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€%L) Noaxopb
K /IeYeHHI0 NALHEHTOB
C aHeMuen

NPOAYKLUA 3PUTPOLMTOB

MpofyKUMs 3pUTPOLMTOB (3pMTPOMO33) OCY-
LECTBASETCS B KOCTHOM MO3re Moj KOHTPOJEM
FOPMOHA 3PUTPONO3TUHA. IPUTPONO3TUH Bbipaba-
TbIBAETCS B HOKCTAINOMEPYNSPHOM annapate novek
B OTBET Ha CHWXeHue ypoBHs O (kak npu aHeMuu
W TUNOKCMM) W TOBbILIEHUE YPOBHS aHAPOTEHOB.
lMoMUMO 3pUTPOMO3TUHA ANS 3IPUTPONO33a He-
00X0[MMbI [LOCTaTOYHbIE KOMMYECTBA CyHCTPATOB,
B OCHOBHOM Xene3a, BUTaMuHa By; v onvesoit
KMCIOTbI.

[pOOMKUTENBHOCTD  KM3HM  IPUTPOLUTOB
coctasnset npumepHo 120 aHeid. 3aTeM OHW u-
WAOTCA KNETOYHOH MeMOpaHbl U B 6ONbLIMHCTBE
CBOEM 3NMMUHMPYIOTCS U3 CUCTEMHOTO KPOBOTOKA
GarouMTUpyIOLWMMM KNETKaMU Cene3eHKH, NeveHn
W KOCTHOrO Mo3ra. B yka3aHHbIX KneTkax u B rena-
TouuTax remornobuH (Hb) paspywaetcs B nepayt
04yepesb MO, AeNCTBMEM FeMOKCUIeHa3HOM CucTe-
Mbl MpY COXpaHeHuu (M NocnenytoLLel NOBTOPHON
YTUIMU3aLMK) XKenesa, NPy 3TOM TeM paspyluaeTcs
[0 bunupy6uHa nocpencTBoM psa hepMeHTaTHB-
HbIX peakuuid, nocie yero 6enoK yTuan3upyercs.
MoznepxaHue CTabunbHOrO KONMYeCTBa 3pUTpo-
untoB TpebyeT exenHesHoro obHosnenusa 1/120
KNETOYHOT0 Myna; Hepenible 3PUTPOLMTI (peTu-
KynoumTbI) NOSIBASKIOTCA MOCTOSHHO W COCTABASKOT
ot 0,5% no 1,5% nonynauum nepudepuyeckux
3PUTPOLMTOB.

Hu3kuit ypoBeHb aHApPOreHoB, 00yCI0BAMBAL0-
LKA CHWXEHWE YPOBHS 3PUTPONOITUHA Y KEHLUMH
W [leBYyLIEK, A TAKXKE Y MOXMUNbIX MALUEHTOB, MOXET
pacnonaratb K Pa3BUTMI0 aHEMMUW, NOCKONbKY CHY-
AeT CNoCOBHOCTb KOCTHOTO MO3ra K MpOAYKLMM
3puTpouMTOB. 10 Mepe CTapeHus yenoseka ypo-
BeHb Hb W reMaToKpuT He3HAUMTENBHO CHUKAET-
(s, OCTaBasCb TeM He MeHee B paMKax HOpMbl. Y
KEHWMH CHUXEHWE YPOBHS 3PUTPOLMTOB MOXET

NpoUCXoanTb NOA BAUAHWEM U APYIUX q)aKTOpOB, K
KOTOPbIM OTHOCATCA NOTEPA KPOBK B NEPUOL MEH-
CTpyauuu 1 noBbllIEHNE I'IOTpeﬁHOCTVI B Xenese
nocne MHOTOMAOAHOM GEDEMEHHOCTM.

3TUONOrMA AHEMKUHU

AHemus npencrasnser coboit CHUXeHWe Yucna
3PUTPOLMTOB, reMaTOKPUTa MM YPOBHS reMormo-
OuHa.

KonnuectBo 3puTpouMTOB OTpaxaeT bHanaHc
MEXZy NpoAyKLMelt U pa3pyLIEHHEM UKW NoTepeit
3puTpOUMTOB. TakM 06Pa30M, aHEMUS MOXET pas-
BMBATLCS MO OHOMY MM Bonee MexaHu3My u3 3
OCHOBHbIX (Tabn. 139-1):

* KpoBONoTEpS,
* HapyLIeHWe 3pUTpono3sa,
* U36bITO4HbIN remMONU3 (pA3pyLLEHWE SPUTPOLIUTOB).

KpoBonoteps MOXeT UMeTb OCTPbIA U XPOHH-
Yeckuii xapakTep. AHeMWs Pa3BMBAETCH TOMbKO
yepe3 HeCKO/bKO 4acoB NOCIe OCTPO KpoBomoTe-
pU, KO MHTEPCTULMANBHAS KUAKOCTb NPOHUKAET
B COCYAMCTOE pycio M pa3daBnseT UMerolLyrcs
3PUTPOLMTApHYK Maccy. B TeyeHne nepebix He-
CKONbKMX 4YaCcOB YPOBEHb MOAMMOPHHOSLEPHbIX
TPAHYNOLMTOB, TPOMOOLMTOB W, MpU TAXKENOM
KPOBOTEYEHUM, HE3DEIbIX NeHKOLMTOB U HOPMOD-
NIaCTOB MOXET MOBbIWATLCA. XPOHUUECKas Kpo-
BOMOTEPS MOXET NMPUBECTU K PA3BUTUID aHEMMUM,
€CIM CKOPOCTb MOTEPU PUTPOLIUTOB MPEBbILLAET
CKOPOCTb MX 3aMeHbl MM, Y4TO MPOMCXOAWT Yallle,
€CIM YCUNEHHBI 3PUTPOMO33 MCTOWAET 3amackl
KeNne3a B OpraHusMe.

HepoctatoyHOCTb 3pUTPONO33a MOXET 6biTb
06ycnoBneHa pasnuuHbIMKM MpuunHamu. MonHoe
npeKpaLLeHue pUTPON033a NPUBOAUT K CHUKe-
HUIO YMCIA IPUTPOLMTOB CO CKOPOCTBIO NPUMEPHO
7-10% B Hegento (1% B neHb). Hapywenue 3pu-
TPON0333, AAKE HENOCTATOYHOE ANIS CHUKEHMS
4YMCNa IPUTPOLIMTOB, YACTO NPUBOAMT K NOABNEHUIO
3PUTPOLMTOB aHOMaNbHOM QOPMbI U Pa3MepOB.

M36bITOYHDIN reMoIn3 MOXET ObITb CNEACTBUEM
BHYTPEHHWX HAPYLWEHWH B IPUTPOLIUTAX UK BO3-
[LeiACTBUS BHEWHNX (aKTOPOB, TakMX KaK MpUCYT-
CTBME Ha WX MOBEPXHOCTH AHTUTEN, YTO NMPUBOLNT
K PA3pyLLEHMI0 3PUTPOLIMTOB. YBENWUYEHHas Cene-
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TABJI.139-1. KNACCHOUKAL MS AHEMUIA N0 3THONOTUM

MEXHU3M PA3BUTUA NPUMEPbHI

Kposonoteps

Octpast XenynouHo-kuweuHoe kposoteyeHue. TpasMbl. Poabl. Xupypruyeckoe BMelua-
TeNbCTBO

XpoHuueckas Onyxonb MOYeBOro Ny3bips. Pak uan NOAMMbI XeNyA04HO-KMULEYHOTO TPaKTa.
Tsxenoe MeHCTpyanbHoe KpoBoTeyeHue. Onyxonu novek. f13seHHas bonesHb
KeNyaka uan TOHKOM KULLKN

[Dedmuut 3putponoasa®

MukpouuTapHas Neduumt xenesa. [leduuuT xene3oTpaHcnopTHoi GyHKumu. [eduunt yruam-

3aumm xene3a. [leduumt noBTOpHOM yTuAM3aLmu xenesa. Tanaccemun (Takxe
KNaccuGuUmMpyeTcs Kak M3BbITOUHbIN reMonu3 BUTEACTBUE BHYTPEHHUX AedeKToB
B 3pUTPOLUTAX)

HopMoxpoMHas-HopMoLTapHas Annactideckas anemus. funonponudepaums. Mpu 3a6onesanmsx nodex. Mpu
3HLOKPUHHOW HEAOCTAaTOUHOCTH (TMPEOUAHOI, runodw3apHoi). Mpu Aeduumte

6enka. Muenoaucnnasms. Muenodrus

MakpouuTapHas Deduumr vean. feduumt Gonnesoit kncnotsl. leduupnt sutamuna By,. deduumr

BuTaMuHa C
W36bITOuHbI reMonu3 BCneACTBUE BHYTPEHHUX Ae(EKTOB IPUTPOLIUTOB

rMI'IEpaKTVIBHOCTh [JETVIKyI'IOBHD.OTeJ'IMaJ'IbHOﬁ
CUCTEMBI MPKU CNNEHOMEranun

Mnepcnnenmnsm

HapyweHns ummyHuteta AyTOMMMYHHbIA remonn3
X0noa0BOV reMoNIM3 aHTUTEN (MApOKCU3ManbHaAsA X0N00Bas reMOrnobuHypus)
TennoBoil reMonn3 aHTUTeN

M30MMMYHHbIV (M30armIOTUHUHOBBINA) reMonu3

MexaHuyeckoe nospexneHue MHdJeKLlVIﬂ

TpaBMa
M36bITOUHDIA reMoNu3 BCNEACTBUE BHYTPEHHUX AC(HEKTOB 3PUTPOLIUTOB

loBpexaeHns KneTouHoit MembpaHbl, Npuob-
peTeHHble

Tunodocdaremus. MapokcuaManbhas HouHast reMornoBuHypus. CroMarouTos

ToBpexXaeHNs KNeTOYHO MeMBpaHbl,
BPOXAEHHbIE

HacnencreeHHbIi 3namunToumTo3. HacneacTBeHHbIl chepounTos

Metabonnyeckue HapylweHus (HaCnenCTBEHHbINA
Lebuumt GepmeHTos)

Hapywehus 8 nytv IMbaexa - Meiieproda - Mapreca. JleGuuur rtoko-
30-6-hocharrernaporeHassl

[emornobuHonatm TeMorno6uHo3 C. feMorniobuHo3 E. lemornno6utos S-C. Hb S-B- ranaccemms.

CepnosuaHo-knetouHas aHemus (Hb S). Tanaccemun (B, B-6 1 a)

“KnaccuduumpoBaHo B COOTBETCTBUM C IPUTPOLIUTAPHBIMU MHAEKCAMM.

3eHKa 3aXBaTblBAET U Pa3pyLUAET IpUTPOLMTHI Bbl-
CTpee, YeM HopManbHas. Hekotopble Tvonoruye-
Ckue GaKTOpbI reMoN13a NPUBOAAT K U3MEHEHMIO
OpMbl MM Pa3pyLIEHMIO IPUTPOLMTOB. B HopMe
M36LITOYHbIA TEMOMM3 HE CHWKAET MPOAYKUMIO
PETMKYNOLMTOB, EC/IU TONBKO HE COMPOBOXIAETCA
AedUUMTOM XU3HEHHO BaXKHbIX HYTPUEHTOB, TaKMX
Kak xene3o.

OLEHKA AHEMUH

AHemus - 3T0 He AMarHo3; 310 NposBNEHNE Bbl-
3BaBlLero ee 3ab0neBaHms. |-|03TOMy [laxe CaMble

nerkue, 6eccMnToMHble hOpMbl aHEMUM 3aCTTyXKK-
BAOT BHUMAHMS M UCCNEAOBAHMS C LieNbl0 AMArHo-
CTUKM Y NeYeHMs OCHOBHOTO 3a60/1eBaHMS.

Haubonee vactan npuyuHa aHeMun — ocTpas
WM XpOHMYeckas kposonoTeps. [narHo3 06bI4HO
OCHOBbIBAETCA Ha aHaMHe3e, pe3ynbratax obero
0CMOTPA M UCCNIEROBAHMSX KAa Ha HaMume CKpbl-
TOI KpoBW. B HekoTopbix Cyyasix Heobxoaumo ao-
MONHUTENbHOE UCCNEA0BAHUE Ha CKPLITYHO KPOBb.

Ecnm kpoBonoTeps He BbisBNEHa, 00bIYHO Mpo-
BOZLAT 1abOpaTOpHbIe TECTbI, YTOBbI YCTAHOBMTD, He
(BS13aHa i1 aHeMUS € eULMTOM NPOAYKLIAM 3pU-
TPOLMUTOB UM M3OLITOYHBIM FEMONU30M.
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AHaMHe3

M3yyeHne aHaMHe3a JOMKHO ObiTb Hanpasne-
HO Ha MoMCK GaKTOpOB pUCKa, XapaKTepHbIX AN
aHeMMU, @ TaKKEe CMMMTOMOB Kak aHeMuM, Tak U
OCHOBHOTO 3ab0n€eBaHus.

CyuiectByeT MHOXeCTBO aKTOpOB puCKa pas-
BUTMS aHeMmuu. Hanpumep, BereTapuaHckas aveta
npeapacnonaraet K aHemmuu, 06yCI0BNEHHOM fe-
OuuUMTOM BUTaMUHA By, TOMAA Kak ankoronusm
MOBbILIAET PUCK PA3BUTUA AHEMUW BCIEACTBME
nebuuputa Gonnesoit kKuaiothl. Pag remornobu-
HOMaTMIt MMeeT HaCNeACTBEHHbIA XapakTep, a
npuMeHeHu1e onpeaeneHHbIX IekapcTBeHHbIX npe-
napaToB npeapacnonaraet k remonusy. Mpu pake,
peBMaTM4YeCkMX 3a00NEBAHUAX M XPOHMYECKUX
BOCMANUTENbHbIX 3a00NEBaHMSX MOXET Habnio-
[aThCsl NOAABNEHNE aKTUBHOCTM KOCTHOMO MO3ra
WUNM YBENMYEHME CENEe3eHKM.

CHMMTOMbI aHEMUM He ABNAIOTCA CMELMDUYHbI-
MU W He oMoratoT audbdepeHLMpOBaTh pasnnyHble
TMNbl aHeMuit. CUMNTOMBI OTPAXAIOT KOMMEHCATOp-
HYI0 PeaKUMI0 Ha MMNOKCMHO TKaHel W 0Bbl4HO pa3-
BMBAIOTCS, KOrAia ypoBeHb Hb cHuxaeTca o 7 r/oi m
MeHee. OfIHAaKO OHM MOTYT pa3BuMBaThCs W npu 6o-
/lee BbICOKOM YpOBHE reMornobuHa Y NaumeHToB C
OrpaHMYeHHbIM CepAEYHO-NIETNOYHbBIM PE3EPBOM UK
B C1Tyuae, KOra aHeEMMs pa3BuAach CTPEMMTENBHO.
Ha aHeMmio MOryT yKa3blBaTb Takne CUMNTOMBI, KaK
naboCTb, NOSABNEHME NSTEH B MOAE 3PEHMS, TOLHO-
Ta, FONI0BOKPY)XEHHE, 3arpyAnHHblE 60K, CUHKOMbI
W ofblluka. Takke MOryT HabNAATHCS FONOBOKPY-
KEHWe, FoN0BHAs 60/1b, NYNbCUPYIOLLMIA LIYM B YLIAX,
ameHopes, CHUXeHue TMOMI0 1 XKenyaouHO-KuLey-
Hble NPOsIBNEHNS. Y NaLMEHTOB C TAKENON MMMOKCH-
e/ TKaHe# U1 TMnoBONEMMEN MOXET Pa3BUBATHCS
CepAeyHast He0CTaTOuHOCTb MM LLOK.

OnpeneneHHble CUMMTOMbI  MOTYT  YKa3biBaTb
Ha MpWYMHY aHeMuu. Hanpumep, MeneHa, HoCoBoe
KpOBOTEYEHME, reMaToxe3us, reMateMesunc uam Me-
HOpparus yKasblBatoT Ha KpoBoTeYeHme. XKenTyxa u
TEMHbII LIBET MOYW B OTCYTCTBME 3aD0NEBaHMHA ne-
YeHu Mo3BOASIOT MPEANONOXUTL reMonu3. Moteps
BECa MOXET yKa3blBaTb Ha OHKOMOMMYeCKoe 3abone-
BaHue. Henokanu3oBaHHas CunbHas oMb B KOCTAX
WM TPYAHOM KNETKe N03BOAISIET NPEANONOXHTH Cep-
MOBMAHO-KNETOUHYH aHEMUK, A NapecTe3us KUCTen
10 TUMY «NepyaToky - AeduunT BUTaMuHa Byy nm
AeduumMT GoNMEBON KUCIOTbI.

DusukanbHbIif 0CMOTP

MonHblit  OU3MKabHbIA  OCMOTP HEOBX0aMM.
Mpu3Haku aHeMuM camu No cebe He ABNSIOTCS Hu
YYBCTBUTENbHBIMK, HU CMEUMOUUYHBIMU; OAHAKO
npy TAKENOW aHeMUW Yacto Habntopaetcs bnen-
HOCTb.

Mpu3Hakm OCHOBHOTO 3aboneBaHMs MMelT
OONbLUYI0 AMATHOCTMYECKYIO LLEHHOCTb, YEM CaMy
CUMMTOMbI aHeMMU. KanoBble MacChl, B KOTObIX
OMNpenenseTcs CKpbiTas KpoBb, CBUAETENbCTBYIOT O
KENYN0YHO-KMILIEYHOM KPOBOTEUYEHUM. [eMopparu-
YECKMii WOK (HanpyUMep, TMMOTEH3MS, TaXMKapaus,
ONEeAHOCTb, TaXMUMHO3, 0OMIbHOE MOTOOTAENEHME,
CMYTaHHOCTb CO3HAHMWS) MOXeET ObITb CEACTBUEM
0CTPOro KPOBOTEYEHMS. KENTyXa MOXET yKa3blBaTb
Ha remMonu3. CnieHoMeranus MOXeT pa3BuBaThCS
npyu remMonu3e, reMorno6uHonaTuu, 3a6oneBaHmsx
COEIMHUTENBHOM TKaHW, MUenonpon1depaTmBHbIX
3aboneBanusx, uHbekum uin pake. Mepude-
puyeckast HeiiponaTusi [aeT NoBoj 3anofo3puTh
feduunt BuTammuHa Bqy. YBenuueHue xuBoTa y
naLyeHTa C TpaBMOW, HaHECEHHOW TyMbIM npeaMe-
TOM, MOXET YKa3blBaTb Ha KpOBOTeYEHHE. [NeTexuu
Pa3BMBAIOTCS MPU TPOMOOLMTOMEHUM WM OUC-
GyHKUMKM TpOMOOLMTOB. JIxopaaka U cepfieyHble
WYMbl MOTYT YKa3biBaTb Ha MHOEKLIMOHHBIN 3HA0-
KapauT, BO3MOXHYI0 NPUUMHY reMonn3a. B pekux
C1yyasix BbIpakeHHas CepfieyHas HeoCTaTOYHOCTb
Pa3BMBAETCA KaK KOMMEHCAaTOpHas peakuus Ha
MHOYLMPOBAHHYIO aHEMMEN TUMOKCMIO TKAHE.

JlabopartopHbie TeCTbl
= KNMHMYeCKMit aHanu3 KpoBu C OMpeneneHneM
ymcna NeKoLUMTOB M TPOMOOLIUTOB.
= IPUTPOLIMTAPHbIE MHAEKCH U MOpdOnOTKS.
= Yncno petnkynoumTos.
= Ma3ok nepudepuyeckoit Kposu.
= B HekoTopbix Cyyasx acnupaums u 6uoncus

KOCTHOTO MO3ra.

JlabopaTopHas OLEHKa HAYMHAETCS C KWHM-
Yeckoro aHanu3a KpoBM, BK/KOYAs MOACYET yuCna
NeiKOUMTOB W TPOMOOLMTOB, IPUTPOLIMTAPHBIX UH-
LEKCOB M onpefieneHue MophONOruM 3puTpoLIm-
T0B (CpenHuit 0bbem 3putpouutos [MCV], cpenHee
copepxanue Hb B 3putpountax [MCH], cpepHss
koHueHTpauus Hb 8 3putpoumtax [MCHC], wupota
pacnpefienexus 3putpounTos no obvemy [RDW]),
a TakxKe C U3yyeHust Maska nepudepuyeckoit Kpo-
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BX. YUCNO PETUKYNOLMTOB NOKa3bIBAET, HACKONBKO
XOPOLLO KOCTHbI MO3T CNOCOBEH KOMNEHCMPOBATL
aHemuto. Bbibop nocnesytowmx TeCTOB OCHOBAH Ha
3TUX pe3yNbTatax U KIMHUYECKOM KapTuHe. Bbiss-
NeHve 06WWX AMArHOCTUYECKUX ANrOPUTMOB MO-
KET YCKOPUTb MOCTaHOBKY AMarHo3a (tabn. 139-2).

ABTOMaTU3MPOBaHHbIH 0OWMIA aHANU3 KPOBM
M03BONSIET HEMOCPEACTBEHHO U3MEpUTb YPOBEHb
Hb, uncno spurpouutos 1 MCV. lematokpuT (nons
3putpounTos B kposu), MCH u MCHC sBnstotca
BbIYMCIAEMBIMM  3HAYEHMAMM. [lMarHoCTyeckuit
KpUTEPHIA aHEMUM Y MY)XUMH - ypoBeHb Hb <14 1/
AN, reMatokput <42%, Wn KONMYeCTBO 3pUTPO-
umntoB <4,5 mnu/n; ons xeHwmH Hb <12 r/on,
remMatokpuT <37%, UK KOAMYECTBO 3PUTPOLMTOB
<4 Mnu/n. [ins peteit rpaHmLbl HOPMbl MEHSIHOTCS
C BO3pACTOM, B CBS13U C YeM HeobxoauMo Bbibu-
patb CrieuuanbHble BO3pacTHble Tabauupl. Mony-
NALAM SPUTPOLLUTOB HA3bIBAKT MUKPOLUTAPHBIMU
(Manble knetku), ectn MCV <80 ¢n, n Makpouu-
TapHbIMK (kpynHble knetku), ecim MCV >100 dn.
OZHaKo, NOCKO/IbKY PETUKYNOLMTBI TakKe KpynHee

3peNbiX IPUTPOLIUTOB, NPU BbICOKOM PETUKYNOLM-
103 MCV MOXeT NoBbIWaThCs, HE OTpaxas npu
3TOM W3MEHEHMS B MPOAYKLMM 3PUTPOLMTOB. AB-
TOMATM3MPOBAHHbIE METOAMKM TaKKe MO3BOASHOT
OnpefienuTh CTeneHb BapuabenbHOCTM pa3Mepos
3pUTPOLMTOB, BbipaxeHHyld kak RDW. Bbicokas
RDW MoxeT 6biTb eAMHCTBEHHbBIM YKa3aHMEM Ha
CONYTCTBYHOLLME MUKPOLMTAPHBIE M MaKpOLMTap-
Hble HapyLEHUs (MM COMYTCTBYIOWMIA MUKPOLY-
TO3 W PETUKYNOLMTO3); Npu 3TOM 3HaueHne MCV
6ByneT 0CTaBaTbCs HOPMANbHBIM, T.K. OHO OTPaXaeT
MWD CPELHION BEMYMHY. TEDMUH KTUMOXPOMMSY
OTHOCMTCS K MONYNAUMM SPUTPOLLUTOB, B KOTOPOIA
MCH <27 nr/3putpoumt, unm MCHC <30%. Mony-
NALAM 3PUTPOLUTOB C HOPMANbHBIMU 3HAYEHUAMM
MCH nnn MCHC Ha3bIBatOT HOPMOXPOMHBIMM.
JpUTPOLMTAPHBIE MHAEKCHI MOTYT NOMOYb
ONPEefieNnTb MeXaHU3M Pa3BUTUA aHEMUU U Cy-
3UTb KPYr BO3MOXHBIX MPUYMH. MuKkpoumTo3 o6b-
HApYXMUBAETCA MPYU HaPYLUEHUM CUHTE3a reMa Ui
rnobuHa. Hanbonee pacnpocTpaHeHHbIMU NpUyK-
HaMW SBNAKOTCS xene3ofeduumt, Tanaccemms

TABJ1.139-2. XAPAKTEPUCTUKA HAUBONEE PACTIPOCTPAHEHHBIX TUMOB AHEMUU

3THONIOTUA UNKn

MOP®OJIOTUYECKME U3MEHEHUS

XAPAKTEPHbIE 0COBEHHOCTH

Kposonoreps, HopMoXpoMHas-HOpMOLMTapHa$, C NOAMXPOMa- B TAKenbix cyyasnx BO3MOXHO 0BHapyXeHue SaepHbIX
ocTpas To(uAMet. TMNepnnacTUYeCKkuit KOCTHbIN MO3T 3PUTPOLIMTOB U CABMI BNEBO NIEVKOLMTapHON hopmynbl
eikouuTo3
TpomboLuTOLMTO3
Kposonoreps, To xe, uTo Npy xene3oneduumte To xe, uTo Npy xene3oneduumTe
XPOHUYecKas
Deduumt Gonvesoii | To xe, uto npu AeduuuTe BUTaMuHa By, YpoBeHb (ONMEBON KUCIOTbI B CbIBOPOTKE <5 Hr/MA
KUACNOTbI (<11 Hmonb/n)
YpoBeHb (ONMEBON KUCIOTbI B IpUTPOLUTaX <225 Hr/
M 3pUTPOLMTApHOI Macchl (<510 HMonb/n)
[leduunt HyTpuenHToB 1 Manbabcopbums (npu
Tpoduueckmx adrax, GepeMeHHOCTH, B ETCTBE WM NP
ankoronmme)
HacnencraenHbii Chepuyeckine MUKPOLUTBI [oBblLeHHbIH cpefHuit ypoBeHb Hb B 3puTpoLmTax
chepoumTos HopmobnactHas 3putpomnaHas runepnnasms ToBbILLEHHAS XPYNKOCTb 3PUTPOLIUTOB

[emonu3, ocTpbiit HopmoxpoMHas-HopMoLMTapHas

Petukynouuto3

rVII'IEDI'II'Ia3Mﬂ 3PUTPOMAHOTO POCTKA B KOCTHOM

Mmo3re

[emonu3, xpoHu-
Yeckui

HopMoxpoMHasi-HopMoLmTapHast
Petukynouuto3

funepnnasws 3puUTPOMAHOTO POCTKA B KOCTHOM

mo3re

basodunbHas 3epHUCTOCTb (0C0GEHHO NpH

OTPABNEHHY CBUHLLOM)

CokpalLieH1e BpeMeRU XMU3HN MeYeHbIX IPUTPOLIUTOB
ToBbILLEHHOE HAKOMNEHMe M30TOMa B CeNe3eHKke (Bbilue,
4YeM B neyeHm)

MoBblLweHHbIA ypoBeHb 6unupybuHa u 1A B cbiBopoTKe
ToBbILLEHHBIN YpOBEHb YPOBUNMHOTEHa B Kane 1 Moye
[eMornobuHypus B Cyyae peskoro passuTua
TeMocunepuHypus

MoBblLweHHbIA ypoBeHb 6unupybuna u JIAN B cbiBopoTKe
CokpalLeHme BpeMeH# XM3HM 3pUTPOLUTOB
YckopeHHblit 060pOT PaAMoaKTUBHOTO Xene3a
TemocuaepuHypus
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TeMatonorvs 1 oHKkonorus

3TUONOTUA UNKn

Wdekumm unm
XPOHMUECKOE
BoCnanexue

Kenesopeduumut

HepocratouHocts
KOCTHOro Mo3ra

3aMeLueHme
KOCTHOrO MO3ra
(M1enody3)

Mapokcuamans-
Hasi X0N10/10Bas
remornobuHypus

Mapokcu3manbHas
HOYHas remornobu-
Hypus

CepnosuaHo-kne-
TOYHas aHeMus

CupepobnactHas
aHemust

Tanaccemus

[ednunt ButamutHa
B4,-deficiency

MOP®OJIOTMYECKME USMEHEHUA

Ha paHHux CTagnax HOPMOXPOMHASA-HOPMOLM-
TapHas, 3aTeM MUKPOLIUTapHas
HopMo6nacTHbI# KOCTHBI MO3T

HopManbHble 3anachl xenesa

MuKpouuTapHas, C aHU30LMTO30M 1 NOIAKMNO0-
LMTO30M

Petukynouutonenus

[UnepnnacTM4eckuii KOCTHbIM MO3I, C OTCPOYEH-
HOi reMornobuHu3aLmelt

HopMoxpoMHas-HopMoLuTapHas (MOXeT BbiTb
MaKpOLMTAapHON)

PeTukynouutonexus

Heynaum npu BLINONHEHNM ACMMPALMK KOCTHOTO
MO3ra (4acTo) M O4eBMAHAsA rMNoNAasma
3PUTPOUAHOTO POCTKA UMM BCEX 3NEMeEHTOB

AHM30LMTO3 U NOAKMNOLMTO3

flnepHbie 3puTpoLNTHI

PaHHMe npepLecTBEHHMKM FPaHYNOLMTOB
Acnnpaups KOCTHOTO MO3ra MOXET ObiTb Heyzau-
HOW MW AEMOHCTPMPOBATH NPU3HAKM NETAKEMMH,
MMENOMbI UMW HANNYME METACTAaTUYECKMX KNETOK

HopMoxpoMHas-HopMouuTapHas

HopmouutapHas (MOXeT 6bITb rUNOXpPOMHOIA
BUIACTBHE XeNne30AepuunTa)

KocTHblit MO3T MOXET 6bITb rMNepKNeTOuHbIM WK
TUNOKNETOYHbIM

AHU30LMTO3 W NOVKMAOLMTO3

Heckonbko cepnoBuaHbIX KNETOK B Ma3ke
06pa3oBaHme CepnoBMAHbIX IPUTPOLUTOB B
npenapare B yCI0BMAX TMNOKCUM WA TUNEPO-
CMONAPHOCTH

06bI4HO TUMOXPOMHaS, HO AMMOPdHAA C HOPMO-
LMTaMM U MaKpOLMTaMy

[MNepnnacTUyeckuii KOCTHbIMA MO3T, C OTCPOYEH-
HO¥ reMornobuHM3aLmeit

KonbLiesnaHble cupepobnactsl

MukpouwTapHas

ToHKme KneTku

MuwweHeBuaHblE KNeTKU
bazodunbHas 3epHUCTOCTL
AHM30LMTO3 M NOMKUNOLUTO3
flnepHble 3pUTPOLUTBI B TOMO3MUTOTaX

MaKpouuThl 0BabHON QOPMbI
Anun3oumTo3

PeTukynouutonenus
[UnepcerMeHTUPOBaHHbIE NEAKOLUTbI
Merano6nacTHblit KOCTHbIA MO3T

XAPAKTEPHbIE 0COBEHHOCTH

CHWKeHMe YpOBHS Xenesa B CbIBOPOTKe
CHuxeHue obLuelt cnocoBHOCTM CBA3bIBATb Xene3o
HopManbHblit ypoBeHb GeppuTHHa B CbIBOPOTKE
HopManbHbii ypoBeHb enesa B KOCTHOM Mo3re

Bo3MoxHa axnopruapus, roccuT v BorkyTas Gopma
HorTelt

OTCyTCTBME OKPALLIMBAEMOTO Xene3a B KOCTHOM Mo3re
Hu3kuii ypoBeHb xenesa B CbiBOPOTKe

MoBbilueHHas 06LLas Xene3ocss3biBaTenbHas CnocobHOCTb
Hu3kuit ypoBeHb GeppuTiHa B CbIBOPOTKE

Manonatuueckas (>50%) unm BTopuyHas, 06ycnos-
NeHHas BO3/ENCTBUEM TOKCUYECKMX N1EKAPCTBEHHBIX
MpenapaToB nu XMMUYECKUX BLLECTB (HanpuMep, Xno-
pamdeHnKona, XMHOKPUHA, IMAAHTOMHA, UHCEKTULMEOB)

MHOUABTPALMS KOCTHOTO MO3ra MHDEKLIMOHHOI rpaHy-
NeMO¥, 310Ka4ECTBEHHbIMU OMyX0SMM, DUOPO3OM Wi
JMNUEHbIM FMCTUOLUTO30M

Bo3MoxHas renaroMeranusi 1 cnneHoMeranms
Bo3MOXHble U3MeHeHus B KOCTAX

Hakonnexue MeyeHoro xene3sa bonblue Hap ceneseHKoit
1 MeyeHblo, YeM Hag, KpecTLioM

Mocne npebbiBatmus Ha xonoge

Pa3BuBaETCA B pe3ynbTaTe NOSBNEHMS XONOA0BOMO
arrnITUHUHA WX TEMONU3UHA

YacTo cBsi3aHa C CUPUAMCOM MM PYTUMU MHOEKLIMSMU

TemHas yTpeHHAR MoYa

lemocupeput

[onoXuTeNbHbIi pe3ynbTaT Tecta Ha KUCIOTHBIN reMonm3
(rect X3ma) 1 caxapo3Has npoba (8 6onbLMHCTBE CBOEM
3aMEHSIOTCA NPOTOYHOM LMTOGNyopUMETpUE)

Yalue BCTPEYAeTCs y UL, HErpOMAHON pacl
M30cTeHypus Moun

Mpu anextpodopese BbisBneH Hb S

B03MOXHbI 60N1E3HEHHbIE BA30OKK/HO3MOHHbIE KPU3bl U
06pa30BaHme 938 Ha HOrax

M3MeHeHus B KOCTSIX Ha pEHTreHorpaMMe

BpoxzaeHHbIe uan npuobpeTenHble HapyLeHms
MeTabonu3Ma

OkpaLuuBaemoe Xene3o B KOCTHOM Mo3re (BbICOKOe
COfepXaHue)

Orset Ha Tepanuio BuTaMuHOM B (pe/iko)
PacnpocTpaHerHbIA 3NEMEHT MUENOAMCNNACTUYECKOTO
CMHapoMa

CHWXeHWe NaCTUYHOCTM IPUTPOLIMTOB
MoBbiwerne yposHs Hb A, u Hb F (4acto)
MpomcXox/aeHMe U3 CPean3eMHOMOPCKOTO peruoHa
(4acto)

B romo3urotax, aHemms ¢ feTcTsa

Cnnexomeranus

3MeHeHus B KOCTSX Ha peHTreHorpaMMe

CbIBOPOTOUHbIA YpOBEHD BUTaMuHa By; <180 nr/mn
(<130 nmonb/n)

Yacto BosneyeHbl XKT u LIHC

MonoxutenbHbii pe3ynbtar Tecta LLUnnautra (xots B
HacTosLuee BpeMs He NPOBOANTCS)

MoBbilLEHHbIA ypoBeHb G1unMpybuHa B CHIBOPOTKE
MoBblLweHHbIA ypoBeHb /AT

AHTUTeNa K BHyTPeHHeMy (hakTopy B CbIBOPOTKe (4acTo)
OTCYTCTBUE CEKPELIMM XENYA0UHOTO BHYTPEHHETD
(akTopa
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HapyweHus ckTesa Hb. Y HekoTopbiX nauueHToB
C XpoHuyeckon aHemueit MCV MUKpOLMTapHDIA
WM MOTPaHUYHbIA C MUKpOLMTApHBIM. Makpo-
LMTO3 OTMeYaeTcs Npu Hapywenun cuHte3a [HK
(Hanpumep, BcneacTave feduunta BUTaMuHa By,
unm onata unu BUIEACTBME MPUEMA XUMHUOTEPa-
MEeBTUYECKMX NPENAPaTOB, TaKMX KaK MMAPOKCUMO-
YEBMHA W AHTArOHUCTbI YONMEBOI KMCIOTI) U NpH
aNKOroNM3ME B CBA3M C HAPYWEHMSMM KNETOUHBIX
MembpaH. Octpoe KpoBoTeueHue MOXET BbiCTpO
MOBbICUTb MAKPOLMTAPHbIE MHAEKChI BCIEACTBUE
BbICBOOOXEHMS BOMBLIOTO KONMYECTBA MONOABIX
PETUKYNOUMTOB. HOpMOLMTApHbIE MHAEKChI OTMe-
YaIoTCS NPY AHEMUAX, PA3BUBAIOLLMXCA BUIELCTBHUE
feduuuta 3pUTPOMOITUHA WM HEaaeKBATHOrO
0TBETA Ha Hero (runonponuepaTBHbie aHeMum).
[emopparuv [0 pa3suTis xenesogeduumTa obbiy-
HO MPUBOAST K HOPMOLMTAPHON M HOPMOXPOMHOI
aHeMUM, eCTIM TOJbKO YNCIO KPYMHBIX PETUKYNOLM-
TOB He SIBNSIETCH U3DBITOUHBIM.

MccnepoBaHue Maska nepudepuyeckont Kposu
SIBNSIETCA BbICOKOUYBCTBUTENbHBIM METOZOM [AMa-
THOCTUKM WM3OBITOYHOM NMPOAYKLMM IPUTPOLIUTOB W
remMonu3a. ITOT aHanM3 TOUHEe, YeM aBTOMATU3M-
POBaHHble METOAMKM, MO3BONSET BbISBASTH M3Me-
HEHWS CTPYKTYPbl 3pUTPOLIUTOB, TPOMOOLUTONEHNM,
Ha/MuMe SEEpHbIX 3IPUTPOLMTOB WIM  HE3penblX
TPaHYNOLMTOB, a TakKe AMArHOCTMPOBATb U Apyrue
OTK/OHEHWs (Hanpumep, BO36YaUTENe! Mansipum u
LPYrUX NMapa3uToB, BHYTPUKNETOYHbIE BKIKYEHMS
B 3IPUTPOLMTAX UM TPAHYNOLMTAX), KOTOPbIE MOTyT
UMeTb MECTO, HECMOTP Ha HOpMallbHble 3Haue-
HWS, NONTyYeHHbIE MPY ABTOMATUYECKOM MOACYeTe
KNeToK KpoBM. [MoBpeXaeHUe SpUTPOLUTOB MOKHO
UaeHTMOUUMPOBaTL MU 0BHApYXeHUM dparmeH-
TOB Pa3pyLLUEHHbIX KNETOK (LUMCTOLMTOB), MPU3HAKOB
CYLLECTBEHHbIX MOBPEXEHMIA KIETOYHOI MeMbpa-
Hbl (0BanoUMTOB Wk chepounTos). MuLLeHeBHaHbIE
KNETKM (TOHKWE 3PUTPOLIUTI C LEHTPaNbHOM TOUKOM
Hb) - 310 3puTpOLNTEI C HegocTaTkoM Hb nan cmw-
koM 6onbLoi MeMOpaHoii (Hanpumep, BUIEACTBME
reMornobuHONaTUiA MM HapyLueHwit GYHKUMK ne-
yeHu). M3yyeHne Maska nepudepuueckoi Kposw
MOXET TaKXe BbISIBUTb M3MEHeHWUs YOpMbl 3pUTPO-
LMTOB (MOMKMNOLMTO3) U UX Pa3Mepa (aHU30LMTO3).

PeTuKynoUMTbI M3MEpSKTCS B MPOLLEHTAX (HOp-
ManbHbIi Ananasox - ot 0,5 fo 1,5%) unm B abeo-
NKOTHOM KONMYECTBE (HOPMaNbHbIH AMana3oH - oT

50 000 mo 150 000/mxn). MoBbILWeHHbIE 3HAYEHUS
YKa3bIBAIOT Ha U3BbITOYHYIO MPOAYKLIMIO UK PETU-
KyNIOLMTO3; MPW HaNM4MK aHEMUM PETUKYNIOLMTO3
Mo3BONAET NPEANONOXUTb YCUIEHHOE pa3pylle-
HMe 3puTpoUMTOB. Hu3KMe 3HauyeHus Ha QoHe
aHEMUM YKa3bIBAIOT HA CHUXEHHYI MPOAYKLMI
3pUTPOLMTOB. PeTukynouuTapHblii 0TBET 06bIYHO
MOXHO OLEHWTb Ha OCHOBAaHWM YWCNA OKpaLlEH-
HbIX CMHWM KPACUTENEM KNETOK, 06HapY)XMBaEMbIX
B Ma3ke nepudepnyeckoi KpoBM Npu NPUKM3HEH-
HOM OKpalLMBaHMW; NP 3TOM OMPEENEHNE YnCna
PETUKYNOLMTOB C MOMOLLbIO MPOTOYHOI LUuTOdNy-
OPVYMETPUM UNIM BM3YaNbHOTO MOACYETA KNETOK,
yT0 TpeByeT MHOIO BpeMeHU, HeobS13aTeNbHO.

Acnupaumsa 1 6uoncus KOCTHOrO Mo3ra no3go-
NSIT HEMOCPECTBEHHO Hab/toaaTb M OLEHMBATb
MpeAIeCTBEHHUKOB 3PUTPOLIMTOB. MOXHO Bbisi-
BUTb HApYLLEHWS B MPOLECCE CO3PEBaHMS KNEToK
KPOBM (AMCM033), @ TAKKE WU3MEHEHMUS MX YNCIa,
pacnpefieneHus M 3aKOHOMEPHOCTb pacmpese-
NEHMs 3anacoB kenesa B kneTkax. Acimpaums u
Broncus KOCTHOTO MO3ra NPOBOAATCS 1St AMArHO-
CTUKM CNEMHOLLMX COCTOSIHMIA:

u HEOObACHEHHAS aHEMUS;

= [Ipyrve UMTONEHNM;

u HEOObACHEHHbIN NENKOLMUTO3;

= TPOMOOLNTO3;

= 110[103peHME Ha NEKO3, MHOXECTBEHHYIO MMe-

NIOMY U1 MrenodTys,

Mpu omyxoneBblx NpoLeccax B CUCTEME FeMo-
n033a WK APYIUX OMyXOMsX, @ TaKke Npu nogo-
3pEHUM Ha BPOXMEHHbIE HapyLIEHUs npefLe-
CTBEHHWUKOB IPUTPOLITOB (HANpUMEP, NP1 aHEMMMU
(DaHKOHM), MOXHO NMPOBECTU LIUTOTEHETUYECKHIA U
MOJEKYNSAPHBIA aHanu3. Mpyu NoA03peHUM Ha M-
donponudepatusHblii UM Muenonponudeparve-
Hbli CTaTyC ANs onpeneneHus UMMyHodeHoTUNA
MOXHO NPUMEHUTb MPOTOYHY0 LMTOGyOpHUME-
Tpuio. ACiupaums v 6uoncus KOCTHOrO Mo3ra -
TEXHUYECKM MPOCTAs METOAMKA, He CBS3aHHas
C KaKMM-MBO PUCKOM ANs 340POBbA. 3TW Mpo-
uenypbl 6e3onacHbl M MHQOPMaTMBHbI B Clyyae
MOAO3PEHNA Ha TEMATONOTMYECKOE 3ab0neBaHMeE.
0be npoueaypbl 06bIY4HO MOXHO COBMECTUTb B
0aHy. Mockonbky ans 6uoncum HeobxoauMo B3STb
MaTepuan M3 KOCTM COOTBETCTBYIOLIEN MyOMHbI,
o6pasey, 06bI4HO OepyT M3 3adHero (Uu, pexe,
nepefiHero) rpebHs noaB3aoLWHoN kocTu. Ecnm He-
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06X0AMMO MPOBECTU TOMBKO aCMMPALIMIO, MOXHO
B3ATb 00pa3eLl 13 rpyauHbI.

YposeHb bunnpybura v JIA B CbiBOPOTKE MHO-
roa MoXeT nomoub auddepeHuMpoBaTb reMonu3
W KpOBOMOTEPIO; ¥ TOT M LPYroi nokasarenb no-
BbILIAKOTCA MPW TeMOM3E M OCTAKTCA B paMKax
HOpManbHbIX 3Ha4eHuiA Npu kpoonoTepe. [lpyrue
TeCTbl 06CYXKAAITCA NPUMEHUTENBHO K Cneuudu-
YeCKUM TMNAM aHeMUI U KPOBOTEYEHMA.

NEYEHUE AHEMUH

Mpn BO3MOXHOCTM HEOOXOAUMO NEeYnTb MpU-
unHy aHemmuu. Korga yposeHb Hb cHuxaeTcs fo
0MacHoro Ans 340poBbs (Hanpumep, <7 r/an y

naumeHToB 6e3 CepaeyHO-NeroyHol HepocTa-
TOYHOCTU WK Bonee BbICOKMX 3HA4YeHMit y ma-
LMEHTOB C TaKOBbIMK Matonorusmu), TpaHcdysus
3PUTPOLMTAPHOI MacCbl BPEMEHHO MOBbIWAET
KMCNIOPOZHYI eMKOCTb KpoBU. TpaHchy3uio 3pu-
TPOLMTApPHOH MacChl He0bX0AMMO MPOBOAMTH Y
MaLMeHTOB:
* C CePAEYHO-NIErOYHbIMM CUMNTOMAMU UM Bbl-
COKMM PUCKOM WX MOSIBNEHNUS;
* C aKTMBHOM HEKOHTPOAMPYEMOM KPOBONOTEPE;
* C MPU3HAKAMM TUMOKCUM UM ULIEMUY BHYTPEH-
HUX OpraHoB (HampuMep, HEeBPONOTMYecKue
CUMMTOMbI ULIEMMH, 3arpyauHHbIe B0NK, Taxu-
Kapaus y NauMEHTOB C CepAEYHON HefoCTaToy-
HOCTbIO MM Tskenoi Gopmoii XOBJ).

€Z1'D Anemnuu, 06ycnos-
NIeHHble HapyleHHeM
IPUTPON033a

AHemus (CHUXEeHMe KONMYeCTBa IPUTPOLLUTOB,
COLEpXaHus remornobuHa WM reMatokpura)
MOXET ObiTb PE3YNbTaTOM CHUXKEHMS MPOAYK-
UMM 3PUTPOLLUTOB (3pUTPOMO33), UX YCMIEHHOrO
paspyleHus Wi Kposonotepu. AHemmu, 06-
YCNOBNEHHblE HapYLeHWeM 3pUTPOMO33a, Kak
nNpaBuao, AMArHOCTMPYKTCS MO HAAMuMi0 pe-
TUKYNOUMTONEHUM B Tepudepuyeckoit Kposu.
JpUTPOLMTapHbIE MHAEKCHI, B MepBY0 0Yepesb
MCV, cyxaioT auddepeHumanbHblii IMarHo3 Ha-
PYLWEHWIA 3pUTPON033a M ONPEAENstoT CreKTp
JanbHENIMX UCCNEe0BAHNIA.

MwuKpouuTapHble aHEMMM ABASKOTC pe3yib-
TaTOM HENOCTAaTOYHOTO MM AedeKTHOr0 CUHTe3a
reMa unn mobuHa. K MUKpOUMTapHBIM aHEMMSM
OTHOCATCA Kene3oaedUUMTHbIE aHEMUM, aHEMUK,
00yCn10BNEHHbIE HApyWeHWEM TPAHCMOpTa MM
YTUAM3aumMK xenesa (B T.4. cuaepobnactHole aHe-
MMM WU aHEMMM, CBA3AHHbIE C OTPABAEHMEM CBUH-
LIOM), TanacceMum (KOTOpble TaKKe Bbi3bIBAKIT re-
Monu3). Ny Hannuum y NaumMeHTa MUKpOLMTapHON
aHEeMMK, KaK NpaBuno, HeoOX0AMMO UCCEL0BaHNE
COfIEPXQHMS XeNne3a B OpraHu3me.

HopmouuTapHble aHeMuu SBNSIOTCS pe3ynbTa-
TOM NEpBUYHON HeOCTAaTOYHOCTU QYHKLMM KOCT-
Horo Mo3ra. OHu, Kak NpaBwso, XapakTepu3yTca
HOPMa/IbHbIM MOKa3aTeneM pacnpenenexus pu-
TpoumToB no 06bemy (RDW) 1 HOpMOXpOMHBIMU
3PUTPOLMTAPHBIMU MHAEKCaMU. MexaHu3Mbl MOTyT
6bITb CnepytowmmMm: runonponudepaums (neduumt
3PUTPOMOITUHA UM CHUXEHWE OTBETA Ha Hero),
rMnonnasus (Mpy annacTuyeckux aHemmsx), Mue-
nodTM3 U MUENoAMCINA3MS.

MakpouuTapHble aHeMMu Yallie BCero SBAsHT-
9 pe3ynbTaToM Hapywehus cuHte3a [HK, koto-
poe 06ycn1oBneHo AePUUMTOM BUTaMUHA By un
GONMEBON KMCNOTbI.

Mp1 HEKOTOPbIX aHEMMSIX [aHHble WUCCIENOBA-
HUS nepudepuyeckoil KpoBU MOrYT BbiTb paziny-
HbIMW. AHEMUS XPOHMYECKOTO 3aD0NEBaHMS MOXET
6bITb MUKPOLMTAPHOM MW HOPMOLMTAPHOI. AHe-
MUS PY MUENOZMCTINACTMYECKOM CUHAPOME MOXET
6bITb MMKPOLMTAPHOM, HOPMOLMTAPHOH WM Ma-
KpouuTapHOW. JleyeHne aHemum, 0byCIOBNEHHON
CHWKEHMEM NPOZYKLMM IPUTPOLMTOB, 3aBUCHT OT
MpUYMHbI 33601€BaHUS; KPOME TOTO, NPH aHEMUM,
06yCNI0BNEHHOI NMOYEYHOI He0CTaTOuHOCTbHO, Ya-
CTO MOXET BbiTb MONE3HA CTUMYAIALMS 3PUTPONO33a
nyTeM NMPUMEHEHNS YENOBEYECKOTO PeKOMOUHAHT-
Horo 3putpono3tuHa (3M0). Mockonbky ycunexme
3pUTPON033a NOBbILWAET NOTPEBHOCTb B Xenese, B
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paMKax nevyeHus HeobX0ANMO [LONOHUTENbHOE
Ha3Ha4yeHWe npenapaTtos Xenesa.

XENE3OAEOULMTHAA AHEMUA

(aHeMus Npu XpOHMYECKOI KPOBOMOTEPE; XN0PO3)
Dledmuut xenesa aBnserca Haubonee YacToil NPUUMHOI
aHeMuu M 06bluHO 06YCNI0BNEH KpoBomoTepeid. CumnTo-
Mbl, KaK NpaBuAo, Hecneuudu4Hbl. UMeeTcs TeHACHLMA K
MMKPOLMTO3Y M TUNOXPOMMU IPUTPOLIUTOB, 3amackl ene-
32 B OPraHM3Me CHUIKEHDI, 0 YEM CBUAETENbCTBYET HU3KMA
YPOBEHb CbIBOPOTOHHOTO (heppUTMHA U Kenesa, a TaKke
BbICOKAA ene3oCBsA3bIBAKWAA CNOCOGHOCTb CbIBOPOTKM
KposH. lpu ycTaHOBNEHUM AAHHOTO AMarHo3a npepnona-
raeTcs Hanuume CKpLITOA KpoBonoTepi. JleyeHue BraYa-
€T B es 3aMecTUTENbHYI0 Tepanuio Npenaparamu xene-
3a M Nle4eHHe KpoBonoTepy.

Narodusuonorus

Keneso, cojepxalleecs B OpraHusMe, pac-
npenenseTcss B aKTMBHbIA MeTabonmMaM M B nyn
XpaHeHus. Obuime 3anachl Xenesa B OpraHu3me
COCTABAAOT 3,5 T'y 300POBbIX MYXUHH, 2,5 Ty KeH-
WWH; Pa3nnums CBA3aHbl C Maccoi Tena, HU3KMM
COfIEPXaHWEM aHAPOreHOB U CHXKEHWEM 3aracoB
KENEe3a B OpraHu3Me XeHLMH, yto 06yCnoBneHO
MEHCTpyauuamMm W bepeMeHHoCTblo. Pacnpene-
NEHME XKene3a B MYXCKOM OpraHu3Me B CpedHEM
MPOMCXOAMT CeayioWmMM 0bpa3oMm: reMornoduH -
2100 mr; deppuTun - 700 Mr (B KneTkax ¥ nnasme
kpoBw); remocugepuH — 300 Mr (B kneTkax); Muo-
mobuH — 200 Mr; TkaHeBble GepMeHTbl (reMoBble
u HeremoBble) - 150 Mmr; TpaHcmopTHas cucTema
Xenesa - 3 Mr.

BcacbiBanue (abcop6ums) xenesa. Xene-
30 BCACbIBAETCH B [IBEHAALATUNEPCTHOM KMLLIKE
BEPXHMX OTAENaX MOAB3AOLWHON KulKu. Bcackl-
BaHWe Xene3a OnpedenseTcs TUMOM MOMeKybl
KENEe3a M COYETaHMEM C LPYrUMM KOMMOHEHTaMU
notpebnsemoit nuwm. Abcopbums xenesa Makcu-
MafibHa, KOra MMLLA COEPXKUT TEMOBOE XEne3o
(msico). MnwLeBOe HereMOBOE Xene3o JOMKHO bbiTb
npenBapuTENbHO BOCCTAHOBNIEHO [0 [1BYXBaNEHT-
HOTO COCTOSIHMS M BbIZENEHO M3 CBA3M C KOMMO-
HEHTaMM MULLY NYTEM BO3AEACTBMS KeNyI04HOMO
CoKa. Abcopbuyst HEereMOBOTO Xene3a CHUXKaeTCs
npu  ynoTpebneHun HeKoTOpbIX KOMMOHEHTOB
Ly (GUTOBONOKHA W NoNMdEHONbI, COfepKaLLy-

€Cs B 0BOLLAX; TaHWHbI Yas, B T.4. hoconpoTemH;
0TpYbM), OnpeneneHHbIX aHTMOMOTUKOB (Hanpu-
Mep, TeTpaumkauHa). AckopbuHoBas kucnota -
NSETCH EAUHCTBEHHBIM KOMMOHEHTOM MWLM, NOBbI-
watowmm abcopbumio HereMoBOro Xenesa.

CpeoHui MWWLEBOM PaLMOH aMepuKaHUa Co-
LEpXKUT 6 Mr 3neMeHTapHOro enesa Ha 1 kkan
MLy, 4T0 06ecneymnBaeT afieKBaTHbIH roMeocTas
xenesa. OgHako u3 15 Mr xenesa, notpebnsembix
C NWLLEA 33 [1eHb, B3POCbIA YenoBek ancopbupyet
TONbKO 1 M, YTO NPUBAM3MTENBHO COOTBETCTBYET
eXeZHeBHbIM MOTEPAM Xene3a C AeckBaMauueit
KNETOK 3MUTENNS KOXM W KuLeyHuka. Tpu ucto-
LEHMM 3anacoB xene3a abcopbums noBbILAETCS,
XOTS TOUYHbIE CUTHAMbHbIE MEXaHWU3MbI, 3amycKato-
LMe [aHHbIM NPOLECC, OCTATCA HEU3BECTHBIMY;
TEM He MeHee, abcopbums pesko NOBbILAETCS
[0 3HAYeHn >6 Mr/oeHb faxe npu fobasneHum
JLLOMONHUTENbHBIX UCTOYHUKOB Xene3a. Y feTeit no-
TPeOHOCTb B Kene3e Bbille, YeM Y B3pOUTbIX, N03-
TOMY abCopOLMS TakxKe NOBbILEHA B COOTBETCTBUM
C 3T0¥ NOTPEBHOCTbIO.

TpaHcnopT M yTunusauua Menesa. 3
KNETOK CM3NCTON 060M0YKM KMLIEYHUKA Kene3o
nepexoAuT B TPAHCheppUH, XeNe30TpaHCropTHBIi
6enok, KOTOPbIA CUHTE3UPYETCS B NEYEHM; TPaHC-
(GeppuH MOXET NEepeHOCUTb Keneso U3 KNeTok
(3NMTENMOLMTOB KMLIEYHMK], MakpOharos) k cred-
uduyeckum peLientopam 3puTpobAacToB, KNetok
MNaLeHTbl M renatouutos. TpaHceppuH nepe-
HOCHUT Xene30 K MMTOXOHAPUSM 3pUTPOBNacTos,
T4 OH BK/IOYAETCS B COCTAaB MPOTOMOPQUPHHOB,
HeOBXOAMMbIX [UIS CMHTE3a rema. 3aTeM TpaHC-
(eppuH BbICBODOXIAETCS ANA NoCTeaytolLeii pe-
ytunmuaumu. CunTe3 TpaHcheppuHa noBbIWAETCS
npyu deduuuTe xenesa, Ho CHUKAETCA npy NobbIx
XPOHUYECKUX 33D0NEBAHMSIX.

Hakonnenue w peumpKynauus enesa.
Xene3o, KOTOpoe He MCMONb3yeTcs Ans 3pUTPO-
10333, NEPEHOCUTCA B MyN HAKOMNEHMS Xene3a C
MOMOLLBIO KeNe30TPaHCNOPTHOro 6enka TpaHc-
(eppuHa; xene3o Hakannmeaetcs B Gopme dep-
pUTUHA 1 reMocuaepuHa. Haubonee BaxHyto ponb
urpaet deppuTUH (reTeporeHHas rpynna 6enkos,
OKpYXaIoLLMX Xene3ocofepxalliee fapo), pacTso-
puMas akTUBHas dpakuus, koTopas obecneunsaet
HaKOMNIEHHE XeNne3a B NeyeHu (renatouuTsl), Koc-
THOM MO3re, ceneseHke (Makpodaru), 3putpoum-
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Tax W CbIBOPOTKE KpOBW. Xeneso, HakomneHHoe B
dopme (eppuTHHa, FOTOBO K MCMONb30BAHUID AN1A
HYXZ, OpraHu3ma. Liupkynupytowuii ypoBeHb Cbl-
BOPOTOYHOTO (heppuTHHA COOTBETCTBYET 06LLEMY
COfiepXKaHuI0 Xene3a B opraHuame (1 Hr/mn =8 mr
Kene3a B nyne Hakonnexus). BropbiM nynom Hako-
MNeHNs Xenesa SBNSETCS reMOCUAEpUH, KOTOPbIA
061336 OTHOCUTENBHO HU3KOW PACTBOPUMOCTbH
W OTKNaAbIBAETCS MPEUMYLLECTBEHHO B NEYeHu
(kneTkn Kyndepa) u koctHom Mo3re (Makpodarm).

Mockonbky abcopbums xenesa orpaHuyeHa,
OpraHM3M COXPAHSET U peyTUIM3UpYeT (Mpu CBS-
3bIBaHUM C TPAHCPEPPUHOM) JOCTYMHOE Xeneso
W3 CTapblX 3pUTPOLMTOB, Noaseprawowmxcs ¢a-
rOLUMTO3y MOHOHYK/eapamm. 3TOT MexaHu3M obe-
CcneymBaeT okono 97% [HeBHOM noTpebHOCTM B
xenese (okono 25 mrxene3a). C BO3pacToM Hako-
nNeHue ene3a UMeeT TeHAEHLMIO K NOBbILIEHMIO,
MOCKO/IbKY 3MUMUHALLAA Kene3a 3aMeansercs.

Deduunt wenesa. Jedvum xenesa passu-
BAeTCS No3tanHo. Ha nepBoM 3Tane notpebHoCTH
B e/ie3e NpeBbILAKT ero noTpebneHme, Bbi3biBas
MpOrpeccupyiollee UCTOLEHMe 3anacoB xenesa
B KOCTHOM Mo3re. Korma ymeHblwatotcs 3anacel
Kene3a, KOMNEHCATOPHO NoBbilWAeTcs abcopbums
Kenesa C nuweit. Ha nosgHux crapmsx geduumt
Kene3a OKa3blBaeT OTPULLATENbHOE BAMAHME HA
CMHTE3 3PUTPOLMTOB, YTO B KOHEYHOM CYETE Bbi3bl-
BAET Pa3BUTME AHEMMM.

TSXeNbiid U [IMTENbHO CYLeCTBYIOWMA fedu-
LT XENe3a Takke MOXET Bbi3biBaTb AUCHYHKLMIO
KENe30C0AepXaLLMX KNETOUHbIX (hepMEHTOB.

JTHonorus

MoCcKoNbKy Kene3o naoxo BCacbiBAeTCs, NocTy-
nneHue xenesa C nuiLeid enBa M COOTBETCTBYET
CYyTOYHOM noTpebHOCTM BonblMHCTBA Niofeit. Ho
LNS WL, MPUAEPKMBAIOLLMXCA MPUHATOMO B 3a-
MafiHbIX CTPAHaX PaLMOHA MUTaHMS, BEPOSTHOCTb
TOr0, YT0 paBuTHe aeduuuTa Xenesa obycosne-
HO JIMWb HEZOCTATKOM Kene3a B MuLLe, ABNSeTCs
kpaiiHe Hu3KoW. OfHAKO e yMepeHHas noteps
KeNne3a B COYETaHNM C MOBbILIEHUEM NOTPEBHOCTH
B HEM WM CHUXEHWMEM ero noTpebneHus Moxet
BbI3bIBATH leMUNT Xene3a B OpraHu3me.

KpoBonoteps noutv Bcerga SBASETCS mpuuu-
HoW fledmumTa enesa. Y MyxunH Haubonee 4Yacto
OHa 0BYCNIOBNEHA XPOHUYECKUMM CKPBITBIMU KPO-

BOTEYEHWAMM, KaK MPaBUAO0, UCTOYHMK HAXOAMTCA
B KKT. Y eHIUMH B NpemMeHonay3e pacnpocTpa-
HEHHOJ MPUUYMHOI ABNSETCS COBOKYMHAA KPOBO-
noteps BO BpeMs MeHCTpyauuid (B cpepHem 0,5
Mr Xene3a/neHb). [lpyro BO3MOXHO MpUuYMHON
KPOBOMOTEPH Y MYXUMH M XEHLMH MOXET OblTh
XPOHWMYECKMA BHYTPUCOCYAMCTbIA TEMONK3, Mpu
KOTOPOM KO/IMYECTBO XKENe3a, BbiCBOOOXAaeMOe
MpY reMONM3e, NPEBLILIAET CBA3bIBAIOLLYIO CMIOCO6-
HOCTb ranTornobuka. leduumt sutamMuHa C MoxeT
CMocobCTBOBATL Pa3BUTHIO Kene30aeQULMTHON
aHEMMM, BbI3bIBasi MOBbILIEHHYK) TOMKOCTb Kanun-
NSIPOB, TEMO/U3 1 KPOBOTEYEHHMS.

MoBblweHne nOTPeGHOCTM B Kenese MOXET
cnoco6CTBOBaTh  pasBuTMio  eduumMta  Kenesa.
Korza 6bICTpbili pocT opraHu3ma (aetn 4o 2 net u
noapocTku) Tpebyet notpebnenus bonblworo Konm-
YecTBa Xene3a, ero cofiepxaHue B PaLMoHe YacTo
OblBAET HeaoCTaTouHbIM. Bo Bpemst bepeMeHHOCTH
noTpebHOCTb NNoAa B MOCTYMNIEHUM XKENE3a MoBbl-
WwaeT notpebHOCTb B Xene3e opraHu3Ma Marepy (8
cpennem 0,5-0,8 Mr/neHs), HecMOTPS Ha OTCYTCTBME
MEHCTpyaLMit. JIaKTaLums Takke MoBbILIAET NOTPe6-
HOCTb B ene3e (B cpenHeM Ha 0,4 Mr/LeHs).

CHuxenne abcopOumm xenesa MOxeT 6biTb
CNIENCTBMEM TaCTPIKTOMMM M CMHOPOMA Manbab-
copbumu B BepXHMX OTAENAX TOHKOM KKK, Pexe
abcopbumst CHUXAETCS MpY HeOCTaTOYHOM MKTa-
HUM.

CMMNTOMBI M NPU3HAKK

BonblMHCTBO CMMNTOMOB AedmMumTa Xenesa
(BS3aHO C aHemueld. K HUM OTHOCATCA yTOMAS-
€MOCTb, OfblliKa, C1aboCTb, rONOBOKPYXEHUE W
6nenHocTb. oBbIEHHAA YTOMASEMOCTb Takxke
MOXeT ObITb CleacTBueM AMChYHKLMK Xene3oco-
LepXKaLLMX KNeTOYHbIX GepMeHTOB.

B LononHeHue K 0BbI4HbIM MPOSIBNEHUAM aHe-
MWW TIpW TAKENOM feduumTe xenesa MOryT Ha-
BNIOAATCA HEKOTOPbIE PEaKMe CUMMTOMbI: U3BPa-
LWEHHbIV anneTwT, NaToNoruyeckoe NpUCTpacTve K
ynotpebneHuio B MULLY HEKOTOPLIX BELLECTB (nex,
3emns, Kpacka). K apyruM nposiBNEHUSM Tsxeno-
ro neduuuTa Xenesa OTHOCATCH FMOCCUT, XEMuT,
BOTHYTbIE HOTTU (KOWMNOHMXUS), pexe aucdarms,
BbI3BaHHas 0bpa3oBaHMeM 330(areanbHoii MeM-
OpaHbl B 3anepcTHeBUAHONW 061acTU (CMHAPOM
Mnammepa - BuHcoHa).
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JuarHocTuka
= OAK, cbiBOpOTOYHOE Xene3o, xene30CBs3blBa-
fowast CnocobHOCTb CbIBOPOTKM KPOBH, CbIBOPO-

TOYHbII QeppUTUH.
= Pexe npoBoauTcd MCCAELOBaHWE KOCTHOMO

Mo3ra.

KenezoneduuutHylo  aHemMmio  HeobXoauMoO
nof03peBaTh Y MaLMEHTOB C XPOHMYECKOH Kpo-
BOMOTEPEN UM MMKPOLMTApHOM aHeMueR, 0Co-
OEHHO MpY HanMuMK M3BPALLEHHOrO annetuta. Y
TaKMX MaLMeHToB Heobxogumo BbinonHUTb OAK,
WUCCNIe[0BaHME YPOBHS CbIBOPOTOYHOTO XKeNnesa u
(eppuTiHa, Xene30CBs3biBANLEN CMOCOBHOCTH
CbIBOPOTKM KPOBM.

YpoBeHb Xenesa 1 Xene3ocsa3biaoLLyt cno-
COBHOCTb CbIBOPOTKM KPOBM (M TpaHCheppuH)
00bI4HO OMPEAENsT COBMECTHO, MOCKObKY CO-
OTHOILEHME MaHHbIX NOKa3aTeneil MMeeT OCHOB-
Hoe 3HaueHue. CylEeCTBYKT pasfinyHble METOAbI
WUCCNIeN0BAHMA; AMANa30H HOPMalbHbIX 3HAYEHUH
3aBMCMT OT MCMONb3yeMOro MeTofa. B uenom
HOPManbHbI YPOBEHb CbIBOPOTOYHOTO Xenesa
cocragnset 75-150 wmkr/on (13-27 mkmonb/n)
Ans MyxumH u 60-140 mkr/an (11-25 mkmons/n)
INS KEHWWMH; 06WWas xene3oCBs3blBaolasn cno-
Co6HOCTb CbIBOPOTKM KpoBM cocTaenseT 250-450
MKI/Ln (45-81 mkmonb/n). CbiBOPOTOUHBIN ypo-
BEHb Xene3a CHUKaeTcs npu aebuupTe xenesa u
psae XpoHuyeckux 3abonesanmit. OH NOBbIAETCA
npy reMoMUTMYECKMX 3a60NeBaHUIX U CUHAPOMAX
neperpysku xene3oM. lMauuenTsl, NpUHMMatoLMe
nepopasbHble Mpenapatbl enesa, MoryT UMeTb
HOPManbHble NOKA3aTeNM CbIBOPOTOYHOIO Xefe3a,
HecMoTpst Ha ero AedUUNT; y TakuX MaUMEHTOB N
NpOBEAEHNS TOYHOMO 06CNea0BaHNS HeobXoaMMa
NpUMOCTaHOBKA Tepanuu Ha 24-48 vacos. Takxe
npu eduumTe Xenesa MoBbILLAETCS Xene3ocss-
3bIBatoWas CNocobHOCTb CbIBOPOTKM KpOBM. Ypo-
BEHb CbIBOPOTOYHbIX PELIENTOPOB K TpaHCheppuHy
OTPaXaeT KOMMYeCTBO MNpealeCTBEHHUKOB 3pH-
TPOUMTOB, JOCTYMHbIX /1S aKTMBHOI nponndepa-
LWK; 3TOT NOKa3aTeNlb SBAAETCS YYBCTBUTENbHBIM U
cneundmyHbiM. K HOpManbHOMY Iuana3oHy oTHO-
caTcs 3Havenus ot 3,0 oo 8,5 Mkr/mn. YpoBeHb no-
BbILIAETCS Ha PaHHUX CTaamaX AeduunTa Xenesa u
npu YCUNEHHOM 3pUTPOMNO33e.

YpoBeHb CbIBOPOTOYHOrO (eppuTUHA TECHO
CBS13aH C 06LMM COaepKaHMUeM Kene3a B OpraHu3-

Me. B 6onbluMHCTBE N1abopaTopuii K HOpManbHOMY
[M1ana3oHy 0THOCAT 3HaueHus ot 30 ao 300 Hr/mn,
CpefHee 3HayeHMe JAHHOTO MoKa3aTens CoCTas-
nSieT 88 HI/MN Y MyXUMH W 49 HI/MN Y KEHLMH.
Hu3kuit ypoBeHb (<12 Hr/mn) sBnsetcs cneunduu-
HbIM MoKa3aTeneM feduLuTa Xene3a B OpraHu3Me.
TeM He MeHee eppuTUH OTHOCUTCS K Mapkepam
0cTpoit (asbl, NO3TOMY €ro YpoBeHb NOBbILIAETCA
npy BOCMaNMUTENbHbIX M ONMYXO/EBbIX 3a00N1€BaHM-
X, NIPU NOBPEXAEHUAX TKAHW MEYeH (renatut) u
HEKOTOPbIX 3710KaYeCTBEHHbIX HOBOOOPA30BaHMAX
(ocobeHHo npu ocTpoM neitko3se, iuMpome Xomx-
kuHa u onyxonsx XKT).

Hanbonee 4yBCTBUTENbHBIM M CEUMOUYHBIM
KPUTEPMEM HapYLIEHW 3pUTPON033a, 06yCnoB-
NEeHHOro IedULMTOM Xenesa, SIBNAETCA 0TCyTCTBME
3aMacoB Xene3a B KOCTHOM MO3re, 0fIHaKo Uccne-
JI0BaHME KOCTHOTO MO3ra B TaKuX Cy4asix NpoBo-
JNTCA PEIKO.

Crapuu pedmumta xenesa. Pesynbtathbl nabo-
PaTOPHbIX MCCIENOBAHMI MO3BONAIOT YCTAHOBUTD
CTaauio xene3oaeduUUTHON aHeMUH.

Cragnst 1 XxapaKTepu3yetcs CHUKEHWEM 3a-
MacoB Xene3a B KOCTHOM MO3Te; MOKa3aTenu re-
MOr7I06MHa W CbIBOPOTOYHOTO Xene3a B npefenax
HOPMbI, HO YPOBEHb CbIBOPOTOUHOTO (eppuTUHa
cHxeH <20 Hr/mn. KomneHcaTopHoe noBbile-
Hue abcopbumM Xenesa NpuBOIMT K MOBbILLIEHMIO
KENE30CBA3bIBAIOWIEN  CMOCOBHOCTU  CbIBOPOTKM
(ypoBeHb TpaHcheppuHa).

Ha 2 cragmu Hapylwaetcs 3puTpono3s. Xots
YpoBeHb TpaHcdeppyHa NOBLILIAETCS, MOKa3aTeNb
CbIBOPOTOYHOMO XKENE3a CHWXKAETCA; CaTypauus
TpaHcheppuHa Takke CHMXAETCS. IpuTpono33
HapyLIAEeTCA NpW YPOBHE CbIBOPOTOYHOIO Xese3a
Hwke 50 mkr/an (<9 MKMOnb/N), CHWXEHUM Ca-
Typauum TpaHcdeppuHa 10 <16% 1 NoBbIlLEHUM
KO/IMYECTBA CbIBOPOTOUHBIX peLenTopoB K heppu-
THHy (>8,5 mr/n).

B 3 cTanv pa3BuBaeTCs aHeMMs C HOPMaibHbl-
MM 3PUTPOLIMTAPHBIMM MHOEKCAMM.

B 4 cTanum pa3BuMBaeTCS MUKPOLIMTApHas TUNO-
XPOMHas aHeMus.

B 5 ctaguu aeduuuT xenesa okasblBaeT BIMS-
HME Ha TKAHEBO! 0OMEH, YTO MPUBOAMUT K NOABNE-
HUMI0 CUMMTOMOB M MPU3HAKOB 3a00NEBAHMS.

Hanuume auardosa xene3omeduuuTHON aHe-
MUY TPEDYET YCTAHOBNIEHNS e MPUYMHBI, KOTOPOA,
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KaK NpaBwno, SBASETCS KpoBOTeYeHMe. Y nauueH-
TOB C ABHOI NPUYMHON KPOBONOTEPU (KEHLUMHBI C
MEHOpparuaMm) fanbHeiluee 06Ce[0BaHME MOX-
HO He MpOBOAKTH. Y MyXUMH 1 KEHLLMH B NOCTMe-
Honay3e 6e3 SBHOI NMPUYMHBI KPOBONOTEPH HEOO-
xoaumo nposectn obcnegosanmre XKT, nockonbky
aHeMMA MOXET ObiTb eAMHCTBEHHBIM MPU3HAKOM
CKpbITO onyxonu opraHoB XKT. B peakux ciyyasx
BO3MOXHA HENOOLEHKA HOCOBbIX MIM MOYeno-
NOBbIX KPOBOTEYEHMIA, 3TU [aHHbIE LOMKHbI ObiTh
MPOaHANM3NUPOBaHbI MPU HAMYMM HOPMANbHBIX
pe3ynbratos 06cnenoBanms XKT.

[lpyrve MuKpouuTapHble aHemuu. Xeneso-
LeDUUMTHYIO aHEMUIO HEOBXOZAMMO OTAMYATL OT
APYrUX MUKpOLMTapHbIX aHemuii (tabn. 140-1).
Ecm y nauueHta ¢ MMKpOLMTapHOW aHemueit
Hanuuue neduumTa xenesa 6b10 UCKMOYEHO C
MOMOLLBIO CNeuManbHbIX METOA0B WCCIEL0BAHMS,
Heo6X0AMMO NOA03PEBATh HAMYME AHEMMU XPO-
HUYeCKOro 3ab01eBaHms, CTPYKTYPHBIX aHOManui
remornobuHa (reMornobuHoONaTUM) UM BPOXAEH-

HbIX AeDEKTOB CTPYKTYpbl MEMOPaH 3pUTPOLIMTOB.
KnuHuyeckue npusHakm, MCCnefoBaHue CTPYKTYpbI
remornobuHa (3nextpodopes, BbisneHne HbA,),
reHeTMyeckoe 00Cnen0BaHWe (LIS BbifBNEHUA
(-Tanaccemum) MOryT NOMOYb PasrpaHuumTL AaH-
Hble 3aboneBaHus.

Jleuenune
= [lepopanbHble Npenapatbl xenesa.
= Pexe npenapatbl xene3a ans napeHtepanbHo-
r0 BBEAEHMS.

lpuMeHeHne npenapaToB xene3a Oe3 onpe-
JeneHns NpuynHbl 3aboneBaHna - becnonesHas
NpaKTHKa; MCTOYHMK KPOBOTEYEHMS AOMKEH ObiTb
YCTAHOBNEH J@Xe B C/ly4ae HanMuus aHeMuu ner-
KOV CTENeHMm.

MpenapaTbl ene3a Ha3HAYaKTCA B BMAE CO-
el IBYXBANEHTHOTO xene3a (Cynb(art, MioKkoHaT,
dypmaT xenesa) MM Caxapupa TPeXBANEHTHO-
ro xenesa BHyTpb 33 30 MUH [0 edbl (MWwa um
aHTALMAbI MOTYT CHWXATb abcopbumio xenesa).

TABJI. 140-1. AUOOEPEHLUANbHbIA LUATHO3 MUKPOLUTAPHOA AHEMUM, 0BYCNIOBJIEHHOH
CHUXEHMEM NPOAYKLIUW 3PUTPOLIUTOB

AUATHOCTUYECKUE AREGULNT HAPYWEHME TPAHC- HAPYWEHUE YTU- HAPYWEHUE
KPUTEPUK XENE3A MNOPTHOU CUCTEMbl ~ JIU3ALMKU XXENE3AB = PEYTUNU3A-
XENE3A CUAEPOBNACTAX LUU KENE3A
Masok nepudepuyeckoii Kposu
(TeneHb BbIPaXeHHOCTH MUkpo- | M>T M>T M>T, MoxeT bbiTb M>T
uwro3a (M) u runoxpomui (1) HOPMOLMTO3
MonnxpomatodunbHble knet- OrcyrcTayiom OrcytcTayior MpucytcTaytor OrcytcraytoT
K-NpeawecTBeHHNKM
3epHUCTOCTb 3PUTPOLIUTOB Otcycrayer Orcyrcrayer Mpucytcayer Otcyrcrayer
JpUTPOLUTLI
MNoka3atenb pacnpenenexms ) T ) B npepenax
3puTPOLMTOB N0 06bEMY (RDW) HOPMbl
CbIBOpOTOUHOE Xeneso
CbiBOpOTOUHOE Xeneso: keneso- |1 1l 1 Hopma il
CBA3bIBAIOWAA CNOCOBHOCTD
% catypaumm TpaHcheppuHa <10 0 >50 >10
CbIBOpOTOYHbII (heppUTHH
(Hopma 30-300 Hr/mn) <12 Hr/mn [laHHble HeLoCTyNHbI >400 Hr/mMn 30-400 Hr/mMn
KocTHblit Mo3r
CooTHOLLeHHe 3pUTPOLUTOB U 1:1-1:2 1:1-12 1:1-5:1 1:1-12
rpaHynouuTos (Hopma 1:3-1:5)
3anachl xenesa B KOCTHOM Mo3re | OTcyTcTBYIOT MpucycTaytot 1 MpucyTcTaytor
KonbLesuaHble cuiepobnactbl OrcytcTayioT OrcytcTayior MpucytcTaytor OrtcytcTaytoT

> - Gonee pacnpocTpaHeHo; | - NOBbILLEHHE; |, - CHUXEHMe.
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Kak npaBwno, HauanbHas fo3a coctasnsieT 60 Mr
3neMeHTapHOro xene3a (325 Mr cynbdara xenesa)
1-2 pasa B aeHb. B 6onee Bbicokux 1o3ax abcopb-
UMS He MOBBILIAETCS, OAHAKO, YBENMYMBAETCS PUCK
HexenaTesbHbIX SBNeHui. AckopbuHoBas KucioTa
B8 dopme Tabnetok (500 Mr) unM anenbCUHOBbIA
COK MOBbILLAIOT abcopbLMio Xene3a, He Bbi3biBas
npu 3TOM KeyoOYHO-KMLIEYHbIX PACCTPOICTB.
Mpenapatbl Xenesa [ns NapeHTepanbHOro Mpu-
MEHEHWA MMEIT TaKyl )Xe TepaneBTUYECKyio
3(deKTMBHOCTb, Kak MepopanbHble npenaparbl,
OIHAKO OHM MOTYT Bbi3bIBaTb Pa3NuuHbIE HEXe-
naTtenbHble ABNEHMS: aHabUnaKToMaHbIe peakumy,
CbIBOPOTOYHYI0 60/1€3Hb, TPOMBODNEOUT, 6oneBoit
cuHapoM. OHYM MPUMEHSIOTCA Y MAUMEHTOB, KOTO-
pble He MepeHOCAT NepopasbHble Mpenapatbl Mo
He MOTyYT MX NPUHWMATb, @ TAKXKe Y MaLMEHTOB, Mo-
CTOAHHO TepsoLMX OOMbLIME KOAMYECTBA KPOBH
B CBSI3M C COCYAMCTbIMM 3a60N1€BAHUAMM (TAKUMM
Kak HacnedCTBEHHas remMopparuyeckasl TeneaHru-
3kTa3us). [lo3y xenesa, BBOAUMOTO NapeHTepanb-
HO, [OMKEH OmnpenensTb Bpau-rematonor. Kypc
NEYEHNS NEPOPaNbHBIMU UM NapeHTepasbHbIMU
rpenapaTtamu xene3a JOKeH NPOAOMKATHCA =6
MeC Nocfie HOpManu3alnM YpoBHS remMornobuHa
JNA BOCMIONHEHMS 3aNacoB Kene3a B TKaHsX.
OTBET Ha NeyeHMe OLEHMBAETCS B CEPUM U3-
MEpEeHHiA YpOBHS reMorobuHa 10 HopManu3auum
3pUTPOLIMTApHbIX NOKa3aTeneit. B TeueHne nepbix
2 Hep HabNOZAeTCcs HE3HAYMUTENbHBIA MOAbEM
YPOBHS FeMOI06MHa, 3aTeM ero CKOpOCTb BO3pac-
Taet A0 0,7-1 r/Hen [0 HOpManM3aLMK nokasarte-
neii. AHeMus [oMKHa BbiTb YCTpaHeHa B TeyeHue
2 Mec. HenonHblit OTBET Ha NeyeHue CBUAETENb-
CTBYET O MPOLOMKEHUN KPOBOTEUEHMS, UHDEKLI-
OHHOTO MM OHKONMOTMYECKOro 3a00neBaHms, He-
JIOCTAaTOYHOTO MOCTYM/IEHNS XeNne3a C MULWEeR Uiu,
KpaitHe peako, Manbabcopbumm xenesa B XKT.

CMAEPOBNACTHBIE AHEMUU

CupepobnactHbie aHemMuu 06YCNOBNEHbI HapyleHUEM
YTUIM3aLMM JKeNe3a M 06bIYHO Hab/IoAAIoTCA B paMKax
MMENOAMCINACTUYECKOTO CMHAPOMA. XapaKTepHO Hanu-
YMe HOPMOLMTApHOH, HOPMOXPOMHO/ aHEMUM C MOBbI-
LIeHeM MOKasaTens pacnpenenieHus 3PUTPOLIMTOB Mo
06beMy UM MUKPOLIMTAPHOIA, TUNOXPOMHOI aHeMUH. 3T0
CONpPOBOXAAETCA MOBbILIEHUEM COAEPKAHUA Kenesa B

CbIBOPOTKE KPOBH, a TaKIKe MOBbILIEHWEM CaTypaumm dep-
PUTHHa U TpaHcdeppuHa.

(upepobnactHble aHeMUM  XapaKTepu3yoTcs
HeZI0CTaTOuHOM YTUAM3aLMEN XKene3a B KOCTHOM
MO3re CO CHUKEHWEM CMHTE3a remMornobuHa, He-
CMOTPA Ha HauMe JOCTaTOYHOO WM MOBbILLIEH-
HOTO KO/MYECTBA ene3a (ene3oHachllieHHas
aHemms). K gpyrum aHemusM, 06ycnoBNEHHbIM
HapyWEHUEM  YTUAM3AUMM Kenesa, OTHOCATCH
remMornobuHonaTuu, B MepBylo o4yepeab Tanacce-
Mun. CuiepobnacTHble aHeMUM XapaKTepu3yroTcs
HaNMYMEM NONMXPOMATOdMNOB, 3PUTPOLIMTOB C
6a30(nNbHOM 3ePHUCTOCTbIO, NPEALLIECTBEHHMKOB
3putpounToB  (cupepoumTos). CupepobnactHble
aHeMuM 0BbIYHO HabMIOAAKOTCS B paMkax Mue-
NOAMCNNACTMYECKOTO CUHAPOMA, HO MOTYT Takke
OblTb HACNEACTBEHHBIMM, 0OYCNOBNEHHBIMM MpPH-
€MOM OmnpefeneHHbIX Npenaparos (xnopamdeHu-
KON, UMKNOCePUH, U30HMA3uE, MUPasUHAMUL) Uin
BO30ENMCTBMEM TOKCMHOB (3TaHONM WM CBUMHEL).
K pasButiio  cuaepobnacTHoii aHeMuM MOXET
MPUBOAMTL HENOCTATOK MUPUAOKCHHA. [pn 3TOM
HabMIOAETCs CHIKEHWE NPOAYKLIMM PETUKYNOLM-
TOB, TMbEb SPUTPOLIMTOB B KOCTHOM MO3re, 3pU-
TPOMAHAs rMNepnnasus (Un AMCnNasus) KOCTHOro
Mo3ra. XoTsl 60/bLLas YacTb IPUTPOLIUTOB SBSIETCH
TUNOXPOMHO, HEKOTOPbIE SPUTPOLMTHI MOTYT ObiTh
KPYNHbIMM M MMETb HOPMOXPOMHbIE OKa3aTe-
M; B JaHHOM Cyyae BapuabenbHOCTb pa3MepoB
3puTPOLMTOB (ZMMOP(HM3M) 0BLIYHO OTPaKeHa B
MOBbILLIEHMM NOKA3aTeNs pacnpenenexus puTpo-
uutoB o obbemy (RDW).

(uaepobnactHyto aHeMuto Heobxoammo nped-
nosarath Y MalyMeHToB C MUKPOLIMTAPHOI aHeMMeit
WK ToBbleHneM nokasatens RDW, ocobeHHo B
COYETaHUM C MOBbILIEHMEM YPOBHS CbiBOPOTOY-
HOTO ene3a, caTypauuu (eppuTMHa M TpaHC-
GeppuHa (cM. m. «Kene3omeuuMTHAsS aHeMusy).
B Ma3ke neputepuueckoii KpoBM BbISBASETCH
IMMopdU3M 3pUTPOLMTOB. MOXeT Habnioaathes
6a30dunbHast 3epHUCTOCTb IPUTPOLIMTOB. B Takmx
Cyyasix 06S13aTeNbHO BbIMONHEHME UCCIENOBA-
HMS KOCTHOTO MO3ra, MU KOTOPOM BbISBISIETCSH
Hannume 3pUTpouaHoOi runeprnasum. C nomMoLLbio
CreupanbHbiX METOL0B OKpallMBaHWs B Pa3BuBa-
HOLUMXCS IPUTPOLMTAX (KOMbLLEBUAHbIE CUAEPO-
Onactbl) MOXHO OBHAapYXWUTb MATOrHOMOHMYHbIE
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LNS JAHHOW NaTONOTMM NapaHyKneapHble MUTO-
XOHAPHW, COfepxaLlmue HOMbLIOe KOMMYECTBO xe-
ne3a. Yacto BCTpeyatoTcs Apyrue nNpusHaku Mue-
NOAVCNNA3MM, TaKME KaK XPOMOCOMHbIE aHOMATM.
Ecv npuumka cupepobnactHoit aHeMuu ocTaetcs
HEeYCTaHOB/NIEHHO, CbIBOPOTKA KPOBYM MUCCEfyeTcs
Ha ColepXaHue CBUHLA.

INMMMMHALMS TOKCMHA MAM npenapata (oco-
OeHHO 3TWUNOBOrO CMMpTa) MOXET NMPUBOAUTL K
BbI3AOPOBNEHMI0. B penkux cyuasix BPOXAEHHOM
naTtonorMu Habnofaetcss OTBET (HEMoMHbI) Ha
NleyeHne nupuaokcuHoM B go3e 50 mr 3 pasa B
LieHb. Je®uuuT nupuooKc1Ha BOCMONHAETCS MyTeM
LOMOHUTENbHOIO NPUEMa BUTaMUHA By,

AHEMUWA XPOHUYECKOTO
3ABONIEBAHUA

(aHemwus, 0ByCNOBNEHHAs HapyLeHWeM
peyTMAM3aLyK Kenesa)

AHemus XpoHuMyeckoro 3a6oneBaHus - 310 MHorogak-
TOpHas aHeMMs, 4acTo CONPOBOXAAIOWAACA AeULUTOM
wenesa. [luarHos, Kak npaBuno, OCHOBAH Ha Hanu4uu
XPOHUYECKOTO WH(DEKLMOHHOTO, BOCMANUTENbHOTO WM
OHKO/IOrMYecKoro 3aboneBanusi; MMKpOLMTApHOA WM
HOPMOLMTAPHOH aHEMMM C MOTPAHUYHBIMKM MOKasaTens-
Mu. Mpu 3TOM KONMYECTBO CbIBOPOTOMHBIX PELEnTopoB
K TpaHceppuHy M YpoBeHb CbIBOPOTOUHOTO (eppuTUHa
ABNATCA NPOMEKYTO4HBIMU N0 CPABHEHUIO C XKenesope-
uuUTHOIA M cupepobnacTHoi aHeMueii. Tepanus Hanpas-
NIeHa Ha NleyeHmne OCHOBHOTO 3a6oneBaHus; ecnm 3abone-
BaHWe HEU3/IEYUMO, HA3HAYAETCA 3PUTPONOITHH.

AHemus xpoHuyeckoro 3abonesanus ABNSETCS
BTOPOW MO YaCTOTe MPUYMHON Pa3BUTMS aHEMUH
BO BCeM MMpe. Ha paHHux 3Tanax Habniopaetcs
HOPMOLMTO3; CO BpEMEHEeM aHeMmst puobpeTaet
MUKPOLMTApHBIN XapakTep. OcHoBHO! Npobnemoit
ABNSETCS HECMOCOBHOCTb 3PUTPOMAHOMO POCTKA
KOCTHOrO MO3ra K npoudepauyu B OTBET Ha aHe-
MUHO.

JTtnonorusa

3TOT TMN AHEMMM BO3HWKAET KaK CMHAPOM B
paMKax XpOHMYECKOTO 3ab0NEeBaHMS, yallle BCEro
MHHEKLIMOHHOTO, BOCMANuTeNbHOro (0cobeHHo PA),
OHKO/IOTMYECKOTO; OIHAKO aHANOrMYHbIi MpoLecc
MPOMCXOAMT NPAKTUYECKW NPy NtobOM 0CTPOM MH-

(OEKLMOHHOM WK BOCMANUTENbHOM 3a001eBaHUN.
Bbigensior Tpu natoduanonormueckux MexaHusma
Pa3BUTHS AHEMUM:

= He3HauutenbHoe YKOPOYEHNE NPOOMKUTENb-

HOCTY KM3HM 3PUTPOLIMTOB, 0BYCNIOBNIEHHOE He-

ACHBIMM NPUYMHAMM, Y MALMEHTOB C OHKOMOTU-

YeckuMM 3aboneBaHMUAMM WM XPOHUYECKUMM

TPaHyNeMaTo3HbIMU MHAEKUMSIMM.

= HapylueHue 3puTpono33a B CBA3M CO CHUXEHU-
eM npoaykumu 3MO 1 oTBETA KOCTHOMO MO3ra

Ha Hero.

= HapyweHue MetabonuaMa BHYTPUKNETOYHOTO

Xenesa.

PeTUKYNO3HAOTENMANbHBIE KIETKM 3aepXKnBa-
10T XeNne30, NONyYeHHOEe U3 CTapbiX SPUTPOLUTOB,
Lenas ero HefoCTyMHbIM AN y4acTus B CUHTE3e
reMorno6buHa. Takum 06pa3oM, KOMNEHCaLus aHe-
MWW MYTEM MOBbILLIEHMS MPOLYKLMM IPUTPOLIUTOB
CTaHOBMTCS HEBO3MOXHOM. LIMTOKMHBI, CMHTE3MPY-
emble Makpodaramu (IL-1B, dakTop Hekpo3a ony-
xoneii-a, uHtepdepoH-P), y NaumeHToB ¢ MHdeKuy-
OHHbIMM, BOCTIAUTENbHBIMU M OHKONIOTMYECKUMM
3ab0n1eBaHMSMM BbI3bIBAKOT CHUXKEHME NPOAYKLMH
EPO v cnocobcTaytoT eMy, a Takke yXyAwaroT
MeTabo/IM3M Xenesa.

AuarHoctuka
= CUMNTOMbI M MPU3HAKW OCHOBHOTO 3aboneBa-

HUS.
= OAK, CbIBOpOTOYHOE ene3o, GeppuTiH, TpaHC-

(GeppuH, KONMYeCTBO peLenTopoB K TpaHc(ep-

PUHY.

KnuHuueckue faHHble 0BbIYHO COOTBETCTBY-
0T OCHOBHOMY 3a60/1€BaHUI (MHDEKLMOHHOMY,
BOCTIAITENBHOMY, OHKOMOTMYECKOMY). AHEMHI0
XPOHMYECKOro 3aboneBaHus  Heobxogumo  no-
[103peBaTh Y NaLUMEHTOB C MUKPOLMTAPHOW Wiu
HOPMOLMTApHOI aHeMueld C MOrpaHUYHbIMM 3Ha-
YEHWMM NOKaA3aTeNneil B COYETAHUM C XPOHMYe-
CKAMM MHDEKLMOHHBIMM, BOCMANUTENbHBIMU WK
OHKONorMueckuMm 3abonesaHmamm. Ecm umeetcs
MOZO3PEHME Ha HANMUMUE AHEMUM XPOHMYECKOTO
3a6oneBaHus, He0HXOAMMO NPOBECTU UCCIEL0BA-
HME YPOBHS CbIBOPOTOYHOTO Kene3a, TpaHcdep-
puHa, GeppuTUHa, PeLenTopoB K TPaHCHeppHHY.
YpoBeHb remornobuHa 0bbiuHO >8 r/on npu oT-
CYTCTBUM JONOMHUTENbHBIX MEXaHU3MOB, CMoCob-
CTBYIOLMX Pa3BuTMIO aHemuu (Tabn. 140-1). Eum
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MOMUMO aHEMUM XPOHWYECKOTO 3aboneBaHus y
nauMeHTa CylectByeT AeduuMT Xenesa, CbiBo-
pOTOuHbIA eppuTyH, Kak npasuno, <100 Hr/mn.
TakuM 06pa3oM, e Npu UHOEKLUMOHHOM, BOC-
MANUTENLHOM UM OHKONIOTMYECKOM 3ab0neBaHuu
ypoBeHb hepputnHa <100 Hr/M7, 310 CBUOETENDb-
CTBYET 0 Hanuuuu aeduumTa xenesa, CywecTsy-
HOLLEr0 MapannenbHo C aHeMMell XPOHMYECKOro
3a6oneBaHus. TeM He MeHee, NOCKO/bKY CbIBOPO-
TOYHbIA (QEPPUTUH ABNSETCA MapKepoM OCTpPOii
(a3bl BOCManeHus, ero nofbeM MOXeT ObiTb
NOXHbIM. V3MepeHne KonnyecTBa ChbIBOPOTOUHbIX
peLenTopoB K TpaHCheppuHy no3BONsSeT Nyyue
npoBecty auddepeHLManbHy AMArHOCTUKY Mex-
Ly neduumMTOM Xenesa u aHeMuelt XPOHUYECKOro
3a601eBaHus NP1 YPOBHE CbIBOPOTOUHOTO Geppu-
THa >100 Hr/mn.

Jleyenne
= JleyeHne 0CHOBHOrO 3aboneBaHms.
= PexoMbuHaHTHbIA M0 1 npenapartsl xenesa.
Hanbonee BaxHylo pofib UrpaeT neyeHue oc-
HOBHOTO 3aboneBaHua. MOCKONbKY AaHHbIA T
aHeMuu 06bIYHO XapaKTepu3yeTcs Nerkow crene-
HbIO TAXECTH, NpoBefeHue reMoTpaHcy3nm, kak
npaBuno, He TpebyeTcs, BOIMOXHO NpUMeHeHMe
pekoMbuHaHTHOro 3MM0. Mockonbky MOXeT Habto-
[AaTbCA CHKeHue npoaykumy MO uan pesncreHT-
HOCTb KOCTHOTO MO3ra K HeMY, [103a npenapata Mo-
xeT gocturatb 150-300 ME/kr noakoxHo 3 pasa B
Hezento. XopoLwmM OTBETOM Ha JIeYeHMEe CUUTaETC
noAbeM ypoBHS reMornobuHa >0,5 r/4n v yposeHb
cbiBopoTouHoro GepputuHa <400 Hr/mMn nocne 2
Hezlenb nevenus. NpUMeHeHKe npenapaTos xene-
33 HeobxoguMo [A/is obecneyeHuns afeKkBaTHoro
otBeTa Ha JI10. TeM He MeHee [LOMXEeH NPOBOAUTD-
€Sl TWWATENbHbIA MOHUTOPUHT YPOBHS reMOornobuHa,
MOCKO/bKY NPy €ro MnoBblweHun >12 r/an Moryt
HabntoZaTbCs HexenatenbHble ABNeHUs (BeHO3HblE
TPOM603MO0NIUM, UHDAPKT MUOKAPAA, CMEpT).

FTMNONPOJNIMDEPATUBHDBIE
AHEMUH

TunonponudepatueHbie aHeMUM SBNSIOTCA Pe3ynbTaToOM
Aeduupra 30 MM CHUKEHUS YYBCTBUTENBHOCTH K HEMY;
HabnioAaAeTCA TEHAEHUMS K HOPMOLMTO3Y U HOPMOXPO-
MMW. PacnpocTpaHeHHbIMKM NPUYMHAMK [AHHOW maTono-

UM ABASIIOTCA NOYEYHble, MeTabonnueckue, SHLOKPUHHbIE
3a6oneBanns. Tepanus BKIOYAET B Ce691 NeyeHHe OCHOB-
HOro 3a60n1eBaHus, MHOTAA CylLECTBYET HE06X0AUMOCTb B
HasHauenuu IMMO.

CHuxeHre nponmdepaTMBHON COCOBHOCTH SB-
NSETCA PaCNpOCTPAHEHHbIM MEXaHU3MOM Pa3BUTHS
aHeMUM NPy MOYeYHbIX 3300NeBaHMSX, HAPYLLIEHUAX
MeTaboM3Ma, 3HAOKPUHHON HedoCTaTouHOCTH (M-
noTUpeo3, rMnonuUTyWTapu3m), notepe benka. Mpu
3TOM HabniJaeTcs OTHOCUTENbHOE MK abeomioT-
Hoe CHwxeHune npoaykuum MO, Mpy HapyLweHuax
MeTaboM3Ma KOCTHBIA MO3T Takke MOXET YTpaTUTb
CMOCoBHOCTb K afeKBaTHOMY oTBeTy Ha 3M0.

AHemus npu 3a6oneBanuax nouek. Heno-
cTatoyHas npoaykumst MO noykamu M TKECTb
aHEMMM 33BUCST OT BbIPAKEHHOCTU MOYEYHOM AnC-
OYHKUMM; aHEMMSI HADMIOAAETCS MPU CHIKEHUMU
KNMpeHca KpeaTuHuHa <45 ma/MuH. MopaxeHrue
MOYeYHbIX KNybouKOB (aMUNOnL03, AnabeTnyeckas
He(ponatus) 06bIMHO XapaKTepU3yeTCs pasBuUTH-
eM Hanbonee TSHKENON aHeMUM MO CPABHEHUIO CO
CTeneHbto IKCKPETOPHOI HeAOCTaTOUHOCTH.

TepMuH «aHemus npu 3ab0NEBaHUAX MOYEK»
OTHOCUTCS TOMBKO K CHMXeHuo cuuTe3a D0,
OOHAKO CYLECTBYIOT M ApYyrMe MeXaHu3Mbl, Ko-
TOpbIE MOrYT MOBBIWATL ee THKeCTb. Mpu ypemun
HabMIOJAETCS YMEPEHHO BbIPAKEHHBIA TeMonu3,
MexaHM3M KOTOPOro 10 KOHLA He yCTaHoBNeH. Me-
Hee pacmpoCTPaHEHHbIMM MPUYMHAMM SBAAOTCA
(parMeHTaLuMs IpUTPOLIUTOB (TPAaBMATHYeCKas re-
MOIUTUYECKAs aHEMMUS) BCIEACTBUE MOBPEXAEHHS
PEHOBACKYNSPHOTO 3HAOTENUS (MPK 3M0KaYECTBEH-
HOW runepTeH3uu, MeMbpaHoNpPOU(epaTUBHOM
rnomepynoHedpue, y3enKoBOM MonMApTEpUUTE,
OCTPOM  KOPTUKANbHOM Hekpo3e). TpaBMaTuue-
CKUIA remMonu3 y AeTeit MOXeT ObiTb MposiBNEHneM
0CTPOro, MHOTAA CMEpTeNbHOro 3aboneBanms nog,
Ha3BaHWeM reMOUTUKO-YPEMUYECKOrO CUHAPOMA.

[lnarHoCTKa OCHOBAHA Ha HaNWuMM MOYEYHON
HeZ0CTaTouHOCTM B COYETaHMM C HOPMOLMTAPHOM
aHemueid, nepudepuyeckoi peTuKynoLMTOneHu-
e#, HefoCTaTOYHOM 3PUTPOMAHONM TUnepniasmnen
ANS [LaHHOM CTeneHm aHemmun. PparMeHTaLms 3pu-
TPOLMTOB, BbIABNEHHAS B Ma3ke nepudepuyeckoii
KpOBW, 0COBEHHO B COYETaHMM C TpombouuTone-
HUeli, CBULETENbCTBYET O HANWMYMM TpaBMaTuye-
CKOro remMonu3a.
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Tepanus HanpaBneHa Ha ynyyleHne QyHk-
UMM TOYEK M MOBbIWEHME MPOAYKLMN IPUTPO-
uutoB. lpu HopManu3auum QYHKUMK MoYeK
MPOMUCXOANT MOCTENEHHAS KOPPEKLUS aHEMMMU.
Y NauMeHToB, HaXOAAWMXCA Ha AJIUTENbHOM Te-
MoaManu3e, Tepanus Bbibopa BkouaeT B cebs
Ha3Hayenue M0 B HavyanbHoi mose 50-100
ME/kr B/B unn N/k 3 pa3a B Heaeno B CoveTa-
HWM C NpenapaTamu xene3a. [104Tv B BCeEX Cy-
yasgx MakCMManbHOe MOBbILEHWE KOMMYECTBa
3pUTPOLMTOB [AOCTUraeTcs Ha 8-12 Hepene
neyenus. [lanee MOXeT NPUMEHSTbCA NoAdep-
xuBatowas fosa 3O (npubausutensHo 1/2 ot
HauanbHol Jo3bl) 1-3 pasa B Hegento. Motpeb-
HOCTb B TeMOTpaHCdy3nsx BO3HMKAET DEMKO.
HeobxoauMm TuiaTenbHblii MOHWUTOPUHT OTBETA
Ha NeyeHune, 4Tobbl U30exaTb HeXenaTeNbHblX
30deKTOB, CBA3AHHbIX C MOBbILIEHAEM YPOBHS
remornobuxa >12 r/on.

Dpyrue runonponudepaTuBHble aHeMUH.
KnuHuueckme 1 nabopatopHble  MpOSBAEHHUS
APYrUX  rumonponnudepaTmBHbiX — HOPMOXPOM-
HO-HOPMOLIMTApHbIX aHEMMUIA MEHee BbIPaXeHbl,
HO WMEIOT XapaKTePUCTUKM, CXOIHbIE C aHEMMeN
npu 3aboneBaHusx noyek. MexaHuaMoM aHemuu
npu notepe 6enka MoxeT bbITb 0bliee Hapye-
HME METaboM3Ma CO CHUKEHUEM OTBETA KOCTHOTO
mo3ra Ha JM0. Ponb benka B reMono3se ocTaercs
HEeYCTaHOBNEHHOM.

ANMNACTUYECKAA AHEMUA

(runonnacTMyeckas aHemus)

Annactuyeckas aHeMus - HOpPMOXpOMHas, HopMoLyTap-
Has aHemusi, 0OYCNIOBNEHHAA CHUXEHMEM KOMMuecTBa
KNETOK - NpPeALecTBEHHUKOB reMoN033a, YT0 NPUBOAUT
K TUNONAa3MM KOCTHOTO MO3Ta, YMEHbLUEHHIO KONMYeCTBa
3PUTPOLUTOB, NeiiKouuToB, TpomboumuToB. Cumnroma-
THKa 00YCNOBNEHA pa3BUTMEM TAXENOWH aHEMMM, TPOM-
GouuToneHuu (neTexuu, KpoBOTEHEHH:), NeKONEHUM
(uHdexumm). [InarHocTMKa OCHOBaHA Ha BbIABNIEHUM NaH-
uMTOneHUM B nepudepuyeckoil KPOBM M OTCYTCTBUA Kne-
TOK-NpeAWecTBEHHUKOB B KOCTHOM Mos3re. [ins nevenus
MCNONb3YHT JIOWAAMHBIA AHTUTUMOLMTAPHDINA NOGYNHH
M UMKNOCnopuH. Moxer 6GbiTb nonesHbiM NpUMeHeHHe
3PUTPONOITHHA, TPaHYNOLMT-MaKpO(har-KoNOHUECTUMY-
nupytouiero (akTopa, a TakiKe TpaHCNNIAHTaLMA KOCTHOTO
Mo3ra.

TepMHH «annacTuyeckas aHeMmust» BKIOYAET B
cebs NaHrMnonNasui KOCTHOro Mo3ra M coyeTa-
eTCs C nelikoneHueit 1 TpoMbouuToneHueii. B or-
NNYne OT Hee 3PUTPOMAHAA annasns orpaHuyeHa
NOpPaXeHWeM TOMbKO 3pUTPOMAHOro pocTka. 0ba
3a00/1eBaHNS SBNAKTCA LOCTATOYHO PeaKUMM, Of-
HaKO annacTMyeckas aHeMus BCTPEYAETCS Yallle.

JTHonorus

NcTHHag annactuyeckas aHemus (Haubonee
PacnpocTpaHeHa y NopoCTKOB ¥ MONOABIX B3POC-
NbIX) SBASETCS MAMONATUYECKON MouTH B 1/2 cny-
yaeB. K yCTaHOBNEHHbBIM MpUYMHaM 3aboneBaHus
OTHOCMTCS BO3AEMCTBUE OMPEefieNeHHbIX XUMuYe-
CKHX BelwecTs (beH30/, HeopraHuyeckue CoeamuHe-
HUS MbILUbAKE), PafuaLMK, NeKApCTBEHHbIX Npena-
paToB (MpoTMBOONYXOneBble, aHTMbnoThkK, HMBC,
aHTUKOHBY/BCAHTBI, aLeTa3onammuz, ConM 30/10Ta,
MEHWLMANAMHUH, XMHAKPUH). MeXaHW3Mbl JaHHOMO
BO30EMCTBUS HEM3BECTHbI, OAHAKO €ro OCHOBOW
CYMTAETCA CeNeKTUBHAS TWUMepuyBCTBUTENbHOCTb
(BO3MOXHO, FeHETUYECKOTO XapaKTepa).

AHemus DaHKOHM - 3T0 KpaitHe peakoe 3abo-
NIeBaHWe, KOTOPOE SBNSETCA HACNEACTBEHHOI (op-
MOW annactMyeckoii aHeMuu, OHO COMPOBOXAaA-
€TCS KOCTHbIMM aHOManuamm, Mukpouedanuei,
TMNOTOHAAM3MOM M KOPUYHEBOW NUrMeHTauueit
KOxM. 3a6oneBaHMe BO3HMKAET B IETCKOM BO3pac-
Te MPX HaNMYMK XPOMOCOMHBIX aHOManuid. Yacto
MOXET UMETb CKPbITOE TeYeHWe [0 BO3HUKHOBE-
HWS ONPEfieNIeHHbIX COMYTCTBYIOWMX 3a60neBaHMi
(4ae ocTpbIX MHOEKLMOHHBIX MW BOCMANUTENb-
HbIX), BbI3bIBAOLLMX NePUBEPUUECKYIO LIUTONEHMI.
Mocne u3neyeHus conytcTaytowiero 3aboneBaxus
nokasarenu nepudepuyeckoii KpoBM HOpManu-
3YH0TCS, HECMOTPS! Ha CHUXEHWEe MacCbl KOCTHOTO
Mo3ra.

MapumanbHas 3puUTPOUAHAS annasusi MOXeET
ObiTb OCTPOI M XpoHuueckol. Octpast 3puTpo-
BnacToneHus XapakTepusyetcs KpaTKOCPOUHbIM
UCYE3HOBEHMEM KNETOK — MpEALIECTBEHHUKOB
3pUTPOM033a M3 KOCTHOTO MO3ra MU PasfuuHbIX
OCTPbIX BUPYCHbIX 3ab0neBaHuAX (B 0COBEHHOCTH
Mpy NapBOBUPYCHbIX MHPEKLMSX YeNOoBeKa), vallle
BCTpEYaeTcs y feTeit. AHeMUs CoXpaHsieTcs B Te-
YeHWe [IMTENbHOTO nepuoda nocie M3neyeHus
0CTpOii  MH(beKuMM. XpoHMYeckas MapumanbHas
3PUTPOUAHAS annasus MoXeT ObiTb 06yCoBNEHa
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reMONIUTUYECKUMM COCTOSHUSMM, TUMOMAMM, ayTo-
MMMYHHBIMM MEXaHM3MaMK, Pexe - BO3EHCTBU-
€M OMnpeaeneHHbIX NeKapCTBEHHbIX MpenapaTos
(TPaHKBMAM3ATOPOB, AHTUKOHBYNbCAHTOB), TOKCH-
HOB (opraHuyeckue Gocdatbl), gedmumutom pubo-
(naBuHa, XxpoHUYECKUM NTMMDONenKo30M. AHeMHS
[Jlaiimonpa - bnekdeHa, penkas BpoxaeHHas Gop-
Ma annacTM4eckoit aHemMum, 00bIYHO BO3HMKAET B
paHHEM [ETCKOM BO3paCTe, HO MOXET BCTpeYaThCs
W'y B3pocnbix. Avemus [laitmonaa - brekdeHa co-
MPOBOXIAETCA aHOMANMAMM KOCTEH NaNbLEB PyK
W HU3KOPOCIOCTbIO.

CMMNTOMBI M NPU3HAKK

XOTA Hauano annacTMyeckod aHemuu, Kak
MpaBuno, NOCTENEHHOE, YacTo CryCTS HECKONbKO
Hefienb UM MecsLEB Nocie BO3LENHCTBUS TOKCUHA,
OZIHAKO B HEKOTOPbIX Cyuasix AebioT 3aboneBaHus
MOXeT ObiTb OCTpbIM. CUMNTOMATHKa BapbupyeT B
33BUCUMOCTY OT THKECTY MAHUMTONEHMH. [pU3Ha-
k¥ aHemmu (K npuMepy, bneaHoCTb) 0BbI4HO SBAS-
H0TCA APKO BbIPaKEHHbIMM.

Tsxenas TPOMOOLMTONEHUS MOXET COMPOBO-
XOaTbCs 0Bpa3oBaHMEM MeTeXWit M IKXMMO3OB,
KPOBOTEYEHUAMM W3 [ieCEH, KOHBIOHKTMBbI U ApY-
TMX TKaHe. ArpaHynoumuTo3 06bIYHO MPUBOZKT K
BO3HMKHOBEHWIO KM3HEYTPOXAIOWMX MHDEKLMIA.
CnneHomeranus OTCYTCTBYET 0 MOMEHTa passi-
M TPAHCPY3MOHHOTO reMocuaepo3a. CUMNTOMbI
napuuancHoi 3pUTPOMAHON annasuu  06bI4HO
MeHee BbIPaXEeHbl U KOPPENUPYKT CO CTENeHbio
TSHKECTW AHEMMM UM OCHOBHOTO 3ab0neBaHus.

JuarHocTuka
= OAK.
= VccnenoBaHme KOCTHOTO Mo3ra.
Annactyeckylo aHemuio HeobxoauMo noao-
3peBaTb Y MaLMEHTOB, 0CODEHHO MOMOAbIX, C MaH-
uuToneHuent (konuyecto neitkoumto <1500/
mKn, TpomboumntoB <50000/mkn). Mapuuanbryio
3IPUTPOUAHYIO annasuio (B Tu. aHemuio [alimoHaa
- bnexdeHa) HeoboxoanMo Noa03PeBaTb Y NaLy-
€HTOB C HaJMUMEM KOCTHbIX aHOMaNMii U HOpMO-
UMTApHOW aHEMMM B COYETAHMM C HOPMasbHbIM
KOIMYECTBOM NEMKOLMTOB M TpoMbouuToB. [Mpu
HanWMuMM MoJO3peHns Ha [pyroe 3aboneBaHue
JOMKHO ObITb BbINOTHEHO UCCNEA0BAHME KOCTHOO
MO3ra.

[lna annacTnyeckoit aHeMumM XapaKTepHbl HOp-
MOLMTO3 W HOPMOXPOMMS 3PUTPOLIMTOB (MHOTAA
MaKpOLMTO3 C MOrPaHMYHbIMK 3HAYEHWAMM TO-
ka3atene#). Habniogaetcss CHKeHWe KoauyecTea
NeKOUMTOB, MPEUMYLLECTBEHHO TPaHYNOLMTOB.
YpoBeHb TPOMBOLMTOB 4YaCTO OMYCKAETCS HUMXE
50000/mKn. PetnkynoumTbl OTCYTCTBYIOT MO0 MX
KOMMYECTBO PE3KO CHIMKEHO. YpOBEHb CbIBOPO-
TOYHOTO XeNe3a NoBbllleH. KNeToYHoCTb KOCTHOro
MO3ra CHIXeHa. [ns napumanbHoi 3pUTPOMAHON
annasuu XapakTepHo HanuuMe HOPMOLMTAPHOM
aHEMUM,  PETUKYNOLMTONEHUH,  MOBbILIEHHOTO
YPOBHS CbIBOPOTOYHOTO XKeNe3a Npy HOPMabHOM
KOMYECTBE NEHKOLMTOB M TpoMboLMTOB. KneTou-
HOCTb KOCTHOTO MO3ra M MHIEKC CO3peBaHus MoryT
BbITb HOPMANbHBIMHU, HECMOTPS Ha OTCYTCTBUE KJle-
TOK - MPE/LIeCTBEHHNKOB 3pUTPON033a.

Jleuenue
w JloWwaamnHblii - aHTUTUMOLMTAPHDI

KOPTUKOCTEPOUADI, LIUKNOCTOPUH.

= B HekoTopbIx Cyyasx MoxeT notpeboBaThCs

TPAHCMAAHTALMS reMOMO3TUYECKUX KNETOK.

= MOXeT NPUMEHSTCA LIMTOKMHOBAS Tepanms.
= [1p1 annasum 3puTpoMaHOro poctka, 0bycnos-

NEHHOW HANMYMEM TUMOMbI, MPUMEHSETCS XM-

PYpPruyeckoe NneyeHme.

Mpu annactuyeckoit aHemMuu Tepanueid Bbl-
0opa SIBNSETCS NOWAAMHBIA aHTUTUMOLMTAPHbIN
rnobynuu (ATT) B gose 10-20 mr/kr Maccel Tena,
npeaBapuTenbHo passedeHHblit B 500 Ma u3oTo-
HMYecKoro pacTeopa, npenapat BBOAMTCA B/B 1
pa3 B CyTKM (MHPY3ms anuTcs 4-6 vacos) B Teve-
Hue 10 gHeit. Takxe npumenstoTcs bonee KOpoT-
kue pexumbl. Ha Tepanuio ATT 0TBeYatoT 0kono
60% nauneHToB. MoryT HabtoAaTbCS annepruye-
CKMe peakLmu 1 CbIBOPOTOYHAs 60Ne3Hb; HeKOTo-
pble 3KCMepTbl PeKOMEHAYHT NpefBapUTeNbHOE
BbIMOSHEHWE KOXHbIX MpOb (4ns onpepenexus
annepruM K NOWaAMHOM CbIBOPOTKE) U OfHOBpE-
MEeHHOe Ha3HayeHWe KOpTUKOCTepOMAOB (Mpea-
HM30n10H 40 Mr/mMZ 1 pa3 B CyTku B Teyenme 7-10
LHeil unn B0 MCYe3HOBEHMS CUMNTOMOB). [pume-
HeHue umuknocnopuHa (5-10 mr/kr 1 pas B cytku)
UMEET aHanoruuHyl 3PGMeKTUBHOCTL: OTBET Ha
neveHve Habnwopaetcs npubausutensHo y 50%
MaLMEHTOB, He 0TBEYAKLLMX HA NpuMeHeHKe AT,
YTO CBMAETENbCTBYET O Pa3UUMM MEXaHWU3MOB

rnobyNuH,
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pencteus. KombuHaumss ATT v umuknocnopuHa
TaKxe ansetcs 3bdekTBHON. Ecin annactuye-
CKasi aHeMWS [LOCTUrAeT TAXKENON CTeneHu, oTCyT-
CTBYET OTBET Ha Neyerune ATT 1 UMKNOCNOPUHOM,
MOXET MPUMEHSTBCS TPAHCMAAHTALUMA KOCTHOTO
MO3ra MW LMTOKMHOBAS Tepanus (3pUTPONo3THH,
TPaHYNOLMT-KONOHUECTUMYNMPYIOWMA  DaKTop,
rPaHyNoLMT-Makpodar-KoNoHUECTUMYNIUPYIOLLMIA
dakTop).

Y monogbix maumeHToB (0cobenHo <30 ner)
MOXET BbITb 30eEKTMBHA annoreHHas TpaHCnNaH-
TalyMsl reMON03TUYECKMX CTBONOBbIX KNETOK, OfiHa-
k0 370 TpebyeT Hannums OAHOAILEBOrO BAM3HELA
unm HLA-coBmMecTumoro cubauura. Mpu ycTaHos-
NIEHUM IAHHOTO AMarHo3a BCe CUBAMHTM NaLmMeHTa
NPOXOAST UcCnefoBaHne Ha HLA-COBMECTUMOCTb.
Mockonbky reMOTpaHCdy3uM MOBLIWAIOT — PUCK
NoCeAytoWen  TPaHCMNAHTALMK, NepenuBaHue
KOMMOHEHTOB KPOBM MCMOMb3YeTCs TOMbKO NpM
KpaitHei HeobxoanumMocTy.

MapumanbHas 3pUTPOMAHAsS annasus ycnelw-
HO MOAAAETCS NEYEHWUID MMMYHOCYNpeCccaHTamm
(MpenHu3010H, LMKNOCNOpUH, Luknodochamug),
0CODEHHO eCM CyWeCTBYIOT NOA03PEHNS HA Ha-
MYne ayTOMMMYHHOTO MexaHu3Ma. Heobxogumo
OTMETUTb, YTO MapUManbHas 3PUTPOUAHAS anna-
3181 MOXXET ObITb 06YCNIOBAEHA HAMUMEM TUMOMBI,
COCTOSHME TakKMX MALMEHTOB YAyYlWaAeTcs nocne
TUM3IKTOMMU. [INS AMarHOCTMKM JaHHOM NaTonorum
W NPUHATMS PELLEHNS O BO3MOXHOCTU XMpyprirye-
CKOro NeyeHus HeobxoauMo BbinonHeHue KT.

AHEMWA NPU MUENTODTHU3E

AHemuss npu MuenodTM3e - HOpMOUMTapHas, Hop-
MOXPOMHas aHeMMsl, KOTopasi BO3HUKAET NpU UHGUAb-
TPaUuM UAM 3aMELLLeHH HOPMaNbHOTO KOCTHOTO MO3ra
HereMono3TMYeCKUMH WM AHOMANbHBIMU KIETKaMH.
Mpuunkamu MoryT 6bITb ONyXonW, rpaHyneMarosHble
3a6oneBaHus, 6onesHu Hakonnewus nunuAoB. Yacto
Habniopaetca ¢u6po3 KocTHoro Mosra. Moxer passu-
BaTbCs cnneHomeranus. K XapakTepHbiM M3MeHeHusM
B nepucepuyeckoii KpoBH OTHOCATCA AHU3OLMUTO3, NON-
KMIOLMTO3, U36bITOHHOE KONMYECTBO KIIETOK - NpepLue-
CTBEHHMKOB 3pUTPON033a M NeliKono33a. [luarHos o6biy-
HO OCHOBaH Ha pe3ynbTatax GMOMCMM KOCTHOTO Mo3ra.
MpumeHsiioTca nopAepkuMBaloLas Tepanus U neveHue
OCHOBHOTO 3360/1€BaHMS.

OnucatencHas TepMUHONOTMS, UCTIONb3yeMas
NpU AaHHOM TUNe aHeMuM, MOXET NOKa3aTbCs 3any-
TaHHO#. MrenoQubpo3, 3amelLLeHme KOCTHOTO Mo3ra
1OPO3HOI TKaHbH, MOXET BbiTb MAMONATAYECKUM
(NepBUYHbIM) UM BTOPUUHBIM. ACTUHHBIH Muenohu-
6p03 - 370 AedeKT CTBONOBIX KNETOK, K KOTOPOM
(1bpo3 ABNSETCH Pe3yNLTaToM ApYruX reMonosT-
yeckux cobbiTnit. Muenocknepos - 3to dopmupo-
BaHWe LOMOMHUTENbHOM KOCTHOW TKaHM, KoTopoe
WHOrAA conpoBoxzaaeT Muenodudpos. MuenonaHas
MeTannasus, KoTopas MOXeT ConpoBOXAATb MUeNo-
(TM3, HE33BUCUMO OT €ro NPUYMHbI NPUBOSKT K 06-
Pa30BaHM0 IKCTPAMeAYNNSPHbIX 04Ar0B KPOBETBO-
PEHMA B NeYeHM, CeneseHke, IMMbaTnyeckix yanax.
(Tapblit TEPMMH  «MAMONATMYECKAs MUENOUaHas
MeTannasus» 03HauaeT nepBuuHbIA Muenodubpos
C MUENoMAHON MeTannasmeit unv be3 Hee.

JTHonorus

Haubonee pacnpocTpaHeHHOH NMpUYMHON SB-
NSeTCA 3aMelleHre KOCTHOMO MO3ra MeTacTa3amu
3/0Ka4ECTBEHHbIX OMYXOMed (Yalie MOJOYHON
Kene3bl UM NPOCTATbI; PEXE MOYKM, NErkoro, Haj-
MOYEYHMKA MW LMTOBUAHOM Xene3bl); Mpu 3TOM
UMEETCS YMEPEHHO BbIPAXEHHAA TEHOEHUMS K
06pa30BaHNI0 0YAroB 3KCTPaMEYNNAPHOIO Kpo-
BeTBOpeHus. K ApyruM npuumHaM OTHOCATCS Mu-
enonponudepatvsHble 3abonesaHus (0c0beHHO
MO3/HME CTAAMM UCTUHHOM NOMMLMTEMIM), TPaHy-
NeMaTo3Hble 33601eBaHNS ¥ 6ONE3HU HAKOMNEHMS
(nmnuaHble). Muenodubpos MoxeT UMeTb Mecto
NPy BCEX BbILUENEPEUYNUCTIEHHBIX COCTOSHMSIX.

K daktopa™, CrocobCTBYIOWMM  CHUKEHMHO
MPOAYKUMM  IPUTPOLMTOB, OTHOCATCS CHIKEHME
KonMyecTBa (yHKUMOHMPYHOLLEH reMOno3TUYECKOoi
TKaHW, MeTabonnyeckue HapyleHWs, CBA3aHHbIE C
OCHOBHbIM 3a00N1EBAHMEM, B HEKOTOPLIX CITy4asx
3puTpOharounTo3. IKCTPaMenynNApHbIi remMonoss
WM Pa3pblB KOCTHOMO3TOBBIX CUHYCOUOB MOXET
BbI3bIBATb BbIXOA B KPOBOTOK HE3pesblX KNEToK.
Hanuuue 3puTpouuToB aHoManbHO! GOpMbI 4acTo
MPUBOAMT K NOBBILLEHUID CKOPOCTY UX Pa3pyLLEHMS.

CuMnTOMBI M NpU3HaKKH

MuenonagHas Metannasus Moxer NpUBOANUTD K
Pa3BUTUIO CNEHOMEranuu, 0cobeHHO Yy nauueHToB
C Done3sHAMM HakonneHus. B Tsenbix Cnyyaax Mo-
IYT NpUCYTCTBOBATb CUMNTOMbI aHEMUWU U OCHOB-
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HOro 3aboneBaHus. MaccuBHad CrieHOMeranma
MOXET Bbl3bIBaTb YyBCTBO AABNEHISA B 061ACTU Ku-
BOTA, PaHHEE HACbILEHWE NULLLEH, 6ONM B NEBOM
BEPXHEM KBafpaHTE XMBOTA; MOXET HabntoaaTh-
s renatomeranud. [enatocnaeHoMeranms peaxo
BO3HMKAET npu Muenodudpose, 06yCIOBNEHHOM
310Ka4€CTBEHHBIMU OMYXONAMM.

JuarHocTuka
= OAK, 3puTpoLMTapHblE MHOEKChI, KOAMYeCTBO

PETUKYNIOLIMTOB, Ma30K Nepudepuyeckoit KpoBu.
= VccnenoBaHme KOCTHOrO Mo3ra.

Avemmto,  obycnoBneHHyld  MMenodTU3OM,
HeobxoaMMO MO03peBaTh Y MALMEHTOB C HOp-
MOLMTAPHO/ aHEMWEN, 0COBEHHO MpU HanMuMM
CNIEHOMEranuM UM NOTEHLMANbHOMO OCHOBHOTO
3aboneaHus. py1 HanMuMM NOAO3PEHNS Ha faH-
HYI0 MaTonorvio HeobXxoaMMO BbIMOJIHUTL Ma3oK
nepudepuyeckoit  KpoBu: NeiKo3puTpobaacTo3
(Hanuume B Maske He3penbiX MMENOMAHbIX Kie-
TOK M SPOCOAEPXKAILMX IPUTPOLIMTOB, TaKMX
KaKk HOpMO6/acTbl) CBUAETENBCTBYET O HAMYMM
MuenodTi3a. [aHHbIA TUM aHeMUM OBbIYHO Xa-
PAKTEPU3YETCS YMEPEHHOM CTEMEHbIO  THKECTH,
HOPMOLIMTO30M WM HE3HAUUTENbHBIM  MaKpo-
uuto3oM. B Mopdonorum 3putpountoB Moxet
HabniofaThCs pe3kas BapuabenbHOCTb pasMepa
1 GOPMbI (aHM30UMTO3 1 NoiikunouuTos). Konmde-
CTBO NIEVMKOLMTOB TaKKE MOXET ObiTb PasNMUHbIM.
KonnuectBo TpoMOOLMTOB YacTo CHUXKEHO, OHM
UMelOT 60sIblLME pa3Mepbl U HEMPaBUbHY Gop-
My. Yacto BCTPEYaeTCst PETUKYNOLMTO3; OH MOXET
ObITb 06YCNOBNEH MPEXIEBPEMEHHBIM BbIXOAOM
PETUKYNOLMTOB M3 KOCTHOTO MO3ra MM 3KCTpaMe-
LyNNSPHBIX 0YaroB KPOBETBOPEHMS, TakuM 06pa-
30M, OH He BCeraa CBUAETENbCTBYET 00 YCUNEHHOM
pereHepaLym KNeTok KpoBy.

XoTs uccnenoBakue nepudepuyeckoin Kpom
MOXET UMETb BaXHOE 3HAYEHME, MArHOCTUKa, KakK
npaBuno, OCHOBAaHa Ha WCCNEOOBaHMM KOCTHOMO
Mo3ra. [loKasaHuAMM [OnA [HaHHOW npouenypel
ABNAIOTCA NEHKOIPUTPODNACTOLUMTO3 U CrIEHOME-
ranus HeACHOM 3Tonorvm. KOCTHbIA MO3r Mnoxo
noafaeTcs 0BbIYHOM aCTMpaLyy; Kak Mpasuno,
Tpebyetcs TpenaHobuoncua. Pe3ynbrathl Bapbu-
PYIOT B 3aBUCUMOCTM OT OCHOBHOTO 3ab0NeBaHMs.
3puTpono33 B Mpefenax HOpMbl B HEKOTOPbIX
C1yyasix MOXeT BbiTb ycuneH. OnHako NpoAoMmKu-

TENbHOCTb JKWU3HM 3PUTPOLMTOB YaCTO CHUKEHA.
B cenesenke v neyeHn MoryT 6bITb 0BHAPYXeHbI
0yarv KpOBETBOPEHHS.

Mpy CNy4aiiHo BbIMONHEHHOM PEHTTeHOrpadum
MOXHO OOHApYXWTb KOCTHble MOpaxeHus (Mue-
N0CKNepO3), XapaKTepHble 1S LIMTENbHO Cyle-
cTBytoLLEr0 MUenodubpo3a, UK apyrue KOCTHble
U3MeHeHus (0CcTeobnacTuieckue UM IUTMYeCKue
MopaxeHus KocTeld, 06yCNIOBNEHHbIE OMYXO0/bio),
YKa3bIBAKOLLME HA MPUUMHY AHEMMM.

Jleuenune

= JleyeHne 0CHOBHOro 3aboneBaHms.

= [eMoTpaHCcdy3um, NPUMEHEHNE KOPTUKOCTEPO-

WII0B.
= [MIPOKCMMOYEBMHA.
= BO3MOXHO NpuUMeHeHKe TanuaoMmuza.
HeobxooMMo neyeHue OCHOBHOTO 3abone-

BaHMA. B mamonatmyeckux Cyyasx npuMeHsieT-
€S MOAAEPXMBAIOWAS Tepanusi: 3PUTPOMO3THH
(20 000-40 000 ME n/k 1-2 pasa B Hepenio) u
kopTuKocTepouabl (npearusonon 10-30 mr 1 pa3
B CYTKM), OBHAKO [OCTUTAETCS Wb YMEpPeHHbIi
OTBET Ha NieyeHue.[puMeHeHue TaPOKCUMOYEBH-
Hbl (500 mr 1 pa3 B fieHb unu Yepes fieHb) Cno-
COBCTBYET YMEHbLIEHUIO PAa3MEPOB CENE3EHKM W
HOPManu3aLmum KONMYecTBa 3pUTPOLMTOB Y BONb-
LIEW YacTv NaLMEeHTOB, 0AHAKO OTBET Hab/toaaeTca
nnwb nocne 6-12 mecaues neverus. MpumeHeHue
Tanuaommaa (50-100 mr 1 pa3 B cyTku Beyepom)
MOXET 00eCneynTb JOCTAaTOYHbIA OTBET Ha Neye-
HME, OIHAKO [aHHbIV MpenapaT MoBbAeT pUCK
TPOMBO30B 1 THKENO YTOMASEMOCTA.

METANOBNACTHbBIE
MAKPOLMUTAPHbIE AHEMUU

Merano6nactHble aHeMuM yalue BCEro ABAAKTCA Cnea-
creuem pedmumta ButammuHa Byy) u donuesoli Kucnotbl.
HeaddeKTHBHBIA reMono33 OKasbiBaeT BAMAHME Ha BCe
K/NETOYHblE POCTKU, HO B OCOBEHHOCTM Ha IPUTPOUAHDIiA.
[larHocTuka, KaK npaBuno, 0CHoBaHa Ha AaHHbiX OAK u
aHanu3e Ma3ka nepucepu4eckoi KpoBM, B KOTOPOM BbiSiB-
NAeTcsl MaKpOLMTapHas aHeMMS, HU3OLUTO3, TOMKMNOLM-
T03,a TaK)Ke KpynHble 3pUTPOLUTLI 0BaNbHOIH HOPMbI (Ma-
KpOOBA/NOLMTbI), TMNEpCEerMeHTaLus aaep HeiTpodunos,
peTukynouuTonenus. Tepanus HanpaBneHa Ha neveHue
OCHOBHOTO 3a60N1€BaHMs.
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Bpe3 140-1. Hemerano6nacTHblif MaKpoOLUTO3

bonblwas yactb MakpouwuTapHbix aHemuit (MCV >100 ¢n/
K1) OTHOCUTCA K MeranobnacTHbiM. HemeranobnactHblit Ma-
KpOLMTO3 HabNKOAAETCS MU PAAE KAMHUYECKUX COCTOAHMM,
He BCE U3 KOTOPbIX JOCTATOYHO XOPOLO M3yyeHbl. OBbIYHO Y
MaLMeHTOB C MaKPOLMTO30M MPUCYTCTBYET aHEMUS, OAHAKO
OHa 00yCI0BNIEHA PYTUMU MeXaHU3MaMK, He CBA3AHHbIMU C
MaKpOLMTO30M.

MakpouuTo3 Bo3HUKaeT npu fedexre MeMEpaH SpUTPOLUTOB
Y MAUMEHTOB C HapyleHueM 3TepudukaLmin XonectepuHa,
00yCN0BNEHHbIM  XPOHUYECKAMM  33BONEBaHMAMM MEYeHN.
MakpouuTos co 3HauyeHnem MCV okono 100-105 dn/kn Mo-
KET HabNIOAATLCS BUIEACTBME XPOHUYECKOTO ynoTpebneHns
ankorons npu OTCYTCTBIN AeduunTta GonueBoit kucnotbl. He-
3HaUUTENbHbIA MaKpOLMTO3 MOXET HabMofaTbca Npu anna-
CTUYECKO aHeMMm, 0COBEHHO B CTAAMM PEKOHBANECLIEHLIMN.
Takxe MakpouuTo3 BCTPeYaeTcs npu Muenoamcnnasuu. Mo-
CKonbKy MeMBpaHa 3pUTPOLIMTOB NpuobpeTaeT cBolo GopMy B
ceneseHke, NOCNE BbIXOAA KNETOK U3 KOCTHOTO MO3ra, He3Ha-
YMTeNbHbIA MAKPOLIMTO3 MOXET HabN0AATHCA MOCNE CMEH3K-
TOMMUM, XOTA 3TW M3MEHEHUS HE CONPOBOXAAOTCA aHEMMEN.

MaKpouMTaM1 Ha3bIBAIOT 3PUTPOLIUTHI YBEU-
yeHHbIx pazmepos (MCV >100 dn/kn). MakpouuTos
MOXET HaONOAATLCS B PAAE KIMHUYECKUX CUTYaLMiA,
He CBSI3aHHbIX C Meranobnacto3om u aHemmeii. Ma-
KpOLMTO3 MOXET ObiTb 0BYCNIOBNEH HANMUMEM Kak
Meranobnactos, Tak W Apyrux 3pUTPOLIUTOB yBeNH-
YeHHbIX pa3mepoB (pe3 140-1). Meranobnactel
ABNIOTCS KPYNHBIMU KNETKAMM — MpeALecTBeH-
HMKaM1 3PUTPOMO33a, COLEPXALMMM Apa C He-
KOHZLEHCMPOBAHHbIM XPOMaTUHOM. Meranobnacto3
npesBapsieT pa3BuTUE MaKPOLMTAPHON aHEMMM.

JTHonorus

Hanbonee pacnpocTpaHeHHOM MPUYMHON Me-
ranobnacTHbIX COCTOSHUI ABNAETCS AeduUMT U
HapyLLeH1e yTuau3aLmum ButammuHa Bqy unm do-
NMeBOWM KUCNOThI. K ApyruM MpuuMHaM OTHOCHTCS
MpUEM OMpefeneHHbIX NeKapCTBEHHbIX Mpenapa-
708 (06bIYHO MPOTUBOOMYXONEBBIX UM UMMYHO-
CynpeccaHToB), Kotopble Hapywatot cuttes [HK,
W peakue MeTabonuueckue HapyleHus (Hacnes-
CTBEHHAs OpOTALMAYPUA); B HEKOTOPbIX CIyYasx
3TMONOTUS OCTAETCS HEYCTaHOBNEHHOM.

Nato¢usuonorus

MeranobnactHble COCTOSIHMA  SBAAKOTCA  pe-
3ynbTaToM HapyweHms cuHte3a IHK. Cuntes PHK
MPOLOMKAETCA, NpW 3TOM 06pa3yioTcsl KpynHbie
knetku ¢ 6onbwmMu sapamu. Habniopaetcs Ha-

HemeranobnactHbiii  MakpouuTo3 HeobXoauMo MoA03peBaTh
Y NaLMEHTOB C MaKpOLMTApHO aHeMUeli B TOM Clyyae, eum
CMeLVanbHbIMKA METOAAMM WCUTIENOBAHHMS Bbln MCKNIOYEH fe-
®uumT BUTaMuHa By, v GonueBoit kucnotbl. Mpu3Hakw, xapak-
TepHble [19 KNACcCUYecKoit MeranobnactHoi aHeMmm, Takue Kak
Ha/MuWe MaKpOOBANOLMTOB B Maske MepuPepuyeckoit Kposu
1 YBEMYEHME MOKa3aTeNs pacnpefeneHus SpUTPOLMTOB NO
obbeMy, MOTyT OTCyTCTBOBaTb. ECMM KnMHMYeCKas npuuMHa
HeMeranobnacTHoro MakpouuTo3a He 6Obina YCTaHOBMEHA (Te.
VUCKMIOYEHO HANMuMe annacTYeckoit aHEMMM, XPOHUYECKOro
3ab0N1eBaHs NeyeHm, Ype3MepHoro ynotpebneHus ankorons)
7160 €eCTb MOA03PEHHE Ha HaNMYME MUENOANCINA3MM, IS UC-
K/TK4YeHHs LaHHOW NaTonoruu NPOBOAMTCS UCUIE0BaHHeE KOCT-
HOrO MO3ra C LMTOTEHETUYECKUM aHanM30M. B KOCTHOM Mo3re
BbISBNSIOTCA CNEAYIOLUME M3MEHEHWA: NPU HEMEranobnactHom
MaKpOoLMTO3e Meranobnactbl OTCYTCTBYIOT, MPU MUeNoaucnna-
3WM M PaCcnpOCTPaHEHHOI NATONOTMM MeyeHn 0BHapYXMBAIOTCS
MeranobnacTouHble KIeTKU-NPEALECTBEHHUKM C MIOTHbIM
ANEPHBIM XPOMATUHOM, KOTOPbIA HE UMEET TOHKUX (ubpuAnsp-
HbIX 3NEMEHTOB, TUMUYHBIX A1 MeranoﬁnaaHux G

pYLIEHWE CMHTE3a KNETOK BCEX POCTKOB, MU 3TOM
C03PEBaHME LMTOMNA3Mbl OMEPEXAET CO3PEBaAHME
Mpa; 3T0 NPUBOAMT K NOABNEHMI0 MEranobaacTos
B KOCTHOM MO3re, PEX/E YEM OHW MOSBNAOTCA B
nepudepuyeckoii KpoBM, a TakxKe K rbenm KneTok
B KOCTHOM Mo3re 1 HeahdeKTUBHOCTM 3puTpOno-
33, YTO CONPOBOXAAETCS rnepbunMpybuHemMuert
W runepypukemmeit. Nockonbky HapylueHue remMo-
10332 OXBATbIBAET BCE KNETOUHbIE POCTKM, Pa3BU-
BAETCH PETUKYNOLMTONEHNS, A TaKKe (Ha NO3AHUX
CTapusiX) nedkoneHus u TpombouuToneHus. B
KPOBOTOKE MOSIBNAOTCS KPYMHbIE OBalbHblE 3pu-
TPOUMTHI (MakpooBanouuThl). Yacto Habniopaetcs
rMRepcerMeHTaums nonuMoposiepHbIX HeTpo-
OUNOB; MEXaHU3M [aHHOTO SBNEHUS HEU3BECTEH.

CUMNTOMbI M NPU3HAKK

AHemus pa3BMBAETCA MOCTEMEHHO M MOXET
npoTekatb OecCMMNTOMHO, MOKa He [OCTUTHET
TAKenoi crenenu. leduuut Butamuna By, Moxet
CONPOBOXAATLCS  HEBPONOTMYECKUMM  MpOSBE-
HUSIMM, B YacTHOCTU mepudepuyeckoit Heipona-
TWeiA, AeMeHLMEeN, NOAOCTPOI KOMOUHMPOBAHHOM
JiereHepaupeit cnuHHoro Mosra. Aedwumt donu-
€BOM KMCNOTbI TAKXe MOXET Bbi3blBaTb pa3BUTUE
[MAPEM W TTIOCCUTA. Y MHOTUX MaUMeHToB ¢ aedu-
uuToM (ONMEBOI KUCNOTHI MOXET HabNoAaThCa
WUCTOLLEHME, AN KOTOPOrO OCOBEHHO XapaKTepHO
3anafieHune TKaHel BUCOYHOM 0bnacTy.
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JuarHocTuka
= OAK, 3puTpouMTapHblE MHOEKChI, KOAMYeCTBO
PETUKYNIOLIMTOB, Ma30K Nepudepuyeckoit KpoBu.
= B HEKoTOpbIX Cyyasx MoxeT notpeboBaThcs
MCCNea0BaHne KOCTHOTO MO3ra.
MeranobnactHyto aHeMuto HeobxoauMo noao3pe-
BaTb Y BCEX MALMEHTOB C MaKPOLMTAPHOM aHEMMEN.
[lMarHocTvKa, Kak npaBwrio, 0CHOBaHa Ha MCUTE0Ba-
HUM Ma3ka nepudepuyeckoit Kposu. B passepHyToit
CTamym 3aboneBaHus HabniodaeTca MakpoLTapHas
aHemus co 3HaueHnem MCV >100 dn/kn. B maske
nepudepuyeckoii  KpoBM BbISBAAETCS MakKpOOBa-
NIOLMTO3, aHW30LMTO3, MOMKMIOLMTO3. XapaKTepHo
YBENMUYEHWE MOKA3ATENs pacTpefieneHns 3pUTpoLy-
TOB M0 06beMy. YacTo BCTpeyatoTcs TenbLia Xayanna -
Xonnm (ocratouHble dparmenTsl 4apa). MpucyTcreyet
peTukynouutonexus. Ha paHHux 3Tanax 3abonesa-
HUS Pa3BMBAETCS MMMEPCETMEHTALINS TPAHYNIOLMTOB;
LS MO3OHMX CTAAMiA XapakTepHa HeTponenms. B
TAKENbIX CTyYasx Yacto HabtomaeTtcs TpoMboLMTO-
MEeHMs, NPUYeM TPOMOOLUTbI MOTYT UMETb Pa3finiHble
pa3mepbl 1 hopMy. Ecm auarHo3 Bbi3blBaeT COMHe-
HMSI, HEOOXOAMMO UCCNENOBAHME KOCTHOMO MO3Ta.

Jleuenne

[lo Hauana nevexus LoMKHa BbiTb YCTAHOBEHA
npuymHa 3aboneanms. Npu MeranobnacTHol aHe-
MWW HeobX0AMMO NOA03peBaTh Hanuune Aeduum-
Ta BUTaMuHa Bq7 nnv donneBoit KUCNOTbI; AaHHble
3360/1€BaHMS HEBO3MOXHO Pa3nuuTL TONBKO HA
OCHOBAHMM Pe3yNbTaTOB UCCNENOBAHMS Ma3Ka ne-
pudepuyeckoii KpoBM U KOCTHOTO MO3ra, A1St 3TOM0
TpebyeTca onpenenetue ypoBHs BUTaMMHa Byy
(onueBoit KUCIOTbI B KPOBM.

Nleyenme 3aBUCHT OT MpUUMHLI 3aboneBaHMS.
Nlna nonyyenms MHdopMaLmn 0 neveHnn aeduun-
Ta (hoNMeBOi KUCNOTHI M BUTaMUHA By, Heobxoam-
Ma OTMeHa NpernapaTos, Bbi3bBAlOLMX Pa3BUTME
MeranobnacTHbiX COCTORHMIA, MO0 CHUKEHHE X
A03bl.

MUENOAUCNNASUA N AHEMUA,
Ob6YC/NIOBNEHHAA HAPYWEHUEM
TPAHCMOPTA XENE3A

Mpu MMENOAMCNNACTUYECKOM CUHAPOME aHe-
MUS, KaK MPaBuno, pe3ko BbipakeHa. OHa MoxeT
BbITb MUKPOLMTAPHOM WM HOPMOXPOMHO-HOP-
MOLMTApHOH, 06bIYHO COMPOBOXLAETCH AUMOp-
OU3MOM (KpyMHble W MenKue KNeTku) monynsiumu
LMPKYAMPYHOLLMX KNeTOK. [pu MCCNefoBaHNM KOCT-
HOTO MO3ra BbISBASKOTCA CHUXEHWE IPUTPOULHON
aKTMBHOCTM, MEranobnacTouaHble W aucnnactuye-
CKMe U3MEHEHMS, MHOTAA NOBbILEHWE KOMYeCTBa
KONbLIEBUAHBIX CMAEPObnacToB. JleyeHue aHano-
TMYHO CULEPODNACTHBIM AHEMMSM.

AHemus,  obycnosneHHas HapyLueHreM
TPaHCMopTa xenesa (atpaHcheppuHemus) BCTpe-
yaetcs KpaitHe pepko. Ee mpuumHa 3akntovaetcs
B TOM, YTO XENe30 He MOXET MepeMelaTbcs 13
MECT CBOEr0 HaKoMneHus (KNeTku Cm3ncTbix 06o-
NIOYEK, NEYEHH) K KNETKAM — MpeaLecTBEHHUKAM
3puTpOno33a. [peanonaraeMbiM  MexaHu3MoMm
3ab0neBaHus ABNAETCS OTCYTCTBUE TPaHCdeppuHa
WM ero MonekyNApHbIA aedext. MoMUMO aHeMUM
PA3BMBAETCA BbIPAXEHHbIA reMocuaepo3 mmdo-
WLHOW TKaHW, 0COBEHHO PACTIONOXEHHOH BAOMb
KENYLOYHO-KMLIEYHOTO TPAKTA.

lemonnTHUECKHE
aHeMuH

M0 OKOHYaHWM CPOKA HOPMaNbHOM MPOAOMKM-
TeNbHOCTU XM3HK (oKono 120 fHeit) 3pUTpOLUTSI
YAANATCS M3 KPOBOTOKA. [pu Hanuuum remonu-
33 [ECTPYKUMS TPOMUCXOAMT MPEXAEBPEMEHHO,
4yTO 00YCNIOBNMBAET YKOPOUEHME MPOACIKMTENb-

HOCTM XW3HH 3puTpoLMTOB (<120 AHeN). AHemus
pa3BMBAETCS, KOTAA CMHTE3 3PUTPOLIMTOB B KOCT-
HOM Mo3re Donblie He MOXeT 0becneynTb Anu-
TENbHYK KOMMEHCALMI YKOPOYEHMS NPOAOMKM-
TENbHOCTM UX XM3HH; 3TO COCTOSHME Ha3bIBAETCA
reMOIUTMYECKON aHeMmeit. Ecim KoCTHbIA Mo3r
CnocobeH ee KOMNEHCMPOBaTb, AAHHOE COCTOS-
HWe Ha3blBAeTCS KOMMNEHCUPOBAHHOW TeMONNUTH-
Yeckoi aHeMmeld.
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JTHonorus

[emMonu3 MoXeT BbiTb 00YCIOBNEH KaK aHOMa-
MSIMUA 3PUTPOLIMTOB, Tak M BHELIHUM BO3LEHCTBU-
€M Ha Hux (Tabn. 141-1).

BHewHue npuumMHbl. HOMbIIMHCTBO BHELLHMX
MPUYMH TEMONM33 UMEIOT NPUOOPETEHHBIN Xapak-
Tep; 3PUTPOLMTLI MALMEHTA WUMEHT HOpPMaNbHOe
CTpOeHue, 06 3TOM CBMAETENbCTBYET pa3pylueHue
B KPOBOTOKE KaK ayTONOTMYHbIX KNETOK, TaK W
KNeTok AOHOpa. K BHELHUM MpUYMHAM OTHOCSTCA
PETUKYNOIHAOTENMANbHAS  TUNEPAKTUBHOCTL  (TU-
MEePCIIeHn3M), MMMYHONOTUYECKUE  OTKIIOHEHUS
(QyTOUMMyHHas reMonMTMYeCKas aHeMus, WU30UM-
MYHHasi reMOSMTUYECKas aHeMus), MexaHuyeckoe
MoBpexaeHue (TpaBMarnyeckasl reMoMTUYECKasn
aHemus), HekoTopble WHGekuuM. MH eKLMoHHble
areHTbl MOrYT Bbi3bIBaTb Pa3BUTUE TEMONUTAYECKON
aHeMuy nyTeM NPSAMOro TOKCUYECKOTO BO3AENHCTBIA
(Clostridium perfringens, a- unu B-remonuTyeCKmMe
CTPENTOKOKKM, MEHUHTOKOKKHM), MHBA3UM U eCTpyK-
LMW 3pUTPOLMTOB (n7a3MO0UL, 6aPMOHENb).

BHyTpeHHHe npuuuHbl. BHYTpEHHUMM npu-
YMHAMM TEMONIM3A SBNSIOTCS HAPYLWEHWUS OBHOrO
unu 6onee KOMMOHEHTOB WU (yHKLMIA 3pUTpO-
LMTOB: CTPYKTYpbI MeMOPaH, KNeTouHoro Metabo-
M3Ma, CTPOEHMS reMornobuHa. K HuM oTHocsTCS
HACNenCTBEHHbIE MM MpUOBpPeTEHHble fedekTbl
KNeTouHblX MeMbpaH (K mpuMepy, chepouuTos),
HapyLLeHuUa 3pUTPOLMTApHOTO MeTabonm3Ma (He-
LOCTaTOYHOCTb  MI0K030-6-(ocdataernaporeHa-
3bl), remornobuHoOMaTMM (CepnoBMOHOKNETOYHAS
aHeMmus, Tanaccemum). feMoaMTMYECKME aHEMUM
MOryT GbiTb 0BYCIOBNEHDI KOJMYECTBEHHBIMU W
(YHKUMOHANbHBIMM QHOMANMAMKM ONPedeNeHHbIX
6en1koB MeMBpaH IpUTPOLMTOB (d- M B-CrekTpuHa,
benka 4.1, F-akTuHa, aHKMpuHa).

Narodusuonorus

[eMonM3 MOXET MMEeTb OCTPbIi, XPOHUYECKHIA
WM 3NU30[MYECKUiA XapaKkTep. XpOHUYeCKuid re-
MO/IU3 MOXET OCIOKHATHCS AnnacTUYeckuM Kpu-
30M (BpeMEHHOe MpeKpalleHue 3pUTpOmno33a),
06b14HO OH 0BYCNIOBNEH UHDEKLMAMM, YalLe nap-
BOBMPYCHbIMU. [EMONIM3 MOXET BbITb BHECOCYAM-
CTbIM, BHYTPUCOCYAMCTBIM UM KOMOMHMPOBAHHBIM.

HopManbHblif npoueccMHr 3pUTPOLUTOB.
(Tapetolme 3pUTPOLMTBI YTPAuMBAKOT MeMOpa-
HY U 31MMUHUPYIOTCS U3 KPOBOTOKA B OCHOBHOM

TABJ. 141-1. TEMONUTUYECKUE AHEMUU

MEXAHU3M 3ABONIEBAHUE
PA3BUTUA WU NPUYUHA

Bhewnne NpPUYHUHDI

Petn Kynosxporemm-
a/ibHas rMnepakT1e-
HOCTb

[unepcnnexusm

AyTOUMMYHHbIE reMONUTUYECKME
aHemuu:
* XONOAOBble aHTUTENA
* NapOKCM3ManbHas XoNoaoBas
reMornobuHypus
* TennoBble aHTUTENa

MmmyHonornyeckue
aHoManum

MHbeKumoHHble
areHTbl

Babesia sp.

Bartonella bacilliformis
Plasmodium falciparum
P.malariae

P.vivax

Bo3pelictaue Tokcu-
HOB, NPOAYLIMPYEMbIX
MH(DEKLMOHHBIMU
areHTamu

Clostridium perfringens

a- 1 B-reMonuTHyeCKUe CTpenTo-
KOKKM

MeHMHroKOKKM

MexaHunyeckas
TPaBMaT13aLMA

Mapluesas remornobuHypus
TpasMbl ckeneta

TpomboThyeckas TpPOMOOLUTONEHM-
yeckas Mypnypa v reMonuTUKO-ype-
MUYECKMI CMHAPOM

KnanaHHble nopokyu cepaua

CoeanHeHus C OKUCTUTENbHBIM
MOTEHLYMaNOoM (AancoH, Gexaso-
NUPULNH)

Menb (6one3Hb Bunbcona)
Caureu

bl HaCeKOMbIX

3MenHble bl

Bo3peictane
TOKCMHOB

BHyTpeHHHe NpuumHbI

BpoxaeHHble HacnencreeHHblit 3nAMnToUMTO3
nLedekTbl MeMbpaH HacnencrseHHbii chepountos
3PUTPOLIUTOB
MpuoBpeTeHHble Tunodocharemusa
LedexTbl MeMOPaH MapoKcu3MarbHas HoYHas remorno-
3pUTPOLUTOB OuHypus

CroMaToumTo3

[Nledektsl MeTaboNM3-
Ma IpUTPOLUTOB

[ledektol hepmMeHTOB UMKNA
Im6zeHa - Meiteproda (neduumt
NUPYBaTKMHA3bI)

[ledexTbl rekco3oMoHoGocdaTHOro
nyTi (K npumepy, AeduumT rmioko-
30-6-hocdharnernaporeHassl)

bonesub Hb C

bonesnb Hb S-C

bonesHb Hb E
CepnoBMAHOKNETOYHAR aHEMHS!
Tanaccemmnu

[NledekTbl cuHTe3a
reMornobuHa

darounTMpyIOLMMM KNETKAMM CENE3EHKM, NIEYEHH,
KOCTHOTO MO3Ta, PETUKYNOIHAOTENMANbHON CU-
cTeMbl. Pa3pylieHue reMornobuHa B 3TuX Knekax
06yCNOBNIEHO B MEPBYID O4YEPEfb HANMUMEM re-
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MOKCMTEHa3HOWM akTUBHOCTH. XKene3o COXpaHsieTcs
W PeyTUIM3NPYETCS, a reM paspyluaeTcs ¢ 0bpaso-
BaHWeM bunnpybuHa, KOTOPbIA B MEYEHU KOHBIO-
TUPYeTCs C MIOKYPOHOBOH KUCNOTOM W BLIBOAUTCS
C Kenyblo.

BHecocyaucTbiii remonms. B 6onblnHCTBE
Cy4aeB remMonu3 SBASETCS BHECOCYOMCTbIM, OH
HabnofaeTcs npu MOBPEXAEHUM AHOMaNbHbIX
3PUTPOLIMTOB M YAaNeHUn UX M3 KPOBOTOKA Mpw
YYacTUM KNeTOK Cene3eHKM, MeyeHu, KOCTHOro
Mo3ra. (X0fiHbIA MPOLLeCC TaKKe MPOUCXOAMT Npy
3MMMMHALMM CTapbIX 3pUTPOLMTOB. [eMonu3, npo-
UCXOASLIMIA B Cene3eHke, kak npasuno, obycnos-
NeH  He3HauMTeNbHbIMM  aHOMaNUsIMU  CTPOEHUS
3PUTPOLIMTOB MM HAMYMEM TEMNOBLIX aHTUTEN Ha
MOBEPXHOCTH KNETOK. [1pn YBENUYEHUM CeNe3eHKM
MOXET HabNIoAaThCs Pa3pylueHne Aaxe HopManb-
HbIX 3PUTPOLMTOB. IPUTPOLMTBI C BbIPAKEHHBIMHU
aHOManuAMM CTPOEHMS B0 MMeloLMe XONOL0-
Bble aHTUTENa U PpaKLMW KOMNNEMEHTA Ha CBOEH
MOBEPXHOCTW Pa3pylLaloTCst HeMoCPedCTBEHHO B
KPOBOTOKE IMB0 B NeyeHw, rae BOIMOXHO IPdek-
TUBHOE Y[aNeHne NOBPEXEHHbIX KNETOK B CBA3N
C XOPOLIMM KPOBOCHaDXEHMEM.

BHyTpHcocyaucTblif remonms. BHyTpucocyan-
CTbli TeMONU3 ABNSIETCH CYLLECTBEHHON NPUYMHOM
NpeXaeBpeMEHHOT0 Pa3pylUeHns 3pUTPOLMTOB ¢
00bI4HO HabMIOZAETCS MpU TSHKENbIX MOBPEXLE-
HUSX KNETOYHBIX MeMOpaH PasMiHON 3TMONOTUM.
[laHHbIl TN reMon3a MoxeT ObiTb 0BYCNI0BAEH
B T.4. QyTOUMMYHHOW peakumen, NpsMoi TPaBMOM
(MapLueBast reMOrnOBUHYPKS), reMOAMHAMUYECKUM
yYOApoM (Mpu Hanuuuu edeKToB MCKYCCTBEHHbIX
KNanaHoB CeppLia), BO3AeNCTBUEM TOKCMHOB (KO-
CTPUOMANBHAA MHTOKCUKALNS, YKYC 3MEN).

BHyTpucOCyamMCTbI remMonu3 MpUBOAMT K pas-
BUTUIO TeMorobuHeMMM B Tex Clyuasix, Korga
KONMYECTBO BbICBODBOXAAEMOTO reMornobuHa npe-
BbILIAET reMOrnoBMHCBA3LIBAIOLYI0 CMOCOBHOCTD
Oenka rantornobuHa, KOTOpbIi B HOpMe mpu-
CyTCTBYeT B MAa3Me B KOHUeHTpaumu okono 1,0
r/n. Mpn Hanuuuu remornobuHeMmm CBOBOAHbIE
AMMepbl reMorobuHa QUALTPYIOTCS B MOYY U pe-
abcopbupytTca B KneTkax MoYeYHbIX KaHaNbLeB;
koraa cnocobHoCTb K peabcopbumm npesbilleHa,
BO3HWKAeT reMornobuHypus. B kaHanbLieBbIx kneT-
Kax Xene3o BKIOYAETCS B CMHTE3 reMOCUAEPHHa;
YaCTb Xenesa UCMoMb3yeTcs OGS peyTuau3aLmm,

0CTa/IbHOE KOMMYECTBO MOMAZAET B MOYY B CBA3M
C Neperpy3Koii KaHanbLieBbIX KNETOK.

MocneacrBua remonusa. Korza KoHBepcus
reMornobuHa B BuaMpyouH NpeBbIlAeT KOHbHOra-
LMOHHYK0 M 3KCKPETOPHYKO CMOCOBHOCTb MeYeHu,
PA3BMBAETCA HEKOHBIOTMPOBaHHas GunupybuHe-
MU (0BYCTIOBNEHHAA MOBbIWEHMEM HEenpsaMOro
bunnpybuna) n xentyxa. Benencreue katabonmsma
OunnpybrHa NOBLILIAETCS COfepxaHue CTepkobu-
/IMHA B Kane, ypobunuHoreHa B Moye, UHOTAA BO3-
HMKAeT XonenuTH1as.

KocTHblii MO3r OTBEYAET Ha CHUXEHMe Konu-
YeCTBa 3PUTPOLMTOB YCUIEHUEM UX MPOZYKLMM U
BbICBOOOXEHMS, YTO MPUBOLUT K PETUKYNOLMUTO3Y.

CUMNTOMBI M NPU3HAKK

CMCTEMHbIE NPOSBAEHMS aHANOTUYHbI APYIMM
aHEMMAM M BKJKOYAKOT CNEAYIOLME CMMMTOMbI:
OneHoCTb,  YTOMASEMOCTb,  [ONIOBOKPYXEHHE,
BO3MOXHA TMNOTEH3MA. [EMONUTMYECKMI KpU3
(OCTpbIiA, TAXENbIN TEMOAU3) BCTPEYAETCS PEAKO;
OH MOXET COMPOBOXaTbCs 03HOBOM, IMXOPaAKON,
60/bi0 B CMUHE M XWBOTE, NPOCTPALIMEN, LIOKOM.
Mpn TAKENOM TEMONM3E BO3HMKAKT XenTyxa
cnneHomeranus. Npu reMornoBbuHypum Moya npu-
06peTaeT KpacHyK MM KpacHOBATO-KOPUYHEBYID
OKpacky.

AuarHocTuka
= Ma3ok nepudepuyeckoit KpoBM, KOMMYECTBO
PETUKYNOLMTOB, CbIBOPOTOYHbIA  GUIMPYOHH,
NAT AnAT.
= MHoraa npoBoZMTC M3MepeHue CopepxaHus
reMOCMZEPUHA B MOYe, ranTornobuHa B CbiBO-
POTKE KPOBM.
= Pexe npoBoamTCS U3MepeHne BPEMEHM XU3HH
3PUTPOLMTOB C MOMOLLbIO PasMOU30TOMHbIX
METOZOB.
lemonu3 HeobX0aMMO NOA03PEBATH Y MALMEH-
TOB C aHEMMEH U PETUKYNOLMTO30M, 0COBEHHO NpU
HANMYMKM CNNEHOMETaNUW WK [PYrOil BOIMOXHO
npuuuHbl. Mpu NOLO3PEHNM Ha JaHHYK NaTono-
TMI0 BbIMOHSETCS Ma30K nepudepuyeckoit KpoBu,
onpegensetcs yposeHb buanpybuHa, 1AM u AnAT
B CbIBOPOTKE KpOBM. ECM 3TM MeTodbl He fatoT
pe3ynbTaTta, HeobXxooMMO WMCCIEefoBaHMe copep-
KaHMS TeMOCMAepUHa B MOYe W rantornobuxa B
CbIBOPOTKE KPOBM.
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Mopconoruyeckie  aHOManuM  IPUTPOLIUTOB
pexe SBNSIOTCS AMArHOCTUYECKUMU KPUTEPUAMM,
OfIHAKO OHM YacTO CBMOETENbCTBYKOT O MPUYMHE
remonu3a (tabn. 141-2). K naHHbIM, n03B0NSIOWMM
MPeAnonaratb reMoMTUYECKYK aHEMUI, OTHOCSTCA
nosbilweHue yposHs JII 1 Henpsimoro 6unnpybua
B CbIBOPOTKE KPOBM MpW HOPMANbHOM 3HAYEHUM
ANAT, Hannune ypobunuHoreHa B Moue. Hannuue
BHYTPMCOCYAMCTOTO reMo/IM3a MOXHO Npeanosaratb
npy 06HapyXeHn B Maske nepudepuyeckoit Kpo-
BY (DparMeHTOB IPUTPOLMTOB (LLIMCTOLMTOB) U CHH-
KEHWUM CbIBOPOTOYHOTO YPOBHS ranTormobuHa, KoTo-
poe TeM He MeHee Takxke MOXeT ObiTb 00yC1I0BAEHO
renatouenntonsapHoi AuchyHkumel, B To Bpems Kak
MOBbILIEHWE YPOBHA ranTornobuHa Habnozaetca
NP1 CUCTEMHOM BOCManeHuu. Hanuume BHYTpUCO-
CYAMCTOrO TeMONM3a Takke MOXHO Npeanonarath
Mo pe3yNbTataM MCUILOBAHUS COLEpXKaHus re-
MOCHAiEpHHa B MOYe. [eMornobuHypus, Tak e Kak
remMatypus W MUOMOBUHYpHS, XapaKTepu3yeTca
MONOXUTENbHBIM OEH3MAMHOBBIM TECTOM (N0 3KC-
npecc-nonocke); AvddepeHuManbHas AnarHoCTuKa
reMoNIM3a M reMaTtypun MOXeT DbiTb OCHOBaHA Ha
OTCYTCTBUM 3PUTPOLMTOB MPU MUKPOCKOMMYECKOM
uccnedoBaHuM Moun. Kpome Toro, CBOBOAHbIN
reMornobuH MpUAaeT nnasme KpacHOBATO-KOpHY-
HEBbIl LIBET, YTO YacTo MOXeT BbiTb 3aMETHO Mpw
LEHTPUGYrMpOBaHUM KDOBM; MMOTTIOBMH [JaHHbIM
CBOWCTBOM He 0bnajaer.

XoTA Hanuuue remMonu3a, Kak npasuio, MoXeT
BbITb YCTAHOBNEHO NO 3TUM MPOCTBIM KPUTEPHSIM,
OKOHYaTeNbHbIA [MarHo3 OCHOBaH Ha onpepene-
HUM CPOKA XXMU3HM IPUTPOLMTOB MyTeM MpoBese-
HWS| PaZyMOM30TONHOTO UCCNeSOBaHMS (K NPUMEPY,
C PaAMOaKTUBHBIM XPOMOM 51Cr). Mytem u3mepe-
HUS MPOLOMKUTENBHOCTU KM3HM MEYeHbIX 3pu-
TPOLMTOB MOXHO YCTAHOBMTb (aKT remMonu3a, a
TaKKe MLEHTUOUUMPOBATL MECTO UX Pa3pylUeHus
C MOMOLLbBK PacyeTa NoWAAN NOBEPXHOCTH Tena.
TeM He MeHee JaHHbIil METOZ, NPUMEHSETCS PeaKo.

Mocne NOATBEPXKAEHUS HANMUMA  reMOM3a
HeobX0MMO BbISBUTL €ro cneuuuyeckyio npu-
YuHy. NpUMEHSIOTCA CefytoLMe METOZbI CyeHus
AMGdepeHLManbHoOro MarHo3a reMoauTUYeckux
aHeMuit: yueT GakTopoB pucka (reorpadmueckuit
PErMOH, HAaUIeACTBEHHOCTb, COMYTCTBYIOWME 3360-
NIeBaHNS), BbIBNEHUE CTIEHOMErasuK, BbINONHE-
HMe MpsAMOro aHTUMoBYNMHOBOMO TecTa (Mpsmas

TABN.141-2.MOP®ONOTMYECKUE U3MEHEHUA
IPUTPOLUTOB NPUTEMONUTHYECKUX AHEMUAX

MOP®OJIOTUA NMPUYUHDI
3PUTPOLUTOB
ChepounTbl TeMoTpaHcPy3uu, NpUMeHeHKe KopTH-
KOCTepouaoB
[emonuTHyeckas aHemus, 06ycnoeneH-
Has TennoBbIMM aHTUTENAMK
HacnencrseHHbii chepounTos
LLncroumTsl MukpoaHruonatus
BHyTpUCOCYAMCTbIE MMNNAHTATbI
MuweHeB1aHble [emornobuHonatim (cepnosuaHo-
3PUTPOLUTI knetoyHas aHemus, 6onesHb Hb C,
Tanaccemum)
HapylweHue dyHKLMM nevenm
CepnosuaHble CepnoBMaHOKNETOYHAA aHEMMS
3PUTPOLUTI
ArTnioTMHMpOBaHHble | BonesHb X0N0A0BbIX armIOTUHUHOB

KNETKN

Tenbua leitua unn  [eduuur rmioko30-6-Gocdaraern-

LerMauuThl [LporeHasbl
OKuCAUTeNbHbIA CTpecc
HecrabunbHblit reMornobuH

Slopocogepxame  bonblas Tanaccemust

3puTPOBAACTHI

B COYETaHUH C

6asodunueit

AKaHTOUMTBI AHeMMS CO LWNOPOBUAHbIMU 3PUTPO-

umTaMu

npoba Kymbca) u maska nepudepuyeckoit kpo-
BU; B DONbLMHCTBE CyyaeB ByayT HabnoaaTbca
OTKJIOHEHW KaK MWHMMYM OfHOTO M3 [aHHbIX
MoKa3aTeNei, YTo ONpemenuT TakTUKY HAanbHelt-
Wero MCCNEZ0BAHUA (A1St YCTAHOBNEHHS NPUYMHBI
reMoIu3a), KOTOPOe MOXKET BKIIOYaTh ClefyroLme
NabopaTopHble METOfbI:

= KO/IMYECTBEHHbI 3n1eKTPOdOpE3 reMornobuHa;
= aHa/m3 hepMeHTOB IPUTPOLIMTOB;

= QnoyuutomeTpus;

= BbIABNIEHNE XOIOA0BbIX ArMIOTUHWHOB;

= 0CMOTMYECKaSH PE3UCTEHTHOCTD.

XOTa CyWwecTByOT METOfbI, NO3BONAIOWME OT/IU-
YNTb BHYTPUCOCYAMCTbIN TEMONM3 OT BHECOCYINUCTO-
ro, MHOTOA MX [OCTAaTOYHO TSKENO Pa3rpaHuuMTb.
Mpy pa3pyLeHNUM SpUTPOLIUTOB 0BLIYHO BOBNIEUEHSI
06a MexaHu13Ma, XOTS M B PA3NIMYHON CTENEHM.

Jleuenune

Jleyenne 3aBUCHT OT CeundUYecKoro Mexa-
HW3Ma reMonu3a.

Mpw reMornobuHypum 1 reMOCUAEPHUHYPUN He-
06X01MMO MpOBEEHME 3aMECTUTENBHOM Tepanuu
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Spurpoumtsi ¢ lgG ( Y) MHkybauma
umm C3 ( C ) Ha noBepxHocTH
MeMbpaHbl

w3 ()

C aHTUTENaMu
yenoseka Ig (

ArToTMHALMA
(nonoxuTenbHas
) npoba Kymbca)

Puc. 141-1. Nipamas npo6a Kym6ca. Mpamas npo6a Kymbca ucnosnb3yetcs 4ns onpeaeneHms Hanuuus aHtuapupoLmtapHbix anturen (1gG) uim
KkomnneMenTa (C3) Ha noBepxHOCTM MeMBPaH 3pUTPOLMTOB. IPUTPOLIUTHI NALIMEHTA MHKYOMPYIOT C aHTUTeNaMu K Yenoeyeckomy 1gG u C3.Ecin
1gG nan C3 cBA3aHbI C 3pUTPOLUTAPHOI MeMOPaHOiA, HabNIOAAETCA ArTAKTMHALMA ~ NONOKMTENbHbIA Pe3ynbTar. MoNOKUTENbHbIA pe3ynbTar
CBMAETENLCTBYET O HAWUWK AYTOAHTUTEN K SPUTPOLIMTAM (ECIM NALMEHT He NONYYan reMoTpaHCdy3uM B TeyeHne 3 MecqLes), annoaHTUTEN K
JIOHOPCKMM 3pUTPOLIMTaM (06bI4HO HABAIOAAIOTCA NPM OCTPOV WA OTCPOYEHHO FeMOMUTUYECKOI PeaKLiMm) Ui NeKkapCTBEHHO-MHAYLMPOBAH-

HbIX aHTU3PUTPOLUTAPHBIX aHTUTEN.

npenaparamu xenesa. Ha HauyanbHbIX 3Tanax ne-
YeHusi ayTOMMMYHHOTO reMonn3a, 06yC0BNEHHOTO
HanMumeM TennoBbIX aHTuTen, 3GMeKTUBHbI KOPTH-
KocTepouabl. MHorokpaTtHble reMoTpaHcty3um Mo-
TYT BbI3bIBaTb M30BITOUHYI0 aKKyMyASLMIO Xenesa
B OpraHu3Me, 4yto TpebyeT npUMeHeHUs XenaTHou
Tepanuu. B HekoTopbix CuTyaumsix Heobxoau-
MO BbIMOSHEHME CMAEHIKTOMUM, 0COBEHHO e
pa3pyLUeHne IpUTPOLIMTOB B CeNe3eHKe SBASETCH
OCHOBHOM MpUYMHOI reMon3a. o BO3MOXHOCTH
CMNEH3KTOMMS BbIMONHAETCA Yepe3 2 Hepenun no-
C1e WMMYHM3aUMM BAaKUMHAMW MPOTUB MHEBMO-
KOKKa, 2eMO@UIbHOU NANOYKU U MEHWUHTOKOKKA.
Mpu 60n€3HM XONOAOBbIX AHTUTEN MaLMEHTY pe-
KOMEHZyeTCst HaXoAuTbCA B Tenne. Mpu AnuTensHo
CylLeCTBYIOLIEM reMonu3e HeobXoAnMa 3aMecTu-
TenbHas Tepanus GonMeBoi KUCIOTO.

AYTOUMMYHHAA TEMOJINTH-
YECKAQ AHEMUA

AyTOMMMYHHas reMonMTHYECKas aHeMmus o6ycnosneHa
ayToaHTUTENaMK, KOTOpble PearupylT ¢ IpUTPOLIUTAMMU
npu Temneparype >37 °C (remonuTM4ecKas aHemms C Te-

nnoBbIMM aHTUTENaMK) unu <37 °C (6oneHb X0N0A0BbIX
aHtuten). Tun remMonusa 06bIMHO BHECOCYAMUCTDINH. Mps-
MOi1 aHTUIN06YNMHOBBIN TecT (npoba Kymbca) nossonser
YCTaHOBMUTb AMArHO3 W NPEANONOKUTL NPUUKHY. JleyeHue
3aBMCHT OT NPUYMHBI M MOXKET BK/IIOYaTb NPUMEHEHHE KOp-
TUKOCTEPOMA0B, BHYTPUBEHHBIX UMMYHOINOGYNMHOB, M-
MYHOCYNPECCaHTOB, CIIEHIKTOMMIO, TaKXKe Tpebylotca oT-
Ka3 oT reMOTpaHcy3uii, 0TMEHA HEKOTOPBIX NPenaparos.

Jtnonorusa

lemonuTHveckas aHemus, 06yC10BAEHHAs
TEeNnNoBbIMM AHTUTENAMH. [EMOUTIYECKAS aHe-
MUS| C TEN/OBbIMU aHTUTENAMM SBISETCA Hanbonee
pacnpocTpaHeHHoi GopMoit ayTOMMMYHHOM reMo-
NUTUYeCKo aHemmum (AMTA); oHa yalle BCTpeyaeTtcs
CPefint XeHLWWH. TenoBble aHTUTENa, Kak MpaBuso,
BCTYNAKOT B peakupio npu Temnepatype =37 °C.
OHuM MoryT 06pa30BbIBATLCA CMOHTAHHO MO0 Kak
nposiBeHne onpeneneHHbix 3abonesanuit (CKB,
MM(OMa, XpOHWYeckuit numdoneitkos). Hekoro-
pble npenapatbl (K npuMepy, a-MeTUA0Ma, NeBOLO-
na - 1abn. 141-3) cumynupyroT NPOAYKLMIO ayTo-
aHTuten k Rh-aHtureHam (QAMTA, accoummpoBarHas
C NpUMeHeHueM a-MeTUALonbI). [ipyrie npenapartbl
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CbiBOpOTKa KpoBM
nauventa lgG (Y')

WHKy6aumsa

Fie
7

WHKybaumsa
C aHTUTENAMK
yenoseka lg (X)

C peareHTamm
3PUTPOLMTOB

[NepenneteHue HeKOTOPbIX
lgG ¢ pearenTamu
3pUTPOLIMTOB

ArrnioTMHaLms
(nonoxutenbHas npoba Kymbea)

Puc. 141-2. Henpamas npo6a Kym6ca. Henpsmas npo6a Kym6ca UCnonb3yetcs As onpeaenenns aHTuapuTpoLmMTapHbix aHTuen 1gG 8 coigo-
pOTKe KpOBM NaLeHTa. K 3TOM CbIBOPOTKY KPOBU MHKYGMPYIOT C IpUTPOLIMTAPHLIM peareHToM; 3aTem 4o6asnsioT cbiBopoTKy Kymbea, conep-
Kallyto aHTUTena K yenoseyeckoMy 1gG (aHTu-1gG). ArrrTuHaLMA CBUAETENLCTBYET O HanMuMK ayTo- b0 annoanTuTen (IgG) K 3puUTpOLUTaM.
JlaHHbIiA TECT Takke CNONb3yeTca ANS ONpeaeneHus cneunduUHoCTY annoaHTUTeN.

CTUMYNIMPYIOT MPOAYKLMIO aYTOAHTUTEN K MeMBpaH-
HOMYy KOMMJIEKCY aHTMOMOTUK - 3pUTPOLMT Kak
YaCTb TPAH3UTOPHOIO rarnTeHOBOMO MeXaHW3Ma;
ranTeH MoXeT ObiTb CTabubHbIM (BbICOKME [03bI
MEHMUMANMHA, LedanocnopuHbl) WM Hectabunb-
HbIM (XMHWOWH, CynbAHUNAMULI).

Mpu reMOAUTMYECKOI aHeMMH, 0BYCNOBNEHHOI
TEMNOBbIMM AHTUTENAMM, FEMOJIU3 MPOUCXOINT B
OCHOBHOM B cene3eHke. OH YacTo JOCTUraeT Ta-
KENOW CTENEHW W MOXET NPUBOINTD K JIETANbHOMY
ucxofy. bonbluas YacTb TENNIOBbIX ayTOAHTUTEN OT-
HocuTes K 1gG. OHM ABNSKOTCA MaHArmIOTMHUHAMK
W yallle BCETO XapaKTepW3ylTCs OrpaHUYEHHOM
cneuuduyHoCTbIO.

bone3nb X0n0A0BbIX arrNIOTUHUHOB. Ho-
Ne3Hb XONMOZOBbIX ArMMIOTMHMHOB (DONE3Hb X0no-
LOBbIX aHTUTEN) 00YCNOBNEHA ayTOAHTUTENAMM,

KoTOpble BCTYMAKT B peakumto npu Temnepatype
<37 °C. MHorna oHM 0BpasyloTcs npu uHbek-
LMOHHbIX 3aboneBaHusx (0COBEHHO yacTo npu
MUKNONNa3MEHHON MHEBMOHWM AN UHDEKLMOH-
HOM MOHOHYK/eo3e), numdonponudepaTmBHbIX
COCTOAHMSAX; 0KONO 1/2 BCeX CTyuaeB (B OCHOBHOM
Y NOXWAbIX) OTHOCATC K MAMOMaTAYeckum. [pu
MHOEKLMOHHOM TeHe3e CyLIECTBYET TEHAEHLMS K
OCTPOMY TEYEHHIO, B TO BPEMS KaK NS MAMONATU-
yeckoro 3aboneBaHus XapakTEpPHO XPOHWYecKoe
TeyeHne. Habntogaetcs npeuMyliecTBEHHO BHe-
COCYRUCTbIA TeMONU3, KOTOPbIA OCyLeCTBASETCS
MOHOHYKNeapHoii harounTapHoii C1CTEMON neve-
HW. AHEMMS, KaK NpaBKAo, He AOCTUIaeT TKeNon
crenenm (Hb >7.5 r/mn). Xonomosele ayToartio-
TUHWHBI 06bIYHO OTHOCSTCS K IgM. MoBbiweHue
Temnepatypbl (MpubAMKeHMe K HOPMaNbHOM TeM-
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nepatype Tena), Npu KOTOpOi JaHHble aHTWTena
pearvpytoT ¢ 3pUTPOLIMTAMK, YCUNMBAET TEMONM3.
MapokcusmanbHas XonomoBasi reMorno-
6uHypua. [lapokcu3manbHas  XonoaoBas  re-
mornobutypus (MXI, curgpom [loHata - Jlawa-
WTeliHepa) OTHOCUTCA K PefKoMy Tuny 6onesHu
XONOAOBbIX arTMIOTUHWUHOB. [eMONU3  BO3HMKAET
npyM BO3OEACTBMM XONOAA, [OAKE JIOKASbHOM
(ynotpebneHue XONOAHbIX HAMWTKOB, MbITbe PYK
B XONOAHOM BOfeE). IgG-ayToreMonM3NH CBA3bIBa-
€TCA C 3PUTPOLIMTaMM NIPU HU3KOI TeMMepaType v
BbI3bIBAET BHYTPHUCOCYAMCTbIN FEMONN3 MK Moce-
[lytoleM HarpeBahuu. [laHHoe 3aboneBaHue valle
BCEr0 Pa3BMBAETCA NOCTE NEPEHECEHHOI Hecnell-
nbuyeckoit BUPYCHOM MHOEKLMM, OIHAKO MOXET
BO3HMKaTb ¥ Ha GoHe nonHoro 310poBbs. Habmio-
[AeTCs Y HEKOTOPbIX MALMEHTOB C BPOXAEHHbIM
WM npuobpeTeHHbIM cudumcoM. TkeCTb aHe-
MMM M CKOPOCTb €e Pa3BUTMS BapbupYeT, MOXET
HabnioaaThes QYNbMUHAHTHOE TEYEHME.

CMMNTOMBI ¥ NPU3HAKK

CUMNTOMbI TeMOMIMTMYECKOA aHEMUM C TEMNo-
BbIMM aHTMTENaMM 0DYCIOBNEHbI aHeMueid. Mpu
TSHKENOM TEYEHUM MOTYT HabMIoAaTCs IMX0PAKa,
60onb B rpyan, 0BMOPOKM, CepaeyHas HeloCTaTou-
HOCTb. XapaKTepHa nierkast CnjeHoMeranms.

bonesHb X0NM0AOBbIX  ArTMOTUHMHOB  MaHu-
decTMpyeT Kak OCTpas WM XpOHWueckas re-
MOJMTMYECKAs aHeMus. MoryT npucyTCTBOBaTh
Lpyrve TpOSIBNEHMS MOBbILIEHHON XOIOLOBOVA
YyBCTBUTENBHOCTW (aKPOLMAHO3, CUHAPOM PeiiHo,
OKK/HO3MOHHBIE MOPAXEHHUS, aCCOLMMPOBAHHbIE C
xonofom). K cumnromam MXT oTHoCsTCS Cnenyto-
Ve NposiBNEHMS: CUIbHAs HOMb B CMUHE U HOraX,
rofoBHas 60b, PBOTA, AMAPes, BbiAENEHUE MOYH
TEMHO-KOPUYHEBOTO LiBETa. MOXET MpUCYTCTBO-
BaTb renatocnneHoMeranms.

AunarHocTuka

= CNexTp WUCCNefoBaHuii Ans BbiSBEHUS TeMo-
NUTMYECKON aHeMuu (Ma3ok nepuepuyeckoil
KPOBM, KONMYECTBO PETUKYNOLMTOB, MHOMAA
COZEepXaHue reMocuaepuHa B Move, rantorno-
B1Ha B CbIBOPOTKE KPOBM).

= [pAMON aHTUrNO6YAMHOBBIN TeCT.
AUTA HeobxoauMo noao3peBath Y MALMEHTOB

C TEMOIUTUYECKOI aHeMHeld, 0C0DEHHO Npy Tsixe-

TAB/1.141-3. NEKAPCTBEHHDBIE NPEMAPATbI,
KOTOPBIE BbI3bIBAT TEMONIUTUYECKYI0
AHEMUIO CTENNOBbIMU AHTUTENAMHU

MEXAHU3M MPEMAPATDI
06pa3oBaHue aytoaH- | Lledanocnopunbl
uten K Rh-auuredam | [luknodeHak

Moynpoder
WHtepdepoH-ansdha
NleBogona

MedeHamoBas kuuiota
a-MeTungona
MpokanHamuz
Tenunosup,
TuopuzasmH

TonmeTnH

CTabunbHblit ranTe LledanocnopmHbl
(DnyopecuenH Hatpus
MeHnunnuHbI
TetpauuknuH

TonbyTamup,

HectabunbHblii
ranTeH UM MexaHusM
Heu3BecTeH

[lapa-aMMHOCNMLMN0BAS KUCIOTA
AmdotepuupH B
AHTazonuH
LlehanocnopuHbl
Xnopnponamuz,
[lnknodexak
Lmatunctunbb3cTpon
[lokcenuH
[Mapoxnopotuasma
M30Huasug,
MpobeHeums,
XUHUAUH

XWHUH

Pucbamnun
CynbGaxunamuppl
TuoneHtan

TonmeTnH

NOM TEYEHUM MW HANMYMK PYTMX XapaKTePHbIX
CMMNTOMOB. Pe3ynbTathl 06bIYHbIX 1aBOPATOPHbIX
TECTOB CBMAETENbCTBYIOT O HalUuuUM BHECOCYOU-
CTOr0 TeMoM3a (FeMOCUAEPUHYPUS OTCYTCTBYET;
YpOBeHb rantornobuHa 630K K HopMe), 3a UC-
KIIOYEHUEM CNTy4aeB TAKENOrO OCTPOr0 TEYeHMs
UM cumnToMatukm, obycnosnerHoi NMXT TunnyHo
Hannume chepounTosa 1 nosbiwenne MCHC.
[lnarHoctuka AUTA ocHoBaHa Ha onpeaeneHuu
aAYTOaHTUTEN C MOMOLLBID MPAMOTO aHTU0bYH-
HOBOrO Tecta (mpoba Kymbca). AHTurnobynuHoByio
CbIBOPOTKY [00ABSIOT K OTMbITbIM 3PUTPOLIMTAM
MauyeHTa; arriioTMHALMS CBUOETENbCTBYET O Ha-
NMYMM UIMMYHOTNIOBYNMHOB MM KOMMIEMEHTA
(C), cBs3anHoro ¢ 3pwtpouutamu. Kak mpasuno,
INA TEMONUTUYECKOM aHeMMM C TEMNOBbIMM aH-
TUTENaMM XapakTepHO Hanuuue 1gG, ans 6onesnu
X0N0A0BbIX aHTuTen - Hannume C3 (C3b u C3d).
[laHHbIA TecT umeet <98% 4yBCTBUTENLHOCTL B
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Spurpoumtsi ¢ lgG (Y') Wnkybaumsa
umm C3 ((C ) Ha noBepxHocTH
MeMOpaHbl

w3 ()

C aHTUTENaMM
yenoseka Ig (

ArrnioTHaums
(nonoxmTenbHas
) npoba Kymbca)

Puc. 141-3. Mpamas npoba Kymbca. Mpamas npo6a KyMBca MCnonb3yeTca A YCTaHOBNEHUS HaMuMs aHTUIPUTPOLUTapHBIX aHTuTen (IgG)
wnm komnnemenTta (C3) Ha MeMbpaHax 3pUTPOLIMTOB. IPUTPOLIUTHI NaLMEHTa UHKYBUPYIOT C aHTUTeNaMu k Yenoseyeckomy IgG u C3. Mpu Hanu-
umnn 1gG uam (3, cBS3aHHbIX C IPUTPOLIUTAPHOH MeMOPaHOI, HabNIOAAETCS armIOTUHALMS ~ Pe3yNbTaT NONOKMTENbHbIA. OH CBUAETENLCTBYET O
HaNM4MM AHTUIPUTPOLITAPHBIX AYTOAHTUTEN (B TOM CNIy4ae, €N B TeYeHHe NOCNEAHNX 3 MeCALEB He NPOBOAMAACH reMOTPaHcy3ws), annoax-
TUTEN K IOHOPCKUM 3PUTPOLIUTAM (0BbIYHO BO3HMKAIOT NPM OCTPOIA UM OTCPOYEHHOM reMONUTUYECKOI PeaKLInK), NeKapCTBEHHO-UHAYLIMPOBaH-

HbIX aHTU3PUTPOLMUTAPHBIX aHTUTEN.

OTHOWEHWM AuarHocTukmM AUTA; noxHoOTpULA-
TeNbHble Pe3yNbTaTbl MOryT HabMofaths B TOM
C1y4ae, v JaHHble aHTUTeNa OTHOCATCA K Knaccy
IgA unu IgM nMbo Mx NAOTHOCTb KpaitHe HU3Kas.
(TeneHb BbIPBXEHHOCTM Peakuuu Npu nposese-
HUM NPSIMOTO aHTUINOBYNMHOBOMO TeCTa Koppenu-
pyeT ¢ konnyectoM monekyn IgG uam C3, cBsi3aH-
HbIX C 3PUTPOLMTAMM, MU MOXET OPUEHTUPOBOYHO
CBMAETENbCTBOBATb O PUCKE PA3BUTUS reMonu3a.
[lononHuTenbHbIA TECT NPOBOAMTCS CIELYHOLWNM
06pa3oM: nnasMy KpoBM MaLMeHTa CMeLnBakoT
C HOpManbHbLIMM 3PUTPOLMTAMU [S OMpefene-
HUSI HanKumMs CBOBOAHbBIX aHTUTEN JAaHHOO TMNa
B Mna3Me KpOBM (HEMPAMOMA aHTUIMOBYNMHOBbIA
Tect [HenpsiMas npoba Kymbca]). Kak npasuno, no-
NOXMTENbHbIA HENPSMOW aHTUINOOYAMHOBBIN TECT
B COYETaHWM C OTPULATENbHBIM MPSMbIM TECTOM
03HauaeT Hafuuue annoaHTuTeNn, 0BYCIOBAEHHbIX
OepeMeHHOCTbI0, NpenLecTBYOWMMM FeMOTPAHC-
dy3musMM, MepeKpecTHOi NEeKTMHOBOW aKTUBHO-
CTbl0, @ HE MMMYHHbIM reMonn30M. Heobxoanumo
YUUTbIBaTh, YTO Jake OOHapyXeHue TennoBbix
aHTUTEN He CBUAETENbCTBYET O HAMYMU FEMONN3a,
MoCKoNbKy NonoxuTenbHas npoba Kymbea Habnto-
paetcs y 1/10000 300poBbIx AOHOPOB KPOBM.

Mocne ycTaHoBneHus amarHosa AUTA ¢ nomo-
wbto npobbl Kymbca Heobxoaumo aanbHewwee
obcnenoBaHne ana nposefenus AnddepeHuy-
ANbHOW  AMArHOCTUKM  MeXOy reMOUTMYECKOM
aHeMuen C TennoBbIMU aHTUTENAMU U BoNe3Hbio
XONOAIOBbIX aArrNIOTMHUHOB. Takke Heobxoaumo
YCTAHOBUTb MeXaHW3M UMMYHHOTO OTBETA ANS re-
MONIMTMYECKOI aHEMHUM, 06YCNIOBNEHHOM TENOBbI-
MM aHTMTeNaMu. Hacto 310 MOXHO CAenatb nyTeMm
Hab/t0AeHMS 33 NPSAMOIA aHTUI0BYNMHOBOM peak-
Len. Bo3MoxHbI TpU BapuaHTa.

= Peakums nonoxutensHa ans aHtu-lgG u otpu-

LatenbHa ana aHTu-C3. [laHHbIi BapUaHT BCTpe-

YaeTCs NpW MAMONATUYECKOH M 1eKapCTBEHHOM

0 (B OTBET Ha NMPpUMeHeHHe a-MeTungonsl) AUTA,

TaKKe OH 0DbIYHO XapaKTepeH ANA reMonuTy-

YecKoi aHemuu, 0DYCNOBNEHHOW HanuumeM

TENNOBbIX aHTUTEN.

= Peakumst nonoxwtenbHa ons aHtu-1gG u aH-
7-C3. [1aHHbIiA BapuaHT BCTpeyaetcs npu CKB

1 uomonatnueckon AUIA, Takke OH 00blYHO

XapakTepeH [N reMOAUTMYECKOA aHeMMM,

00YCNI0BNIEHHOM HANMYMEM TENNOBbIX aHTUTEN.

Mpu NekapcTBeHHO-MHAYLMPOBAHHOM aHEeMMMU

[JaHHbI BapuaHT He HabnoaaeTcs.
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= Peakuns nonoxutenbHa ang aHtM-C3 u or-
puuatenbHa ons aHtu-1gG. [laHHbI BapuaHT

Habnofaetcs npu OONE3HM XOMOAOBLIX ar-

TMIOTMHMHOB. OIHAKO OH PedKo BCTPEYaeTCs

npu uamonatudeckoir AUTA, reMonnTUYeCKoi

aHeMuK, 00YCNOBNEHHON HaMUMEM TEMJIOBbIX
aHtuten (IgG ¢ HM3KOM aMHHOCTbIO), HekoTo-

PbIX NIeKapCTBEHHO-MHAYLMPOBAHHbIX CyYasx

3abonesanus v MXT.

CyuwiecTyioT [pyrue MCCNe0BaHMS, KOTOpble
n03B0ASIOT NPEANONOKUTL NPUunHy AUTA, 0iHaKo
OHM HE ABAATCA AMArHOCTUYECKM 3HAYUMBIMM.
Mpu 60ne3HM X0NOLOBbIX ArFIHOTUHUHOB IPUTPO-
UMTbI PacrionoXeHbl B Maske nepudepuyeckoi
KpoBM B Bue ckonneHuit. C 3TM CBA3aHO TO,
4TO MpY aBTOMATMYECKOM MOZCYETE KIETOK YacTo
BbiSBNAeTCS noBbileHne MCY u kaxylieecs CHu-
KEHWE YPOBHS reMornobuHa; Npu HarpeBaHuy Co-
Cyna pykamu 1 MocieayioleM nopcyeTe nokasare-
Neit HabntoAAeTCS X 3HAUUTENbHOE NPUONIKEHNE
K HopMe. [eMONMTUYECKYI0 aHEMMIO C TEMNOBLIMH
aHTUTENAMM 4acTo MOXHO oTAMGdepeHLMpoBaTh
OT aHEMMM C XOIOZO0BbIMM aHTUTENAMU N0 TEMME-
paType, Npy KOTOPO#A CTAHOBUTCS MONIOXMUTENbHBIM
MpSIMOW aHTUMMOBYNMHOBDIA TECT; NONOXMTENbHAS
peakuus npu Temneparype =37 °C 03HauaerT Ha-
NMYMe TEMONUTMYECKOM aHEMUM C TEMNOBbIMM
aHTUTENaMM, B TO BPEMS KaK MONOXUTENbHAA
peakumst npu 6onee HU3KOI TemnepaType CBufe-
TENbCTBYET 0 HONE3HM XONIOLOBbIX ArTMHOTUHUHOB.

Ecm ectb nopo3penue Ha Hanuume [XT, Bbl-
nonHsetcs Tect [loHaTa - JlaHawTeiRHepa, KOTopbIi
apnsetcs cneunduunbiv ang NXI PekomeHayetca
obcnenoBanue Ha cuduamc.

Jleuenune
= [1p¥ NekapCTBEHHO-MHAYLMPOBAHHON reMonu-
TUYECKOH aHEMMM, 0BYCNIOBNIEHHO! TEMNOBLIMHU
AHTUTENaMM, HeobX0AMMa OTMeHa NeKapCTBEH-
HOTO Npenapara, MHOTa MOXET NoTpebOoBaThCs
BHYTPUBEHHOE BBEAEHME MMMYHOMMOBYMHOB.
= [Ip¥ MOMONaTMYECKON TeMONUTUYECKON aHe-
MU, 0BYCTIOBNEHHONM TEMNOBLIMM aHTUTENAMM,
HeobXoaMMO HasHaueHue KOPTUKOCTEPOUOB.
w [1p1 60NE3HM X0N0A0BbIX ArTTUHUHOB HE0b-
X0MMO M36eraTh NepeoxnaxaeHms.
Jleyenne 3aBUCHT OT CeundUYecKoro Mexa-
HW3Ma reMonu3a.

lemonuTHMYecKMe aHeMuM, 06YCNOBAEH-
Hble TennoBbIMM aHTHTenamu. [lpu nekap-
CTBEHHO-MHAYLUPOBAHHOM reMONUTUYECKOM
aHeMuu, 0BYCNOBNEHHOW TeMnoBbIMM aHTUTENa-
MW, OTMEHA NIEKAPCTBEHHOMO Mpenapara CHWKaeT
ckopocTb remonu3a. Mpu aAWTA, obycioBneHHoV
MpUEMOM Q-METULONbI, FeMoK3 0BbI4HO Npekpa-
LLAETCS B TeYeHWe 3 Heflenb; TeM He MeHee Mosio-
utenbHas npoba Kymbca MoxeT coxpaHsTbes >1
roga. MNpu ranteHonocpenoBaHHoi AUTA remonu3
MpeKpaLLAeTC NoUie MMMUHALMKM Npenapata u3
nnasMbl Kposu. [lpu nekapCcTBEHHO-MHAYLMPO-
BaHHOM TeMonu3e KOPTUKOCTEPOMAbI OKA3bIBAKOT
MW HE3HAUUTeNbHbINA IPDeEKT; B AaHHOM Cyyae
Honee 3QdeKTUBHBI UHDY3UM UMMYHOTNOBYMHOB.

Koptvkocteponabl (npeghmson 1 mr/kr 1 pa3
B CyTKM WM B Bonee BbICOKMX [03aX) OTHOCSTCA K
Tepanuu Bbibopa npu manonatuyeckon AUIA, oby-
UI0BNEHHOI TennoBbIMK aHTUTenamu. Mpu kpaitHe
TSKENOM reMonu3e pekoMeHOBaHa BBOAHAS [03a
100-200 Mr. Y 601bLIMHCTBA MALMEHTOB OTMEYAET-
(Sl XOPOLLMIA OTBET Ha JIeyeHue, NPUBAMMUTENLHO B
1/3 Cy4aeB OH coxpaHsetcs nocie 12-20 Hepenb
Tepanuu. Mpyu CTabunM3aLmu KOMYeCTBa 3puTpo-
LUMTOB  KOPTMKOCTEPOMZbI MOCTENEHHO OTMEHSIOT.
Ecm kopTHKoCTepoMaHas Tepanus OKa3blBaeTcs He-
3 deTMBHOI MO0 NoUTe ee OTMeHbI HabnioaaeTcs
PELMIMB, BbINOMHSETCS  CreHIKToMMA.  [pubnu-
3UTENbHO B 1/3—1/2 CNy4aeB Moie CNAEHIKTOMMUM
HabMoAETCa YCTOIYMBLIA OTBET Ha Neverue. Mpu
OYNbMUHAHTHOM TeMOM3e MPUMEHSETCS Mia3Ma-
Gepes3. Mpu MeHee TAKENOM, HO HEKOHTPOAMPYEMOM
reMonu3e BpeMeHHOe YyulLleHue MoryT obecrneumnTb
UHGY3MM MMMYHOIMIOBYNMHOB. B Cliyuae e KopT-
KOCTEPOMAHAR TEPANMS U CTIEHIKTOMMUS OKa3aNuCh
HeaddekTMBHbI, TPeOYETCA JOATOCPOYHOE MpUMe-
HEHMe UMMYHOCYNPECCAHTOB (B T.4. LIMKNOCTIOPHHA).

Hanuume  naHarmioTMHUPYIOWMX  TemoBbiX
QHTUTEN NPV TEMONUTUYECKOW aHeMUU 3aTpyaHS-
eT nopbop AOHOPCKOi KpoBu. Kpome Toro, npw
reMoTpaHcdy3uax u4acto 06pasylTca  annoak-
TUTENa, KOTOpble MOTEHLMMPYIOT [AeiCTBME YXe
CYLECTBYIOWMX AYTOAHTUTEN, YCUAMBAs reMonu3.
TakuM 06pa3oM, reMoTpaHc(y3uit HeobxoauMo no
BO3MOXHOCTH u3berath. B kpaiiHem cyuae gony-
CTUMO nepenvBanue HebOMbLIMX KONMYECTB KPOBY
(100-200 mn B TeueHue 1-2 yacos, Ipu MOHHUTO-
pUHre remMonu3a)
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bonesHb X0N10A0BbIX ArrMOTUHUHOB. [1py
OCTPOM TeyeHuu 3ab0eBaHNs NeYeHne B OCHOB-
HOM NO[LAEPXKMBAIOLLLEE, NOCKOSbKY aHEMUS MOXKET
HOCHTb CaMOOrpaHMYMBatOWMIACS XapakTep. Mpu
XPOHMYECKOM TEYEHUM KOHTPO/b aHEMMM 4acTo
0becneynBaeTCs leyeHneM 0CHOBHOrO 3abonesa-
Hus. TeM He MeHee Npu MaMoNaTMYeckoM XpOHM-
yeckoM 3aboneBaHuu aHemus nerkoii crenenu (Hb
9-10 r/mn) MOXeT COXPaHSTbCS B TeyeHue BCeWd
XU3HW. U3beraHne BO3MEACTBMS Xonoda Takxke
MPUBOANT K 3HAUMTENbHOMY YNyyLieHuto. CineHak-
TOMMS HeahDekTMBHA. IDDEKTUBHOCTD UMMYHOCY-
MpeccaHToB yMepeHHas.. [eMoTpaHcdy3un BomxKHbI
BbINOMHATLCS  OCTOPOXHO, C MpedBapUTeNbHbIM
HarpeBaHueM KpoBu. [10CKOMIbKY ayTONOrMyHble
3PUTPOLIATBI Y3KE MMEIOT YCTOHYMBOCTD K ayTOAHTH-
TenaM, UX NPOAOMKUTENbHOCTb KU3HM BbILLE, YEM
JIOHOPCKMX KNETOK, 4YTO OrpaHuumBaeT 3PdekTus-
HOCTb reMoTpaHChy3nu.

06s3atenbHbiM ycnoBueM Tepanuu XTI aB-
NeTcs cTporoe M3beraHue BO3OEACTBMS X0Moda.
CnNeHaKTOMMS He MPUHOCHT yyyLieHus. IMMyHo-
CynpeccanTbl MoryT 6biTb IODEKTUBHDI, 0AHAKO WX
MpUMEHEHME [IOMKHO BbITb OrPaHNYEHO Y NaLMEH-
TOB C MPOrPECCHPYIOLLMMM UM MANONATUYECKUMM
c1yyasmu 3aboneBanus. OOHOBpPEMEHHOE MpoTH-
BOCUDMANTMYECKOE JIEYEHME MOXET CMOCobCTBO-
BaTb u3neyeHuto MXI.

MAPOKCU3MANIbHAA HOYHAA
FTEMOTNOBUHYPUA

MapokcusmanbHas HouHas reMorno6unypus (MHI) - pea-
Koe 3aboneBaHue, KOTOPOE XapaKTEpU3YeTc BHYTPU-
COCYAMCTLIM TEMONU3OM M reMornobuHypueit, Kotopble
ycunuBarTca Bo Bpems cHa. Habnioparotca neiikonenus
M TpoMGOLMTONEHHA C 3NU30AMYECKUMM Kpu3amu. [ina
Bepu(UKaLMK AMArHO3a UCNONb3YeTcs (GnoyuuToMeTpys.
JleueHne noanepxuBaioliee.

MHI Haubonee 4acTo BCTPEYAETCH Y MYXKYMH
20-30 net, Ho MOXeT HabntoAaTbCs y L Ntoboro
rosna 1 Bo3pacta.

dtnonorusa

MHI obycnosneHa npuobpeTeHHOM reHeTnye-
CKOVi MyTaLMen, CBA3aHHOM ¢ fedekToM MeMbpaH
CTBOMOBBIX KNETOK W MX MOTOMKOB: 3PUTPOLMTOB,

NeKOUMTOB ¥ TPOMOOLIMTOB. 3TO COMPOBOXAETCS
MOBbILEHHON YyBCTBUTENBHOCTBIO K HOPMasbHOM
Opakunn (3, comepxalleiica B nnasmMe KpoB,
CTOMKOMY BHYTPUCOCYIMCTOMY pa3pyLIEHNO 3pu-
TPOLMTOB, CHWXEHWIO MPOAYKLMM NEAKOLMUTOB U
TPOMBOUMTOB B KOCTHOM Mo3re. [ledekT 3aknto-
Yaetcs B OTCYTCTBMM  MnKO3Mn-Gocdatuamn-u-
HO3WTONbHOMO (ukcatopa MembpaHHbIX 6enkos
1 obycnoeneH aHomanuelt reda PIG-A, nokanu3o-
BaHHOTO B X-XpOMOCOME.

Narodusuonorus

[lnutenbHas noteps reMorno6uHa ¢ MoYoit Mo-
KET MPUBECTU K [eDUUNTY Xene3a B OpraHusMe.
MaupMeHTbl MMEIOT BbIPAKEHHYIO Mpeapacnono-
KEHHOCTb K BEHO3HbIM W apTepHanbHbiM TpOMOO-
3aM, BKtouas cuHapom bapaa - Kuapu. Tpombosb
06bIYHO MMEIOT NETaNbHbIA MCX0A. Y HEKOTOpbIX
naumeHtoB ¢ [MHI passuBaeTcs annacTuyeckas
aHeMM$, @ Y HEKOTOPbIX MALMEHTOB C annacTuye-
CKOW aHeMmel MoxeT pa3suBaThcs [MH.

Kpu3bl MOTYT BbITb CNPOBOLMPOBAHbI MHbEKLM-
eli, NpMeMOM MpenapaToB ene3a, BakLUyMHaLMEN,
MeHCTpyauueit. Mpu 3ToM Habntogaetcs Bonb B
XMBOTE U MOSICHULIE, @ TAKXKE CUMMTOMbI TAXENOM
aHeMMM; XapaKTepHa MacCuBHas TeMOrNOBUHYpHS
W CNNEeHoOMeranus.

JuarHocTuka
= OnoyuputomeTpus.
= BO3MOXHO BbINONHEHME TECTA KUCNOTHOTO re-

Monu3a (npoba Xema).

MHI HeobxoanMMo Npeanonaratb Y NAUMEHTOB C
TANWMYHBIMM CUMITOMAMW aHEMMW WM HOPMOLM-
TapHOM aHeMMel HesICHOrO reHesa B COYeTaHuM C
MpW3HaKaM1 BHYTPMCOCYAMCTOrO remMonu3a, 0co-
OEHHO MpY HanMuMM NelkoneHuu uamM Tpombo-
umutoneHuu. Mpu nogosperun Ha MHI Ha nepBoM
3Tane, Kak Npaswo, BbINOAHAETCS CaxapHas npoba;
OHa OCHOBaHa Ha ycunenuu remonnsa C3-3aBUCK-
MbIX CUCTEM B M30TOHWYECKMX PaCTBOPAX C HU3KOM
MOHHOW CnoiA. [laHHbIA METOZ MCCNER0BAHNA NPOCT
B BbINOMHEHWM 1 0ONIAAET AOCTATOYHON YYBCTBH-
TENbHOCTbIO. TEM HE MeHee OH Hecmeumduyen; no-
NOXWTENbHbIA pe3ynbTat TpebyeT noAaTBEPKAEHMS
ApyruMmu  MeTofiamn. Haubonee uyBCTBUTENbHBIM
M cneunduyHbIM TECTOM ABNAETCS OMpefeneHme
OTCYTCTBMS  CneundmMuHbIX  MeMBpaHHbIX 6enkos
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B 3puTpoumTax uam nelikoumtax (CD59 u CDS5) ¢
noMoLLpt - GnoyuuToMeTpun. AnbTepHaTUBOM 8-
NSETCA TeCT KMUIOTHOTO remonm3a (mpoba Xema).
[emMonu3, kak NpaBuno, BO3HUKAET Npy f0DABNEHUN
HCl k 0bpa3uy kposu, nocneaytoLe MHKybaLmum B
TeyeHue 1 vaca u ueHTpudyrMpoBanms. Mcaneno-
BaHMe KOCTHOTO Mo3ra He TpebyeTcs, 0fiHaKO OHO
MOXET BbIMOHSATLCS C LENbI UCKMIOYEHNS APYTUX
3aboneBaHuit. B TakoM Cyyae 0BbIYHO BbIBASET-
(S TMMoOnNasus KOCTHOro Mo3ra. Bo Bpemst kpu3os
HabnlofiaeTcss MacCUBHaAs reMornobuHypus, Takxke
MOYa MOXET COLEPXKaTb reMOCUAEPUH.

Jleuenne
= lNoanepxueaiolwas Tepanms.
= B0O3MOXHO npUMeHeHMe MOHOKNOHaNbHBIX aH-
uTen.

JleyeHue B OCHOBHOM CHMMMTOMATUYeckoe. TeM
He MeHee CylLeCTBYeT HOBbIN Mpenapat Ha 0cHoee
MOHOK/NOHaNIbHBIX aHTUTEN 3KyNu3yMab, OH WHru-
BMpyeT TEPMUHANbHBIA KOMMOHEHT KOMM/EMeHTa,
CHWKAs MOTPeBHOCTb B reMoTpaHCcy3uax, puck
TPOMB03MBONNI U CTENEHb BbIPAKEHHOCTY CUMNTO-
MaTiku. K nopaepskuBatoLLeit Tepanum oTHOCUTCA
Mp1MEHEeHWe KOPTUKOCTEPOWAOB, aHAPOTreHOoB, Npe-
NapaTos xene3a u GonneBoii KUCIOTbI, B HEKOTOPbIX
C1y4asix MOTYT MCMONb30BAThCS reMoTpaHCchy3um U
TPaHCMNAHTALMS CTBOMOBLIX KMETOK. IMInpuYe-
CKOe MpUMEHeHHe KOPTUKOCTEPOMIOB (PEAHU30H
20-40 mr 1 pa3 B CyTku) NO3BOASIET KOHTPOAUPO-
BaTb 3ab0n1€BaHMe W CTaBMU3MPOBATL KOIMYECTBO
3putpounTos bonee yem y 50% naumeHTos. B He-
KOTOPbIX CNTyyasx Ans CTUMYNALMK remMono3sa Mo-
TYT NPUMEHSTBCS aHAPOTEHbl U PEKOMOMHAHTHBINA
3pUTPONO3THH. P KpW3ax uyalle NpUMEHsIHTCA
reMoTpaHcdy3un. Heobxoaumo wu3beratb TpaHc-
Qy3uit NpenapatoB KpOBM, COAEPXKAWMX MAa3My
(1 C3). OpHako HeT HeobXO@MMOCTW OTMbIBaTb
3PUTPOLMTLI B CONEBOM PacTBOPE Mepes MX BBe-
LeHveM. [ins npodunakTvku TpoMOO30B MOXHO C
OCTOPOXXHOCTBHO MPUMEHSTD TENapuH W BapdapyH.
MoxeT notpeboBaThcs HasHaueHMe nepopanbHbIX
npenaparos xene3a 1 Gonnesoit kUcnotol. B 6osb-
WUMHCTBE CNTy4aeB MOANEPXMBAIOWAS Tepanus no-
LOBHOTO TMMA NPUMEHSIETCA B TEYEHME HECKONbKMX
NeT UK LecsTuneTvii. B HebonbLuoM npoueHTe cy-
YaeB YCrnex NPUHOCHUT aNNoreHHas TPAHCMAHTALWA
reMOMO3TUYECKUX CTBONOBBIX KNETOK.

TPABMATUYECKAA FTEMOJIK-
TUYECKAQ AHEMUA

(MMKpOaHr1onaTuyeckas reMouTUyeckas
aHemus)

TpaBMaTHuecKas reMonMTHUYECKas aHEMMUSI CONPOBOXAA-
eTc  BHYTPUCOCYAUCTBIM TEMONU30M, O6YCNOBNEHHBIM
M36bITOYHOI AedopMaLmeit 3pUTPOLIUTOB MM TypBYNeHT-
HOCTbIO KPOBOTOKA.

TpaBMa MOXET NI0KANM30BaTbCS BHE COCYAMUCTO-
r0 pyCna, HanpuMep Npu MOBPEXAEHMSX CKeNeta,
MOBTOPSIOWMXCS  YAaPaX HUXHUX KOHEYHOCTEN
(MapweBast remornobuHypus), 3aHSTUSX KapaTe
unm 6oHro. OHa MoxeT ObiTb CBSI3aHa C paboToit
CepAua NpoTUB rpaueHTa [ABNEHMS, KaK, Hanpu-
Mep, MY a0PTabHOM CTeHO3e C Kanbumudukaumeit
WM Hanuuuu AeQeKkTHOro npoTe3a aopTanbHOMo
knanaHa. TpaBMaTM3aLmMs MOXET NPOUCXOAUTb B
apTepuonax npu TaXenoil (0cobeHHo 3noKade-
CTBEHHOM) rMNepTeH3MM, HEKOTOPbIX BMAAX 3/10-
KauecTBeHHbIX OMyXonel, Y3eNnkoBOM nonuap-
TEpUUTE, @ TaKke B KOHLIEBbIX apTepuonax npu
HanMuuMM OTNOXEHWI T OUOPUHA, 0BYCNOBNEHHBIX
TPOMOOTUYECKOH TPOMBOLMTONEHUYECKOH  Myp-
Mypoil U CMHAPOMOM [AMCCEMUHMPOBAHHOTO BHY-
TPUCOCYZMCTOrO  CBEpPTbIBAHUA.  TpaBMaTu3aums
MPUBOZMT K MOSIBNEHWI B KpoBM AeopMupo-
BaHHbIX 3PUTPOLUTOB (LUMCTOLMTOB) TPEYrONbHOM
unm WwnemoobpasHoit Gopmbl. s AMArHOCTUKM
WUCMIONb3YETCS aHanM3 Maska nepudepuyeckoit
kposu. 06pa30BaHMe MeNKMX WKCTOLMTOB COMpO-
BOXAeTCs CHUxKeHWeM 3HaueHns MCV 1 nosbilue-
HMEM MOKa3aTens pacnpeseneHus 3pUTPOLMTOB
no 06beMy (T.e. B HAMYMM aHM30LMTO3).

Tepanus HanpasieHa Ha fieyeHne OCHOBHOTO
3a60neBaHms. B HEKOTOPbIX Cy4asx K reMouTu-
YECKOW aHeMUM MOXET NPUCOEUHSTBCS Xeneso-
LeduuuTHas, KOTOPas Pa3BMBAETCS B pe3ynbraTe
XPOHUYECKOH remMocuaepuHypuu. Tpu 3TOM Ha-
6GntofaeTCs OTBET HA Mpenaparbl Xenesa.

HACNEACTBEHHbIA COEPO-
LMTO3 U HACNEACTBEHHbIU
ANNUNTOLMUTO3

HacnepctBenHblii chepoumTos M HacneAcTBeHHbIH -
JIMNTOLMTO3 OTHOCATCA K BPOXAEHHOH MaTonorum Mem-
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6PaH 3PUTPOLIUTOB. an HaC1eACTBEHHOM /1IMNTOLUTO3E
CUMNTOMATUKA, KaK NpaBuo0, BbipaXXeHa yMepeHHO U
BK/IKOYaeT aHeMUI0 pasnutmoﬁ CTeneHu, XenTyxy, cnne-
HoMeranmio. [IarHoCTMKa 0CHOBaHa Ha BbISIBNIEHUM CHU-
JKEHHOH 0CMOTUYECKOH PEe3UCTEHTHOCTU 3PUTPOLIUTOB B
COYeTaHU C OTpULaTe/IbHbIM pe3ynbTaToM NpAMOro aH-
TMI’HOGYIIHHOBOFO Tecra. B penkux ciyvasx y nauuMeHToB
monoxe 45 ner Tpeﬁyerm BbINO/IHEHWE CNJIEHIKTOMUU.

HacnenctBeHHblii  chepounTos  (XpoHuueckas
CeMeiHas XenTyxa; BpoXaeHHast reMonuTUYeckas
KENTYXa; cemeiHblii chepouytos, chepoupntapHas
aHeMus) - 370 ayTOCOMHO-IOMUHaHTHOe 3abone-
BaHMe C Pa3/MYHON TEHHOW MEHETPAHTHOCTbIO.
OHO XapaKTepu3yeTcs HalMuMeM remMonu3a apu-
TpOUMTOB Chepuueckoit GopMbl U aHEMMUM.

HacnencteHHbIA  3naunTouMTo3  (0BanoLu-
703) - 370 pedKkoe ayTOCOMHO-LOMWHAHTHOE
3aboneBaHue, Npu KOTOPOM 3PUTPOLUTHI MMEKOT
0Ba/IbHYI0 MM 3aMnTHYeckylo dopmy. Temonus
06bIYHO OTCYTCTBYET MO0 BbIPAKEH HE3HAUUTENb-
HO, aHEMMS OTCYTCTBYeT MO0 XapakTepusyetcs
NErKoi CTeneHbl0 TAKECTU; YacTo Onpedensetcs
CMNIEHOMETaNNS.

NaTo¢usuonorus

Mpu oboux 3aboneBaHMAX 3pUTPOLIMTAPHbIE
aHoManuu  06YCNIOBNEHbI NATONOTUYECKUMM 13-
MEHEHMSMW  CTPYKTYpbl  MeMOpaHHbIX 6enKko.
Mpyu HacnencTBeHHOM CepoLuTo3e NOBEPXHOCTb
KNEeTOYHOM MeMBpaHbl YMeHbLIAETCS AUCNPONop-
UMOHANbHO KONMYECTBY BHYTPUKNETOYHOTO COfiep-
KMMOTO. YMeHbLUEHWE KNETOYHOH MOBEPXHOCTH
COMPOBOXAAETC  HApYLIEHUeM  MNACTUYHOCTH
3PUTPOLMTOB, HEOBXOZAMMOW ANS MPOXOXAEHUA
MUKPOLMPKYNATOPHOTO  pycna  CeneseHku, 310
MPUBOLUT K BHYTpUCENE3eHOYHOMY reMonn3y. [pu
HACNeCTBEHHOM  3MIMNTOUMTO3E  TeHeTUYeckue
MyTaUMM MPUBOAAT K OCNabneHuio uuToCKeneTa
knetku u ee neopmaumu. Matonoruyeckue dop-
Mbl 3PUTPOLMTOB 3aXBaTbIBAKOTCA M Pa3pyLLAOTCA
B CENe3eHKe.

CHMNTOMBI M NPHU3HAKK

CMMNTOMbI W MPU3HAKK HACTeACTBEHHOrO CQe-
pOLWTO3a 0BbIYHO BbIPAKEHBI YMEPEHHO, NIPU 3TOM
aHeMmsl MOXET BbiTb HACTOMbKO XOPOLLO KOMMEHCH-
POBaHa, YTO He AMArHOCTMPYETCS [0 BO3HMKHOBE-

HUS MHTEPKYPPEHTHOM BUPYCHO MHbEKLMM, KOTO-
pasi COMPOBOXIAETCS TPAH3UTOPHbIM CHIDKEHUEM
MPOAYKUMM SPUTPOLIMTOB, KaK MU aniacTMYECKOM
Kpu3e. TeM He MeHee [iaHHble 3MM30[bl XapakTe-
PU3YIOTC  CaMOOTPAHUUMBAIOLMMCS TEYEHUEM W
Pa3pelwaioTcsl Mocne M3fieyeHnst COMyTCTBYIOLIENH
MHOEKUMK. B TKENbIX Cyyasix pa3BMBAETCS yMe-
PEHHO BbIPAXEHHAs XENTyxa, HabntopaloTcsl CUM-
MTOMbl aHeMuu. CNEHOMEranus BO3HWKAET MOYTU
BO BCEX C/y4asiX, OAHAKO KpaiHe PeAKo COnpoBo-
KIaeTcs abAOMMHanbHbIM AuckoMboptom. MoryT
MPUCYTCTBOBATb  [EMATOMEraiMg U XONenuuas
(MMrMeHTHblE KaMHM), YTO COMPOBOXIAETC Xa-
PaKTePHOM CUMNTOMATUKOM. B HEKOTOPbIX Clyuasx
HabMIOZAIOTCA BPOXKIEHHbIE aHOManMM CKeneTa
(«baweHHbIit» yepen, nonupakTaus). Kak npasu-
110, laHHbIE CUMMTOMbI MPUCYTCTBYHOT Y OFHOTO W
bonee uneHoB CeMbM, OIHAKO B HEKOTOPbIX MOKO/E-
HUsIX HONbHbIE MIOAM MOTYT OTCYTCTBOBATH B CBA3M C
BapMabeNbHOCTbI0 MEHETPAHTHOCTM AAHHOTO TeHa.

KnuHuyeckue nposBReHHs HACNEACTBEHHOTO
NNMNTOLMTO3a  AHANOTMYHBI  HACNEACTBEHHOMY
chepounTosy, Ho UMEIOT TeHAEHUMIO K Bonee ner-
KOMY TeYeHHuto.

JuarHocTuka
w AHanM3 0CMOTMYECKOH DPE3UCTEHTHOCTM 3pU-

TPOLMTOB, AHANM3 Ha HaluuMe ayToremonu3a,

NpAMON aHTUINOBYNMHOBbIN TeCT.

[laHHble 3abonesaHus HeobxoauMO MoAo3pe-
BaTb Y NALMEHTOB C HA/IMYMEM reMONN3a HESCHOM
3TMONOTMM, 0COBEHHO B COYETAHWUM CO CMAEHO-
Meranue, HaauuMeMm nogobHbIX NPOABAEHUN
Y POACTBEHHUKOB, XapaKTEPHbIMM 3HAUYEHUSMM
3PUTPOLIMTApHbIX MHAEKCOB. [lpu chepuyeckoit
(GopMe 3pUTPOLMTOB M HOPMANbHOM 3HAYeHWH
MCV cpegHuit aMameTp 4acTULbl HUXE HOPMbI,
T.E. 3PUTPOLUTLI SBNSAIOTCS MUKPOCDEpPOLUTAMA.
MCHC nosbiwaetcs. Konmyectso petukynouuTos
coctasnset 15-30%, xapakTepeH neikouuTos.

Mp¥ Noa03peHuH Ha AaHHble 3ab60neBaHMs Npo-
BOAMTCA TECT HAa OCMOTMYECKYI0 PE3UCTEHTHOCTb
3PUTPOLIMTOB (B3BECH 3PUTPOLMTOB A0DABNSHT K
CONeBbIM PacTBOPaM Pa3NUYHON KOHLEHTpaLum),
TeCT Ha Hanuuue ayToremMonusa (M3mepsieTcs 0b-
LKA YpOBEHb CMOHTAHHOMO remonusa nocie 48
YacoB MHKYyDaLMW B CTEPUAbHBIX YCIOBHSAX). YTo-
bl UCKNIOUMTL CDEPOLUTO3 MPU aYTOMMMYHHOM
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reMONIUTAYECKOH aHEMUM, BbINOMHSETCS MpSMON
aHTMrNobynnHOBbIN TecT (npamas npoba Kymbca).
XapaKTepHO CHIKEHWe 0CMOTUYECKON Pe3NCTEHT-
HOCTW 3PUTPOLIMTOB, OBHAKO B NIETKMX CTy4asiX OHA
MOXET ObITb HOPMaNbHOM, 33 UCKNIOYEHNEM TecTa,
npu KotopoM eubpuHMpOBaHHAA KpPOBb Mpes-
BapuTENbHO MHKYBMpyeTca npu 37 °C B TeyeHue
24 yacos. 10BbILIAETCS MHTEHCMBHOCTL AyTOrEMO-
N33 3PUTPOLMTOB, KOTOPbIA MOAJAETCS KOpPeK-
UMM MyTeM OMOAHUTENbHOTO BBELEHHS TIOKO3bI.
MpsMOit QHTUrNOBYAMHOBbIN TECT OTPULLATENbHBIIA.

Jleuenune
= B HEKOTOPbIX CTyYasix CNNEHIKTOMMS.
CnneHaKTOMMS MOCe COOTBETCTBYIOLLEN BaKLW-
HaLWMW ABNSIETC EMHCTBEHHBIM CeLUPUIecKuM
METOZI0M leYeHns 060Mx 3a601eBaHHI, 0AHAKO He-
06X0MMOCTb B €€ BbINOJHEHUM BO3HUKAET PefKo.
(OHa nokasaHa nauyeHTaM Mosoxe 45 net ¢ nepcu-
CTUpYIOLMM YpOBHEM remorobuHa <10 r/an, Ha-
NMYMEM XKENTYXM, XKENUYHON KOMMKW MIM NEPCUCTU-
PYIOLLErO annacTuyeckoro Kpusa. Ecim ycraHosneH
[IMArHo3 enyekamMmeHHoi G0Ne3HM UK CYLLECTBYIOT
[Ipyrvie NpU3HaKM XONeCTa3a, KeNyHbii My3bipb Tak-
e DOMKeH BbiTb yaaneH B xoae onepauyu. Mocne
CrNEHIKTOMMM CDEPOLMTO3 COXPAHSAETCS, OHAKO
MOBBILIAETCS BbIKMBAEMOCTb KIETOK B KPOBOTO-
ke. OBbIYHO 3TO COMPOBOXIAETCS Pa3pellieHneM
CMMTOMOB, CHUXEHWEM BbIPAXEHHOCTM aHEMUM W
PETUKYNOLMTO3a. TeM He MeHee 0CMOTMYECKas pe-
3WUCTEHTHOCTb SPUTPOLIUTOB OCTAETCS HU3KOM.

CTOMATOLUTO3 K
AHEMUA, 0bYCNOBJEHHAA
TMNO®OCHATEMMUEN

CToMaTouMTos (Hanuuue 3PUTPOLUTOB YaleobpasHol
dopmbl) M runodocdaremMus OTHOCATCA K aHOManUAM
MeMGpaH 3pUTPOLMTOB, KOTOPbIE BbI3bIBAIOT PasBUTHE
reMOIUTUYECKOI aHEMMH.

Cromarouuto3. (TOMaToUMTO3 - 3T0 peakoe
COCTOAHME, NPW KOTOPOM LieHTpanbHas bnenHas
YacTb IpUTpOUMTOB MMeeT hopmy "pTa’ unu "mpo-
pe3n’. Hannume [OaHHbIX KNETOK acCoLMMpOBaHO
C BPOX/IEHHO! MNM NPUOBPETEHHO! TeMOUTUYE-
CKOJi aHeMMei. VIMeHHO aHeMusi onpenensieT pas-
BUTME KIMHUYECKMX CUMMTOMOB.

Pekast BpoxaeHHas dopma CTOMATOLMTO3a,
MMeKILAA ayTOCOMHO-AOMMHAHTHBIA TUN Hacne-
[0BaHWS, BbI3bIBAET PaA3BUTUE TSHKENOM remonu-
TUYECKOM aHEMWM, KOTOPAs MPOSBASETCA YKe Ha
PaHHWX 3Tanax xu3Hu. Mpu 3TOM 3HauMTeNbHO MO-
BbILIAETCS NPOHMLLAEMOCTb MEMOPAH 3pUTPOLMTOB
ANS MOHOBaneHTHbIX KaTnoHoB (Na u K); nporu-
L|aeMOCTb B OTHOLIEHWUM OUBANEHTHbIX KAaTUOHOB M
aHMOHOB 0CTaeTCs B npeaenax Hopmbl. Okono 20-
30% LMPKYAMDYOLWMX 3PUTPOLIMTOB OTHOCHTCS
K CTOMaTouuTaM; 0CMOTMYECKas Pe3nCTEHTHOCTb
3PUTPOLMTOB CHIMXEHA, HabtoaaeTcs ayToremo-
M3, KOTOPbIA He NOAAAETCA CTOMKOM KOPpeKLMu
npv JONONHUTENbHOM BBEAEHMM THOKO3bI. B Heko-
TOpbIX CNYYasX CNEHIKTOMUS 0BNeryaeT TeyeHue
3aboneBaHus.

MpuobpeTeHHbIA CTOMATOLMTO3 C reMonnTHYe-
CKOW aHeMMelt HabNAaeTCs NpenMyLLECTBEHHO
npv HegasHeM ynotpebnerny u36bITOYHOMO KOM-
yecTBa ankorons. (ToMaToumMTO3 U NpU3HaKKM reMo-
nm3a B nepudepuyeckoi KpoBM MCYE3atoT TONbKO
yepes 2 HeaenM NoCIe OTMEHbI ankorons.

AHemus, obycnoBneHHas runodocdare-
Mue#. [1NacTMYHOCTb 3pUTPOLIMTOB BapbupyeT B
3aBMCMMOCTM OT BHYTPUKNETOYHOMO YPOBHS ATO,
KOTOpbIA HANpSMYI0 3aBMCHT OT KOHLEHTpaLMu
(ocdatoB B CbIBOPOTKE KPOBM, TakuM 06pa3oM,
CbIBOPOTOYHbIA ypoBeHb GocdatoB <0,5 Mr/an
(<0,16 MMOnb/n) NPUBOAMT K UCTOLLEHMIO 3aMacoB
AT® B 3puTpOUMTaX; KOMNNEKC METabonmyeckux
NocneACTBUiA runoGochaTeMuu Takke BKIIOYAET
B cebq ucTollenre 3anacos 2,3-oudocdornuue-
PMHOBOW KWCIOTbI,CABMT KPUBOI AMCCOLMALMA
0, BNEBO, CHUXEHNE MHTEHCUBHOCTW YTUIN3aLMAU
TMII0KO3bl, NOBbILIEHWE MPOAYKUMM NakTaTa. B pe-
3y/bTaTe IPUTPOLMUTbI CTAHOBSTCS PUTMAHBIMU, He-
3NMACTUYHBIMM, YYBCTBUTE/IbHBIMM K MOBPEXAEHUIO
B MUKPOLIMPKYNSTOPHOM pyC/e, YTO NPUBOAWT K re-
MONM3Y 1 06pa3oBaHMI0 HEBONbLLWX 3PUTPOLUTOB
cepuueckoit hopmbl (MUKPOCHepPOLMTO3).

Taxenas runodochateMua MOXET HabMoAaThCa
Mpy CUHOPOME OTMEHbI ANKOrONA, CaXapHOM Aua-
6eTe, BO30OHOBNEHMM MUTAHMS NOCNE ANUTENbHO-
r0 TONOfaHMS, BOCCTAHOBAEHWM (LMypeTMdecKas
(a3a) nocie TEKENbIX 0XOroB, NepeesaHum, Bbl-
PAXEHHOM [1bIXaTeNbHOM aNkano3e, y NalueHToB
C ypeMueii, KoTopble HaxoAaTCcs Ha remMoauanuse
M NPUHMMAKT aHTaUMabl. JONONHUTENbHbIA NpK-
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eM Qoc(aToB MpensTcTBYET MOSIBNEHMIO AHEMUM
WM Bbi3bIBAET ee 06paTHOe Pa3BUTME, MOITOMY
[iaHHble MpenapaTbl LOMKHbI HA3HAYaTHCA MPU Ha-
amumn unodocdatemMuu, a TakKe naumeHTam U3
TPYMMbl pUCKa.

AEQEKTbl ®EPMEHTOB LLUKNA
3MBAEHA - MEUEPTODA

Dedextol hepmenToB uukna IM6aeHa - Meiieproda or-
HOCATCA K HapyLIEHWAM 3pUTPOLMTapHOro MeTabonusma,
OHM HaCNeayloTcs No ayTOCOMHO-PELIECCUBHOMY THRY U
BbI3bIBAIOT Pa3BUTHE FEMONIUTUHECKOI aHEMUU.

OpHum w3 Takux fedekTos sBnsetcs nedu-
UMT nMpyBaTkMHa3bl. [pu Bcex Tumax Hapyuwe-
HWA TeMONUTMYeCKas aHeMMs BO3HWKAET TOfMb-
KO Yy TOMO3MIOT, TOYHbIi MexaHu3M remonu3a
Heu3BecTeH. TunuuHble cPepoLuTbl OTCYTCTBYHOT,
OIHAKO MOXET OMNpefensThcs Hebonblioe KO-
YECTBO 3PUTPOLIUTOB, WUMEIOLMX HEMPaBUMbHYH
chepuueckyto Gopmy. B uenom aHanu3 yposHs
ATO n pudocdornuuepata no3BongeT WIEHTU-
Guumposatb noboit MeTabonmueckuit nedekt u
IOKaNM30BaTb aHOMANbHBIMA Y4ACTOK TEHOMA A1s
[LanbHeliwero aHanu3a. Ins JaHHOMO TMNa remo-
NMTUYECKOW aHeMuu Creuuuyeckoe nevexue
OTCYTCTBYET, OBHAKO B BOMbLIMHCTBE CNTy4Yaes OHO
He TpebyeTcs, NOCKOMbKY AOCTATOMHO AOMOMHM-
TeNbHOTO mpueMa (ONMeBOi KMCIOTbI B f03€
1 Mr/kr npu ocTpoM remonuse. locne cnneHakTo-
MWW NPU3HAKM TEMONM3A U AHEMUM COXPAHSIOTCS,
OIHAKO MOXeT HabnoaaTbCsl HeKOTopoe ynyuLue-
HWe, 0COBEHHO Y MALMEHTOB C AeQUUMTOM nupy-
BaTKMHa3bl.

AEOULMUT IIOK030-6-
OOCHATAETMAPOTEHA3DI

Deduumt rnioko3o-6-pocdaraernaporeqassl (F6MI) -
X-cuenneHHblit hepMeHTHbIi AedeKT, pacnpocTpaHeHHbIA
y NpepcTaBuTeNel HETPOMAHONA packl, KOTOPbIA MOXeET
NpOSBAATLCA FEMONM3OM NOCAE NEPEHECEHHBIX OCTPbIX
MHEKLMIt UM NpUeMa OKCHAAHTOB (CANMLMNATBI U CYNb-
(aHunamuabl). INarHocTMKa 0CHOBaHa Ha onpefeneHuy
ypoBHa [6M][l, xoTA aHanu3 YacTo AAET NOXKHOOTPULA-
Te/IbHbIA Pe3ynbTaT Npu HaMuMM OCTPOro remMonusa. Jle-
yeHue noAAepxMUBaloLLee.

[Jlednumtom F6ML 0bycnosneH eAMHCTBEHHbINA
3HauuMblii fedekT rekcozoMoHoGocdatHoro nyTy.
Noentnduumposaro bonee 100 MyTaHTHbIX GopM
depmenToB. KnuHuueckn Haubonee pacnpocTpa-
HeHHol (GopMoit 3aboneBaHus ABNAETCA Nekap-
CTBEHHO3aBMUCMMbIA BapuaHT. [OCKObKY HaHHas
naTonorms SBAAETCA X-CLEeNNeHHOM, NoaHas Knu-
HMYEeCKast KapTuHa HabMIOAAeTCcst Y MyXUMH W ro-
MO3MTOTHBIX XEHLUMH, Y TETEPO3UTOTHBIX XEHLIMH
KNMHKYeckue npossneHus Bapuabenbhbl. B CLUA
[aHHbIA fedeKT BCTpEYaeTcs NpUBM3UTENBHO Y
10% myxunH 1 <10% XeHLWMH HerpOMAHON pachbl,
HECKO/bKO HWKE YacToTa [aHHOTO 3aboneBaHus
Yy Ntofed Cpean3eMHOMOPCKOTO MPOUCXOXKAEHNS
(TanbsHLpI, rpeku, eBpen-cedapabl).

Narodusuonorus

Mpu neduumte T6ML CHUKAETCA KONMYECTBO
JOCTYMHOW 3HepruM, KOTopas PacXomyeTca Ha
noaaepkaHue LenoCTHOCTU MeMBpaH 3pUTpOLy-
TOB, YTO COMPOBOXAAETCS YKOPOYEHUEM CPOKA UX
KU3HM.

Y npencraBuTeneit HerpouaHoi pacsl u 6onb-
WMHCTBA NpefcTaBuTeneit 6enoi pacel remonus
CeNeKTMBHO NOpaXaeT CTapble 3pUTPOLMTI. [eMo-
13 B OCHOBHOM Hab/tofiaeTcst nocne 3nu3008 u-
XOPa/iKu, OCTPbIX BUPYCHBIX U BaKTepUanbHbIX MH-
dekumit, Inabetuyeckoro aumuaosa. Pexe remonms
BO3HMKAET NOCIe NpueMa NeKapCTBEHHbIX npena-
paToOB WM APYrUX BELLECTB, KOTOpble NPOAyLMpY-
0T NepOKCMAbI M BbI3bIBAKOT OKMUCNEHME FEMOMO-
OuHa u MeMbpaH 3puUTPOUMTOB. K HUM OTHOCATCS
MpUMaXuH, CAnMLMAATbI, CyNbGaHUNAMUbI, HUTPO-
GypaHbl, GeHaueTuH, HabTanuH, HekoTopble Mpo-
U3BOAHbIE BUTaMMHA K, JancoH, GeHa3onupuamH,
HAMAMKCOBAS KMCIOTA, METUNEHOBbIA CUHWA, Y
npencTaBuTeneit benoit pachl AaHHbIA 3GdekT Mo-
ryT Bbi3bIBaTb HeKoTOpble 6060BbIe KynbTypbl. [po-
JOMKEHWEe NpMUEMA BbllLEYKA3aHHbIX NpenapaTos
npu1BOAMT MO0 K KOMMEHCaLmMu remonn3a, imbo K
NETaNbHOMY MCXOZY, B 3aBUCMMOCTY OT BbIpaeH-
Hoctu aeduumta T6ML 1 OKUCIUTENBHOTO MOTEH-
UMana npenapata. Y HeKoTOpbIX NpeacTaBuTenei
0enoit pacbl MOXeT HabMoAaThCs XPOHMYECKMIA
BPOXZIEHHDIH reMonu3 (He CBS3aHHbIA C MpUeMoM
NeKapCTBeHHbIX  Npenaparos). [lockonbky Ans
NpefcTaBuTeNel HEerpouaHONA pachl XapakTepHo
CeNeKTMBHOE pa3pylIEHHUe CTapbX 3PUTPOLMTOB,
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reMou3 06bIYHO UMEET CaMOOTPaHUUMBAIOLLMIACS
XapakTep C BoBfeveHneM <25% 3pUTPOLMTOB; Y
npezctasuteneit 6enoi pacol 3abonesanue Moxet
npoTeKaTh TAKenee, MAcCUBHbIA TeMoan3 MOXET
MPUBOLKTD K PA3BUTHIO reMOrNOBUHYPUM M OCTPOIA
MOYEYHON HEeLOCTAaTOYHOCTH.

MunarHocTuka
= Onpepnenenue yposhs [6ML.

[laHHoe 3aboneBaHue Heobxogumo npeano-
naratb y BCEX MALMEHTOB (0COBEHHO MYXYMH He-
TPOMAHOM pachl) C HaAMYMEM OCTPOTO reMONM3a.
[inarto3 BepuduuMpyeTca nyteM onpeneneHus
ypoBHst T6M[. Mpu remonuse pa3BMBaIOTCH aHe-
MU, JKeNTyXa, PeTUKYNoUnTO3. Ha paHHKX 3Tanax
reMONITMYECKOT0 3MM30Aa MOXHO OBHApYXWTb
Tenbua [eliHua, KOTOpble, BO3MOXHO, SBASHOTCS
YacTuamu norvbuwerd LMTONNA3Mbl UM AeHaTy-
PUPOBAHHOTO remornobuHa. OfHaKo y NauueHToB
C WHTAKTHOW CeNe3eHKOl OHW He MepCucTUpyLoT,
MOCKONbKY 3MMMUHUPYIOTCS M3 KpoBOTOKa. Cneum-
DUYECKMM AUArHOCTUYECKUM KPUTEPUEM SBSETCA
Hanuuue B nepudepuyeckoil KpoBU IPUTPOLIUTOB,
UMEIOWMX OOMH MM Bonee «yKycoB» (LIMPUHOW
0KoMo 1 MKM), pacnonoxeHHblx mo nepudepuu
KNETKM («yKyLIEHHbIEe» KNETKM, AerMaLuTBl), KOTO-
pble, BO3MOXHO, SBNSIOTCS PE3YNbTaTOM 3AUMUHA-
umu Tenel leitHua B ceneseHke. MoryT npuMeHsITb-
€81 Pa3NnyHble CKpUHUHTOBbIE TecTbl. OfHako BO
BpeMS reMOAMTUYECKOr0 3MM304a W Cpasy noie

Hero BCe 3TW TeCTbl MOTYT NOKa3aTb IOKHOOTPULA-
TeNbHbIV PE3yNbTaT B CBA3M C TEM, YTO NPOMCXOAUT
LeCTPyKUMS CTapbX 3pUTPOLMTOB C BbIPAKEHHbIM
feduumtom T6ML npu coxpaHeHUu peTukyno-
LUMTOB C BbICOKAM YPOBHEM [LaHHOTO (epMeHTa.
JlyywmuM  [MarHOCTUYECKUM  METOLOM  SIBNSIETCS
cneunduyeckmuit GepMeHTHbIN aHanus.

Jleuenune

Mpu OCTPOM reMonu3e MPUMEHSIETC NOAAEp-
XMBaIOLLAA Tepanus; NoTpebHOCTb B reMoTpaHcdy-
31X BO3HWKAET peaKo. [auyeHTam pekomeHayeT-
€ 36eraTh IeKapCTBEHHbIX NPenapaToB U ApyruX
BELLIECTB, COCOOHBIX BbI3bIBATb TEMONU3.

CEPMOBUAHOKNETOYHASA
AHEMUA

(6onesHb Hb S)

CepnoBuaHOKNETOYHAs aHeMus (remornoGuHonaTus -
Bpe3 141-1) aBnseTcs XpOHUYECKOH TreMONUTUYECKOH
aHeMueii, KoTopasi HabnoAAeTCA NPaKTUYECKH UCKNKYM-
TeNbHO Y NpeAcTaBUTeNei HErpoMAHOI packl U 06ycnoB-
JleHa TOMO3MFOTHbIM HocuTenbcteoM Hb S. CepnoBuaHbie
IPUTPOLIUTLI 3aKYMOPUBAKT KaNMANApbI, Bbi3biBas Mue-
MMI0 OTAENbHBIX OpraHoB. Yacto Bo3HMKalOT 060CTpeHus
(kpu3bl). Bo3MOXHO pa3BuTME OCTPBIX MHGEKUMOHHBIX
3a60neBaHMi, annasumu KOCTHOrO MO3ra, NOpaXeHus ner-
KMX (OCTPbIi TOpaKanbHblii CHHAPOM), YTO NPUBOAMT K Ne-
TaNbHOMY Mcxopy. XapaKkTepHa HOpMOLMTapHas reMonu-

Bpes 141-1. lemorno6unonaruu

Monekynbi reMornobuHa CoCTOAT M3 MOAMNENTUAHbIX Lienei,
XMMUYeCKas CTPYKTypa KoTopbix 06YCnOBAEHa reHeTU4ecki.
Y B3poC/bIx HOpManbHas Monekyna remornobuxa (Hb A) co-
CTOMT M3 2 Nap Lenei, HabiBaeMbix d v B. Kpome Toro, kposb
B HopMe copepxuT <2,5% Hb A, (cocTouT 13 a- 1 §-ueneii).
Comepxanue QetanbHoro remornobuHa (Hb F, kotopblit
COAEPXMT Y-Lenu BMeCTo P-Lienei) nocteneHHo CHWxXaer-
€f, 0C00EHHO B MepBble MecsLibl XW3HM, NoKa He LOCTUraeT
YpoBHS <2% obLuero remornobuHa y B3pocibix. KoHLeHTpa-
uns Hb F nosbiwaetcs npu onpenenenHblx 3abonesaHusx,
00YCNOBNEHHbIX HAPYLLEHMEM CHHTE3a reMOr0byHa, a Takxke
MY annacTMYeckux U MUeNonponuPepaTUBHbIX COCTOSHHUSX.
Hekotopbie remornobuHonaTu npuBoagdT K pasBuTHIO aHe-
MWUiA, KOTOPbIE Y FOMO3MIOTHbIX MALMEHTOB JOCTUIAIOT TAXe-
0/ CTENeHM, y reTepo3MroTHbIX NALMEHTOB ~ NETKOW CTEMeHM.
B HekoTOpbIX Cyyasx HabIOAAeTCs retepo3nuroTHOCTb No 2
aHOManMAM, 3T0 CONPOBOXAAETCA PA3BUTUEM aHEMMM, KOTO-
pas umMeeT npu3Haky 06oux 3aboneBaHmii.

Pa3nuukble opmbl remMornobuHa pasnuuatoTcs Mo CBoelt
3NeKTPO(OPETUYECKOA MOABKHOCTA, OHM Ha3BaHbl B an-
(aBUTHOM MOpAAKe B COOTBETCTBMM C XPOHONOTUYECKONA MO-
CNeZl0BaTeNbHOCTbIO BpeMeHu WX oTKpbiTUA (A, B, C), oaHako
aHOManbHbI reMOrnobUH, KOTOpbI Obln OTKPLIT NEpBbIM
(remMOrNIobMH CepnoBMaHbIX 3PUTPOLMTOB), HOCUT Ha3BaHMUe
Hb S. CTpyKTypHO pa3nuyHble TUMbl remMornobuHa, uMeloLLMe
OfIMHAKOBYIO 3NeKTPOMOPETUUECKYI0 MOABIKHOCTb, Ha3BaHbI
B YeCTb FOPOAA WM MeCTa CBOEro OTKPbITUS (K npumepy, Hb
S Memuc, Hb C Tapnem). Mpu CTaHZAPTHOM HaUMEHOBaHM
TUNa reMornobMHa y AaHHOTO NALMEHTA Ha NePBOM MecTe yka-
3bIBA€TCS TMN reMOrnobuHa, KOHLEHTPALMS KOTOPOro MaKcK-
ManbHa (K npumepy, AS npu cepnoBUAHOKNETOYHON aHeMHM).
B CLUA ocHoBHble TvMbl aHemuii 06ycioBReHbl fedeKTHbIM
cunte3oM Hb S, Hb C v Tanaccemuamu. bonesHb remornobuHa
E nprtobpena wupokyto pacnpocTpaHeHHOCTb B MMpe B CBA3M
C UMMUrpaLmedt BbixoaLes 13 H0ro-BoctouHoit Asum.
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THYecKas aHeMus. IarHocTuKa 0CHOBaHa Ha NPOBEAeHUH
3anekTpodopesa reMornobuHa. lMpu Kpusax npumensioTCa
aHanbreTMKMU W NoAAepXkHMBalowas Tepanus. B HekoTopbix
cny4asx HeobxoAuMbl reMoTpaHcdysum. [ins yBenuuenus
NPOAOMKUTENLHOCTU KM3HU MALMEHTOB MpUMEHSIIOTCSA
BaKLMHbI NpoTHB 6aKTepuanbHbIX MHGEKUMA, npodunak-
THYECKUAH NPUEM aHTUGMOTUKOB, arpeccuBHOE aHTMGAK-
TepuanbHoe NeyeHue. Yactota KpU3OB MOXKET CHUKATbCSA
Np1 NPUMEHEHUHU TMAPOKCUMOUEBHHDI.

Y romo3urot (npubnusutensHo 0,3% npepcra-
BuTeneli HerpoupHoit pacsl B CLLUIA) passuBaetcs
CEpMOBMAHOKNETOYHAS aHEMMS;, Y TETepO3UroT
(8-13% HerpomaHoi pachl) TMMMYHBIE MPU3HAKM
aHeMUM OTCYTCTBYHOT.

Nato¢usuonorus

B Hb S BanuH 3aMeHeH Ha ryTaMMHOBYH KMC-
0Ty B 6-M MONOXEHUM B-Lienu. PacTBOpUMOCTb
OKCMreHMpoBaHHoi GopMbl Hb S 3HaunTenbHO
HIXE, YeM OKCUreHMpoBaHHoM GopMbl Hb A; 310
Np1BOZMT K GOPMUPOBAHMIO MONYTBEPLOIO rens
W 0Bpa3oBaHmIi0 IPUTPOLIMTOB CePOBUAHON Hop-
Mbl B ycnoBusx Hu3koro PO,. [ledopmupoBaHHble,
He3NacTyHble  3PUTPOLIMTBI  MPUKNEMBAKOTCA K
COCYAMUCTOMY 3HAOTENNIO U 33KYNOPUBALOT MeNKue
apTepuoNbl U KaNUANSPbI, YTO MPUBOAWT K MH(ap-
kTaM. BeHO3Hble OKKI031M NPUBOSAT K Pa3BUTMIO
TPOMB030B. [10CKOMbKY CEPMOBUAHBIE 3PUTPOLIK-
Tbl XapaKTepU3YIoTCs CHUKEHHOW O0CMOTUYECKO
PE3UCTEHTHOCTbIO, MX MeXaHWyeckass TpaBMaTu-
3aUms B KPOBOTOKE COMPOBOXAAETCS reMOU30M.
XpOHWYecKas KOMMEHCATOpHas rMNepakTMBHOCTb
KOCTHOTO MO3ra Bbi3bIBaET e opMaLuy KoCTeli.

060cTpeHua. [epuoanyeckm BO3HUKAT 060-
CTpeHms (kpu3bl), 4acTo 6e3 ABHOM MpuuMHbl. B
HEKOTOpbIX Cy4asx OHYU MOryT NPOBOLMPOBATHCS
3NM304aMM  NIUXOPALKHW, BUPYCHOW MHDEKLMeN,
MECTHOW TPaBMOJA.

Hanbonee pacnpoctpaHeHHoii dopmoii aBns-
toTcs 6oneBble Kpu3bl; OHW 06YCNOBNEHDI MLIEMUEN
W MHdApKTaMm, KoTopble 06bI4HO NOKANMU3YHOTCA B
KOCTSIX, HO MOTYT Takoke HabNIOAaThCs B CeNe3eHkKe,
NerkuUX W MouKax.

Annactnueckuit Kpu3 BO3HUKAET B Tex CTyyasi,
KOTZia B CBS13M C OCTPOV MH(eKLuelt (0cobeHHO Bu-
PYCHO) 3aMeaNeTcsl 3puTpOn033 B KOCTHOM MO3re,
3T0 COMPOBOX[AETCA OCTPOM 3pUTPOBAACTONEHNeN.

OcTpblii TOpaKanbHbIA CMHAPOM 06YCOBAEH
OKK/TI03MEl MUKPOLLMPKYNSTOPHOTO pycna Nerkux
W ABNSIETCS PacnpoCTPaHeHHO! NPUYMHONM CMep-
TH, N€TanbHOCTb poctvraet 10%. Habmopaetcs
BO BCEX BO3PACTHbIX rpynmnax, 0aHako Haubonee
4acTo BCTpeyaeTcs y aeteid. [OBTOpHbIE 3nNM30Mb
npeapacnonaralT K (GopMMPOBaHWIO XpOHWUYe-
CKOW NerOYHOM runepreH3uu.

Y peTeit 060CTpeHNE aHeMMM MOXKET BbITb 06y-
CNI0BNIEHO OCTPOJ CekBecTpauueit CepnoBuaHbIX
3PUTPOLIMUTOB B CENE3EHKE.

Mpuanu3m SBNSETCS Cepbe3HbIM OCTOKHEHUEM,
KOTOPOE MOXET Bbl3bIBaTb 3PEKTUbHYI0 AUCPYHK-
LI0, YalLle BCETO Y MOMOAbIX MYXYHH.

OcnoxHenna. K [0onrocpouHbiM — nocnes-
CTBMAIM OTHOCWTCS HapyLleHMe pocTa W Pa3BUTUS
opraHusMa. Takke HabmofaeTcs noBblleHue
YYBCTBUTENBHOCTU K MHDEKLMAM, 0COBEHHO MHEB-
MOKOKKOBBIM 1 CA/IbMOHE/IE3HbIM (B T.4. BbI3BAH-
HbiM Salmonella osteomyelitis). 3T HGekumu
0COBEHHO PacnpoCTpaHeHbl B PaHHEM [AETCKOM
BO3paCTe 1 MOTYT NPUBOANTL K PaHHe! CMepTy.

K apyrim nocneacteusaM OTHOCSTCS MLeMMYe-
CKuit mHCynbT, BackyauTsl LIHC, acentnueckuit He-
Kpo3 ronoBKM HeapeHHOM KOCTH, HApyLLeHMe KOH-
LIEHTPALUMOHHON CMOCOBHOCTM MoYeK, NoveyHas
He0CTaTOMHOCTb, CepAeYHas HEeLOCTATOYHOCTD,
drbpO3 Nerkux.

CMMNTOMDI M NPU3HAKK

bonbLuas 4acTb CUMNTOMOB BCTPEYAETCS TONbKO
Y TOMO3MTOTHbIX MALMEHTOB, AaHHble NposiBAe-
HMS CBA3AHbI C PA3BUTUEM AHEMMW M OKK/HO3MM
COCYL0B, YTO MPUBOAMT K WLIEMUM W MHGApKTaM
TKaHel. AHeMWs, Kak MpaBuno, UMeeT Tsxenoe
TeyeHue, 0AHaKO OTAMYAETCS BbICOKOWA Bapua-
0eNbHOCTbIO; HADMIOAATCA YMEPEHHAsS XenTyxa
1 6negHoCTD.

MaumeHTbl MOryT BbiTb MAOX0 Pa3BMTbI, YACTO
Y HWX OTHOCWTENbHO KOPOTKOE TYNOBMLLE, A/IWH-
Hble KOHEYHOCTM W «DalleHHbIA» yepen. Y aetedt
Hab/toaaeTCs renatocnieHoMeranns, OfHAKo Y
B3pPOCbIX CeNe3eHKa, HanpoTWB, MMEET KpaiHe
HebosbluMe pa3mepbl. ITO CBS3aHO C MOBTOPHbIMM
uHdapKTaMu 1 MoCnenytoLMM passuTueM Gubpo-
33 (ayToCnneH3KToMMs). XapakTepHbl KapauoMera-
NS, CUCTONMYECKME CEPAEYHDIE LYMbl, XONENUTH-
a3, XPOHUYECKME LITAMMOBAHHbIE A3Bbl FONIEHEN.
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Mpu 6onesoit Gopme Kpuza HabnopaoTcs
CUnbHble BOMM B [/IMHHBIX TpybuaThix KOCTSX
(mpeTubuanbHas 60Mb), KUCTAX U CTOMax (CMHAPOM
«KUCTb-CTOMAy), CycTaBax. bob B CycTaBax MOXeT
6biITb 0BYCNIOBNEHA TEMAPTPO30M MM acenTuye-
CKMM HeKpo30M ron0BKM BeapeHHol KocTu. Xa-
paKTepHa cunbHas 60b B XMBOTE, KOTOPast MOXET
COMpOBOXAATbCS PBOTOW, 06BIMHO HabMKOAAKTCA
0071 B CMUHe 1 CycTaBax. Bce 311 nposiBnenus 06-
YCI0BNEHbI CEPNIOBUAHON HOPMONA IPUTPOLIUTOB.

OcTpblii TOPaKaNbHbIi CMHAPOM XapakTepu3y-
€TCS BHE3AMNHbIM NOABNEHUEM NIMXOPALKH, 6O
B IPYAM, IETOYHOM MHOMALTPALMM. MHOUABTPaLMA
HAYMHAETCS C HUXKHUMX onei nerkux, 8 1/3 ciyya-
€B OHa MOXET MMEeTb [BYCTOPOHHMIA XapakTep
COMpOBOXAATHCS MNEBPANIbHBIM BINOTOM. 3TO MO-
KET NPUBOANTD K Pa3BUTUIO HAKTEPUANBHOM NHEB-
MOHWM. BbICTPO pa3BMBAETCS rMMOKCEMMS, KOTOPAs
COMPOBOXAAETCA O/bILKON.

leTepo3urotbl. [117 reTeposuroTHbIX nauu-
eHToB (Hb AS) HexapakTepHO Hanuume remonu3a,
6oneBbIX KpU30B, TPOMOOTUYECKUX OCIOXHEHWH,
33 UCKITIOYEHNEM TUNOKCUYECKMX COCTOAHMIA (npe-
BblBaHME Ha HOMBLLOI BbICOTE, BHE3AMHAS LEKOM-
npeccust B camonetax). OnHaKo Npu NOCTOSIHHbIX
WUCTOLLAWMX YNPABKHEHUSX MOTYT HabIOAAThCA
pabaoMMONM3 M BHe3amHas CMepTb. XapakTepHo
HapyleHWe KOHLEHTPALUMOHHOM  CMoCOBHOCTH
noyek (rumocteHypus). MoxeT BO3HMKAaTb OA-
HOCTOPOHHSA remMaTypus (0BbIYHO U3 NEBOI NOYKM,
MEXaHW3M OCTAeTCs HEesICHbIM), KOTOpas, OAHAKO,
0613a3eT  CKMOHHOCTBID K CaMOOTPAHUYEHHH0.
MoxeT BO3HMKATb MANWANAPHbIA HEKPO3, TeM He
MeHee OH BCTPEYAETCS PEXe, YEM Y TOMO3UTOTHbIX
MaLMEHTOB.

AuarHocTuka
= Mceneposanve crpyktypel AHK (npeHatanbHas

[LMArHOCTHKA).
= Ma3ok nepudepuyeckoii Kposu.
= [poba Ha pacTBopUMOCT®.
= Inektpothope3 remornobuHa (MM TOHKOCION-

Has M303neKTpuYeckas GoKycupoBKa).

Tun npuUMeHAeMoro MeToda 3aBUCHT OT BO3-
pacTa nauuenta. Mccnenosanue cTpykTypsl [HK
MOXET MCMONb30BaThCA ANS MpEHATanbHOW Au-
arHOCTUKM  WAM  TEHOTUMUYECKOTO MOATBEPXK.E-
HUS HanWumMs CeproBMAHOKNETOYHON aHemuu. B

6onblumHcTee wratos CLUA npoBoaNUTCS CKPUHUHT
HOBOPOX/EHHbIX, KOTObIA BK/lOYaeT B Cebs
anektpodopes reMornobuHa. K CKpUHMHIOBLIM W
[MArHOCTMYECKMM METOaM Y [eTeil M B3pOC/biX
OTHOCATCA UCCNea0BaHWe Maska nepudepuyeckoit
KpoBW, Npoba Ha pacTBOPMMOCTb reMoryiobuHa v
anekTpodopes reMornobuHa.

MpeHaTanbHblii  CKPUHMHF.  YyBCTBMTENb-
HOCTb MpEeHaTaNbHOM AMarHOCTUKW B 3HAUMUTENb-
HO¥i Mepe YBENMYMNACh NOCTE BHEAPEHHS TEXHUKM
MLP. Ee npuMeHeHMe peKOMEHAYETCA B CEMbAX C
PUCKOM Pa3BUTHS CEPTIOBMAOHOKNETOYHON aHEMMM
(Napbl C HaNMUMEM JAHHOTO TUNA aHEMUM B MEAy-
LUMHCKOM MM HAcneaCTBEHHOM aHaMHese nnbo
NpUHaNEXallMe K OMpeneNeHHbIM 3THUYECKUM
rpynnam). 3abop obpasuos [IHK npoussoputcs
13 BOPCHH XOp1OHa Ha 8-10 Hedene rectaumu. Ha
14-16 Hepene Takxe NPOBOAMTCA UCCIENOBAHME
AMHMOTMYECKOM KMAKOCTA. BaxHbIM 3TanoM npe-
HaTanbHOM AMArHOCTUKM SIBNSETCA FEHETUYECKOe
KOHCYNLTUPOBaHMeE.

HeoHatanbHbliii CKpUHMHF. B HacTosllee
BpEMS TECTUPOBaHWE Ha HanWuMe JaHHoro 3abo-
NeBaHWA PEKOMEHL0BAHO MOBCEMECTHO, YaCTO OHO
BK/IOYAETCS B CMEKTD HEOHATa/lbHbIX CKPUHWH-
TOBbIX TECTOB. YTOObI MpOBECTM pa3rpaHuyeHme
mexay Hbs F, S, Au C, pekoMeHAyeTCs BbIMOAHUTL
anekTpodopes reMornobuHa C MCMoNb30BaHUEM
aueTaTa LenNono3bl MM TMMOHHOKMCIONO arapa,
TOHKOUTOMHYI0 M303N1EKTPUYECKyt0 DOKYCMPOBKY
um OpaKUMOHMPOBAHME TeMOrobuHa C moMo-
Wbl0 BbICOKOIDDEKTUBHOM XMIAKOCTHOW XpoOMa-
Torpadum (BIXX). [ina noATBepskaeHUs Anarto3a
MOXET NoTpeboBaTbCA NOBTOPHOE MCCNEN0BaHME B
BO3pacTe 3-6 Mecaues. ccnefoBanue pacteopu-
MocT Hb S B nepBble MecsiLibl XXM3HM HEBO3MOXKHO.

CKPMHMHT M AMArHOCTUKA Y AieTe U B3poC-
NbIX. Y NaUMEHTOB C HaJMUMEM CyyaeB Cepro-
BUOHOK/IETOYHON aHEMUM B HACTEACTBEHHOM aHa-
MHe3€e UM KNMHUYECKUX NPU3HAKOB 3aboneBaHms
HeobxoaMMO MpOBENEHME CKPUHUHTOBOTO MUCCe-
JI0BaHKS, KOTOPOE BK/KOYAET Ma3ok nepudepuye-
CKOJ KpOBM, TECT Ha PaCTBOPUMOCTb reMOrmobuHa,
anekTpodopes reMornobuHa.

Y NauMeHToB C CMMMTOMAMM WM NPU3HAKaMM,
CBUIETENbCTBYIOLMMM O HaNM4MKM JaHHOMO 3abo-
NIeBaHUA UM €10 OCNIOKHEHMIA (33epXKa PoCTa,
ocTpble 6071 B KOCTAX HESICHOI 3TMONOTAM, aceNnTH-
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YeCcKWi HeKpo3 ronoBKM DedpeHHON KOCTH, rema-
TYpUA HEACHOI 3TUONOTMM), B0 Y YEPHOKOXMX
MaLMEeHTOB C HOPMOLMTAPHOI aHeMuelt (0cobeHHO
B COYETaHMM C reMOM30M) HeobX0AMMO BbIMONHe-
HMe 1abopaTopHbIX TECTOB Ha HANM4Me reMonnTH-
yeckor aHemmu, 3nektpodopesa remornobuHa
Ma3ka nepudepuyeckoii KpoBM C LIENbH BbisiBe-
HWs ceproBuaHbIX GopM 3puTpouuTos. Mpu Hanu-
YMM CEPNOBMOHOKNETOYHOWM aHEMUM KOMMYECTBO
3PUTPOLMTOB, KaK MpaBWAO, COCTaBNAET 2-3 MIH/
MK/ C IPONOPLMOHaNbHBIM CHUXKEHUEM YPOBHS re-
MOrN0BMHA; XapaKTepeH HOPMOLMTO3 (MUKPOLMTO3
CBMAETENbCTBYET O COMYTCTBYIOLEN (-Tanaccemum).
B nepudepuueckoil KpoBu 4acto nosBASIOTCA
ALPOCOAEPXALUME IPUTPOLNTDI, XapaKTepeH pe-
TKynouuto3 >10%. B cyxoM okpalleHHOM Maske
KpOBW MOTYT 6bITb 06HAPYXXEHbI CEPNIOBMAHbIE 3pU-
TPOLWTBI (NONYNYHHON QOPMbI, YaCTO C YTMHEHHbI-
MU WK 330CTPEHHBIMU KOHLIAMK).

[OMO3MFOTHOE COCTOSIHME MOXHO oTAnbde-
PEHUMPOBaTb C MoMoLbto 3nekTpodopesa, npu
3TOM BbIIBASETCA TOMbKO Hb S B coueTaHmm ¢
pa3nnyHbIM  konnyectBoM Hb F. Teteposurotbl
XapakTepu3ytotcs npeobnagaquem Hb A Hag Hb
S npu BbinonHeHuw 3nekTpodopesa. Hb S MoxXHO
06HapyxuTb cpean Apyrux (Gopm remornobuHa
no ero 3nekTpohopeTyeckoMy CrekTpy, KOTOPbIi
CBMAETENBCTBYET O NAaTOrHOMOHMYHOW Mopdornio-
M 3PUTPOLIUTOB.

WccnenoBanne KOCTHOTO MoO3ra ANS AMArHo-
CTUKM He ucnonb3yetcs. Ecm oHo BbinonHseTcs
Ans anddepeHLManbHOi MarHOCTUKM C Apyru-
MU TUNAMW aHEMMIA, BLISBNSIETCS TUMepnaasus ¢
npeobnafaHnemM HopMobnacToB; Npu KpU3ax Uim
TSKENbIX MHDEKLMSIX MOXET ONpenensTbes anna-
CTUYecKoe COCTOSHWe KoCTHoro mo3ra. Ecm ang
UCKNIOYeHs Apyrux 3aboneBaHuil (K npuMepy,
toBeHMNbHOrO PA, Bbi3biBatoLLErO 60N B KMUCTSX W
cronax) BoinonHsieTcs u3mepenne CO3, Habnoda-
€TCS HU3KOE 3HayeHWe AaHHoro mokasarens. Cny-
YaliHO/ HaxomKoW Mpu peHTreHorpaduM MoxeT
ObITb pacluMpeHne AMMAOMYECKUX NPOCTPAHCTB
KocTeli yepena W nyyeobpasHoe pacnonoxexue
annnonyeckux Tpabekyn. B mmMHHbIX TpyBuaTbix
KOCTSIX HabM0AAETCS UCTOHYEHME KOPTUKANBHOMO
€108, HepaBHOMEpHas MNOTHOCTb, POPMUPOBaHHE
HOBOM KOCTHOM TKaHW BHYTPWU KOCTHOMO3TOBOTO
kaHana. [ematypus HesICHOTO reHe3a, Aaxe Npu oT-

CYTCTBMM MOLO3PEHMS HA CEPNIOBUAHOKIETOYHYIO
AHEMMIO, SBNAETCS MOKa3aHWeM /1S AMarHoOCTMYe-
CKOTO MOMCKA NPU3HAKOB IaHHOTO 3aboNeBaHMs.

JunarHoctuka o6ocTpenmit. Ecwm y nauu-
€HTa C YCTAaHOB/IEHHbIM [MArHO30M CeproBma-
HOKJIETOYHOW aHeMMW HabntomaeTca obocTpeHme
3aboneBaHus, KOTOpPOE COMPOBOXAAETCS BONbio,
NMXOPAKOM WAM APYrUMM MpM3HaKaMu MHAEK-
UMM, HeobxoouMo Mof03peBaTh aniacTUYecKui
Kpu3, 111 IMArHOCTUKM aHHOTO COCTOAHMS Tpeby-
etcs BbinonHeHne OAK ¢ noacyetoM Konuyectsa
PETMKYNOUMTOB. Konnyecto petukynounTos <1%
CBMIETENbCTBYET O HANMYMM ANNACTUYECKOTO KPH-
33, 0C0BEHHO MpU MafeHUM YpoBHS remMornobuHa
HUKe 0BbIYHOMO AN JAHHOTO MaLIMEHTa 3HAUEHMS.
Mpu BoneBbiX Kpu3ax 0e3 annacTuyeckoro co-
CTOSHMA HAONIOJAETCS MOBbIWEHHOE KOMMYECTBO
NeiKOUMTOB, 4acTo Co caBuroM GopMynbl BEBO,
0cobeHHO Ha QoHe GakTepuanbHOi MHbEKLWM.
Konnyecteo TpoMbOUMTOB 06bIYHO MOBBILLIEHO.
Ipu M3MepeHnM YpoBHS CbIBOPOTOYHOO BUMpy-
B1Ha, KaK MpaBuno, Takke HabloaaeTcs ero no-
BbileHue (2-4 mr/on [34-68mkmons/n]), B Moye
MOXET COAEPXKATCA YPOOUIMHOrEH.

Y naumeHToB C 60Nbl0 B rpyaM MM 3aTpya-
HEHHbIM [IbIXaHMeM HeobXoaMMO MOL03peBaTh
HanMuMe OCTPOro TOPaKanbHOMO CHMHAPOMA WM
NIEroYHoM TpoMB03MO0ANK; HEOBXOAUMO BbINOA-
HeHue peHTreHorpadum OpraHoB rpymHON KNeTku
W NyNIbCOKCUMETPU. [MMOKCEMMS U MHDUALTPALKS
NETOYHOM MapeHXUMbl MO JaHHBIM PEHTreHorpa-
GuM CBUIETENbCTBYET O HaNM4MM OCTPOrO TOpa-
KaNbHOTO CMHAPOMa WM MHEBMOHWM. [NoKceMMs
6e3 NeroyHoit MHOUNLTPALMKM CBUAETENLCTBYET O
NEroyHoi amMbonmm.

OcTpbiii  TOpaKanbHbliA CMHIOPOM HEobXomu-
MO MOfI03PpeBaTh Y NALMEHTOB C JMXOPAAKOA W
npu3HakamMu MHOEKUMM; B IAHHbIX ClTy4asiX Bbl-
MOSHAKTCA KyNbTypanbHOE WMCCNEN0BAHWE, PEHT-
reHorpadus OpraHoB TPYAHON KNETKM M [pyrue
COOTBETCTBYIOLLIME AMATHOCTUYECKHE TECTbI.

Mporuos

MpOAOMKMTENBHOCT  KM3HW  TOMO3MTOTHBIX
MaLMeHToB CTabunbHo mpesbilwaet >50 ner. Pac-
MPOCTPaHEHHbIMU MPUYUHAMM CMEPTH SIBNAKOTCSH
OCTpbI TOPaKaNbHbIA CUHAPOM, MHTEPKYPPEHTHbIE
uH eKLMM, NeroyHas TPOM603MOONHUS, MHDAPKTLI
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XW3HEHHO BaXHbIX OpraHoB, NoYe4yHas He[oCTa-
TOYHOCTb.

Jleuenne

= AHTUBMOTMKM LIMPOKOTO CMEKTPA (MPY Hanuyum
MHdeKLMM).

= AHaNbreTUKW M BHYTPUBEHHAs peruppataums
(Mpv Ba300KK03MOHHOM B0NEBOM KpK3e).

= B HEKOTOpbIX Clyyasx NpUMEHSKTCA reMo-
TpaHchy3nm.

= MMyHW3aLus, npenapatbl GONMEBOR KHCIOTbI,

TMAPOKCUMOYEBMHA (HA DOHE OTHOCUTENBHOMO

30,0POBbS).

Jleyenue BKtoYaeT B cebs perynsipHble obule-
YKpennsiolmue MeponpusTus, a Takke cneundu-
YECKyH MOANEPXMBAIOLLYHO TEPANMIO OCTOKHEHMIA
npu MX BO3HMKHOBEHWM. B Hactosiee Bpems He
cywecrByer 3QMEKTMBHbIX NpenapaToB s ne-
YEHWS CeproBUAHOKNETOYHOW aHeMuu in Vivo.
CnneHakTomms Takke HeapdekTuBHa. TpaHCMNaH-
TaLus CTBONMOBBIX KNETOK B HEOONBLIOM MPOLEHTe
C1y4aeB MOXET NMPUBOLNTL K M3NEYEHUHO, OfHAKO
OHa BbIMONHSIETCS PeaKo, MOCKOMbKY CONPOBOXAA-
eTcs pucKoM neTansHoro ucxofa (5-10%). Bos-
MOXHOCTb M3/IEYEHUS MOXET 0DECMeYnTb reHHas
Tepanus, OfHaK0 HA [AHHbIA MOMEHT OHa ele
Haxo4uTCs B npouecce pa3paboTki.

K nokasaHusm ans rocnuTtaniu3aummu OTHOCATCS
TSHKENble MHQEKLMM (B T.4. CUCTEMHBIE), annacThye-
CKMe Kpu3bl, OCTPbIN TOpaKasbHbIA CUHAPOM, YACTo
uxdapkTonoaobHas 6ob UM HEOBXOAMMOCTb re-
MoTpaHcdy3uu. Hanuume nuxopaaku He sBnsetca
MoKa3aHWeM Ang rocnutanusaumm. Tem He MeHee
Y NAUMEHTOB C OCTPbIM 3a60/1€BaHUEM U MOBbILLE-
HueM Temnepatypbl Tena >38 °C HeobXoauMO Bbl-
MONHUTb KYNbTypaNbHOE MCCIea0BaHue C 3a60poM
06pa3Li0B W3 HECKONbKMX MCTOYHUKOB M HA3HAYUTb
BHYTPUBEHHYI0 aHTUOMOTUKOTEPANHIO.

AHTUOMOTHKM. [1p1 NOLO3PEHNM Ha Hannume
TSKENol bakTepuanbHoi MHQEKLMM UM 0CTporo
TOPaKa/bHOTO CMHAPOMa TPebyeTcs HeMeaneHHoe
Ha3HaueHue aHTMOMOTMKOB LIMPOKOTO CMEKTPa.

AHanbreTuku. Mpy 6oneBbIX KpU3ax WMPOKO
MPUMEHSIKOTCS aHANbreTUKW, Kak Mpasuno, onuou-
Zbl. IbdeKTMBHBIM M 6E30MaCHBIM ABNSETCA BHY-
TPUBEHHOE BBeleHMe MOpPOUHA (BAUTENBHO WK
DONIOCHO); MPUMEHEHWS MenepuauHa HeobXoau-
MO u36eratb. XOTsl AeruapaTaumus MOXeT npoBo-

UMpOBaThb BO3HMKHOBEHWE KpW3a MPELMMMTALIAM,
0CTAeTCs HESICHbIM, MOXKET 1 YCUNEHHas pervapa-
TaumMs 6biTb IQHEKTUBHBIM CPELCTBOM MOMOLLM
npy kpu3e. TeM He MeHee NofaepXaH1e HopMalb-
HOTO BHYTPMUCOCYAMCTOrO 06beMa SIBNAETCA OCHOB-
HbIM HarpaBieHueM Tepanuu. [pu Kpusax 60 u
NIMXOPAJIKa MOTYT COXPAHSTHCA 0 5 AHEl.

Femotpancdysumn. [emMotpaHcdy3um Bbinon-
HATCA B PA3NIMUHBIX KIMHUYECKUX CUTYaLMSX,
X0Tq UX IQDEKTMBHOCTb HE [OKa3aHa. TeM He
MeHee nepuoamyeckas TpaHchy3uoHHas Tepanus
nokasaHa ana npoQuUNakTMKu peUManBOB TPOM-
603a COCYN0B rONOBHOTO MO3ra, 0COOEHHO Y fe-
Teit. [eMoTpaHChy3um 06bIYHO BbIMONHSKOTCA MpU
ypoBHe remMornobuHa <5 r/mn. K cneundmyeckum
MoKa3aHMsIM OTHOCSTCS OCTpast  CekBecTpaums
3PUTPOLIMTOB B CENE3eHKE, annacTuieckue Kpusbl,
MaToNOrMyeckue CUMMTOMbI CO CTOPOHbI Cepfiey-
HO-COCYAMCTON WM IbIXaTenbHOM cucTeMbl (cep-
[Ie4Hast HeoOCTaTOYHOCTb MO TUMEPKMHETUYECKOMY
TUNY, TUNOKCEMMS €O CHmkeHnem POy <65 MM p.
(T), NPeLONepaLMoHHas NOATOTOBKaA, MpUANK3M,
XU3HEYTPOXAIOLLME COCTOSHMS, NPU KOTOPbIX Tpe-
fyetcs nosbiwenne copepxanng 0, (cencuc, Ts-
KENble MHOEKLMM, OCTPIA TOpaKaNbHbli CUHOPOM,
WMHCYNbT, OCTPast ULLEMMS) BHYTPEHHHX OpraHos). [e-
MOTpaHChy3uu HeahDEKTUBHDI MPU HEOCTOXKHEH-
HOM D0IEBOM KpU3€; 0AHAKO OHW MOTYT MpepBaTh
LUMKN Pa3BUTHS Kpu3a [0 ero Hayana. MotpebHocTb
B reMoTpaHcy3usix MOXeT BO3HMKHYTb Npu bepe-
MEHHOCTH.

Mpu NoTPeBHOCTM B PErynsipHbIX AU MHOTO-
KpaTHbIX reMoTpaHcdy3usx, Kak NpaBuno, Npesano-
yTeHWe OTHAETCA He CTaHAAPTHOMY MepeNnBaHuI
KOMMOHEHTOB KPOBH, @ YaCTUUHBIM 0BOMEHHBIM re-
MOTPaHChY3nAM, KOTOpbIe BbIMOMHSKTCA C MOMO-
Wbl0 COBPEMEHHbIX annapatos ans adepesa. Mpu
WM3HaYaNbHO HWU3KOM YPOBHe remornobuka (<7 1/
A1) NpoLeaypa He MOXeT bbiTb HayaTa b6e3 npen-
WECTBYIOWEr0  MEpEeNuBaHUS  3PUTPOLUTAPHON
Maccol. [1nsh 4aCTMyHOro 06MEHHOTO Nepenv1BaHms
XapaKTepHa MUHMUMM3aLMS TakMX NPOLIECCOB, Kak
HaKOM/EHMe Xenesa B OpraHM3Me W NoBblllEHKE
BSI3KOCTM KPOBM.

06weykpennswuee nevenue. py non-
TOCPOYHOM NIEYEHMM MPUMEHSIOTCS Cledyiolime
MeponpusTHs, KOTOpble 0BECreunBaloT CHUXEHME
CMEpTHOCTH, 0COBEHHO B IETCKOM BO3paCTe.
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+ BakumHaumus npotuB NMHEBMOKOKKOBOW, 2eMo-
(UbHOL N MEHVHTOKOKKOBOI MHDEKLMM.

o PaHHAS AMArHOCTUKA M NEYEHUE TIKENbIX bak-
TepuanbHbIX HOEKLWA.

» [podunaktyeckas aHTMOMOTMKOTEPANKS, KO-
TOpas BK/OYaeT B cebsl [IMTeNbHbIA Npodu-
NaKTUYeCKHI NpUeM NepopanbHbIX NEHULMAK-
HOB B BO3pacTe 0T 4 MecsLeB A0 6 neT.

» [pueM rMapOKCMMOYEBMHBI M Mpenapatos ho-
JIMEBOV KNCOTbI.
06bluHO pekomeHayeTcs npueM honneBoi Kuc-

notbl B 4o3e 1 Mr 1 pa3 B CyTku.
[MAPOKCMMOYEBMHA  MOBBIWAET  YPOBEHb
Hb F u, TakumM 06pa3oM, CHMXAET KOAM4YECTBO
CEpNOBMAHBIX  IPUTPOLMTOB, yacToTy  Hone-
BbIX kpu3oB (Ha 50%) W ocTporo TopakanbHOro
CMHAPOMA, A TaKKe NOoTPebHOCTb B reMOTPAHC-
dy3msx. [103a rmopoKCMMOYEBMHbI MOXET Ba-
pbMPOBaTb B 3aBMCUMOCTU OT HEOBXOAMMOrO
noBbienns ypoBHa Hb F. TMapokcumoueBuHa
MOXeT ObiTb bonee 3OeKTMBOI B KOMOUHALIMM
¢ 3putpono3stuHom (40 000-60 000 ME/Hen).
TeM He MeHee OHa ABNSIETCS NEAKEMOTEHHBIM (Bbl-
3bIBAeT HEMTPOMeHMI0 M TPOMOOLMUTONEHMIO) U Te-
paToreHHbIM NPenapaToM, N03TOMY OHA He A0/XHa

Ha3HAYaTbCs KEHLLMHAM AeTOpPOAHOro Bo3pacTa.
Mcnonb3oBaHMe 3pUTPONO3TUHA Y NALMEHTOB C

aHeMMeA, Pe3UCTEHTHOM K XMMMOTEPANuK, acCoLm-

MPOBaHO C NOBBbILIEHNEM YACTOTbl BEHO3HbIX TPOM-

603Mb0NMIA U CepeYHO-NIErOYHBIX OCNOXHEHMI (K
npuMepy, MHGapKTa MUOKApaa); MO3TOMY AHHbIA

MeTof neyeHus HeahdeKTMBEH Y NALMEHTOB C

CepnoBMUAHOKNETOYHON aHEMMEN.

bOJIE3Hb TEMOTIOBUHA C

BonesHb remornobuHa C npepcrasnsier co6oii remorno-
6uHonatuio (Bpes 141-1), conpoBoxparowLyloca CUM-
NTOMaMM, CXOAHBIMM C CEPTIOBUAHOKNETOUHOIH aHeMMeH,
KOTOpble, 0/AHaKO, MEHEE BbIPAXKEHbI.

3aboneBaHue npoTexkaeT 6ECCUMNTOMHO Y
2-3% vepHokoxux xuteneit CLIA. CumnToMbl,
XapaKTepHble AN rOMO3MUrOTHOMO COCTOSIHMS, Kak
MPaBWNO, aHANOMMYHbl  CEprOBUAHOKNETOYHOM
aHeMuM, OIHAKO MeHee BblpaeHbl. ABLOMUHANb-
Hble KpW3bl, XapaKTepHble NS CeprIOBUAHOKNETOY-
HOW aHeMuK, He HabNAATCS, 06BIYHO YBENMYEHA

cene3eHka. BoaMoxHa cekBecTpaLys 3puTpoLIMToB
B CENE3EHKe.

bonesHb remornobuHa C HeobxoanMMo noao3pe-
BaTb Y BCEX MALMEHTOB C OTSTOWEHHbIM Hacnes-
CTBEHHBIM aHAMHE30M Y Y YePHOKOXKMX NaLMEHTOB
C KNMHMYECKAMM MPU3HAKaMK1 CEPMOBUIHOKIETOY-
HOW aHeMMK, 0COBEHHO Y B3POC/IbIX JItOAEN CO Crie-
HOMera/ueit. AHeMus, KaK NpaBuno, HE3HAUUTENb-
Hasi, HO MHOT[@ MOXET JOCTUTaTh TXKENO CTEMEHM.
XapakTepeH Hopmoumtos, ot 30 go 100% Bcex
KNIETOK COCTABASOT MUILIEHEBUAHbIE 3PUTPOLUTDI,
cepouuTbl, pexxe KpUcTannocoaepxaliie 1 sapo-
copepxatiye putpounTbl. CeproBuaHbie GopMmbl
He obHapyxweatotcs. Ipu anektpodopese onpe-
pensetcs remornobuH C-Tuma. Y reTeposnroTHbIX
ML €MHCTBEHHbIM N1ABOPATOPHBIM OTKJIOHEHWEM
ABNAETCA HANMUME MULLIEHEBUAHDIX SPUTPOLIMTOB.

PekoMeHfaLMM Mo CrieLmMdrUIeckoMy NeYeHmto
OTCYTCTBYIOT. AHEMMS 0BbIYHO HE OCTUraeT NoKa3a-
Tenei, TpebyIoLLMX BbINONHEHMS reMOTpaHCdy3uu.

BbOJIE3Hb TEMOTIOBUHA S-C

BonesHb remorno6una S-C sensetca remornobuHonatueit
(Bpe3s 141-1), KoTopas COMPOBOXAAETCA CUMNTOMaMM,
CXOAHBIMU C CEpMOBUAHOKNETOUHON aHEMHel, KoTopble,
0[HaKO, MeHee BbIpaXeHbl.

Mockonbky 10% npenctaButeneit HerpoMaHo
pacbl sBnakoTCs HocuTensmu Hb S, reteposurotel ¢
kombuHauueit S-C BCTpevaroTcs valle, YeM romo-
3uroTbl ¢ BonesHbto remornobuHa C. AHemus npu
bone3un remornobuHa S-C MeHee BblpaxkeHa no
CPaBHEHMIO C CEPMOBUAHOKNETOYHON aHeMuelt; y
HEKOTOPbIX MaLMEHTOB MOXET Aake Habnomathcs
HOPMabHbIi YPOBEHb reMorobuHa. bonblwmHCTBO
CMMMTOMOB ~ QHaNOMMYHO  CEPMOBUAHOKNETOYHON
aHeMUM, OfIHaKO OHM pexe BCTPEYaloTCs U MeHee
BbIpaXeHbl. MoryT HabniofaTbCs MacCMBHas rema-
TYpus,, KDOBOM3MAHMA B CETUATKY, ACEMTUYECKHiA
HeKpo3 ronoBku befpeHHol koctW. bonesub re-
Mornobuta S-C HeobxoauMo noao3peBarth Y Nauu-
€HTOB C KMHUYECKUMM MPU3HaKaMu1 CeproBUAHO-
KJIETOYHOM aHEMMM WIW TUMMYHOK Mopdonorueit
3pUTPOLMTOB. B OKpaleHHOM Maske nepudepu-
Yeckoi KpoBM OOHApYXWBAKOTCH MULLIEHEBUAHbIE
3PUTPOLMTDI, €IMHWYHbIE CEPMOBUAHbIE  KNETKM.
(CepnoBMAHOCTb BbIABAAETCS C MOMOLLBIO CrieLy-
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a/IbHbIX NpenapaTos, AN BEDMdJI/IKaLI,VIVI [InarHo3d
NPUMEHAETCA 3J'IEKTDO¢ODE3. JleyeHne aHanornyHo
CEDI'IOBVIE,HOKIIETOHHOVI dHEMWK, OIHAKO €ro UHTEH-
CMBHOCTb OMpeaensaeTca TAMKeCTblo CUMNTOMATUKN.

bOJIE3Hb TEMOTI/IOBUHAE

Tomo3uroTHoe HocuTenbCTBO remornobuHa E (remorno6u-
Honatus, Bpe3 141- 1) Bbi3bIBaeT pasBUTHE YMEPEHHON re-
MOJIUTHUECKO aHEMHUH, KaK NPaBuo, 6e3 cnnieHoMeranum.

Hb E aBnseTcs TpeTbMM MO pacnpoCTpaHeH-
HOCTW TUMOM reMornobuHa B Mupe (nocie Hb A u
Hb S), oH BCTpeyaeTcs MpenMyLLeCTBEHHO Y Npea-
CTaBuTENei HErpoOMAHOM pachl W BbIXOALEB K3
tOro-BoctouHoit Asum (>15% romo3urotbl), 0aHa-
KO PeLKO BCTPEYAeTCs Y KuTalLes. Y reteposuror
(Hb AE) 3aboneanue npotekaet 6eccumntoMHo. Y
retepo3uroT ¢ Hb E u B-Tanaccemueli passuBaet-
s reMonuTHYeckas bonesHb, bonee Taxenas, yem
npu S-TanaccemMmu WM rOMO3UIOTHOM HOCHTENb-
cree Hb E, 3abonesaHue 06b14HO CONPOBOXAAETCS
CnieHoMeranuen.

Y retepo3urot (Hb AE) pesynbtaThl CTaHgapt-
HbIX 1abOPaTOPHbIX TECTOB Nepudepuyeckoit Kpo-
BM B npedenax HopMbl. Y roMo3uroT Habnoaaetcs
MUKPOLMTApHAsA aHEMMS NIETKOiA CTeneHm Co 3Ha-
YUTENbHBIM KONMYECTBOM MHULIEHEBUAHBIX KNETOK.
[lnarHoctuka 6onesnu Hb E ocHoBaHa Ha pesynb-
TaTax anektpothopesa remornobuHa. [ins neverus
TOMO3MTOTHbIX MALMEHTOB C TAXENbIM TeYeHUEM
33601eBaHMs 06bIYHO NMPUMEHSIKOTC perynsipHble
remMotpaHcdy3uu.

TAJTACCEMUK

(cpeau3eMHOMOpCKas aHemms; 6obLas U Manas
Tanaccemus)

TanacceMum - 370 rpynna BPOXAEHHbIX MUKPOLIUTAPHBIX
reMONUTUYECKUX aHEeMMi, KOTOpble XapaKTepusyloTcs
AedeKToM cuHTe3a reMorno6uHa. OHM ocobeHHo pacnpo-
CTpaHeHbl Y UL, CPeAM3eMHOMOPCKOTO, ahpUKaHCKOro U
10HOA3MaTCKOrO NPOUCXOXKAEHHS. CUMNTOMBI M NpU3Ha-
KM 06YC/IOBNIEHBI aHEMUEH, FeMONU30M, CMIEHOMEranuet,
runepnnasueil KOCTHOro Mo3ra, Npu MHOTOKPATHbIX remMo-
TpaHchy3usX MOXeT HabnlopaTbes neperpyska JenesoMm.
[lMarHocTMKa OCHOBaHa Ha FeHETUYECKOM MCCNIEA0BaHUM
M KONMYECTBEHHOM aHanu3e CTPYKTYpbl reMorno6uHa.

JleyeHne TAXKENbIX ¢0pM MOXeET BK/louaTb B cebs re-
Morpauctbysuu, CNJIEHIKTOMMUIO, Tepanuu Xenatopamu U
TPaHCNNAHTaLUIO CTBOJIOBbIX K/ETOK.

Narodusuonorus

Tanaccemms (remornobutonatus, Bpe3 141-1)
OTHOCMTCS K Haubonee  pacnpoCTpaHEHHbIM
BPOXAEHHbIM  3ab0neBaHUAM, 00YCNOBNEHHBIM
HecbanaHCMpOBaHHbIM  CMHTE30M reMOrN0buHa,
370 CBS13aHO C HAPYLIEHUEM CUHTE3a Kak MUHUMYM
OfIHO NOAMNENTUAHON Leru mobuHa (B, , Y, 6).

beta-Tanaccemus SBNAETCS pe3ynbTaToM Ha-
pYWeHWA CMHTE3a B-MOAMNENTUAHBIX Lenei. Tun
HaCienoBaHMs  AYTOCOMHbIA:  eTepo3uroTHoe
HOCMTENbCTBO XapaKTepu3yeTca OeccMMnTOMHOM
MUKPOLMTAPHON aHEMMEN NETKOW MW YMEPEHHOM
CTeneHu THKECTH (Manas Tanaccemms); y roMosu-
rot (6onblwas B-Tanaccemus, aHemus Kynu) pas-
BMBAETCH TSHXKENas aHeMus C rUnepakTUBHOCTbIO
KOCTHOTO Mo3ra. B-O-Tanaccemus SBAAETCS MeHee
pacnpocTpaHeHHoi dopmoii B-TanacceMu, npyu
KOTOPO# HapylweH CUHTe3 Kak O-Lienu, Tak 1 B-Lie-
nu, IaHHas dopMa Takke MOXET BCTpevaThcs B
reTepO3UrOTHOM M FOMO3MIOTHOM COCTOSHUM.

Anb®a-Tanaccemms, kotopast SBNSETCA pe3ynb-
TaTOM HapylEHWs CUHTE3a 0-NOAMNEeNTUAHBIX Lie-
neit, uMeeT 6osiee CNOKHYI0 FeHEeTUYeCKYH OCHOBY,
MOCKO/bKY KOHTPONb CMHTE3a a-Lienu obecneynsa-
€eTCs 1BYMS NapaMy reHoB (4 rewa). leTepo3urorel
€ LedeKTOM OLHOTO reHa (a-Tanaccemus-2 [ckpbi-
Tas1]) 0BbIYHO HE UMEIOT KMHUYECKUX POSIBNEHMA.
Y retepo3uror ¢ sedekTom 2 u3 4 reHoB (a-Tanac-
cemusi-1 [TunnuHas]) CylwecTByeT TeHAeHUMS K
Pa3BUTUKD MUKPOLMTAPHOHA AHEMMW NErkoi wim
YMEPEHHOM CTeNeHM TEKECTU, KOTOpas, 0AHAKO,
npotekaet beccumnTomHo. [edekT 3 u3 4 reHos
Bbi3bIBAET 60s€e TAXENble HApYLWeHUs CMHTe3a
Q-Lenu, 4to conpoBoxaaetcs $HopMUpOBaHMEM
TeTpaMepoB, COCToALMX U3 u3bbiTka B-ueneit (Hb
H) unu, y neteid, y-ueneit (Hb bapra). ledek Bcex
4 TeHOB AIBNSETCA NETabHbIM COCTOSAHMEM, KOTO-
poe BbI3bIBAET BHYTPUYTPOOHYIO rMbenb nnofa,
MoCKoNbKy reMornobuH, He copepxalui a-Lenei,
yTpaumBaeT cnocobHocTb k nepexocy O;. Y yep-
HOKOXMX 4acToTa reHa (-TanaccemMuu COCTaBAsIET
okono 25%; oaHako Tonbko 10% umeroT aedekTbl
6onee yeM B 2 reHax.
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CMMNTOMBI M NPU3HAKK

KnuHuyeckie nposBienmst TanacceMmii CXoaHbl,
OZIHAKO MOTYT Pa3fnyaTbCsl MO CTEMEHU THKECTU.
bonbwas [-Tanaccemuss MaHudecTpyer B BO3-
pacte 1-2 neT, OHa MPOSBASETCS CUMMTOMAMM
BbIP@XEHHOI aHeMMH, NOCTTpaHCdY3MOHHOI 1 ab-
copbLMOHHON Neperpy3Koii xene3oM. Y naumeHTos
HAO/MIOJAIOTCS KENTyXa, A3Bbl HMKHUX KOHEYHO-
CTed W XonenuTuas (kak mpu CeproBUAHOKNETOY-
HOM aHeMmu). XapakTepHa CrfieHOMeranus, 4acto
MaccuBHas. MoxeT pa3BMBaThCS CeKBECTpaLMS
IPUTPOLIMTOB B CENE3EHKE, YTO COMPOBOXKIAETCA
YCMNEHHOM AECTPYKLMEN HOPMaNbHbIX [LOHOPCKMX
3PUTPOLMTOB. [MNepnaasus KOCTHOTO Mo3ra Bbl-
3bIBAET YTOMILEHME KOCTEN Yepena M MansipHbix
BbICTYNOB. [TopaxeHue JIMHHbIX TPYBUaTbIX KOCTEN
npeapacronaraeT K natofioruyeckum nepenoMam
W HapyLEHWI0 POCTA, MOXET BbI3bIBaTb 3afePXKKY
MosI0BOrO CO3peBaHus. Hakonnenue xenesa B Mu-
OKapaie MOXET COMPOBOXIATLCS PA3BUTUEM Cep-
JIEYHOI HELOCTAaTOYHOCTU. XapaKTepeH remMocuae-
P03 MEYEHM, KOTOpbIi NPUBOIMT K HapyLLeHWto ee
GYHKUMM M LMPPO3Y NeyeHi. Y nauyeHToB ¢ bones-
Hbto reMorno6uHa H yacto HabntoaAKTC CUMNTOM-
Has FEMONUTMYECKARA aHEMUS U CTINEHOMEranms.

JuarHocTuka

Mp1 HanMuMM NOLO3PEHUS AMATHOCTUKA JaH-
HOTO TWNA reMoNIMTUYECKOM aHEMMM BKIHOYAET B
cebs:

= Ma3ok nepudepuyeckoii Kposu;
= InekTpotdopes;
= uceneposanue crpyktypsl IHK (npeHatanbHas

[MArHOCTHKA).

Tanaccemmn HeobXoAMMO MOAO3PEBaTb Y Ma-
UMEHTOB C OTATOLIEHHbIM HACIEACTBEHHbIM aHa-
MHE30M, HanuuMeM XapaKTepHbIX KIMHUYECKUX
CMMNTOMOB UM MUKPOLMTAPHOI reMONMTUYECKON
aHemuu. [pu NoZ03PeHNM Ha Tanaccemmio Bbinon-
HSIOTCA 0ObIYHbIE NABOPATOPHbIE TECTbI ANA BbISIB-
NEHUS MUKPOLIUTAPHBIX TeMONUTUYECKUX aHEMMIA
W KONMYECTBEHHBIA aHanu3 CTPYKTYpbI reMorobu-
Ha. XapaKTepHo MoBbILIEHWE YPOBHS BUAnpybuHa,
ene3a v heppuTUHa B CbIBOPOTKE KPOBH.

Mpu Gonblwoi B-Tanaccemuu Habntogaetca
TSKENas aHEMMS, YacTo CO CHWKEHWEM YPOBHS
reMornobuHa <6 r/an. KonuyectBo 3puTpouuMTOB
MOBBILIEHO MO OTHOWEHMIO K YPOBHIO reMornobu-

Ha, MOCKOMbKY Habt04AEeTCs BbIPAKEHHbIH MUKPO-
umTo3. [lMarHoCTKA OCHOBAHA Ha MCCNEROBAHMM
Ma3ka nepudepuyeckoi KpoBsu, B KOTOPOM 0BHa-
PYXMBAETCS MHOXECTBO SLPOCOAEPXKAWMX 3IpH-
Tp0o61acToB, MULIEHEBUAHBIX KNETOK, He6OMbLIMX
6neHOOKPALLEHHbIX IPUTPOLMTOB; XapaKTepHa
TO4eyHast unu auddysHas 6azodunms.

Mp1 KONMYECTBEHHOM aHanM3e CTPYKTYpbI re-
MOMOOMHA AMArHOCTMYECKUM KpUTEPUEM MANOi
B-Tanaccemmm ansietcs yposeHsb Hb A,. Mpy 6onb-
Woit B-TanacceMmu 06bIYHO MOBBIWEHO COAEP-
xaHue Hb F, nroraa no 90%, a conepxanue Hb
Ay 06biyHo nmpesbiwaet 3%. Mpu a-Tanaccemmsx
npouexTHoe cofepxanmne Hb F u Hb Ay 0bbiyHo
B Npefenax HopMbl, BbIABNEHME OAHOTO UK [BYX
LedeKTHbIX reHOB, XapaKTepHbIX ANsh TaNnaccemMuy,
C TOMOLLbI0 COBPEMEHHbIX FEHETUYECKUX TECTOB
4aCTo MO3BONSET MCKAKYUTL APYrue MpUYMHbI
MUKPOLMTAPHOM aHeMuu. bonesHb remornobuHa H
[AMarHocTvpyetcs no Boisenenmnio Hb H unmn dpak-
umit bapra npu anektpodopese reMornobuHa. Ha-
nume cneumduyeckoro MonekynspHoro fedekra
He MeHsieT KIMHMYeckoro nogxoda. (TaHaapTom
MpeHaTanbHoi  AMArHOCTUKU U TeHETUYECKOTO
KOHCYNbTUPOBAHMS SBASIETCS KapTUPOBAHUE TEHOB
pekombuHanTHoi IHK (8 ocobenHocTy MLP).

Ecvm npu aHeMuM BbINOHSIETCS MCCIE0BaHME
KOCTHOrO Mo3ra (K MpuMepy, ANS WUCKIIOYEHHS
LPYTMX TPUYMH), BbISBASETCS BbIPAXEHHAs 3pU-
TpoupHas runepnnasus. pu  peHTreHonoruye-
CKOM WMCCIIENOBAHUM, BbINOJHEHHOM MO APYrUM
MpUYMHAM Yy NaumMeHToB C Gonbloi B-Tanacce-
MUEi MOXHO BbISIBUTb M3MeHeHus, 0byCroBneH-
Hble XPOHMYECKOW TMNepaKkTMBHOCTbIO KOCTHOMO
Mo3ra. HabnioaatoTcs UCTOHYEHME KOPTUKANBHOMO
€108 KOCTe# Yepena, PacliMpeHre AUMN0MYECKUX
MPOCTPAHCTB, Ny4UCTas TpabekynspHas CTpyKTypa,
MosBNEHME rPaHyn M GeHOMEH «MaTOBOTO CTeK-
nav. B LAMHHBIX TPYBUaTbIX KOCTSX BbIABAAKTCS
WUCTOHYEHME KOPTUKANbHOMO CN10s, PaCcluMpeHue
KOCTHOMO3rOBOrO KaHana, 30Hbl 0cTeonopo3a. Pa-
NaHTY NanbLEeB MOTYT UMETb MPAMOYTOMbHYK WK
LBOSIKOBBIMYKIYtO HOpMY.

Mporuos

MpOoaOMKUTENBHOCTD XKM3HU  SBNSETCS  HOP-
ManbHOM ANS NauUMeHTOB C Manoii P-Tanaccemu-
el unu Manoi a-Tanaccemmei. [Ing naumeHToB ¢
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bonesHbto remornobuHa H nporHo3 BapuabeneH.
MpoOMKUTENBHOCTb XXU3HM CHUKEHA Y NALMEHTOB
¢ 6onbluoit B-TanacceMuent; Mniwb HEMHOTUE 0KM-
BAIOT 10 MybepTaTHOro Bo3pacTa.

Jleuenne
= B HekoTopbIX Cy4asix BbINOMHSETCS CMAEHIK-
TOMMS.
= Bo3MoxHo  mepenvBanme
MaCChbl ¥ XenatHas Tepanus.
= Pexxe BbIMONHAETCA TPaHCMAAHTALUMS annoreH-
HbIX CTBO/IOBBIX KNETOK.
MauMeHTbl C Manoii a- v B-Tanaccemmelt neyenms
He Tpebytot. CnneH3KkToMMst MOXET BbiTb 30 deKTHB-
Ha Yy naumeHToB C 6one3Hbto remornobuHa H npu
HAMYMM THKENO aHEMUM MM CTIIEHOMETANNK.
[Jle ¢ 6onbloi B-TanaccemMueit LOMKHbI Moy-
4aTb KaK MOXHO MeHbLUe reMoTpaHC(y3ui, YTobbl
u3bexatb neperpysku xenesoMm. TeM He MeHee y
MALMEHTOB B TSHKENOM COCTOSHUM NEPUOANYECKMe
TPpaHCQy3umu IPUTPOLMTAPHON MaCChl MOTYT MpU-
HOCUTb 3deKT, MOCKONbKY OHW COMPOBOXAAIOTCA
Cynpeccueit NaTonoruyeckoro remonoasa. Ytobe
NpenoTBpaTUTb UM OTCPOUMUTb Pa3BUTUE CUHAPO-
Ma neperpy3ku Xene3oM, U30bIToK TpaHCdy3noH-
HOTO Xene3a JoMKeH ObiTb yAaneH (nyTem HasHa-
yeHus xenatopos). CNEHIKTOMUS MOXET CHU3UTb
noTpebHOCTb B reMoTpaHCy3usX Y NaLMEHTOB CO
CnneHomeranued. YCnewHo npuMeHsieTcs anno-
reHHas TPAHCMAAHTALMS remMono3TUYecKux CTBO-
NOBBIX KNETOK, 0AHAKO CylLeCTBYeT npobnema nog-
bopa AoHOpa N0 MUCTOCOBMECTUMOCTH, KPOME TOrO,

3pUTPOLMTAPHOM

NpUMEHeHNe AaHHOR NPOLEAYPbI aCCOUMMPOBAHO
C BbICOKOW 4acTOTON Pa3BUTUS HEXENATeNbHbIX
SBNIEHMA M CMEPTHOCTbIO, @ TaKXe MOTPEBHOCTbIO
B MOXM3HEHHOH MMMYHOCYNPECCUBHOI Tepanuu.

FEMOTNOBUH S-B-TANACCEMUA

Temorno6uH S-B-Tanaccemus siBnseTcs reMorno6uHonary-
el (Bpe3 141-1), koTopas cONpoBOXAAETCA CUMNTOMAMMH,
CXOAHBIMU C CEPNIOBUAHOKNETOYHOH aHeMHed, KoTopble,
0/IHaKO, MEHee BbIPAKEHbI.

B cB9131 ¢ noBblweHHoM yactoToil reHos Hb S
W B-TanacceMmu B aHANOTUYHBIX MOMYNALUMOHHBIX
TPYNNax OTHOCUTENBHO YacTO BCTPEYAETCs Hacne-
JoBaHue oboux medextos. Knuuuuecku 3abone-
BaHMe CONPOBOXAAETCA YMEPEHHbIM aHEMUUYECKUM
CMHZPOMOM M NPU3HAKaMM1 CEPrIOBUHOKETOUHOM
aHeMWK, OfIHAKO AHHbIE NPOABNEHUS BCTPEYAIOTCA
pexe M MeHee BbIPAXeHbl, YeM MpW CepnoBua-
HOKNETOYHOW aHeMuW. MuKpouuTapHas aHemus
NErKOW MNM YMEPeHHOW CTeneHu, Kak Mpasuio,
COYETAETCS C HANMuMeM HEKOTOPOro KOMYecTBa
CepMOBMAHbIX 3PUTPOLIUTOB B OKPALIEHHOM Ma3ke
KpoBM. [LMarHoCTMKa OCHOBAHa Ha KOJIMYECTBEHHOM
MCCNENOBAHMK CTPYKTYpbI reMornobuHa. Copepxa-
Hue Hb A, cocrasnset >3%. Mpyu BbINONHEHUN
anekTpodopesa npeobnapaet Hb S, npu atom co-
nepxarmne Hb A cHxeHo wam oH otcytcrayer. Co-
nepxarune Hb F noBbileHo B pa3iMyHoON CTeneHu.
Neyenve, ecin OHO TpebyeTcs, aHaNOrMYHO neye-
HUIO CEPMOBUAHOKNETOYHON aHEMMUM.

Helttponenus
W IUMQOLUTONCHNHS

JleiiKoneHus - 370 CHUKEHME YnCIa UMPKYINDY-
towuyx neiikountoB MeHee 4000/Mkn. OHa 00bIuHO
XapaKTepu3yeTCsl YMEeHbLLIEHWEM YMCTa UMPKYINDY-
H0LLYX HEATPODUNOB, XOTA MOXET OTMEYATHCA TaKXKe
YMeHbILEHWE KONMYECTBA TMMDOLMTOB, MOHOLMTOB,
303uHOGMNOB MM Hazodunos. To ectb UMMyHHas
(YHKUWS B LENOM CyLLIECTBEHHO NOAABNAETCA.

HeliTponeHus - 310 yMeHblUeHWe Yucna Heil-
TpodunoB B kposu MeHee 1500/Mkn y nuy, eBpo-
neouaHoit packl 1 meHee 1200/mkn y Herpos. Co-
CTOSIHME NpencTaBnseT 60MbLUIYH 0MACHOCTb, KOraa
COMpOBOXAAETCA MOHOLMTONEHKEN U iuMPoLuTo-
nexueii. JiumdounToneHms, npu KoTopoit obliee
yncno umdoumtos coctasnseT Menee 1000/Mkn
Y B3pOC/IOO YeN0BeKa, He BCETAA BbIABNAETCA NPU
06LeM aHanu3e KpoBW, NOCKONbKY Ao auMco-
LMTOB 13 0BWIEro Yncna NeikouuToB COCTaBnseT
gcero 20-40%.
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HEATPONEHUA

(arpaHynouuTo3; rpaHynoLuTONeHus)

HeliTponenus - 310 cHUXKeHHe YuCna HeWTPOQUNOB B Kpo-
BM. BblpakeHHast HeHTPONEHUs NPUBOAMT K NOBbILIEHUIO
pUCKa U TAKECTH GaKTepUanbHON U TPUBKOBOH MHGDEKLMK.
MecTHble cUMNTOMbI MHGEKLMM MOTYT BbITb OCAGNEHDI,
HO B GOMbWIMHCTBE CN1y4aeB cepbesHble UHGEKUMM Co-
NPOBOXAAIOTCA NMXOPaAKOiA. [lMarHo3 yCTaHaBAMBaeTCa
npy ONpeaeneHuy YUCa NEHKOLMTOB U NEAHKOLIMTApPHOIM
(opMynbl, HO TaKkKe HEO0OXOAMMO YCTAHOBUTL NMPUUUHY
HeitTponenun. Ecnu npucyTcTByeT nuxopaaka, BeposTHO
pasBuTHe MHDEKUMOHHOro npouecca. B Takom cnyuae
BO3HMKAET Heo6X0AMMOCTb He3aMeMIMTENLHOTO 3MMK-
PM4ECKOro Ha3HAYeHNs aHTUOMOTMKOB LIMPOKOTO CNeKTpa
[ReiicTBUs, 0c06EHHO NPy TAXKeNOi HeiTponeHuu. UHorpa
3¢ deKTMBHO BBEAEHHE TpaHyNOLMTApHO-MaKpodarab-
HOTO KOJIOHUECTUMYNIMpYIOLLLEro (aKTopa MW FPaHyNIoLM-
TapHOTro KOJIOHUECTUMYAUPYIOLLETo aKTopa.

Helttpodunbl (rpaHynoLuThl) — 0CHOBHAS 3alK-
Ta OpraHu3Ma npoTMB BakTepUanbHOW W rpubKo-
BOW uHbeKkuyu. pu HeiATponeHUn BOCNanUTENb-
Hblii OTBET Ha Takue MHOEKUMM HeIDDEKTUBEH.
HwxHuit npegen Hopmbl Heiitpodunos (obuiee
YMCO NEMKOLMTOB X % CErMEeHTOANEPHBIX U Na-
noykosinepHbix Helirpodmunos) coctasnset 1500/
MK Y JIWL, EBPONEOUAHON Pacbl U HEMHOTO HiXKe
y HerpoB (npumepHo 1200/mkn).

TAXeCTb HEUTPONEHNM CBA3aHA C OTHOCUTENb-
HbIM PUCKOM MHGEKLMM.

= Jlerkas (1000-1500/mkn).
= YmepenHas (500-1000mxn).
= Tsxenas (Meree 500/mkn).

Korna uncno Helirpodunos napaet menee 500/
MK, MOTYT Pa3BMBaTbCs MHAEKUMM, Bbi3BaHHbIE
3JHAOrEHHOM MUKPODNOPOi (Hanpumep, B poTo-
BOI MONOCTY UK KuLLeYHWKe). Ecm yncno nagaet
Hwke 200/MKn, BOCMANUTENbHBIA NPOLECC MOXET
BbITb He CTONb BbIPAKeEH W 0ObIYHbIE MPOSBIEHHS
BOCMA/IEHS B BUIE NEAKOLMTO3A MU NIEHKOLIUTOB
B MOYE WM ouare MHAEKLMK MOTYT He 0BHapYXK-
BaTbcs. OcTpas, TAXenas HeATponeHus, 0CO6eHHO
B MpUCYTCTBUM Apyroro dakTopa (Hanpumep, OH-
Konoruyeckoro 3aboneBanus), Takke Hapywaet
OYHKLMIO IMMYHHOM CUCTEMbI M MOXET MPUBECTH
K MHEKLMM C NeTanbHbIM McxodoM. LienocTHocTb
KOXM M CIM3MCTbIX 060/104EK, KPOBOCHabXeHMe

TKaHel M NWUTaHMe MauMeHTa Takke BAMAET Ha
PUCK Pa3BUTUS MHDEKLMIA.

Yalle BCero y nauMeHTOB C BbIPAXEHHOW Heit-
TPONeHueit pa3euBaATCS CedytolLme MHbEeKLMM:
= BOCMIA/IeHMe MOAKOXKHOM KNETYaTKM,
= abCLeCCh neyeru,
= GypyHkynes,
= MHEBMOHMS,
= CenTUALEMMS.

MecTa CTOSIHUS COCYLMCTbIX KAaTeTEPOB U UHbEK-
UMW NPEACTABNSIOT COO0H AONONHUTENbHBINA PUCK
paBuUTUS MHQEKLMIA KOXM; Haubonee pacnpo-
CTPaHeHHbIMM BO3BYAMUTENSMU ABNSIOTCS KOAryna-
30HeraTvBHble cradmnokokku u- Staphylococcus
aureus, HO MOTYT BCTPEYATbCA W Apyrue rpamno-
NOXUTENbHBIE WM rPaMOTPUUATENbHbIE BaKTepuM.
Yacto pasBMBAOTCS CTOMATUTLI, MMHTMBMTLI, Na-
PANpOKTUTbI, KOMUTbI, CUHYCUTBI, MapOHUXUM W
cpenHue oTuTbl. MaumeHTbl C MPOLOMKUTENbHOM
HeliTponeHuei nocne TPAHCMAHTaLUK KOCTHOTO
MO3Ta WM XUMUOTEPANUK W MALMEHTbI, NONyYalo-
LMe BbICOKME [03bl KOPTUKOCTEPOUAO0B, Npeapac-
MONOXEHbI K Pa3BUTUIO TPUOKOBBIX MHDEKLMIA.

JTHonorus

Octpast Helttponexus (chopMupoBaBLIACA 3a
CPOK OT HECKOMBKMX 4aCOB 10 HECKOMbKMX iHEH) MO-
KET Pa3BUTHCA B pe3ynbTare HbICTPOro notpebnenms,
Pa3pyLUEHUs W HapyLeHWs NPOAYKUMM HeWTpo-
unoB. XpoHuyeckast HeATPONeHus (POLOMKAETCA
B TeYeHWe MecsileB v fieT) 06bI4HO pa3BMBaETCS B
pe3ynibTaTe CHWXEHUA MpoAyKUMM HeHTpodunos
WM M3BbITOYHOI UX CEKBECTPALIMM B CeNe3eHKe.

HeliTponeHuio Takke MOXHO pa3menuTb Ha
nepeuyHyl0 (DAa3BMBLLYICS B pe3y/ibraTe BHY-
TPEHHUX [e(DeKTOB MUENOMAHBIX KNETOK KOCTHOrO
MO3ra) W BTOPUYHYIO (0BYCTIOBNEHHYIO BAMUSHUEM
BHewWHuX HAKTOPOB Ha MUENOUAHbIE KNeTKW KOCT-
HOro Mo3ra (Tabn. 142-1).

HEATPOMEHUS, OBYCJIOBNIEHHAS BHY-
TPEHHUMWU REGEKTAMU MUENOUAHDBIX
KNETOK MW X NPEAWECTBEHHUKOB

ITOT TMN HEMTPONeHUM BCTPEYAETC PEAKO.
Haubonee yacTbiMM MpUUYMHAMK €T pasBUTUA
SBASHOTCS:
= XPOHMYECKAR UIMONATUYECKAS HEHTPONEHHS;
= BPOX/eHHasA HeATPONEHMS.
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TABJI. 142-2. KNACCHOUKALIUA HEHTPONEHM

KNACCUDUKALUA

HeﬁTpOl’IEHMﬂ, (BA3aHHAA C BHYTPEHHUMU
Lled)EKTaMIA MWENOULHBIX KNETOK KOCTHOrO

MO3ra uin ux npeaLiecTBeHHUKOB HeﬁTDOI’IEHMK)

3TUONOrUA

Annactnyeckas aHemus
XPOHMHECKBR unononatuyeckas HeﬁTpOI’IEHMﬂ, BKNtOYaa ﬂOﬁpOKaHECTBeHHyIO

Linknnyeckas HeliTponexus

Muenogucnnasus

He#itponenus, accoumnpoBarHas ¢ aucrammarnobynuHemmeit

Mapokcu3ManbHas HouHas reMornobuHypus

Taxenas BpOXAEHHAA HeTponeHns (cuxapom Koctmana)
CHHApOMACCOLMMPOBAHHbIE HEATPOMEHUN (HAaNpUMeEP, CUHAPOM AUCMNA3MK XPALLEN
11 BOOC, BPOX/EHHbIN AUCKepaTo3, 60ne3Hb HAKONAEHMS rKKoreHa Tna |B, cuHapom
LlBaxmaHa-[laitMoHaa)

BropuuHble HeitTponeHmum Ankoronusm

AyTOMMMYHHast HEATPONEHNS, BKNKOYAS XPOHUYECKYIO BTOPUYHYIO HEATPONEHMIO Y

6onbHbix CMLom

3aMeLLieHme KOCTHOTO MO3ra Npu OHKONOrMYeckuX 3aboneBanusx, Muenohubpose
(Hanpumep, BcneacTaue rpaHynembl) unu 6onestu lowe

LinToToKCuyeckas XuMuoTepanus unm ny4esas Tepanus

JlekapcTBeHHas HedTponeHus

[JleuuuT donata unm BuTaMuHa By, ¢ HopManbHoit neiikouuTapHoit Gopmynoi)
Mopdonorus 3puTpoLMTOB 06bINHO B NPe/enax HOPMb, 33 UCKMOYEHNEM eANHMYHbIX
chepouuToB. TUNKYEH PETUKYNOLMUTO3

[Mnepcnnenmnsm
Uhdekums

Ty-numponponndepatnsHoe 3aboneanme

Unknnueckast — HelTpomenus - penkoe
BPOXOEHHOE  HapylleHue  rpaHynoLuTon03sa,
06bIY4HO NepefaeTcs N0 ayTOCOMHO-AOMMHAHTHO-
My TWMy. XapakTepu3yeTcst perynsipHbiMu, nepuo-
AMYeCKUMU KonebaHuaMM uncna Heittpodunos B
nepudepuyeckoit kposu. CpeaHuii nepuop Kone-
0aHuit coctanset 21%3 gHs.

Taxenast BpOXOEHHas HeiTPOneHus (CUHAPOM
KoctmaHa) - peakoe 3abonesanue, cnopaguyecky
Bcrpevatoweecs B CLUA. OHo xapakTepusyertcs
OCTaHOBKOJ B KOCTHOM MO3re npoLiecca Co3pesa-
HUS MUENOMAHBIX KNETOK Ha CTaguu MpoMueno-
LMTOB, YTO MPUBOLMT K CHIXKEHUIO abCONKTHOMO
uncna Heittpodunos MeHee 200/MKn.

XpoHuueckas MauonaTuyeckas HeiTponeHus -
3T0 rpynna pefikuX, M0X0 U3y4eHHbIX 3aboneBanmi
C BOB/EYEHMeM CTBOOBbIX KNETOK, KOMMUTUPOBAH-
HbIX B MUENOMOHbIV POCTOK reMOmn033a; IpUTPoLy-
TapHblit POCTOK W MPEALECTBEHHNKN TPOMOOLIMTOB
He 3aTparvBatotcs. CeneseHka He yBennyeHa.

XpoHuyeckas [0OpOKayecTBeHHas HewTpone-
HUS — 3TO BapMaHT XPOHUYECKOI MANONATUYECKON
HeMTpOneH!M, NP1 KOTOPOM COXPAHSIOTCA BCe ApY-
e (yHKUMOHANbHbIE CTPYKTYpbl UMMYHHOM CH-
CTeMbl 1aXe NPu KONMYecTBe HeTpoduUIoB MeHee
200/MKn; cepbe3Hble MHbEKLMM 0BbIYHO He pas-

BMBAIOTCS, BO3MOXHO, BCIEACTBHUE TOTO, YTO B OTBET
Ha MHOEKUMIO MHOTA MpOAYLMPYETCs [0CTaToy-
HOE KONMYecTBO HelTpoduoB.

HeiiTponeHus Takxe MOXeT ObITb pe3ynbTaToM
HeA0CTaTOMHOCTM KOCTHOTO MO3Ta B CBA3M C PEAKO
BCTPEYAIOLWMMMUCA CUHAPOMAaMK (HanpuMmep, CHH-
APOM [IUCMAA3MK XPSLLEBON TKaHW W BONOC, CUH-
ApoM Yeauaka-Xuracu, BpOKAEHHbIH AUCKepaTo3,
60ne3Hb HaKOMAEeHUA ruKoreHa Tna 1B, cuHapom
LlIBaxmaHa-[laitMoHa). HeiiTponeHus Takxe 8-
NSIETCA XapaKTepHOM 0COBEHHOCTbIO MUEeNOANC-
nnasuu, Npy1 KOTOPON OHa MOXET COMPOBOXAATLCA
MeranobnacTouaHbIMU - U3MEHEHUAMU  KOCTHOTO
MO3Ta, ¥ anNacTMYecKon aHeMMeEN, a TakKe MOXET
pa3BMBaTLCA MPU AUCraMMarnobyIMHeMuu W na-
POKCM3MaNbHON HOYHOM reMornobuHypum.

BTOPMYHAS HEUTPONEHUA

BTopuuHas HeMTpONeHus MOXET pa3BuBaTbCS
B pesynbrate NPUMEHEHMS ONPeleneHHbIX fe-
KapCTBEHHbIX Mpenapatos, Nnpu WHOUALTPALMMK
WM TPAHCMNAHTaLMK KOCTHOTO MO3Ta, HEKOTOpbIX
UHOEKLMAX MM UMMYHHBIX peakLmax. K Hanbonee
4aCTbIM NPUYMHAM OTHOCATCS:
= MPUEM HEKOTOPbIX IEKAPCTBEHHbIX NPEnapaTos;
u MHOEKUMK;
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= MHOUALTPATMBHbIE NPOLLECCHI B KOCTHOM MO3Te.

OpHoit 13 Hanbonee pacnpoCTpaHeHHbIX NPUYMH
HEMTpOMeHMN SBNAIOTCS NeKapCTBEHHbIE Mpenapa-
Tbl. OHM MOTYT CHUX@Tb MPOAYKLMIO HEHTPODMNOB
B pe3ynbTate TOKCMYECKOTO BO3AEHCTBMS, MOMO-
CMHKPA3WK, TUNEPYYBCTBUTENBHOCTU MW YCUNEHHS
paspylueHus nepudepuyeckux HeiTpodunos no
UMMYHHOMY MeXaHu3My. TonbKo TOKCHYEeCkui Me-
XaHW3M pa3pyLueHus (Hanpumep, GeHoTUa3nHaMK)
MpUBOAWT K Pa3BUTMIO [10303aBMCMMON HerTpone-
HUW. MIMOCMHKpaTUYeCKMe peakLmm HempeaicKasy-
€Mbl M BCTPEYAIOTCS MPU MPUMEHEHUM Pa3NIMYHbIX
NeKapCTBEHHbIX MPENapaTos, BK/KYas Npenapatbl
ANbTEPHATUBHOM MEMMLIMHBI, SKCTPaKTbl U TOKCH-
Hbl. Peakumm rMnepuyBCTBUTENBHOCTM OTMEYAKOTCA
PE[IKO M MHOIA Pa3BMBAIOTCS B OTBET Ha MpuMe-
HEHWe MPOTUBOCYAOPOXHBIX NPenaparos (Hanpu-
Mep, GeHuTonHa, heHobapbuTana). Takue peakumm
MOTYT I/IUTbCA OT HECKOMbKMX IHEM 10 HECKOMbKMX
MecsLeB Wm NeT. HeliTponeHus, MHayLMpOBaHHas
TMNEpYYBCTBUTENBHOCTbIO, YACTO COMPOBOXAAETCSA
renaTuToM, HeQpuTOM, MHEBMOHMEN WAM annacTu-
Yyeckoii aHeMueid. IMMyHHas nekapCTBeHHO-MHAY-
UMPOBaHHast HEMTPOMEHMS BO3HUKAET NMpu NpuMe-
HEHWUM NeKapCTBEHHbIX NPEenapaTos, AEHCTBYIOLMX
KaK rarTeHbl U CTUMYMPYIOLMX 0Bpa3oBaHue aH-
TUTEN, ¥ 06bIYHO COXPAHSETCS B TeyeHne 1 Hemenu
nocne npekpaLleHus nekapcreeHHoi Tepanuu. Oxa
MOXET BO3HMKATb B OTBET Ha NPUMEHEHHE AMUHO-
MUPUHA, NPOMMATMOYPALMIA, MEHUUMIIMHA WK
IPYTAX aHTMOMOTMKOB. Tskenast [0303aBUCHMas
HeMTponeHms 0BbIYHO MpeacKasyeMa W pa3suBa-
€TC B OTBET HA MPUMEHEHME LIUTOTOKCUYECKMX
MpOTMBOOMYXONEBbIX MPENApaToB MAM Jy4eBOM
Tepanuu BUIeACTBUE NOAABNEHMS MPOLYKLMM Hell-
TPO®WIOB B KOCTHOM MO3re.

Heittponenus, o6ycnoBneHHas HedddekTus-
HOCTbIO MPOAYKUMM KOCTHOFO MO3ra, MOXET OTMe-
yaThCs MU MeranobnacTHbIX aHEMMSIX, BbI3BAHHbIX
AeduumToM BUTaMKHa By, man GonneBoi KUTIOTBI.
OnHOBpEeMeHHO 06bIYHO Pa3BMBAETCS MakpoLWTap-
Hast aHEMMS M MHOT[IA JIeTKast TPOMBOLIUTONEHMS.

WHdunbTpaums KOCTHOrO Mo3ra Npu Jeiiko3e,
MHOXECTBEHHOI Muenome, numdome unn Me-
TacTta3ax COMMAHBIX OMyXoneid (Hanpumep, paka
MOJIOYHOW Xene3bl WM MpeacTaTenbHOM Kenesbl)
MOXET HapyluaTb MpomyKuuio Heitpodmnos. UH-
[yUMPOBAHHbIA OMyXonblo MMenodudpo3 Moxet

fanee ycyrybnstb Heltponenuio. Muenodubpos
MOXET TakKe ObiTb CNELCTBUEM FPAHYNEMATO3HBIX
uHdekumii, 6Gonesnu fowwe 1 nyyeBoii Tepanuu. fu-
nepcnneHnsm N1oboro reHe3a MOXET MPUBOANTD K
Pa3BUTMIO YMEPEHHO! HelTponeHuu, TpoMboLm-
TOMEHUM W AaHEMUM.

WHdekumu MoryT Bbi3biBaTb  HEHTPONEHMIO
MOCPEACTBOM HapyLeHUst NPOAYKLAKM, MMMYHHOM
LecTpyKUMM un BbICTPOro PacxopoBaHus Heil-
TpodmnoB. OCOBEHHO BaXHOM NPUYMHON ABNSETCS
cencuc. Heitrponenus Ha (oHe pacnpocTpaHe-
HbIX BUPYCHBIX 3aD0NEBaHWI y IeTei pa3BMUBaETC
B nepBble 1-2 AHA 601E3HM U MOXET COXPAHATLCA
B TeyeHue oT 3 10 8 aHel. TpaH3MTOPHasA HelTpo-
MeHusi MOXeT Takke ObITb CleACTBMEM Nepepac-
npedeneHns HelTpodUNOB M3 LMPKYNSTOPHOTO
pycna B MapruHanbHbIA Myn, MHAYLMPOBAHHOMO
HaXOAAWNMUCS B KPOBM BMPYCHBIMM YaCTULAMM
WY 3HAOTOKCMHAMK. Pa3BuTuio HeliTponenmm Mo-
ET CnocobCTBOBATL aNKOro/b, KOTOPLIA UHIU6U-
pYeT MPOAYKLMID HEHTPOGUNOB B KOCTHOM MO3re
B OTBET Ha HekoTopble MHdEeKLMM (Hanpumep, npu
MHEBMOKOKKOBOW MHEBMOHMM).

XpoHuyeckas BTOPUYHAs HEMTPOMeHMs YacTo
conpoBoxaaet uHdekumio BUY Bcnencrave Hapy-
WeHMsS NPOAYKLMK HEHTPODUIOB W YCUNEHHOTO UX
pa3pyLUeHust Mpu B3aMMOAENCTBUN C aHTUTENAMMU.
AyTOUMMYHHast HENTPONEHNS MOXET BbITb OCTPOH,
XPOHUYECKO MW 3MM30aM4ecKoii. B ee passutuu
MOrYT y4aCTBOBATh aHTUTENA K HEHTpODHNaM, Lup-
KYNMPYIOLLMM B KPOBM, MW K MpenLIeCTBEHHMKAM
HeiTpodwnoB. Y 6OMblUIMHCTBA MALMEHTOB C ay-
TOUMMYHHOW HEUTPONEHMEN UMEeTC NepBUYHOE
ayTOMMMYHHOE W iumdonponudepatneHoe 3a-
bonesanue (Hanpumep, CKB nnm cungpom Oentn).

CMMNTOMBI M NPU3HAKK

HeitTponeHus He nposBAseTcs 4o Tex nop, noka
He pa3oBbeTcA MH eKLMS. 3a4acTyl0 eLMHCTBEH-
HbIM MPOSIBNEHMEM UH(DEKLMM SBNKETCS MXOPAL-
ka. MoryT pa3BuBaTbCs MECTHble CUMMTOMbI, HO
OHMW, KaK NpaBwno, Cnabo BblpaxeHbl. Y naLyueHTos
C NeKApCTBEHHON HEUTPONEHMEN, Pa3BUBAOLLENCS
BUIEACTBME TMMepUYBCTBUTENBHOCTM, MOTYT OTMe-
4aTbCs IMXOPAKa, CbiMb U IMMPaaEeHoNaTUs.

Y HekoTopbIX MALMEHTOB C XPOHMYECKON [0-
OpOKAYeCTBEHHOM  HEMTpOneHWelit 1 YMCUIOM
Heittpodmnos 200/MKkn Tsxenble MHbEKUMM He
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Pa3BMBAIOTCS. Y MALMEHTOB C LMKIMYECKON Heli-
TPONEHMEN MK TSHXKENOH BPOKAEHHON HerTpone-
HUelt YacTo BCTPeYaloTCsl U3bsi3BNEHWe CIU3UCTON
0601104k POTOBOW NONOCTH, CTOMATUT MU (apuH-
TMT 1 yBenuyeHue numdoy3nos. Takxe Hepeako
Pa3BMBAKOTCS MHEBMOHWUM U CEMTULEMMS.

AuarHocTuka

= [logo3peHue nevalero Bpaya (MOBTOpSHOLLME-
CS UM HeobbIYHbIe HHBEKLUK).

= [loATBEPXAAIOLMA KNMHUYECKUA aHANW3 KPOBM
C NefikouuTapHoi GopMyno.

= KynbTypanbHbiii noceB AN ONpefeneHns uH-
(GeKuMn 1 BU3yanu3upyloLmMe MeTombl uccne-
[L0BaHMS.

= YCTaHOBNeHWe MexaHW3Ma M MPUUYMHBI Pa3Bu-

TSI HEUTPONEHUM.

HeifTponeHuio nog03peBaloT y MaLMEHTOB C
YaCTbIMM, TSKENBIMU UM HEOBBIYHBIMU MHDEKLK-
MM MM Y MaLMEHTOB FPYNMbl pucka (Hanpumep,
MOYYaloWmMX LIUTOTOKCMYECKME MpenapaThl Uiu
Ny4eByto Tepanvio). [lnarHo3 noaTBepxaaeTcs npu
MOMOLLM KIIMHMYECKOTO aHanu3a KpoBM C Neiiko-
uMTapHoii dopMynoii.

BoisBnenne mHdekumii. MepsooyepepHoii 3a-
[Laueit ABNSeTCs BbisBNeHMe uHdeKLum. Nockonbky
MHOEKLMOHHBIA MPOLLECC MOXET ObiTb He3Hauw-
TeNbHbIM, NpU (U3MKANbHOM OCMOTPE CUCTeMa-
TUYECKM OLLEHWBAKT COCTOSHME Haubonee YacTbix
NOKaNM3aUmMiA  PasBUTMS  MHQEKLMK: CIMBUCTBIX
0607104€K Xenyao4HO-KULEYHOro TpaKTa (AeCHbI,
3€B, aHyC), Nerkux, GPIOLWHON NOAOCTH, MOYEBLIBO-
LSLMX NYTeN, KOXKM U HOTTeH, MeCT BHYTPUBEHHBIX
BBE[IEHMIA M CTOSIHMSA KaTeTepoB.

Mpu 0CTpOM pa3BUTUM HeTponeHun nabopa-
TOPHas AMarHOCTMKA AOMKHA ObiTb BbINOMHEHA
He3aMe/IUTeNbHO.

KyneTypanbHblli MoCeB  BNSETCS  OCHOBHBIM
METO/J0M IUArHOCTMKM. Y BCEX NaLMEHTOB C IUXO-
PaJKO/ BbINONHAETCS B3STE NO KpaiHeii mepe 2
HabopoB 06pa3LioB KPOBM Ha MOCEB HA HanMuMe
rpuboB M BakTepwit; B Cllyyae CTOSHUA NOCTO-
IHHOTO BHYTPMBEHHOrO KaTeTepa MaTepuan Ha
noces 6epyT HEMOCPEACTBEHHO W3 KaTeTepa U U3
OTZENbHOM nepudepuyeckoit Bewbl. Mpu Hanuumu
MOCTOSIHHOMO WM XPOHMYECKOTO APeHaxa TaKkke
CeloT Ha MpeaMeT BbIBNEHMS Hanuuus rpubos v
aTUNUYHBIX MUKobakTepwit. Mpu moBpexaeHusx

KOXW MPOBOAST acmMpaLyio Wau Guoncuio ans
MpOBELEHNS LUMTONOMMYECKOT0 WCCIea0BaHus v
nocesa. Y Bcex nauueHToB GepyT 06pasubl MouM
ans oblero aHanu3a 1 nocesa. pu ouapee cTyn
M3y4aloT Ha NPeaMET HalMumMs KMLLIEYHbIX MaToOreH-
HbIx OakTepuii u TokeHos Clostridium difficile.

MHbopmaTuBHBL  TaKKe — BU3yanu3upylollive
MeTO/Ibl MCCNefoBaHus. PexTreHorpadus rpyaHoit
KNeTku BbINONHSETCA BceM nauuenTaMm. KT-ckanu-
pOBaHMWe Nasyx HOCa MOXeT BbiTb MHDOPMATMBHO
Mpy HANMYMM CUMITOMOB M MPU3HAKOB CMHYCUTA
(HanpuMep, NO3WLMOHHAA ronoBHas bonb, 6onb B
BEPXHMX 3y6aX WM BEPXHEN YeNoCTH, OTeK LA,
Bblaenenus 13 Hoca). KT-ckaHupoBaHme bprolwHoi
MoNOCTM 0ObIYHO BbINONHAETCS, €CAM CUMMTOMbI
(Hanpumep, 60NIb) UM aHAMHECTUYECKKE AaHHbIE
(HanpuMep, HEeOABHO MepeHeceHHast Xupypruue-
CKas onepauus) MO3BOASKOT NPEAMONOKUTb WH-
Gexuvio B HPIOLIHOI NONOCTH.

YctaHoBnenue npuumHbl. CemyiowyM 3Tanom
BNSETCS OMpENeNeHne MeXaHu3Ma  pasBuTUs
M NPUYMHBI HERTpOneHun. U3yuaeTca aHaMHes:
kakue NeKapcTBeHHble WMAM [PYrMe BELECTBa,
BO3MOXHO TOKCMYECKME, NPUHMMAN maumeHT. Mpu
Ou3MKanbHOM ocMoTpe 06pallialoT BHUMaHWe Ha
HanMuMe CrNeHOMEranuu W MpU3HakoB ApYroro
nepeuyHOro 3aboneBaHus  (Hanpumep, apTpuT,
numdaneHonaus).

Hanbonee BaxHbIM TECTOM SBAAETCA UCCNEN0Ba-
HMe KOCTHOTO MO3ra, KOTOpOE MO3BOJISET Onpese-
JUTb, CBA3aHA M HEUTPOMEHMA CO CHUKEHHOI Npo-
JyKUMEN B KOCTHOM MO3re Uu ABNAETCS BTOPUUHOM
B CBS3M C YCWNEHHBIM PaA3pyLIEHWEM WM NOTpe-
GneHuem KIetok (Ompefensercs No HOPManbHOM
WM yCuneHHol npopyKumm knetok). MccnenoBanme
KOCTHOTO MO3ra TakKe MOXET yKa3aTh Ha Creumdu-
YECKYI0 MPUYMHY HEHTpOneHuu (Hanpumep, anna-
CTMYeckas aHemms, Mrenodubpos, neiiko). Takke
MpOBOAST JOMONHUTENbHbIE WCCNENOBaHMS KOCT-
HOro MO3ra (HanpuMep, LIUTOreHETUYECKUIA aHanu3,
CreUManbHble MeToflbl OKpacku M MPOTOYHAs Lu-
TOONYOpPUMETDHS [ BbIIBNIEHWS NENKO3a, APYIUX
37I0Ka4eCTBEHHbIX HOBOOBPa30BaHHii U MHDEKLMIA).

MoxeT NoHafobuTbCs AanbHeliee uccneno-
BaHWE MPWUMHbI HEHTPOMEHUM B 3aBUCMMOCTH
OT npeanofiaraemMoro auarHosa. Onpenenenue
YPOBHS DOAMEBOI KMCNOTI M BUTAMUHA By Bbl-
MOJHAETCA Y NAUMEHTOB C PUCKOM MX HeduumTa.
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TecTMpoBaHWe Ha HanMumMe aHTUHEHTPODUIbHBIX
aHTUTEN MPOBOAAT, EUTN MMEETCs MOAO03peHHe Ha
UMMYHHYI0 HedTponeHuto. B HekoTopbIx Clyyasx
MOXeT ObiTb CIOXHO AudQepeHuMpoBaTh Heit-
TPOMEHMIO, BbI3BAHHYKD MPUEMOM OMpEfeNeHHbIX
aHTUOMOTUKOB WNM PA3BUTUEM HEKOTOPbIX MH(DEK-
Lmit. Y4Cno NeitKouMTOB HEMOCPeaCTBEHHO Mepes
HaYanoM aHTUOMOTUKOTEPaNMM 0BBIYHO OTpaxaeT
WU3MEHEHMS YnCNa QOPMEHHBIX 3/IEMEHTOB KPOBH
np1 MHPEKLMOHHOM NpoLiecce.

Y MauMEeHTOB C XPOHUYECKOW HelTponeHuel
C [ETCTBA MW PeuMaMBamMu NUXOPAZKM U Xpo-
HUYECKUM TUHTMBUTOM B aHaMHe3e OMpefensior
YMCN0 HerHTPOdMNIOB C aHaNM30M NeHKOLUTAPHON
(opmynbl 3 pa3a B Heflento B TeueHue 6 Heplenb
C LENblo OLEHWUTb BO3MOXHOCTb LIMKIMYECKON
HeWTponeHuu. OLHOBPEMEHHO OMpenenstoT YN0
TPOMOOLMTOB W PETUKYNOLMTOB. Yncno 303uHODM-
OB, PETUKYNOLMTOB W TPOMBOLMTOB YaCTO MeHS-
€TCS CMHXPOHHO C YMCNIOM HerTpodunos, Toraa
Kak KonebaHua Yucia MOHOLMTOB M IMMGBOLMTOB
MOTYT NPOUCXOAMTb B NPOTMBO(A3Y.

Jleuenne

= JleyeHne acCOUMMPOBAHHBIX COCTOSHUA (Ha-
npumep, UHOEKLMiA, cToMaTuTa).

= B HekoTopbix Cyyasx - npopunaktuyeckas aH-
TMOMOTUKOTEpaNKS.

= MuenounaHble GakTopsl pocta.

= [pekpalleHue AeiCcTBUS areHToB, C KOTOPbIMM
MOXeT OblTb CBA3aHO pa3BuUTME HEHTpOMeHuw
(HanpuMep, NeKapCTBEHHbIX NPENapaTos).

= B HEKOTOPbIX Clyuasix — KOPTUKOCTEPOUADI.

= B peakux ciyyasnx - cnneHskTomms.

OCTPAS HEATPONEHUS

Mpu NOAO3pEHMM HA MHQeKUMIO neyeHue
HeobX0AMMO HauMHaTb HesamemuTenbHo. Mpu
HaM4MK IMXOPAAKM WM TUNOTEH3MUM Npeanona-
FatoT TAKENYI0 MHPEKLMIO M BBOLST BHYTPUBEHHO
aHTUBMOTUKM WMPOKOTO CMEKTPA [EHCTBUS B Bbl-
COKMX [103ax. BbiBOp pexxuma Tepanuu 0CHOBaH Ha
NpeanonoxeHun 06 MHOUUMPOBaHUM Haubonee
pacnpocTpaHeHHbIMKU  BO3BYAMTENSIMM, 3HAHMSX
0 UYBCTBUTENLHOCTM MATOrEHOB K TEM MW MHBIM
npenapatam B paMKax TOro Wiau MHOTO neyebHoro
YUPEXKIEHMS, @ TAKKE O BOIMOXKHOM TOKCUUHOCTH
BbIOPAHHOTO PexuMa Tepanuu. B cBS3M ¢ puckom

BO3HWKHOBEHMS DE3NCTEHTHOCTWU BO3byauTenei
BaHKOMMLMH MCMONb3YHOT TONLKO B CNTy4asX, KOrAa
npeanonaraeTcs MHGUUMpOBAHUE TPaMMONoXH-
TenbHbIMM 6aKTepUAMM, YCTORYMBLIMUA K JpYruM
NeKapCTBEHHbIM Npenapatam.

YnaneHue BeHO3HbIX kaTeTepoB Heobs3aTenb-
HO [laXe B C1yyae MOLO3PEHMS UAM [OKA3aHHOM
DakTepuemMum, OHO BbINOMHSETCS TONBKO B CTyYae,
KOroa B WMH(MEKUMOHHBIA NPOLECC BOBMEYEHbI S.
Aureus, Bacillus, Corynebacterium, Candida sp.
unn 13 06pasLoB KPOBM MOCTOSHHO BbICEBAETCS
BO30OYAUTENb, HECMOTPS HA MPUMEHEHWEe afiek-
BaTHOM aHTMGaKTepuanbHoii Tepanuu. Uxdekuum,
BbI3BaHHbIE  KOArynasoHeratvBHbIMM  cTatuno-
KOKKaM#, 0BbIY4HO YAAeTCs KynupoBaTh TOK/bKO
aHTUMUKPOGHOI Tepanmeii. InutenbHoe CTosiHMe
katetepa (Donest MOXeET Takxe npegpacronaratb
K Pa3BUTUIO MHMEKLMI, U CMEHA WM YaaneHue
kateTepa HeoOXOANMbI MpU NEPCUCTUPYIOLUNX WH-
(eKLMSX MOYEBbIBOASLLMX MyTEH.

Mpy BbiceBaHWM BaKTEPUANbHOM KyNbTypbl aH-
TMOMOTUKOTEPANUS NOABMPAETCA B COOTBETCTBUM C
TeCTaMu Ha YyBCTBUTENbHOCTb. ECM Temnepatypa y
MaLMeHTa CHUKAETCS B TeYeHMe 72 Y, pUMEHeHNe
aHTMOMOTMKOB MPOLOMKAIOT NO KpaliHel mepe 7
[Hel [0 MCYe3HOBEHWS NMPU3HAKOB M CUMMTOMOB
uHdekumn. Tpu  TpaH3WTOPHOW  HelTponeHun
(Hanpumep, nocne MUENOCyNPeccuBHON Tepanum)
aHTMOMOTMKOTEPANMIO 0BLIYHO NPOLOMKALOT L0 TeX
nop, noka Ynucno Heittpodunos He npesbicut 500/
M. OBHAKO Y HEKOTOPbIX NaLMEHTOB C NePCUCTH-
pYIOLLEN HEMTPONEHMEN NPU Pa3peLLeHnn CUMNTO-
MOB W MPWU3HAKOB BOCMANEHMS W OTPULATENbHBIX
MOBTOPHBIX NOCEBAX MOXHO PacCMOTPETb BO3MOX-
HOCTb MPEKpaLLEeHNs aHTMBMOTMKOTEpanuK.

Mpu coxpaHeHun nuxopamku bonee 72 yacos,
HeCMOTpSl Ha aHTMOMOTUKOTEPaNMIO, MOXHO Mpes-
nonaratb HebakTepuasnbHyl MpuUuMHY, MHGMUMPO-
BaHME PE3UCTEHTHBIMM LUTAMMaMK, CynepuHdek-
LM SpyruMu BaKTepusiMm, HealeKBaTHbIA YPOBEHb
aHTUOMOTUKOB B CbIBOPOTKE KPOBY M TKAHSIX MM 110-
KanM30BaHHbIA MHDEKLMOHHbIN NpoLecc, HanpuMep
abcuecc. CocTosHWe MaLMeHTOB C HeMTponeHuel u
NepcuCTMpYIoLLel IMXOPALKOiA OLLEHUBAKOT Kaxble
2-4 [nHs, NpoBoAs (M3MKanbHbIA OCMOTP, Moces
Matepuana W peHTreHorpaduio rpyaHol KNeTku.
Ecm coctosiHme naumenTa yaoBNeTBOPUTENbHO, 33
WUCKIOYEHNEM TUXOPaSKM, NEPBOHAYANbHO Ha3Ha-
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YeHHbIA PEXUM aHTMBMOTMKOTEPANUM MOXHO Mpo-
JomkuTb. ECM cocTosHWe naupeHTa yxyAuwaetcs,
Heobx0/MMa KoppekLus aHTMBUOTUKOTePaNWA.

Hanbonee BepoATHOM NPUYMHON MEPCUCTMPY-
HOLLEN NMXOPafKKM M YXYALWeHUs COCTOAHUA SBAS-
toTcs rpubkoBbie MHOeKUMM. TpoTUBOTPUBKOBYIO
Tepanuio (HanpuMep, a3onaMmu, SXMHOKAHAMHAMU
WK NoMeHamu) Lo6aBNAIOT IMIMPUYECKH, B ClTY-
4Yae eCIn IMXOPafiKa HeyCTaHOBAEHHOW 3TMONOTUH
COXpaHAeTCa nocne 4 fHeli Tepanuy aHTMOMOTHKA-
MU LIMPOKOrO cnekTpa. Ecnm nnxopagka coxpaks-
€eTCs NoCne 3 Hedenb SMNUPUYECKM HA3HAYEHHON
Tepanuu (BkNYas 2 HeZenu npoTMBOrpubKOBOVA
Tepanuu) U HeiTpONeHMs paspelunnach, MOXHO
PacCMOTPEeTb BO3MOXHOCTb MpeKpalleHus BCew
aHTMMMKPOOHO Tepanuu ¥ MOBTOPHOW OLLEHKM
3TMONOTAM IMXOP3LKY.

NpodunakTuyeckas aHTMOMOTHKOTEpaNUS Y
a(edpuNbHBIX MALMEHTOB C HeliTponeHuelt ocTa-
€eTCsl CMOpHOW. TpumeTonpum/cynbhameTokcason
(TMM1/CMC) no3sonseT NpefoTBpaTUTL Pa3BuUTHeE
MHEBMOHWW, BbI3BaHHOW Pneumocystis jirovecii y
MaLMeHTOB C HedTponeHueit 1 6e3 Hee € accoum-
MPOBaHHbIM HapyLUEHUeM KIETOYHOTO MMMYHHOTO
oteeta. Takke TMI/CMC no3Bonset wu3bexatb
pa3BuTUs HakTepuanbHbIX MHPEKLMIA Y NALMEHTOB,
Y KOTOPbIX MOXHO OXWAATb BbIPAXEHHYIO HEHTPO-
Mexuto B TeueHue Heflenu v bonee. K HefocTaTkam
npodunaktuku ¢ npumerennem TMI/CMC moxHo
OTHECTH Mo6OYHbIe IYPEKTbI, BOIMOXHYK MUeNo-
Cynpeccuto, pasBuTHe Pe3nUCTEHTHOCTM BakTepuii u
kaHIMA03a POTOBOW MonoCTi. B pyTwHHOW npak-
TUKE ANS MaUMEHTOB C HEWTPOMeHMel He peKo-
MeHZyeTcs npodunakTika npoTMBOrPUOKOBLIMHU
npenapatamm, OHAKO OHa MOXET [AaTb MONOXM-
TenbHbIA Pe3yNbTaT Yy NaLMeHTOB C BbICOKUM pU-
CKOM pa3BuTHsi IPUOKOBbIX MHDEKLMIA (Hanpumep,
nocie nepecajkv KOCTHOrO MO3ra W MPUMEHEHHS
BbICOKMX 103 KOPTUKOCTEPOMEOB).

MuenonpHble dakTopbl pocTa (rpaHynoumTap-
HO-MaKpoQaranbHblii  KOOHUECTUMYNUPYHOLLMIA
dakTop [TM-KC®] u rpaHynoumTapHblit konoHue-
cumynupytowmid daktop [I-KC®]) wupoko ucnonb-
3YKOTCS C LIESbI YBENMYEHNA YuCa HeHTPOQUnoB
W NPODUNAKTUKA PA3BUTUS MHDEKLMI Y naumeH-
TOB C TSKENOW HedTponeHueli (Hanpumep, nocne
nepecasku KOCTHOTO MO3ra M MHTEHCWBHOM npo-
TUBOOMYXONEBOW XWUMUOTEPaNuM). ITW Npenaparthl

noporoctosiuy. OgHako ecim puck GebpunbHOI
Heitponenmun npesbiwaet 30% (B Cnyuae ypoBHs
HeiTpodunos <500/MKn, Npu Hanuummn MHeKLMM
Ha (dOHe npeabloyLWero UMKNA XWUMUOTEPANM,
ACCOUMMPOBAHHbIX COMYTCTBYHOWLMX 33D0NEBaHMIA
unn y BOMbHLIX CTapwe 75 neT), nokasaHo npu-
MeHeHne (akTopoB pocTa. B Lenom, HanbonbLumit
KnuHuueckuid 3ddekT pocTuraeTca npu Havane
BBE[lEHMs POCTOBbIX (akKTOpoB B TeueHue 24 y
nocie 3aBeplueHns Xumuotepanuu. MaumeHtam ¢
HeiTponeH1en, Bbi3BAHHON WAMOCMHKPATUYECKOM
peakuMen Ha NeKapCTBEHHYIO Tepanuio, Takke
MOTYT OblTb MOKA3aHbl MWENOoMAHble POCTOBbIE
(akTopbl, 0COBEHHO €CNIN OXMIAETCS, YTO MPOLECC
BOCCTaHOBNEHMs 3ataHeTcs. [lo3a [-KCO coctasns-
eT 5 MKr/kr noakoxHo 1 pa3 B cytku; ans TM-KCO -
250 MKr/M2 MOAKOXHO 1 pa3 B CyTKM.
[MOKOKOPTUKOMABI, aHabonmyeckue Creponab
Y BUTaMMHbI He CTUMYNMPYHOT BbIDabOTKY HeHTpo-
(GMNoB, HO MOTYT BAMATb HA MX pacpefieneHue u
pa3pylueHue. EcM ectb Nofo3peHue, YTo ocTpas
HEMTPONeHWs BbI3BaHA NleKapCTBEHHbIM Mpena-
PaTOM MM TOKCUHOM, MpUeM BCeX MOTEHLMANbHO
CBA3aHHbIX C 3TMUM areHToB npekpalator. Ecau
HeiTponeHus pa3suBaeTca Ha GoHe npuema ne-
KapCTBEHHOrO Mpenapata, KOTOPbIA CHUXAET Ync-
N0 HeiTpoGuUNOB (Hanpumep, xnopameHukon), 7o
BbIXOZOM M3 3TOM CUTyaLmMM MOXET ObiTb Nepexos,
Ha anbTepHATUBHYH aHTUMOMOTUKOTEPAMNUID.
[luckomdopT npu CTOMaTUTe M U3bA3BNEHMM
CM3NCTON 060N0YKM POTOBOM MONOCTU M TAOTKM
MOXHO YMEHbLUIMTb MONOCKaHMEM du3nonoru-
YeckMM paCTBOPOM MM PacTBOPOM Mepekucu
BOJOPOAA KA Able HECKOMbKO YAcOB, C MOMOLLbIO
MaCcTNOK C aHecTeTkamm (beH3okanH 15 Mr kax-
Able 3-4 4aca) UM C NOMOLLbKO PacTBOpa X1op-
reKCUAMHA ANS NONOCKaHWA 2 UM 3 pasa B CyTKM.
KaHanmo3 potoBoi nonoCTv UAu NULLEBOAA Neyat
C MOMOLLbBKO HUCTaTUHA (PACTBOP ANS1 MOAOCKAHHUSA
pta 400 000 - 600 000 en 3 pa3a B CyTku; Npu
330(arute - MpOMNATLIBAETCS), KNOTPUMA30na B
Tabnetkax (10 mr, MeaneHHo paccacoiBath, 5 pa3
B [leHb) UM NPUMEHEHWEM CUCTEMHBIX MPOTUBO-
rpubKOBbIX MpenapatoB (Hanpumep, GnykoHaso-
na). Mpu 0CTpOM CTOMaTUTE MUK 330(daruTe MOXeT
TpeboBaTbCs Ha3HauYeHMe AMeTbl C KMAKOM Mau
nonyTBEpAON NULEN, ANA YMEHbLIEHUS ANUCKOM-
(opta MoryT noTpeboBaThCs MECTHbIE aHECTETUKM.
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XPOHUYECKAS HEUTPOMEHUA

MpoayKuMio HEMTPODUNOB MU BPOXAEHHOM,
UMKIMYECKOM W MAMOMATUYECKOM  HerTpone-
HWUM MOXHO MOBbICUTL BBeaeHMeM [-KCD B fo3e
1-10 wmkr/kr nogkoxHo 1 pa3 B cyTku. dbdekt
MOXHO NOALEPXMBATb EXeAHEBHbIMU WK Nepu-
oanyeckumn uHbekumamu [-KCO B TeyeHne Me-
caues v net. JautensHyto Tepanuio -KCO Takxe
MPUMEHSIOT Y APYTMX NaLMEHTOB C XPOHMYECKOM
HeTpOneHwe, B TY. y NALMEHTOB C MUENOAUCNNa-
3ueit, BUY u ayTouMMyHHbIMK 33b0neBaHUAMM.
B uenom uncno HeitTpodunoB noBbILAETCS, XOTA
YNYYILIEHWUS KAMHMYECKOH KapTWHbI MOTYT ObiTh
He CTOMb SBHbIMW, 0COBEHHO Yy MauueHToB 6e3
TSXKENON HeHTpOneHun. Y NauueHToB C ayTouM-
MYHHbIMW 3300N1€BAHMSMM MM HANMYMEM TPaHC-
MNaHTaTOB MOXET BbITb 3EKTMBHO NpUMEHEHMe
LUMKNOCTOPHHA.

Y HeKoTopbiX MaUMEeHTOB MpU  aKTWB-
HOM pa3pylleHuu HeiTpodmnoB B  CBS3M
C QyTOMMMYHHbIM 33b0neBaHMeM UX Ypo-
BeHb  MOFYT ~ MOBbLICUTb  KOPTMKOCTEpPOM-
Abl  (06bivHO  mpeghmusonoH  0,5-1,0  mr/kr
nepopanbHo 1 pa3 B AeHb). IToT IPDeKT MOXHO
nogaepxueatb Tepanueit [-KCO yepes aeHb.

Y HeKoTOpbIX MALMEHTOB CO CMaeHOMeranuel
WM CekBecTpaumeit HeMTpoOMNoB B CeneseHke
(Hanpumep, npu cuHapome MenTu, BONOCATOKNe-
TOYHOM JIEiiKO3€) UMCI0 HEHTPODUNOB MOXHO
MOBbICKTb C NOMOLLLHO CeHIKTOMMM. OiHAKO 3TOT
BAPMAHT CNIelyeT NPUMEHATD Y NaLLMEHTOB C Txe-
oV HeTponenueit (Hanpumep, MeHee 500/Mkn) 1
Cepbe3HbIMU MHAEKLMSMM, Y KOTOPbIX Ha3HaYeH-
Has Tepanus Obina HeabdekTnBHa. [lauueHToB
HeobxoaMMO BaKLMHMPOBATb MPOTUB MHDEKLIMIA,
BbI3BaHHbIX Streptococcus pneumoniae, Neisseria
meningitidis v Haemophilus influenzae 8o v no-
e CNAeH3IKTOMMM, MOCKObKY OHa Mpeapacnona-
raeT K pa3BuTMio MHOEKLMI MHKANCYIMPOBAHHbI-
MM BO30YAUTENAMM.

KnioueBble MOMEHTbI

= HeitTponenus npegpacnonaraet K pasBuTmiO
BaKTepuanbHbIX 1 rPUBKOBbIX MHAEKLMIA.

= Puck passutua MHGEKUMM npomopuyoHaneH
TSXKECTU HEMTPOMEHMM; MALMEHTb C YMCIOM
Heittpodmnos <500/MKkn noaBepraiTcs Hau-
BonbLuemy pucky.

= [0CKOMbKY BOCMANMTENbHASA PEaKLMS OrpaHuye-
Ha, KIMHUYECKME NPOSBNEHNA MOTYT BbiTb pas-
MbITbIMM, XOTS IMXOPafIKa 0BbI4HO NPUCYTCTBYET.

= MaLMEHTOB C MXOPaaKOi 0BbIYHO NleyaT 3-
MUPUYECKA aHTUBMOTUKAMM LIMPOKOTO CreKTpa
[IeACTBS 10 BbISBNEHHS BO30YAMUTENS UHDEKLIMM.

= JddekTMBHOCTL MpodUNaKTUYECKOTo NpuMe-
HEHMA aHTUOMOTMKOB Y NaLMeHTOB Ge3 imxo-
PafIky He 10Ka3aHa.

NTMMOOLUNTONEHNA

Jiumdoumtonenus - cHuxeHue obuiero yucna numoouy-
T0B Hke 1000/mkn y B3pocnbix unm 3000/Mkn y peTeii
mnagwe 2 net. OCNOXHEHUAMM MOTYT GbiTb pasBuTHE
ONNOPTYHUCTUYECKUX MHDEKUMI A M MOBbILEHHDbIH PUCK
Ppa3BUTHS 3N10Ka4ECTBEHHBIX HOBOOGPA30BaHMIi U ayTOMM-
MyHHbIX 3a6oneBanuit. Ecnu npu obuiem aHanuse KpoBw
BbIfiBNAETCA NUMGoLUTONEHUS, HeobXoauMO NpoBecTH
TECTMPOBaHUE HAa UMMYHOAEDUUUT U aHanu3 cybnonyns-
umit numdoumToB. JleyeHue AOMKHO GbITb HANPABNEHO Ha
nepBuyHOe 3aboneBanue.

B HopMe uncno iMMAoLMTOB KpOBH Y B3pOCNO-
ro yenoseka cocrasnset 1000-4800/mkn, y netent
mnagwe 2 net - 3000-9500/mkn. B Bo3pacte 6
NET HWKHSS rpanuua Hopmbl coctasnset 1500/
MKN. B nepudepnyeckoit KpoByM NPUCYTCTBYIOT Kak
B-, tak u T-numdountsl; npumepHo 75% numdo-
LMTOB cocTaBnsioT T-knetku, 25% - B-knetku. Mo-
CKOMbKY NMMGouMTbl cocTaBnsioT Bcero ot 20 [0
40% 06Lero KonuyecTsa NeMKoLMTOB, IUMAOLM-
TOMEHMI0 MOXHO He BbISIBUTb, EUTW ONpeaenseTcs
obuiee uncno neitkountos be3 noacuera Gopmynbl.

Moutn 65% T-knetok kposu CD4+ (xennepsl).
Y 6OMbIMHCTBA MALMEHTOB C AMMAOLMTONEHHEN
CHWMXEHO abCoNITHOE YNCNO T-KNETOK, B 0COOEHHO-
cm - CD4+ T-knetok. Cpearee uncno CD4+ T-kneTok
y B3poCnoro yenoeka cocrasnset 1100/<mkn (300-
1300/umkn), a cpeaHee wncno T-kneTok Apyrux oc-
HoBHbIx noarpynn, CD8+ (cynpeccopHbix) T-kneTok -
600/mkn (HopmanbHbii ananasoH 100-900/mk).

JTHonorus

JinmdouptoneHus 6GbiBaeT npuobpeTeHHON W
HacneaCTBEHHOM.

MpuobpeTerHas MMMOLMTONEHUS MOXET CO-
NpOBOXAaTb PSA, APYIUX natonoruit (1abn. 142-2).
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Tnasa 142. Temonutuyeckve aHemun

K Haubonee pacnpocTpaHeHHbIM Npu4MHaM OTHO-
caTes:

o eduumTt 6enkoB 1 Kanopuii;

o CNnA,

HepnocTatouHoe noctynnenue ¢ nueii 6enkos u
Kanopuit - Haubonee pacnpocTpaHeHHas NpUyMHa
numboupTonenun Bo BceM Mupe. CMNL, - Hanbo-
flee pacnpocTpaHeHHoe WHdeKLUMOHHoe 3abone-
BaHWe, Bbi3blBaLOLLEE MMQOLMTONEHHIO, KOTOPas
pa3BuBaeTCS B pe3ynbrate paspywenuss (D4+
T-kneToK, uHdMumMpoBanHbix BUY. lumdounTone-
HUSI MOXET TAK)Ke OTPAXKaTb HapyLLeHWe NpoayKLmMu
NMMQOUMTOB BUIEACTBUE PA3PYLIEHMS CTPYKTYPbI
TUMyca unm iumdoy3nos. Mpu ocTpoii BupyceMun
BAY wam mpyrumu Bupycamu aumdouuTbl MoryT
MOABEPraTbCs YCKOPEHHOMY Pa3pyLIEHHIO B CBA3M
C aKTMBHbIM POCTOM YMCIA BUPYCHBIX YacTuL, MOTYT
HaKanMBaTbCA B CeneseHke uam IMMAoy3nax um
MUIPUPOBATb B PECTIMPATOPHbIN TPaKT.

firporeHHas  numdouMTONeHUs  pa3BMBaAETCA
MpW UMTOTOKCMYECKOM XUMMOTEPANUM WK BBELE-
HUM aHTUAMMAOUMTPHOTO MobynuHa (wnmn apy-
WX aHTUTeN K iumdoumTtam). nutensHoe neyenme
ncopuasa ¢ npuMeHeHuem ncopaneHa u YO A ob-
NIYYEHUS MOXET BbI3bIBaTb PaspylueHne T-KNeTok.
Takke ZecTpyKumio TMMGBOLMTOB MOTYT Bbi3bIBaTh
TMIOKOKOPTUKOMABI.

JIumbounToneHNs MOXeT pa3BuBaTLCS NMpY ay-
TOMMMYHHbIX 3360/1€BaHNSX, TaKUX KaK CUCTEMHAS

KpacHasl BONYaHKa, peBMaTOMAHbIA apTpuT, MUa-
CTEHWS W 3HTEpONATUS C NoTepeit benka.

Hacnencreeqnas numdoumtonenus (tabn. 142-

2) valle BCero pa3BuBaeTcs B pesynbrare
= TOKENOro KOMOMHMPOBAHHOTO MMMyHOAEbMLIMTa;
= CMHApoMa Buckotta-Ongpuua.

OHa MOXeT COoMpoBOXAaTb HACNEACTBEHHbIE
MMMYHOLEDUUMTBI M NATONOMMM, NPU KOTOPbIX Ha-
pylueHa npoayKums niumdouuTos. Mpu Apyrux Ha-
CNIENCTBEHHBIX 3a6071EBAHMAX, TAKMX KaK CUHIPOM
Buckotta-Ongpuya, neduunte apeHo3uHae3aMm-
Ha3bl 1 nypuHHyKneosnadochopunasbl MOXeT Ha-
6n10AaThCs yCuneHHoe paspyluenue T-kneTok. Mpu
MHOMMX MaTONOrMAX TaKXe OTMEeYaeTca AeduuuT
MPOAYKUMM aHTUTE.

CMMNTOMBI M NPU3HAKK

Cama no cebe numdoumuTONeHms He NPOSBASET-
€1 HUKakuMKM cumnToMamu. OfIHAKO MOTYT AuarHo-
CTMpOBATLCS COMYTCTBYIOWME HAPYLIEHHS, TaKue
KaK OTCYTCTBME WIM YMEHBLIEHWME MUHLAMMH W
NMMGOY30B, YTO YKa3blBAET Ha KIETOYHbI UMMY-
HopeduuuT, 3a00M1eBaHNA KOXW, B TY. anoneums,
3k3eMa, N1oaepMa W TeNeaHr1aKTasus, nposiene-
HUS TeMaTONOTMYECKOI NATONOMK, Takue Kak bnep-
HOCTb, METEXWW, XKENTYXa W 3bA3BNIEHNE CIM3NCTOM
060/104KM POTOBOW MONOCTH, reHepan130BaHHas
numbaneHonaTMa M CrEHOMEranus, Kotopble Mo-
3BONAIOT NPeANoNoXuTL MHdMUMpOBaHMe BAY.

TABJ1.142-2. NPUYUHBI NUMOOLUTONEHUH

NPUMEPbI

[ipyrie uHGEKUMOHHbIE 3a60neBaHWs, B T.u. renaTwt, rpunn, Ty6epkynes, GprolwHoi Td u cencuc
Tnoxoe nUTaHwe y NaLMeHTOB C anKOroNbHOH 3aBUCUMOCTbHO, AeduLMT 6eNKOB 1 Kanopuii un

SiTporeHHas nocne NpUMeHeHMs LMTOTOKCUYECKMX XMMUONPenapaTos, MIOKOKOPTUKOKA0B, BbiCO-
KX [103 NCOpaneHa 1 ynsTpauonetoBoro 06ny4erns, MIMMyHOLENPECCAHTOB, Ny4eBOi Tepanuu

CHCTEMHbIe 33601€BaHHS C ayTOUMMYHHbIM KOMTIOHEHTOM (HanpUMep, annacTuyeckas aHemms,
AuMGBOMa XOWKKIMHA, MUACTEHWS, IHTEPONATUA C NOTEpEN GENIKOB, PEBMATOUAHbIN apTpUT, NoYey-
Hash HEMOCTAaTOYHOCTb, CAPKOMA03, CUCTEMHAS KACHast BOMYAHKA, TEPMUYECKHIA OXOT)

MEXAHU3M PA3BUTUA
MpuobpeteHHas @7
eOUUMT UMHKA
WM LPEHUPOBAHUM TPYLHOrO NPOTOKa
HacnezncreenHocTs Annazus nMM(honosTUYECKMX CTBONOBBIX KNETOK

ATaKcus-TenaHrmaKTaus

CWHEpOM rvnonnasuy XpALLeBoi TKaHW 1 BOAOC

Mamnonatyeckas CD4+ T-numdouutonetus

MMmyHopeduumT ¢ TUMOMOI

TshKkenblii KOMOMHMPOBAHHbIV MMMYHOZEDULIT, CBS3aHHbIN C AedekToM y-Lenu pewentopa UN-2,
neduumnt ADA uam MHO uan HeusBecTHbIi fedekt

CuHpapom Buckotra-Onapuya

AJIA - aneHo3uHae3aMuHaza; MHD - nypuHHykneosuadhochopunasa.
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Y nauuenToB ¢ MMMOOLMTONEHUEN BbIABISIOT-
s peunavsupytole uHdeKUMM UM MHbEKLK,
BbI3BaHHbIE Ma/OPACMPOCTPaHEHHbIMK BO36YaM-
Tensmu. Pneumocystis jirovecii, uutomMeranosmpyc,
KOpb, BTOPMYHASH HEBMOHMSI 0ObIYHO MPUBOIST K
neTanbHoMy ucxody. JiumdboumuToneHus Takke aB-
nsetcs GakTopoM puCKa Pa3BUTUS paka M ayToUM-
MYHHbIX 3360/71€BaHMIA.

Lmarxos
= KnvHnueckoe nopo3penne  (MoBTOpsioLmMecs
UM HeoBbIYHbIE MHDEKLMM).
= 061K aHaNW3 KPOBY C UCCNIEL0BAHNEM NEKO-
LMTapHOI QopMyrbl.
= M3Mepenne  cybnonynsuuid  MMOOLMTOB 1

YPOBHSI IMMYHOIOBYNMHA.

JinmdouuToneHuIo MOXHO MOA03PEBaTb Y Na-
UMEHTOB C PELMANBUDYIOLLMMA BUPYCHBIMM, TpUb-
KOBbIMM WM MApa3nTapHbIMK MHDEKLIMAMM, HO He-
PE[IKO OHa BbISIBNAETCA CTy4aiiHO NPy NpoBeaEHUH
obwero aHanu3a Kposm. P jirovecii, uutomerano-
BMPYC, KOPb WM BTOPHYHAs MHEBMOHMS C TMAO-
UMTONEHWEN MO3BONSIOT MPEANONOXUTb HaMuMe
uMMyHogedmumTa. Y nauueHToB ¢ iumdouuTone-
HUEel M3MEPSIOT YNCTEHHOCTb CyBNoNynsUmiA M-
douuToB. Takxke Cnemyet NpoBeCTM ONpeeneHue
YPOBHS! MIMMYHOIOBY/IMHOB C LIENbIO OLIEHKM MpO-
LYKUMM aHTUTEN. Y NaUMEHTOB C peLMIMBUPYIOLLM-
MU MHOEKUMSIMM B aHaMHe3e MpOBOAAT MOMHYI0
NabopaTopHylo OLEHKY Ha MpedMeT UMMyHome-
duunTa, faxe eCn pe3ynbTaTbl NEPBOHAYANbHbIX
TECTOB COOTBETCTBYHOT HOPME.

Jleuenune
= JleyeHme accounMmpoBaHHbIX MHDEKLIIA

= JleyeHue nepBu4HOro 3aboneBaxms.
= MHoraa BHYTPUBEHHOE BBELEHUE MMMYHOMO-

BynuHa.
= Bo3mMoxXHa nepecaska reMono3TMyeckux CTeo-

NOBbIX KNETOK.

MpuobpeteHHas  nuMdounToneHus  06bIYHO
KynMpYeTcs npu YCTpaHeHUu nepeuYHOro akTopa
WM YCMEWHOM NIEYEHNM NEPBUYHOTO 3aboneBa-
HWs.. BHyTpMBEHHOE BBEIEHME UMMYHOIMOGYNMHOB
MOKA3aHO NaLMEHTaM C XPOHUYECKUM AedULMTOM
IgG, numdouuTONeHMed W peLMANBUPYIOLAMM
uHdeKUMAMM. TpaHCNNAHTALMA TeMOMO3TUYECKUX
CTBONOBBIX KNETOK MOXET pacCMaTpuBaThCsi Kak
BAPUAHT TEPanuM y BCEX MALMEHTOB C BPOXAEH-
HbIMWU UMMYHOZEDULMTAMU U MOXET AT NONOXM-
TeNbHbIM Pe3ybTar.

KnioueBble MOMEHTbI

= /uMdouuTONEHMs yalle BCEro CBS3aHa (O
CMXOoM wnM HemoCTaToYHbIM MUTAHWUEM, HO
Takke MOXeT ObiTb HaciemyeMol unn passu-
BaTbCs B CBSI3W C PA3NMYHbIMU MHODEKLMAMY,
MpUEMOM JIEKAPCTBEHHbIX MPENapaToB Wim ay-
TOMMMYHHbIMM 3300N1EBAHMSIMM.

= [InS NaUMEeHTOB XapaKTepHbl peLuaMBUpYLO-
LuMe BUPYCHbIE, FPUOKOBbIE MW MapasuTapHble
MHOEKLMM.

= Heobxomnmo u3mepsTh YuCneHHoCTb cybnony-
NSUMIA TMMAOLMTOB M YPOBEHb MMMYHOOBY-
JIMHOB.

= JleyeHne 0BbIYHO HAMpaBNEHO Ha YCTpaHeHue
MPUYMHBI, HO MHOTIA NONOXUTENbHbIN Pe3yNbTaT
MOXET [aTb BHYTPUBEHHOE BBENEHME MMMYHO-
TN0BYAMHOB MM Mepecaska CTBOIOBbIX KNETOK (y
MALWEHTOB C BPOXAEHHBIM UMMYHOLEDULMTOM).

¢ZED Tpombouuronenus
W TpoMOOUMTApHAA AuC-

QyHKuus

TpombouuTbl — (parMeHTbl KNeTKM, KOTopble
(YHKUMOHMPYIOT B CUCTEME CBEPTbIBAHUS KPOBH.
TpoMb0M03THH, BbipabaTbiBaeMblil B OCHOBHOM rne-

YeHblo KaK peakLMs Ha YMEHbIUIEHWE KONMYECTBa
Merakap1oLMTOB KOCTHOTO MO3ra M LMPKYUpyio-
WMX TPOMOOLMTOB, CTUMYAMPYET KOCTHbI MO3T K
OTIWHYPOBKE TPOMOOLMTOB M3 MErakapy1oLMTOB.
TpombouuTbl umpkyaupytot ot 7 go 10 aHeit. Oko-
N0 TPETU TPOMOOLMTOB CEKBECTUPYET CeNe3eHKa.
Konuuectso TpombouutoB 06biuHo o1 140 000
10 440 000/mkn. OnHaKO KONMYECTBO MOXET Me-
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TABJ1. 143-1.KOJIMYECTBO TPOMBOLUTOB U PUCK KPOBOTEYEHHMIA

KOJIMYECTBO TPOMBOLIUTOB
2 50 000/mkn
20 000-50 000/mkn
<20 000/mkn
< 5000/mMKkn

PUCK KPOBOTEYEHUA *
MuHMManbHO
Hebonbluoe kpoBoTeyeHue Nocse TpasMbl
BHe3anHoe kpoBoTeyeHue

Taxenoe, BOIMOXHO, yrpoxatowiee Anq Xu3Hu BHe3anHoe
KpOBOTEYEHUE

* PUCK KpOBOTEYEHHIA MOXET Take GbiTb CBA3aH C MOHIKEHHO TPOMBOLMTAPHOM (YHKLMEN (BCIEACTBUE YpeMUH Uik ynoTpeBnenus

aCnupuHa)

HATbCS B 3aBUCMMOCTUM OT (dasbl MEHCTPYanbHOMO
LMK, NOHWXATbCS BO BpeMst bepeMeHHoCTH (re-
CTaUMOHHas TPOMOOLMTONEHMS) U YBEMYMBATHCA
npu LeiCTBUM BOCMIANUTENbHBIX LIUTOKMHOB (BTO-
PUYHBIA, UM PeaKTUBHbI TpomMboLKTO3). TpombO-
UMTbI B KOHLE KOHLIOB pa3pyluatoTcs B mpolecce
anonTo3a, NpoLecca He3aBUCUMOTO OT CENE3EHKMU.

Tpom6ouuTapHble 3a601€BaHMS BK/IOYAIOT:

* aHOMasIbHOE YBeNMyeH1e TPOMBOLMTOB (TPOM-
bouuTeMus 1 peakTUBHbIA TPOMBOLMTO3);

* YMeHbLUEHWe TPOMBOLMTOB (TPOMBOLMTONEHHS);

* TPOMOOLMTAPHYI0 ANCHYHKLMIO.

Jltloboe 13 3TUX YCNOBUI, AAXE Te, NPH KOTOPbIX
TPOMBOUMTBI YBENMYMBAIOTCS, MOXKET BbI3BaTb He-
npaBubHOE CTPOEHME FeMOCTaTUYECKON MpoBKK
1 KPOBOTEYEHHME.

Puck KkposoTeyeHus 06paTHO MPOMOPLMOHA-
NIeH KOIMYECTBY TPOMBOLIMTOB M TPOMBOLUTAPHOI
OyHkumm (Tabn. 143-1). Korna TpombouuTapHas
QYHKUMS MOHWKEHA (Hanpumep, Kak pe3ynbrar
YpeMUM unu ynotpebneHus acnupuHa), pUck Kpo-
BOTEYEHMS BO3PACTAET.

JTHonorus

Tpombouutemusa u TpoM6OLUTO3. JCCEHLM-
anbHas TpoMBoUMTEMMS SBASETCS MUenonpodu-
NepaTuBHbIM 3aboneBaHueM, B OCHOBE KOTOPOrO
NEXNT WU3DbITOYHOE MPOU3BOACTBO TPOMOOLMTOB
BUIELCTBUE KIOHAbHOM aHOMANWM reMomnoaTuye-
CKMX CTBONOBBIX KNETOK. [10BbILEHHOE KONMYECTBO
TPOMOOUMTOB 0ObIYHO NPUBOAUT K TPOMOO3Y, XOTS
Y HEKOTOPbIX MALMEHTOB MOXET BO3HUKHYTb KPO-
BOTEYEHMe.

PeakTuBHbIA TPOMOOLMTO3 NPEfCTaBNseT Co-
6oit  CBEPXNpOM3BOACTBO TPOMOOLMTOB BCNEN-
CTBME Kakoro-nmbo Apyroro 3abonesaus. Ectb
MHOTO MPUYMH, BKKOYAIOWMX OCTPYI0 MHDEKLMIO,
XPOHUYECKWE BOCMANUTENbHbIE 33b0NeBaHMS (Ha-

npumep, peQpakTopHas aHeMus, BOCMANUTENbHbIE
33601eBaHMS  KUWEYHMKa, Tybepkynes, capkou-
[103), eQUUKT Xenesa u TOT UM MHOM pak.

Tpom6ouutonenus. lpuunHbl TpOMBOLMTO-
neHun MoryT BbiTb KNACCM(UUMPOBaAHDI N0 Mexa-
HM3MaMm (Tabn. 143-2) u BKIOYaTb HAPYLIEHHOE
MpOW3BOACTBO TPOMOOLMTOB, NOBbILIEHHOE CeKBe-
CTUpOBAHME CeNne3eHKoN TPOMOOLUTOB, YBEMUMB-
Wweecs paspyLueHue 1 notpebneHre TpOMHOLMTOB
(MIMMyHONOTMYECKME W HEMMMYHONOTMYeCKue
MPUYMHbI), YMEHbLUIEHUE KOHLEHTPaLuMM Tpombo-
LIMTOB M KOMOMHALMIO U3 BCEX 3TUX MEXAHU3MOB.

[oBbILEHHOE CEKBECTUPOBAHME  CeNe3eHKOI
(BS13aHO CO CNNeHOMeranuel.

bonbluoe KoMMYeCTBO NEKAPCTB MOXET Bbi3bl-
BaTb TPOMOOLMTONEHMIO, BbI3bIBAA UMMYHONOM-
Yeckue paspylueHms.

Cpeay Haubonee pacnpoCTpaHeHHbIX MPUUMH
TPOMOOLMTOMEHUM MOXHO BbILENUTD ClIeayHoLLMe:

* recTauMoHHas TPOMOOLMTONEHNS;

* TPOMOOLMTONEHNS, BbI3BaHHAs MNpenapatamu
BCMEACTBUE WMMYHOOMOCPEZOBAHHOMO pa3py-
LUEHNS TPOMBOLMTOB (0BBIYHO XMHMH, TPUMETO-
npum/cynbhameTokcason);

* TPOMOOLMTONEHNS, BbI3BaHHAs MNpenapatamu
BCMEACTBUE 33BUCMMON OT MpUeMa NekapcTs
CyNpeccum KOCTHOTO MO3ra (0T XUMUOTepanuu);

* TPOMOOLMTONEHMNS, BbI3BAHHAS CUCTEMHOM WH-
dekupeit;

* UMMyHHas TpOMBOLMTONEHMS  (MAMoNaThye-
CKas TpOMOOLMTONEHUYECKas Myprypa, KOTo-
past paHblUe Ha3biBanacb UMMyHHas TPOMBOLM-
TapHas nypnypa).

Tpomb6ouutapHaa aucyHkuma. Tpombouy-
TapHas AMChyHKLMS MOXET BbiTb CBS3aHa C TPOM-
boumTapHbIM dedekToM MK C BHEWHUMK (akTo-
PaMM, KOTOPblE BAMSIOT HA HOPMallbHbIi YPOBEHb
TPOMBOUMTOB. [AMChYHKLMS MOXET BbiTb HACNen-
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TAB/1.143-2. KNACCUOUKALIUA TPOMBOLIUTONEHUM

MPUYUHA

YMeHblUeHWe OTCYTCTBUE MErakapuocuToB
B KOCTHOM Mo3re

YMeHblueHKe Npou3BOACTBA TDOM60LlVITOB,
HECMOTPA Ha NPUCYTCTBUE MErakapuoLmuToB B
KOCTHOM Mo3re

TpombouuTapHOe CeKBecTUpOBaHHe B yBeNU-
YeHHON ceneseHke

MMMyHonorMyeckme paspyliems

HeMMMyHOﬂOI’MHECKMe HapylweHus

[Ounioums

YCNoBusa

Annactudeckas aHemms

Neiikemus

MuenocynpeccusHble npenapatbl (Hanpumep, rMapOKCUMOYeBMHa, MHTephepoH
anb(ha-26, xuMuoTEpaneBTMYECKMe NpenapaTbl)

TapoKcu3ManbHas HouHas reMoroBbuHypus (HeKOTopble NaLMeHTbl)

Bbi3BaHHas ankoronem TpoMboLMTONEHHS

(CBsi3aHHas ¢ BUY tpomboumTonenms
MuenoaucnaacTieckuit CMHApoM (Hekotopble GopMbl)
[Dednunt Butamuma By, unm Gonnesoit kucnotsl

LIMppo3 neyeHy ¢ KOHrecTUBHOM CnneHoMeranuen
bonestb fowe
Muenoubpo3 ¢ MuenonaHoi MeTannasueit

3ab0neBaHMA COBAUHUTENbHOI TKaHM
TpombouuToneHus, Bbi3BaHHas npenaparamu
TpombouuToneHus, ces3aHHas ¢ BUY

MMMyHHas TpoMboLmTOneHus
JiumdonponudepatusHble HapyleHus
HeoHaTanbHast annoMMMyHHas TPOMBOLMTONEHNS
MoctTpaHctysHHas nypnypa

bepeMeHHoCTb (recTaumonHas TpomMbouuToneHus)

[JlncceMMHMpOBaHHOE BHYTPUCOCYANCTOR CBEPTbIBAHMUE

Cencuc

OnpezeneHHble cucTematiyeckie MHOEKLMM (HanpuMep, renaTwT, BUpyC IniuTelt-
Ha - bapp, LuTOMeranoBupyc Ui BUPYC IMXOPaAKM feHre)

TpomboLyMTONeHs MU OCTPOM Pecn1paTopHoM 3abonesamn

TpomboTHYeckas TpoMboLMTONEHMYECKas MYpIypa ~ FEMOUTUYECKH-YpeMUye-
CKUI CUHAPOM

Maccosas 3amMeHa KPaCHbIX KPOBAHbIX TENew nnn 06MeHHoe nepennBaHue Kposu

(CHIXEHME XM3HeCTIOCOBHOCTU TPOMBOLIMTOB, XPAHSLLMXCA B KPOBH)

CTBEHHOW W NpMoBpeTeHHOM. HacneacTBeHHbIe 3a-
6oneBaHus TPOMOOLMTAPHON DYHKLMM BKIIKOYAOT
B cebs bonesHb Bunnnbparaa, Haubonee pacnpo-
CTPaHeHHbIE HACIeACTBEHHbIE TeMopparuyeckue
33601€BaHMS M HACNECTBEHHbIE BHYTPEHHME
TpoMbouuTapHble aedekTbl (TpoMbouMTONaTUM),
KOTOpble SIBNSIOTCA MeHee PacrpoCTPAHEHHbIMM.
MpuobpeTeHHble 3abonesaHns TpPOMOOUMTApPHOM
(YHKUMM 0BbIYHO MOSIBAAIOTCA M3-3a ynotpebne-
HWS aCMMPHHA W IPYTUX NeKapCTB.

CMMNTOMBI M NPU3HAKKU
(Cnencreuem noBpeXAeHUs TPOMOOLUTOB ABAS-
€TCS TUMNUYHAA KAPTUHA KPOBOTEYEHMS.
= MHOXECTBEHHbIE  KDOBOM3NIMSIHMS  HA  KOXE
(Hanbonee NPOSBNSETCS Ha HXKHEN YacTy Hor).
= Pa3po3HeHHble Menkue KpoBOMOATEKM B Me-
CTax HebonbLUMX ylwKbOB.
= KpoBoTeueHus u3 cm3ncTbix (POTOMNOTKM, HO-
COBOJA, raCTPO3HTEPONIOMMM, MOYEMONOBOVA).
= Upe3mepHoe kpoBOTEUEHUE MOCIE XMPYpPruye-
CKOro BMeLLaTeNnbCTBa.

BbipaxeHHOe KMWEYHOE KPOBOTEYEHME U KPO-
BoTeyeHue B LIHC MoryT BbiTb OnacHbl AnS XM3HM.
KpoBoTeueHus B TkaHsx (Hampumep, rnybokue
BUCLiEpasIbHblE TEMATOMbl MW TeMapTpo3bl) He
COMPOBOXAAIOTCA  TPOMOOLMTONEHMEN, BbI3biBa-
folel HeMeleHHoe HeryboKoe KpOBOTEYEHME.
KpoBoteueHue B TkaHsix (06bI4HO MOsBASOLLEECS
B MepuoA [0 AHS Mocnie TpaBMbl) npeanonaraet
HapyLeHWa KOarynaumMm KpoBw (Hanpumep, reMo-
unus).

JuarHocTuka

= KnuHudeckue nposiBneHus KpOBOM3NMAHMIA U
KPOBOTEYEHMIA U3 CIM3UCTBIX.

w 06uwmit aHanu3 KpoBw ¢ TpoMboLMTaMK, uce-
[I0BaHME CBEpTbIBAEMOCTM, Ma3oK nepudepu-
4eCkom KpoBM.

= /HOrIa acnmpauus KOCTHOTO Mo3ra.

= MHOrIa ccnefoBaHme aHTMreHa v GakTopa ak-
TMBHOCTM BunnebpaHaa.

TpombouuTapHble HapyleHna HabataatTcs y
MaLMEHTOB C KPOBOM3NIMSHUSIMU M KPOBOTEYEHM-
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MM CIM3UCTON. HeobxoamMo Ha3HauuTb 0OLLMiA
aHanu3 KpoBM C KOJMYECTBOM TPOMOOLMTOB, UC-
CNenoBaHue CBEpTbIBAEMOCTM KPOBM W Ma3ka ne-
pudepuyeckoit Kposu. [MNepTpoMbOLMTO3 1 TPOM-
OOLMTONEHNUS [AMArHOCTUPYIOTCS Ha OCHOBAHWM
onpeneneHus KoM4ecTea TpOMOOLIUTOB; MCCEN0-
BaHWS CBEPTbIBAEMOCTM KPOBM HOPMalbHbI, MOKa
HEeT 0/IHOBPEMEHHOM Koarynonatuu. [iucdyHkumio
TPOMBOLMTOB NOA03PEBAIOT M Y NALMEHTOB C HOP-
MafibHbIM ODLMM aHaNM30M KPOBM, KONMYECTBOM
TpombouuToB, MHO 1 cnerka yennyeHHsiM AYTB.

TpombouuTonenus. Y naumeHToB ¢ Tpombo-
uMTONEHMei Ma3ok nepudepuyeckoit Kposu Mo-
KET MOMOUYb BbISBUTL MPUUMHY 3a60N€BaHWs (Tabn.
143-3). Ecv Ma3oK Moka3biBAaeT OTAMYHble OT
TPOMBOUMTOMEHUN HapYLIEHWS, Takne KaK fpo-
COfiepXKalUMe IPUTPOLIATBI MIM aHOMaJIbHbIE MW
He3penble NeNKOLWTbI, TO He0bX0aMMa aciMpaLus
KOCTHOTO Mo3ra. ACMpauysi KOCTHOTO Mo3ra flaeT
BO3MOXHOCTb OLIEHUTb KOMYECTBO M 06pa30Ba-
HME MEerakapuoLMTOB U ABISETCS OMPEefensioyum
TECTOM AN MHOMMX 3a00N1eBaHMIA, 3aTpar1BatoLLMX
KOCTHbII MO3r. TeM He MeHee HOpMabHOE YUCIIO U
06pa3oBaHue Merakap1oLMTOB He BCera 03Haua-
€T HOpMarbHOe MpOM3BOACTBO TPOMBOLMTOB. Ha-
npuMep, Y NaUMEHTOB C UMMYHHOW TPOMBOLMTO-
neHueii NpoM3BOACTBO TPOMOOLMTOB MOXET ObiTh
MOHXKEHHbIM, B TO BpeMS Kak OyeT HabtoaaTbCcs
HOpMasnbHoe 06pa3oBaHue W YBENMYEHHOE YMCIO
Merakap1oLMTOB. ECM KOCTHbII MO3T B NOpsKe, a
Cene3eHKa yBenuyeHa, 7o NoBbllEHHas CeKBECTpa-
UMs CEneseHkM SBNAETCA Hambonee BEPOSATHOM
MPUYMHOI TPOMOOUMTONEHNM; €CIM KOCTHBIA MO3T
B HOPMe ¥ Cene3eHKa He yBeuYeHa, To M36bITou-
HOe TPOMOOLIMTAPHOE pa3pylleHne SBNKETCA Hau-
bonee BepOATHO NpUYMHON. M3mepeHme TpoMbo-
UMTApHbIX DparMeHToOB He SBASETCA KIMHUYECKH
HeobxoauMbIM. [1ns BbisBneHus BMY ucnonb3ytot
TeCTbl Ha BMY.

Mopo3peBaemas AuchyHKuus Tpom6o-
uMTOB. [107103peHKe Ha To, YT0 TpOMBOLMTApHAS
IMCOYHKLMS BbiNa Bbi3BaHa MPUMEHEHWEM Mpena-
paToB, MOSBASETCA B TOM C/y4Yae, €M CUMITOMb
MoSBNAOTCS NOCAE HAYana NPUMEHEHNS NIeKapCTB,
KOTOpble SIBASIOTCA MOTEHLMANbHbIMKA  BO3OYAM-
TensMu. HacnefcTBEHHYI0 MPUUMHY MOXHO 3amno-
[I03p1Tb, ECTM BCHO XM3Hb MALMEHT CTPafiaeT ot
CMHSIKOB, [UIMTENbHOW, OBWMbHOM MEHCTpYaLuK,

TABJ1.143-3.PE3YNbTATbI UCCAELOBAHUA NEPH-
®EPUYECKOA KPOBM NPU TPOMBOLIUTONEHNM

PE3YNIbTATbI ycnosua

HopmanbHble TpombouuTOneHus, Bbl3BaHHas

3PUTPOLUTHI U npenapaTtamu

NeAKOLMTbI lectaumoHHas TpoMboLUTONeHNs
TpombouuToneHus, cazaHHas ¢ BAY
MMMyHHas TpomboLuToneHus
MocTTpaHcPy3noHHas nypnypa

(OparmeHTauus MeTacTatnyeckuit pak

3pUTPOLUTOB [lncceMmHmMpoBaHHOE BHYTpUCOCYAM-

(Lum3oLuTbI) CTOe CBepTbIBaHHe
Mpesknamncus ¢ ABC
Tpom6oTnyeckas TpomboumuTOneHnYe-
CKas nMypnypa 1 reMoNUTUKO-ypeMu-
YeCkui CUHAPOM

AHoManuu neiiko- [MnepcerMeHTUPOBaHHbIE Nou-

umToB MOpDOSLEPHbIE NEAKOLMTbI NPU

MeranobnactHon aHemMun
He3penbie kneTku unm yBenuyexue
3penbiX IMMQOLMTOB NpH Neitko3ax
3aMeTHOe CHUXEHWe rpaHynoLuToB
NPy ANNACTUYECKOi aHEMUK

Yactble bonblume CuHopom bepHapa-Cynbe

TPOMbOLUTI PacctpoitcTBa, CBA3aHHblE C MUO3U-

(npubmMKaloWMeCs | HOM, TKENOiA LieNbio 9, HeMbiLueYHbI-

K pa3mepy 3puTpo- | Mu reHamu (MYH9)

LTOB) [lpyrvie 6nu3kue k TpoMboLMTONEHUH
3aboneBanus

Axomanuu 3putpo- | Muenoancnnasus

LIUTOB, i€ pHblE IpH-
TPOLWTHI M He3penble
TPaHyNoLMTI

[JIBC - AncceMMHMPOBAHHOE BHYTPUCOCYANCTOR CBEPTbIBaHME.

KPOBOTEYEHHIH MOCTE YAaneHus 3yba uim apyrux
XMPYPruYeckux BMeLaTenbcTs. B cryvae nomo-
3peHust HACNELCTBEHHBIX MPUUMH HYKHO MPOBECTH
MCCIen0BaHME Ha aHTUIeH M akTMBHOCTb DakTopa
Bunnebpanma. TpombouwutapHas — ancdyHkums,
BbI3BaHHAS CUCTEMHBIMM HApYILIEHWAMM, KaK npa-
BINIO, UMEET Ierkyto GOpMy U He UMEET BONbLIOro
K/IMHUYECKOTO 3HayeHus. TakuM MalueHTaM He
HY)KHO [1en1aTh reMaToNorMyeckux TecToB.

Jleuenne

= M3beraTb npuMeHeHMs NeKapCTB, BbI3bIBALLMX
3abonesanme.

= OrpaHnuTb NepenvBaxus KPoBM 1 TPOMOOLMTOB.
MauneHtaMm ¢ TpoMOOUMTONEHMER UIK JNC-

(yHKUMeR TPOMOOLMTOB HeNb3st MpUHAMATh npe-

napatbl, MPOBOLMPYIOLME [aHHblE 3aD0NeBaHMs,

0COBEHHO aCTMpUH U [ipyr{e HecTepouaHble

npoTvBOBOCManuTeNbHble  mpenapatsl  (HIBM).

MauueHTam, KoTopble e ynoTpebnstor AaHHble
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npenapatbl, HE0BXOAMMO HAWTM UM 3aMeHy Wu
npekpaTtuTb BoobLe ynoTpebnaTh ux.

MaupeHTaM MoryT notpeboBaThCs MepennBa-
HMS TPOMOOLMTOB, HO MEpenMBaHue MpoU3BO-
[MTCA B 0YeHb HEOOMbILOM KONMMYECTBE CTy4aeB.
MpodbunakTnyeckue nepenuBaHus TPOMBOLMTOB
CenyeT MCMosb3oBaTb OCTOPOXHO, TK. MpU ua-
CTOM NPUMEHEHUM OHM MOTYT MOTEPSTL CBOH 30-
(GEKTMBHOCTb B CBS3M C PA3BUTMEM ANNOAHTUTEN.
Mpu ouchyHKUMM TPOMBOLUMTOB MM TpoMBOLM-
TOMEHMM, BbI3BAHHOM CHIXKEHMEM MPOW3BOACTBA,
MepenuBaHus  SBAITCA PE3EPBOM /1S Mauu-
€HTOB C CM/bHBIMM KDOBOTEUEHMSIMM, TSXENON
TpOMGOLUTONEHHEN (HanpuMep, C KONM4YEeCTBOM
Tpombouutos MeHee 10 000 /mkn) unn B cnyyae
WHBA3MBHbIX mpouenyp. Mpu TpoMBOLMTONEHNM,
BbI3BAHHOW pa3pyleHMsIMU TPOMOOUMTOB, Nepe-
NMBaHMS HEOOXOZMMbI MPU ONACHBIX ISt XM3HU
KpOBOTEYEHHAX UK kpooTeyeHuax LIHC.

MPUOBPETEHHAA ANCOYHK-
una TPOMBOLUTOB

MpuobperenHas avcdyHKuua TpomMGoLUTOB, KOTOpas Ao-
CTaTO4HO PacnpoCTPaHEHa, MOXET GbITb BbI3BaHA aCMpH-
HoM, apyrumu HIBI 1 cUCTEMHBIMM HapYLIEHUAMM.

MpuobpeTeHHble aHOManuu TPOMBOLMTAPHOI
(YHKUMM 04eHb NOXOXKM. [PUUMHBI X BO3HUKHO-
BEHMS BKIIOYAIOT Takue (YaKTOpbI, Kak:

* NleKapcTBea;
* CUCTEMHbIE HAPYLIEHNS;
* WCKYCCTBEHHOE KpOBOODpaLLEHHe.

MpuobpeteHHas  AMCOYHKUMA  TPOMOOLMTOB
MOZO3PEBAETCA W AMArHOCTUPYETCS, KOTAA Y na-
UMeHTa HabloaeTcs M301MpOBAHHOE NPOLIEHME
KpOBOTEYEHHS, A Jpyrue BO3MOXHbE AMArHO3bl
WUCKKOYeHbI. M3yyeHune arperauumu TpoMboLMTOB
He TpebyeTcs.

JNekapcrea. [InchyHkumio TpOMOOLMTOB MO-
ryT BbI3bIBaTb acnupuH 1 apyrve HIBI, a Takxe
WHrMbuTOpbl peuentopa Tpombouutos P2Y12
AL® (Hanpumep, Knonuaorpen, npacyrpenb, -
karpenop). MHorga 310 MpoOMCXOAMT CyqaiHo
(Hanpumep, Koraa npenapatbl MPefHa3HaueHbl
ANS CHsTMS 60AM M BOCNANeHms), a MHOraA U
B TepaneBTUYECKMX Lenax (Hanpumep, Korga
acnupuH uam uHrbuTopbl P2Y12 ucnonb3yiotcs

ANS NpOQUNAKTUKM MHCYNbTa WM KOPOHAPHOTO
TpOM603a).

Acnvpud v HMBC npepotspalLakT npoms-
BOACTBO LMKNIOOKCUTeHa30nocpe0BaHHOMo
TpOMOOKCaHa A;. IQdekT MOXeT AnnTcs oT 5 1o
7 nHeit. ACNMpUH HEMHOTO YBENMYMBAET KPOBOT-
€YeHMe Y 3L0POBbIX JIOfEH, HO OH TaKKe MOXeT
3aMeTHO YBENMYMTb KPOBOTEYEHMe Y BOMbHBIX C
6a30B0# AMCYHKLMEN TPOMBOLUMTOB MU CHAb-
HbIM HapyLIEHWUEM KOArynauuu (Hanpumep, y na-
LIMEHTOB, NONYYaBLUMX renapuH, WK y NaLUeHToB
¢ Taxenoi Gopmoit reModuann). Knonugorpen,
npacyrpeNb U TUKarpenop MOryT 3aMeTHO CHU-
3uTb QYHKUMIO TPOMOOLIMTOB W YBENMYMTL KpO-
BOTEYEHMeE.

CucreMHble HapyweHusi. MHorve 3abone-
BaHMS (Hanpumep, MWeNonponnQepaTuBHbie W
MMeNoAMCNNacTMieckue  paccTpoiicTBa, ypemms,
MaKpOrnobyNMHEMUS U MHOXECTBEHHAS MUENOMa,
LMPPO3 MeyeHH, CUHAPOM KPACHO# BONYaHKM) Mo-
TYT HAapyWKTb GYHKLMIO TPOMOOLUTOB.

Ypemus npofieBaeT KpOBOTEYEHHE NpU NOMO-
LM HEeWU3BECTHBIX MexaHu3MoB. Ecn kpoBoTeye-
HUe HabNILAETCS KNMHUYECKH, TO OHO MOXET BbiTb
YMEHbLIEHO C MOMOLLbIO UHTEHCUBHOTO AMANK3a,
MPUMEHEHUS  KPMONPEeLMnuTaTa UM BBEEHUA
LecMonpeccuHa. YBenuyeHue KOHLEHTpaLuu re-
mornobuHa fo >10 r/an npu nepenuBaHuM Wam
npu NPUMEHEHNM 3PUTPONO3TUHA TaKKe YMeHb-
LAeT KPOBOTEYEHME.

UckycctBeHHOe KpoBooOGpawenue. Tpom-
Bouutbl  MOryT  CTaTh  AMCHYHKLMOHANbHBIMK,
npomieBas KpoOBOTEYEHWE, M3-33 TOTO 4TO BO
BPEeMSs MCKYCCTBEHHOTO KpOBOOOPALLEHUS KPOBb
UMPKYJMPYeT C MOMOLbI0 HACOCa-OKCUreHaTo-
pa. MexaHusm npepcTasnset coboi aKTMBALMIO
OubpuHONM3a Ha MOBEPXHOCTW TPOMOOLMTOB C
pe3ynbTUpyloLelt noTepeid mukonpotenHa |b/IX
(BS3bIBatOLLETO MecTa Anst dakTopa Bunnebpan-
[a. He3asucuMo 0OT KonmyecTBa TPOMBOLMTOB,
MaLUMEHTaM C CUbHBIMU KPOBOTEYEHWAMM NOCTIE
MCKYCCTBEHHOTO KPOBOOOPALLEHMS YacTO Ha3Ha-
YaloT MepenuBaHMs TPOMOOLMTOB. [lpuUMeHeHue
anpoTMHMHA  (MHTMBMTOP  MpoTeasbl, KOTOPbIiA
HeliTpanu3yeT akTMBHOCTb NPOTea3) B TEYEHMe UC-
KYCCTBEHHOTO KPOBOOBPALLEHHMS MOXET COXPaHUTL
QYHKUMIO TPOMOOLMTOB M CHU3WTb NOTPEBHOCTb B
nepenuBaHum KpoBy.
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HACNEAQCTBEHHbBIE
BHYTPEHHWE HAPYWEHUA
TPOMBOLUTOB

HacnencTeeHHble BHYTpeHHHe HapylieHus TpoM6oLMTOB
BCTPEYAIOTCS PeaKo M Bbi3bIBAIOT MOXU3HEHHYIO CK/IOH-
HOCTb K KpOBOTeueHuio. [luarHo3 noAaTBepKAaeTc no
pe3ynbTaTaM McCNeA0BaHus arperaumu TpoM6ouuTos. Me-
penuBaHu1e TPOMBOLMTOB, KaK NpaBuIo, HeobxoauMo ans
KOHTPOAISl Haj, CePbeE3HbIMU KPOBOTEUEHUSAMM.

HopManbHblii reMocTa3 TpebyeT aresnm 1 ak-
TUBaLMW TPOMBOLMTOB

[ins agre3uu (T.e. TPOMOOLWTBI BbISENSHOT COCY-
AMCTbIN cyb3HpoTeNMi) Heobxomum (aktop Bun-
nebpanza (PB) u TpOMBOLMTAPHBIN FMKONPOTENH
[b/IX komnnekc.

AkTMBauMA CnOCOBCTBYET arperaumy TPOM-
BounToB 1 CBS3bIBaHMI GMbpUHOreHa. [ing Hee
Heobxoaum ramkonpotenH lIb/llla komnnekc. Ak-
TMBALMS BKIIOYAET BbIMYCK ageHo3uHoudocdhara
(ALLD) w3 rpaHyn XxpaHeHus TPOMOOLMTOB M Mpe-
BpalLEHMe apaxMaOHOBOM KMCIOTbI B TPOMBOKCAH
A Npy NOMOLLY LMKNOOKCMTeHa30M0CPES0BAHHOM
peakuum.3ateM ALD n TpomboKcaH A, Bbi3biBaKOT
u3MeHeHus B TpomboumuTapHoM IIb/Illa komnnek-
Ce, KOTOpble, B CBOK OYepeflb, YBENMUMBAIOT CBS-
3biBaHue (GubpuHoreHa, no3sonas TpoMOOLMTAM
arper1poBartb.

HacnencrBeHHble  BHYTpeHHMe TpoMbouuTap-
Hble HapyleHWs MOryT BKNiouaTh AedekT Ha fio-
6om 3Tane u B itobom cybeTpate. 310 3aboneBaHue
MoA03PEBAIOT Y NALMEHTOB C NOXKU3HEHHDIM Hapy-
LWEHNEM CBEPTHIBAEMOCTM KPOBH, HOPMasibHbIM
KOIMYECTBOM TPOMOOLIMTOB M HOPManbHbIMU pe-
3ynbTaTaMM WUCCNedoBaHMs Koarynaumu. [luarHos

OCHOBAaH Ha pe3ynbTaTax Tecta Ha arperauuv
TPOMBOUMTOB. CTOMT OTMETHTD, YTO TECTbI Ha arpe-
rauvio TPOMBOLMTOB He SBASIOTCS KOMMYECTBEH-
HbIMM W MHTEPNPETALIMS PE3YNbTaTOB YacTO HEWH-
(opmatuBHa (Tabn. 143-4).

Hapywenus apresum. CvHapom beprapa-
Cynbe SIBNAETCA PEKMUM aYTOCOMHO-PELIECCUBHBIM
3aboneBaH1eM, Py KOTOPOM YXYALIAETCS aare3ns
TpoMbouuToB Yepe3 fedekT B rmmkonpotenH Ib/
IX komnnekce. KposoTeueHne MoXeT ObiTb 061b-
HbIM. Pa3mepbl TpoMboUKMTOB yBENMuMBatOTCA. OHM
He arperupyoT ¢ pUCTOLETMHOM, HO arpervpytoT ¢
ALl®, konnareHOM W afpeHanUHOM.

bonblume TpOMOOLMTLI ACCOLMMPYHOT C YHKLK-
OHa/bHbIMU HapYLLIEHUSIMM W OHM XapaKTEPHbI Mpy
cuHapoMe Yeamaka - Xuracv v aHomanuu Mas
- XerrmuHa, TpoMOOLMTONEHNYECKUM PacCTpoit-
CTBOM C aHOMafbHbIMM IEAKOLMUTAMM.

MepenuBaHue TpOMBOLMTOB HEOOXOAMMO AN
KOHTPONS Hajl CePbE3HBIMM KDOBOTEUEHUSMM.

Bonesnb Bunnebpaunpa (cM. m. «bonesHb Bun-
nebpaHaay) cesi3aHa ¢ aepuuntom un sedextom
(akTopa Bunnebpatza (OB), kotopblit He06X0AUM
ANA aare3uu TpoMboLMTOB. 3aboneBaHue NeynTcs
npy MOMOWM AECMONPECCHHA WM 3aMellleHus
(akTopa C NacTepu30BaHHbIM CPEAHEQUMILEHHBIM
koHueHTpatoM dakTopa VIII ¢ daktopom Bunne-
OpaHpa.

Hapywenus akTuBaumumu. Hapylwenue ak-
TMBaLMM TPOMOOLIMTOB SBASETCA Haubonee pac-
MPOCTPaHEHHbIM  HACNeACTBEHHbIM  BHYTPEHHUM
TPOMOOUMTApHbIM ~ HAapyLIEHWEM U Bbi3bIBAET
yMepeHHoe KpoBoTeyeHne. OHM MOTyT BO3HMK-
HYTb B pe3ynbrate cHuxeHus AD B rpaHynax
TPOMOOUMTOB (HEXBAaTKa MecTa NS XpaHeHus),
HeCnocobHOCTM reHepupoBaTb TPOMOOKCAH A;

TABJ1. 143-4. PE3YNbTATbI TECTOB HA ATPETALIMIO NPU HACNEACTBEHHbBIX HAPYIEHUAX
TPOMBOLMTAPHOI OYHKLMK

HAPYWIEHUE KOJUTATEH, ALPEHANUH, BbICOKOJ03MPOBAHHbIW = PUCTOLEETUH
HU3KOA03MPOBAHHbIU AAGD AL®
HapyweHns aktuBauum TpoMboumntoB | CHUXEHHbIN HopmanbHbii HopmanbHbii
Tpombacteus Otcyrcrayer Otcyrcrayer HopmanbHbiit nan

HapyweHve aare3uu TpomboLuToB
(Hanpumep, cuHapom bepHapa-Cynbe,
6one3tb Bunnebpanaa)

HopManbHbiit

AL® — aneHo3uHAndOCHATHIKHEN TPaHULb HOPMbI.

CHUXEHHbIN

HopManbHbiit CHWKeHHbIHA
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W3 apaxvIOHOBOW KMCIOTHI MIM M3-33 Hecno-
COBHOCTU TPOMOOUMTOB K arperauyym B OTBET Ha
TPOMOOKCaH A;. TeCTbl Ha arperauuio TpoMboLM-
TOB BbISBNAKOT MOHWUKEHHYID arperauyio mocie
BO30ENMCTBUS KOMNAreHa, afipeHanuHa, a Takke
HU3KUX ypoBHeit ALLD 1 HopManbHyto arperauuio
nocne Bo3AencTBuMs Bbicokux ypoBHen ALLD. Ta xe
KapTMHa MOXeT 6bITb Pe3yNbTaTOM UCMONb30BAHUSA
HIMBM nnu acnupuHa, 3GdeKT oT KOTOpbIX MOXET
COXPAHSATBCA B TEYEHUE HECKONbKUX AHeiA. Mo3To-
My TeCTbl Ha arperauuio TPOMBOLMTOB He Crieayet
[LenaTb NaLyeHTaM, KOTOPble HeABHO NPUHMMAK
3TV Npenaparbl.

Tpombactenus (bonesHb MMaHUMaHa) ABNSETCS
PEKMM  ayTOCOMHO-PeLEeCCUBHBIM  3ab0neBaHu-
€M, BbI3blBAIOWMM fiedeKTbl  TPOMOOLMTAPHOTO
ravkonpoten Ilb / Illa komnnekca; Tpomboum-
Tbl HE MOryT arperupoBatb. Y 6OMbHbIX MOryT
BO3HMKATb TSXENble KPOBOTEYEHMUS CM3UCTON
060M104KM  (HanpuMep, HOCOBbIE KPOBOTEYEHMS,
KOTOpble NPeKPALLATCS TONbKO MOCTe NepeBA3ku
W NepenuBaHus TPOMOOLMTAPHOTO KOHLEHTPATA).
[lnarHo3 noaTBEpXAAETCA NpU  OBHAPYXEHUM
TOrO, 4TO TPOMOOUMTBI He MOTYT arperupoBatb
noce BO3AEACTBUA afpeHanuHa, KonnareHa uim
[Laxe BbICOKUX ypoBHeii ALIM, Ho MOryT BpeMeHHO
arperMpoBartb Noce BO3LENHCTBUS PUCTOLETUHOM.
MepenuBaHue TPOMOOUMTOB HeoOXOAMMO ANA
KOHTPONISA Haf, CEPbe3HbIMM KPOBOTEYEHUAMM.

bOJIE3Hb BUNIEBPAHLA

BonesHb Bunne6panpa (BB) npepcraBnser co6oi Ha-
cnepcTBeHHblii Aedmumt daktopa Bunnebpanpa (PB),
KOTOpbIi Bbi3blBaeT AUCHYHKUMIO TpoMBouuToB. O6bIY-
HO COMPOBOX/AAETCA YMEPEHHLIMA KPOBOTEYEHUAMM.
CKPUHMHT-TECTbI MOKA3bIBAKT HOPMAIbHOE KONMYECTBO
TpoMbouuToB M HeMHoro yeenuuenHoe AYTB. [luaros
CTaBUTCA Ha OCHOBAHWM HU3KOTO YPOBHSA aHTUreHa OB u
HapyLEHHO aKTUBHOCTH KodhakTopa puctoueTuHa. Jleve-
HMe BK/KYAET B (e6A1 KOHTPONb 32 KPOBOTEYEHUSMM CO-
BMECTHO C 3aMeCTUTENbHOI Tepanuei (NacTepu3oBaHHbIH
CpeAHeYUCTbIN NNa3MeHHbIH KoHueHTpar dakrtopa VIII ¢
takropom Bunne6panaa) unm aecMonpeccuHoMm.

OB cuHTe3MpYeTCa W CekpeTUpyeTcs Cocyau-
CTbIM 3HZOTENMEM, YTOBbI CTaTb YaCTbio MepuBa-
CkynsipHoii Matpuupl. OB cnocobetayeT aaresuu

TPOMBOUMTOB B reMOCTa3e, CKPenAsach C peLen-
TOPOM Ha MeMOpaHe MOBEpXHOCTY TPOMBOLMTOB
(mukonpotenHa 1b/IX), Takum obpasom npuco-
eIMHAA TPOMBOLMTLI K CTeHKe cocyaa. OB Takxe
TpebyeTcs AN noaaepxaHus HOPManbHOrO YpoB-

Hsl nnasmenHoro daktopa VIII. YposeHs OB Moxet

BPEMEHHO BO3pacTaTh NMpu CTpecce, GuUanMyeckux

ynpaxxHeHusX, 6ePEMEHHOCTH, BOCTIANEHMSIX MU

UHDEKLMSIX.

Boigenstot 3 Tuna 6onesHu Bunnebpanaa.

o Tun 1: konuyecTseHHblit aeduunt OB, Koto-
pblii ABNAETCS Haubonee pacmpoCTpaHeHHoM
(hopMoit M ayTOCOMHO-IOMMHaHTHbIM 3abone-
BaHMEM.

o Tun 2: KayecTBEHHble HapYlIEHUs B CUHTE3e
(B, KoTOpblE MOTYT BO3HWKHYTb B pe3ybTare
Pa3/IMuHbIX TEHETUYECKMX aHOMaNMid. BNSeTCs
AYTOCOMHO-L0MUHAHTHBIM 3a60N1EBAHMEM.

* Tun 3: peakoe ayToCOMHO-PELIECCMBHOE Hapy-
LIeHMe, pU KOTOPOM B FOMO3UIOTax He ompe-
nensietcss OB.
bB, kaK v remodunns A, aBnSeTCa HacneaCcTBeH-

HbIM 3abonieBaHMeM, KOTOpOe B Txenoi dopme

MOXeT Bbi3BaTb Aedmumt daktopa VIII. Ho ator

LeDULNT, Kak TPaBUNO, ABNSETCS YMEPEHHBIM.

CMMNTOMBI ¥ NPU3HAKK

MposiBNEHMs  KPOBOTEYEHMS  BapbMpYHOTCS
OT NerKoit 10 yMepeHHoW (opMbl M BKKOYAKOT
HebosblMe KPOBOMOATEKM, KPOBOTEYEHMS CM-
31UCTON  0BONMOYKM, KPOBOTEUEHMS TPU  MESKUX
nope3ax KoXM, KOTOpble MOTYT OCTaHaBNMBaTbCS
M BO3HMKATb 4Yepe3 HECKONbKO YacoB, MHOrAA
YBENMYEHME MEHCTPYaNbHOTO KPOBOTEYEHHS, U
aHOMaJbHble KPOBOTEUEHMS OCNE XMUPYPIUYECKMX
BMeLLaTeNnbCTB (Hanpumep, yaanexue 3y6a, yaane-
HMe MUHOANWH). TPOMOOLWTLI JOCTaTOYHO XOPOLLO
GYHKUMOHMPYIOT, TakK YTO METEXMW U Mypnypa He
BO3HMKaIOT.

AunarHocTuka
= 06wmit antvren ®B B nnasme, dyHkumus OB u
ypoBeHb nnasmeHHoro daktopa VIII.
bB noao3peBaloT y 60MbHBIX C HapyLeHUAMK
CBEPTHIBAEMOCTU  KPOBM, 0COBEHHO C 3aperu-
CTPMPOBAHHbIMU CTy4asiMu 3TOro 3aboneBaHus B
ceMbe. CKPUHMHT-TECTbI KOArynsuuM MokKa3biBatoT
HOPMa/IbHOE KONMYeCTBO TPOMOOLMTOB, HOPMalb-
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Hbli MHO v peako HemHoro yBennyeHHoe AYTB.
TecTMpoBaHWe BPEMEHW KPOBOTEYEHUS HETOYHO
u Gonblue He ucnonb3yetcs. [ns noaTBepxaeHus
[MarHo3a Tpebyetcs onpesienenue ypoBHs oblue-
ro aHTMreHa OB B nnasme, dyHkuum OB, onpene-
NSeMoii  CNoCOBHOCTbIO M1a3Mbl MOAAEPKMBATD
arrMoTMHALMI0 HOPMabHbIX TPOMBOLMTOB Mpw
MOMOLUM PUCTOLETUHA (KTMBHOCTb PUCTOLLETUHO-
BOro ko(akTopa); ypoBeHb GakTopa nia3mMeHHOro
daxtopa VIII. Crumynbl, KOTOpbIE BpEMEHHO MOBbI-
watoT yposeHb OB, MOryT MpuBECTM K NOXHOOT-
PULATENbHBIM PEe3y/bTaTaM B Clyyae yMepeHHOM
GopMbl bB; no3tomy TecTbl, BO3MOXHO, He0bX0au-
MO MOBTOPHTb.

B obweii (vn 1) dopme BB pe3ynbrathl corna-
COBaHbl, T.e. aHTureH OB, dyHkums OB 1 yposeHb
daktopa VIII B nna3me NoHMXEH B paBHOM CTene-
Hu. CTeneHb fenpeccum BapbupyeT NPUMEPHO OT
15 o 60% oT HopManbHOrO W ONpefenseT creneHb
TSHKECTV aHOMANILHOTO KPOBOTEYEHHUS Y MALMEHTa.
YpoBeHb aHTureHa OB moxet bbb 1 40% OT Hop-
Mbl Y 300p0BbIX Ntofel ¢ rpynnoit kposw O (1).

BTopoit TMn Nop03peBaloT B Cy4ae HECoOTBeT-
CTBMS PE3YNbTATOB TeCTa, Korfa aHtureH OB Bbilue,
YeM OXWAANOCh NS 3TOW CTENEHU HapyleHus B
aKTMBHOCTM Ko(akTopa pucToLeTuHa (aHtureH OB
Bbillle, YEM OXMAANOCh, MOCKONbKy fedekt OB 2
TUNA KaYeCTBEHHbIM, a He KOAMYeCTBEHHbIN).Iu-
arHo3 MOATBEPXKMAAETCS BbISBNEHMEM CHUXEHUA
KOHLEHTpauun bonblumnx mynstuvepos OB npu
anektpodopese B arapo3Hom rene. CyllecTByHOT
yeTbipe BapuaHTa bB BTOpOro TMNA, OTAMYAKOWMX-
€5 N0 (YHKUMOHANbHBIM OTKNOHEHWAM MONEKYbI
®B.

Y 60onbHbIX € 3 TMMOM bB dakTop Bunnebpanpa
He onpezenseTcs 1 HabnoLAeTCs 3aMeTHbIN dedu-
umT daktopa VIII.

Jleuenne
= [lecMonpeccuH.
= Beenerne OB B cyyae HeobX0AMMOCTH.
MaLWeHTbl NeYaTcs TOMbKO TOTAA, KOTAA Y HUX
BO3HMKAET CUNIbHOE KPOBOTEYEHWE WIM OHM Mpo-
XOST MHBA3MBHble MpOLEypbl (Hanpumep, Xu-
pyprys, yaanexue 3y6os).
[lecMonpeccuH SIBNSIETCH aHANoroM aHTUamype-
TUYECKOro rOpMOHa (Ba30MPeccuH), KOTOpbIl CTU-
Mynupyet BicgoboxaeHne OB B nnasmy u Moxet

noBbiwatb yposHu daktopa VIII. [ecmonpeccu
MoxeT bbiTb noneseH npu 1 Tne BB. B octanbHbix
TUNax OH becroneseH, a B HeKOTOpbIX W BpeseH. [lns
obecrneyeHns HOpManbHoM peakuuu Ha mpenapar
BPauM LatoT NaLyeHTaM NpobHyto f03Y ¥ U3MepsioT
peakumio aHTMreHa MB. BeefeHne aecMonpeccuHa
0,3 mkr/kr 8 50 Mn 0,9% du3pactBopa BHYTpUBEH-
HO NPOAOMKUTENBHOCTBIO OT 15 A0 30 MUHYT MOXeET
n0o38oNUTb 60NLHOMY MPOTU HeBOMbLIME BMeLLa-
TenbCTBa (HanpuMep, 3KCTpakuus 3yba, Hebonblume
XMpyprudeckue BMeLLaTenbcra) 6e3 Heobxoammo-
TV 3aMeCTUTenbHO Tepanuu. Em Bce e 3ame-
CTUTENbHas Tepanus HeobXoauMa, LeCMONpeccuH
MOXET CHu3WTb Tpebyemyro fo3y. OnHa fo3a fde-
CMonpeccuHa fieiicTByeT B TeveHne 8-10 yacos.
[ins Bo306HOBNeHMs 3amacoB OB Heobxommmo
0KO/O 48 YacoB, YTO NO3BOMSET BTOPOI MHBEKLMM
JLLecMonpeccuHa BbiTb Takow xe 3PPeKTUBHOM, Kak
nepBOHavabHas 103a npenapara.

Mpu HeobxoamMmocTn mpoBeaexus 6onee ce-
Pbe3HbIX Mpoueayp wuau Ans nauuextos ¢ Il um
[l Tunom BB nedenmne BktoyaeT B cebs 3ameHy
(OB BnMBaHMEM MNA3MEHHOMO NaCTePU30BAHHONO
cpenHe ynucToro KoHueHTpata daktopa VIII, koto-
Pblii COAEPXMT kKOMMOHeHTbl MB. B 3TX KOHLEH-
TpaTax BUPYCbl MHAKTUBMPOBAHbI W, CNIEAOBATENb-
Ho, He nepepator BUY-uHbekumio mnu renatwr.
ITM KOHUEHTPaThl Gonee npeanoyTUTENbHbI N0
CPaBHEHMIO C PaHee MCMonb30BaBWMMCA KPHO-
MPeuMnUTaTOM, T.X. He BbI3bIBAIOT UHDEKLMIA, nepe-
[LaBaeMbIX Mpu TPAHCPy3uu. BbICOKOOUMLLEHHDIT
koHueHTpat Gaktopa VIl nonyyatot nyteM uMMy-
HoaddMHHOM XpoMaTorpadum, HO OH He COnEPXKHUT
®B 1 He oMkeH ObITb MCMONB30BaH.

KnioueBble MOMEHTbI

w Y 60MIbHbIX HAONAATCA Nlerkoe KpoBOM3MS-
HMe M nypnypa, kak NpaBuno, CIM3NCTOM 060-
JIOYKM; PEXe reMapTpo3.

= CKPMHMHI-TECTbI MOKa3bIBAKOT HOPMasbHOE KO-
MyectBo TpomboumToB, HopmanbHoe MHO, a
WHOTAA WU HEMHOTO yBenuyeHHoe AYTB.

= TeCTbl BK/IHOYAOT B Ce0S OOWMIA aHTUreH nnas-
MeHHoro OB B nnasme, OB QyHkumio (aHanm3
OB pucrouetura) u yposeHb (aktopa VIII 8
nnasme.

= JleyeHne NMpUMEHSETCS MPU CMIBHOM KPOBO-
TEYEHUU MW ieper, MHBA3MBHO NPOLeaypOii;
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LeCMONPECCUH MM MHOTAA CPEAHEOUMLLEHHbII
koHueHTpar dakTopa VIII.

NUMMYHHAA
TPOMBOLMUTOMEHUA

(ManonaTyeckas TpoOMBbOLMTONEHNYECKas
nypnypa; UMMyHHas TPOMOOLMTONEHKYECKas
nypnypa; UTM)

WUmmynHas TpomGouutonenus (UTI) sBnsetca Hapywe-
HMEM CBEpPTLIBAEMOCTH KPOBM, BbI3BaHHbIM TPOMGOLMTO-
NeHuei, He CBA3AHHOW C CUCTEMHbIMM 3aboneBaHUAMM.
370 3a6oneBaHMe ABNAETCA XPOHUYECKUM Y B3POC/bIX
W, KaK NpaBuAO, OCTPLIM U CAMOKYNMPYIOWMMCS Y AeTEl.
Pa3mep cenesenku HopManbHblii. Mpu AuarHocTuke Apy-
rMe paccTpoiicTBa He06X0AMMO CKIKUMTD Ha OCHOBE Bbi-
6opouHbIX TecToB. JleyeHue BKKOYAET B cebs1 KOpTHKOCTE-
POMADI, CNNEHIKTOMMIO, UMMYHOAENPECCAHTbI M AFOHUCTbI
TpoM6oN03THHA. B cnyyae KpoBOTEueHHs, yrpoxalolLero
IS KM3HM, HEOGXOAUMO Ha3HAYUTb NEPENUBaAHUA TPOM-
60LMTOB, BHYTPUBEHHBIX KOPTHKOCTEPOUAOB, BHYTPUBEH-

Horo antu-D ummyHorno6ynuHa u BBUT.

UTI 06bI4HO BO3HMKAET B pe3ynbTaTe AeiCTBUS
ayTOAHTUTEN, HanpaBNEHHbIX NPOTUB CTPYKTYPHbIX
aHTureHoB TpombouuToB. B petctae MTII, ayToaH-
TUTENO MOXET DbITb CBA3aHO C BUPYCHBIMU aHTUre-
Hamu. Tpurrep y B3pOC/bIX HEU3BECTEH.

CMMNTOMBI M NPU3HAKK

CMMNTOMaMM W Npu3Hakamu ABAAKOTCS MeTe-
XWM, Nypnypa M KPOBOTEYEHME CIM3NCTOIA. XKeny-
JLO4HO-KHMLLEYHbIE KPOBOTEYEHMS W reMaTypus npu
WTN sBnqtoTca peakoctbio. CeneseHka He ysenu-
YEH, 33 UCKIOYEHMEM ClTy4aeB 3apaxeHus conyT-
CTBYIOWEN [ETCKOW BMpYCHOW MHbekumeid. UTM
TakKe CBS13aHa C MOBbILEHHBIM PUCKOM TPOMO03a.

JLimarHocTuka

= 06wWwuit aHanu3 kpoBm C TpOMOOLMTAMM, MA30K
nepudepuyeckoit KpoBu.

= B HekoTopbiX Cyyasx acmupaumst KOCTHOTO
Mo3ra.

= McKnioueHne [pyrux TpOMOOLMTONEHUYECKMX
3aboneBaHmil.
UTM nopo3peBatoT Yy MALMEHTOB C M30/MpO-

BaHHOW TpOMBOUMTONEHMEl (T.e. B OCTANbHOM

HOpPMasbHblii  06WMIA aHanu3 KpoBM M Ma3ok

nepudepuyeckoil kposw). TNockonbky OTCYTCTBY-
t0T KOHKpeTHble nposienenns WTII, T0 npuymHbl
W30/IMPOBAHHOH TPOMBOLMTONEHUM  (Hanpumep,
NlekapcTea, ankoronb, numdonponndepatueHbie
3a6oneBaHus, ApyrMe ayToMMMyHHble 3abonesa-
HWS,, BUPYCHbIE MH(DEKUMM) [OMKHBI ObITb UCKIIO-
YeHbl MPU MPOBELEHUN KIMHUYECKOH OLEHKM W
TeCTMpoBaHus. Kak npasuno, 60NbHbIM Ha3HauatoT
WUCCNe0BAHMS KOArynsLuu, neyeHouHble npobbl U
aHanmsbl Ha renatut C u BUY. TecT Ha aHTUTPOM-
BoumTapHble aHTMTENa SBSETCS HECCMbICTEHHbIM
NSt BMArHOCTUKM U JIEYEHMS.,

[Lnsi NOCTaHOBKM AMarHo3a UCCNefoBaHus KOCT-
HOrO MO3ra He TpebyeTcs, Ho ero CleflyeT npose-
CTW B C/ly4asix, KOTAA B KPOBM MM Ma3Ke KpOBU B
LONONHEHMe K TPOMOOLMTONEHNUM OBHAPYXeHbl
aHOMaNUu; Korda KIMHMYeCKUe NpU3Haku He AB-
NAKTCH TUNMYHBIMU; €C/IU NALMEHTbI HE PearupyioT
Ha CTaHZapTHble METOAbI NeyeHus. Y naumeHTos
¢ UTMN uccnepoBaHue KOCTHOTO Mo3ra BbiSBASET
HOPMa/IbHOE MW HEMHOTO MOBBILIEHHOE YWCIO
MErakapuoLMTOB B OCTanbHOM HOPMasbHOro 06-
pa3Lia KOCTHOTO MO3ra.

Mporuos

[leTn  06bIYHO  BbI3AOPABAMBAIOT CMIOHTAHHO
(Baxe OT TAXenol TPOMOOLMTONEHNUH) B TeUeHue
HECKONbKUX HeZEeNb UK MECALIEB.

Y B3pOC/IbIX MOXET BO3HUKHYTb CMIOHTaHHas pe-
MMCCHS, HO 3TO PEKO NPOMCXOAMT NOCTIE NEPBOrO
rofa 3abonesanus. OHAKO Y MHOMMX NALMEHTOB
3abonesaHne npoTekaet B MArkoid Qopme (Te.
konuuectBo Tpomboumto >30 000 /Mkn) ¢ MUHK-
MafibHbIM KPOBOTEYEHWEM MW BOOOLLE 6e3 Hero;
Takue CTyyau BCTPEYaloTCs vallle, YEM CYMTANOCh
paHee, MHOTWE 13 HUX, paHee 0BHAPYXEHHbIE MpH
ABTOMATM3MPOBAHHOM MOACYETE  TPOMBOLMTOB,
ceiiyac onpemenstTca C MoMOlLblo 0BILEro aHa-
nm3a KpoBu. Y apyrix 6o/bHbIX HAbNAAeTC 3Ha-
YMTENbHAS CMMMTOMATMYECKast TPDOMOOLMTONEHMS,
XOTS C/Ty4alt OMacHbIX 1Sl KM3HW KPOBOTEUEHMIA U
CMEpTH peKu.

Jleuenne
= [epoparbHble KOPTUKOCTEPOUBI.
= BHyTpMBEHHBIA MMyHOrN0bynuH (BBUT).
w BHYTpMBEHHbIN aHTU-D UMMYHOTNI06YMH.
= CnneHskTomus.
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u AroHucTbl TpoM6ON03THHA.

u Putykcumab.

= [Ipyrne MMMyHOZENPECCaHTL.

u [lpn TsKenbix kpoBoTeueHusx: BBUI, BHyTpu-
BEHHOe BBefeHWe aHTU-D UMMyHOrnobynuHa,
BHYTPUBEHHOE BBELEHWE KOPTUKOCTEPOUAO0B
W/Mnn nepenuBaHue TpoMOOLIMTOB.

B3pocibiM C KpOBOTEYEHWEM M KONWYECTBOM
TpombouutoB <30 000/MKN Ha HavanbHOM 3Tane
06bI4HO HA3HAYAKT NepopanbHble KOPTUKOCTEpO-
Wbl (HanpuMep, NpesHu3oH 1 Mr/kr nepopansHo
1 pa3 B JeHb). AnbTepHaTHBOI (HO MeHee 3ddek-
TUBHOH) KOPTUKOCTEPOMAHOMY DEXMMY SBNSETCS
AekcametasoH 40 Mr nepopanbHo 1 pas B [JeHb
B TeyeHue 4 fHeit. Ecm npucyTcTByeT cunbHoe
KpOBOTEYEHWE UM eCTb HeobXoaMMOCTb BbICTPO
YBEMYUTb KONMYECTBO TPOMBOLMTOB, TO K KOp-
TUKOCTEpOUAaM MOXeT BbiTb f06aBneH BBUT uamn
BHYTPMBEHHbII aHTU-D uMMyHOro6yAuH. Y 60b-
WMHCTBA NALUMEHTOB KOMMYECTBO TPOMBOLMTOB
YBENMUMBAETCA uYepe3 2-4 Hefenu; OfHaKo npu
MOCTENEHHOM YMEHbLUEHUU MPUMEHEHUS KOPTH-
KOCTEPOMAA Y MaUMEHTOB BO3HWKAET pPeuuauB.
MoBTOPHOE NeyeHne KOPTUKOCTEPOUAAMU MOXET
6biITb IQMEKTUBHBIM, HO YBENMYMBAET PUCK NO-
BouHblx 3(GdekToB. [lpUeM KOpTUKOCTEpPOMAOB
UlenyeT NpeKpaTuTb Mocne MepBbIX HECKOMbKMUX
MECSLEB; HYXHO MONpobOoBaTh Apyrve npenaparsl
151 U36EXKaHMS CNEHIKTOMUM.

Mpu CMNEHIKTOMUU MOXHO [OCTUYb MOMHO
PEMUCCUM MPUMEPHO Y [IBYX TPeTeil MauMeHToB
C PeuuamBoM, Ho, Kak MPaBuMio, OHa MPOBOAMTCA
00NbHBIM C TXeNoi TpoMOOUMTOMEHMeEN, Kpo-
BOTEYEHMAMU U MOXET HE NOAXOAMTb 6OMbHBIM C
nerkoii dopmoii 3abonesanus. Ecm Tpombouu-
TOMEHWI0 MOXHO KOHTPONMPOBATb MPW MOMOLLM
MEAMKAMEHTO3HOM Tepanuu, CNNEH3KTOMMIO YacTo
OTKNaZbIBalOT Ha 6-12 MecsLes, ytobbl obecne-
YUTb BO3MOXKHOCTb CIOHTAHHOM PEMUCCUM.

BTopas nMHUS MEAMLMHCKOI Tepanuu npeaHa-
3Ha4YeHa 1S MaUMeHTOB, KOTOpblE CTPEMATCS OT-
NOXUTb CNEHIKTOMMIO B HAAEXIE HA CMIOHTAHHYHO
PEMUCCHIO; TEX, KTO He ABNAETCS KaHAMAATaMU AN
CMNEHIKTOMUM UNW OTKA3bIBAETCH OT Hee, U Tex,
NS KOTO CNeH3KTOMUS HeapdekTuBHa. Y Takux
MALMEHTOB, KaK NPaBWIo, KOMMYECTBO TPOMOOLM-
108 <10 000 go 20 000/mKn (4, cnesoBaTenbHo,
MOABEPXEHbI PUCKY KPOBOTEYeHWS). BTopas nuHus

ME[IMLIMHCKOI Tepanum BKKOYAET arOHUCTbI TPOM-
60no3TUHA, PUTYKCUMAb M ipyrie MMMyHoaEenpec-
CaHTbl. YpoBEHb BOCTIPUMMYMBOCTU K ArOHMCTaM
TPOMBO3TUHA, TaKUM KaK POMMMNACTUH (BBOAMTCS
ot 1 go 10 mkr/kr nogkoxHo 1 pa3 B Hezento) u
ansTpombonar (o1 25 A0 75 Mr nepopanbHo 0auH
pa3 B AeHb), bonee 85%. TeM He MeHee, arORUCTbI
TPOMBO3TMHA HYXHO BBOAWTb HEMPEPbIBHO, YTOOMI
noaaepxueatb ynucno Tpomboumntos >50 000 /
mKn. BocnpummumnsocTs K putykcumady (375 mr/m2
BHYTPMBEHHO 1 pa3 B Heenio B TeueHue 4 Hepenb)
nocTuraet 57%, Ho TobKO 21% B3pOC/bIX NaLyMeH-
TOB OCTAIOTCSA B peMuccm mocne 5 neT. MaupmeHtam
C TAXENOW CMMMTOMATMYECKOI TPOMOOLMTONEHH-
eli, He BOCTIPUMMUMBLIM K [IPYTUM Mpenaparam,
MOTYT NoTpeb0BaTbCA MHTEHCMBHbIE MMMYHOCY-
Mpeccu € TakUMM NIeKapcTBaMy, Kak umknodoc-
Gamma v a3aTMOnpHH,

[leTam, KaK npaBuno, Ha3HaualoT NOAAEPXKMBA-
folee neyerme, T.K. GONbLIMHCTBO U3 HUX BbI3f0-
PaBJMBAET CMOHTAHHO. [laxe Mocie HECKOMbKMX
MECALIEB WM NIET TPOMOOLIMTONEHUM Y BOMbLINMH-
CTBa fieTel HabMIOAAIOTCS CMOHTAHHBIE PEMMCCUN.
lpy BO3HMKHOBEHMM KPOBOTEYEHWI CIM3UCTOM
MOTyT ObiTb Ha3HaueHbl KOPTUKOCTEPOMAbI MM
BBWI. MpumeHenne koptukoctepouaos u BBUT
ABNSETCS CMIOPHBIM, TK. YBENMUMBLLEECS KOMYeE-
CTBO TPOMBOLMTOB MOXET HE YNYuWMTb KIWHH-
yeckuit ucxod. CnneHsktomMmus [eTaM [enaetcs
peako. OfHako ecn B TeyeHue 6 u Bonee mecs-
LieB HabMioaaeTca TAKENas CMMMTOMaTMyeckas
TPOMBOUMTONEHMS, TO HAuMHAIOT PACcCMaTpUBaTh
BO3MOXHOCTb POBEEHMS CTIEHIKTOMMM.

Y peteit u B3pocibix ¢ UTI 1 onacHbiMK Ans
U3HW KPOBOTEYEHMSIMM BbICTpas darouuTapHas
6nokaga aocturaeTcs npumeenunem BBUT 1 r/ kr
1 pa3 B cyTku B TeyeHue 1-2 aHelt uam 1 no3bl
BHYTPMBEHHO aHTU-D MMMyHOrnobynmHa 75 MKr/
Kr. 3Ta npolieaypa 0bbIYHO BbI3bIBAET YBENUUYEHME
KonMYecTBa TPOMOOLMTOB B TeueHue 2-4 aHeil, Ho
3TOT YPOBEHb COXPAHSIETCS WLLIb B TEYEHME BCETO
2-4 Hepenb. BbiCOKOA03MPOBAHHbI MeTMANpes-
HM30M0H (1 r BHYTpMBEHHO 1 pa3 B CyTky B Teue-
Hue 3 nHeil) neweene BBUI wau BHYTPUBEHHOMO
aHTM-D umMmyHornobynuHa, bonee npocT B npume-
HeHuu, Ho MeHee 3ddekTuseH. MaupneHtam ¢ UTN
M OMACHBIMM LIS XM3HU KPOBOTEYEHUAMM TaKXKe
Ha3HaualoT nepenuBaHua TpoMboumTOB. Mepenu-
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BaHMe TPOMOOLMTOB HE UCMOMb3YHOT B Npodunak-
TUYECKMX LieNSIX.

MepopanbHble  kopTukocTepomabl, BBUT
WU BHYTPUBEHHBIA aHTU-D MMMyHOrNObYNMH
TAKXE MOTYT MPUMEHSTbCS NPU BPEMEHHOM
MOBBILIEHUM KONUYECTBA TPOMOOLUTOB, HEOB-
XOMMOM MpY yaneHuu 3y6os, podax, Xupyp-
TMYECKUX BMELIATeNbCTBaxX UM APYrux WHBA-
3MBHbIX NpOLeaypax.

KnioueBble MOMEHTbI

= IMMyHHas cucTeMa paspyliaet LMpKyampy-
folwpe TpOMOOLMTBI U B TO e BpeMs atakyet
MerakapuoLMTbl KOCTHOTO MO3ra, TeM CaMbiM
MOHWXast NPOM3BOACTBO TPOMBOLMTOB.
[lpyrve npuunHbl  M307MPOBAHHOM TPOMOO-
LMTONEHUW (HanpuMep, NeKapcTea, ankorofb,
numdonponmdepatuBHble PaccTporCTBa, ayTo-
MMMyHHble 3360/1€BaHWS, BUPYCHbIE MHDEKLM)
LOMKHbI GbITb UCKAKYEHBI.

Y feteii 06bIYHO BO3HMKAKOT CMOHTAHHbIE pe-
MUCCHW; Y B3POCIbIX CMIOHTAHHAS PEMUCCHA MO-
KET HACTYNUTb B TEYEHWE NePBOro roda, nocie
rOf1a OHa MaNoBEPOSTHA.

Koptukoctepouapl (a uHoraa BBUT unu BHyTpU-
BEeHHbI aHTU-D MMMyHOrN06yMH) sBAAIOTCS
MepBoi IMHMEA NeYeHns KPOBOTEYEHUS WUu
TSHKENOM TPOMOOLUTONEHNMN.

MposeneHue cnneH3kToMuM 3PHEKTUBHO, HO
ee Ha3HaYalT NaLMeHTaM, Y KOTOPbIX MenKa-
MEHTO3Has Tepanua HeaQMeKTUBHA, Unu TeM, y
KoTOpbIx BoNe3Hb CoxpansieTcs nocne 12 mecs-
LieB Tepanum.

MepenvBatue  TPOMOOUWTOB  MpUMEHSETCS
TONIbKO NPY HaM4MM OMACHOTO 1S XKU3HM KPO-
BOTEYEHMS.

TPOMBOLUMUTONEHUA, BO3HU-
KAKOLWASA U3-3A CEJIE3EHOY-
HOU CEKBECTPALIUU

MoBblWeHWe Cene3eHOYHOM CeKBeCTpaLmuu
TPOMBOLMTOB MOXET NPOMCXOAUTb BCIEACTBUE
Pa3NIMYHbIX PACCTPOWCTB, BbI3bIBAKOWMX Crine-
HOMeranuo. Xots TpOMBOLMTONEHUS Npy LMp-
po3e (BSI3aHa C COKPaLleHWeM NpoW3BOACTBA
TPOMBOMO3TMHA B MeEYeHW (M MocneaytLwmm
yMeHblieHneM 00pa3oBaHus TPoMOOLMTOB),

TpOMOOUNTBI  CEKBECTUPYIOTCA NpU  APYruX
(hopMax 3acToiHOM CNeHOMEranuu.

Konuuecteo  TpombouuToB 06bi4HO  Bonee
30 000/MKkn, noka paccTpOWCTBO, Bbi3blBatoLLEE
CMNEHOMEraunio, Takke He YXYAWaAeT BbipaboTky
TpoM6OUMTOB (Hanpumep, npu  Muenodubpose
C MuenoupHoi Metannasueld). CekectupyeMmble
TPOMOOUMTBI  BbICBODOXAAKTCS M3 CENe3eHKU
npy NOMOLUW aAPeHaNnHa W, CNefOBaTeNbHO, MO-
ryT 6biTb JOCTYNHbI BO Bpems cTpecca. Moatomy
TpOMBOUMTONEHNS, 00yCNOBNEHHas TOMbKO Cene-
3EHOYHBIM CEKBECTUPOBAHMEM, PEAKO Bbi3bIBAET
KpoBoTeueHue. Y 60/bHbIX C HOPMaNbHOM BYHKLM-
el MeyeHun CNNeH3KTOMUS KoppekTupyeT Tpombo-
LIMTOMEHMIO, HO CMIEH3KTOMMIO Ha3HAYakoT TOMbKO
Mpy TAXENON TPOMOOLMTONEHNM U3-33 MOPAKEHMS
KOCTHOTO MO3ra.

APYTUE MPUYUHDI
TPOMBOLUTOMEHUU

Paspywenue TpoMGOLMTOB MOMET pasBuBaTbCs BCIEn-
CTBME MMMYHONOTMYECKMX NPUYMH (BUPYCHAA UHGEKLMS,
NeKapCTBa, HapyIWeHUs COAMHUTENLHON TKAHU AU IUM-
tonponudepatusHbie 3a60neBaHKs, NepenuBaHue Kpo-
BM) MM HEUMMYHONOTMYECKUX MPUYMH (CENCUC, OCTPbIi
pecnupatopHbii  AucTpecc-cuiapom). Cumntomamu 3a-
GoneBaHus ABNAKTCA NeTexuu, Nypnypa, KPoBoTe4eHHUe
CM3uCTOi. Pesynbratbl nabopaTopHbIX MCCNeA0BaKMiA 3a-
BMUCAT OT NPUUMHBI. AHAMHE3 MOXET BbITb €AMHCTBEHHBIM
yKa3aHMeM Ha AuarHo3. JleyeHue HanpaBeHo Ha Mcnpas-
JNeHne 0CHOBHOTO PacCTPOHCTBa.

OcTpblii  pecnMpaToOpHbIii  AUCTPECC-CUH-
ApoM. Y 60MbHBIX C OCTPbIM PECnUpaTopHbIM
AMCTPECC-CMHAPOMOM  MOXET PA3BUTbCS  HEUM-
MYHONIOTMYeckas TPOMOOLMTOMEHNS, BO3MOXHO,
BTOPWYHAS MO OTHOLEHWIO K HAKOMNEHUID TPOM-
BOLMTOB B JIETOYHBIX KanuApax.

MNepenuBanue KpoBu. [ocTTpaHChy3nOHHas
nypnypa Bbi3bIBAET MMMYHONOTMYECKUE Paspy-
WeHMs TPOMOOLUTOB, HEOTIMYMMbIE OT UMMYHHO
TpombouuTonerun (UT), 33 UCKNKOYeHUEM Hanu-
41 UCTOPUM NEPENMBAHUA KPOBY B TeueHue npex-
wecrsytowmx 7-10 aHeii. Y 6obHbIX, Kak NpaBuno,
KEHLUMH, HE XBATaeT TPOMOOLMTAPHOTO aHTUreHa
(PLA-1), npucyTcTBytoero y MHorux niogeit. MMe-
penuBaHue PLA-1-nonoxutenbHbiX TpOMOOLMTOB
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cTumynupyet obpasosaHue aHTU-PLA-1 awtuTen,
KoTopble (TpY NOMOLLM HEM3BECTHOTO MEXaHM3Ma)
MOTYT BCTynath B peakumto ¢ PLA-1-otpuuatens-
HbIMW TPOMOOLMTaMM NaLMeHTa. Taxenas Tpombo-
UMTONEHNS CMAfiaeT nocie 2-6 Hefenb Tepanmu.
Jleyenne ¢ nomowpto BBUT obbluHO npoxoamut
yCnetwHo.

3aboneBaHMA COEAMHUTENIbHOW TKaHU M
numdonponudepatusHbie  3aboneBauus.
3aboneBaHusi COROMHUTENbHOM TKaHW (HAanpuMmep,
CKB) unu numtonponudepaTvsHble 3abonesanus
MOTYT Bbi3blBaTb MMMYHOJIOMMYECKYIO TPOMBOLM-
ToneHuto. KopTukoctepouabl 1 06bluHble METOLbI
neyermns UTI asngioTca SQOEKTUBHBIMU; NeYeHUe
0CHOBHOrO 3aboneBaHua He BCeraa Npoanset pe-
MUCCHIO.

WmMyHOnorMueckue paccTpoiicTBa, Bbl-
3BaHHble JIeKapCTBaMMU. [1penaparbl, Bbi3blBato-
e TPOMBOLMTONEHMUIO, BKKYAIOT:

o XUHUH;
« TpumeTonpum/cynbhameTokcason;
* Wnrubutopel rukonpotenna llb/llla (Hanpu-

Mep, abumkcumab, antudmbatua, TMpopuban);

* MapoxnopoTMasmg;
+ Kapbamazenuh;

* AuetaMuHodeH;

« Xnopnponamuga,

o PaHUTUONH;

o Pudamnun;

o BaHKOMULMH.

TpoMbOLMTONEHMS, BbI3BaHHAS MpenapaTtamu,
06bIYHO BO3HMKAET, KOrZa npenapart, CBA3aHHbIA
¢ 06pa3oBaHueM TPOMOOLIMTOB, CO3LAET HOBBI
«YYXO¥» aHTUTEH, BbI3blBas UMMYHHYIO peakLyio.
370 paccTpoiicTBO He oTnnyaetc oT UTT, 3a uc-
K/lo4eHMeM ucTopuu npuema nekapcts. Korga
ynotpebneHne mpenapata npekpallaeTcs, Koau-
YeCTBO TPOMOOLMTOB 0OBIYHO HAUMHAET YBENUYH-
BaTbCs B TeueHue 1-2 OHeil M BOCCTaHaBAMBAETCA
J10 HOPMaJIbHOTO B TeYeHue 7 AHeN.

[enapuH-uHAYUMpOBaHHAs TPOMOOLMUTONEHUS
(TUT) otmeuaetcs y 1% naumeHToB, NoNyYaBLIMX
HedpaKUMOHMPOBaHHbIA remapuH. TUT  moxet
BO3HMKATb [AXe MpU 0YeHb HM3KMX [03aX rena-
PUHA (HampuMep, MPU MCMONb30BAHUM B Kaue-
CTBE MPOMBbIBKM MPU COXPAHEHWM BHYTPUBEHHOTO
WM BHYTPUAPTEPUANIBHOTO KaTeTepa OTKPbITbIM).
3T0T MexaHu3M, KaK MpaBuno, ABNSETCS UMMYHO-

nornyeckuM. KpoBoTeueHue BO3HMKaeT penKo;
yalle 0bpasyeTcs ype3MepHOe CKOMNeHMe TPOM-
OouuTOB, NpUBOASLIEE K 3aKymOpKe COCYLOB,
KOTOpas NPUBOJMT K apTepuanbHOMy M BEHO3HO-
My TPOM603y U MOXeT ObiTb OMaCcHa ANS KWU3HK
(Hanpumep, TpoMbO3MOONMYECKME  OKKMHO3MM
apTepHii KOHEYHOCTEH, MHCYNLT, OCTPbIA MHGApKT
MMOKapza). [TpuMeHeHue renapuHa BOMKHO ObiTb
npeKpaLLeHo Y Mtoboro naumeHTa, y KOTOporo no-
ABNAETCS TPOMOOLMUTONEHMS, UM Ybe KOMUYECTBO
TPOMOOUMTOB yMeHbluaeTcst bonee yeM Ha 50%.
lpekpalLeHue Cnonb30BaHKs renapuHa SBAseT-
s 006913aTeNbHbIM. [1191 BbIIBNEHMS aHTUTEN K re-
MApHHY, CBSI3aHHBIX C TPOMOOLMTAPHBIM (aKTOpOM
4, NpoBOAATCS TecTbl. AHTUKOAryNALMS Herenapu-
HOBbIX QHTUKOAryNSHTOB (HanpuMep, apratpobaH
6uBanupyauH, GorganapuHykc) He Tpebyetcs no
kpaiHeit Mepe 0 BOCCTAHOB/IEHUS TPOMBOLMTOB.
HuzkomonekynspHblit renapud  (HMI) sBagetca
MeHee UMMYHOTeHHbIM, YeM HepaKLMOHMPOBaH-
Hblii renapuH. HMI He MoxeT ObiTb MCMONb30BaH
ANS NPefoTBPaLLEHNS CBEPTbIBAHMS Y MaLMEHTOB
¢ TUT, notomy yto 6onblwmHCTBO [WT aHTMTeN ne-
pekpecTHo pearupytot ¢ HMI

WUnderumn. BNY-nHdekums MOXET Bbi3biBaTh
MMMYHONIOTMYECKYI0 TPOMOOLMTONEHMIO, HEOT M-
yumyto o1 UTT, 3a uckovennem casm ¢ BUY.
KonnuectBo TpoMBOLMTOB MOXET YBENWUMBATLCSA
npyu ynotpebneHun raokokopTukonaos. OpHa-
KO MHOKOKOPTMKOMABI YACTO OTKNafblBaKT (eCu
konnyectBo TpombouuToB nagaet go <20 000/
MKn), TK. 3TM Npenapatbl MOTYT NPUBECTU K Aafb-
HelleMy CHUXEHWIO UMMYHHOM (yHKumu. Mocne
NIeYeHns NpOTUBOBMPYCHBIMM NpenapaTamu Konu-
4eCTBO TPOMBOLMTOB TaKXKe YBEIUYMBALTCS.

Bupyc renatuta C 00bl4HO CBS13aH C TPOM-
boumtoneHmeir. AKTUBHas MH(BEKUMS MOXeT co-
NpOBOXZAaTbCs TPOMBOLMTONEHWeH, KOTopas He
otnnyaetcs or UTI konmyectBoM TpoMOOLMTOB
<10 000/mkn. bonee msrkas cteneHb TpoMbOLM-
ToneHun (konuuectso TpomboumTos ot 40 000 go
70 000/mkn) MoxeT BbiTb CBSI3aHA C MOBpeXae-
HMEM MeyeHM, KOTOpOe CHWXAaeT MPOWM3BOLCTBO
TPOMOOM03TMHA; C TremMono3TM4yeckoro (aktopa
pOCTa, PerynupyloLLero pocT MerakapyouuToB ¢
NpOM3BOACTBO TPOMOOLMTOB. [€NaTUT-MHAYLMPO-
BaHHas TPOMOOLMTONEHWS BOCMPUAMUMBA K TOMY
e nevenuio, yto u UTTI.
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Dlpyrue uHdEKLMM, TakKe KaK CUCTEMHbIE BH-
pycHble MHGeKUMM (Hanpumep, BUPYC InwTeliHa
- bapp, uMTOMeranoBMpyc), pUKKeTCMo3Hble WH-
dekumy (HanpuMep, NATHUCTas mxopazka Ckanu-
CTbIX rOp) M BakTepUanbHbIi CENCUC, Kak MpaBuno,
CBS13aHbl C TPOMOOLMTONEHHEN.

bepemeHHOCTb. Mdrkas cTeneHb Tpomboum-
TOMEHMH, NPOTEKAIoWas HECCUMNTOMHO M BO3HU-
Kawowas B KoHue bepemeHHOCTM C 5% BeposT-
HOCTbIO (recTaumorHas TpombouuTonenms). Oxa,
KaK npaBuo, HecunbHas (ypoBeHb TPOMBOLMTOB
meHblwe 70 000/Mkn Habniopaetcs pemko), He
TpebyeT NeyeHns M NpoxomuT Nocie pofos. TeM
He MeHee TAXenas TPOMOOLMTONEHUS MOXET pas-
BUTbCS Y BepeMeHHbIx ¢ npeaknamncueit u XENMN
CMHIPOMOM (reMOMN3, MOBbIWEHHbIE MOKa3aTeNu
TeCT0B (YHKUMM NEYEHM, M HU3KUE TPOMBOLMTSI);
TakUM XEHLMHAM 00bIYHO HEODXOAMMbI HEME-
NeHHble pofpl. [lepennpaHne TpOMOOLMTOB B 3T
CMTyaUMM Ha3HauaeTca Mpu KonnyecTse Tpombo-
untoB <20 000 /mkn (wam <50 000/mkn npu Ke-
CapeBoM CeyeHum).

Cencuc. Cencyc Yacto Bbi3biBAaeT HEUMMYHO-
NOTMYecKyto TPOMOOLIMTONEHMIO, KOTOPast COOTHO-
CUTCA C TAKECTbIO MH eKumK. TpoMboLMTONEHHS
umeet Heckonbko npuumH: [BC, obpa3osaHue
MMMYHHbIX KOMMIEKCOB, KOTOPbIE MOXHO CBA3aTh
C TPOMOOLMTAMM, AKTUBALMS KOMMNIEMEHTA, OT/IO-
KEHWE TPOMOOLMTOB Ha MOBPEXAEHHON HAOTE-
NManbHOM MOBEPXHOCTM M anomnTo3 TPOMOOLMTOB.

TPOMBOTHUYECKAA TPOMBO-

LMTONEHUYECKAA NYPNYPA U

FTEMOJNINTUKO-YPEMUYECKUNU
CHHAPOM

Tpom6otuueckas nypnypa (TTI) u remonuTHKO-ypemuye-
ckuit cuippom (TYC) ABNAIOTCA OCTPbIMM, CKOPOTEUHBIMU
3a60N€BaHNUAMK, NS KOTOPbIX XapaKTepHa MMKpOaH-
ronatMyeckas TPOMOOLMTONEHUS M reMonMTHYecKas
aHemus. [lpyrue nposiBneHMs MOryT BKAKMaTh B ce6s
M3MEHEHHE CO3HAHUA W NOYEYHYI0 HEAOCTATOYHOCTD. [ing
MVMArHOCTUKM Heo6XoauMo npoBeieHue NabopaTopHbIX
TECTOB, AEMOHCTPUPYIOWMX XapaKTepHble HapylleHus,
B T.4. KymBc-oTpULaTenbHy reMONMTUYECKY0 aHEMMIO.
JleyeHne BKntouaeT nnasmadepes U KOPTUKOCTEPOUADI Y
B3POC/IbIX M NOAAEPKUBAILLLYIO TEPANHIO (MHOTAQA BKIAHO-
yas remopmanus) y aeteil.

Narodusuonorus

TTN » TYC BKNKYAKOT HEMMMYHONOTMYECKOE
pa3pylueHne TpombouuToB. OroneHHble TpomMbo-
uMTbl U GUOPUH HAKANIMBAKTCS B HECKOMbKUX
MeNKuX COCYHaX W MOBPEXLAT MPOXOAdLMe
TPOMOOUMTBI U 3PUTPOLMTBI, BbI3bIBAS 3HAUUTENb-
HYI0 (MeXaHWyeckyt) TPOMOOLMTONEHUIO U aHe-
M. TpoMOOUMTBI Takke MOTPebAsoTC BHYTPH
HecKonbkux HebonbluMx TPOMOOB. B HekoTopbIx
OpraHax pa3BMBaOTCS yMepeHHble TPOMObI C y4a-
ctveM (akTtopa Bunnebpanpa (OB) (6e3 creHku
cocyna C rpaHynouuTapHoi uHdunbTpaumeid no
TNy BackynuTa), 06pasylolmecs B Mepeylo oye-
pefb B APTEPUOKANMANADHBIX Mepexofax, Onu-
CaHHble KaK TPOMOOTUYECKas MMKPOaHrMonaTwsl.
BepostHee Bcero, bynyT 3aTpoHyTbl MO3, CepaLe
1 0C0BEHHO MOYKY.

TTN n TYC oTnyatoTcs rmaBHbIM 06pa3oM OTHO-
CUTENbHOM CTENeHbI0 MOYEYHO HEJOCTaTOYHOCTH.
Kak npasuno, 3abonesaHus y B3pOCIbIX OTHOCST
K TTT 1 OHM peaKo CBSI3aHbl C MOYEYHOH Hemo-
cratoyHocTbro. [YC Mcnonb3yetcss ans onucams
PaCcCTPOACTBa Y fieTel, KOTOPOe 0BbIYHO BKKOYAET
MOYEYHYK HeAOCTaTOUHOCTb.

JTHonorus

Detn. B 60nbluMHCTBE CTy4aeB BO3HMKAET
OCTpbIii reMopparuyeckuit KonuT B pesynbrate
pevictus LLuea-TokcuHoB BakTepuid (Hanpumep,
KkuweyHas nanoyka 0157: H7, HekoTopble WTam-
Mbl duzeHmepuu LLuzenna).

B3powuible. MHOMO CllyyaeB HESCHOTO MpoMC-
XOX[EHHS. VI3BeCTHbIE NPUYMHBI BKIHOYALOT:

* npenapatbl - XMHUH (Haubonee pacnpocTpa-
HeHHbI), UMMYHOLENpPeccanTbl M npenaparsl
XMMMOTEPANMKM Paka (HaNpUMep, LUMKIIOCOPUH,
mutoMuLmH C);

+ HEPEMEHHOCTb (YaCTO HEOTMYMMA OT TAKENO
Mpe3KNaMnCuM Unu 3KNaMncum);

* reMopparuyeckuit KONUT u3-3a KuweyHol na-
no4ku 0157:H7.

Mpenpacnonarawiwmum GakTopoM Ans MHO-
TUX NMALMEHTOB ABNSETCS BPOXAEHHBIA WM
npuobpeTeHHblit feduuuT GepMeHTa nnasmel
ADAMTS13, koTopsbiit pacwennsetr ®B, Takum
00pa3oM yCTpaHss aHOMasnbHO 6osbLne MySb-
Tmepbl OB, KOTOpble MOrYT BbI3BaTb TPOMBO-
LMTapHble CrycTku.
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CMMNTOMBI M NPU3HAKK

[pOSIBNEHMS MWEMUK Pa3BUBAKOTCS C Pa3Nny-
HO CTENEHbIO TAKECTU B HECKOMbKMX OpraHax. It
MPOSIBNIEHNS BK/KYAKT CNAbOCTb, CMYTAHHOCTb CO-
3HaHMS UM KoMy, BOMb B XXMBOTE, TOLIHOTY, PBOTY,
[AMApelo M apuTMHIO, BbI3BaHHYKD MOBPEXIEHUEM
MUOKapAa. Y AeTeid, Kak npaBuno, BO3HWKAeT pBo-
Ta, 60U B XKMBOTE, MOHOC (YaCTO KPOBaBbIi). Mo-
KET NOAHATLCS HeboNbLIas TeMnepaTypa. Bbicokas
Temneparypa C 03H000M He BO3HMKaeT npu TT[1
uim TYC u yka3biBaeT Ha cencuc. CMMNTOMbI ¢
npu3naku TTI 1 TYC Hepa3nnumMmbl, Kpome Toro,
4YTO HeBponoruyeckue cumntombl npu MYC BCTpe-
YaloTCs pexe.

AuarHocTuka
w 06wwuit aHanu3 kpoBm C TPOMOOLMTAMM, MA30K
nepudepuyeckoit Kposu, Tect Kymbea.
= VicknioyeHne apyrux TpoMOOLMTONEHMYECKMX
3aboneBaxmil.

TTN » TYC nogo3peBakT y MALMEHTOB C Xa-
paKTEPHbIMKM CUMMTOMAMH, TPOMOOLMTONEHMEN W
aHemueit. Mpu nogo3peruun TTM n TYC 6onbHoMy
HeobX0oMMO Ha3HAuuTb PSL MCCNeNoBaHWiA, Ta-
KMX KaK aHanu3 MouW, Ma3ok nepudepuyeckoit
KpOBM, KOMMYECTBO PETUKYNOLMTOB, ChbIBOPOTKY
JAT, oueHka dyHKLMM NOYeK, CbIBOPOTOYHBIHA 6U-
nmpybuH (Npsmoit u Henpamoii) u Tect Kymbca. Ha
HanWuMe [MarHo3a yKasblBaloT CefylolLMe MoKa-
3atenu:

= TPOMOOLMTONEHHS U AHEMMS;
= (parMeHTUPOBAHHbIE 3PUTPOLMTBI B Maske

nepudepuyeckoit KpoBM CBUAETENLCTBYIOT O

MMKPOaHrMONaTUYeckoM TremMonu3e (LKM30UM-

Thl: LWAEMOBUAHbIE 3PUTPOLUTHI, TPEYrONbHbIE

3pUTPOLUTHI, AePOPMUPOBAHHbIE IPUTPOLIUTBI);

= Hannume reMonu3a (nageHue ypoBHs remMorno-

OMHa, MOAMXPOMA3Ns, MOBbILEHHOE KOMWYe-

CTBO PETUKY/OLMTOB, MOBbILEHHbIA YPOBEHb

NI v 6unmpybuHa);

= OTPULLATENbHbIA  NPSMOW  AHTUINOBYNMHOBBIN

(Kymbca) Tecr.

B npotBHOM Cnyyae HeobbsicHUMas TpoMOO-
LMTOMEHUS M MUKPOAHTMONAaTUYeCKas reMonnTy-
Yeckas aHeMuu SBASIOTCS AOCTAaTOYHbIM OCHOBA-
HMEM /1S NPesnoNOXMTENbHOMO AUAarHo3a.

MpuumHbl. XOTA NpUuMHbl (HanpuMep, uyB-
CTBUTENBHOCTb K XMHWHY) WA CBSI3b (Hanpumep,

6epeMeHHOCTb) ACHBI Yy HEKOTOPbIX MaLMEHTOB,
y 6onblumHcTBa BonbHbIX TTI - TYC nosBasetcs
BHE3arHO M CMOHTaHHO, 6e3 BUAMMOI Ha TO Mpu-
YuHbl. TTP-TYC yacto HepasnuumMbl faxe npu
BMONCHM MOYKM, M3-3a CMHIPOMOB, KOTOPbIe Bbl-
3bIBAKOT MAEHTUYHbIE TPOMOOTMYECKME MUKPOAH-
rMonatuu (HanpuMep, NPesKNaMNCus, CUCTEMHBI
CKNIEPO3, 3M10KAYECTBEHHASH TUMEPTEH3MS, OCTpbIE
OTTOPXXEHMS! NOYEYHOTO ANNOTPAHCMNIAHTATA).

Tect Ha akTBHOCTL ADAMTS13 Heobxomum na-
LmeHTam ¢ nogospennem TTM-TYC, 3a uckntoye-
HUEM [IETel, y KOTOPbIX AMAarHOCTUPYeTCs auapes,
cBa3aHHas ¢ IYC. Xota pe3synbTathl ADAMTS13 Te-
(Ta Ha HaYaNbHOE NEYEHMUE HE BIUSIOT, OHU BaXHbI
NS MIPOTHO3a.

AHanu3 kana (&ns KOHKPETHOW KyMbTypbl Ku-
weyHoll nanodyku 0157: H7 unn aHanu3 TokCUHA
Ulluea) Ha3HayaeTcs LeTaM C fuapeel, a Takxke
B3POC/IbIM, Y KOTOPbIX OblN KpOBaBbIl CTy. XoTa
OpraHu13M MOT M 0YUCTUTBCA OT TOKCMHA K MOMEHTY
aHanu3a.

Jleuenune
= [nasmadepes u KopTMKOCTEPOMALI AN1S B3POC-

JIbIX.

TUnMYHbIA CBA3AHHBIM C anapeeit NYCy peteil,
BbI3BaHHbIi  HTEpOreMopparuyeckoin  MHGek-
umeld, 06bIYHO MPOXOZMT CMOHTAHHO W NEYnTCs
npy MOMOLM MOALEPXKMBAIOLLEHA Tepanuu, a He
nnasmMadepesa; 6onee YeM NONOBMHE NALMEHTOB
HeobxoauM remMoamanus. B opyrux ciyyasx, Heus-
neyumble TTMN-TYC noytv Bcerna 3akaH4yMBatoTCs
cMepTenbHbIM ncxofoM. C nomolbto nnasMadepe-
33, 04Hako,601ee 85% B60NbHbIX BbI3A0PaBAMBAKOT
MOMHOCTHHO.

Mna3mMadepes NpoOBOAST eXE[HEBHO, NMOKa He
WUCYE3HYT NpU3HAKK 3360/1eBaHNMS (MHOMKATOPOM
ABNAETCS HOPMANbHOE KOMMYECTBO TPOMBOLMTOB,
KOTOPOE MOXET COXPAHATLCA OT HECKOMbKUX [HEH
[0 Heckonbkux Hegenb). BapoanbiM ¢ TTI Takke
Ha3HaualoT KopTukoctepouabl. [ns BoMbHbIX C
peuuanBamMu MoryT BbiTb 3DdekTMBHDI Goee MH-
TEHCUBHBIE MMMYHOCYMPECCMM C PUTYKCUMABOM.
BOMbWWHCTBO MALMEHTOB  UCMbITHIBAKOT TOMBKO
oauH 3nuzog TTT-TYC. Tem He MeHee peuuamBl
BCTpevatotcs npubausutensHo y 40% naumeHTos,
Y KOTOPbIX HabMI0AAeTCs Cepbe3Hblil AEDUUMT aK-
TMBHOCTM ADAMTS13, Bbi3BaHHbIA MHIMOUTOPOM
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ayToaHTuTen. launeHToB HyXHO ObicTpo 0bCne-
[L0BaTh, €U CUMNTOMBI YKA3bIBAKT HA Pa3BUTME
peuuavBea.

KnioueBble MOMEHTbI

= TPOMBOLMTBI M 3PUTPOLIMTLI PA3PYLIAIOTCA He-
MMMYHONOTMYECKM, YTO MPUBOAMT K TPOMOOLM-
TOMEHUM M aHEMMM; Y IIETelA YacTo BCTpeYaeTcs
MoYeYHast HeAOCTaTOUHOCTh.

= Y [IeTeid, Kak NpaBuno, NpyUUMHOI 3aboneBaHms
ABNSETCS remMopparuyeckuii KonuT, BO3HUKILMIA
13-3a LLueo TOKCMHNPOM3BOASLLEN bakTepum.

= Y B3pOCAbIX MPUYMHA 0ObIYHO CBS3aHA C aH-
Mtenamu npotve ADAMTS13 npoteasbl, HO
MOXET BbITb TaKKe CBSI3aHa C OMpeeneHHbIMU
npenapatamm, 6epeMeHHOCTbI0 U MHDEKLMOH-
HbIMM KONUTaMM.

= TUNMYHBIA  CBSI3aHHbIA € auapeeit TYC y
LeTeli 00blY4HO CMOHTaHHO MPOXOAMT C
noaaepxuBatlein Tepanueit, xota bonee
nonoBuMHe 3aboneBlwnx fAeTeit Tpebyetcs
reMofManus.

= B3pouibiM HeobxoamMbl nnasmadepes v Ha-
3HaYeHme KOpTUKOCTEPOULOB.

[emocras

femocTa3 npepacTasnseT coboi mpouecc ocra-
HOBKM KPOBOTEYEHUS 13 MOBPEXAEHHOM cocyam-
CTO CTEeHKM 1 TpebyeT B3aMMOIEMCTBIS COCYOB,
TPOMBOUMTOB M Mia3MeHHbIX dakTopos. Peryns-
TOpHble MeXaHW3Mbl YPaBHOBEILMBAKT MPOLECC
dopmMupoBaHMs TpoMOOB. HapylieHnsa cucteMbl
remMocTasa MOryT NPUBECTM K MOBbILLIEHHOM KPOBO-
TOYMBOCTM MM TPOMOO3aM.

Cocyauctble dakTopbi

CocynmcTble (akTopbl CHUXAHOT NOTEpU KPOBM
Npy TPaBMe Yepe3 Ba3OKOHCTPUKLMIO MECTHbIX CO-
CYLOB (HEMEfIeHHas peakums Ha TPaBMy) U CKa-
THe MOBPEX/EHHBIX KPOBEHOCHBIX COCYAOB MyTEM
3KCTpaBa3aLuy KPOBM B OKpyXxatoLLue Tkawu. Mpu
MOBPEXIEHUM COCYAUCTON CTEHKM MPOUCXOAAT
afre3vs U arperaums TpoM6oOLMTOB, 06pa3oBaHue
dubpuHa. Baaumopeiicteue TpoMboLUTOB C Ou-
6puHoM hopmupyeT TpoMO.

Tpomb6ouuTapHble daKkTopbl

Mpu NOMOWM Pa3NUYHbIX MEXAHU3MOB, K
KOTOPbIM OTHOCSTCS BbICBOOOX/AEMbIE 3HAOTE-
NMaNbHBIMK  KNETKaMM MPOCTALMKIMH M OKUCb
a30Ta, COXPaHAETCS TOK KPOBH, NPeAoTBpalLaeTcs
06pa3oBaHue TpOMOOLMTApHOrO CTa3a, pacluu-
PAKOTCS MHTAKTHblE KPOBEHOCHbIE cocyApl. Mpo-
W3BOACTBO 3TUX MELMATOPOB MPEKPALLALTCS Npy
MOBPEXAEHUM IHLOTENNS COCYAUCTON CTeHKM. B

3TUX YCNIOBUAX MPOUCXOAST aaresus TpOMOOLM-
TOB K NOBPEXAEHHOM UHTUME COCYLMUCTON CTEHKM
W GOpMMpOBaHWE TPOMOOLMTAPHBIX arperatos.
HauanbHas anresust TpoMOOLMTOB MPOMCXOAUT
k (aktopy Bunnebpanza (OB), cexpetnpyemo-
My 3HOOTENMANbHBIMU KNETKaMM B MepuBacky-
nspHbid MaTpukc. OB B3aumopeiicTyeT ¢ pe-
LenTopaMu Ha MOBEPXHOCTM TPOMOOLMTAPHON
MeMbpaHbl (rukonpotenH 1b/IX). TpombouuTsl,
MpUKPENeHHble K COCYAUCTON CTEHKE, aKTUBM-
PYIOTCS M BbICBODOXAAKOT MELMATOPbI U3 TPaHyN
XpaHeHus, BKtouas afeHosuHaudocdar (ALD).
[lpyrne  BUOXMMUYECKME U3MEHEHWs, Npouc-
XOLSWME B Pe3ynbTaTe aKTMBALMM, BKIKYAKT
rMaponu3 MeMbpanHbix Gochonmnumos, MHIMOM-
pOBaHWe afeHUNaTLLMKNA3bl, MOBUNM3ALMIO BHY-
TPUKNETOYHOTO Kanbuus v Gochopunmposaqme
BHYTPUKNIETOUHbIX MPOTEMHOB. ApaxupgoHOBas
kucnota npeobpasyetcs B TpoMOOKCaH A,; 3Ta
peakumsi TpebyeT yuyacTus LMKNOOKCUTEHasbl
HeobpaTMMO MHIMBMpYeTCs acnupuHOM M obpa-
TUMO MHOTMMW HECTEPOMAHbIMU NPOTUBOBOCNA-
nutenbHbiMu npenapatamu. ALD, TpombokcaH A,
W Lpyrve MeLuaTopbl MPOBOLMPYIOT arperauuio
LOMNOMHUTENbHBIX TPOMOOLUMTOB K MOBPEXAEH-
HOMY 3HLOTENWIO W aKTUBMPYIT MX. Elwe oauH
pelentop 0bpasyeTcs Ha MembpaHe Tpombouu-
TOB M3 raukonpotenHos |lb u llla. ®ubpuHoren
(BS13bIBAETCS C [IUKOMPOTEMHOBBIM KOMMIEKCOM
[Ib/Illa pacnonoxeHHbIx paaoM TPOMOOLMTOB K
COBMMHSET UX APYT C APYTOM.
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(6opKa 1 aKTUBaLWS KOAryNSLMOHHbIX KOMMNIEKCOB
1 06pa3oBaHye TPOMOMHA MPOXOAST Ha MOBEPXHOCTA
TpomboLyToB. TpOMOBUH NpeBpalLaeT GubpuHoreH B
ubpuH. Hut dubpuHa COEIMHSIOT arperupoBaH-
Hble TPOMOOLMTbI NSt COXPAHEHMS TPOMOOLMTApHO-
(MOPHMHOBOM reMOCTaTUYECKOM NPOBKM.

MakTopbl nnazmbl

[nasMeHHble QaKTOpbl CBEPTHIBAHUS KPOBM
BO30EMCTBYIOT AAPYT Ha Apyra C Leflblo Npou3BOA-
CTBa TPOMOMHA, KOTOpbIA npeBpalaer Gubpu-
HoreH B GubpuH. CBA3bIBaS M PacmpoCTpPaHSsSCh
OT reMocTaTyeckoi npobku, dubpuH ykpennser
TpOMO.

Mpu BHYTPEHHEM NyTU CBEPTbIBAHMS (akTop
XII, BbICOKOMONEKYNSPHbIA KMHUHOTEH, NpeKau-
KpeuH 1 akTueupoBaHHbiii daktop Xl (dakTop Xla)
B3aMMOZEICTBYIOT /1Sl MPOM3BOACTBA aKTMBMPO-
BaHHoro QakTopa |Xa u3 daktopa IX. Qaktop IXa
3ateM B3aumopeictyet ¢ daktopom Villa u npo-
KoarynsHTHeIMM  dochonunuaamu (npucyTCTByroT
Ha MOBEPXHOCTU aKTMBMPOBAHHbIX TPOMBOLMTOB
W KNETOK TKaHew) AN CO3AAHUA KOMNNEKCa, akT-

Bupytoero X. Mpu BHewHem nyTv daktop Vila u
TKaHeBOW (aKToOp HanpsMyto akTUBMPYHT GakTop
X (komnnekc (akrop Vlla/TkaHeBoit GakTop Takxe
aktusupyet Gaktop IX, puc. 144-1n 1abn. 144-1).

AKTVBAUMS BHYTPEHHETO WNM BHELHEro nyTu
CTUMyNMpYeT 06LWMIA MYTb CBEPTbIBAHMS, YTO NpH-
BOAMT K 06pa3oBaHmio dubpuHoBoro crycka. 06-
LKA NyTb AKTUBALMM COCTOMT U3 TPEX LUATOB:

1. AxtveaTop npotpombuHa BbipabaTbiBaeTcs
Ha NOBEPXHOCTU aKTUBUPOBAHHbIX TPOMOOLUTOB
TKaHEBbIX KNETOK. AKTUBATOP NpeacTaBnset coboii
komnnekc u3 depmeHTa, Gaktopa Xa u 2 kodakTo-
poB (dakTop Va u npokoarynsiHTHbI hoconunug).

2. AktvBaTop npoTpoMbWHa  pacuiennset
NpOTPOMOMH Ha TPOMOMWH M Aipyrue YacTuLipl.

3. TpoMOWH CTUMyAMpYeT CO3faHWe noauMme-
poB GubpuHa u3 dubpuHoreHa. TpoMOMH TaKxe
aktvsmpyet daktop XlII, depmeHT, katanuaupyto-
Wuii 0bpasoBaHue Honee CUbHbIX CBS3EM Mexay
COCEZHMMM MOHOMEpaMK (MBPUHa, TaK e Kak U
daxrop VIl v daktop XI.

Wombl Ca%* HeobxoauMbl B BONbIUMHCTBE pe-
aKumit 06pa3oBaHmMs TPOMOMHA (Caz"'xenampyro-

Vila
X ——>» IXa X
+
Xl —>» Xl, Vil ——> Vllla

I (npoTpombuH) Xa

+

Va

+
I1a (TpoMbuH) ®ochonunug,

1

Xllla

OubpuHoren ————> Oubpus —————>> [lonepeyHo CBS3aHHbI

Puc. 144-1. Kackag, caepTbiBaHmst Kposu

(GUOPUH (KOBaNEHTHbIN)
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HOMEP ®AKTOPA
WU ETO HA3BAHUE

MnasmeHHble hakTopbl
|
I

Vil

Vil

Xl

MpekannukpenH

BbicokomonekynapHbiii
KUHUHOTEH

Xl

Xl

Mpotenn C

MpotenH S

TABJ1. 144-1. KOMNOHEHTbI CBEPTbIBAEMOCTH KPOBU

CMHOHUMUYHOE
HA3BAHUE

®ubpuHoreH

lpotpombuH

lpeakuenepuH

lpokoHBepTHH

AHTMrEMODUNbHbIN
rnobynuH

®aktop Kpuctmaca

®axTop Crioapta-
Mpayspa

lna3meHHblit akTMBa-
TOp TpOMBONAACTUHA

aktop Onetyepa

(DakTop OuTumke-
panbaa

(aktop XareMaHa

OubpuHCTabunuanpy-
fowwuii aktop

NPUYUHA

MpeawectseHHK GubpuHa

TpenLecTBeHHMK TPOMBWHA, KOTOpbIi NpeobpasyeT GUOPUHOTEH B UOPUH,
TpoMO6uH aktusmpyer Gaktopsl V, VIII, X1, XI11; TpoMbuH B coeanHeHnu ¢
TPOMBOMOZYNMHOM aKTMBMPYeT npoTenH C

ButamuH K-3aBucumblii aktop

AxTuBMpYETCA [0 hakTopa Va, KOTopbIi C1yXUT KODAKTOPOM AN PepMeHT-
Horo dakTopa Xa B komnnekce haktop Xa/Va/docdonunmuapl, Kotopbiit
pacluennset NpoTpoMbuH, 06pazys TPOMOUH

TpuCyTCTBYET B Q-PaHyNax TpOMBOLMTOB

(DakTop Va MHaKTUBMPYETCA aKTUBUPOBaHHbIM MpoTenHoM C B KoMMAEKce ¢
NpOTeUHOM S

(BSI3bIBasCh C TKAHEBbIM DAKTOPOM, aKTUBMPYETCS U GOpMUPYET DePMEHTHbIi
KOMMOHEHT B koMnnekce Gaktopa Vlla/TkaHeBoro Gaktopa, KOTopblil akTUBH-
pyet GakTopsl X u X

ButamuH K-3aBucumblit Gaktop

AxTusupyetcs 1o GakTopa Vlla, cnyxalero kopaktopoM depmeHTHOrO dak-
Topa IXa B koMnnekce aktop 1Xa/Vllla/ docdonunuzpl, KoTopbili akTBMpYeT
(akTop X

KpynHblit kodakTop npoTewHa (kak v dakTop V)

Lnpkynupyet B nnasme B Kommnnekce ¢ Gakropom Bunnebpanaa

Kak u akTop VIlla, MHaKTMBMPYETCS € MOMOLLbIO aKTMBUPOBAHHOTO MPOTENHA
C B KOMNeKce € npoTenHoM S (kak v dakTop V)

AKTUBMPOBaHHbIA A0 hakTOpa IXa, YHKLMOHUPYET Kak GepMEHTHbIA KOM-
nnekc daktop IXa/Villa/docdonunmapl, Kotopbiit akTuBupyet daktop X.
ButamuH K-3aBucumblit Gaktop

AxTuBUpYETCA A0 BakTopa Xa, KOTOpbIf GYHKLMOHMPYET KaK (epMEHTHBIN
komnnekc daktop Xa/Va/dochonunuabl, KOTOPbIA pacLieniseT NpOTPOMOMH,
06pazys TpOMOMH

ButamuH K-3aBucumblit Gaktop

AxTusupyetcs 1o GakTopa Xla, KoTopbiii akTuBMpyeT haktop IX B peakuuy,
Tpebylouei uonos Cat*

YyacTByeT B peLMNpOKHOi PeakLiuv, B KOTOPOit aKTUBHPYETCA 0 KaNNMKpen-
Ha daktopom Xlla

Kak 1 kannukpeuH, katanuupyet danbHeiwyio aktvsauuio dakropa Xli 8
dakrop Xlla

Llupkynupyer kak 6roMonekynsipHblii KOMNAEKC C BbICOKOMOMEKYNAPHBIM
KMHMHOreHOM

LInpkynupyert kak GuoMonekynsipHbiit KOMNAEKC C NPeKanMKpeUHOM

Mpw akTvBaumm Ao haktopa XIla KOHTAKTOM C MOBEPXHOCTbIO, KAUKPEUHOM
uu apyrumu GakTopamu akTBMpYeT Npekanaukpent u Gaktop X1, 3anyckas
B MCKYCCTBEHHBIX YCTIOBMAX BHYTPEHHMIA NyTb CBEPTbIBAHNUS

Tpu aKTMBaLMM TPOMGHHOM KaTanu3upyeT Co3AaHue NenTUaHbIX CBs3eit
Mexay Monekynamu GuOP1Ha, YTo NOMOoraet cTabunuuposatb TPOMO

[py aKTMBaLWMM KOMNNEKCOM TPOMOUH ~ TPOMOOMOZYAMH MHTMOMPYET (Npy
HanuuMu cBoBOAHOTO NpoTenHa S v GochONMNMA0B) C NOMOLLbIO NPOTeoNM3a
KkoaKkTopHyto akTUBHOCTb GakTopos Villa u Va

ButamuH K-3aBucumblit Gaktop

LInpkynupyeT B nna3me Kak cBOBOAHBIA NPOTEMH S 1 Kak KOMMNIEKC NpOTeUH
S/C4b-cBA3blBatOLLMIA NPOTEMH AONONHSIOLEN CUCTEMbI

(B0BOAHBIA NpOTEMH S UCNONHSIET PYHKLMK aKTMBUPOBAHHOTO NpoTenHa C
yHKuMmM KodakTopa Ans

ButamuH K-3aBucumblii aktop
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HOMEP ®AKTOPA
WU ETO HA3BAHUE

CUHOHUMUYHOE
HA3BAHUE

(DakTopbl KNETOYHOI NOBEPXHOCTH

TkaHeBoit daktop

[poKoarynHTHble
(hochonmnuasl

TpombomopynuH

TkaHesoii Tpom6o-
MNACTUH

NPUYMHA

IBNSETCS MMNONPOTEMHOM, KOTOPbII KOHCTUTYTUBHO MPUCYTCTBYET Ha
MeMBPaHax HeKoTOPbIX KNETOK, BK/K0Yas NepuBackynsipHble pubpobaacts,
3MUTENMaNbHbIE KNETKM (HanpuMep, SNUTeNuanbHble KNETKM KOXM, aMHUOH,
KENYAO04HO-KMLLUEYHbIA 1 MOYENONOBOI TPAKTbI), A TAKXKE MUaNbHbIE KNETKH
HEpBHOI CUCTEMbI

MoKeT TaKxke NpUCYTCTBOBATb NP NATONOMMUYECKUX COCTOSHMUSX Ha aKTUBUPO-
BaHHbIX MOHOLMTaX W Makpodarax 1 Ha akTUBMPOBAHHOM SHAOTENNN COCYLOB
TIpUCYTCTBYET Ha HEKOTOPbIX OMYXONEBbIX KNIETKax

CoezuHsietcs ¢ GakTopoM Vlla, KoTOpbIit aKTUBU3UPYET BHELHMI NMyTb
Koarynsimm

Kucnble Gocdonmnuabl (8 0cHOBHOM dochaTamnceput) NpUCyTCTBYIOT Ha
MOBEPXHOCTY aKTUBMPOBAHHbIX TPOMOOLUTOB M KNETKAX APYIUX TKaHEH.
SIBnsieTca koMnoHeHToM KoMnnekca GakTop IXa/Vllla/bochonmnuapl,
akTMBMpYtoLLero GakTop X 1 koMnoHeHTOM komnnekca Xa/VA/bochonmnuabl,
aKTUBMPYIOLLEro NPOTPOMOMH

DYHKUMOHMPYHOT KaK IMNMAHAS NONOBUHA TKaHEBOTO (BakTopa

flBnSeTCs peLienTopoM NOBEPXHOCTU 3HAOTENUANBHOIM KNETKH, MECTOM CBS-
3bIBaHWS C TPOMBUHOM, KOTOPbIV NP B3aUMOZEICTBIM C TPOMBOMOZYNMHOM
aKTMBMpYeT NpoTenH C

LLMe areHTbl, HAMPUMEP, UMTPAT, STUNIEHANAMUHTE-
TPayKCyCHast KWCIOTa, UCMOMb3YHTCA B Npobupke
B KayecTBe aHTMKoarynaHtoB). ButamuH K-3aBu-
tMble (aKTopbl CBEPTbIBAHMS KpoBM ((akTopbl
1, VII, IX v X) He MOryT HOpManbHO CBA3bIBATLCA C
docdonunmnamu yepe3s Ca¥*mocTbi 1 Y4acTBoBaTh
B CBEPTbIBAHMM KPOBH, KOra hakTopbl CUHTE3MPY-
10TCS B OTCYTCTBME BUTaMMHa K.

XoTs MyTM CBEpTbIBAHMS KPOBM [OCTAaTOYHO
nonesHbl N9 MOHUMaHMUA MeXaHu3MOB M nabo-
PATOPHOW OLEHKW KOarynAUMOHHbIX HapYLLIEHWIA,
B ECTECTBEHHbIX YCMOBMSAX KOArynsiums MpeuMy-
LECTBEHHO MPOXOAMT BHEWHWM nyTeM. Y iopeit
C HautencTBeHHbIM aedmupntom aktopa XII, Bbl-
COKOMONEKYNSIPHBIM KMHUHOTEHOM WA NpeKanu-
KPEMHOM OTCYTCTBYIOT HapylIEHUs KPOBOTEYEHMS.
Y niofieit ¢ HacneacTBeHHbIM aeduuptoM hakTopa
XI Habntopaetcs nerkoe WaM yMepeHHoe Hapy-
WEHWE CBEPTLIBAEMOCTU KPOBM. B eCTecTBEHHbIX
yonosusx daktop XI (baktop BHYTPeHHero myTu)
aKTUBMPYETCS, Koraa obpasyetcss Hebonbluoe Ko-
nnyectBo TpoMbuHa. MakTop IX MOXeT BbiTb ak-
TMBMPOBaH Kak hakTopoMm Xla, Tak 1 KOMMIEKCOM
Gakropa Vlla / TkaHesoro daktopa.

B ecTecTBEHHbIX YCNOBMAX MHWLMMPOBAHME
BHELUHEro MyTM BO3HMKAET, KOrda MOBpEeXaeHue
KPOBEHOCHBIX COCY/I0B MPMUBOAMT KPOBb K KOHTaK-
Ty C TKaHeBbIM DakTOpOM Ha MeMOpaHax KIeTok
B Mpenenax M B OKPYXEHUM COCYAMCTON CTEHKM.

KoHTakT ¢ TkaHeBbIM (hakTopoM 3anyckaer obpa-
30BaHWe komnnekca Gaktop Vlla/TkaHeBoii dak-
TOP, KOTOpObIN akTvBMpyeT daktop X 1 daktop IX
(BHyTPEHHMI dakTop). MakTop IXa B KOMOUHALMM
co ceouM kotakTopom, daktopom VIII, Ha nosepx-
HocTM ocdonunuaHoii MeMbpaHbl reHepupyet
LononHutensHo daktop Xa. AktvBauus (aktopa
X oboumu nytamu HeobxoauMa Ana HOPMANbHOTO
(YHKUMOHMPOBaHMS TreMocTasa. HeobxoaumocTs
31oro npouecca ans Gaktopos VIl u IX obbsicHs-
eT, noyemy npu remodunun A (nedmumt dakropa
VIl unu dakTopa IX) BO3HMKAeT KpoBOTEYEHMe,
HeCMOTPS Ha HEMOBPEXAEHHDIA BHELWHWIA NYTb KO-
arynsumMM, MHULMMPOBAHHBIK KOMMIEKCOM (akTop
Vlla/TkaHeBoii dakTop.

PerynsaTopHble MeXaHU3Mbl
P MHIMBUTOPHBIX MexaHW3MOB MPefoTBpa-
LAET HEKOHTPONMPYEMYI0 aKTMBALMIO peaKLmid
KOarynsiuum, KoTopasi MOXET NPUBECTU K NIOKaNb-
HOMy TPOMGO03y MM AMCCEMUHUPOBAHHOMY BHY-
TPUCOCYZMCTOMY CBEPTHIBAHMIO. ITU MEXaHU3Mbl
BK/IHOYAIOT:
= WHAKTUBALLMIO NPOKOAryNSHTHbIX epMEHTOB;
= QUbpUHONM3;
= MEYEHOYHIV KTUPEHC aKTUBUPOBAHHbIX QaKTo-
POB CBEPTbIBAHMS.
WnakTMBauma ¢aKkTopoB CBEpTbIBaHUS.
MHrbuTopsl NNasmMeHHbIX NpoTeas (aHTUTPOMOUH,
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WHIMEUTOP TKaHeBOrO (akTopa, 0;-MaKpornoByuH
renapuHoBblit kodakTop 1) MHaKTMBMPYIOT Koary-
NALMOHHbIE DepMeHTbl. AHTUTPOMOUH MHTMOMpYET
TpOMOKH, dakTop Xa, Gaktop Xla 1 dakTop IXa. le-
Napu1H YCUIIMBAET aKTUBHOCTb AHTUTPOMOMHA.

[lBa BUTaMUH K-3aBUCHMbIX NPOTEMHa, MPOTEUH
C n cBobOAHbI NpoTenH S 06pasyioT KOMMAeEKC,
KOTOPpbIA MyTEM NPOTEONIM3A UHAKTUBMPYET (akTo-
pbl VIlIa v Va. TpoMbuH, CoeanHaach C peLentopom
Ha 3HOOTENMANbHLIX KneTkax (TPOMOOMOAYNHH)
akTusupyet npotenH C. AKTMBUPOBAHHBIN NPOTEMH
C coBMeCTHO €O cBOBOAHBIM NpoTeMHOM S 1 doc-
donunupamm Kak koGakTopamu npoTeonusyeT u
uxaktusupyet dakTopsl Vllla u Va.

®ubpunonus. Otioxenne dubpuHa u ou-
OpuHONM3 [OMKHBI ObITb COHaNaHCMpPOBaHbI AN
MOANEPXAHNS W OrPaHUYEHMS FeMOCTATUYECKOrO
CrycTka Npy BOCCTAHOBNEHUU MOBPEXAEHHOM CO-
CymmucToil cteHku. OubpuHONUTMYECKas CUCTeMa
pactBopsieT GMOPMH Npu NOMOLLY NNIA3MUHa, SBNS-
HoLLLerocst npoTeoauTMYeckuM GepmeHToM. Oubpy-
HOMM3 aKTUBMPYETCS MOCPEACTBOM aKTMBAaTOPOB
MN33MUHOreHa, NPOAYLMPYEMbIX SHAOTENMANbHbI-
MU KNeTKamm COCY0B. AKTUBATOPbI NNa3MUHOMeHa
W MNa3MUHOTEH (M3 NnasMbl) NPUCOEAMHSIKOTCA K
(ubpHHY, danee akTMBATOPbI MNAa3MUHOTEHA pac-

WeNNSIT NAa3MUHoreH, 06pasys MnasMuH (puc.
144-2). 3atem nnasmuH 0bpasyeT pacTBOPUMbIE
npoayKTbl pacnana GubpuHa, KOTopble NOCTyNakT
B LIMPKYNALMIO.

CywiecTByeT HECKOMbKO aKTMBATOPOB MNa3Mu-
HoreHa:
+ TkaHeBoit akTuBatop nnasmuHoreHa (TAM),
NpOWU3BOAHOE 3HAOTENMANbHBIX KNETOK, UMeeT
HU3KYI0 aKTMBHOCTb, KOTZA HAXOAMTCS B CBO-
boaHoit dopme B pacTBope, HO ero 3ddek-
TMBHOCTb BO3PACTAET NPU B3aUMOLENCTBUM C
(GuUbpMHOM B HEMOCPEACTBEHHON 6AM30CTM OT
NNa3MUHOTeHa.
YpoKuHa3a CylecTByeT B OHOLENOYHOA U
IBYXLIENOYHOM (opMax C pasnnuHbIMKU QyHK-
LIMOHANbHBIMK  BO3MOXHOCTSMM.  OfHoLenou-
Haf YpOKMHa3a He CnocobHa aKTMBMPOBATb
CBOOOAHbIA MNa3MUHOTEH, HO, Kak W TA[,
CNocobHa aAKTMBMPOBATb MNa3MUHOTEH MpH
B3aUMOZENCTBUM C HDMBPUHOM. MUKPOKOHLIEH-
TPALUMM MNa3MMHa PACcLLENST OJHOLENoYey-
HYI0 B [BYX-LieNOYeYHYK YpOKMHa3Y, KoTopast
aKTMBMPYET MNa3MUHOTEH B PacTBOpE, TaK Xe
KaK Mna3MUHOTEH, CBA3aHHbIA C (UOPUHOM.
3nuTenManbHble KNETKW B 3KCKPETOPHBIX Mpo-
TOKax (HanpuMep, MoYeyHble KaHasbLpl, NPoTO-

nOBpE)K,D,EHHbIe COCYyaMCTbIE SHOOTENNUAIbHbIE KITETKK

AKTMBATOp NNa3MMHOreHa
l(— PAls

[na3mMuHoreH

—>» [InasmuH

l(— WHrmbuTop nnasmmHa

Oubpun ——>  TIpoayKTbl pasnoxeHus GuopuHa

Puc. 144-2. dubpuHanutuueckwi nytb. Hakonsenue Gpudputa u GuBpUHONMU3 SOMKHbI BbiTb COANAHCMPOBaHbI B MPOLECCE BOCCTAHOBNEHHS
NOBPEX/AEHHOI COCYANCTON CTeHKM. MoBpeXaeHHbIe COCYAUCTbIE SHAOTENMANbHbIE KNETKM NPOU3BOAAT aKTUBATOPbI N1A3MUHOreHa (TKaHeBOM
aKTVBATOP NNa3MUHOTEHA, YPOKMHA3a), aKTUBUPYIoLuMe GHBPUHONN3. AKTMBATOPbI NIa3MUHOTEHa PACLLENNSIOT NNIa3MUHOreH, 06pasys NNa3MuH,
KOTOPbIA pactBopsieT CrycTku. lpouecc GubpUHONM3a KOHTPOAMPYETCS MHIMOUTOPaMK akTuBaTopoB nnasmuHoreHa (PAIS:PAI-1) u uHrubuTopa-

MV NN1a3MUHa (HANPUMep, 0y aHTUMNa3MHH)
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KW MOJIOYHO KeNe3bl) CEKPETUPYHOT YPOKMHa3Y,
KOTOpast B 3TUX KaHanax sensetcs husmonoru-
YeckuUM akTMBATOPOM PuBbpUHONM3A.

+ CTpenToKMHa3a, NpeaCTaBnstoLas bakTepuans-
HbI/ NPOAYKT, He MPUCYTCTBYHOLLMIA B OPraHu3me
YenoBeka, ABNAETCS APYrWM MOTEHUMaNbHBIM
aKTMBATOPOM MNAa3MUHOreHa.

(TpenTokuHa3a, ypokiMHa3a 1 pekOMOUHAHTHbIN
TAI (anbTennasa) MCMOMb3yloTCs B TepaneBTUye-
CKOW MPaKTUKe C LENbio MHAYKUMK GubpuHonM3a
y BO/IbHbIX C OCTPbIMM TPOMBOTMYECKMMM 3abone-
BaHMSMM.

PerynupoBanue ¢ubpunonusa. Oubpu-
HONM3 perynupyeTcs MHrMOUTOpaMM aKTUBATOpa
nnasmutoreHa (MAM) u uHrnbutopamm nnasmuxa,
koTopble 3amennsioT GubpuHonus. UAM-1, sens-
acb Hanbonee BaxHbiM MAT, BbicBODOOXIAETCSA U3
JHAOTENUANBHBIX KNETOK COCYZOB, UHAKTMBUpYET
TA, ypokuHa3y 1 akTueupyeT TpomboumTbl. Oc-
HOBHbIM UHTMOUTOPOM MNIa3MUHA ABASETCH 0;-aH-
TUNNA3MUH, KOTOPbI WHAKTUBMPYET CBOBOAHbII
nnasMuH, BbICBODOXAAeMbI M3 cryctka. YacTb
07-aHTMNNA3MUHA MOXET CBS3bIBaTbCs C PubpM-
HOBbIM CrycTkoM ¢ momouwbio dakTopa XIlI, uto
NpefoTBPaLLAEeT UMLLIHIOK NAa3MUHOBYHO aKTUB-
HOCTb B Mpefenax crycrka.

YpokuHaza 1 TAI 6bICTPO BbIBOASTCS NEYEHbHO,
4TO SIBASIETCS APYIMM MEXaHU3MOM Npefynpexe-
HUs Ype3MepHoro GubpuHonM3a.

YPE3MEPHOE KPOBOTEYEHUE

Ha HeobbluHOE Ny Ype3mMepHoe KpoBOTEYeHME
MOXET YKa3biBaTb HECKONbKO Pa3NnuHbIX NPU3Ha-
KOB M CMMNTOMOB. Y GONbHBIX MOrYT BO3HMKATh
HeobbSCHUMbIE HOCOBbIE KPOBOTEYEHMS, Ype3mep-
Hble WX ANUTENbHBIE MEHCTPYasbHble BblaeneHus
(MeHopparus) WnM  AnuTENbHbIE KPOBOTEYEHUS
nocne HeboNbLMX NOPE30B, YACTKM 3yDHOB LLETKOM
UM 3y6HOM HUTBEO MW TPaBMbl. Y APYTMX 60MbHbIX
MOryT HabnoAaTbcs HEoBbACHMMbIE MOpaXeHus
KOMXM, BK/IKOYAA METEXUN (ManeHbKMe BHYTPUKOX-
Hble KPOBOM3MMSHUS WAM KPOBOM3NUSIHUS -
3UCTOM), mypnypa (y4acTku CM3NCTON 0BONOYKM
WM KOXW, NOPaXEHHbIE KPOBOM3NMAHUSMM 60/b-
WWMM N0 pa3Mepy, YeM NeTexuu), KPOBOMOATEKH
(CMHSIKM) MNW TeneaHrno3KTasum (KOrEa Ha KOxe
WM CIM3KCTOM 060/104Ke BMAHBI PaciuMperHble

Mefkue Cocyabl). Y HEKOTOPbIX TSHKENbIX BONbHbIX
KPOBb MOXET BHE3aMHO HayaTb TeYb M3 COCYaM-
CTbIX MPOKOJIOB MIW MOBPEXAEHMA KOXM, nepe-
pacTas B TKe/I0e KDOBOTEYEHHE U3 ITUX MECT U
KPOBOTEYEHNE XENYNOYHO-KMUILEYHOTO WK MOYe-
M0JI0BOTO TPAKTOB. Y HEKOTOPbIX 60/IbHBIX MEPBbIM
MpU3HAKOM ABNSIOTCS pe3ynbTaThl TabOpPaTOpHOrO
MCCNen0BaHMs HapYLLIEHWIA, yKa3blBatolllMe Ha BOC-
MPUMMUMBOCTb K YPE3MEPHOMY KPOBOTEYEHMIO,
koTopoe Ob110 0BHAPYKEHO C1yYaiiHO.

JTtHonorusa
YpeamepHoe KpPOBOTEYEHWE MOXET BO3HMKATb
BCNEACTBME Pa3fMYHBIX MEXaHM3MOB (Tabn. 144-
2), BKHOY3IOLLMX CleaytoLLee:
= TPOMOOLMTAPHBIE HAPYLLIEHMS);
= KOArynaUMOHHbIE HapyLueHus;
= ledeKTbl KPOBEHOCHBIX COCY/IOB.
TpomboUMTapHble HapyLIEHWUs MOTYT BKJIOYATh
B €081 HEHOPMaNbHOE KONMYECTBO TPOMBOLMTOB
(kak MpaBMo, CMWKOM MaNeHbKoe KOMMYeCTBO
TPOMBOUMTOB, XOT M C/IMIIKOM MOBbILIEHHOE WX
KONMYeCTBO, MOXET ObITb CBA3aHO B0 C TpoMbo-
3aMu, IMB0 C Ype3MepHbIM KPOBOTEYEHMEM), HApy-
LWeHUA TpOMOOLMTapHOM BYHKLMKM MIK COUueTaHMe
o6onx daktopos. KoarynsumoHHble HapylieHus
KpOBM MOTYT OblTb NPUOBPETEHHBIMM U Hacnen-
CTBEHHbIMM.
MTaK, caMbiMK pacnpoCTpaHeHHbIMU MpPUYMHA-
MM Upe3MEPHOT0 KPOBOTEYEHMS ABNAIOTCS:
= TKenas hopMa TpoMbOLMTONEHNM;
= Ype3MepHas aHTUKOarynsLus C UCNoNb30BaHU-
eM BapdapuHa Wm renapuHoB;
= 3a00N1€BaHNS NeyeHn (HeLOCTaTOYHOe Mpou3-
BOACTBO (aKTOPOB CBEPTHIBAHMS KPOBH).

OueHka

AHamHe3. B aHamHe3e npotekalowero 3a-
GoneBaHMs [OMKHbI ObiTb OMpefeneHbl MecTa
KPOBOTEYEHHS, KONMYECTBO M NPOOMKUTENBHOCTD
KPOBOTEYEHUI M COOTHOLUEHME KPOBOTEYEHMS C
BO3MOXHbBIMM MPOBOLMPYOLLMMH (haKTOpaMM.

Mpu uccnepoBaHMM CUCTEM OpraHMU3Ma HyXHO
JONOHUTENBHO Y3HAaTb O HESIBHbIX KPOBOTEUEHU-
91X, KOTOpble He BblIW NPUHATI BO BHUMaHMe (Ha-
npumep, y 60MbHbIX € %anobaMu Ha NIerkue CUHSKu
HY)KHO CMPOCUTL NPO YacTble HOCOBbIE KPOBOTEYE-
HU$l, KDOBOTOUMBOCTb IECEH MPU YNCTKE 3yHOB, Me-
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TABJ1. 144-2. HEKOTOPBIE NPUYWUHbI YPE3MEPHOT0 KPOBOTEYEHMA

KATEFOPUA
TpombouuTapHble HapywweHus

[oHWxeHHOe KonMyecTBo TPOMBOLIMTOB
(KonMyeCTBeHHOE HapyLueHue)

ToBbIlLIEHHOE KOANYECTBO TPOMOOLMTOB
(KonnyecTBeHHOE Hapyluerue)

Hepoctatouas TpomboumTapHas hyHk-
Lms (kayecTBeHHOE HapylueHue)

Hapywenus koarynsuum
MpuobpetenHble

HacnencreerHble

CocyaucTble HapylueHus
MpuobpetenHble

HacnepcreenHble

NPUMEPbI

HepoctatouHoe Npou3BOACTBO (HaNpUMeP, NPy NIEAKEMUM, aNNACTUYECKOH aHEMIM U
HEKOTOPbIX MUENOAMCMNACTUYECKUX CUHAPOMAX)

CekBecTpaLysl TPOMOOLUTOB B Cene3eHke (Hanpumep, LMPpO3 C 3aCTOHHON CneHoMera-
nveit)

YBenuueHue notpebneHus Ui paspyLueHus TpOMBOLUTOB (HanpuMep, MU UAKo-
natuyeckoit TpoMboLuToneHudeckoi nypnype, ABC-cuHApoMe, TpOMBOTUYECKOI
TPOMOOLMTONEHUYECKOA NypNype, reMONUTUKO-YPEMUYECKOM CUHAPOME, CEncuce u
BUY-nHdekumm)

Pa3pyLieHns, Bbi3BaHHble S1eKapCTBEHHBIMM NPENapaTamu (HanpuMep, renapuHoM,
XMHWAMHOM, XMHUHOM, CynbaHUNAMUAOM, penapaTaMu CynbOOHUIMOUEBHHbI, pudam-
NULMHOM MK 3010TO-XNOPUCTOBOAOPOAHBIM HAaTpUeEM)

JcceHunanbHas TpomboLmTeMms (TpoMB03bl MOTYT BbiTb G0NEE PacnpOCTPaHeHbl YeM
KPOBOTEYEHNS)

bone3tb Bunnebpanaa (Hepocratounas OB-onocpenoBaHHas aare3us TpoMOoLMTOB)
HapyLeHus, Bbi3BaHHble TPUMEHEHWEM NPenapaToB (HanpuMep, aCUpUHa UK Apyrux
HECTEePOMAHbIX NPOTUBOBOCNANUTENbHBIX MPENAPaTOB)

CucTEMHbIe HapYLIEHWS (YpeMUs, @ UHOTZLa MUenonpoaMdEpaTUBHBIA MW MUENOANC-
MNACTUYECKHIA CUHAPOMBI, MHOXECTBEHHAS MUENOMa)

Henocratok Butammna K

bone3stu nevexn

AHTMKOArynALMa ¢ BApOUHOM UAK renapuHoM
[1BC-cunmpom

Temodunma A (Hezoctatok daktopa VIII)
Temoduna B (Hepoctatok dakTopa IX)

Henocratok Butammuna C
Mypnypa Lenneina-leHoxa

3ab0oneBaHMA CORANHUTENbHOI TKaHM (HanpuMep, CMHAPOM dnepca-[lannoca, Hecosep-
LIeHHbII ocTeoreHes, cuiapoM Mapdana)
HacnencTBeHHas reMopparuyeckas TeneaHroakTasms

[1BC - AucceMMHMpoBaHHOE BHYTPUCOCYANCTOE CBEpTbIBaHMe; OB - hakTop Bunnebpanaa.

NeHy/KNIWEYHOe KPOBOTEYEHME, KPOBOXapKaHbe,
KpOBb B CTyIEe UM MOYe). Y BONbHBIX Takke HYKHO
Y3HaTb NP0 CUMMTOMBbI BO3MOXHBIX MPUYMH, B TH. O
bonsx B xuBOTe, Anapee (60Ne3HM XenyaouHO-Ku-
WeyHoro TpakTa), 6onn B cycTaBax (3abonesanus
COBAMHUTENBHON TKaHW), aMEHOpee U YTpeHHew

TOWHOTe (BepeMeHHOCTb).
B wuctopum

LMK, B YaCTHOCTH:

o TSKENble MHGBEKUMM, paK, UMPPO3 MeyeHw,

bepeMeHHOCTb,
kpacHas Bonuatka (CKB) unn ypemus;

* MpefiWecTBYILLEe Ype3MepHOe KpoBaTeyeHue/
HeobbIYHOe KPOBOTEYEHWE/MCNONb30BAHME Me-

BUY-uHdekums,

pPennBaHna KpoBu;

* (Jly4au YPE3MEPHOTO KPOBOTEYEHUS B CEMbE.

nepeHeceHHbIX 3aboneBaHui
LOMKHb! 6bITb BbIABNEHbI CUCTEMHbIE YCTIOBWS, CBS-
3aHHble C fledekTamyu TPOMOOLMTOB UM Koaryns-

(nepyet 0b6paTuTb BHUMAHWE HA NEKApCTBEH-
HbI aHaMHe3, 0C0OEHHO Ha WCMONb30BaHME re-
napuHa, BapdapuHa, acnupuHa u HeCTepoMaHbIX
NpOTMBOBOCMANMTENbHBIX NpenapaToB. Elue HYXHO
Y3HaTb 0 NOTpe6AeHNM NEKAPCTB U MULLEBbIX MPO-
LYKTOB (B T.4. TpaBAiHbIX 200aBOK), KOTOpbIe 3aMen-
nsKoT MeTabonuam BaphapuHa M TakuM 0bpasoMm
YBE/MYMBAKOT €0 aHTUKOArYNALMOHHBIA 3P DeEKT).

MepmnumuHckuin ocmotp. [lokasatenn xus-
HEHHO BaxHbIX GYHKUMA M OBLMIA BHEWHMIA BUL
MOTYT yKa3blBaTb Ha MMNOBONEMMUIO (TAaXMKapaws,
TUNOTOHMS, BNeLHOCTb, NOTOOTAENEHNE) AU WH-
(ekuMn (TMXOpafKa, TaxuKapaus, TUNOTOHMUS C
BOCMaNUTENbHbIMM 3300N1EBAHUSIMM/CENCUCOM).

Koxy u cimsuctyto obonouky (Hoc, por, Bnara-
ML) NPOBEPSKOT HA HAnWuMe MeTexwi, mypmy-
pbl M TeneaHruakTasui. KenyaouHo-KuweyHoe
KpOBOTEYEHME YACTO MOXET ObITb BbIABAEHO MyTEM

CUCTEMHad
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NPOBEAEHWS NasbLEBOTO PEKTabHOro UCCIef0Ba-
Hus.. TIpU3HaKKM KPOBOTEYEHMS B MYBOKMX TKaHSAX
BK/IHOYAIOT B Cebst HONE3HEHHOCTb BO BpeMs fiBu-
KEHMS W NOKANbHbIE OTEKM, MbILIEYHbIE reMaTo-
Mbl W, B Cy4ae BHYTPUYEPEMHOTO KPOBOTEYEHMS,
CMYTaHHOCTb CO3HAaHMS, PUTMAHOCTb 3aTbUNOYHbIX
MbiLLL, (OKaNbHbIE HEBPONOTUYECKME HAPYLLEHUS
UM KOMBMHALMIO 3TUX (aKTOpOB.

XapakTepHbIM1 NpuU3Hakamu 3n0ynoTpebnexus
anKkoroneM WM 3aboneBaHuit MeyeHu SBNSIOTCA
acumT, CNaeHoOMeranms (BTOPUYHA MO OTHOLIEHMH
K MOPTNIbHOI TMNEPTEH3MM) U KENTyXa.

TpesoxHble npusHaku. Ocobyw Hactopo-
KEHHOCTb JOMKHbI BbI3BaTb CleytoLne (aKTopi:

* MPU3HAKY TUMNOBONEMUM UM FEMOPPATMYecKo-

10 LWOKa;

+ HepeMeHHOCTb UM HeZlaBHUE POfbI;
* NPU3HaKW MHDEKLMIA unn cencuca.

WUutepnpetauua pesynbratoB. Kposote-
YeHWe Y MALMEeHTOB, MPUHUMAIOWMX Bap(hapuH,
0C06EHHO BEPOSITHO MY YBEMYEHUM [03bl WK
L06aBNeHMN Apyrux Npenaparos UM MpoayKToB
MUTaHKs, KOTOPbIE MEWatT UHAKTUBALMKM Bap(a-
puHa. TeneaHrmakTasuu Ha nuue, rybax, Bo pry uim
Ha CM3KCTOI 060M0YKE HOC, HA KOHUMKAX Nafb-
LB PYK W HOT Y BONIbHOTO C 3aperncTpupoBaHHbI-
MU CTTy4asiMu Ype3MePHOTO KPOBOTEUEHUS B CEMbE
CKOpee BCEro SBISIOTCS MpU3HAaKaMM Hacnen-
CTBEHHOI reMOpParuyeCKoil TeNeaHrmaKTasmm.

[0BEPXHOCTHbIE KPOBOTEYEHMS, B T.H. KOXU U
CM3UCTbIX 06010YEK, YKa3bIBAKOT HA KONMYECTBEH-
HbIA WM Ka4eCTBEHHbIN fedeKkT TPOMOOLMTOB U
LedekTbl KPOBEHOCHbIX COCYLOB (HanpuMep, amMu-
nouno3).

KposoTeuenue B rnybokux TKaHsix (Hanpumep,
reMapTpo3bl, MbilUEYHbIE TeMaToMbl 3abpHOLIMH-
HOrO KPOBOW3NMAHMS) NpeanonaraeT HapyleHue
Koarynsuuu (koarynonarms).

(nyyan ype3MepHOT0 KpOBOTEUEHMS B CEMbE
YKa3blBAOT HA HACNEACTBEHHYIO KOArynonatuio
(Hanpumep, remounmio), KauecTBeHHoe TPoM6o-
UMTapHOe paccTpoIiCTBO, ABASIOLLEECs TUMOM 6o-
ne3nu Bunnebpanza (BB), unu Ha HacnencTBeHHyO
reMopparuyeckyto TeneaHruaktaut. OTcyTcTBUE
TakMX CNy4aeB He WCKIKOYAeT, OfHaKo, Hacnes-
CTBEHHbIX HAPYLIEHHIA reMOoCTasa.

KpoBoteueHne y HepeMeHHbIX WM HefaBHO
POLMBLLMX, KOTOPbIE HAXOASTCS B COCTOAHUM LUOKA,

WM UMEIOWMX Cepbe3Hble MHQeKUMK fABnseTcs
MPU3HAKOM AMCCEMMHUPOBAHHOTO BHYTPUCOCYAM-
croro caeptbiBaHus (IBC-cuHopom).

KpoBaBblit MOHOC W TpoMBOLMTONEHNS Y pe-
BeHka C TeMnepaTypor M XenyLouHO-KuLeyHble
CMMNTOMBI YKa3bIBAIOT Ha TEMONUTUKO-YpeMuye-
ckuit cuzpom (IYC), KoTopeli YacTo accouumpy-
eTCs C KuweyHou nanoykoii 0157:H7.

Manbnupyemas nypnypHas Cbinb Ha pasru-
GaTenbHbIX MOBEPXHOCTSX KOHEYHOCTel y feTeit
ykasbiBaeT Ha nypnypy LUenneiiHa-leHoxa, oco-
BEHHO e OHa COMPOBOXAAETCS JMXOPAAKON,
MONMapTPanruein UM KeNnyaouHO-KULEYHbIMHU
CMMNTOMaMM.

Y naumeHTos, 310ynoTpebnstowwmMx ankoronem
unu ¢ 6onesHbo neyeHm, MoryT BbiTb MposBReHus
KoarynonaTtiu, CriieHoMeranu, TpoMOOLMTONEHHMN.

bonbHbIM € HapkoMaHweit IV cragum Heobxoan-
MO MpOBOANTH UCCEN0BaHME Ha BMY-uHdekumto.

Tectbl. bonblWMHCTBY NauueHToB TpebyeTca
npoBezeHue NabopaTopHbIX MCCNELOBAHWHA. (Tab.
144-3). OcHoBoMonararwLLMe UCCIenoBaHms:

* 06WMIt aHanM3 KPOBM C KONMYECTBOM TPOMOO-

LMTOB;

* Ma30Kk nepudepuueckoit Kposu;
* npotpoMbuHoBoe Bpems 1 AYTB.

CKPUHUHI-TECTbI OLLEHWBAIOT KOMMOHEHTbI Te-
MOCTa3a, B T.4. KONMYECTBO LMPKYIUPYIOLLMX TPOM-
60UMTOB M NYTW NNa3MeHHOM Koarynsumu. Hanbo-
flee  PacnpoCTpaHeHHbIMU CKPUHMHT-TECTAMU Ha
HapyLWeHWs CBEPTbIBAEMOCTU SBASKOTC aHanu3bl
Ha onpegeneHu1e Konuyectsa TpomboLuToB, MB ¢
AYTB. Ecn pe3ynbTaTbl HAXOAATCA 3a Npeaenamm
HOPMbI, TO MPOBEAEHNE CMELMaNbHbIX TECTOB MO-
MOXeT onpezenuTb AedekT. YpoBeHb NpofyKToB
pacnafa ¢ubpuHa onpesensieTcs B eCTecTBeHHbIX
YCIOBUSX aKTUBALMM PUOPUHONK3A.

MpotpombuHoBoe Bpems (MB) Heobxognmo
L1151 BbIIBNEHUS HAPYLLEHWI BO BHELIHEM U 06LLeM
MyTh CBepTbIBaHWS (na3MeHHble dakTopsl VI, X, V,
npoTpoMbuH 1 ¢ubpuHorek). MB paccuuTbiBaetcs
KaK MEeX[yHapoAHOe HOPMAnu30BaHHOE OTHO-
wenue (MHO), koTopoe OTpaxaeT COOTHOLIEHMEe
MB naumeHTa C KOHTPOMbHBIM 3HauYeHueM nabo-
patopuu; MHO no3Bonset yuntbiBaTb pasnmums B
peareHTax MeXzy Pa3iuuHbIMK NabopatopuaMM.
Tak kak peareHTbl W MpubOpbI OTAMYAIOTCA ApYr
OT ZIpyra, Kaxaas nabopatopus onpenenset cBou
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TABJ1.144-3. NAGOPATOPHbIE UCCNEJOBAHUA TEMOCTA3A 10 ®A3AM

TECT
06pazoBaHue Tpomba
Konnyecrso Tpombouytos
Arperauus TpombouuToB

AnTured GakTopa Bunne-
6panpa

Coctas mynsTuMepa dakTopa
Bunnebpanaa

ArrnioTHaLms pucToLeTHa

Kodaktop akTuHOCTH
PUCTOLETMHA

06pasosaHue GpubpuHa
1B
AYTB

CneumanbHble GyHKLMO-
HanbHble aHanu3bl hakTopos
CBEPTbIBAHUS

TpombuHoBOE Bpems

Pentunasxoe Bpemd

YposeHb GubpuHoreHa

®ubpuHonus

(TabunbHOCTb CBEPTHIBAHMSA
B TeyeHue 24-4acoBoit
MHKybaLmm B Guspacteope
um 5M moyesuHe

AKTMBHOCTb NNa3MMHOreHa

0-aHTUNA3MUH

CbiBOpOTKa MbpPMHOreHa u
MpOAYKTHI pacnasa PubpuHa

D-aumep nnazmbl

NMPUYUHA

KonnyecteHHas oueHka TDOMﬁOLlMTOB

OLieHMBaET COOTBETCTBME BOCTPUMMUMBOCTY TPOMBOLIMTOB K (PU3MONOTUYECKUM CTUMYNIAM, aKTUBU-
pytoLLMM TPOMBOLMTSI (Hanpumep, konnarew, ALI®, apaxuaoHoBas KUCoTbl)

BbifiBNSET HApYLIEHNS NPY HACNEACTBEHHBIX MW NPUOBPETEHHBIX (YHKLIMOHANbHbIX PACCTPOACTB
TPOMBOLMTOB

M3mepsieT 06uutyto KOHLEHTpaLuio 6enkos nnasmbl OB

OueHuBaeT ocTaBky MynbTUMepoB ®B B nna3My (Hanpumep, 6obLuKe MyNETUMEPbI OTCYTCTBYIOT
B0 2 TMne 60one3tu Bunnebpanpa)

TMoka3blBaeT KpynHble MynbTMMepbl OB B Nna3Me (4acTo enaetcs kak Yactb NoBCeAHEBHOM
nabopatopHoii oLeHku bB

KonuuectsenHas oueHka 6onblumx MynsTuMepos OB B nnasme

TMoka3biBaeT YakTopbI BHeLHero 1 obuiero nytv (Gaktopsi VI, X 1 V; npoTpoM6uH 1 GrbpuHoreH)

Toka3biBaeT YaKTOPbI BHYTPEHHETO U 0BLLEr0 NyTeit (MPeKaniMKPeMH, BbICOKOMONEKYNNAPHbIN
KkuuHorew; daktopos XII, XI, IX, VI, X, u V; npotpoM6uH v GubpuHoreH)

Onpezensior akTMBHOCTb CMeLMaNbHbIX GAKTOPOB CBEPTbIBAHNS, ONpefenseMyto kak NpOLeHT oT
HOpMbI

OLieHnBaeT NOCNEAHMI Tan Koarynaumu (TpOMBUHOBOE paciuenneHue GubpuHoreHa ¢ 06pasosa-
H1eM GubpHHa)

YBeNn4eHo BUIEACTBUE aKTUBALMM AHTUTPOMOMHA renapuHOM 1 B YCIOBMSX, NPUBOAALLMAX K
KauecTBeHHbIM aHOManuAM GubpUHOreHa unn runoGubpuHoreHemue

Ecnu 3ToT nokasatens B HOpMe, a TPOMBMHOBOE BPEMS YBENMYEHO, TO 3TO [0Ka3blBaeT, YTo
npeznonaraemblit 06paseL; Na3Mbl COREPXMT renapuH (HanpuMep, 0CTAaTouHbIA renapuH nocne
3KCTPaKOPMOPaNbHOTO LWYHTUPOBAHMA UK B 06Pa3Lie, B3STOM U3 Kane/bHULb! C renapuHOBON
MPOMbIBKOI), NOCKO/bKY PENTUNA3HOE BPEMS 3aBUCHT OT renapuHOBO# aKTMBALMM aHTUTPOMOMHA

KonnuectseHHas oLieHka GuOp1HOreHa B nna3Me, KOTOPas YBENMUMBAETCS MU OCTPOit hase
peakumit Npu Txenblx 3abonesaHuax neyeHn u Taxenom [1BC

Bbi3biBaeT M31C TPOMEOB B (U3pacTBOpe Npy Upe3mMepHoit PUOPUHONUTAYECKOI aKTUBHOCTU MK
8 5M MouesmHbl, ecin dakTop XIII ABASETCS HEAOCTATOYHbIM
MpoBoawTCA 60NbHBIM C NNOXUM 33XMBNEHUEM PaH MK B CTy4ae YaCTbiX BbIKMAbILET

KonuuectseHHas oLieHKa nnasMMHOreHa B nnasme, KOTopas YMeHbLIAeTCs Y 6ONbHbIX C BPOX/EH-
HbIM PaHHWM Pa3BMTUEM BEHO3HOI TPOMB0O3IMOONNM (penKO)

KonmuectseHHas 0LEHKa YpOBHS Mna3Mbl 3T0r0 MHrMEMTOpa GrBpUHONN3A, KOTOPas yMeHbLIAeTCA
y 6ONbHbIX C YPE3MEPHDIM KPOBOTEYEHHEM BUIEACTBUE MOBbILIEHHOTO PMBPUHONM3A (peaKo)

CkpuHuhr ans 1BC

ToBbILLEHHbII YPOBEHb NPU BO3AEACTBUN NNa3MUHA Ha (nBPUHOTEH Uk GUOPUH B CTECTBEHHBIX
ycnosusx (Hanpumep, npu [1BC)

3aMeHeH aHanu3om [l-auMepa

I/Ismepﬂem npu nomouy Tecta NaTeKCHOM arrNOTUHALMKU MOHOK/IOHANbHbIX aHTUTEN UK C
nomoupio NPA

Bbicokwmit nokasatenb nokasbiBaer, 4To TPOMOYH Gbinl CO3AaH B ECTECTBEHHbIX YUIOBMSX C BbiTEKAHOLLMM
OTNIOXeH1eM GuBPUHa, akTVBaLMeN cLunBaloLuero GepmeHTa GakTopa XIII 1 BTOpUUHbIM GHBPUHOM3OM
MMeeT npakTMyecKoe NpenMyLLecTBO B TOM, YTO aHaU3 MOXET ObiTb NPOBE/EH M3 NNa3Mbl,
06paboTaHHON LMTPATOM, U, TakuM 06pa3oM, B OTAIMYMe OT TecTa Ha NPOAYKTHI pacnasa GubpuHa B
CbIBOPOTKe, He TpebyeT A5 NPUrOTOBNEHUS CbIBOPOTKH, CBOBOAHOI OT OCTAaTO4HOrO GUbPMHOreHa,
CBepTbIBaHMUS KPOBM B CneLuanbHoit Tpybke

Mcnonb3yetcs npy AnarHocTike TPOMB030B B CTECTBEHHBIX YCIOBMSIX (HANpUMep, TPOMB03
TNyBOKMX BEH, NeroyHas aM60nus), 0cobeHHo uyBcTBuTeNbHas VDA Bepcus

AL® - apeHosunaudoctar; BC - aMcceMMHMpOBaHHOE BHYTPUCOCYLUCTO CBepTbIBaHHe; MDA - uMMyHODepMeHTHBIN aHanu3; bB -
6onesHb Bunnebpanara; ®B - daktop Bunnebpatza.
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TPaHMLbl HOPManbHbIX 3HaueHuit ans MB u AYTB;
CTaHAAPTHbIE rpaHmMLbl HopMbl Anis B cocTasnsitoT
ot 10 mo 13 cekyHa. Ecwm MHO Ha >1,5 cekyH-
Abl uan MB >Ha 3 cekyHapl 60NblUe KOHTPOMbHBIX
3HaueHwit nabopatopum, TO 3T0 ABNAETCS Npu-
3HAKOM HapyleHuii 1 Tpebyetca nposeaeHue
JanbHeiiwer oueHkn. MHO aBnseTcs monesHbiM
WMHCTPYMEHTOM [N CKPUHUHTA HapyLIEHWIA Koary-
NALAM NIPU Pa3NnYHbIX NPUOBPETEHHBIX YCIOBMSX
(Hanpumep, neduumt ButamuHa K, 3abonesanus
nevenu, 1BC-cunppom). OH Takke mcnonb3yetcs
L1151 MOHUTOPMHIA TEPANUM C NEPOPANIbHBIM aHTa-
FOHMCTOM BUTaMuHa K, BapduHOM.

YactvuHoe  TpombonnacTuHoBoe  BpeMs
(AYTB) uccnepmyet nnasmy Ha OTKNOHEHWE B (ak-
TOPax BHYTPEHHEro 1 06LLEro Nyt (npekaniukpe-
WH, BbICOKOMONEKYNSIPHBIA KUHUHOTEH; (akTopl
X, X, IX, VI, X u V; npotpoMbuH; GubpuHore).
AYTB TecTbl onpenensiioT HeAOCTaTOMHOCTb BCEX
(aKTOpoB CBEPTHIBAHMS KPOBM, 33 MCK/KYEHU-
eM taktopa VI (u3mepsetcs MB) u dakropa XIII.
(TaHaapTHblE rPaHMLbl HOPMbI COCTABAAKT OT 28
10 34 cekyHa. Pe3ynbtat B npeaenax HopMbl Noka-
3bIBA€T, YTO MO KpaitHeit Mepe 30% Bcex dakTopos
CBEPTBIBAHMS B MYTW MPUCYTCTBYHOT B Nnasme. fe-
napuH yeenuumsaet AYTB. Moatomy AYTB Bceraa
MCMONB3YHOT ISl MOHUTOPMHIA TEPANWK C renapu-
HOM. MHrMbuTOopbI, KoTOpble yBenuunBatoT AYTB,
BK/IOYatoT aytoaHTuTena k daktopy VI aHtutena
npoTUB MpOTEMHOBO-POCHONMMUAHBIX KOMMNEK-
COB (BONYAHOYHbIV aHTUKOATYASHT).

Ysenuuenue NMB u AYTB moxeT BbiTb peakuyent
Ha:

* HefocTaTok (akTopa;
* MPUCYTCTBME WMHIMOMTOPA KOMMOHEHTA MyTU

CBEPTbIBAHMS KPOBH.

MB u AYTB He yBenuumsatotcsi noka Het 70%
HEXBaTkM OZHOrO MW Bonee HAKTOPOB CBEPTbIBA-
HUA KpoBu. [nA onpeneneHus Toro, OTPaXaeT fin
yBENMueHe feQuUMT 0HOTO UM HECKONbKMX (ak-
TOPOB CBEPTbIBAHMS WM MPUCYTCTBIE MHTUOUTOPA,
WCbITaHWE NOBTOPSIOT NOC/IE CMELIMBAHMS M1A3Mbl
6OMbHOTO C HOPMaNbHOM MNA3MOM B COOTHOLUEHMM
1:1. Mockonbky 37a cMecb copepxuT okono 50% ot
HOPMasbHOr0 YPOBHS BCeX GaKTOPOB CBEPTHIBAHUSA
KPOBMW, TO HEY/ABLIAACS NOMbITKA CMeCH NouTH nof-
HOCTbKO CKOPPEKTMPOBATb YBENMYEHME YKa3biBAET
Ha NpUCYTCTBUE MHTUOUTOPA B NNa3Me.

PaHee MCMONb30BABLUMECS TECTbI SBASIOTCA [0~
BO/IbHO COMHMUTENbHBIMM.

HopmanbHble pesynbTtatel WUCCIELOBaHUS Ha
HAYa/IbHOM 3Tane MOTYT MCKKYUTb MHOXECTBO
HapylweHWi CBepTbIBAEMOCTU. McKkntoueHus co-
cragnstoT bonesHb Bunnebpanpa (BB) u Hacnep-
CTBEHHasl reMopparuyeckas TeneaHruaktasus. bB
aBngetcs 3abonesanuem, npu KOTopoM aeduumt
Gaxtopa VIIl yacto 0Ka3biBaeTC HELOCTATOYHBIM
ana npoanenns AYTB. MauneHToB ¢ HopManbHbI-
MU DE3ynbTaTaMu MepBUYHbIX WCCIENOBaHMIA W
NP1 HaM4WU CUMNTOMOB WAM MPU3HAKOB KPOBOT-
€UeHHs, C NONOXMUTENbHBIM CEMEIiHbIM aHAMHE30M
HY)HO 06CnenoBaTh Ha bB mytem ananu3a nnasmel
Ha aHTureH OB, aKTMBHOCTM KodakTopa pucToLe-
TUHA (KOCBEHHBII TECT HA KPyMHble MyNbTUMEPI
®B), ocoberHocTb MynbTUMepa OB 1 ypoBHM dak-
Topa VIII.

Mpu HanM4uM TPOMOOLMTONEHUM Ma30K nepu-
(epuyeckoii KpoBM YacTo ykasblBaeT Ha ee mpwu-
YnHy (tabn. 143-3). Ec Ma3ok HOpManbHbIi, TO
MaLMEHTbI OMKHbI NPOITH aHanu3 Ha BUY. Ecu
pe3ynbTaT Tecta Ha BMY oTpuuatensHbiii, bepemen-
HOCTb OTCYTCTBYET U MALMEHT HE MPUHUMAN npena-
paToB, BbI3bIBAKOWMX PA3pyLIEHUE TPOMBOLMTOB,
T0 370 CKOPEe BCEro MAMONaTUyeckas TPOMOOLMTO-
neHuyeckas nypnypa. MpusHaky remonusa (dpar-
MEHTUPOBAHHbIE IPUTPOLMTLI B Ma3Ke, CHIXEHME
YPOBHS reMOrnobuHa) YKasbiBakT Ha TPOMOOTU-
yeckyto TpombouuToneHnyeckylo nypnypy (TTM)
WK TEMOAMTUYECKMIA ypeMuueckuid cuHapom (TYC),
XOTA MHOTAA W ipyrue reMoNuTUYeckue paccTpoii-
CTBA MOTYT NPUBOAMTL K 3TUM pe3ynbTtatam. [YC
Pa3BMBAETCS Y [lETeNA C reMOpPArnieckuM KOuUTOM.
Pe3ynbratbl Tecta Kymbca SBASitoTCS OTpULaTEND-
HbiMu B cyqae TTT u TYC. B cyyae ecan obwmit
aHanu3 KpoBM W Ma3oK nepudepuyeckoil Kposu
MOKA3bIBAKOT APYrUe LMTOMEHMM MM aHOMANUM
NeAKOLMTOB, MOLO3PEBAIOT reMaToNoruyeckue Ha-
PYLIEHMS, NOPAXatoLLMe MHOTWE TUMbI KneTok. [lng
YCTaHOBNEHUA inarHo3a TpedyeTcs acnupaums uim
Broncus KOCTHOro Mo3ra.

YBenuyeHnHoe AYTB ¢ HopManbHbIMK TPOMOO-
uutamm u MB yka3biBaeT Ha reModuamio A unm B.
HeobxoanMo npoBeseHue UccnefoBaHus Ha hak-
1op VIl uam IX. K uHrnbutopam, yennuuBarowmm
AYTB, otHocaTCs ayToaHTWTena npoTve hakTopa
VIIl v aHTWTENa NPOTUB NpoTeMHOBO-hochonmnua-
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HbIX KOMMNEKCOB (BOMYAHOYHbIA AHTUKOAMYASHT).
Bpaun nofo3peBaloT 0AMH M3 3TMX UHTMOMTOPOB,
korza ysenuyenHoe AYTB He npuxoauT B HOpMY
nocie CMELWWBaHKA C HOPManbHOM NnasMoi B
nponopumm 1:1.

YBenuuenHoe MB ¢ HopManbHbIMM TpOMGOLK-
Tamu u AYTB ykasbiBaeT Ha HemoctaTok VIl dak-
TOpa. BpoxaeHHas HepocTatoyHocTh hakTopa VI
ABNSETCS PEAKOW; OAHAKO KOPOTKMIA nepuop, nony-
pacnaga Gaktopa VIl B nna3me Bbi3biBAET CHUXKe-
Hue GakTopa VIl 0o HU3KMX ypoBHe# BbICTpee, YeM
Lpyrve BuTaMuH K-3aBuCHMble DakTOpbl CBEPTbI-
BaHMS KPOBM (Hanpumep, y O0MIbHbIX, NOAYYAIOLLMX
Bap(hapwH, UK y NaLMEHTOB C HAYaNbHOM CTaauei
3ab0neBaHNs NeyeHm).

YenuueHHble MB n AYTB ¢ TpomboumToneHu-
en ykasbiBatoT Ha [1BC, ocobeHHo BKyne C 0C0X-
HeHUAMU BepemMeHHOCTH, CencucoM, pakoM Wiu
TpaBMaMu. [0BbILLEHHBIA YpOBHb D-aumMepoB (Mau
NpOAyKTOB pacnaza GubpuHa) u CHUKEHMe YPOBHSA
(ubpHHOreHa Nnasmbl Npy NPOBEAEHUM CEPUIHBIX
WUCMbITaHWIA NOATBEPXAAIOT 3T0. YBenuueHHoe [1B
unn AYTB ¢ HopManbHbIM KOAMYeCTBOM TpOMBOLK-
TOB MPOSIBASETCS NP 33D0NEBAHUAX NEYEHN MU
LeduumTe BUTaMMHa K unu Bo BpeMS aHTUKOAryns-
UMM ¢ BaphapuHOM unu He(paKLMOHUPOBAHHBIM
renapuHoM. 3aboneBaHus MeyeHu noao3pesaroT
Ha OCHOBaHWM aHaMHe3a. [luarHo3 noaTBepXaaioT
np1 0BHapY)XeHUM BbICOKMX MOKa3aTeneli CbIBopo-
TOYHbIX aMuHoTpaHcdepa3 M bunMpybuHa. Peko-
MEHYETCS NPOBeAeHNe UCCNeI0BAHNS HA renaTuT.

Busyanusauma yacto ucnons3ayetcs ans 06Ha-

DYKEHWSI CKDbITbIX KPOBOTEYEHMI Y MALMEHTOB C
HapylLIeHnsIMM CBEPTbIBAEMOCTM KpoBW. Hanpumep,
BONbHBIM C CMAbHBIMM TONIOBHBIMU HONSIMM, TPaB-
MaMy TOI0BbI UM MOTEPEN CO3HAHMS IOKHO ObiTh
caenaHo KT ronosbl. KT opraHos bptolwHoii nono-
CTM HEeoOXoOMMO MaUMeHTaM C 0O/blo B XMBOTE
WK IIPYTMM CUMITOMAMM, CBSI3aHHbIMM C BHYTPU-
OPIOLIMHHBIM WM 3a6PIOLLIMHHBIM KDOBOTEYEHMEM.

Jleuenune

JleyeHue HanpaBEHO Ha OCHOBHOE PaCCTPOit-
CTBO ¥ Ha Mobyto runosonemmto. [ins HemedneH-
HOTO NIeYeHMs KPOBOTEYEHUI BCIIEACTBUE Koary-
NIONaTiu, KOTopas ellle He BblNa AMarHOCTUPOBaHa,
He [I0XMAasACh Pe3ynbTaToB AMArHOCTUKM, CledyeT
HaYWHaTb BBOAWTb CBEXE3AMOPOXEHHYIO MNa3Mmy,
KoTopas COLEePXMUT Bce (akTopbl CBEpTbIBAHMUSA
KPOBM.

KnioueBble MOMEHTbI

= [1BC nofo3peBatoT y NauMEHTOB C CEncMcoM,
LIOKOM MAM TPYAHOCTSIMM NpW BepeMeHHOCTH
1 pOfiax.

= /lekapcTBeHHble npenapatbl YacTo SBASKOTCS
MPUYMHAMM  PACCTPOACTB, OCOBEHHO Nerko
TPOMOOUMTAPHOM  AMCOYHKUMEN, BbI3BAHHOM
ACMMPUHOM WMIW HeCTepouaHbIMM NPOTUBOBOC-
ManuTeNbHbIMK NPenapaTamy.

u Jlerkue CUHAKM Npu OTCYTCTBUM APYTUAX KAMHM-
YeCKMX NPOABNEHUN U HOPMaslbHble pe3y/bTa-
Tbl 1aOOPATOPHbIX UCCIELOBAHMIA CKOpee BCero
YKa3blBAKT Ha 106POKAYECTBEHHOCTD.

€5 TpomboTHueCKHe
3a6o0neBanns

TPOMBOTHUYECKUE
3ABOJIEBAHUA

Y 300pOBbIX NOfENA roMeocTaTMyeckoe pas-
HOBECME HAXOLMTCS MEXMY MPOKOAryNAHTHBIMHU
(cBEpTbIBAHME), AHTUKOATYNSHTHBIMM U QUOPUHO-
NMTUYECKUMM CUNAaMK. MHOrOUMCIIEHHDIE TeHeTU-

yeckue, npuobpeTeHHble 1 BHelWHKe HaKTOpbl Mo-
TYT CABMHYTb PaBHOBECUE B CTOPOHY KOArysLLuM,
MPUBOLSLLENA K NaTonorMyeckoMy 06pa3oBaHuio
TPOMBOB B BEHax (Hanpumep, Fy6oKuii BEHO3HbI
TpoM603 [[BT]), aptepusix (Hanpumep, WHGMapKT
MMOKapAa, WIWEMMYECKUA WHCYNbT) WM KaMe-
pax cepaua. Tpombbl MOTYT BIOKMPOBATb NPUTOK
KpOBM B MeCTe 00pa30BaHMs MW OTCOEAMHSTHCA
W 3MO0NM3MPOBaTb, BNOKMPYS OTAANEHHbE KO-
BEHOCHbIE COCYAibl (HANpUMep, Neroyxas aMbonms,
3MO0NMYECKMA MHCYNBT).
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TABJ. 145-1.NPUOBPETEHHBIE NPUYWUHBI TPOMBO3MBOJIUU

ycnosusa
Antndochonunuanble aHTuTena
Arepocknepo3

Pak (npomuenouwTapHblit neiikos, onyxonu
JNIErKuX, MOIOYHOI Xene3bl, NpesCTaTenbHol
Kene3bl, NOMKeNYA04HOI Xenesbl, enyaka u
00004HOI KMLIKH)

[enapuH-MHAYLMPOBaHHAA TPOMBOLMTONEHMS
[MnepromouucTeHemms

Taxenas uHdekums (Hanpumep, cencuc)

Opaan bl€ KOHTPALLENTUBbI, COAEPXKALLNE
3CTpared

KOMMEHTAPUU

TOBbIWAET PUCK BO3HUKHOBEHMUS apTepUabHbIX TPOMOOB

T0BbIWEHHbI PUCK Y ALMEHTOB C NPEALIECTBYIOLMM CTEHO30M

Koraa nponcxoaut paspbis atepocknepoTyeckux 6aswek, oy BbicBOBOXAAK0T
TKaHeBOW (aKTop B KPOBb, aKTUBUPYHOT CBEPTHIBAHHE, UHULMMPYIOT IOKANbHbIE
AATE3MM M ArPerawyuy TPOMBOLMTOB 1 Bbi3bIBAOT TPOMBO3

MoxeT aKTUBUPOBATb MPOLIECC CBEPTIBAHMA MyTeM CekpeLi GakTopa X-akTu-
BUpYloLLelt NpoTeasbl; BbiMyckas TkaHeBOH DAKTOP Ha OTKPbITbIE MOBEPXHOCTH
MeM6paHbl uau ucnonb3ys 06a cnocoba

(CBs13aHa C arperalveit TPOMOOLMTOB U NOBbILIEHHBIM PUCKOM BO3HUKHOBEHMS
Tpom603a

Bo3MoxHas npuuHa casi3aHa ¢ AeduumToM onMeBoi KUTIOTbI, BUTAMUHOB
By, wm By

YBENMYMBAET PUCK BEHO3HOTO TPOMGO3a
YBENMYMBAET IKCMIPECCHI0 TKAHEBOTO (DakTopa MOHOLMTaMM M Makpodaramu

Hu3Kkuii puck npu HK3KoW f03€ ynoTpebnexns npenaparos
Yalue pa3BuBaETCS Y NALMEHTOB, KOTOPbIE UMEIOT TEHETUYECKYHO Mpeapacnono-

XEeHHOCTb BEHO3HOM TDOM603M601'|I/1M

3acroii

BuiecTBIE XUPYPIUYECKO#, OPTONEAMUECKON UM NAPANUTUYECKOH HMMOOH-

J3auuu, CEDHENHOVI HEA0CTaTO4HOCTH, 6€‘peM€HHO(,TM WK OXMpEHna

loBpexaeHus TkaHu

JTHonorus

[eHeTMyeckMe  HapylweHus, — MOBbILAKLME
CKNOHHOCTb K BEHO3HO# TPOMBO3IMOONMM, BKIIHOYA-
ot

= MyTaumio daktopa V JleiineHa, kotopast Bbl-
3bIBAET PE3UCTEHTHOCTb K aAKTUBMPOBAHHOMY

npotenry C;

w TeHHY0 MyTauuto npotpombuna 20210;
= feduumt npotenHa C, npotenHa S, benka Z uam

AHTUTPOMOMHA.

MprobpeTeHHble HapyWeHUs Takxe npeapac-
MONaratoT K BEHO3HOMY WM apTepUaNbHOMY TPOM-
003y (Tabn. 145-1).

[lpyrve HapyweHrWs 1 BHelwHMe GakTopbl MOTyT
MOBBICUTb PUCK TPOMBO33, 0COBEHHO MPH HaNKMuMK
TeHETUYECKNX HapyLIEHWA.

AunarHocTuka

[luarHocTuka npepcTasnexa B PA3LENE NOCOBMS,
B COOTBETCTBMM C MECTOM 06pa30BaHus TpoMba.

Mpeapacnonaraowme ¢akropbl. Bo BHU-
MaHWe BCeraa AOMKHbI ObiTb MPUHATHI Npenpac-
nonaratoluue GakTopbl. B HEKOTOPbIX CITy4asXx OHu
SBNAIOTCA  KIMHUYECKU OYEBMAHBIMM (Hanpumep,
HeflaBHMe OMepauuu WaM TPaBMbl, NPOANEHHaA
UMMOBUNM3aLMS, PaK, FeHePANU3UPOBaHHI aTe-

Bcnencrene TpaBMbl Ui onepaLuu

pocknepo3). Mpu OTCYTCTBUM SPKO BbIPAKEHHBIX

npenpacnonoXeHHOCTei fanbHeilee 06Cea0Ba-

HWe B0bHbIX I0MKHO ObITb CBSI3aHO:

* (O Cy4asMM BO3HUKHOBEHMS BEHO3HbIX TPOM-
00308 B CEMbE;

* 6osee yeM ¢ 1 nepeHeceHHbIM BEHO3HbIM TPOM-
6030M;

* C BEHO3HbIM WM apTepuasbHbIM TPOMBO30M B
Bo3pacte Ao 50 ner;

* C HEeoObIYHbIMM MECTaMU BO3HWKHOBEHUS BE-
HO3HOro TPOMDO03a (HanpuMep, KaBepHO3HbI
CMHYC, BPbDKEEYHbIE BEHbI).

Y N0N0BMHbI BONbHBIX C BHE3AMHO BO3HUKILMM
rNyBOKNUM BEHO3HBIM TPOMOO30M UMEETCS TEHETH-
yeckast npeapacnonokeHHOCTb.

TecTMpoBaHme Ha HaCNeACTBEHHYIO NPEeApacno-
NOXEHHOCTb BKITIOYAET M3MEPEHUS KONMYECTBA aK-
TUBHOCTM MPUPOIHbIX MONEKYN aHTUKOAryNsHTa B
nnasMe v TecTbl Ha creuyduyeckue aedeTbl reHa.
TecTMpoBaHWe HauMHAETC C Tpynnbl CKPUHMHIO-
BbIX TECTOB, @ 3aTeM (e NOHARo6MTCA) Npogon-
aeTCs Npy NOMOLLY CTIeUMaNbHOTO aHanu3a.

Jleuenune
Jleyenue cobpaHo B paaene nocobus, B CO0T-
BETCTBMM C MeCTOM 00pa30BaHus TpoMba.
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PE3UCTEHTHOCTb ®AKTOPA V K AKTUBMU-
POBAHHOMY NPOTEUHY C

ANC (8 komMnnekce ¢ npotenHoMm S) ocnabnset
dakropbl Va u Villa, npenstctays Takum 06pa3om
koarynsumu. Jllobas u3 Heckonbkux MyTauui ak-
T0pa V [1eNaeT ero pe3nCTEHTHBIM K MHAKTUBALIMK
ANC, yBennunBas CKNOHHOCTb K TpoMB006pa3oBa-
Hut0. Hanbonee pacmpocTpaHeHHbIM U3 3TUX My-
Taumii sensetcs Gaktop V JleiineHa. lomMo3uroTHble
MyTaLMV MOBBILAKT PUCK TPoMBO3a bonblue, Yem
reTepo3uroTHble.

(MakTop V JleiineHa, kak reHHbid fedekT B eB-
pOMNENCKOM MonynauMM, NPUCYTCTBYET NpUMEPHO
y 5%, OH penKo BO3HMKAET B a3MaTCKUX UM ad-
PUKAHCKUX nonynsumsx. JaHHbIA Gaktop npucyT-
creyety 20- 60% 60MbHbIX CO CMOHTAaHHBIM BEHO-
3HbIM TPOMDO30M.

[lnarHo3 0CHOBbIBAETCS Ha (yHKUMOHANLHOM
aHanM3e KoarynauMuM nnasmbl (Heyaaya npu mo-
MbITKE NONY4UTH yBENMYeHHOe AYTB B npucyTCTBIM
BEHOM-aKTMBMPOBAHHOrO NpoTenHa C B nnasme na-
UMEeHTa) M MONeKyNSpPHOM aHasu3e rexa daktopa V.

Nleyerue, B ciyyae HeobXoaMMOCTH, BKKYAET
aHTUKOArYNAUMI0 C TenapuHOM C MOCNeLyHWMM
MCMonb30BaHMeM BapdapuHa.

AEOULNT NPOTENHA C

MpotenH C npeacrasnsiet coboit 6enok, 3aBucu-
Mbli4 OT BUTaMMHa K, Kak 1 (akTopbl CBEPTbIBAHUSA
kposu VII, X X, npoTpoMOUH 1 npoTemHbl S u Z.
Mockonbky AMNC ocnabnget daktopbl Va u Villa, 1o
ANC sBnAeTcd ecTecTBEHHbIM aHTUKOAMYASHTOM
nnasmbl. CHxeHne npoteuHa C BCiencTeue re-
HETUYECKUX MM NPUOBPETEHHBIX MPUYMH CNOCO6-
CTBYET BEHO3HOMY TPOMO03Y. [€TepO3UrOTHbIN Je-
®uunt npotenHa C B nnasme nopaxaet ot 0,2 [0
0,5%; npumepHo 75% Ntoaelt € 3TUM HapylueHueMm
CTPajakoT OT BeHO3HOW Tpombo3ambonum (50% B8
o3pacte 50). [OMO3MrOTHbIN UAK [BYCTOPOHHUIA
reTepo3MroTHbIA AedUUMT BbI3bIBAET MOJHUEHOC-
HYI0 HEOHaTa/bHYIO MYPMYPY, T.e. TAHKENOE HEOHa-
TanbHOe AMCCEMUHMPOBAHHOE BHYTPUCOCYLMUCTOR
cBepTbiBaHue. [puobpeTeHHble  yXyAWweHus y
00nbHbIX € 3a60neBaHuamMu nedenn uim [I1BC Bo3-
HUKAIOT BO BPEMS XuMuoTepanuu (B Tu. L-acnapa-
TMHa3y) WK BO BpeMs Tepanuu BaphapuHoM.

[l1arHo3 OCHOBAH Ha aHTUTEHHbIX U DYHKLMO-
HaNbHbIX aHANM3aX MNA3Mbl.

bonbHble € CUMMTOMATMYeCKMM  TPOMBO30M
HYXAIOTCA B aHTUKOATYNAUMM TEMApUHOM WU
HU3KOMOMIEKYNISPHbIM TENapuHOM, a 3aTeM BapQa-
PUHOM; WCMONb30BaHME AHTArOHWCTOB BMTaMMHA
K, Bap(apuHa B KauectBe HauanbHOW Tepamuu
BbI3bIBAET TPOMOOTUYECKHIA MHDAPKT KOXM 33 CyeT
CHWXEHMS YPOBHS BUTAMMH K-3aBMCMMOTO mpoTe-
MHa C [0 TOr0 Kak MpOM30WII0 TeparneBTHYECKoe
CHWXEHMe B BONbIUMHCTBE (DAKTOPOB CBEPTHIBAHMS
KPOBM, 3aBUCUMbIX OT BUTaMuHa K. MoHMeHoCHas
HeoHaTanbHas mypnypa 6e3 3aMelueHms npoTenHa
C (c Wcronb3oBaHMEM HOPMANbHOM MAa3Mbl WM
OYMLLEHHOTO KOHLEHTPATA) M aHTUKOAryNAHTHOM Te-
panuu renapuHoM NPUBOANT K NIETNIbHOMY UCXOTY.

LEOULNT NPOTEMHA S

MpotenH S sBnsetcs BMTaMMH K-33aBUCMMbIM
GenkoM M npenctasnset coboit kodaktop AMC
0MoCpenoBaHHOM pacliennenns Gaktopa Va u
Vllla. leTepo3nrotHast HefOCTaTOYHOCTb NPOTEMHA
S B Mnasme CnocobCTBYeT BEHO3HOMY TPOMO03Y U
MOX0Xa Ha HexBaTky npotenHa C no reHeTUYeckoi
nepefiaye, pacnpocTPaHEHHOCTH, N1abopPaTOPHbIM
MCCNen0BaHMAM, IEYEHMIO M MEPAM NPELOCTOPOX-
HOCTW. [OMO3MTOTHas HeJOCTaTOYHOCTh MPOTEMHA
S MOXET NPUBECTU K BO3HMKHOBEHMIO MONHMEHOC-
HO¥ Mypnypbl Y HOBOPOXMEHHBIX, KOTOPAs KNMHM-
YECKM He OTIMYAETCS OT BbI3BaHHOM rOMO3UTOTHOIA
Hea0CTaTouHoCTbi npoTenHa C. MprobpeTeHHbIi
feduumt npotenHa S (1 npotenHa () Bo3HMKaeT
Bo Bpema [IBC, Tepanuu BapGapuHoM U mocie
L-acnaparuHassl.

[IMarHo3 CTaBUTCA HA OCHOBAHMM AHTUTEHHbIX
aHanu30B 06wero uam ceoboaHoOMo npotenHa S B
nnasme (CBOBOAHIH NpoTenH S aBnsetcs Gopmoli,
He (BA3aHHOM ¢ (4-CBA3bIBAIOLLMM MPOTEMHOM.)

LEOULNT NPOTENHA Z

MpoTenH Z SBNSETCA elle 0aHUM BUTaMUH K-3a-
BUCUMBIM DENKOM M [eACTBYET Kak KodakTop ana
nofaBneHus Koarynsuyum nytem 06pasoBaHms KOM-
MNeKca ¢ NpoTEMHOM Ma3Mbl, Z-3aBUCUMBIM WHIU-
butopom npoteasbl (ZWM). Komnnekc uHaktmeupyet
GakTopbl Xa, XI, IX Ha nosepxHocTn dochonunu-
no8. Mocnenctaus HexBaTku npotenHa Z uan ZWUM
npu matoduanonorm Tpombo3a W notepe nioda
He MpOSACHEHbI, 0AHAKO AeQeKT MOXET YBENMUUTL
BEPOSTHOCTb  BO3HMKHOBEHMS TPOMO03a, e Y
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MauueHTa Takke HabnlodaeTcss Apyroe BPOXAEH-
HOe HapylueHue Koarynsumu (Hanpumep, Gaktop V
Neinena). Konnuectso npotenta Z v ZIN onpene-
NAETCA B HAY4YHO-MCCNENOBATENBCKMX NAB0OPATOPHSX
nyTeM anekTpodope3a naasmbl 1 MIMMYHOBNOTTUH-
ra. [loka He M3BECTHO, SBNAETCA M 3DDEKTUBHON
AHTUKOAryNAHTHas Tepanua uam npodunakTvka npu
neduupte npotenta Z uam ZMN.

LEOULUUT AHTUTPOMBUHA

AHTUTPOMOMH ABNSIETCS NPOTEMHOM, KOTOPbIM
MHTMOMpYeT TpOMBMH M GakTopbl Xa, IXa u Xla.
PacnpocTpaHeHHoCTb reTepo3uroTHoro aeduumTa
aHTUTPOMOMHA MAa3Mbl COCTABAAET MPUOAU3N-
TenbHo ot 0,2 10 0,4%; 0Kono NOAOBMHBI U3 HUX
CTPajaloT OT Pa3BUTHA BEHO3HOTO TPOMB03a. [oMo-
3UrOTHbII AeDULNT, KaK NPABUNO, ABNAETCS CMep-
TeNbHbLIM 19 MN0AA B NEPUOL BHYTPUYTPOOHOTO
pa3BuTis. puobpeTeHHbli aeduuMT BO3HUKAET ¥
naumentos ¢ [1BC, bonesHsaMu neyeHn unu Hed-
POTUYECKMM CHAPOMOM U BO BPEMS renapuHOBOM
Tepanum unu Tepanuu L-acnaparmHasoi.

JlabopaTopHble MCCIEn0BaHHS BKKOYAIOT Onpe-
JIeNneHue KONMYECTBa MHIMBMPOBAHHOTO MNa3Moil
TPOMBMHA B MPUCYTCTBUM TeNapuHa.

MepopanbHblii BapdapuH Mcmonb3yetcs ans
npodunakTMku BEHO3HOH TPOME03IMOONM.

FTEHHAQ MYTALUA NPOTPOMBUHA 20210

MyTauus npotpombuHa 20210 Bbi3biBaeT no-
BbILIEHME YPOBHS MNA3MEHHOr0 NMpOTPOMOMHA W
YBEMYEHME PUCKA BEHO3HOWM TPOMBOIMOONMM.
NleyeHue, e 370 HEOBXOAMMO, BKNKOYAET aHTH-
KOarynsuuio € renapuHOM C NoCTeayHoLWMUM npume-
HeHueM Bap(apuHa.

CUHAPOM AHTUDOCHONUNUAHBIX AHTUTEN
(aHTMKAPAMOMMUNMHOBbIE AHTUTENa;
NYNyC aHTMKOAryNSHT)

CuHopoM aHTMdOChONMNMAHBIX aHTUTEN BKITHO-
yaet TpomMb03 U (Mpu bepemeHHOCTH) TMbenb no-
[13, CBI3aHHYI0 C Pa3fMyHbIMKM AYTOMMMYHHBIMU
aHTUTENAMM, HanpaBAeHHbIMA MPOTUB  OIHOTO
um 6onee dochonnnua-Ces3bIBAOWMX NPOTEM-
HOB (Hanpumep, B;.rMuMkonpoTenH |, NpoTPOMONH,
aHHEKCWH). 3TV NpoTenHbl 00bIYHO CBS3bIBAOTCA C
GocdonMnuaHbIMKA KOMMOHEHTAMU MeMBpaHbl ¢
3aLUMLLAIOT MX OT Ype3MepHON aKTMBALIMM Koaryns-

LMW, AyTOQHTUTENA CMELLAIOT 3aLUUTHbIE NPOTENHI
W, TakuM 06pa3oM, NPOU3BOAST NPOKOArYNSHTHYIO
MOBEPXHOCTb IHAOTENMANbHBIX KNETOK WM Bbi3bl-
BAKOT apTepuanbHble WAM BEHO3Hble TPOMOO3bI.
B MCKYCCTBEHHDIX YCNIOBMSX Pe3yNbTaThl TECTOB
Ha CBEPTHIBAEMOCTb MOTYT MapafoKcanbHbIM 06-
pa3oM ObITb MPONOHTMPOBAHbI, T.K. AHTUMPOTEUH/
GochonmnuaHble aHTUTENA MeLWaKT CKOMMeHUH
KOarynsuMoHHbIX ($akTOpoB M aKTMBAUMM Ha
GochonmnuaHbIX KOMMOHEHTaX, A06ABNEHHbIX K
nnasme, Ytobbl HA4aTh MCMbITaHKA. BonyaHouHbIi
AHTUKOATYNAHT  SBNSIETCS  aHTUGOCHONUNMAHBIM
ayTOAHTUTENOM, KOTOpOE CBS3bIBAETCS C mpoTe-
UH-GochonUIMAHBIM - KOMNeKCOM. M3HauanbHO
OH 6bin BbisiBNEH Y 60/1bHbIX CKB, HO 3TW NaLmeHTbI
B HacToALLee BPEMS COCTABNAIOT MEHbLUMHCTBO Na-
LIMEHTOB C ayTOAHTUTENAMM.

BonuaHoUHbIA  aHTUKOArYNSHT MOA03peBaloT,
ecm AYTB yBennyeHo M He MpUXOMT B HOPMY
Cpasy nocne CMewWuBaHUs B cooTHoweHun 1:1 ¢
HOPMaNbHO NNa3Moii, HO KOpPEeKTUpYeTca npw
L06aBneHun u36bITOYHOrO KonmyecTea Gocdonu-
MUZ0B (CAENAHHbIX remMaTonoruyeckoi naboparo-
pueit). AuTudochonmnuaHbie aHTUTENa B Nnasme
MaLMeHTa U3MEPSIOT C MOMOLLbI UMMYHOAHaNK3a
IgG u IgM aHTuTen, KoTopble CBA3bIBAKOTCS C POC-
donmnuaamm B5-IMKONPOTENH | KOMMNEKCOM Ha
MUKPOTUTPALMOHHBIX MNaHLIETaX.

[ing npoGuAaKTUKKM W NeveHns NMpUMEHATCS
renapuH, BapdapuH v acnupuH.

TMNEPTOMOLMCTEUMHEMMUA

[MneproMouMcTEMHEMUS  MOXET CnocobCTBo-
BaTb Pa3BUTUI0 apTepuabHbIX TPOMOO30B U Be-
HO3HOIt TPOMB03MBONNM, BOIMOXHO, BCIEACTBME
MOBPEXAeHNs 3HAOTENMANbHbIX KNETOK COCYAOB.
YpoBeHb roMoLMCTENHA B MAa3Me NoBbileH 6o-
nee yem B 10 pa3 npu roMo3nroTHOM Jeduuute
LMCTAaTOHMH B-CUHTa3bl. bonee Msrkue nosbilue-
HM BO3HMKAIOT MPU reTeposuroTHoM AeduumTe
W [pYTMX HapylweHusx Mmetabonusma Qonartos,
BKloYas AeuuuT MeTunTeTparuapodonatage-
raoporeHasbl. Ha cerofHsiwHuit AeHb Hambonee
PacnpoCTpaHeHHOM NPUYMHOIA TUNeproMoLUCTen-
HEMUM SBNSETCA npuobpeTeHHblil AeduunT Gonu-
€BOW KMCNOTbI, BUTaMUHa By, i By,

[lnarxo3 ycTaHaBnMBaeTCcA MyTeM M3MepeHus
YPOBHeli rOMOLMCTENHA B NNa3Me.
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YpoBeHb roMOLMCTEMHA B M1a3Me MOXHO HOp-
Ma/M30BaTb NPy YNOTPeONeHMN NULLEBbIX 06aBOK
€ GONMEBOI KNCNOTOM, BUTaMUHOM B4 5 M BUTaMu-

HOM Bg (TMPMBOKCHH) OTAENBHO MM B KOMOMHALMK.
OnHaKo NoKa He 10Ka3aHo, YTo 3Ta Tepanus CHUXa-
€T PUCK apTepManbHOTO MM BEHO3HOTO TPOMO03a.

€L KoarynaumuoHnbie
HapywWeHHs

[pUYMHAMM AHOMANBHOTO KPOBOTEYEHMS MOryT
BbiTb HApYLUIEHUS KOAryNSLMOHHOW CUCTEMbI, TPOM-
BOLMTOB WM KPOBEHOCHBIX COCYZOB. 3TV HApyLLEHWA
MOTYT ObITb HACNEACTBEHHBIMU 1 MPUOBPETEHHBIMM.
OCHOBHbIMM MPUYMHAMM MPUOBPETEHHbIX KOAryns-
UMOHHBIX HAPYLIEHMIA SBNSIOTC HENOCTaTOK BMTa-
MuHa K, 3ab0neBaHms neyeru, AUCCeMUHUPOBAHHOE
BHYTPMUCOCYAMCTOE CBEPTLIBAHME, U HANMUME LMPKY-
JIMPYIOLLMX aHTUKOAryNSHTOB. Tshkenble 3ab0neBaHms
neyeHu (Hanpumep, LMpPO3 NeYeHM, MOTHUEHOCHIH
renaTwT, OCTpas mpoBast AUCTpodus neyenu y be-
pPEMeHHbIX) BUTEACTBME HapyLUeHHs CUHTe3a (akTo-
POB CBEPTbIBAHMA MOrYT HAPYLLMTb reMocTas. Tak Kak
Bce (aKTOpbl CBEPTbIBAHMA KPOBM MPOM3BOASTCS B
neyeHu, 10 nokasatenu B (mpoTpoMbupoBaHHoe
Bpems)) n AYTB (akTuBHOE YacTM4HOE TPOMBOLKTAp-
Hoe BpeMs) Mpy TshkeNblx 3aboNneBaHMsX BO3pacTa-
toT. (Pe3ynetarl 1B, kak MpaBuno, NpeacTaBneHbl kak
MHO). MHorza, ekoMneHc1poBaHHoe 3abonesaHme
MEYEHM TaKKe BbI3bIBAET YPE3MEPHBIA GrbpMHONM3
W KPOBOTEUEHME M3-33 CHIXEHWA NEYEHOUYHOO CUH-
Te3a (17-aHTUNNA3MUHa.

Hanbonee pacnpocTpaHeHHbIM HaCnenCcTBeH-
HbiM 3ab0neBaHuMeM reMocTasa sensetcs 6onesHb
Bunnebpanaa. Hanbonee pacnpoctpaHeHHbIM re-
HETUYECKMM KOArynsLMOHHbIM HapyLUeHWeM siBnsi-
eTca reModunus.

AUCCEMUHUPOBAHHOE
BHYTPUCOCYANCTOE
CBEPTbIBAHUE

(koarynonatusi noTpebneHus; CHApOM
LepubpuHaumm)
JMcceMMHMpOBaHHOE  BHYTPUCOCYAUCTOE  CBEpTbIBaHME
Kposu ([BC) BKnloyaeT aHoManbHOe, YpesmepHoe 0bpa-

30BaHKe TPOMGHHA W uBPUHA B LIMPKYNUpYIOLLEi KPOBH.
B xope 31010 npouecca BO3HUKAET yBeNU4EHUe arpera-
ummM TpoMGoLMTOB M noTpedneHus GaKTopoB CBepTbIBA-
Hus KpoBu. MeanenHo passuBatowmiica [1BC (B TeueHue
HefeNb MM MecsLeB) Bbi3bIBAaeT B MEpBYH ouepenp
NposBNEHUs BEHO3HOTO TPOoMG6O3a M 3MBoNMM; BbiCTPO
passuBaiowmiica [1BC (B Te4eHHe HECKONbKUX YacoB WM
AHeil) Bbi3blBaeT KpoBoTeyeHue. Ha Taxenblii, GbicTpo
passuBaiowmiica [BC ykasbiBaeT Hanuuue TpomboLy-
ToneHuu, ysenuuenHoe AYTB u MB, noBbiweHue ypoBHs
nnasmenHoro D-aumepa (MM Apyrux NpoayKToOB pacnaaa
¢ubpuHa) M cHuKeHue ypoBHS dubpuHOreHa B nnasme.
Jleyenne Binovaet B ceba 6opbby C npuuMHaMM, Bbi3bl-
atowwmu [1BC, u npumeHeHneM TpomMbouuTOB, hakTopos
CBEpPTLIBAHMA KPOBM (B CBEXE3aMOPOKEHHOH nnasme) u
¢ubpuHoreHa (8 Kpuonpeuunutare) ans 60pb6bl ¢ CUnb-
HbIM KpoBoTeyeHueM. [enapuh ucnonbsyetcs B Kayecrse
Tepanuu unM NpouNaKTUKK AnA GONbHBIX ¢ MEANEHHO
passuBatowmmcs [IBC, y Kotopbix HabntopaeTca unn ume-
eTcsl pucK TpoM603mMbonMK.

Jtnonorus
[IBC 06bl4HO BO3HMKAET B pe3ynbTaTe BO3AeM-

CTBMS TKaHeBoro (akTopa Ha KpOBb, Bbi3biBast KO-

arynsumoHHbIn kackag. [ABC Bo3HMKaeT B cienyto-

WYX KTMHUYECKNX CTyYanX:

= OUIOKHEHMS NPU POfaX (HanpuMep, OTCI0eHMe
MNaueHTbl, MHOYUMPOBAHHbIA CONEBbLIM pac-
TBOPOM abOPT MO MEMULMHCKMM MOKa3aHUSM,
COXpaHEHHbIi MEpTBbIA MAOA MW MPOAYKTbI
334atus, 3MOONMS OKONOMAOAHBIMU BOAAMM):
MnaueHTapHas TKaHb C aKTMBHbIM TKaHeBbIM
(haKTOpOM BXOAWT B KOHTAKT UMM LIMPKYNMPYET
B KPOBY Matepy;

= MHDEKUMM, 0COBEHHO BbI3BaHHbIE TPAMOTPU-
LIATeNbHBIMU - MMKPOOPraHu3MaMu: rpaMoTpu-
LIaTeNbHbIi JHAOTOKCMH Bbi3bIBAET BbIPAbOTKY
UNW aKTMBMPYET TkaHeBble akTopbl B Garouy-
TapHbIX, 3HAOTENUAbHBIX M TKAHEBbIX KNETKAX;
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= PaK, B YaCTHOCTM MYLMHO3HAS afieHOKapLMHO-

Ma NOMKeNyA04HON 1 NpenCTaTeNbHOM Xenes u

OCTpbIli MPOMMENOLMTAPHBIiA Nefiko3 (omyxone-

Bble KNETKM BbIAENSIOT TKaHeBO! (akTop);
= Peakumst Ha nobble yCIOBMS, KOTObIE Bbi3bl-

BAlOT MIWIEMUYECKME MOBPEXAEHUS TKaHed u

0cB06OXAIOT TKaHeBOW dakTop.

K MeHee pacnpoCTpaHeHHbIM MpUYMHaM BO3-
HukHOBeHus [IBC MOXHO OTHeCTM Tskenble no-
BPEX[EHNS TKaHW BCNEACTBUE TPaBMbl TOOBbI,
0)XOroB, 06MOPOXEHWSt MU OTHECTPENbHBIX PaHe-
HUit; OCIOXHEHWS MpY Omepaumsx NpencTatens-
HOVA kene3bl, NPy KOTOPbIX MaTepuan NpeacTaTeNs-
HOW ene3bl C aKTUBHOCTbIO TKaHEBOrO (akTopa
(Hapsgy C aKTMBaTOpaMW MNA3MUHOTEHA) MOXET
nonacTb B KPOBOOOPALLEHHE; YKYC SBOBUTON 3Men,
npu KOTOpPOM (epMeHT nocTynaeT B KpoBoobpa-
LEHWE, aKTUBUPYET OMH WM HECKONbKO (akTo-
POB CBEPTbIBAHMS KPOBM W MO0 CO3AaET TPOMOUH,
B0 HeNoCPEeACTBEHHO NpeBpalLaeT GUBPUHOreH
B GMOPHH; TYOOKMIA BHYTPUCOCYAUCTBIA TEMONHU3,
aHeBpU3Ma a0pThl MM HANM4ME KaBEPHO3HbIX re-
MaHr1oM (cvhapom Kacabaxa-Mepputa), cBsi3aH-
HbIX C MOBPEXAEHWS CTEHOK COCYAO0B M Y4acTKOB
3aCT0 KpOBMY.

Narodusuonorus

MeaneHHo passusatowmiica [IBC npexae
BCEro Bbl3bIBAET CUMMTOMbI BEHO3HOW TPOMOO3IM-
Bonuu (Hanpumep, mMyboKMiA BEHO3HBI TPOMOO3,
NeroyHas 3M60NKA), XOTA MHOTAA NPOMCXOAUT Be-
reTauust CepAeyHOro KnanaHa; aHoMasbHoe Kpo-
BOTEYEHME HeXapaKTepHO ANs JAHHON CUTYaLMM.

Taxenbiid GbicTpo passuBatowmitcs [BC, Ha-
060pOT, BbI3bIBAET TPOMBOLMTONEHMHO U AienNeLMI0
nnasMeHHbIX GakTopoB CBEPTbIBAHUA KPOBU U Du-
BpuHOrEHa, YTO BbI3bIBAET KPOBOTEYEHMe. Kposo-
TeYeHMe B OpraHbl, BMECTE C MUKPOBACKY/SPHbIMU
TPOM603aMU MOXET Bbi3BaTb PACCTPOACTBO CPasy
B HECKOMbKMX OpraHax. 3afiepkka pacTBOpeHus
OubpuHOBOrO nonumMepa GUOPUHONM30M MOXeET
MPUBECTY K MEXaHUYECKMM PA3PYLLEHHAM 3PUTPO-
LMTOB, NPOM3BOACTBY LIM3OUMTOB M BHYTPMCOCY-
AMCTOMY TEMONK3Y.

CMMNTOMBI M NPU3HAKK
Mpu MeanexHo passueatowemcs [BC MoryT no-
ABNATLCS CMMNTOMbI BEHO3HOMO TPOMB03a.

Mpu Taxenom ObicTpo passuBatowemcs [BC
MECTa NPOKOJIOB KOXM (HanpuMep, BHYTPUBEHHbIE
WM apTepuanbHble NPOKONbI) MOTYT CUIbHO Kpo-
BOTOUUTb, HA MeCTax napeHTepanbHbIX MHbEKLMA
MOrYT MOSBASTBCS CUHSIKM W MOXKET BO3HUKHYTb
CUNMbHOE KPOBOTEYEHWE B KENYLOUYHO-KULIEYHOM
TpaKTe.

JuarHocTuka
= KonnyectBo  TpomMbouuTOB, NPOTPOMOMHOBOE

Bpems, AYTB, comepxanue ¢ubpuHoreHa B

nnasme, D-aumep B nnasme.

[IBC nomo3peBatoT y MauueHToB C Heobbsc-
HUMbIM KPOBOTEYEHMEM WM BEHO3HBIM TPOMBO-
3M60113MOM, 0COBEHHO eciu ecTb Mpeapacno-
noxenue.Ecm y naumenta nogospesatot [BC, 1o
HeobXooMMO MpPOBECTM aHaNM3 Ha KOMMYECTBO
TpoMbouuToB, npotpomMbuHoBoe Bpems, AYTB,
ypoBeHb GrOpUHOTEHa B Nna3me v ypoBeHb D-au-
Mepa (onpeseneHue cMelLeHus v pacnaga Guopu-
Ha B UCKYCCTBEHHO CO3MAHHBIX YCNIOBMSIX).

MenneHHo pa3suBatowmiics [1BC conpoBoxaa-
eTcA Nerkoi TpOMOOLMTONEHMEN, MoKa3aTenaMu
MB (obbiuHO npenctagneH kak MHO) u AYTB
B Mpefenax OT MMHMMANnbHO YBENMYEHHOrO A0
HOPManbHOT0, HOPMalbHbIM WM HEMHOTO 3aHu-
EHHBIM YPOBHEM OUOPUHOrEHaA M MOBbILLIEHHBIM
D-mumepom B nnasme. o NpuumHe TOTo, YTO pas-
NMYHble 3360N1EBaHMS CTUMYNMPYIOT NOBbILLIEHHbIA
cuHTe3 GubpUHOreHa Kak BellecTBa 0CTpoii (Gasbl,
CHUXeHWe YpoBHS GMbpMHOTEHa Ha 2 nocnenosa-
TeNbHbIX M3MEPEHUS MOXET MOMOYb ONPedentTb
[IBC. HauanbHble 3HaueHus AYTB npu mMemneHHo
pa3suBatolemcss [IBC moryt daktnuecku ObiTh
MeHblLE, YeM 0DbIYHO, BEPOSTHO, M3-3a HalMums
aKTMBMPOBAHHbIX (HaKTOPOB CBEPTHIBAHMA B M/ia3-
Me.

Taxenblit 6bicTpo  passuBatowmiics [BC BbI-
paxaeTca B Gonee TOKeNOW TpOMOOLMTONEHMM,
6onee npogomkutenbHoM 1B n AYTB, pe3ko naaa-
l0lEM YpoBHE DMOPUHOrEHA M BLICOKOM YpOBHE
D-aumepa B nna3me.

Onpenenenvne yposhs daktopa VI wuHorga
MOMET ObITb MONE3HO, ECIM HEOBXOANMO OTIUUUTL
TSKenbid, ocTpbid [ABC-cMHAPOM OT MaccuBHOro
HeKpo3a MeyeHu, KOTOPbIi MOXET Bbi3blBaTb MO-
[06Hble aHOManuu B Koarynsumu. Ipu Hekpose
nevenn yposeHb daktopa VI noBbiwaetcs, TK.
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3107 (akTOp NMPOM3BOAMTCA B renarouuTax u Bbl-
BpacbiBaeTcst npyu Ux paspywenuu; npu ABC dak-
T0p VII CHUXaeTCs W3-3a MHAYLMPOBAHHOTO TPOM-
BMHOM 06pa3oBaHus aKTUBMPOBAHHOTO MPOTEMHA
C, koTopbiii nogsepraet npoteonusy daktop ViII.

Jleuenune
= JleyeHmne OCHOBHOW MPUYMHDI.
= Bo3mMoxHa 3amectutenbHas Tepanus (Hanpu-

Mep, TPOMOOUMTbI, KPUOMPELMMUTAT, CBEXE3a-

MOPOXEHHas MN1a3Ma, eCcTeCTBEHHbIE aHTUKOA-

TYASIHTBI).

= VIHOrza renapwH.

MpUOPUTETHBIM HampaBNEHUEM NEYEHHUS ABNS-
eTce He3aMeuTeNbHas 6opbba C NpUUMHOI BO3-
HUKHOBEHWA 3aboneBaHus (HanpuMep, neyeHue
MoA03pPEBAEMOr0  PaMOTPULATENBHOMO  Cencuca
aHTMOMOTMKOM LIMPOKOTO CMEKTPa, BblYMLLEHME
MaTtku Npu TPEXOEBPEMEHHOA OTCIONKe mMna-
ueHTbl). Ecu nevenme 3ddextusHo, ABC pomkeH
Mcye3HyTb BbICTpo. ECnu KpoBoTEYEHME SBASETCA
TSXENbIM, TO TPebyeTcs NOMONHUTENbHAs 3aMe-
CTUTENIbHAs Tepanus, COCTOALLAs M3 KOHLEHTpaTa
TpOMOOUMTOB A1s BopbbbI C TpOMBOLMTONEHME,
KpuonpeuunuTaTa ans 3ameHbl GubpuHoreHa w
daktopa VIII v cBexe3aMopoXeHHOM nnasMbl Ang
YBENMYEHWs YPOBHEN Apyrux (aKTOpoB CBEpPTbI-
BaHMs KPOBM M ECTECTBEHHbIX aHTUKOArynsHTOB
(aHTTpOM6UHa, npotentos C, S, u Z). Bonpoc 06
3QhEKTUBHOCTU BIMBAHMS KOHLIEHTPATOB aHTH-
TPOMBMHA MNM aKTUBMPOBAHHOTO npoTenHa C npu
TSKenoM BbicTpo passuBatollemcs [IBC ocraetcs
HepeLLeHHbIM.

[enapuH 04YeHb NONE3EH NMPU NIEYEHUN MEMIEH-
Ho pa3suBatoerocst [1BC ¢ BeHO3HbIMU TpoMbo-
3aMM WM NIETOYHBIM 3MOOM3MOM. [enapuH He
MPUMEHSETCS B CTyYasix BGbICTPO pa3suBatolLerocs
[IBC ¢ KpoBOTEYEHHUEM UAM PUCKOM €r0 BO3HMK-
HOBEHWS, 33 WCKIOYEHWEM CYYaeB KEHLLMH
C MepTBbIM MNofoM M passuBatolerocs [BC ¢
CMMbHO  CHWXKEHHbIMM TOKa3aTensMu  Tpombo-
uutoB, GubpMHOreHa M (akTopoB CBEpTbIBAHMSA
KpoBW. TakMM MaLMeHTaM renapuH HasHayaoT Ha
HeCKoNbKO AHel C Lenbto koHTpons Hag [ABC, yse-
NnyeHneM GUBPUMHOTEHa M YPOBHS TPOMOOLMTOB
W CHUXEHWS MOMNOLLEHNS GaKTOpOB CBEPTbIBAHHS
kpoM. [10TOM fieyeHne renapuHoM npekpallaeTcs
W MaTKY BbIYMLLAIOT.

FrEMO®UNNA

Temodmnua aBnsieTca obWUM HaCNEACTBEHHBIM Hapylwe-
HUEM CBEepTbIBAEMOCTU KPOBM, BbI3BaHHbIM HEAOCTAaTKOM
takropa ceeprbiBaHus kposu VI unu IX. Yacrory u 18-
JKeCTb KPOBOTEYEHMii Onpeaenser creneHb peduuuta
takropa. KpoBouznusime B ry6oKux TKaHAX M CycTaBax
06bIYHO Pa3BMBAETCS B TeYEHME HECKOJIbKUX YacoB no-
cne Tpaembl. [feModuaus AMarHoCTMpyeTcs y NauMeHToB
¢ nosbiweHHbIM AYTB, HopManbHbiM B U KonMyecTBOM
TPOMOOLMTOB; 3TO NMOATBEPKAAETCA NMYTEM NpOBEAEHUS
cneunduyeckux aHanu3oB (akropa. Jleuenue BKloyaeT B
ce6s 3aMeHy Hef,0CTaTOYHOrO (hakTopa NpH NOA03peHUH/
NOATBEPKAEHUHU/CKNOHHOCTU K pa3BUTHIO (HanpuMep, ne-
pen onepavyeii) 0CTPOro KPOBOTEUEHMHS.

femoQunms A (HegoctatouHocts daktopa VIlI),
koTopas nopaxaet okono 80% H0nbHbIX reModu-
nueid, u remodunns B (HesocTatouHoCTb akTopa
IX) MMetoT 0aMHAKOBbIE KIMHUYECKUE MPOSBNEHNS,
HapYLWEHNS CKPUHUHT-TECTA M X-XPOMOCOMHOIA re-
HeTuyeckoit nepefaun. CneupanbHble aHanu3bl
(aKTopoB NO3BOAAIOT UX Pa3NIAYaTD.

dtnonorus

feMoQunMa - HacnencTBeHHoe 3aboneBaHue,
KOTOpOE NOABNSETCS B pe3y/bTaTe MyTaLuy, fene-
UMM U mHBepCuM reHa Gaktopa VI unn daktopa
IX. TeModunMa nopaxaeT UCKIUUTENBHO MYXUMH,
TK. 3TV TeHbl PacmonoxeHbl B X-xpomocome. Ho-
CUTENSIMM TeHa SBASIOTCS MCKIIOYMTENBHO J0YEpH
MYXUWH C reMODUAKEl, K CbIHOBbSM 3TO HE OTHO-
cuTes. Kaxaplid CbIH HOCMTENbHULbI FeHa UMeeT
50% waHc 3abonetb reModuUInei, a Kaxaas f10ub
€ 50% BeposTHOCTbHO MOXET CTaTb HOCUTENbHULEH.

Narodusuonorus

[lns HopManbHOro remocTasa Tpebyetcs bonee
yeM 30% yposeHb daktopos VIII v IX.Y 6onblumH-
(TBa MALMEHTOB C remouanelt 30T nokasatens
MeHee 5%. Y HocuTeneit 3ToT ypoBeHb 00bIYHO A0-
cturaet 50%; peako npu C1yyaiHoM MHAKTMBALMK
B paHHelt IMOPUOHANBHOM XM3HM UX HOPMaNbHOM
X-xpomocombl yposeHb daktopa VIl uam IX y Ho-
uTeneii craHosuTcs MeHee 30%.

BOMbWMHCTBO MaLMEHTOB, KOTOPbIX B Hayane
1980-x rogoB neunau KOHLEHTPAToM MnasMbl,
M3-33 KOHLEHTpaumu haktopa 3apaxeHus Obiau
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3apaxeHbl BUY-uHdekumeit. Y Hekotopbix 60/b-
HbIX BTOPWUYHO MO OTHOWeHMo K BAY-uHbekumm
pa3BMNaCh MMMYHHast TPOMBOLIMTOMEHWS, KOTOpas
ycyrybnaeT KpoBOTEYEHHE.

CMMNTOMBI M NPU3HAKK

[lns naumentoB ¢ remoduiveil xapaktep-
Hbl PacnpoCTpaHeHHble KPOBOTEYEHUS B TKaHSAX
(HanpuMep, remMapTpo3bl, MbllUEYHbIE FEeMaToMbl,
3abpiolmMHHbIe  KpOBOM3NMAHKS). KpoBoTeueHue
MOXET 6biTb ObICTPbIM MW MOSBASTLCS MEIEHHO,
B 3aBUCUMOCTY OT CTEMNEHM TPaBMbI U YPOBHS (ak-
Topa VIIl uan IX. Bonb 4acto BO3HMKAET B CaMOM
Hayane KpOBOTEYEHHUS, MHOTAA AXe paHblue Apy-
TMX MPU3HAKOB KPOBOTEYEHMS. XPOHUYECKME W
PEeLUAMBMPYHOLLME TeMapTPO3bl MOTYT NPUBECTY K
CMHOBMTaM W apTponatiu. [laxe HecunbHbIA yaap
10 roN0BE MOXET MPUBECTU K BHYTPUYEPENHOMY
KpoBOTEUeHHI0. KpoBoTeyeHue B OCHOBAHUM A3bl-
Ka MOXET MpUBECTU K YIrPOXAIOLIEMY /IS KM3HH
OKaTUIO [bIXaTeNbHbIX MyTei.

Tsxenas dopMa reModunum (yposeHb (akTo-
poB VIII unu IX meHee 1% oT HOPMbI) BbI3bIBAET T4
Keslble KPOBOTEYEHWS B TEYEHME XU3HM, HAUMHaA C
CaMOoro poX/EeHUs (HanpuMep, reMatoMa BoJoCH-
CTOV YacTW rONI0BbI NOC/E POAOB MM Ype3MepHoe
kpoBoTeyeHue nocie obpesanus). pu ymepeH-
Hoit remodunum (ypoBHu dakTopos ot 1 1o 5% ot
HOPMbI) KPOBOTEUEHME BO3HWKAET MPU HanMuuu
MWHUManbHOM TPaBMbl. B cyuae nerkoii remo-
Gunuu (ypoeHb GakTopa ot 5 10 25% 0T HOpMbI)
CMNbHOE KPOBOTEYEHME MOXET BO3HUKAT NPU XHU-
PYPrUYecKOM BMeLaTenbCTBe Mam yaanexuu 3yba.

AuarHocTuka
= KonnyectBo  TpomMbouuTOB, NPOTPOMOMHOBOE
Bpems, AYTB, aHanuzbl dakTopa VI IX.
= MHoraa ypoBeHb akTMBHOCTM (akTopa Bunne-
BpaHfa, aHTUIeH U COCTAB MyNbTUMEPA.
leMOQUAMS OMArHOCTMPYETCA Y NaUMEHTOB C
PELMAMBMPYIOLMM  KDOBOTEYEHMEM,  HEobbsC-
HMMbIMU TEMapTPO3aMU WU TPOLOMKUTENbHBIM
AYTB. Ecm y naueHTa nogospesaT Tpombo-
UMTOMEHUIO, HeobXOAMMO NpOBedeHWe aHanu-
30B Ha ONpefeneHue KOan4ecTsa TPOMOOLMTOB,
npotpombuHoBoro BpeMenu, AYTB, daktopa VIII
n IX. Mpu remodunmn AYTB yBenuunBaetcs, a
NpOTPOMOMHOBOE BPEMS M KOMYECTBO TPOMBO-

UMTOB OCTAloTCS B Mpefenax HOpMbl. AHanu3bl
Gaxtopa VIII u IX nomoratoT onpenenutb Tvn
cTeneHb TkecTv reModuamnin. MockosbKy ypoBeHb
daktopa VI Takke MOXET ObiTb CHUXEH BCIEd-
crBue bonesun Bunnebpanga (BB), 0 y naumenTos
C TONbKO YTO AMArHOCTMPOBaHHOM reModunmeii A,
0c06eHHO ecn reModunus Nerkast u UCTopus no-
Ka3blBaeT, YT0 MOJ, BAMAHME NONAZANT U XEHLK-
Hbl, ¥ MY)XYMHbBI CEMbM, U3MEPSIOT YPOBEHD aKTUB-
HocTu (akTopa Bunnebpanpa (PB), ero aHTureH u
coctaB MynbTuMepa. OnpefieneHue Toro, SIBAKeTCs
JIM KEHILMHA UCTUHHBIM HOCHTENEM reModuinm A,
MHOr[@ BO3MOXHO MYyTEM U3MEPEHHS YPOBHS (ak-
Topa VIII. Kpome Toro, u3mepenus yposHs hakTtopa
IX yacto npeHtuduumpyet Hocuteneit remobunmm
B. MLP-aHanu3 [IHK, kotopblit BKYaeT B ceba
reH daktopa VIII, MoxeT 6biTb MCMONb30BaH AN
BbISBNIEHWA HOCUTENS reModunuM A 1 npeHaTanb-
HO aMarHocTuku remoduanm A no Guoncum xo-
pWOHa B 12 Hefienb UM NpU aMHUOLEHTe3e B 16
Hezenb. Ho puCK BbIKMAbILWA OT TakuX MpoLELyp
konebnetca ot 0,5 no 1%.

Mocne MHOrOKpAaTHOTO BO3AENCTBMS Ha (ak-
top VIII nytem 3ameHbl y 15-35% 600bHbIX
remodunmeii A nosBASIOTCS M30aHTUTENA (anno-
aHTUTENa), KOTOpble BJOKMPYIOT aKTUBHOCTb KOA-
TYNAHTA NPY KXKIOM [ONONHUTENHOM BBELEHUH
GakTopa VIII. TauneHTOB HYXHO MCCnenoBath
Ha 06pa3oBaHWe M30aHTUTEN (Hanpumep, MyTem
U3MepeHns cTenenn ymeHblienns AYTB cpasy
nocie CMEelVBaHWA Na3Mbl NALMEHTA C PaBHbIM
006beMOM HOPManbHO/ MAa3Mbl, @ 3aTeM MOBTO-
pss M3MepeHus nocie MHKybauum B Teueue 1
4), 0cobeHHO nepen dakynbTaTUBHLIMM MpoLe-
Lypamu, KoTopble TpebylT MpoBefeHUs 3aMme-
CTUTENbHOI Tepanuu. Eciv u3oantuTena npucyT-
CTBYIOT, TO MX TUTPbI MOTYT BbITb U3MEPEHDI MYTEM
onpefenexust CTeneHu CHUXEHUS MHTEHCUBHOCTH
GakTopa VIII npu npoBeneHNM CepUM paskuxe-
HWI NNa3Mbl NaLMEHTa.

MpodunakTuka

bonbHble remoQuameit LOMKHbI M3beratb npu-
MEHEHMs acnMpUHA W HECTepPOMAHbIX MPOTUBO-
BOCTIAIUTENbHBIX MpenaparoB (06a 3amepnsior
TpOMGoUMTapHYI0 BYHKUMIO). PerynapHbiii yxop 3a
MoNOCTbIO PTa NOMOXET U3exaTb yaaneHus 3y6os
W [ipyrvX CTOMATONOTMYECKUX XMPYPIUYECKUX BME-
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WWaTenbCTs. /IeKapCTBa HyXHO NPUHAMATL OPaNbHO
WM BHYTPUBEHHO; NOCNE BHYTPUMBILLIEYHbIX MHb-
eKLMI 0CTAoTCA reMaToMbl. bonbHbIx remoduneit
HYXHO NPMBMBATH NPOTUB renatuTa B.

Jleuenne
= 3aMeHa OTCyTCTBYHOLLETO (BakTopa.
= MHOrma aHTMOUOPUHONUTUKM.

Ecnu cumnToMbl BKAtoYatoT B cebs KpoBoTeYe-
HWe, TO NeyeHmne HeobXoaMMO HauuHaTb be3sotna-
ratenbHo, AaXe eCIM AMAarHOCTUYecKue WUCCneno-
BaHMS elle He 3aBeplueHbl. Hanpumep, neyenue
roNOBHOM 60/, KOTOPAs MOXET YKa3blBaTb Ha BHY-
TPUYEPENHOe KPOBOM3NMAHME, LOMKHO HauaThbCs
[0 3aBepuuenus KT.

3aMeHa HegocTatoLero hakTopa Aensercs nep-
BOCTENeHHOM 3aayeii. [pu remodmunum A ypoBeHb
daxtopa VIII nomxeH BbITb NOAHST NPUMEPHO:

=0 30% OT HOpMbl ANS MpenoTBpaLLEeHus

KpOBOTEYEHUS NOCie yaaneHus 3yba wim Bo

M3bexaHMe HAUMHAWEroCs CYCTaBHOMO Kpo-

BOTEYEHMUS;

=0 50% OT HOpMbI, eCu TSXenoe CycTaBHoe
WM BHYTPUMBILIEYHOE KPOBOTEUEHME YXe OYe-
BUIHO;

= 10 100% oT HopMbl Nepef cepbe3HbIM XUpyp-

TMYECKUM BMELLATENbCTBOM WM C/IU 3TO BHY-

TPUYEpEnHOe, BHYTPUCEPAEYHOE WU Apyroe

YrPOXaloLLee ANs KU3HU KPOBOTEUEHHE.

MHorokpaTHble BAuMBaHWA B pasmepe 50%
OT M3HAYaNbHO PACCUYMTAHHON HAYanbHOM 103bl
Cnefyet fienatb kaxaple 8-12 vacos, uTobbl Co-
XpaHUTb MWUHMMAnbHbIA ypoBeHb Bbile 50% B
Teyenne 7-10 AHeit nocne cepbe3Hoi onepauum
WM OMACcHOTO 1St XXWU3HW KpoBoTeYeHus. Kaxaas
envHnua/kr daktopa VIl noBbiwaet yposeHb hak-
Topa VIII npumepHo Ha 2%. Takum 0bpazom, ans
nosblwenust yposHs ot 0 fo 50% notpebyerca
0K00 25 eanHuL/Kr.

®aktop VIII npeacrasnseT coboit 0UMLLLEHHDIN
koHueHTpat dakTop VIII, nonyyeHHbIi OT HeCckonb-
kux ZoHopoB. OH NOABEpraeTcs NMpOTMBOBMPYC-
Hoii 00paboTke, HO 3Ta 06paboTka He MOXeT
MONHOCTBI0 UCKMKOYMTL MApBOBUPYC WM TenaTuT
A. PexoMbuHaHTHbIN GakTop VIII He copepxuT BU-
PYCOB ¥ 06bIYHO MPeanoYTUTENbHEE, ECIU TONBKO
MaLMeHTbl yKe He SBASoTCS HocuTensmu BUY uam
upyca renatuta B uam C.

Mpu remodunum B daktop IX MoxeT BBOAUTL-
(S KaK OYMLLEHHbIM, NPOLEWHiA aHTUBUPYCHYIO
006paboTKy MM PEKOMOWHAHTHBIA MPORYKT Kax-
Able 24 vaca. MokasaTenu ypoBHel KoppeKuum
ko3QduLMeHTa Takue Xe, Kak U npu reModunmuu
A. OgHako Anst MOCTXKEHMS 3TUX YpOBHE A03a
LOMmkHa ObiTb Bbile, YeM npu reModuaum A, no-
ckonbky dakTop IX MeHbue, yeM daktop VI, v 8
otanyme ot VIl umeeT WMpokoe BHecocyaucroe
pacnpeneneHue.

(Bexe3aMOpoXeHHas nnasma copepxut hak-
Topbl VIII v IX. OnHako noka nnasmadepes He 6by-
[eT CAEeNaH, Kak Npasuio, NaUMeHTaM C TAXeNOi
Gopmoit remodunuu g yBenuueHus Gaktopa
VIl vnm IX 0 ypoBHE#, Ha KOTOPbIX BO3MOXHO
M3bexaTb M MPOKOHTPONMPOBAT KPOBOTEYEHME,
LENbHYI NNIa3My He Ha3HavatoT. TakuM 06pa3oM,
(BEXE3aMOPOXEHHYI M1a3My MOXHO MCMONb30-
BaTb TOMbKO B Clyyae HeobXoaMMOCTH MpoBese-
Hs BbICTPOA 3aMECTUTENbHO Tepanuu Npu He-
LOCTYMHOCTU KOHLEHTPaTa HaKTopa MM Hanuums
y NauMeHTa Koarynonatuu, Kotopas elwe He onpe-
[LeNIEHa TOUHO.

bonbHbIM reModunuei, y KOTOpbIX BblpaboTancs
uHrubatop k daktopy VI, nyyiwe Bcero npumeHsTh
B JIEYEHUM MHOTOKPATHbIE BbICOKME [103bl PEKOM-
6GuHaHTHOro (aktopa Vlla (Hanpumep, 90ur/kr).

[lononHuTensHas Tepanus MOXET BKMYATb
LECMONpPeccuH  unu - aHTuubpuHonuTMYeCKMe
npenapatbl. Kak onucaHo ans 6onesnu Bunne-
OpaHia, LeCMONpPeccuH MOXET BPEMEHHO Mo-
BbilwaTh ypoBeHb GakTopa VII. Mepen ucnonb-
30BaHMEM [eCMOMNpPeCCMHa B TepaneBTUYECKMX
Lensx peakuus BOMbHOTO Ha npenapar AOMKHA
6bITb NpoBepeHa. Ero ucnonb3osaxue nocne He-
60NbLION TPABMbI MM NEPES, CTOMATONOMMYECKON
XMPYPrUYeCKoil onepaumeit MoXeT 3aMeHUTb 3a-
MECTUTENbHYK Tepanuio. [lecMonpeccuH Moxet
MPUMEHATLCA TONBKO ANS BONbHBIX C NErkoi Gop-
Moit remotunum A (6asncHbiit ypoBeHb GakTopa
VIl =5%), y koTopbIX HabNt0AAETCS NOAOKUTENb-
Has peakuus Ha Tepanvio.

AntnubpuHonuTMueckuid  npenapat  (e-a-
MUHOKaNpoHOBas Kucnota 2,5-4 r geaxabl B
Heden uau TpaHekcamosas kucnota 1,0-1,5 r
TPUXABl WMAM [BAXAbl B HEEN) MpUMEHSeTCs
ANS NPefOTBPALLEHNA MO3LHUX KPOBOTEYEHHMIA
nocie yaanexus 3y6os unu Apyrux TpasM Cu-
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3UCTOI 0607104KM POTOFNOTKM (HaNPUMeP, pBaHas
paHa $3blKa).

KOATYJIALUOHHbIE
HAPYWEHWA, BbI3BAHHDIE
LUPKYIUPYIOWLUMU
AHTUKOATYNIAHTAMMU

Linpkynupytolime aHTMKOAryNsHTbI NpeacTaBns-
toT c06OW ayToaHTUTENa, KOTOPbIE B eCTECTBEHHOM
cpefie Hetpanu3yloT cneunduyeckue daktopel
CBEPTbIBAHMS KPOBM (Hanpumep, aHTuTena K dak-
Topy VIII unun dakTopy V) uam 3amennstor npore-
MHCBS3aHHble  QochonmMmmMabl B MCKYCCTBEHHBIX
ycnosusix. MHOra mo3mHuii MR ayToaHTWTEN B
€CTECTBEHHbIX YC/IOBMAX, CBA3bIBAS NPOTPOMOUH,
BbI3bIBAET KPOBOTEYEHME.

Y 60NIbHbIX C CUNbHBIM KPOBOTEYEHUEM B CO-
yeTaHuu ¢ anutensHoim AYTB wam MB, koTopoe
He NpUXOMT B HOPMY NpM MOBTOPALIEMCS
NpOoBEeLEH!M TECTA HA CMECU HOPMAJIbHOW NNa3-
Mbl M nna3Mmbl 60NbHOTO B COOTHOWeHMM 1:1,
CnlenyeT no03peBaTh LMPKYIUPYIOLLME aHTHKO-
arynsHTbl

AntndocdonunuaHbie aHTUTENa 00bIYHO Bbi3bl-
BaloT TPOMOO3bl. B HEKOTOPbIX Cyyasx aHTUTENA
CBS3bIBAOTCA C MPOTPOMOUHOBO-DOCHONMUMMAHBIM
KOMMIEKCOM M BbI3bIBAKOT MMMONPOTPOMOUHEMMIO
1 KPOBOTEYEHHME.

AHTUKOATYNIAHTbI ®AKTOPA VIII

W3oantntena k daktopy VI passusatotcs
npumepHo y 15-35% 6onbHbix ¢ Txenoi Gop-
MOW reMoGunumM A Kak OCNOXHEHWE Nocne MHo-
FOKPATHOTO BO3ENACTBUA HOPMAJbHBIMU MOJIEKY-
namu VIII bakTopa npyu 3aMecTUTENbHOM Tepanuy.
Antutena k dakTopy VI MoryT MHoraa Bo3HuKaTb
y DONbHBIX, HE MMetwWnX reModuanumM, Hanpu-
Mep Y KEHIWWH Nocne poAoB Kak MpOSABNEHUS
CUCTEMHOTO ayTOUMMYHHOTO 3aboneBaHus, npu
TPAH3WTOPHOM HapyLIEHUU MMMYHHOW peryns-
LM, Y NOXMNbIX BObHBIX NPU OTCYTCTBUM APYIUX
3a00neBaHuit. Y B0MbHbIX C aHTMKOAryNSHTaMMU
GakTopa VIII MoryT passuBaTbCs OnacHble ang
KM3HW KPOBOTEYEHMS.

Mna3ma, copepxalas aHtutena dakropa Vi,
xapakTtepu3yeTcs anutenbHeiM AYTB, koTopoe
He KopperupyeTcs npu L06aBAEHUN HOpMab-

HOM MnasMbl AM OPYrUX MUCTOYHMKOB dakTopa
VIII B cooTHowenun 1:1 k nna3me 60nbHOrO.
AHanu3 npoBoaMTCS Cpa3y nocie TecTa CMelle-
HWSA M MO MPOLECTBUN MHKYOALMOHHOTO nepu-
ofa.

Tepanust ¢ umknodochaMuIoM u KopTUKoCTe-
pOMIaMU MOXET MOAABAATb MPOM3BOACTBO ayToO-
aHTUTEN Y NaUMeHTOB Be3 reModUAK. Y XeHWWH
B MOCTEPOIOBOM MeEpUOLE ayToaHTUTeNna Moryt
MCYE3HYTb CMOHTAHHO. YNpaBieHue oCTpoid Kpo-
BOMoTepen y BONbHbIX reMODUAKEN, y KOTOPbIX
MPUCYTCTBYIOT M30AHTUTENA W ayToaHTUTENa (ak-
Topa VI, Beaetcs npu nomolw peKoMOUHaHTHOrO
Gaktopa Vlla.

PEAKWUE HACEQCTBEHHbBIE
KOATYNALUWOHHDIE
HAPYWEHUA

bonbLWIKMHCTBO HAaCNeACTBEHHBIX HApYLIEHWI
CBEpPTbIBAEMOCTM KPOBHW, KpoMe reModunuu,
npeacTaBnsioT 060 peakue ayTOCOMHO-pe-
LIeCCMBHbIE PACCTPOMCTBA, KOTOPbIE Bbi3biBAOT
3a060/1eBaHME TOMBKO Y TOMO3MIOTHBIX N0fEN
(tabn. 146-1). Hepocratok daktopa X! sgns-
€TCA PEelKUM CPey HaceNeHus B LENOM, HO
pacnpoCTpaHeHHbIM Y MOTOMKOB €BPOMNEeHCKMX
eBpeeB allKeHasu (BCTPEYaeMOoCTb 3TOM0 reHa
npumepHo o1 5 go 9%). KposoTeyenne 06bl4HO
HaUMHAETCA MOC/e Cepbe3HbIX MOBPEXAEHUH,
B T.Y. TPaBM MNW onepauuii, y nioaei, kotopble
TOMO3MIOTHbI UM YbM TETEPO3UTOThI COeaNHE-
Hbl.

Huskoe cofepxaHue y-aHTUNNAa3MMHA (0T
1 po 3% OT HOpMbI), OCHOBHOrO (u3monoru-
YecKoro MHrMoMTopa MAasMMHa, TakKe MOXET
MpUBECTM K KPOBOTEYEHMIO. [MarHo3 OCHOBaH
Ha NpOBEIEHWM CneuuanbHbiX MCCNeN0BaHU
07-aHTUNNA3MMHA.INCUAOH-aMUHOKANPOHOBAS
KMCIOTa W TpaHeKCcamMoBas KMCNOTa MCMONb3y-
H0TCA NS KOHTPONS UM NpOdUNAKTUKM OCTPbIX
KPOBOTEUEHWH Y TOMO3MIOT. Y reTepo3nroTHBbIX
NoAen ¢ ypoBHeM 0 -aHTunnasmuHa ot 40 no
60% wHOraa BO3HMKAET KpOBOTEYEHME BCIed-
CTBME XMPYPrMYECKOTO BMELATeNbCTBA MpH
3KCTEHCMBHOM BTOPUYHOM (ubPUHONM3E (Ha-
npumep, y 60/IbHbIX, Y KOTOPbIX Bblfla OTKPbITas
NpOCTaTIKTOMMS).
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TABJ1. 146-1. PE3YNIbTATbI NABOPATOPHbIX CKPUHUHT TECTOB MPU HACAEACTBEHHbIX
HAPYWEHUAX B CBEPTbIBAHUW KPOBH

PE3YNbTATbI CKPUHUHI-TECTA

AYTB yBennyeHo
B B Hopme

AYTB yBenuuero
B 8 Hopme

AYTB yBenuyeHo
B 8 Hopme

AYTB B Hopme
MB yBenuyeHo

AYTB yBenuyeHo
MB yBennyeHo

Mpvu apnbpuHoreHemmum
(GubpuHoreH Metee 10 mr/on)
otcytcTBie TpoMO006Pa30BaHMS
npu AYTB v 1B, Tk. koHeyHas
TOYKa annapara He 3aaaHa

Mpu runodubpuHoreHemun
(Gubputorex 70-100 mr/mn),
AYTB 1 1B £0BONbHO YacTo yBe-
JIMYeHbI HA HECKOMbKO CEKYHIL U
Jlonroe TPOMOMHOBOE BpeMs

MB u AYTB yBennyeHbl
TpoM61HOBOE BpEMS yBENMYEHO

AYTB 8 HopMe

1B B Hopme

TpombuHOBOE BpeMms B HopMe
OunbpuHoNM3 B 5 M MOUEBHHDI

AYTB 1 1B B Hopme
YckopeHue GubpuHonmsa B 5 M
MOYEBUHbI UK PU3pacTBOpe

“Pe3ynbratel 1B otBeyator MHO.

DEQEKT

akrop XII,
BbICOKOMO-
NeKyNApHbIiA
KMHWHOTEH Wi
npeKanuKpenH

OakTop XI

akrop VIl
um IX

Makrop VII

®aktop X,V unu
NPOTPOMOUH

OubpuHoren

[lnchubputore-
Hemus

Oakrop XIII

HexBarka a.aH-
TUNACMUHA

KOMMEHTAPUU

J1abopaTopHble TECTbl YKa3bIBAKOT HA HapyLLeHKe 6e3 KMHUYEeCKoro
KpOBOTEYEHMUS!

TPy MOMOLLYM aHanM308B HEOBXOAMMO OTANYATH BbIABNIEHHbIE ZeeKTbl OT
HexBaTku dakTopa XI, Npu KOTOPOM MOXET NPOU30TU NOCTTPaBMaTuyeckoe
WM Nep1onepaLmMoHHoe KpoBOTeYeHMe

AYTOCOMHO-peLeCcCUBHbIM TUN HACTEA0BaHUSA

YBennyeHue YactoTbl y eBpees alkeHasun

locTTpaBMaTiyeckoe Unm nepuonepaLmMoHHoe KpoBOTEYeHKe
[luarHocTupyetcs ¢ npuMeHeHueM cneLyanbHbIX aHanu3os

Mpv kpoBoTeyeHum: 5-20 Mn/Kr/AeHb CBEXE3aMOPOXEHHOI NNa3Mbl ans
TOr0, 4T06bI NOAAEPXATH ypoBeHb GakTopa XI Bbiwe 30%

Henocratok daktopa VIII (remodunus A)

Henocratok akTopa IX (reModunus B)

X-XpOMOCOMHast nepeaaya

Jlerkoe unu THXEN0e KPOBOTEYEHME Y MYXKUMH B 3aBUCUMOCTM OT YPOBHS
dakropa VI uam IX

AYTOCOMHO-PeLeCCHBHbI THM HACNeA0BaHMS

Penkuii cnyyait

Ecnm Habniofaetcs cunbHas HexBatka (ypoBeHb MeHee 2%), TO BO3MOXHO
CUNbHOE KPOBOTEYeHHe

Ecnm yposeHb Gonee 5%, To BeposiTHa nierkas opMa KpoBOTEYEeHHs um
€ro 0TCyTCTBME

BbiGop Tepanuu: pekoMOuHaHTHbIA dakTop Vila

AyTOCOMHO-peLeCcCUBHbIM TUN HACTef0BaHMSA

Penkuit cnyyaii

KpoBoteueHue oT nerkoi Ao Txenoi Gopmbl

[lnarHocTvpyetca ¢ npuMeHeH1eM cneupanbHbiX aHanu3os

Ipy KpoBOTEYEHIM U3-33 HexBaTKK (akTopa X UK NPOTPOMBMHA: CBEXE3a-
MOPOXEHHas nna3Ma UK KOHLEHTpaT I'IpOTpOMﬁVIHOBOFO Komniekca

[lnsi neyerus HexsaTku GakTopa V: CBEXE3aMOPOXEHHas Nna3Ma ¢ unu 6e3
KOHLieHTpaTa TPOMBOLUTOB (815 0becneyerns TpoMboLuTapHoro daktopa

Tsxenoe KpoBoTeueHue npu ahubpUHoreHeMUM (TOMO3UTOTHOE COCTOSHME)
lMocTTpaBMaTiyecKoe UM nepuonepaLmMoHHoe KpoBOTeYeHMe Npu runopu-
OpUHOreHEMMH (reTepo3MroTHOE COCTOSHME)

[ing neyerus: kpuonpeuunutatsl (5-10 nakeTos, B kaXAOM NPUMEPHO NO
250 Mr GubpuHoreHOB)

Pa3nuuHble NposBfieHws (OTCYTCTBIUE UM TONbKO Nerkas opMa KpoBoT-
€4eHIs, OCTTPABMATUYECKOE WU NIEPUONEPaLIMOHHOE KPOBOTEYEHHE,
TeH/eHUVS K 06pa30BaHHio TPOMGO030B, PaCXOXEHME KpaeB paHbi)
YpoBeHb GuBpuHOreHa HU3KUiM Ny aHau3e KoarympyloLLen akTMBHOCTH,
HO HOPMalbHbIM MPU UMMYHONIOTUYECKOM aHanu3e

AyTOCOMHO-PeLiecCcHBHbIA TUN HACe0BaHUS

Penkuit cnyyait

lnoxoe 3axvBneHue paH

BblKuabiLL Y XeHwuH

Taxenble KpoBOTEYEHHs NpH ypOBHE MeHee 1%

[lns neyenna: cexe3amopoxeHHas nnasma (1-2 eaunmupl 4-6 Hepens bynet
3tdexTnBHO, Nockonbky nepuos nonypacnada dakropa XIll okono 10 aHeid)

TAKENbIE KPOBOTEYEHHS B FOMO3UIOTHOM COCTOSHMM

MOCTTPaBMATUYECKOE AW NEPUONEPaLIMOHHOE KPOBOTEYEHME B TeTepo3u-
TOTHOM COCTOSIHUMN

[lng noaTBEPXKEHUS AMarHo3a HeobXoaUMO NPOBEAEHUE CNELMaNbHbIX
aHanu308
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KpoBoteuenus,
BbI3BaHHbIE NOBpexAe-
HUEM KPOBEHOCHBIX
cocynoB (BasonaTim)

KpoBoTeueHne MOXET BO3HMKATL M3-33 aHOMa-
Mid B TPOMOOLMTAX, KOAryNSUMOHHBIX (akTopax
WM KPOBEHOCHBIX cocynax. COCYAMCTbIE HapyLIeHWs
(BEPTbIBAEMOCTM KPOBM BO3HMKAIOT M3-33 MOBPEX-
JLeHW KPOBEHOCHBIX COCYAOB M 0BbIYHO COMPOBO-
KOAIOTCS NETEXUSIMM, NYPNYPOIA U CUHSIKAMK, HO, 33
WUCKNIYEHNEM CTTy4aeB HACTeACTBEHHON reMoppa-
TMYECKOM TENEeaHrnaKTasuu, OHW PELKO MPUBOAAT
K Cepbe3HbIM kpoBornoTepsaM. KpoBoTeueHne MoxeT
BO3HWKHYTb 13-33 HEZOCTATKA COCYAMCTOTO U Nnepu-
BACKYNISPHOIO KO//IAreHa B Cy4ae CUHApOMA dnep-
ca-[lannoca v npu Apyrux peaKkux HaCeaCTBEeHHbIX
3360/1EBaHMSX COEAMHUTENbHON TKAHW (HanpuMep,
3INACTUYECKas MCEBLOKCAHTOMA, HECOBEPLIEHHbIN
octeoreHes, cuHapoM Mapdana). KposousnmusHue
MOXET ObiTb XapaKTepHO# OCOBEHHOCTBIO LMHTH
umv nypnypbl LLeHnelina - leroxa (aHadmnaktoma-
Hast Myprypa Um annepruyeckuii BaCkynuT, pacnpo-
CTpaHeHHblit y neteld). Mokasateny TecTos Ha remoc-
Ta3 NpU COCYAUCTbIX HAPYLIEHMSX CBEPTbIBAEMOCTH
KpOBM 0BbIYHO HAXOAATCA B Npefenax Hopmbl. s
BONbLIMHCTBA CTy4aeB AMArHOCTMKA 3aboneBaHuit
YCTaHaBAMBAETCS HA OCHOBAHUM KIMHUYECKUX NpK-
3HaKOB, OZHAKO B HEKOTOPbIX Clyyasx Tpebyetca
MpOoBedeHMe CreuManbHbIX UCCeL0BAHMA.

AYTOIPUTPOLLIUTAPHAA
CEHCMBUNU3ALUG (CUHAPOM
FTAPAHEPA-AAUMOHLA)

AyTo3putpoumTapHas ceHcubunM3auMss - 370 peaKoe
3a6oneBaHue, KOTOPbIM GONEIOT TONLKO KEHWMHbI. [ns
HEero XapaKTepHbl NoKabHble 607U U oGxuratowme 6o-
Ne3HeHHble KPOBOM3NUSHMA (3KXMMO3bl), BO3HMKalOLME
NpenMyLLecTBeHHO Ha KOHEYHOCTAX.

AyTo3puTpOULMTapHas CeHCMOMAM3aLMS 06bIYHO
BO3HMKAET y 6esbIX KEHLMH B COCTOSSHUM IMOLMO-

HA/bHOTO CTPeCca WM CTPAAAIOLLMX OT CONYTCTBY-
HOLLMX NCUXO-HEBPOTMYECKMX PACcCTpOiicTB. Moss-
NIeHVe 3KXMMO30B CONPOBOXIAETCS OCTPOWA BONbIO
W BO3HMKAET HEOXWAAHHO 6e3 MpUYMH UM nocne
TPaBMbl MMM XMPYPTMYECKOr0 BMELATeNbCTBa.
KpoBow3nusHue MOXET NOABUTBCA HA PaA3NMYHbIX
yyacTkax Tena obblYHO B Tex MecTax, e paHee
6Gbina TpasMa. MokasaTenu aHanM3oB Koarynsuu-
OHHOW CUCTEMBI B HOPME.

Y EHLUMH C ayTOIPUTPOLIMTAPHON CeHCHBMK-
3aumeit BHYTPUKOXHbIe MHbekumuu 0,1 mn ayTono-
TUYHBIX 3PUTPOLMTOB MK MX obonoyek (CTpPOMbI)
BbI3bIBAOT OONb, OTEK MAW YMNOTHEHUE B MeCTe
UHBEKLMM. ITO YKa3bIBAET Ha TO, YTO MPOHUKHOBE-
HMe 3PUTPOLMTOB B TKAHM CBSI3aHO C NaTOreHe30M
nypnypbl. Y HONbWKHCTBA NALMEHTOB Takke Mpo-
SBNAIOTCH COMYTCTBYHOLUME OCTPbIE NCUXOHEBPOTH-
yeckue cumnTombl. McuxoreHHble hakTopbl, Takue
KaK CaMOMHZYUMPOBAHHAs Nnypnypa, no-BUAMMO-
My, CBS3aHbl C MaTOTEHe30M CUHLPOMA Y HeKOTo-
PbIX NALWEHTOB.

[larHocTKa OCHOBBIBAETCA HA CPaBHUTENb-
HOM UCCTIeZl0BaHUM MeCTa BHYTPUKOXHOM MHbEK-
LMW ayTONOTMYHBIX IPUTPOLLUTOB U MECTa ApYroi
uHbeKLMK (6e3 3puTpounTo) ot 24 no 48 vacos
nocnie ee BBeaeHus. Pacyechl, KOTOPbIe MOryT OC-
NOXHUTb MHTEPPETALMIO Pe3YNIbTATOB TECTA, MOX-
HO NpeaoTBPATUTb, BbIOPAB TPYAHOLOCTYMHbIE ANA
nauueHTa MecTa Ans MHbEKLIMIA.

JleyeHneM fBNAETCS TepaneBTUYECKOE U MCKU-
XMaTPUYECKOe BMELLATENbCTBO.

AUCNPOTEUHEMMUSA, BbI3bIBAIO-
WAQ COCYAUCTYIO NYPNYPY

LiupKynsiuus aHoManbHbIX NPOTEUHOB B KPOBH, 06bIYHO B
thopMe MMMYHOTI06YNMHOB, MOXKET YBENUUUTb XPYNKOCTb
COCY/AL0B ¥ NPUBECTH K NOSIB/IEHHIO MYPNYPbI.

Amunonpos  COMpoBOXIAETCS  OTNOXEHUEM
aMUIOMAA B COCYAAX, B KOXE M MOAKOXHbIX Tka-
HSIX, YTO MOXET YBEMUUTb XPYNKOCTb COCYAOB,
BbI3bIBAst PV 3TOM Mypriypy. Y HEKOTOPbIX Mauu-
€HTOB KOArynsUMOHHbIA (GakTop X nornowaercs
aMUNOMAOM MOCPEACTBOM  afcopbaunu  (anco-
pbupyeTCs) M ero ypoBeHb B KPOBM CTAHOBMTCS
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HEL0CTATOYHbIM, HO 3T HE0CTATOYHOCTb 06bIYHO
He SIBNSIETCS MPUYMHON KPOBOTEYEHHS. BaxHbIM
KIMHUYECKAM MPU3HAKOM aMMIOMZ03a ABNSETCA
nepuopbuTanbHas nyprypa Uy nyprypHas Chirb,
KoTOpas pa3BWBAeTC Y HeTpoMOOLMTONEHMYe-
CKMX MAUMEHTOB NOCAE MATKOrO MOMAXMBAHUA
Koxu. Y OONMbWMHCTBA NAUMEHTOB B CbIBOPOTKE
HabNtOZAETCS NOBbILEHHBIN YpPOBEHb CBOBOAHBIX
nerkux Lenei MMMyHOrNobynMHOB. [lMarHocTuka
MPOBOAMTCS MPY MOMOLLM BUONCUM TKaHU (Hanpu-
Mep, NPy ABYNyYenpenoMneHuu 1 OKpaLIMBaHUM
KMPOBOW TKAHW KOHTO KPAcHbIM).

KpuornobynuHemms  conpoBOXAAeTC  Bbl-
paboTkoli MMMyHOrMOGYIMHOB, KOTOpble npe-
UMMUTUPYIOT, KOTZA Mna3Ma OXNaX[4aetcs npu
MpOTEKaHUM Yepe3 KOXY W MOAKOXHbIE TKaHM
KOHeYHoCTeil. MOHOK/OHaNbHbIE  MMMYHOMNOBY-
MHbI, 06Pa30BaBLIMECS NPU MAKPOTNIOBYIMHEMUM
BanbzeHcTpeMa unu npu MHOXECTBEHHO! Mueno-
Me, MHOTa BeZyT cebst kak KpUornobynuHbI, Takxe
cebs BenyT IgM-1gG MMMyHHbIE KOMMNEKChI, BO3-
HUKAIOLME NPU HEKOTOPBIX XPOHUYECKUX UH(eK-
UMOHHbIX 3360/1€BaHNSX, YTO Haubonee TUMUYHO
npu renatute C. KpuornobynnHeMus MoXeT Takxe
MPUBECTY K BOCTIANEHMIO MEIKMX COCYLOB, KOTO-
poe COMpOBOXAAETCA Nypnypoit. KpuornobynuHl
MOXHO [MarHOCTMPOBaTb Npu NMpoBeAeHUH Nnabo-
PAaTOPHbIX aHANM30B KPOBM.

lMneprammarnobynmHeMuyeckas nypnypa
npesCcTaBnsieT coboit BACKYUTHYIO Mypnypy, KOTo-
pasi Npexze BCEro MOPAXaET XeHWWH. Mepuoau-
YECKM BO3HMKAOLLME Y4ACTKM HEOOMbLIMX Manbnu-
pyeMbIX reMopparnieckux nopaxeHuit BOHMKAOT
Ha HWKHEl YaCTW HOT. 3TM 0YarK OCTaBASIOT HeHOb-
Lune KopUyHeBble NATHA. Y B0MbLUMHCTBA NaLMEHTOB
3TV NPOSIBNEHNS COMPOBOXAAIOT OCHOBHOE MMMY-
Honornyeckoe 3aboneBaHue (HanpuMep, CMHAPOM
LllerpeHa, cucTeMHast kpacHas BOAYaHKa). AHanu3bl
YKa3bIBAKOT HA NONMKIOHANbHOE YBennueHme 1gG.

CMHApPOM NOBBILIEHHON BSA3KOCTH 06bIYHO BO3-
HUKAEeT NPy 3aMETHO MOBbILLEHHO! KOHLEHTpaLmu
B nna3me IgM 1 MOXeT Takxke Bbi3biBaTb NMypnypy
W papyrve QOpPMbl aHOMANbHOTO KPOBOTEYEHHUS
(Hanpumep, 06unbHOE HOCOBOE) Y MALMEHTOB C
MakpornobynuHemuen BanbaeHcTpeMa. 3aMeTHoe
yBeNWYeHe Apyrux UMMyHOrNo6YIMHOB (0CobeH-
Ho |gA 1 IgG3) MoXeT Takxe ObITb CBA3AHO C CUH-
LPOMOM NOBbILIEHHOM BS3KOCTH.

HACJNIEACTBEHHAA TEMOPPA-
FTMYECKAA TENEAHTUIKTA3UA

(6onesHb PaHato - Ocnepa - Bebepa)

HacnepcrsenHas reMopparuyeckas TeneaHruaKTasua fB-
NIRETCA HACNeACTBEHHBIM 3360N1€BaHUEM (OCYAHCTOﬁ Majlb-
¢opMauuu, nepeaaBaeMbIM Kak ay'rocomo-nomuuau‘rublﬁ
NpU3HaK. Hopamaer OHO KaK MY>YMH, TaK U KEHLLUH.

bonee yem y 80% naumeHTOB NpPOMCXOUT My-
Taums rexa sHgornvHa (ENG), katopblit kopmpyet
peuenTop TpaHcdopmupytowero (aktopa pocta
beta-1 (TGF-B1) u TGF-B3 nnmn rena MADHA4, ko-
Topbii koaupyeT SMAD4, akTuBHbIN Benok B cur-
HanbHoM nytv TGF-P.

CMMNTOMDI M NPU3HAKK

Haunbonee xapakTepHbIM1 NpU3HaKaMu SBASIOTCS
Hebonblume KpacHO-GMONETOBbIE TeNeaHrMaKTaTH-
Yeckue ovarv Ha uue, rybax, poToBOM W HOCOBOVA
Cm3MCToR 060NM10YKaX, Ha KOHYMKAX MANbLLEB PYK U
Hor. Moxoxue NOBPEXAEHUs MOTYT NpUCYTCTBOBATb
M Ha CM3KCTON 000M0UKE KeNYA0YHO-KMILIEYHOTO
TPaKTa W Bbi3bIBaTb eNYA04HO-KMLIEYHOE KPOBO-
TeyeHue. Y MauMeHToB Nepuoamyeckn OTMEYaroTCs
06MnbHbIE HOCOBbIE KPOBOTEYEHMS. Y HEKOTOPbIX
MaLMEHTOB BO3HWKAIOT IErOYHbIE apTEPUOBEHO3HbIE
CBMLLM. 3TV CBULLM MOTYT NPMBECTU K CYILECTBEHHO-
My cbpocy KpoBM CMpaBa HaneBo, KoTopble MOryT
MPMBECT K OfIbILLIKE, YCTaNOCTH, LMAHO3Y UK NOM-
UuMTEMUN. TeM He MeHee NepBbIM MPU3HAKOM WX NpH-
CYTCTBUS MOXET ObITb abCLLECC MO3ra, TDAH3UTOPHbIE
MLEMUYECKME aTaKU WM UHCYALT B pe3ynbrate MH-
OUUMPOBAHHBIX MM HEMHDULIMPOBAHHBIX 3MBONIOB.
LlepebpanbHble uan CMMHHOMO3rOBbIE apTepuoBe-
HO3Hble ManbGOpMaLMM BO3HWKAIOT B HEKOTOPbIX
CeMbSIX M MOMYT Bbi3blBaTb CybapaxHouaanbHoe
KpOBOM3MSHKWE, CYAOPOrM MW napannervu. Meve-
HOYHblE apTepMOBEHO3HblE MarnbhopMauyuu MoryT
MPMBECTM K NEYEHOUHOM HeOCTAaTOYHOCTY U K TshKe-
IOV CepAeYHON He0CTaTOYHOCTH.

JuarHocTuka
= KnuHnueckue nccnenoBaqms.
= MHOrZa 3HA0CKONMS UK aHrmorpadus.
= VIHOT @ FeHeTUYEeCKME TECTbI.
[larHo3 oCHOBbIBAETCS Ha OOHAPYXEHUM Xa-
PAKTEPHbIX aPTEPUOBEHO3HbIX MOPOKOB Ha JULLE, B
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MoOCTU pTa M HOCA. B HEKOTOPBIX ClTyyasx Heobxo-
AMMO NIPOBELieHMe IHLOCKONMM UK aHrvorpadmu.
Pe3ynbraThl 1abopaTOPHbIX MCCIELOBAHWIA, KaK Npa-
BUIO, B HOPME, 33 UCKIIOYEHUEM BbISBNIEHMS Xene-
300ePUUMTHON aHEMMM Y BONBLUMHCTBA NMALMEHTOB.

Tectbl Ha MyTaumn ENG u SMAD4 moryT 6biTb
none3Hbl B C1y4ae NaLUMEHTOB C aTUNUYHbIMM MpPH-
3HaKaMM MW YNEHOB CEMbM, Y KOTOPbIX CUMMTOMBI
MoKa He NpPOSBUIUC.

CKpuHMHT. ECM B ceMbe bbian Ciyyan neroy-
HbIX, MEYEHOUHBIX MIW LepebpanbHbIX apTepu-
0BEHO3HbIX ManbhopMaLuii, T0 peKoMeHAyeTcs
CKPUHWHT B NEPUOZL MOMOBOTO CO3peBaHMs U B
KOHLIe MOApPOCTKOBOTO BO3pacTa C sierouHoi KT,
neyeHouHas KT u MPT ronoBHoro Mo3ra.

Jleuenune

= MHorma nasepHas abnauus, xupypriyeckas pe-
3eKUMS UM SMOONM3ALMS CUMITOMATMYECKMX
apTEPMOBEHO3HbIX MaNbOOpMaLIuii.

= BcnomoratenbHas Tepanus Xenesom.

= [lepennBaHus KpoBM.

= MHOra npuMeHeHne aHTMUBPUHONMUTUYECKMX
npenapatoB  (HanpuMep, aMUHOKaNpoOHOBas

KMCNOTa, TPAHEKCAMOBAs KUCIOTa).

Jleyenne ons OONbIIMHCTBA MALMEHTOB ABNA-
eTCA NOAAEPXKMBAIOLLMM, HO [AOCTYMHbIE TeNeaH-
TM3KTA3WK (HanpuMep, B HOCY WM KeNyL04YHO-KH-
WEYHOM TpaKTe C NOMOLLBI0 3HAOCKOMMUM) MOXHO
BbIEYMTb MPW MOMOLLM Na3epHOii abnsumn. Ap-
TEPUOBEHO3HbIE CBUWM MOXHO JIEUUTb MYTEM
XMPYPrUYeckoit pesekumu unu ambonusaumu. Mo-
BTOPHbIE NEPEN1BaHMS KDOBM MOTYT BbITb HEOOXO-
MM, IO3TOMY BaXKHOE 3HAYEHME UMEeT UMMYHU-
33y BaKLMHOWM NpoTvB renatuta B. bonbluMHCTBO
MaLMEHTOB HY)XOAETCS B HEMPEPLIBHOM JIEYeHUH
KENEe30M, 4T06bl BOCMIONHWUT Ke/e30, NOTEPSIHHOE
Mpy MOBTOPSIHOLLMXCA KPOBOTEUEHMSX CM3UCTON;
MHOTMM MauueHTaM TpebylTca napeHTepasnbHoe
KENE30, @ MHOTAA M 3PUTPONO3THH. JleueHue npe-
napaTaMm, KOTopble NpensTcTByloT GUOpUHONM3Y,
TaKMMU KaK aMMHOKanpoHOBash KMCOTa UM Tpa-
HeKCcaMoBas KMCNOTa, MOXET ObiTb MONE3HbIM.

OCHOBHble MOMEHTbI
= Ha3anbHble 1 TeNeaHraKTa3um XenynouHo-Ku-
LIEYHOr0 TpaKTa MOTYT Bbi3blBaTb 0OW/bHbIE
BHELLHWE KPOBOTEYEHMS.

= Backynsptble Manbdopmaumu 8 LIHC, nerkux u
MeYeHn MOrYT KPOBOTOUMTb; NEYEHOYHbIE U Nle-
royHble ManbhopMaLum MOTyT Bbi3biBaTh COPOC
KpOBM.

= [IOCTyMHbIE TENEaHru3KTa3un CIM3NUCTON MO-
TyT ObiTb BblEYEHbI MPYU MOMOLLM Na3€PHO
abnauuu; 3MB0AM3aUMS WM XMpYprUdeckas
PEe3eKLMS MOTYT ObITb MONE3HBIMU NP APYTUX
BaCKy/SPHbIX ManbOopMaLuaX.

= /3-33 XpOHMYECKMX NOTEPb KPOBM MHOTMM Na-
LUMEHTaM TpebyeTcs xeneso.

MyPMNYPA CUMNANEKC

(nerkwit yumb)

Mypnypa cumnnekc npeacTaBnser coboil CHHSKM, YBENU-
YMBLLMECS M3-33 XPYNKOCTH COCYAOB.

Mypnypa cMMNAEKC WUPOKO pacnpoCcTpaHeHa.
[pUYMHBI U MEXaHMU3Mbl ee BO3HWUKHOBEHMS MOKA
Heu3BeCTHbl. [lypnypa cMnieKC MoXeT NpeacTas-
NSTb CODOV reTeporeHHy rpynny 3aboneBaHuii
MM NPOCTO BbITb BAPMAHTOM HOPMbI.

Eto 00biyHO 3a00neBatoT XeHLmHbl. CUHAKM
NosIBASIOTCS HA Beapax, Aroanuax v naevax y fio-
nei 6e3 Kakoi-1Mbo npeawwecTByroLlel TPaBMbl.
[lpyrvx aHOMaNbHbIX KPOBOTEYEHMIA NPK 3TOM HeT,
HO Nerkue yLwmbbl MOryT NPUCYTCTBOBATh Takke Uy
u4neHoB ceMby. Cepbe3HblX KpOBOTEYEHMIA He Npo-
ucxogut.  KonuyectBo TpoMBOLMTOB, pesynbTarbl
TecTa Ha TpoMboLuMTapHylo ByHKLMIO, CBEPTbIBAE-
MOCTb KPOBY 1 GMOPUHONM3 B HOPME.

MpoTMB CMHAKOB NEKApCTB HET; NalMeHTaM
[0BO/bHO YaCTO COBETYHOT M36erath Npuema acnu-
pUHA M ACMMPUHCOAEPXALMX NeKapCTB, HO HeT
[I0KA3aTeNbCTB, YTO CUHSKM CBSI3aHbl UM BO3HUKNH
13-3a NPUMEHEeHWs 3TUX NPenapaTos.

CEHUNbHAS (CTAPYECKAS)
MYyPMYPA

CeHnnbHas nypnypa Bbi3blBaeT CUHAKU U NOABAAETCA U3-
33 NOBbILEHHO XPYNKOCTU COCYAOB, BbI3BaHHOM nospe-
XOEHUEM COEAMHUTENbHON TKaHU B AepMme, BOSHUKIIMM
OT NOCTOSAHHOTO BO3AEHCTBUA CONHUA, CTapeHUsa U neKap-
CTBEHHbIX NpenapaTos.

CeHunbHast nypnypa O6bIYHO MOpAxKaeT CTa-
PbIX MIIOAEN, TK. UX KOXHble TKaHW atpodupyioT-
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(S M KPOBEHOCHbIE COCYAbl CTAaHOBATCA 6onee
XpYNKUMU. Y NaUMEHTOB pa3BMBAIOTCS CTOMKME
TEMHO-(MONETOBbIE CUHSKM, KOTOPbIE BO3HMKAIOT
B palioHe pa3rvba pyku M npeanneybs. Hoble
oyaru NosBAAOTCA 6e3 NpeawWecTBYOULEH TPABMbI
W [lepXKaTcs B TeYeHue HECKONbKMUX IHEM, a 0CTaB-
NAIOT  KOPUYHEBATbIE MOTEMHEHMS, BbI3BAHHbIE
OTNOXEHWEM TEMOCHAEPUHA. ITO MOTEMHEHHE MO-
KET AEPXKATbCS HEAeNSMM, MECALAMU UNK MOXET

CTaTb MOCTOSIHHbIM. KOXa M MOAKOXHAs OCHOBA
3aTPOHYTbIX Y4aCTKOB YACTO CTAHOBUTCS TOHKOI M
atpodupoBaHHoii. Mpenapatbl (HanpuMep, KopTu-
KOCTepouabl, BapdapuH, acupuH, KNOMMAOTpen)
MOTYT NPUBECTU K 06OCTPEHMIO CUHSIKOB. HiKakoe
NeyeHue He YCTPaHUT NopaxeHus. XoTs U Henpu-
STHOE C KOCMETMYECKOI TOUKM 3peHms, 370 3a60-
NeBaHWe He UMEeT NOCNEACTBUI ANA 300POBbS
He NPe/anosaraeT CIbHOE KPOBOTEYEHME.

€L) 3a6onesanns
cene3eHKku

Mo cBoeit CTPYKTYpe ¥ yHKLMM Cene3eHka Ha-
MOMMHAET [IBa Pa3NuuHbIX OpraHa. benas nynbna,
COCTOAWAs W3 MepuapTepuanbHbiX NMMGaTnye-
Ckux GYTNAPOB M repMUHATMBHBIX LIEHTPOB, Bbl-
MonHsAeT GYHKUMIO MMMYHHOrO opraHa. KpacHas
nyNbna, cocrosias 13 MakpodaroB M rpaHyno-
LMTOB, BbICTUNAIOWMX MPOCBET COCYAOB, SBAAETCA
opraHoM darouuTosa.

B 6enoii nynbne oCyLIECTBASIOTCA NPOAYKLMS
u co3pesaHue B- u T-numdounTos. B-numdoum-
Thl CEN€3eHKM CMHTE3MPYIOT 3allMTHbIE aHTUTEN];
MpW ONpefeNneHHbIX ayTOMMMYHHbIX 3aboneBaHm-
AX (MIMMyHHas TpOMOOLMTONEHKYECKas nypnypa
[UTM], KymbC-NO3MTMBHBIE MMMYHHbIE TEMONUTH-
YeckMe aHeMWM) TaKKe MOrYT CMHTE3MPOBATHCA
MaToNorMyeckme ayToaHTUTENa K LMPKYIUPYIOLIMM
3/1EMEHTaM KpOBH.

B kpacHoii nynibne MpOMCXOAMT YAaNeHue CTa-
PbIX UM 1edEKTHBIX PUTPOLIMTOB, MOKPLITbIX aH-
TUTENaMU BAKTEPHIA UM KNETOK KPOBY (NoCieaHee
MOXET HaboaaThCs MPY UMMYHHBIX LITOMEHUSIX,
Takux kak UTTI, Kymbc-no3uTuBHbIe reMonuTUye-
CKMe aHeMWM, HEKOTOPbIX BWAAX HEWTPOMeHWw).
KpacHas nynbna Takxe CTyXuT pe3epsyapoM ans
3/1IEMEHTOB KPOBM, 0COBEHHO NIEAKOLMTOB M TPOM-
bouuTos. B ceneseHke npomcxoaut QubTPALIMOH-
HbliA 0TOOpP 3PUTPOLIMTOB, NP KOTOPOM YAANSHOTCA
KNETKW, UMEllLMe CneLMdUYeckmue BKIKOYEHUS:
Tenbua [eliHua (npeuunuTaTbl  HepacTBOPMMO-
ro rmobuHa), Tenbla Xayanna-Xonnm (sgepHble

(parMeHTbl) 1 Lienble SApa; TakuM 06pa3oM, nocne
CMNEHIKTOMAM U TPU - DYHKLMOHANBHOM  TUNOC-
nneHusmMe B nepudepuueckoit KPOBM NOSBASKOTCA
3PUTPOLMTBI, COEPXALUME aHHbIE BKIKYeHMs. B
HOpMe KPOBETBOPEHMe B KPacHOM Mynbne npowc-
XOOMT TOMbKO B TeuyeHue 3MOPUOHANbHOMO nepu-
o0fa. OBHAKO AaHHbIA TUM KPOBETBOPEHUS MOXET
HabmoaaTbCs MpU MOpaXeHUW KOCTHOrO MO3ra
(Gubpo3 unm onyxonu), KOTOpOe CONPOBOXAAETCA
LMPKYNALMel reMOMO3TUYECKMX CTBONOBBIX KNETOK
W BOCCTAHOBNIEHMEM MOMYASILMK CTBONOBBIX KNETOK
Cene3eHKM y B3poCIOro Yenoseka (cM. . «Mueno-
Grbpo3»; «MUENoaMUCINACTUYECKHIA CURAPOMY).

CNNEHOMETANNA

CnneHoMeranus nouTH BCera SBASETCs Cies-
CTBMEM Apyrux 3abonesatuii. [lng saHHow natono-
TWM CYLLECTBYET MHOXECTBO MPUYMH U BO3MOXHBIX
cnocoboB Mx Knaccudmkaumu (tabn. 148-1). B
CTPaHax YMepeHHOro KnuMara Haubonee pacnpo-
CTPAHEHHbIMM MPUYMHAMM SBNSIOTCS

* MuenonponudepatvHble 3aboneBaHus;
* umdonponndepatuBHble 3a001eBaHMS;
+ 6one3Hu Hakonnenus (6onesHb lowe);
* 3360N1€BAHNS COBAMHUTENBHON TKAHM.

B Tponuyeckux cTpaHax Haubonee pacnpocTpa-

HEHHbIMU NPUYMHAMM SBASKOTCA
* MH(DEKUMOHHbIE 3a60neBaHMs (Manspusa, kana-
asap).

MpUYMHOI BbIDAXEHHON CMNeHOMeranum (ce-
Ne3eHKa Nanbnupyetcs Ha 8 <M Huxe pebepHol
Lyrv) yalie BCero SBSKOTCS Clefylume 3abo-
NIeBAHNS: XPOHUYECKUA NMMQONENKo3, Hexomk-
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Tnasa 148. 3abonesanus ceneseHku

T™n

3acToi KpoBm

MHGEKUMOHHblE 1
BOCNANUTENbHbIE
3abonesaxus

Muenonponudeparus-
Hble 1 umdonponnde-
patusHble 3a60nesanmsa

XpoHuyeckui remonmt

bonestu Hakonnerus

CTpYKTYpHble Hapy-
LeHUs!

TABJ. 148-1. THNUYHBIE NPUYWUHDI CNAEHOMETAUK*
NPUMEPbI

Linppo3 neyenu
BHeLwHsA KoMnpeccus v TpoMB03 NOpTanbHON M CENE3EHOYHOM BeHbI
HekoTopbie Nopoky pa3suTUs COCYAO0B NOPTaNbHOM CUCTEMbI

Octpble MHbeKLUMK (MHPEKLMOHHDIA MOHOHYKNEO3, BUPYCHBIN renaTuT, NOA0CTPbIi 6aKTepuanbHbIi
3H/I0KaPAWT, NCUTTaKO3)

XpoHuueckue uHbekLmm (MUnapHbiii Tybepkynes, Manapus, 6pyLiennes, kana-asap, cUdunc)
Capkonpo3s

BropuuHblii amunonpo3

3aboneBatus coeuHuTenbHol Tkakm (CKB, curppom Dentu)

Muenodnbpo3 ¢ MuenouaHoi MeTannasueit

Jinmdombl

Jleiiko3bl, 0C0BEHHO XPOHUYECKHIA TUMDONEKO3, 1eiAK03bI U3 KPYMHbIX FPaHYAAPHbIX IMMGOLMTOB,
XPOHMYECKMA MUEeNoneinko3

McTHHas noanumteMus

lepBuryHas TpomboumuTEMUS

AHoManum hopMbl 3pUTPOLUTOB (HACTEACTBEHHBIA CHEPOLMUTO3, HACTEACTBEHHDIN INTUNTOLUTO3)
[eMornoGuHoNaTy, B T4. TaNacCeMuM, Pa3NiuuHble BAPUAHTbI CEPMOBUAHO-KNETOUHOH aHEMMM (K NpuMe-
py, bonesHb remornobuHa S-C), BpoXKaeHHble reMONMTUYECKUE AHEMUM C TeNbLIAMM TeiHLa
IpuTpouuTapHble GepMeHTonaTMy (K npuMepy, eULUT NUPYBaTKMHA3bI)

Jinnuanble (6onesmb lowe, Humaa-Tuka, Xenaa-LLonnepa-Kpucyena, BonbMana)
Henunuanbie (6onesHb fletrepepa-Cuse)

Kuctbl cene3senku, 06b14HO 06YCN0BNEHHbIE Pa3peLLeHUeM paHee CyLLeCTBOBaBLLEH BHYTPUCENe3eHOY-
HOW reMaToMbl

*B nopsiaKe, COOTBETCTBYHOLLEM KMHUYECKOH PACNpOCTPaHEHHOCTH.

TKak npasuno, UMeeT BpOXaEHHBI XapaKTep

AnanTuposano Yunbsimc B. k. v ap.: femamonozus. Huto Mopk, MakTpoy-Xunn Byk Komnaru, 1976

KMHCKME NMMDOMBI, XPOHUYECKMIA MUENONENKO3,
UCTUHHAs MoAMUMTEMMS, Muenodubpos ¢ Mueno-
MOHOM MeTanna3nen, BONOCATOKNETOYHbIN NEHAKO3.

CnneHomeranua MOXeT COMpOBOXAATbCS LMTO-
MEHNYECKUM CUHAPOMOM (CM. I, «TUNePCNEHN3MY).

06cnepoBanue

AHaMHe3. boMbLIMHCTBO CYULECTBYHOWMX CUM-
MTOMOB SIBNSIOTCA PE3yNbTaToM OCHOBHOMO 3ab0-
NeBaHVs. TeM He MeHee CMieHOMeranus cama no
cebe MOXeT Bbi3biBaTb PaHHEe YyBCTBO HaCblLLe-
HUS NULed, 4To 00YCNIOBNEHO [aBNeHWeM YBeu-
YEHHOW Cene3eHKM Ha xenyaok. Takke BO3MOXHO
YyBCTBO MEPeNosHEHNS U HONK B IEBOM BEPXHEM
kBaapaHTe uBoTa. CunbHble 60K MOTYT BbiTb
npu3HakoM MHdapKTa ceneseHku. Peunamsupyio-
lwye MHPeKLMM, CUMNTOMbI AHEMUM UK KPOBOTE-
YEHUS CBMAETENbCTBYHOT O PA3BUTUM LIUTONEHUM U
BO3MOXHOTO TUNEPCMNEHM3MA.

DusnkanbHoe o6cnepoBanue. yscTau-
TeNbHOCTb NasbnaLuy 1 NEPKYCCUN NPU BbISBNIEHNN
YBENMYEHNUS Pa3MepoB CeNe3eHky (B COOTBETCTBUM
¢ RaHHbiMu Y3M) coctasnsie 60-70% n 60-80%
COOTBETCTBEHHO. Y XyZblX NOLEH Cene3eHKka Moxer

nanbnMpoBaTbCs B 3% cyyaes. Kpome Toro, 06pazo-
BaHMe, NanbnupyemMoe B NeBOM BEPXHEM KBaapaHTe
XMBOTA, MOXET ObiTb 06YCNOBAEHO APYrOA npuym-
HO, HE CBA33HHOM C YBE/IMYEHWEM CENE3EHKN.
MoryT HabniogathCa LOMONHUTENbHbIE CUM-
MTOMbI: LWYM TPEHWS CENe3eHKM O MapueTabHyio
OpIOLLMHY, KOTOPbIN CBUAETENbCTBYET O HANMYMM
UHDAPKTA Cene3eHkH, NUracTpanbHble U cenese-
HOYHBIE LUYMbI, XapaKTepHble ANs 3aCTOMHOI Cnne-
HoMeranuu. MNpu reHepanu30BaHHOM afeHonaTuu
MOXHO NPEeAnonarath Hanuume Muenonponudepa-
TUBHBIX, TMMDONponUdEPaTUBHBIX, MHDEKLMOH-
HbIX MM yTOUMMYHHbIX 3a601€BaHMIA.
Iuarnoctuka. [py COMHUTENbHBIX AaHHbIX Pu-
3WKaNbHOMO 06CIe0BaHNS MOXET NOTpedoBaThCA
WHCTPYMEHTANbHOE MOATBEPXKAEHUE CMNeHOMera-
v, B Takom ciyyae MetomoM Bbibopa SBASETCH
YNbTPA3BYKOBOE WCCNIEN0BAHME B CBSI3M C €ro TO4-
HOCTbIO U HU3KOW cToumocTbio. KT v MPT no3gonstot
Gonee aeTanbHO BU3yanu3npoBaTh cenesenky. MPT
0co6eHH0 3PdEKTMBHO NMpH AMArHOCTUKE TPOMGO-
33 NOPTaNbHOM MM CeNe3eHOYHOM BeHbl. BbiCoKoV
TOYHOCTBH OTAMYAETCH CLMHTUTPADKS, KOTOpas No-
3BONSIET MAEHTU(MUMPOBATb HanMuMe [06ABOUHBIX
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3N1EMEHTOB CENE3EHKM, OIHAKO 3TOT METOZ, ABNAETCS
JIOPOTUM W CTIOXKHBIM /191 BbIMONHEHMS.
Cneunduyeckme  MpUYMHBI  CIEHOMETANUY,
rpeanonaraemMble Ha 3tane KIMHW4YECkoro 06-
C1ef0BaHKs, NOMKHbI ObiTb MOATBEPXKAEHBI CO-
OTBETCTBYIOLIMMM  IMArHOCTUYECKMMM  METOAMM
(cM. B COOTBETCTBYHOWMX Pa3fienax PYKOBOACTBA).
Ecm npennonaraeMas nmpuuMHa OTCYTCTBYET, B
nepBylo 0Yepefib HEOOXOANUMO UCKNIOYMTb CKPbITO
npoTekatolme MHOEKLMM, NOCKONbKY paHHEe Ha-
4ano NEYEHNs BIMSET Ha MUCXO4 MHDEKLMOHHOTO
3aboneBaHna B HOMbLIEH CTEMEHM, YEM HA MCXOf,
[pyrix 3aboneBaHui, acCoUMMPOBaHHbIX CO Crile-
HoMeranmeii. B 30Hax wwpokoro reorpaduyeckoro
pPaCcMpOCTpaHeHus MHAEKLMM UM NPU HANKUUK Y
nauyeHTa npu3Hakos 3aboneBanus 06CienoBaHMe
JOMXHO NPOBOAMTLCS 0COBEHHO TwaTtenbHo. Heob-
XOIMMO BbINOMHUTL OBWIMIA aHANM3 KPOBM, NOCEB
KPOBM Ha CTEPUIbHOCTb, UCCNEN0BAHME KOCTHOMO
Mo3ra. ECM knuHMyeckue npusHaky 3abonesa-
HUS (KpOMe CMMMTOMOB, HanpaMYyI0 CBS3aHHbIX CO
cnneHomeranve) u (Gaktopbl pucka uHGbeEKUMK
OTCYTCTBYHOT, PEKOMEHIALIMM B OTHOLLEHUM CTIEKTPA
MPOBOAMMbIX UCCNENOBAHMUIA ABAAIOTCS CMIOPHBIMM.
BeposTHO, OHM [OMKHBI BKNIOYATh OBWMIA aHaM3
KpOBM, Ma3oK nepudepuyeckoit KpoBM, OLEHKY
(YHKUMOHAbHBIX NeYeHoYHbIX Npob, KT bptoluHoi
nonocti. Mpu nofo3peHum Ha iuMdoMy NpoBoAuT-
st GnoyuutoMeTpus nepudepuyeckoii KpoBu.
Cneupnduyeckue U3MEHeHMs B aHanM3ax nepu-
depuryeckoi KpoBM MOTYT YKa3blBaTb Ha OCHOBHOE
3abonesaHue (Menkue MMMQOUMTHI MPU XPOHH-
yeckoM nMMAONENKo3e, KpynHble TpaHynspHble
numbounTbl Npy T-KNETOUHOM TPaHYNAPHONA UM-
doumrapHoit runepnnasuu (TI71) uam T-knetouHoM
Neiiko3e; neikouuTo3 ¢ npeobnagaHueM Hespe-
nbix GopM npu Apyrux neiiko3ax). MosbiweHHoe
KonmuectBo 6a30(hu0B 1 303MHOKNOB, PUTPOLK-
Thl, COAEpXallye sapa UM umelolme Gopmy «na-
[aloWeN Kanauy, CBUAETENbCTBYIOT 0 MUENONpo-
nmdepatiBHbIX 3aboneBaHuax. LiuToneHnyeckmii
CMHOPOM SIBNAETCA MPU3HAKOM TMMepCrieHn3ma.
(tepounTto3 HabnogaeTcs npu runepcniennsme
WM HacnencTBeHHoM cdepoumTose. Mpu uMppose
MeyeHn C 3aCTOMHOW CrneHoMeranuelt Habnwaa-
H0TCS MHOXECTBEHHbIE OTKNOHEHMS DYHKLMOHANb-
HbIX MEYEHOUHbIX NPO6. M301MpoBaHHbI MogbeM
CbIBOPOTOYHOM Lieno4Hoi hocdatasbl xapakTepeH

AN VHOUNBTPALIMM NEYEHOUHOM TKaHWU MpU Mue-
nonponudepatneHblX, uMdonpondepaTUBHbIX
3aboneBaHmsX 1 MUIMApHOM Tybepkynese.

Hekotopble Apyrie WCCnenoBaHus MOTyT ObiTb
none3Hbl Aaxe y O0NbHbIX C OTCYTCTBUEM CUMMTO-
MaTuki. InekTpodope3 CbIBOPOTOUHbIX Benkos
Mo3BOASIET  AMArHOCTUPOBATb  MOHOK/IOHA/bHYHO
ramManatuio MM CHWXEHWE YPOBHS WMMYHOMO-
6BynMHOB, xapaktepHoe ans niumdonponndepaTye-
HbIX 3aboneBaHuii um amunonposa. AuddysHas
rMNepraMMarnobynuHeMus Yka3biBaeT Ha Hannume
XPOHMYECKOM MHDeKLMM (Mansipus, kana-a3ap, bpy-
uennes, Tybepkynes), uMppo3a nNeyeHu ¢ 3acTONHOM
CTNeHOMeranmeid, capkouzosa wam 3aboneBaHuit
COEMMHUTENbHOM TKaHW. [OIbEM CbIBOPOTOYHOTO
YPOBHSI MOYEBOI KUCIIOThI XapaKkTepeH Ans iuMto-
nponudepatuBHOTO UK MuenonponudepaTMBHOrO
3abonesanus. [ogbeM ypoBHS NEKOUMTAPHON Lie-
noyHoit docdatasbl HabNOAAETCS NPU MUENONPO-
nmdepaTuBHbIX 3a001EBaHMSIX, B TO BPEMS KaK €ro
CHUXEHME - NPY XPOHUYECKOM MUENONENKO3E.

B ToM cnyyae, ecm B xofe 06CienoBaHmMs He
6blN0 BbISBNIEHO APYrUX OTKNOHEHUH, KPOME Crife-
HOMeranum1, MOBTOPHOE 06CNeN0BaHME MpPOBO-
AMTCS B MHTepBane oT 6 10 12 Mecsues uam npu
MOSABNEHNM HOBbIX CUMMTOMOB.

Jleuenune

JleyeHue HampaMylo 3aBUCMT OT OCHOBHOTO
3abonesanus. Cama no cebe yBenuyeHHas cene-
3eHKa He TpebyeT NleyeHns, KpOMe CTy4aeB Tsxe-
noro runepcrnexu3ma. Mo-BuamuMomy, NaumeHTbl ¢
Manbnupyemoii ceneseHkoi GonblMX pa3MepoB
JOMKHbI M30€raTb KOHTAKTHbIX BUOB CNOPTa, YTO-
Obl CHU3WTb PUCK Pa3pbiBa CENE3EHKM.

TMNEPCNNEHU3M

[Mnepcnnennsm - 310 LUTONEHMYECKUA CUH-
ApPOM, 00yCIOBNIEHHDII CNAEHOMEranmen.

[MNepCrneHu3M — 3T0 BTOPUYHBIIA MPOLIECC, KOTO-
Pbiii MOXET COMPOBOXAATb CTIEHOMETaNMIO MOYTH
BO BCex Cnyyasx (tabn. 148-1). CnneHomeranus
YCMMBAET MEXaHWYECKYI0 UILTPYHOLLLYI0 COCco6-
HOCTb Cenle3eHKH, MOBbILLAA CKOPOCTb Pa3pyLIEHHS
3PUTPOLMTOB, @ YACTO TakKe NEAKOLMTOB U TPOM-
6ouuToB. B KOCTHOM MO3re HabtofaeTCs KOMMEHCA-
TOPHasi rMMepnia3ns KNeTOYHbIX POCTKOB, COfepXa-
HUe KOTOPbIX B LMPKYNMPYIOLIEN KPOBM CHXAETCS.
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CMMNTOMBI M NPU3HAKK

CnneHoMeranus — BaXHblid KNMHWUYECKUI CHH-
[IPOM; pa3Mep Cene3eHku KOppenupyet co CTe-
neHblo aHeMum. CYMTAETCS, YTO YBENMYEHME pas3-
Mepa CeNe3eHKM C ee CMELEHMEM Ha 2 CM Huke
kpas pebepHOA [yrM COOTBETCTBYET CHUXKEHMIO
copepxanuns Hb Ha 1 r/an. [ipyrue KnuHuyeckue
MpM3HaKK, Kak npasuso, 06yCnoBEHbI OCHOBHBIM
3a60n€eBaHMEM.

Aunarxo3

Hanuume  runepcnnennsma  HeobXoauMo
npeanonarath y NalMEHTOB CO CMNIEHOMEranme,
AHEMUYECKUM WM LIATOMEHUYECKUM CMHIPOMOM.
0bcnenoBaHne aHanorMyHo 06CNe0BaHMK Npu
CNIEHOMEraNNM.

Mpn OTCYTCTBAM APYTUX OLHOBPEMEHHO Cylle-
CTBYIOWMX MEXAHWU3MOB, OCMOXHSIOWMX TEYeHHe
3aboneBaHus, aHeMUM U [pyTve LMTOMEHWM He
JOCTUTAIoT TKENON CTEMEeHU W NpOTeKatoT beccuM-
MTOMHO (KaK MpaBuno, KOMMYECTBO TPOMBOLMTOB
50 000-100 000/mMKn; KONMYECTBO NeHKOLMTOB
2500-4000/MKkn C HOpManbHOW NeAKOUMTapHON
Gopmynoi). Mopdonorus 3puTpOLMTOB 0BbIYHO
B Mpeaenax HopMbl, 33 UCKIOYEHNEM eAMHMYHBIX
cdepounTos. TUNMYEH PETUKYNOLMTO3.

Jleuenune
= Bo3MoxHa  abnauma  ceneseHku
CMNEHIKTOMMUM UM y4EBON Tepanmu).
= BaKuMHaLMA NaLMeHTOB NOCaE CNEHIKTOMUM.
JleyeHue HanpsAMYIO 3aBUCHT OT OCHOBHOTO 3a-
bonesaHus. TeM He MeHee eCM rMNepCnieHn3M
ABNAETCS EAMHCTBEHHBIM CEPbE3HBIM MPOSBIE-
HueM 3abonesanust (kK npuMepy, npu Boneswu
[owe), MOXeT BbITb MOKA3aHO NpoBeaeHue abns-
UMM Ccene3eHKM MyTeM CrIEHIKTOMMM U JTY4eBON

(nyTem

TABJ1.148-2.NOKA3AHUA N4 CNNEHIKTOMUK
W NYYEBOW TEPANUM NPU TUNEPCNIEHU3ME

NOKA3AHUA

TeMonuTUYeCKue CUHAPOMBI,
NPy KOTOPbIX YKOPOYEHHas
BbIKUBAEMOCTb IPUTPOLIUTOB
elwe bonblue COKpalLaeTcs
13-33 CMNeHOMeranuu

Taxenas naHUMTONeHms, ac-
COLMMPOBAHHAS C MACCUBHOM
CnneHoMeranuei

CocyamcTblit UHCYNBT C
TOPAKEHMUEM CeNe3eHKM

MexaHuyeckoe noBpexaenue
[pYTUX OpraHoB BproLHOM
nonocTu

NPUMEPbI

HacnencreenHbiit chepo-
umTo3
Tanaccemum

bonestu Hakonnexus
nmnupos*

Peunavsupytowme
MHOAPKTbI

Kposoreuerus 13
BaPUKO3HbIX BEH MULLEBOAA,
aCCoUMMPOBAHHbIE C
136bITOYHBIM BEHO3HBIM
BO3BPATOM CENE3EHKN

CMHEPOM paHHero HacblLe-
HUS NULLEeR
06CTpyKLMS YaLueyek NeBoit

NoYkn

MHTeHcuBHOe KpoBOTEYEHNE rMI'IEpCI'IﬂEHVI‘{eCKaﬂ TpOM-

bouuTonenms

*Pa3mepbl ceneseHki MOTyT L0CTUraTb 30-kpaTHoro yBenuye-
HUSl N0 CPABHEHMIO C HOPMOH.

Tepanuu (tabn. 148-2). MMockonbky WHTaKTHas
CeneseHka 3allMLIAeT OT TAXKENbIX WMHOEKLMHA,
BbI3BaHHbIX MHKANCYNMPOBAHHbIMM OAKTEPUSIMM,
CTNEHIKTOMMM CelyeT u3beraTb, eCm 370 BO3-
MOXHO, @ MaLMEHTOB, NOABEPTHYTbIX CMIEHIKTO-
MMW, HEOOXOIMMO BaKLMHMPOBATb MPOTMB WH-
Gexumii, BbI3BaHHbIX Streptococcus pneumoniae,
Neisseria meningitidis w Haemophilus influenzae.
lMocne CNAEH3KTOMMM MauMeHTbl 0COBEHHO YyB-
CTBMTENbHbI K PA3BUTMIO THKENOTO CEMCMCA, YacTo
OHM BbIHYX/IEHbI ©XENHEBHO MPUHMMATb C Mpo-
OUNAKTUYECKOM LEenblo aHTMOMOTUKM, Takue Kak
MEHUUMANMH UM 3pUTPOMMLMH. pyu nxopaake
JaHHble MalWEHTbl JOMKHbI MOAYYaTh IMMIUPHYe-
Kyt aHTUBMOTHMKOTEPaNHIO.

Jo3uHodHNbHbIE
HapywWeHHs

303I/IHO¢I/I)'IbI ABNAKOTCA rpaHyNnoUUTaMu, BO3HU-
KalowWuMK 13 TEX Xe KNETOK-NpefLecTBeHHUKOB,

YTO M MOHOLMTBI-MaKpodaru, HeUTpodunbl 1 Ha3o-
Ounbl. ToyHast QyHKUMS 303MHOGUIOB HeM3BECTHA.
Kak darouutbl 303uHOGUIbI MeHee 3DEKTMBHbI,
YeM HeATPODUNbI, B YHUUTOXEHMM BHYTPUKIE-
TOYHbIX OakTepuit. Xots 303uHOGMIMA  0BbIYHO
COMPOBOXAET re/IbMUHTHbIE MHQEKLMM 1 303UHO-
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OuNbl TOKCUYHBI NS TENIbMUHTOB B MCKYCCTBEHHbIX
YUI0BUAX, HET MPAMBIX [aHHbIX, YKa3blBAOWMX Ha
T0, YTO 303MHOGWIbI B €CTECTBEHHBIX YCTIOBMSX
YHUYTOXAIOT MapasuToB. 03MHODMMbI CMOCOGHI
MO[lyMpOBaTb PEaKLMM  TMMEPUYBCTBUTENBHOCTH
HEMEI/IEHHOT0 TMMa C MOMOLIbK pacnaga Wi
MHAKTUBALIMM MEMATOPOB, BbICBOOOXKIAEMbIX Ty4-
HbIMM KETKaMM, TakUX KaK rMCTaMMH, NIeAKOTPHEHI
(koTopble CMOCOBHbI BbI3bIBATH BA30KOHCTPUKLMIO U
BpoHxocnasm), im3odochonunual v renapuH. lnu-
TeNbHasi 303MHOMMUANS MOKET NPUBOAMT K MOBPEX-
JIEHMIO TKaHe! NOCPENCTBOM MEXaHWU3MOB, KOTOpbIe
[10 HACTOALLIETO BPEMEHM MOMHOCTbIO HE SACHI.

J031HOGUbHbIE TPaHY/bl COLEPXAT MaBHbIM
OCHOBHOW MPOTEMH U 303UHODUNbHBIA KATUOH-
Hblii TPOTEMH, KOTOpblE ABNSIOTCS TOKCMYHBIMM
ANS pAfa MapasuToB M KIETOK MIEKOMMTAIOLMX.
3TU NPOTEMHbI CBSA3bIBAIOT FemapuH U HeiTpanu-
3yH0T €r0 aHTUKOAryNSHTHYI0 aKTMBHOCTb. J03UHO-
OUNbHBIA HEMPOTOKCUH MOXET Bbi3bIBATh THXKEN0E
MOBPEX[EHNE MUENMHOBOM 0607104KM HEPOHOB.
J03uHodMNbHAS NepoKcMaasa, Kotopas 3Hauw-
TENbHO OT/IMYAETCS OT MEPOKCMAA3bl APYrUX rpa-
HYNOUMTOB, FEHEPUPYET OKUCTUTENbHbIE PAIMKaTbl
B MPUCYTCTBUM MEPEKMUCH BOLOPOAA W TANOMUIHbIX
coeauHenuit. Kpucrannsl LLapko-JleiineHa, cocto-
Alme B 0cHoBHOM u3 hochonunasel B, nokanmay-
H0TCS B MOKDOTE, TKaHAX M Kase npu 3aboneBanu-
fIX, CONPOBOXAAEMbIX 303UHODUAMEl (HAanpuMep,
aCTMa, 303uHOGMUbHAS MHEBMOHMS).

HopManbHoe copepxaHue 303MHO(UNO0B B ne-
pudepuyeckoii kpoBu MeHee 350/MKn, C CYTOYHBI-
MU KonebaHuaMu, 06paTHO MPONOPLMOHANbHBIMH
YPOBHIO MNa3MEHHOMO KOPTM30/a; CaMblii BbICOKMIA
YpoBeHb HabIOAAETCH HOUbIO, CaMblii HU3KMIA — Ha
yTpo. KonnuectBo 303MHOGUNOB B KPOBU MOXET
CHWXATbCS MpU CTpecce, npumeHeHuu P-6noka-
TOPOB WIM KOPTMKOCTEPOMAOB M, WHOTAA, MpW
BakTepuanbHoi Uan BUpycHOW uHdekumu. Konm-
YeCTBO 303MHODUNOB PACTET MPU ANNePrUYECKUX
HapyLueHuAX, onpeseneHHbIX MHPeKumsx (06b14HO
napasuTapHblX) W BCIEACTBUE APYIMX MPUYMH.
Bpemst monyxwusHu 303MHOGUNOB B LMPKYASLMM
coctasnsieT o1 6 40 12 Yyacos, bonbluag Yactb 3TUX
KNETOK HaXOAMTCS B TKAHSX (Hanpumep, BepXHue
AbixatensHole nyTu, KT, koxa, MaTka).

O6pa3oBaHue 303MHODUNOB, BEPOSTHO, pe-
rynupyetcss T-kneTkaMu MOCPEACTBOM CeKpeLuy

TaKuX reMono3TMyeckux pocToBblX HakToOpos, kak
rPaHyNoLMTapHO-MakpoQaranbHbiii - KONOHMECTH-
Mynupytowmii Gaktop (TM-KCD), uxtepneitkuH 3
(AN-3) u nrtepnelikun 5 (UN1-5). Xota TM-KCO ¢
W1-3 NOBbIWAKT NPOM3BOACTBO APYrMX MWENo-
UaHbIX Knetok, M/-5 crumynupyeT obpasosaHue
TO/IbKO 303UHO(HUNOB.

303UHOOUNUA

J03MHOGUAMA - 3TO YBENMYEHHE YMCNA I03MHODUIOB B
nepudepuyeckoii kposu >450/mkn. MpuunH 3tomy 8-
JIEHUIO U CBA3AHHBIX C 3TUM HapYLIEHUA MHOXECTBO, HO
yaule BCEro UMET MECTo annepruyeckas peakuus uim
napasutapHble MHGeKuMK. [IuarHocTuka BKAKYAET U36U-
patenbHoe 06c/1ef0BaHKe, HaNPaBNIEHHOE HA KNMHUYECKH
nopo3peBaeMyio NpuumMHy. JleueHne OpUEHTMPOBAHO Ha
YCTpaHeHHe 0CHOBHOTO 3a60N1eBaHMs.

J03MHODUIMA UMEET XapaKTEPUCTUKM MMYH-
HOTO OTBETA: areHT, Tako Kak Trichinella spiralis,
CMOCODCTBYET pa3BUTUIO MEPBMYHON peakumu C
OTHOCMTENbHO HEBOMbLIMM YPOBHEM 303UHODM-
/0B, B TO BPEMS KaK MOBTOPHOE NOSIBNEHME areHTa
MPMBOAMT K MPUPOCTY YPOBHS 303MHOGUIOB MM
BTOPUYHOMY 303MHODMIbHOMY OTBETY. HekaTopbie
CTPYKTYpbI, BbICBOOOXAAEMbIE Ty4YHbIMM KNETKAMM,
UHIyuMpyHoT  IgE-onocpefoBaHHylo  MpOAYKLMIO
303UHOGMNOB, TaKMe KaK 303MHODUNbHbIA XEMO-
Takcuyeckuit aktop aHadunakcuu, NenKoTpueH
B4, komnnemenTHbi komnnekc (C5-C6-C7) u ru-
CTaMMH (BbILLE 0ObIYHOM KOHLIEHTPALLMK).

Jo3uHoOuUIMs cama no cebe He Bbi3biBAET
HUKakux cumnToMoB. OHaKo MHOrAA Y BOMbHbIX
C 04YeHb TSHXeNol 303uHoDUIMER (KONM4ecTBo
303uHoGuna >100 000/mkn), 06bIYHO NpH 303u-
HODMNbHOI NEKEMIUM, Pa3BUBAKOTCA OCNOXKHEHHUS
TMNEPAEKOLUTOB.

JTHonorus

J03uHODUANA MOXET BbITb NEPBUYHON (T.€. KO-
HanbHas NponMQepaLus 303MHOPUNOB, CBS3aHHaA
C TeMatonornyeckuMy paccTpoiicTBaMy, TakUMu
KaK neikosbl M MuenonponudepatueHble 3abo-
NIeBAHNS), BTOPUYHO, T.€. CBA3AHHOI C MHOTOYMC-
NIEHHbIMU HEreMaTonorMyeckuMu 3aboneBaHusIMm
(tabn. 149-1), unu nanonatmyeckort (ecim apyrue
MPUYMHBI He MOTYT ObITb ONpEfeneHbl).
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TABJI. 149-1. BAXHDIE 3ABOJIEBAHWA U NEYEHUE 3ABONEBAHMIA, CBA3AHHBIX C 303UHOOUNMEN

NPUYUHDI TU CBA3AHHBIE 3ABONIEBAHUA

Annepruyeckue unm atonuyeckue 3abonesatus

3aboneBaHms COEAUHMTENbHOI TKaHK, BACKYNUTbI
WM TPaHYNEMATO3bl (0COBEHHO C Y4acTUEM Nerkux)

bone3stu 3HAOKPUHHOI CHCTEMbI

MMMyHHbIe HapyLIeHMs (4acTo € 3k3eMoil)

MuenonponudepatusHbie 3abonesaxus

HenapasutapHble uHdeKLun

TapasutapHole MHPEKLUN

KoxHble 3abonesanus

CWHAPOMBI NEroYHOM MHPUIBTPALMK C 303UHODH-
nuen

NPUMEPbI

Acma

Annepruyeckuii GpoHXoNeroyHbli acneprunnes

Annepruyeckuii puuT

ATonuueckuit fepMatuT

Peakumv Ha nekapctsa (Hanpumep, k aHTbuoTvkam uam HIMBIM)
Jk3ema

Jnu30andeckuit otek KBuHKe ¢ 303uHodunMei

Anneprus Ha 6enku monoka

lMpodeccuoHansHoe 3abonesaHue nerkmx

Kpanusruua

CuHppom [lpeccnepa

J031HODUbHBIA PacuuT

Mpmonatuueckuit 303MHOGUIbHBIA CUHOBUT
BocnanutenbHble 3a601€BaHNUA KMLIEYHNKA

Y3enkoBblii nepuaprepunt

lporpeccupylowmii CUCTeMHbIV Cknepo3 (CknepoaepMus)
PedpaktepHas aHemust

Capkouno3

CuHppom LWerpexa

CucTeMHas kpacHas BonyaHka

|—M|'I0¢\/HKLLVI$1 Haano4e4yHUKoB

CWHAPOM BPOXAEHHOTO UMMyHOLeDULMTa (Hanpumep, AeduumT IgA,
runep-IgE cuHapom, cunapom BuckorTa-Onbapuya)
PeaKuusi TpaHCNAAHTAT NPOTUB X03UHA

OCTPblit UM XPOHUYECKHIA 303MHO(UNbHBIN NeliKo3
Octpblit IMMBOBAACTHBIA NENKO3 (HeKoTOpble BUAbI)
XpOHUueckuit Muenoneiikos

TMnep303MHOMUAbHbIN CUHAPOM

Acneprunnes

bpyuennes

bonesHb kowaybux Lapanux
XnaMuauitHas NHEBMOHMS MNaaeHYecTea
Kokuwanonnommnko3om (0CTpbiii)
NHdeKumoHHbIi# nMMdoLTo3
MHbEKLUMOHHbI MOHOHYKNEOo3
MukobakTepuanbHble bonestu
CkapnatuHa

Ackapupo3

KnoHopxo3

Linctuuepkos (bi3BanHbIA Taebia solium)
IXMHOKOKKO3

(Macumones

Ounspuatos
AHKMNOCTOMO3
Maparoxumo3
[THesmoyucmo3 infection
Lncrocomo3
CTpoHrnonao3
Tpuxuennes
Tpuxouedanes
BucuepanbHas nnumHka

[epneTudopMHbIi aepMaTuT
IKcdonmaTUBHbIN AepMaTUT
My3blpyatka

Mcopuas

Annepruyeckuii BpoHxoneroyHblit acneprunnes
XPpOHUYeckasn 303MHOPUNbHAS MHEBMOHUS

CuHppom Yapra-Crpocca

Mpoctas neroynas 303uHoGuAns (curapom Nlepdnepa)
Tponuyeckas S1ero4Has 303uHoGuIms
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NPUYUHDI TU CBA3AHHBIE 3ABONIEBAHKUA

Onyxonu

NPUMEPbI

KapumHoMbI 1 CapKOMbI NIerkux, NOMKeNyA04HOI Xene3bl, TONCTOM KKK,

LIEAKM MaTKW UM AMYHUKOB
Jlumdoma XomxKKuHa
MMmyHobnacTHas iuMdaneHonatus
HexomkkuHckme numbombl

Mpoyee Linppos

CeMeitHas 303uHODMIMS
[epuToHeanbHblil Ananu3
PaguaunorHas Tepanus
Mcnonb3osaHue L-Tpuntodana

B CLUA Hanbonee YacTbiMM NPUYMHAMM 303U-

HODUIMM SBAAKOTCA
= aNNepruyeckue u atonuueckue 6onesHu (06biy-

HO PecnMpaTopHble U KOXKHBIE).

Cpeau ApyrMx pacnpoCTPaHeHHbIX MPUYUH Bbl-
Lensior:

= UHbeKLMM (0cOBEHHO NapasuTapHble);
= OMyX0ONM (reMaTonoruyeckue Wau CONUOHbIE,
106pOKayYeCTBEHHbIE MW 3N0KAYECTBEHHbIE).

Moyt BCe Napa3uTapHble MHBA3WM TKaHel Mo-
TYT BbI3bIBaTb 303MHODUAMIO, HO MOPAXEHUE MPO-
CTEAMMM U HEMHBA3MBHBIMM MHOMOKNETOYHBIMM,
KaK MpaBuno, He MPOBOLMPYIOT 303MHODMNIO.

Cpenn onyxoneit tMMPoMa XOMKKMHA MOXET
BbI3bIBATh CYLECTBEHHYIO 303MHODMANIO, B TO Bpe-
Ml KaK 111 HEXOMKKUHCKOM TMMAOMbI, XpOHUYe-
CKOTO MUeNoneiko3a u 0cTporo IMMGoBAacTHoro
Neiko3a 370 HexapakTepHo. Pak SMYHMKOB SBASET-
9 Haubonee YacToit CONMAHOM ONYXONbHO, SBNALD-
WEMCs NPUYMHOI 303MHODUANK.

JlerouHbiit 303uHOGUIbHBIA MHOUALTPAT BKIIO-
yaeT B cebs 6OMbLIONA CNEKTP KAMHMYECKMX Mpo-
ABNEHMIA, XapaKTepuaytolmxca nepudepuyeckoil
303uHOGUAMEN U 303MHODUABHBIMM NIEFOYHBIMU
MHOUALTPATaMM C HEU3BECTHOI STUONOTHEN.

bonbHble € 303MHOOMNBHOW peakuMeit Ha
NIeKapCTBEHHble MpenapaTbl MOTYT He WUMETb Ka-
KMX-NMDO KAMHMYECKMX CUMNTOMOB WM WUMETH
NpOSIBNEHMS Pa3NIMUHbIX CMHAPOMOB, BKOYASA UH-
TepPCTUUMANbHbIN HedpHT, CbIBOPOTOYHYIO HONE3Hb,
XONEeCTaTUYECKYI0 XEeNTyXy, rMnepyyBCTBUTENbHbIE
BACKYNUTbI M UIMMYHOOMACTHYIO TMMbAZEHONATHIO.
C0061Wanocb 0 HECKONbKMX COTHAX BONMbHBIX C CUH-
[POMOM 3031HOGWUIbHOI MUANTUM NOCNE MpUeMa
L-tpunTodaHa C LeNblo cemauum uam ncuxoTpon-
HOJ Tepanuu. 3TOT CMHAPOM, BEPOSITHO, 00YCNOB-
NeH He caMuM L-TpunTodaHoM, a KOHTaMMHaLME.

(uMATOMBI (CUNbHBIE MbILLeYHble 60K, TeHROCH-
HOBMT, OTEK MbILUL,, KOXHasH CbiMb) MPOACIKANUCH
OT Hemenu 0 MeCSUEB, UMeNM MEeCTo ClyYan C
NETa/IbHbIM UCXOLOM.

OueHka

CNMCOK BO3MOXHBIX MPUUMH M CBS3aHHBIX C
HMMM PaccTPOIACTB OYeHb BeNuK. B nepayio ovepelb
LOMKHbI ObITb pacCMOTPEHbI 0bLMe MPUYMHBI (Ha-
npuMep, aniepruyeckue, UHOEKUMOHHbIE, OMyXo-
neBble 3a60N1EBAHMS), HO IAXE WX 334aCTyH0 TPYLHO
onpeaenutb. Heobxoamm TwaTenbHblit c6op aHaM-
He3a 1 nposeneHine Guanyeckoro 06CIe10BaHHs.

AnaMmHue3. [None3Ho 3a1aBaTb BONPOChI, Kacaro-
WMecs Ceayiowero:

* NyTewecTsus (BOIMOXHOCTb 3apaXeHus napas-
UTapHbIMU MHOEKLUAMM);

* anneprus;

* ynoTpebnsieMble MEANKAMEHTbI;

* yroTpebneHue TpaB U OMETUYECKUX 00DABOK,
MMEIOWMX B CBOEM CoCTaBe L-Tpuntodat;

* CUCTEMHblE CUMMTOMbI (HAampuMep, Temnepa-
Typa, notepst Beca, Muanruu, 6om B CycTaBax,
CbiMb, yBENUYEHNE IMMDATAYECKMX Y3/10B).
CuCTEMHblE CUMMTOMBI YKa3blBAKOT Ha TO, YTO

MafoBEPOATHbI aNNepPrYeckue Wan NeKapCTBeH-
Hble TMpPWUYMHBI  BO3HUKHOBEHMS 3aboneBaHms.
Tpebyetcs nposeneHue MoApobHONA OLEHKM WH-
(eKUMOHHbIX  3aboneBaHuii, HOBOODpPa30BaHMUH,
COELMHUTENbHOM TKaHW W OPYrMX  CUCTEMHbIX
paccTpoiicTe. HeoTbemneMoi YacTblo aHaMHe3a
ABNAETCS M3YYEHME CEMEMHBIX Cy4aeB MaTonomv-
YEeCKUX U3MEHEHHIT KPOBY (HanpuMep, HapylieHue
MNA3MaTuyeckux KNeTok) 1 nosHbiiA 0630p cuctem,
B T.Y. CUMMTOMOB a/IePruyeckux, EroYHbIX, cep-
[IEYHBIX, XENYMOYHO-KMUILIEYHbIX M HEBPONOTUYe-
CKUX OUCOYHKLIMIA.
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®usnueckoe obcneposanme. O6wmi Me-
AMUMHCKMIA OCMOTP Takke [OMKEH BKOYaTh 06-
CnenoBaHue Cepaua, KoXW M HeBPONMOTMUYecKou
W neroyHoit cuctem. OnpedeneHHble pesynbratel
YKa3bIBAKOT HA MPUYUHBI MW CBS3AHHBIE C HUMMU
3aboneBanus. Mpumepbl BKAKOYAKOT B CeOS ChbiMb
(annepruyeckue, LepMaTonoruyeckue UM Backy-
NUTHblE PACcCTPONACTBA), 3ab0NeBaHms nerkux (acr-
Ma, IerO4Hble MHEKLMM UK CUHAPOMbI NIETO4HON
MHOUNBTPALMK C 303MHO(UAKEIR) U reHepanu3o-
BaHHYK NMMDILEHONATUIO MAM CIIEHOMEranuio
(MnenonponudepaTvBHble 3a60N1€BAHNS UK pak).

UccnepoBanue. Jo3nHoduina, Kak npasuno,
BbISBASIETCS MPU MPOBELEHMM ODLWero aHanu3a
kposu. [lononHUTENbHbIE MCCNELO0BAHWS BKOYAKOT
B Cebs cnenyrouee:

* WUCCIENOBAHME KaNa Ha SIMLLa INCT U NapasuTos;
o Zpyrve TecTbl Ans 06HapyXeHust MOBPeXaeHNs

OpraHoB WM [/15t KOHKPETHBIX MPUYMH, OCHOBA-

Hble Ha KMHWYECKMX [aHHbIX.

Mpu BbisBNEHWM 303MHOGUAMK MpW NpoBeae-
HUM 0BLLEro aHanu3a KpoBM HEOBXOAMMO Y3HaTb
TOYHOE KONIMYECTBO 303MHOPUNOB.

Ecm knuHMyecku He MOATBEPXKAAETCS Nekap-
CTBEHHAst MNW annepruyeckas npuynHa, 3 npobel
kana [OMKHbI ObITb MPOBEPEHbI HA MPeAMeT -
LIeKNeTOK M MapasuToB, OQHAKO OTPULATENbHbIE
pe3yNbTaThl He UCKIIOYALOT NApa3nTapHbIX MPUUYMH
(Hanpumep, TpuxuHenne3 Tpebyet BuONCUM MbILLL;
BUCLiEPasIbHbIE MUTPUPYIOLME IMYMHKK W Duns-
puaTo3Hble WHdeKLMM TpebylT Buoncuio TKaHm;
XMBKOCTb U3 [IBEHAALATUNEPCTHOM KULIKK MOXET
ObITb HeOOXOAMMA ANS UCKMKOYEHNS OnpeaeneH-
HbIX Mapa3uTOB (HaNpuUMep, CMPOH2010UA08 SP.).

LlenecoobpazHocTb BbiMONHEHUS CreLutuye-
CKUX IMArHOCTUYECKUX TECTOB OMPEeNsieTcst UCX0-
[ 13 [LaHHbIX 0CMOTPA W MOXKET BK/KOYATb PeHTre-
HOrpaduio OpraHoB rpyLHON KNETKM, aHANN3 MOYM,
(YHKUMOHANbHbIE TECTbI MEYEHM U NOYeK, CEPONo-
rMYeckue UCCIed0BaHMS Ha HanMuMe napasuTap-
HbIX MHODEKLMIA 1 3a00neBaHNI COENMHUTENbHON
TkaHW. HeobxoauMo UcCneaoBaHue KpoBu, ein y
0onbHOro HabnaatTca 0bwas nuMdoaeHonaTs,
CMNeHOMEranus Unu CMcTeMHble CuMnToMbl. [10BbI-
WEHHbII YPOBEHb CbIBOPOTOYHOTO BUTaMMHA By,
WM HU3Kas WenoyHas docdatasa NenkoLmTos,
WK OTKNOHEHWs B Maske nepudepuyeckoii Kposu
NpeanonaraiT Haauume MuenonponudepaTmsHo-

ro 3aboneBaHus, Npu KOTOPOM HeobXoaMMo UC-
C/IenoBaHue acnupata U broncumu KOCTHOMo Mo3ra
C LIMTOrEHETUYECKMM aHaNM30M.

Jleyenue
= MHOrIa KOPTUKOCTEPOUAAMM.

HeobxoanMo npekpatuTb NpUMeHeHWe npena-
paToB, Bbi3biBaOWMX 303MHOGUIMI. Takxke Heob-
XOZMMO BbN€YNTb M3BECTHBIE MPUYMHBI BOHUKHO-
BEHUS 303UHODUINM.

Ecom npuumHa 303uHOGUAMM He HaiineHa,
60NbHOMY YrpOXaeT NOSBNIEHNUE OCNOXHEHMIA. TecT
C KOPOTKMM Ha3HayeHWeM Manbix 03 TIOKOKOp-
TUKOWLOB MPOAEMOHCTPUPYET CHWXKEHME uMCia
303UHOGMNOB, €U 303MHODUINS ABNAETCS BTO-
PUYHOW (HanpuMep, annepris UK napasuTapHoe
33paXKeHNe), U He OKaXeT AENCTBUA MpPU OHKO-
nornyeckux 3abonesanusx. MpoBefeHne Takoro
TecTa NoKasaHo MpY MOCTOAHHOWM MAM Mporpec-
CUpYtoLLEN 303MHODUAMM M OTCYTCTBUM BMOMMON
MPUYMHBI.

TMNEP303UHOGUNbHBIA CHHLPOM
(MBMONATUYECKHIA TUNEP3I03MHOPUNBHDI
CUHOpOM)

Tunepao3uHodunbheit  cuiapom (MC) xa-
pakTepusyetca  303uHOdUNMER nepudepuye-
CKO/ KpOBM C BOBNEYEHMEM WK AMCHYHKUMEl
OpraHoB, HENOCPeACTBEHHO  06YUI0BNEHHO
303UHO(UAMEN, B OTCYTCTBME MapasuTapHbIX,
annepruyeckux WM Jpyrux MpUYMH 303UHO-
¢dunmn. CumnTOMbI pa3HO0bpa3Hbl M 3aBUCAT OT
TOro, AMCQYHKLUMA KaKMX OpraHOB UMEET MecTo.
JleyeHne HauMHaETCH C NPESHM30MOHA U MOXET
BK/IKOYATb TMAPOKCUMOYEBMHY, MHTEPDEPOH K
UMaTUHUO.

3C onpenensetcs 303uHobunmeir nepudepu-
yeckoii kposu 6onee 1500/MKkn HenpepbIBHO B Te-
YeHue 6 1 6onee mecaues. IIC paHblue cunTancs
MIMONATAYECKUM, 3 Ceiyac SBNSETCA Pe3yNbTaToM
Pa3NMuHbIX 3aD0NEBaHMA, HEKOTOpble MpUum-
Hbl KOTOPbIX M3BECTHbl. OfHMM M3 OrpaHuyeHuit
TPAAMLMOHHOMO OMNpeneneHus ABASeTCs To, YTo
OHO He BK/IH0YaeT B0MbHbIX C HEKOTOPBIMM U3 Tex
HapywweHrWi (Hanpumep, rexeTudeckue aedexTbl),
KoTopble ABASOTCS NpuuuHamu IC, HO He yaoB-
NETBOPAT  TPAJMUMOHHBIM  AMArHOCTUYECKUM
kputepuam MIC no creneHu 1 NpoACIKUTENbHOCTH
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3031HOGMANK. ELlle OIHMM OrpaHUYeHHEM SBNsET-
€81 T0, YTO HEKOTOPbIM 60/bHBIM C 303MHODUAKET U
NOBPEXAEHUAMU OPraHOB, KOTOPbIE XapaKTepH3y-
tot [3C, HeobXxoanMMO HauuHaTb NeyeHue paHee 6
MecALeB HeobXOAMMbIX Aist NOATBEPKAEHMS Tpa-
AMUMOHHbIX MArHOCTAYECKMX KDUTEPHEB.

MC gBnsetcs peokum 3aboneBaHueM, uMeet
HeW3BECTHYK YaCTOTy PacrpoCTPaHeHUs M valle
BCEro nopaxaet Nogei B Bopacte ot 20 go 50
neT. TonbKo y HeKOTOpPbIX BOMbHBIX C AUTENbHOM
303MHOGMNMeN pa3BuBaeTC AMCOYHKUMS opra-
HOB, KOTOpas XapaKTepu3yeT rMnep303uHOGMb-
Hbli CMHAPOM. XOTS 3aTPOHYT MOXET ObiTb Nt06OM
OpraH, HO valle BCero 310 cepaue, nerkue, cene-
3€HKa, KOXa WM HepBHaa cucteMa. MopaxeHue
NErKMX W Cepaua 4acto onpeaensieT KAnHuKY 3a-
00/1€BaeMOCTH 1 CMEPTHOCT.

MoaTunbl. Boigenstor ABa KpynHbIX NoaTuna
(rabn. 149-2):

* MuenonponudepaTmBHblii;
* TuMdonponndepaTUBHBIA.

MwenonponudepaTuBHbIA BapUaHT 4acto CBS-
3aH C HeDOMbLION MHTEPCTULMANbHOA Aeneuuet
B8 xpomocome 4 u FIPILI/PDGFRA-CBSI3aHHbIM
TMOpPUAHBIM  TEHOM  (OTPaXaloWwmil  aKTUBHOCTb
TUPO3MHKMHA3bI, KOTOPbIA MOXET npeobpa3oBath
remMatonostuyeckue Kknetku). Y 60MbHbIX yYacTo
Habnwopgaetcs:

* CNNEHOMEranus;
* TpOMBOLMTONEHNS;

* MOBbILWEHHbIY YPOBEHb BUTAMUHA By;

* TUMOTPaHYNSPHblE WAKM  BaKyONW3MPOBAHHbIE
303MHODUAbI;

* Muenodubpos.

Y 60nbHbIX 3TOr0 NOATMNA YacTO Pa3BMBAETCS
3HIOMMOKapaUanbHblit GnBPO3 M peako pa3suBa-
€TCA OCTPblii MUENOMAHbIA nu NMMAOBNACTHBIA
neiiko3. FIPILI/PDGFRA-CBSI3aHHbIA  MOPUAHBIN
TEH Yalle NpOABASETCS Y MYX4YMH U MOXET ObiTb
BOCMPUMMYMB K UMATUHMOY.

JiumonponudepaTMBHBIA BapUaHT CBS3aH C
KNOHanbHOM nonynsumer T-kneTok € abeppaHT-
HbIM QEeHOTUNOM. Y BOMbHbIX YaCTO HabM0AAKTCS:

* QHTMOHEBPOTUYECKMA OTEK, KOXKHbIE Hapylue-

HWA, uav 06a Npu3Haka;

* rMneprammarnobynuHemms (ocobenHo IgE);
* LMPKYNMPYIOLME UMMYHHbIE KOMMNEKCHI (MIHO-
rfa C CbIBOPOTOUHOM BonesHm).

MaumeHTbl Takxke BOCTPUAMUMBLI K KOPTMKO-
CTeponfaM, a UHOIAA Y HUX Pa3BUBAETCA T-KNeToy-
Has iIuMdoma.

Dpyrve dopmbl C BKAKOYAOT XPOHMYECKMH
303UHOQUNbHBIA Neliko3, cuHApOM [Meiiva (Lnknu-
yeckas 303uHodUKA 1 oTek KBUHKE), ceMeitHblit
rMNep303uHOGUIbHBIA CMHAPOM, OTOBpPaXaeMbli
5q 31-33, u gpyrve cneunduyeckie CUHOPOMbI
OpraHoB. [MNepnenkoumTo3 MOXET BO3HMKATb Y
NALMEHTOB C 303UHODUAMYECKUM TIEMKO30M W
6ONbLMM KONMYECTBOM 303MHODUNOB (HanpuMep,
6onee 100 000 knetok/mMKn). S03MHOGUABI MOTYT
00pa30BbIBaTh arperaTbl, KOTOPble 3aKyMOPUBAKT

NIUM®OMNPOJIMOEPATUBHbIA BAPUAHT

* dHEMUA,
TABJ. 149-2.NOATUNbI THNEP303UHO®UNBHOTO CHHAPOMA
NPU3HAK MMWENONPONUDEPATUBHDIA BAPUAHT
TeHeTUueckmit Heonbluas uHTEpCTALMANbHAS Aeneuys B

Xpomocome 4

KnoHanbHas nonynsuus T-kneTok ¢ abeppaHTHbIM
(heHoTMNOM

FIPILI / PDGFRA-CBS3aHHbIV rMOpUaHbIA reH

Knuhnueckne nposenenns  AHemus
1 nabopaTopHble AaHHble

IHAOMMOKAPAKANbHbI GKOPo3

TUNOrpaHyNApHbIE UM BaKYONM3NPOBAHHbIE

303uHOGUNbI
Muenodubpo3
CnneHomeranus
TpombouuToneHus

ToBbILEHHbIA prck
Byaywmx paccTpoiicTs

Ocpblit nMMboBNACTHBIA NEiiko3
OcTpblit MUENoWAHbIN Neitko3

Peakuws Ha neka pcTea
KUHa3bl

MoBbILLEHHBII YpOBEHb BUTaMMHA By,

MMaTuHMG 1 pyrue MHTUOUTOPbI TUPO3WH-

AHTVOHeBPOTMYECKHUIA OTeK

LIpkynupytoLLme MMMyHHble KOMMAEKChI (MHOTAA C
CbIBOPOTOYHOI Bone3HH)
TuneprammarnobynnHemms (ocobenHo IgE)
AHOManMM Koxu

T-knetouHas numdoma

Koptkoctepouzsi
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TABA.149-3. HAPYWEHWA'Y BONbHBIX CUAUONATUYECKUM TPOMBOLUTONEHUYECKUM CUHAPOMOM

CUCTEMA
Obuwas Okono50%

CepneuHo-neroyHas  bonee 70%

KoxHas bonee 50%

PACNPOCTPAHEHHOCTb

NPOABNEHUA

AHopekcust
Ycranocts
Jinxopaaka
Muanrun
Cnaboctb
Moteps Beca

MapueTanbHbili TpOMb ¢ 3Mbomeit

PecTpuKTMBHAS UM MHOUNBTPATMBHAA KapAMOMUONATHS, MUTPasbHAs MU
TPUKYCTIMAANbHAA PETYPrUTALIAS C KalleM, OfibILIKOWA, CepAeyHON Heno-
CTaTOYHOCTbH, APUTMUAMM, IHAOMUOKAPAMANbHOE 3a60NeBaHIe, Nero4Hble
UHOUALTPATbI, NNEBPAsbHbIE BbIMOTHI

AHFMOHEBpOTMHECKMﬁ oTek

[lepmarorpadusm

3yn

Cbinb (B T.4. 3K3EMA M KPanMBHULA)

[ematonoruyeckas bonee 50% Anemus

JiumbaneHonaTms
CnneHomeranus
Tpombo3mbonmnyeckue sBnexHus
TpombouuToneHus

Hesponoruyeckas bonee 50%

LlepeBpasnbHas 3MBOAMS C 04arOBLIMU HApyLIEHUAMM

[lnddysHas HLedanonats ¢ U3MEHeHUEM NOBEAEHHUS U KOTHUTUBHbIX
(BYHKUMI W CNACTUYHOCTbIO
Mepudepuyeckas HeiiponaTus

XenynouHo-ku- bonee 40%
LieyHas [lnapes
TowHora

WmmyHonornyeckas | Okono 40%

Cnasmbl B wBoTe

LIMpKyn1pytoLLMe MMMYHHbIE KOMMAEKCbI MPK CbIBOPOTOYHOI Bone3H

Mosbllwerre uMMyHOro6ynMHOB (0cobenHo IgE)

MENKME KPOBEHOCHbIE COCYdbl, YTO MPUBOAMT K
MLWEMUM TKaHel U MUKpouHdapkTaM. O6Lime npo-
ABNEHMS BK/IIOYAIOT MMMOKCHIO MO3ra WM NErKMX
(Hanpumep, 3HuedanonaTws, oabilka UaM fbixa-
TeNbHas HeLLOCTATOYHOCTb).

CMMNTOMBI M NPU3HAKK

CMMNTOMBI Pa3NMYaIoTCA M 3aBUCAT OT TOrO, B
KakoM OpraHe BO3HMKNO Hapylerue (tabn. 149-3).

WHorma y 6onbHbIX C Tsxenoit Gopmoit 303u-
HOGUAMK (HanpyUMep, KONMYECTBOM 303MHOGMUNOB
>100 000/mkn) pa3BuBATCA TakMe OCTOKHEHMUS
TMNepneikounTo3a, Kak MpOsBNEHUS TMMOK3uM
MO3ra M Jerkux (Hampumep, 3Huedanonarus,
OZLbILLIKA MM AbIXaTesbHash HeLOCTAaTOYHOCTb).

JuarHocTuka
= MCKntoueHre BTOPUYHON 303MHODUAMM.
= TecTbl Ha OnpeeneHme NOBPEXAEHHOTO OpraHa.
= LlToreHeTuyeckoe  MccnemoBaHmMe  KOCTHOMO
Mo3ra.

WcenepoBatune ang sbisenenus MC [omxHO
BbITb MPOBEAEHO B C/yYae, €CM YPOBEHb 303M-
HoOMNoB B nepudepuyeckoit KpoBM NauueHTa
>1500/Mkn 6onblue, 4eM B OJHOM HEOObACHM-
MOM C/lyyae, 0CODEHHO Korda ecTb CUMMTOMb
nopaxenus opraHoB. Heobxoaumo nposecTy
UCCNeNoBaHNUe [N WUCKIOYeHUs 3abonesauii,
BbI3bIBAOIIMX 303MHOGMAMIO. [lanbHeliwme uc-
CNIE[I0BAHMS LOMKHBI BKNKYATh OUOXMMMIO KPOBH
(BkNtOYas (QEPMEHTbl MeYeHW, KpeaTUHKUHA3Y,
OyHKuMM noyek M TpomoHmH), IKI, Ixokapau-
orpadmio, uccienoBaHue QYHKUMM Nerkux, a
TaKxke KT rpyaHoii KneTku, xuBoTa v Tasa. Aciu-
paums KOCTHOMO MO3ra W Buoncus C NpoTOYHOM
uuToMeTpueid, umtoreHetuka u MLP ¢ obpatHoit
TPAHCKpUNUMeH uim GnyopecueHummn B rubpu-
an3aumu (FISH) Heobxoommbl ons BbisBAEHMS
FIPILI/PDGFRA-cBsI3aHHOrO rMbpuaHOro reHa u
LPYrUX BO3MOXHbBIX MPUYMH 303UHODUAMM (Ha-
npumep, BCR-ABL aHOManuu, XapakTepHble Ana
XPOHMYECKOTO MUENONeiiko3a).
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Mporxos

K cmepTi 06bI4HO MPUBOAST HApYLLEHMS B Op-
raHax, ocoberHo B cepaue. lMopaxeHue cepaua He
MPeACKa3bIBAETCS CTEMEHbI0 WM AUTENBHOCTbIO
303uHO(UAMK. [POrHO3 BapbUpYETCS B 3aBUCMMO-
CTW OT peakLuu Ha Tepanuto. BocnpummumBoCTb K
UMaTUHMOY yNyyLaeT NporHo3 y 6onbHbix ¢ FIPILY/
PDGFRA-CBS3aHHbIM TMOPUAHBIM TreHOM. [laHHas
Tepanus ynyylaeT nporHos.

Jleuenune

= KopTvkocTeponapl ans runep3osuHoGuammn u
INS NPOAOMKEHNS NeYeHs NOBPEXAEHHIA op-
raHoB.

= MaTMHM®  ong nauueHTos  C

PDGFRA-CBS3aHHbIM TMOPUAHBIM FEHOM.

= [lopnepxuBatolLan Tepanus.

JleyeHne BKNHYAET HEMEIEHHYO Tepanuio,
PAAMKabHYI0 TEPanuio (1eyeHue, HaNPaBaeHHOe
Ha NleyeHne camoro 3aboneBanus) U NOALEPKUBa-
fOLLYI0 Tepanuto.

HemepnenHaa Tepanmus. bo/bHbIM C 04eHb
TSKENOH 303MHOGUIMEN, OCNOXHEHUAMM TMnep-
NeiikouMTo3a MAM npu 060MX C1yyasix 0aHOBpe-
MEHHO (KaK MpaBuno, y NaUMEHTOB C 303UHODUb-
HbIM NIEIK030M) Kak MOXHO CKOpee JOMKHbI ObiTb
Ha3HaYeHbl BbICOKME [03bl KOPTMKOCTEPOMAOB
(Hanpumep, NpefHM30M0H 1 MI/Kr Uy ero aHanor).
Ecnn konnuectBo 303MHOGUIOB CUBHO YMEHbLLUM-
noco (Hanpumep, >50%) 3a cnepyrowme 24 yaca,
TO [03bl KOPTUKOCTEPOMAOB C/leayeT MOBTOPSTh
©XEeIHeBHO. ECM HeT, TO HyXHO NPOBOAMTL afib-
TepHAaTMBHOE JleYeHue (HampuMep, BMHKPUCTMH,
UMaTUHKO, nelikadepes).

PapukanbHas Tepanua. bonbHbix ¢ FIPILY/
PDGFRA-CBS3aHHbIM TMOPUOHBIM FEHOM 00bIYHO

FIPILl/

/IeYat npu NoMOLM UMATUHKOA M KOPTUKOCTEPO-
WELAMK, 0COBEHHO MPU NOAJ03PEHUN HApYLLEHWH B
cepaue. [pu HeabGeKTMBHOCTY UK NNOXOi nepe-
HOCMMOCTU UMaTUHKOA MOXET BbITb MCMONB30BAH
LPYroi MHrMGUTOP TMPO3MHKMHA3bI (HanpuMep,
[a3aTUHKB, HUNOTMHKG, copadenmnb) unm ucnpo-
60BaHa anoreHHas TPAHCMNAHTaLMs reMono3Tuye-
CKMX CTBOOBbIX K/ETOK.

bonbHbiM 663 FIPILI/PDGFRA-CBSI3aHHOTO -
BpMAHOrO reHa Ang OnpedeneHns BOCIpUAMYMBO-
CTW K KOPTUKOCTEpOUAY (HanpuMep, yMeHblIeHue
KONMYeCTBa 303MHOGUNOB) YaCTO AAKOT OfHY A03Y
npenHu3onoHa (60 Mr uau 1 mr/kr). Y BonbHbIX €
CMMNTOMAMM 1 MOBPEXIEHUSIMU B OPraHe, TakyHo
e 703y NPefHM30M0HA NPOLOMKAKT AaBaTh B
TeYeHMe 2 Hefienlb, 3aTeM CHUXAIOT ee C KakZbIM
[LHeM. MaumeHTbl 6e3 CUMNTOMOB M NOBPEXAEHMS
OpraHoB HaXOAATCS NOA HabnoaeHeM B TeyeHue
no KpaiiHelt Mepe 6 MecsueB Ans KOHTPONS 3a
BO3MOXHbIMM OCIOXHEHMAMM. Ecn ynoTpebnerme
KOPTUKOCTEPOMAOB HE MOXET BbITb NIETKO CHUKe-
HO, TO MOTYT BbITb MCMOB30BaHbI KOPTUKOCTEPO-
WLO-WaAsLMe Npenaparbl (HanpuMep, rmaopoKcy-
MOYeBHHa, UHTEpdepoH anbha).

MopnepxuBarowas Tepanus. [loanepxmsa-
H0LLAS NIeKAPCTBEHHasH Tepanus U onepauwst MoryT
noTpeboBaThCs NpY CUMNTOMAX HapyLLUEeHWI cepaua
(Hanpumep, MHOUNLTPATUBHAA KapaMOMMONATHS,
MOPAXEHMS KNanaHoB CepALa, CePAEYHas HenoCTa-
TOYHOCTB). TpOMOOTMYECKME OCIOXHEHWS MOTYT MO-
TpeboBaTb MCMONb30BAHUS AHTUTPOMOOUMTAPHBIX
npenapatoB (Hanpumep, acnupuH, KNOMWAOrpern,
TUKNOMUIMH); €CW TPOMO NIEBOTO KeNyaouka npu-
CYTCTBYET WM €CM, HECMOTPS Ha WCNONb30BaHHe
aCNMPHHA, COXPAHSIKOTCS TPAH3UTOPHBIE MLIEMMYE-
CKMe, TO 370 CBUAETENbCTBYET 06 aHTUKOArynALmM.

E%10) TuctnoumutapHubie
CHHAPOMDI

[UCTMOUMTApHblE  CMHAPOMbI -  KIMHUYECKH
reTeporeHHasi rpynna 3aboneBaHuii, KoTopble siB-
NAIOTCA PE3YNTATOM MATONOrMYeckoi nponude-

paLyMW TUCTMOLMTOB - MOHOLMTOB-Makpodaros
(QHTUreH-NpoLLeCCUpYIOLLMX KNETOK) UNK AEHAPUT-
HbIX KNETOK (QHTUreH-Mpe3eHTUPYIOLMX KIETOK).
Knaccudukaumus 3Tux 3abonesaHuit 4OCTaTOYHO
CnokHa (Tabn. 150-1) u u3meHseTcs ¢ TeyeHneMm
BPEMEHM B XOLE 3BOMOLMM 3HAHMIA O Bronorum
3TUX KNETOK.



1721

Tnasa 150.  [ucTvoumTapHble CHHAPOMbI

TABN.150-1. HEKOTOPBIE THCTUOLIUTAPHBIE CUHAPOMbI

KATETOPUA
3a6oneBanus pasnuuHoi 6Uonoruueckoii npupoabl

ACCOLlVIVIpOBaHHb\e C AeHpUT-
HbIMKU KNeTKaMu

AccoummpoBaHHbie ¢ Makpo-
(aramu

BropuuHble reMoarountapHble CUHAPOMbI

bonesHb Pozan-Jlopdmana

3noKkayecTBeHHble 3aboneBaHus

Neiiko3bl
TapHbIi Neiko3

XPOHMYECKHiA MUENOMOHOLIUTAPHbI

neitko3 (XMMJ1)

“[ipyrvie, pefkue 3aboneBaHMs CyLLECTBYIOT B KaXA0A KaTeropuu.

TUNWUYHbLIE 3ABOJIEBAHUA"

TMCTOLTO3 U3 KNeToK ﬂaHreprcha

ﬂepBMHHbIE I'eMO(baI'OLLMTaprIE CUHAPOMbI

MPUMEP UM ONMUCAHUE

BkntouaeT 3aboneanus, paHee HasbiBaeMble 30-
3UHO(WIBHOM rpaHyneMot, 6onesHs JleTrepepa-
Cue, 6onesHb Xenna-Lionnepa-Kpucyena

HacnepcreeHHble

Cnopagnyeckue

Mpy uHdeKumsx

TIpY OHKONOTMYECKUX 3aboneBaHMAX
Ipy ayToMMMyHHbIX 3a6oneBaHusX

Takke HOCUT Ha3BaHMUe KCUHYCOBbIN TUCTUOLUTO3Y,
COMPOBOXAAETCA MAaCCMBHOM NUMPaseHonaTuel

OCTpbIit MOHOUMTAPHbIA U MUENOMOHOLM- | —

XMMJTy B3pocnbix
XMMI1y neteii (oBeHUbHbIA MUENOMOHOLMTAP-
HbIV NeiiKo3)

Anantuposato: Komn [LM., Meppu M.K. ucTouuTapHble CMHApOMbI, BBefeHue. Cemurapsl no onkonoeuu 18:1,1991, penakums Gasapa
b.3., ®ennep AK., Maynu M.: CoBpeMeHHasi knaccutukaums rucTMoLuTapHbix 3abonesanuid. Bpocsias u demckas oHkonoaus 29:157,1997.

FTMCTUOLKNTO3 U3 KNETOK
NAHTEPTAHCA

TuctnoumTos u3 knetok Jlanreprauca (TKJ1) - ato nponude-
paums AEHAPUTHBIX MOHOHYKNEAPHDIX KNETOK C NIOKa/lb-
HOM unu auddy3HOI MHGUNLTPaLMEH BHYTPEHHUX opra-
HoB. Yauwe Bcero Habniopaetcs y peteil. Manudecrauus
3a60n1eBaHNsA MOXET CONPOBOXAATLCA 06pa3oBaHueM ne-
TOYHbIX MH(ULTPATOB, KOCTHBIMU NOPAKEHUSMH, CbiNbIO,
BMCYHKUMEH NeyveHn, IHAOKPUHHOW U KPOBETBOPHOM
cucTeMbl. IMarHo3 ocHOBaH Ha pesynbratax Guoncum. K
(haKTOpaM, accoLMMPOBAHHBIM C NIOXMM NPOFHO30M, OT-
HOCUTCA BO3pAcT <2 NeT, AUCCEMUHUPOBAHHBIN MpoLiecc,
0co6eHHO C BOBNEYEHWEM KPOBETBOPHOI CHCTEMbI, ne-
YeHM, NerkuX MM KOMOGMHUPOBAHHBLIMU NOPAKEHUAMH.
JleyeHne BKlOYaeT B e NOAREPKHUBAIOLLYIO TEpanmio,
XUMUOTEPANUID AU MECTHOE NeveHHe (XMpypruyeckoe
BMeLIaTeNbCTBO WM Ny4eBas Tepanus) B 3aBUCMMOCTH OT
CcTaAuu 3abonesanus.

KT - 3aboneBaHwe, acCOLMMPOBAHHOE C fieH-
LPUTHbIMHU KneTkamu. OHO MOXET CONPOBOXAATHCS
YETKUMU  KIMHUYECKUMU CMHAPOMAaMH, KOTOpbIe
HOCAT CrieaylolMe UCTOPUYECKME Ha3BaHMs: 30-
3uHodunbHas rpaHynema, 6onesxb Xenna-Llion-
nepa-KpucueHa u 6onesHb Jlettepepa-Cuse.
TeM He MeHee KAMHMYECKMe MPOSIBNEHMUS MOTYT
BapbupOBaTb B paMKax OfHOr0 3abo/ieBaHus, a

y 60nblmHCTBa nMaumeHTos ¢ [KJ/1 Habnwoaaetcs
MaHudecTauus bonee Y4eM OAHOTO U3 JAHHBIX CUH-
LPOMOB. TakuM 06pa3oM, MarHOCTUKA OTAENbHbIX
CMHAPOMOB MMeeT no Bonbluelt YacTu uctopuye-
ckoe 3HayeHue. PacnpoctpaHeHHocTb TKJ1 otanya-
eTcs Wwupokoi BapuabenbHocTbio (o1 1:50000 mo
1:200000).

Mpu TK/ Habnogaetcs natonoruyeckas npo-
nmdepauns AEHAPUTHBIX KNEToK C WHpuAbTpa-
uMen ogHoro mnu bonee opraHos. MoryT 6biTb
BOB/EYEHbI KOCTH, KO, 3y6bl, TKaHb ZECHbI, YLK,
3H[LOKPUHHbIE OPraHbl, Nerkue, neyeHs, Ceneseqka,
AMMQaTYeckue y3nbl, KOCTHbIHA MO3T. MHbunbTpa-
LM OpraHoB COMPOBOXAAETC UX AMCHYHKUMeN
WM KOMNpECCUeR MpUNexXalmx KpynHbIX CTPyK-
Typ. MpUBAM3NTENBHO Y NONOBMHBI MALMEHTOB Ha-
6bniofaeTcs nopakeHue bonee YeM OLHOTO OpraHa.

CUMNTOMBI M NPU3HAKK

CMMNTOMbI M NPU3HAKM B 3HAUMTENBHOM Mepe
MOryT BapbMpOBaTb B 3aBMCMMOCTM OT OPraHa,
MopaXeHHoro MHunbTpaLuelt. CyliecTayet ucro-
PUYECKU CNOXMBLUEECA ONMUCaHWE [AHHBIX CUH-
LPOMOB, OfIHAKO KNaccuyeckue nposBNEHUs Ha-
BNIOAAIOTCA LU Y HEBONBLIOTO YXCIA NALMEHTOB.

JosuHodunbHaa rpanynema. ConutapHas
wm MynsTUQOKaNnbHas  303MHOGUAbHAS  rpa-
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Hynema (60-80% cnyyaes [K/) Habniopaetcs
MpeuMyLLECTBEHHO Y fieTeli CTapluero Bo3pacta u
MO0AbIX B3pOCbIX, 06bIYHO A0 30 neT; nuK 3a-
boneBaeMoCT1 NpuUxoanTcs Ha Bo3pact 5-10 ner.
Hanbonee uacto BO3HMKAKOT MOPaXEHUs KoCTeld,
4aCcTo OHWM COMPOBOXAATCA BOASMM, HEBO3MOX-
HOCTbIO MEPEHOCUTb TAKECTH, eCTb TEHAEHLMS K
06pa3oBaHuIo MpUNYXNOCTH (MHOTAA C NOKANbHON
rMnepTepmueit).

bonesub  Xenpa-lwnnepa-Kpucuena.
NlanHbii cunppom (15-40% cnyyaes K1) Bcrpe-
YaeTcs y AeTei B BO3pacTe 2-5 neT, MHOTAA y de-
Teil CTapLuero Bo3pacta u B3pocnbix. [ins knaccu-
YecKoM KapTuHbI 3TOT0 CUCTEMHOTO 3aboneBaHus
XapaKTepHO BOBJEYEHWe MNOCKMX KOCTelt yepena,
pebep, Ta3a, 1ONATOK, MOryT HabMOAATLCS KOMOM-
HMPOBaHHbIE NOpaxeHus. Pexe B natonoruyeckui
MpOLLeCC BOBNEKAKOTCS ANMHHbIE TpybuaTbie KocTH,
MOSICHUYHbIE W KPECTLIOBbIE MO3BOHKM; KpaiHe
PeIKO MOpaXatoTcs Nyye3ansicTHble W KONeHHble
CYCTaBbl, KUCTW PYK U CTOMbI, WeliHble MO3BOHKM.
B knaccuyeckux cnyyasnx y naumeHToB Habntofa-
eTcst 3k30(TanbM, 06YCNOBNEHHDI OpBUTANbHOM
0MyXoneBoi Maccoi. Pexe BCTpeYaeTcs CHUKeHme
OCTPOTbI 3peHust uam CTpabusm, obycnoBneHHble
BOB/IEYEHMEM 3DUTENBHOO HEpBa WM Ma30aBM-
raTeNbHbIX MbllwL, [Inf NOXMAbIX NaUWeHToB Tu-
MUYHA noTeps 3y60B, Bbi3BaHHAs anuKanbHON W
[LECHEBOI MHDUALTPALMEN.

[locTaToyHo  pacnpocTpaHeHHoit  natonorven
ABNAETCA XPOHWUYECKMIA CPeRHMA M HAPYXKHbIN
OTHT, 0BYCIIOBNEHHbI BOBNIEYEHNEM COCLIEBUAHO-
ro OTPOCTKA M KaMEHWUCTON YaCTU BUCOYHOM KOCTH
C YacTMyHOW 06CTpyKLMeNH CIyX0BOrO MpoXofa.
HecaxapHbiii anabet, nocnenHuii KOMNOHEHT Knac-
CMYeCKON TPUabl, Hapsdy C NOPAKEHNEM NAOCKUX
KocTelt u 3k3odTansMoM Habniopaetcs y 5-50%
MaLMEHTOB, MPUYEM 3HAUUTENBHYKD MPOLEHTHYIO
LONK0 COCTABASIOT 1ETU C CUCTEMHON NaTonorued,
BOBNIEYeHMeM opbuT u kocteit yepena. [lo 40%
C1y4aeB CUCTEMHOI NaTonormu y fieTei ConpoBo-
KOAETCs 3afepxkkoii pocta. Baiencteue rmnota-
NaMUYECKOW MHOMABTPALMM MOTYT Pa3BUBATHCS
rMNepnpoNakTMHEMMUS U TUMOTOHAAM3M.

bonesub Jlertepepa-Cue. [laHHbIA CHH-
zpom (10% Bcex cnyyaes [KJT) oTHocuTCs K Cu-
CTEMHOW NaTonoruu, Hambonee TAXenoMmy Bapu-
aHTy TKJ1. Yawe Bcero BCTpeyaetcs y aeted <2

NeT, NMpOSIBNAETCS OTPYOEBUAHBIM LIENYLIEHWEM,
3K3eMaTO3HbIMM BbICHINAHMSMM, UHOTAA Mypryp-
HO CbiNbto C BOBJIEYEHWEM BONOCUCTON YaCTH ro-
/10BbI, C/XOBOTO MPOXO/A, KOXM XMBOTA U KOXKHBIX
CKNanoKk Wwem v nmua. Moteps Koxei 3aluTHOTO
1105t MOXET CNocobCTBOBATb MUKPOOHOM MHBA3MK
W passuTMiO cencuca. Yacto Habnwopaetcs wucte-
YeHue rHoA M3 ylweid, iumbageHonaTs, renatoc-
MNEHOMEranus, B TSKENbIX CTy4asx — HapylweHue
YHKUMM NEYEHN C Pa3BUTMEM TMMONPOTEMHEMMUM
W HapyWeHWeM CUHTE3a (AKTOPOB CBEpPTbIBAHUSA
KpoBW. Takke MOryT HabnoAaThc aHOpeKcus,
PA3nPaXMUTENbHOCTb, OTCTaBaHWE B PA3BUTUM,
CMMNTOMbI CO CTOPOHbI NIETKUX (KaLenlb, Taxun-
HO3, MHEBMOTOPAKC), BbIPAKEHHAS aHEMMUS, UHO-
raa - HelirponeHus. TpomMbouuTOneH!s SBnseTca
HebnaronpuATHLIM MPOTHOCTUYECKUM  (DAKTOPOM.
Pozuten yacto coobWAT 0 NpexaeBpeMeHHOM
npope3biBaHuy 3y60B, KOrAa B AeMCTBUTENbHOCTH
MPOMCXOAMT OroieHme 3y6oB U 0bHaxXeHue He3pe-
NOT0 [ieHTUHA. [aLMEHTbl MOTYT BbIMAAETb Yrpio-
MbIMU 1 HEYXOXEHHBIMM.

Aunarxo3
= buoncus.

K/T HeobxoauMMo MoA03peEBATb Y NaLMEHTOB
(ocobeHHO MONOROrO BO3pacta) C JIErOYHBIMMU
MHOUALTPATAaMM  HEYCTaHOBNEHHOM  3TUONOMMM,
KOCTHBIMM MOPAKEHUAMM, AHOMANMAMU CTPOEHMS
TMa3 WM Yepena, a Takxke y feTel Miafiwe 2 net
C TUMMYHO ChiMbI0 UM TSHKENbIM MONMOPTaHHBIM
MOPAXXEHNEM HEU3BECTHOM 3TMONOTUM.

Mpy NOSIBNEHUM AAHHBIX CUMMTOMOB YaCTo Bbl-
MONHAETCS peHTreHorpadusa. KocTHble nopaxeHus
06bIYHO YETKO OrpaHuyeHbl, UMEKT KpYrmylo Uiu
0BaNbHYl0 QOpPMY, CKOLIEHHbI Kpaii, Npou3BoaAT
BMeyatneHue «yrnybnenusy. TeM He MeHee B He-
KOTOPbIX ClTy4asix daHHblE MOPAXeHMs HEOTINYM-
Mbl OT CapkoMbl HOWMHra, OCTEOTEHHOH CapKOMbI,
APYrUX A0OPOKAYECTBEHHBIX W 37I0KAYECTBEHHBIX
0mnyXonei, 0CTEOMMENHTA.

[lnarHo3 ocHOBaH Ha pe3ynbratax OGuoncuu.
Knetku JlaHrepraHca 06bl4HO XOPOLIO BMAHDI, 3a
MCKNIOYEHMEM CTapbIX MopaxeHui. C Lenblo ycTa-
HoBneHna AuarHosa K/l nmatonor uaeHTMOULM-
PYET 3TV KNETKM B COOTBETCTBUM C UX UMMYHOTU-
CTOXMMMYECKMMU XapaKTEPUCTUKAMM, K KOTOPbIM
otHocuTes 3kcnpeccus CD1a v S-100 Ha nosepx-
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HOCTM KNeTku. Kak TONbKO AMarHo3 yCTaHoBMEH,
cTagus 3abonesaHus OMXHa ObiTb onpeneneHa
MyTeM NPOBEAEHNS COOTBETCTBYIOLIMX BU3YaNbHbIX
1 NabopaTopHbIX UCCNEN0BAHMIA.

Mporuos

Xopouwmii NporHo3 0TMEYaeTcs B TOM Cyyae,
€C/IM COCTOSIHME MalMeHTa COOTBETCTBYET 06EMM
HKEeYKa3aHHbIM XapaKTepUCTUKaM:
= NATONOMMYECKMI NMPOLECC OrpaHUYeH KOXel,

NMMbATHYECKUMM Y3NaMU1 UM KOCTSIMM;
= BO3pacT >2 net.

Mpu MpOBENEHMM NEYEHMS BbDKMBAIOT MOYTU
BCE NaLMEHTbI.

3a60/71€BaEMOCTb M CMEPTHOCTb MOBILIAKITCS
MpM HalMuMM MYNbTUOPTaHHBIX MOPaXeHMH, 0Co-
OeHHO Yy NauneHToB
= B BO3pacTe <2 fieT;
= C BOB/IEYEHWEM KPOBETBOPHOI CUCTEMI, Neye-

HW, IETKNX MW CENE3EHKM.

Mpu npoBeaeHMu fneyennst oOWAS BbKMBaE-
MOCTb NALMEHTOB C My/bTUOPraHHbIMU MOpaXe-
HusMu coctasnset okono 80%. JleTanbHblid Mcxon
bonee BepoSTEH Y MALMEHTOB TPynMbl pUcKa C
OTCYTCTBMEM OTBETA Ha HauaNbHyl0 Tepanuio. 3a-
boneBaHMe 4acTo peunanBupyer. MoxeT Habnto-
[aThCsl XPOHWYECKOE PEMUTTUDYIOLLEE WAM MPO-
rPeccUpyloLLEe TeueHue, 0C0BEHHO Y B3POC/bIX.

Jleyenne
= [lonaepxuBaiowas Tepanms.
= B HEKoTOpbIX Cyyasx 3aMecTUTENbHAs rOpMo-
HasbHas Tepanus Npy rUNoNMUTyUTapu3Me.
= XMMMOTEPANKS NpU MyNbTUOPraHHOM Mopaxe-
HUM.
= B HEKOTOpbIX CTyyasix Xupypruyeckoe BMella-

TENbCTBO WAM NyyeBas Tepanus (06bIYHO Mpu

NOKaNbHBIX KOCTHBIX NOPaXeHUsX).

MocKonbKy AaHHbIE CUHAPOMbI XapaKTepH3yIoT-
€1 PEAKOCTbIO M CNOXHOCTbIO, MALMEHTbI, Kak Mpa-
BMNO, HAOMIOJAITCA B YUPEXOEHUAX, MMEIOLMX
onbiT B neyenun K/ Heobxoguma obuuas nog-
[EPXMBAIOLLIAS TEpanus, KOTopas MOXET BK/KYATb
B Ce09 TLATENbHYIO TMUIUEHY C LEMbIO OTPaHUYeHHs
MOPAXEHHIA YLLIeH, KOXHbIX MOKPOBOB M 3y60B, a
TakxKe HEKPIKTOMMIO UM PE3EKLIMIO MOPAXKEHHOI
TKaHM [IeCeH C LIeNbl0 OrpaHuueHus NopaXKeHuil
nonoctu pra. [ina neyenus cebopenHoro aepma-

TUTA BOOCMCTON YacTW TONOBbI MOXHO 2 pa3a B
HEefleIt0 NPUMEHSTb CeNeHCOAEPXKaLMiA LaMMyHb.
Ecnn 310 He npuHocuT 3bdexTa, fonyctumo npu-
MeHeHMe KOPOTKUX KypCOB TOMMYECKMX KOPTUKO-
CTEPOMA0B Ha OrPAHUYEHHBIX YUACTKAX KOXKM.

3a nauueHTaMM C CUCTEMHOIA naTonorveit Be-
[LeTCs HabNAeHe C Liebio BbISBAEHUS BO3MOX-
HOW MHBANMAM3aLMKM, 0DYCNOBNEHHOM KOCMETH-
YeckuMM, YHKLMOHANBHBIMU OPTONEAUYeCKUMHU
W KOXHbIMM ZledeKTamu, @ TakKe NpOSBNEHUSMHU
HeMPOTOKCMYHOCTM M MCUXONOTUYECKUMU  MpO-
Gnemamu, npu KOTOpbIX MOXeT noTpeboBaThcs
MOMOLLb NCUXONOra.

Y MHOrMX nawueHToB HeobX0aMMO NPoBeseHHe
3aMECTUTENbHOI TOPMOHANbHOM TEPANuU C LIENbH
NIeYeHMs HeCaxapHoro Auabeta unu Apyrux npo-
ABNEHHI TUNONUTYUTapU3MA.

MauneHTaM € MyNbTUOPTaHHBIMU MOPAKEHMS-
MM MOKA3aHO Ha3HaueHue xumuotepanuu. Mpu-
MEHeHMe CYLeCTBYIOWMX NPOTOKONOB eyeHus
OuHaHCHpyeTCs npu Moanepxkke obuecTsa -
CTMouMTO308. lPOTOKONbI NEYEHWS PA3NMYALOTCS B
33BUCUMOCTY OT KaTeropuu pucka. (CM. npoTokonsl
NIeYeHus, OCTYMHbIE Ha MHTEPHET-CaiiTe 0bllecTBa
TMCTMOLMTO30B). NOYTH ANA BCEX NALMEHTOB C XO-
POLUMM OTBETOM Ha NeYeHUe BOIMOXHO nocieny-
folee npekpateHue Tepanuu. [poTokonsl Ans na-
LIMEHTOB C NJIOXMM OTBETOM Ha JIe4eHue HaxoasTcs
B CTaauy pa3paboTky.

MecTHOe XMpypruyeckoe Um IyyeBoe neyexue
MPUMEHSIETCS MPU NOKANbHBIX KOCTHBIX MOpae-
HUSX, PEXE — NPU MHOXECTBEHHbIX NOPAXEHUAX
C BOBNIEYEHMEM HECKONbKMX KocTeld. Jlerkogoctyn-
Hble TMOPAXEHUS HEKPUTMYECKUX NOKANW3aLmid
MOrYT MOABEPraTbCA XMpYpPruieckoMmy Bbickabnu-
BaHMIO. XWpYpruyeckoro BMeWaTeNbcTBa Heob-
XOZMMO 136€raTb B TOM C/yuyae, eVt OHO MOXET
noBseyb 3a co60i GOPMUPOBAHME 3HAUMTENBHBIX
KOCMETUYECKUX W OpTOneanyeckux AeGopmaumit
wnm - notepio GyHKUMM. MeraBonbTHas Nydesas
Tepanus MOXET NPUMEHSTLCS Y MALMEHTOB C pu-
CKOM CKeneTHbIX ZedopMaLuii u notepu 3pexus
BUIEACTBME 3K30(TaNbMa, Natonoruyeckux ne-
pPEeNoMOoB, KONanca No3BOHKOB M MOBPEXAEHUA
CMIMHHOTO MO3ra, a TaKXKe Y MaLMEHTOB C TAKENbIM
6oneBbIM CMHAPOMOM. [103bl 06/1y4eHMs Npu 3TOM
3HAUUTENIbHO HIKE, YEM MpU NeYeHUn 3n10Kaqe-
CTBEHHBIX OMyXOnei. Xupypruyeckoe U nyyesoe
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NEYEHNE IOMKHO NMPOBOAMTLCA CeLMan1CTaMm no
neyenuto TKN.

MaumMeHTbl C MPOTPECCHPOBAHMEM  MYNbTU-
OpraHHbIX MOpaXeHuid Ha (oHe CTaHOAPTHOTO
NEYEHNS, KaK NpaBusIo, OTBEYAKOT Ha Bonee arpec-
CMBHYI0 XMMMOTEpanuio. Y MaLMeHToB, He OTBe-
YalOWMX Ha PE3EPBHYI0 XMMMOTEPANHIO, MOXET
MPUMEHSATBCA  TPAHCMNAHTALMA KOCTHOTO MO3ra,
3KCMEepUMEHTANbHAS  XMMMOTEPANKS, UMMYHOCY-
MpeccuBHas UM MMMYHOMOZYNMPYHOLLAA Tepanus.

TEMO®ATOLUTAPHbBIN
JTMMOOTMCTUOLMUTO3

TemodaroumtapHbliii numdoructnoumtos (N - pepkoe
3a6oneBaHue, 06YCNOBNEHHOE UMMYHHOM AUCHYHKUMElH
Y TPYAHbIX AeTeil M feTeil Mnaawero Bo3pacta. Y MHOrux
naumMeHToB uMeetcs oHOBas MMMYHONOTMYECKas naTo-
NIOTUS, XOTA B HEKOTOPBIX Cy4asX OHA OCTAeTca HeycTa-
HoBneHHoi. K npusHakam manudectaumn 3aboneBanus
OTHOCATCA NMMdAAEHONATHS, renaTocneHoMeranus, u-
XOpajKa, HeBpONOTHYecKUe OTKNOHEHHA. [luarHos ycra-
HaB/IMBAETCS HA OCHOBaHWM CNELUBUYECKUX KTMHUYECKUX
NPU3HAKOB M PE3YNbTaTOB FEHETUYECKOTO TECTUPOBAHMS.
3abonesanue, Kak npaBuno, NOAAAETCA XMMUOTEpanes-
THYECKOMY leyenuio. B pechpaKTepHbIX MM reHeTHYecKku
06YCNIOBNEHHBIX CY4anX MPUMEHSETCA TPAHCNIAHTaLMS
reMONo3THYECKUX CTBONIOBBIX KNETOK.

[ xapaKTepu3yeTcs CneayoLWMM1 NpU3HaKaMu:
* BbICOKMt ypoBeHb LnTokuHOB (IL-1, IL-2, TNF-q;

ramma-untepdepona [INFly; pacteopumoro IL-

6, IL-10, IL-12; rpaHynouuT-MakpodaranbHoro

KonoHuecTumynupytowero dakropa [TM-KCQ));

* HEKOHTPOAMpYeMas Nponndepauns U akT1Ba-

LSl LIMTOTOKCMYECKUX T-KNETOK, eCTeCTBEHHbIX

Kunnepos v Makpo(haros B PazuHbIX TKAHSX.

XapakTepHbl  MaToNorMyeckMe  M3MeHeHus
ONpefieNieHHbIX acnekToB UMMYHHON (QYHKUMM, K
npuMepy aKTUBHOCTW €CTECTBEHHbIX KUANEpPOB W
LUMTOTOKCUYECKMX T-KNETOK.

[Nl oTHOCMTCS K peakuM 3aboneBanusiM. B
OCHOBHOM OHO MopaaeT AeTei B Bo3pacTe <18
mecsues. opmbi [T

* HACNEACTBEHHbIN (MepBUYHBIN);
* NpUOBPETEHHbIi (BTOPUYHBIIA).

He3aBucumo ot (opMbl reHeTMyeckue oTKNO-

HEHWS, KIMHUYECKME NPOSIBNIEHUS U UCXOLbI 3360-

NIeBaHNS UMEKT CPaBHUMBIiA xapakTep. lpuobpe-
TeHHbIi [JIT MoxeT ObITb aCCOLMMPOBaAH C APYrUMM
UMMYHHbIMM 3300NeBaHMSMM (neitko3bl, MMPo-
Mbl, CKB, y3enkoBblii MoAMapTepuuT, CapKouaos,
MPOTPECCUBHBIA CUCTEMHBIA CKNEPO3, CMHAPOM
Lllerpena, bonesHb KaBacakw), BcTpeyaetcs y pe-
LMMYEHTOB, NepeHeCIUMX TPaHCAHTALMI0 NoYek
unm nedenu. NMpwobpeterHbii T MoXeT pa3su-
BaTbCA KaK pe3ynbraT Apyrux 3abonesanuit uim
WMMYHOCYNPECCMBHOM  Tepanuu, MpUMEHsIEMON
LIS MX NIeYeHMs, a TakKe BCeACTBUE MHDEKLMOH-
HbIX MPOLLECCOB.

CUMNTOMBI M NPU3HAKK

K paHHuUM npu3Hakam 3aboneBaHus OTHOCSTCS
IMXOPajKa, renatoMeranus, CineHoMeranms, Chinb,
MMQaaEeHoNaTUs, HEBPONOTUYECKUE OTKIIOHEHMS
(MpUnagKu, peTMHaNbHbIe reMopparuw, atakcus,
HapyLLEeHWe CO3HaHMS uan KoMa). MoryT Habmio-
JLaThCA KOCTHble NopaxeHus. KnuHudeckas MaHu-
(ectauma 3aboneBaHUS MOXET COMPOBOXAATHCA
(GopMUpOBaHKEM Y pebeHKa «yrproMOi» MUMMKM.

Aunarxo3

= Cneunduyeckme KIMHUYECKME M Opyrve Kpw-
TEPUN.

[l HeobxoAMMO NOAO3PEBATL Y AETEl C peun-
IVBUDYIOUMAMMA MHDEKUMAMM HEYCTAHOBNEHHOTO
reHe3a M TUMMYHBIMW OTKNOHeHMsMM nabopa-
TOPHbIX MOKa3aTeneit (LMTOMEHMS, Koarynonatus,
u3MeHeHUst QYHKUMOHANbHBIX MEYEHOUHbIX Mpob,
BbICOKMI CbIBOPOTOYHbI YPOBEHb (eppuTHHa)
WM TUIMYHBIMMA CUMITOMAMM W MPU3HAKaMMU aH-
HOro 3aboneBaHus.

[larHo3 BbICTaBNSETCA MPU HAAMuMK >5 Crie-
[LYIOLMX MPU3HAKOB:
= JIMXOPafiKa (MaKCUManbHbIA NOAbEM Temnepa-

Typbl Tena >38,5 °C Ha npoTskeHun >7 aHel);
= CNNIEHOMEranus (ceneseHka nanbnupyetcs >3

CM Huxe Kpasi pebepHoit fyrv);

w UMTONEHUS C BOBMEYEHMEM >2  KNETOUHbIX
poctkoB (Hb <9 r/mn, abconotHoe Konuye-
B0 Heitpotdmnos <100/MKn, TPOMBOLMTI
<100 000/mkn);

= MNEpTPUIIULEPUAEMMS (YPOBEHb TPUITIULLE-
pW0B HaTollak >2,0 MMOnb/A AU NpeBblLle-
HWe BO3PACTHOM HOPMbl Ha >3 CTaHAAPTHBIX
otknoHeHuii [COJ) uam runodubpuHoreHeMus
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(GubpuHoreH <1,5 r/n unu CHUKeHMe BO3paCT-
HO¥ HopMbl Ha >3 CO);

= remo(arouuTos (B 6ronTaTax KOCTHOrO MO3ra,
ceneseHku unu IUMQGaTyeckux y3nos);

= CHUKEHME WM OTCYTCTBME aKTMBHOCTM ecTe-
CTBEHHbIX KM/NEPOB;

= YPOBEHb CbIBOPOTOUHOrO GepputuHa > 500
MKT/N1 B COYETaHUM C NOLBEMOM YPOBHS PacTBo-
pumoro IL-2 (CD25) (>2400 ME/Mn nnm 3Ha-
YMTENbHOE NPEBbILIEHNE BO3PACTHON HOPMbI).
MoCcKoNbKY HEKOTOpbIE U3 3TUX TECTOB HE UMe-

10T LUMPOKOTO NpuMeHeHus, a I He oTHOCUTCA K

PACcMpoCTPaHeHHbIM  3300NIeBaHMSM, MaLMEeHTBI,

KaK npaBwno, 06PALLAOTCA B CMeLManu3upoBaH-

Hble LieHTPbI C Liefbio BepUdMKALMK AMarHo3a.

Jleyenne
= TPAHCMNAHTALMS TEMOMO3TUYECKUX CTBONOBLIX

KNETOK M XMMMOTEpanus.

JleyeHne NOMKHO ObITb HAYaTO MpY HanMuMu
nofo3peHus Ha flaHHoe 3aboneBaHue, Iaxe ecm
COCTOSHME MauMeHTa He COOTBETCTBYET BCEM [Ma-
THOCTUYECKMM KpUTEpHAM. JleueHneM, kak npasuno,
33HMMAIOTCA AETCKWE reMaToon B CreLmani3mnpo-
BaHHbIX LIEHTPAX, MMEIOLLMX OMbIT JIEYEHHS NaLy-
eHToB ¢ 11, B 3aBucMoCTi OT Hanmums akTopos
PUCKA, TAaKUX KaK OTATOLLEHHbIA HACNEACTBEHHbIA
aHamHe3 no [T, conyTcTyiowme MHOEKLMM, 3Ha-
ynTenbHble [edeKTbl UMMYHHON CUCTEMBI, MOXET
MPUMEHSTHCA KOMOMHMPOBAHHAs Tepanus, BKIi0-
yaiowas B cebs TPAHCMNaHTaLMIO FeMON03THYECKMX
CTBOMOBbIX KNMETOK, MPUMEHEHME [eKCaMeTa3oHa,
LMK/IOCTIOPYHa, 3TON03W 13, METOTpeKCaTa.

BOJIE3Hb PO3AU-AOP®MAHA

(CuHYCOBBbI TMCTMOLMTO3 C MacCUBHOM MMQage-
HonaTue)

Bonesnb Posan-[lopdmana - pepkoe 3aboneBanue, xa-
paKTepusyloeecs aKKyMyNauMein TMCTMOLMTOB M Mac-
CUBHOI IMMazieHonaTheld, 0co6eHHO B 06nacTH roNoBbI
W wen.

bonesHb Po3an-LlopdmaHa Haubonee pacnpo-
CTpaHeHa cpeay naumeHToB B Bo3pacte <20 ner,
MpenUMyLLECTBEHHO HETPOUAHON pachl. MpuumHbl
33601eBaHMS HEM3BECTHBI.

Haubonee u4actbiMM CMMNTOMaMu SIBASHOT-
s nuxopagka W MaccuHas 6e3bonesHeHHas
numbaneHonata  weiHoi obnacth. Kpome
TOro, MOryT 6biTb BOBJEYEHbI NUM(aTUYecKue
Y3Nbl APYTUX NOKANU3auuii: MeAUacTUHANbHbIe,
330pIOWHHHbIE, NOAMbILEYHbIe, NaxoBble. Tak-
e BCTPEYaeTCs MopaxeHue HOCOBOW MOOCTH,
CIIOHHBIX Xenes, Apyrux 0bnacteit ronosbl
wen, LUHC. K apyrum knuHuyeckum npossne-
HUSIM OTHOCSTCS IM3UC KOCTEN, y3e1K0BOE Nopa-
KEHUE NIErKuX, Cbinb. KOCTHbIA MO3T U ceneseH-
Ka, KaK NpaBu0, UHTAKTHbI.

JlabopaTopHble TecTbl 06bIYHO BbISBAAKT New-
KOUMTO3, MONMMKNOHANBHYI TUnepraMmarnobynu-
HEMMI0, TUMIOXPOMHYK) MIM HOPMOXPOMHYIO aHe-
Muio, yckopenue CO3.

3abonesaHue, Kak NpaBuno, paspellaeTcs Ca-
MocTosTenbHo. JleueHne He Tpebyetcs; opHako
OCYLLECTBASIUCH MOMbITKMA NPOBEAEHUS XUMMOTE-
panuu.

E55D Muenonponudepa-
THBHble 3a60/1eBaHus

MwuenonponndepatuBHble  3aboneBaHus  Xa-
paKTEPM3YIOTCS NATONOTMYECKOH Nponudepaumeit
OfIHO¥ WM BOMIEE IMHMIA TEMONO033a UNW COBAMHM-
TeNIbHOTKAHHbIX 3/1EMEeHTOB. OHM BK/TIOYAIOT:

* 3CCEHLManbHYI0 TPOMBOUMTEMMIO;
* NepBUYHbIA MUENoPubpo3;

* UCTUHHYK NOAULUTEMMIO;
* XPOHWUYECKMIA MUENoNenkos.

JcceHumanbHas TpOMOOLMTEMMS, MEPBUYHbIN
MUenodubpo3 1 UCTMHHAS NONMLMTEMUS — MUENO-
nponutepatuBHble 3a60neBaHUs, KOTOpbIe Xapak-
TEpU3YHOTCA OTCYTCTBUEM DUNafeNnsOUIACKOi Xpo-
MOCOMbI. MuenonponudepatueHble 3aboneBaHms,
0COBEHHO XPOHMYECKWUA MMEeNoneitkos, MHoraa
TpaHchopMUpyIOTCA B OCTPbIi Neliko3. [nep3o-
3UHOQUNBHBIA CUHAPOM W MACTOLMTO3 HeKoTopble
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remMatonoru Takke OTHOCAT K Muenonponude-
paTuBHbIM 3aboneBaHusM. OfHAKO, N0 MHEHHIO
BONbLMHCTBA IKCMEPTOB, OHM XapaKTepU3yHTCA
JLOCTaTOYHbIM YHCIOM 0COBEHHOCTEN, KOTOPbIE MO-
3BONIAIOT HE BKJIKOYATb WX B 3Ty rpynny.

Kaxpoe u3 3tux 3aboneBanuit upeHTMdMUM-
PYETCS HA OCHOBE COOTBETCTBYHOLLEN npeobnada-
foLLeit YepTbl WaM Nokanu3aumu nponudepaumum
(rabn. 151-1). HecMoTpst Ha CX0ACTBA, KaXAOMY 13
3360/1eBaHMI NPUCYLLE TUIMYHOE COYETAHUE KIH-
HUYECKMX NPOSBNEHUH, U3MEHEHHIA NaBOPATOPHbIX
rokazarenei 1 TeueHus. Xota B KIMHUYECKOH Kap-
TUHe MOXeT npeobnafatb Npoaudepauus ofHOro
pocTka, kaxaoe w3 3abonesaHuit 06blYHO 0OY-
C10BNIEHO Npoandepavyelt KNoHa NONUMOTEHTHBIX
CTBOMOBBIX KNETOK, YTO MPUBOAMT K BbIPAKEHHOM B
Pa3HOW CTeMeHu natonoruyeckoi nponudepaumm
3PUTPOLMTOB, NEMKOLUTOB M NPEALECTBEHHUKOB
TPOMOOLMTOB B KPaCHOM KOCTHOM Mo3re. 13 3toro
NaTonorMyeckoro KNoHa, 0AHaKo, He 06pasyioTca
dnbpobnactbl KocTHOro Mo3ra. MocnenHne MoryT
(GopMUpOBaTLCS B pe3ynbTaTe MOAMKNOHANbHOM
aKTMBALMM.

Axomanus TMpo3nHKMHa3bl JAK2, yuactBytoeit
B Perynauuu 0TBeTa KOCTHOTO MO3ra Ha IpUTPONo-
3TUH, NEXUT B OCHOBE PA3BUTUA UCTUHHOM MOM-
UMTEMUU W 3HAUUTENbHOI 0NE CNTy4YaeB 3CCEHLM-
anbHoi TpoMboumMTEMUM U MUenodmMbpo3a.

TABN. 151-1. KNACCHOUKAL A
MWENONPONU®EPATUBHbIX 3ABONEBAHUH

3ABOJIEBAHUE NPEOBNIALAIOLLAA
YEPTA
UcTukHag nonmumtemus JpuTpoLnTO3

MepBuyHbIA MUENoduEPo3 (U
MMenocknepos)

®nbpo3 KOCTHOrO Mo3ra
€ IKCTPaMeayNNSPHbIM

remMono3soM
JcceHuManbHag Tpombouutemust | TpoMboLMTO3

XpOHMYecKuii Muenoneikos [paHynouwTo3

3CCEHUMANDBHAA
TPOMBOLUTEMUA

(3CCeHUManbHbIA TPOMBOLMTO3; NEPBUYHAS
TpOMBOLUTEMMS)
JcceHuManbHbid  TpomMboumutos (3T) xapaktepusyetca
NOBbILIEHHEM YPOBHS TPOMGOLMTOB, rUnepnnasueii Me-
TaKapuoLMTOB U CK/IOHHOCTbIO K KPOBOTEUEHWAM WIMU
TpoM603aM. CMMNTOMbI M MpM3HAKM MOTYT BKIIOYATb

cnaboctb, ronoBHble 60K, NapecTesuu, KpPoOBOTEYEHHUS,
CNNEHOMEraNuio, 3PUTPOMENANTUIO U UILIEMMIO NaNbLEB.
[lnarHo3s ycTaHaBnMBaeTca npu YpoBHE TpomGouuToB
>450 000/mxkn, HopManbHO# 06LLeii Macce IpUTPOLUTOB
WM HOPMANbHOM reMaToKpUTE NPYU AOCTaTOYHbIX 3anacax
)enesa, otcyTcTBuM Muenotmbposa, punapenbuirckon
XpoMocoMmbl (unu rubpuptHoro reHa BCR-ABL), a Takike
Apyrux 3a6oneBaHui, KoTopble MOrAK Gbl BbI3BaTb TPOM-
6ouuTo3. OHO3HAYHOr0 NOAXO0AA K IEYEHHHO HET, OAUH U3
BapHaHTOB IeYEHUA MOXKET BKAKYATb acnupuH. MaumueHTb!
>60 net, a TakKe NAUMEHTbI C TPOMGO3aMM U TpaH3UTOP-
HbIMK MLIEMHYECKUMM aTaKaMM B aHAMHE3e HYKAAKTCA
B LMTOTOKCHYECKOI TEPanuM AN CHUKEHUA PUCKa TPOM-
60308. CornacHo MMeloLMMCS AAHHBIM, PUCK TPOMBO3a He
KOpPENMpYeT C YPOBHEM TPOMOOLIMTOB, XOTS OTAE/bHbIE
Ccy4aun CBUAETENbCTBYIOT 06 06paTHOM.

Narodusuonorus

3T 00bl4HO SBNAETCH Pe3yNbTAaTOM MaToNorum
KNOHA OJHOM MOMMMOTEHTHOM CTBONOBOM KNETKM.
0nHaKo y HEKOTOPbIX KeHILWH, KOTOpble Ya0BAeT-
BOPAOT KpUTEPUAM AMarHo3a 3T, 0TMeyaeTcs no-
NMKNOHaNbHOE nopaxeHue. BospactHoe pacnpe-
aenenune 3T BUMOLANbHOE: OAMH MUK NPUXOINUTCS
Ha Bo3pact 50-70 net, apyroi - Ha MONOAON BO3-
PACT (Y XXEHLLMH).

OTtMevaeTcs ycuneHHoe obpasoBaHue TpoMOo-
uuTOB. [POAOMKMTENBHOCTb XM3HM TPOMOOLMTOB
00bI4HO OCTAETCS HOPMANbHOM, 0HAKO OHA MOXET
YMEHbLIATLCS B CBSA3M C UX CEKBECTpaLMeii B cene-
3€HKe, @ TakXe Y MALMEHTOB C 3pUTPOMENnanrue,
COMPOBOXAAOLLENCS MLIEMUE NaNbLEB.

Y naumeHTOB NOXMNOro BO3pacTa C aTepockie-
PO30M BbICOKMI YpOBEHb TPOMOOLMTOB MOXET
CNpOBOLMPOBATb Cepbe3HOe KPOBOTEYEHWE WK,
47O yalle, TpoM603. TpoMb03 ABASETCS OCHOBHOVA
MPUYMHOI OCNOXHEHWA U CcMepTHOCTU. MocneaHme
WUCCNIEL0BAHMSA YKA3bIBAKT HA TO, YTO MOBBILLEHHbIN
YPOBEHb IEVKOLMTOB SBNSETCS BAXHbIM HE3aBM-
CMMbIM DakTOpOM pucka TpoMb03a. X0Ts COracHo
OTAENbHbIM CO0BOLLEHUAM (M Cenys NOTUKE), BbICO-
KM ypOBEHb TPOMBOLIMTOB MOXET NOBBILLATH PUCK
TpOoM603a, pe3yNbTaTbl OAHOIO UCCNea0BaHNS No-
ka3zanu 06paTHy0 3aBUCMMOCTb MeXay COAepxa-
HueM TpoMOOLMTOB M puckoM Tpombo3a. KposoTe-
YeHue ABnseTCs 6onee BEpOSTHbIM OCIOKHEHMEM
PE3KO BbIpaXeHHOro TpoMboLuTo3a (re. >1,5 MaH



1727

Tnasa 151.  Mvenonponugepatushble 3abonesanus

TPOMBOUWTOB/MKN) B CBA3M C NPUOBPETEHHBIM Je-
OuumTom daktopa GoH Bunnebpana.

CMMNTOMBI M NPU3HAKK
K 4yacTbiM cMMMTOMaM OTHOCATCS:
u (1aboCTb;
= KPOBOTEYEHMS;
= M0JArpa;
= [11a3Hast MUTPEHb;
= MApecTe3ny KUCTel pyk 1 cTon.

TpoMb03 MOXET Bbi3bIBaTb CUMMTOMbI B MOPa-
KEHHOM y4acTKe (HanpuMmep, HEeBpONOruyecKas
MaTonorus Mpu  MHCYNbTe WAM  TPaH3UTOPHbIX
MLWEeMHYEeCKUX aTakaX, oMb B HOrax, OTeK HOT WIW
W TO M [pyroe npu TPOMBO3e COCYMOB HUXKHMX
KOHeYHoCTelA, 60Mb B rpyau W OfibILIKA NPU TPOM-
6o3mbonuu nerouHoii aptepuu). KposoTeuenue
00bI4HO He3HauMTENbHOE. [pMepoM MoXeT bbiTb
HOCOBOE KPOBOTEYEHME, CKIOHHOCTb K 06pa3o-
BAHMIO CMHSIKOB WM XKeNyLOYHO-KMLIEYHOEe Kpo-
BoTeyeHue. MOXeT BO3HMKATb MIWEMMS ManbLies
W CnNeHoMeranua (Kak npasuino, He >3 M Hike
kpas pebepHoli ayru). MocneaHss BCTpeyaetcs y
<50% naumeHToB. U3peaka MoxeT HabmoaaThes
renatomeranus. Y 6epemeHHbIX TpoM603 MOXeT
6bITb NPUYMHOI NPUBBIYHBIX BbIKMABILIEN.

Munarnoctuka
= 06wWmit aHanu3 KpoBM W Ma3oK nepudepuye-

CKOW KpOBM.
= LluToreHeTnueckue uccienoBaxus.
= B03MOXHO MccnenoBaHme KOCTHOMO Mo3ra.

3T cnemyeT 3anofo3puTb Y Tex MAUMEHTOB,
KOTOpbIX OblIM MCK/KYEHbI MPUYMHBI PEaKTUB-
Horo TpomboumTo3a. [Mpu nopospeHun Ha 3T
HeobXOAMMO BbIMONHMTL OBWMIA aHanW3 KpoBM,
WCCNefoBaTh Ma3ok nepudepuyeckoi Kpoew, npo-
BECTW LMTOreHeTUYeCKMe UCCNeL0BaHMS, BKIOYAS
uccnenoBanme Ha dunapenbuickylo XxpoMocomy
n mytaumio BCR-ABL. HekoTopble aBTOpUTETHbIE
WUCTOYHWKM COBETYHOT NMPOBELEHUE UCCNeLOBaHMS
KOCTHOrO Mo3ra. OZIHAKO, HECMOTPS Ha CyLLeCTBO-
BaHMe Knaccuueckux ana 3T Mopdonoruyeckux
WM3MEHEHMH, AMArHOCTUYECKash LEHHOCTb UCCNeso-
BaHMS KOCTHOTO MO3ra He YCTaHOBNEHA. YpOBEHb
TpoMbouuToB MoxeTnpesbiwats 1 000 000/mkn,
HO MOXeT bbiTb 1 He 6onee 450 000/mk.
YpoBeHb TPOMOOLMTOB MOXET CMOHTAHHO CHU-

XaTbCsl BO BpeMsi bepeMeHHOCTH. B nepudepu-
YeckoM Maske MOryT 0DHapyxuBaTbCs arperatbl
TPOMOOLMTOB, TUraHTCKWE TPOMBOLMTHI U (par-
MeHTbI Merakap1oLMToB. [lng KOCTHOro Mo3ra xa-
paKTepHa rMnepnnaasus TpoMOOUMTOB C 0bunneMm
BbICBOOOXAAIOWMXCA TPOMOOLUMTOB. B KOCTHOM
MO3re MpuCyTCTBYeT xene3o. 3T oTnyaeTcs ot
LpYrX MUenonponudepatueHbIX 3abonesanmii ¢
TPOMOOUMTO30M TeM, YTO Mpu HeM HabntofaoTcs
HOPManbHbIV reMaToKpUT, HOPMAsbHbIA CPefHMI
06bEM 3pUTPOLMTOB, HOPMasbHbIE MOKA3aTeNu Co-
LEPXaHUA Xene3sa, 0TCyTCTBUE DunanenbOuitckoi
XPOMOCOMbI, TpaHcnokauum BCR-ABL, kannesua-
HbIX 3pUTPOLMTOB. [pK 3TOM MOXET OTMeYaTbCs
BbIPAXXEHHOE yBenuueHne (uOp0O3a  KOCTHOTO
Mo3ra (KOTOpOE MMeeT MeCTo MpW Mauonatu-
yeckom Muenoubpose). Mytauns JAK2 V617F
BCTpeyaetcs npubansutenbHo y 50% naumeHTos.
Y HeGonblLOW KoM naumenToB ¢ T oTMeyatoTcs
npuobpeTeHHble MyTALMM reHa peLientopa TPOM-
6ono3tuHa (c-mpl).

Mporuos

MpOLOMKMTENBHOCT KM3HM BM3KA K HOPMaib-
HoMi. XoTs 3aboneBaHWe 4acto COMpOBOXAAETCA
CUMMTOMaMK, ero TeyeHue 06bl4HO [0GpOKaye-
cTBeHHOe. Cepbe3Hble OCNOXHEeHMS, 00yCNoBAeH-
Hble TPOMBO30M apTepuit U BEH, PeaKK, HO MOTyT
NpenCTaBasTb Yrpo3y Ans xmu3Hu. TpaHchopmalms
B N1eiik03 0TMeyaeTcs <2% naumeHTos. 31a uudpa
MOXET BO3paCcTaTb NMOUIE MPUMEHEHUS LUTOTOK-
CMYECKMX MPEnapaToB, 0COBEHHO aNKUIMPYHOLLMX
areHToB.

Jleuenue
w Acnupuh.
= [penapartbl, CHMXalowMe ypoBeHb TpOMOOLK-
TOB (HanpuMep, rMAPOKCUMOYEBMHA, aHarpe-
nng).
= MHorna - TpombouuTodepes.

Mp1 He3HAUMTENBHO BbIPAKEHHDBIX BA3OMOTOP-
HbIX CUMNTOMAX (TakuX KaK rofioBHas 60k, nerkas
CTeneHb UWeMUM NanbLes, IPUTPOMENanTus) u ¢
LeNbl0 CHWKEHMS pUCKa TPoM603a Y NauMeHToB
W3 TPYNMbl HU3KOTO PUCKA MOXET BbiTb OCTATON-
HO NPUMEHEHMs acnupuHa B 103e 81 Mr B CyTKM.
bonblMHCTBY GepeMeHHbIX Takke Ha3Havaercs
acnupuH. Ero mcnonb3oBaHue y NauMeHToB u3
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TPYNMbl HM3KOTO pUCKA [OOMYCTUMO, OJHAKO He
MOATBEPXKAEHO aHHBIMU UCCNEL0BAHMIA.

Mockonbky MPOrHO3 YacTo ABASETCS bnaronpu-
ATHBIM, MOTEHLMANbHO TOKCMYHbIE TMpenaparl,
CHWXalolLMe YpOBEHb TPOMOOLMTOB, CiedyeT uc-
Mo/b30BaTh B Pa3yMHbIX A03ax. O6LEenpu3HaHHbI-
MU TOKa3aHUSAMM 1St UX IPUMEHEHHS ABNSIOTCA:

= NpeabIayLMe 3n130abl TPOMO03a MM TpaH3K-

TOpHbIE MWEMUYECKME aTakM;

= BO3pacT >60 ner.

[lpyrve nokazaHus ABNSIOTCA NPOTUBOPEYMBI-
MU, [alMeHTbl CO 3HAUUTENbHBIM KPOBOTEYEHUEM
W PE3KO BbIPAXEHHBIM TPOMOOLMTO30M (NaLMEHTbI
W3 rPYNMbl BBICOKOTO PUCKA) MOTYT HYKAThCA B Je-
YEHUM 1S CHUKEHMS! KOHLEHTpaLmu TpoMBoLy-
T0B. HyXHbl 1 Mpenapatbl A1 CHUKEHNS YPOBHS
TPOMOOUMTOB NauueHTaM <60 eT, He UMEeLNUM
CMMMTOMOB, HeAcHO. K npenapatam, yrHeTaowmm
KOCTHbI/ MO3T, KOTOPbIE CHUXAOT YPOBEHb TPOM-
BOLMTOB, OTHOCATCA aHarpenua, uHTepdepoH anb-
®a-2b v ruppoKkcMMoYeBIHa (MHOTAA B COYETaHMM
C HM3KOVi 030/ acMMpWHa). B Lenom ruapokcumo-
YeBMHA CYMTAETCA MpenapatoM BbiBOpa, OAHAKO
HEKOTOpble KIMHWLMCTBI MPEANOYMTAOT aHarpe-
. TocKonbKy TAPOKCMMOYEBHHA U aHarpenma
MpoXonsT 4epe3 remaTonsalleHTapHbid bapbep,
OHM HE MCMOMb3YIOTCS BO BPeMsi BepeMeHHOCTH.
Mpu HeobxoaMMOCTH 6epeMEHHbIM MOXET Ha3Ha-
yaTbcst MHTEpdEpoH anbda-2b.

[lo3vpoBkn W HabnogeHne 0BCyxaAtTCS B
pa3fieNie NeYeHns UCTMHHOM noauuuteMum. Tpa-
JMUMOHHON LIENbI0 NEYEHUs! SBNSETCA CHUKEHUE
ypoBHs TpombouuToB <450 000/mkn 6e3 npoBo-
UMPOBAHMA 3HaUMTENbHBIX TOCKMYECKMX IbDeKTOB
WM NOZABNEHMS APYIMX POCTKOB KOCTHOTO MO3ra.
3Ty uenb, 0fHaKo, HeoOXOAMMO MepecMOTPETb,
YUMTbIBas HOBbIE [laHHbIE, KOTOPbIE YKa3bIBAKOT Ha
06paTHyI0 B3aMMOCBS3b MEX[Y YPOBHEM TPOMOO-
LUMTOB 1 PUCKOM TpoM603a.

Tpombouutodepes ucnonb3yeTcs y OTaAeNb-
HbIX MaLMEHTOB C CEPbE3HBIMU KPOBOTEYEHUAMM,
PELMAMBMPYIOLIMM TPOMOO30M MM Tepef HeoT-
NOXHbIMM XMPYPTUMYECKMMM BMELLIATENbCTBAMMU 1S
HEMEL/IEHHOTO CHXEHWS KOHLIEHTpaLmMu TpoMbo-
umToB. OHako HeobXodMMOCTb B 3TO NpoLenype
BO3HMKAET PeAIKO. B CBA3M C AIUTENbHbIM NEPUOOM
MOMYXWU3HM TPOMBOLMTOB (7 [HEN) rMapoKcUMOoye-
BMHa Y aHarpenu He [atloT MrHOBEHHOTO 3ddekTa.

TPOMBOLUTO3
(BTOpM4Has TpoMbOLMTEMMS)

TpoMBOLMTO3 MOXET BO3HUKATb Ha (OHE:
= XPOHMYECKOrO BOCTANeHWs, Hanpumep npu

PEBMATOMAHOM apTpUTE, BOCMANUTENbHbIX 3a-

BOneBaHMsX KuWeYHKa, Tybepkynese, capko-

WL03e, rpaHyneMatose BereHepa;

= OCTPOM MHDEKLINK;

= KPOBOTEUEHMS;

= feduumta xenesa;

= TEMONN33;

= 3/10KYeCTBEHHbIX HOBOOBPa30BaHui (0CobeH-
HO XOKKMHCKME W HEXOMKKUHCKME IUMPOMBI);

= CMNEH3IKTOMUM;

= MUenonponudepaTuBHbIX M remMaTonornyeckux
330071eBaHMiA (HanpuMep, UCTMHHOW MONULK-

TEMWUM, XPOHUYECKOTO MUeNoneiikosa, CUaepo-

BNacTHOI aHeMuW, MUENOANCTINA3NK (Leneums

L/IMHHOTO MNeya 5-i XpoMOCOMBI), MAMONATH-

YeCKoi MUenoaucnnasmm).

Kpome TOrO, CywwectyiT ceMeiiHble QOpMbl
TPOMOOUWTO33, HanpuMep 06YCNIOBNEHHbIE MyTaLW-
MU reHa TPOMBOMO3TUHA UK TeHa ero peLenTopa.

®yHKUMS TPOMOOUMTOB 06bIYHO He CTpajaeT. B
0TAnYMe oT 3T BTOPUYHAA TPOMOOLMTEMMS HE CO-
MPOBOX/AETCS YBENMYEHUEM PUCKA TPOMDO3A U
KPOBOTEYEHHMIA, KPOME Tex CNyyaes, KOraa nawueH-
Tbl AIMTENbHOE BPEMS 00E3BMXKEHbI UM UMEIOT
BbIPAXXEHHOE NopaxeHue aptepuid. Mpu BTOpHY-
HOM TPOMBOLMTO3€ YPOBEHb TPOMBOLMTOB 0ObIYHO
<1000 000/mkn. Ero npuumHa MOXeT 0Ka3aTbCst
0y4eBHAHOM nocne c6opa aHaMHe3a M NpoBeneHus
06bEKTUBHOIO 0CMOTPA (BO3MOXHO, B COYETAHMM
C NOATBEPXAAOWMMM IUArHO3 UCCIELOBAHUAMM).
06Lwmit aHanM3 KPOBM MOXET NOMOYb 3aM0L03PUTL
feduumt Xenesa wam reMonus. Eom npuumHa
0CTAeTCs HesICHOM, CedyeT paccMoTpeTb Heobxo-
AMMOCTb 06CNeZ10BaHNA Ha NpeaMeT MUeNonponu-
(epaTuBHOro 3aboneBanms.

YcTpaHeHue npuumnHbl 06bIMHO NPUBOANT K HOP-
Mafu3aLum ypoBHS TPOMOOLUTOB.

NEPBUYHbIN MUENODUBEPO3

(arHoreHHast MUeNoMAHas MeTannasus;
MUenodnbpo3 C MUenouaHoON MeTannasuen)
MepBuuHblii Muenodm6pos (MIM) - 310 XpoHMueckoe,
06bI4HO MAMONaTHYeckoe 3abonesanue, KOTOpoe Xapak-
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Tepuyetca ¢pu6po3oM KOCTHOTO Mo3ra, CnieHoMeranuei
M aHeMHel C He3penbiMW MK KanneBUAHBLIMU PUTPO-
umTamu. A AMarHoCTHKM Heo6XOAMMO MCCNef0BaHHE
KOCTHOTO MO3ra M UCK/IKYEHHe APYrUX NaTonoruyeckux
COCTOSHMUIA, KOTOpble MOTYT Bbi3BaTb Muenoubpos (BTo-
PpHuHbI MUenogubpo3s). Jleuenne, Kak npasuno, nopaep-
KMBaloLee.

Narodusuonorus

Muenodubpo3 - 370 upe3mepHoe 06pa3oBa-
HUe COELMHUTENbHOI TKaHW B KOCTHOM MO3Te C Mo-
Tepeli KPOBETBOPHBIX 3/1EMEHTOB U NOCTEAYHOWNM
3HAUMUTENbHBIM YCUIEHWEM BHEKOCTHOMO3rOBOTO
KPOBETBOPEHMS (MPEMMYLLECTBEHHO B MEYEHU W
Cene3eHke, YTO COMPOBOXAAETCA BbIPAKEHHbIM
yBENMYEHMEM MX pasmepos). Muenogubpo3 Mo-
KET ObITb MEPBUYHBIM AU BTOPUYHBIM B PE3yfib-
TaTe psda reMatonoruyeckmx, 30Ka4eCTBEHHbIX U
LobpokayecTBeHHbIx 3abonesanuii (tabn. 151-2).

MM BCTpeyaeTcs yalle BTOPUYHOTO M Pa3BUBA-
€TCs B pe3y/ibTate 3/10KaYeCTBEHHOTO Nepepoxae-
HUS MONMMOTEHTHBIX CTBONIOBBIX KNETOK KOCTHOMO
M03ra. ITW KIETKM CTUMYIMPYIOT BbIPaboTky upes-
MEpHOr0 KonM4ecTea KoanareHa Gubpobnacramu
KOCTHOrO MO3ra (KOTOpble HEe BOB/EYeHbI B Mpo-
LIecC 3N0Ka4eCTBEHHOrO nepepoxaeHus). Hanbo-
nee vacto MM BcTpeyaetca B Bo3pacte ot 50 ao
70 ner.

Mpu MM B KpoBb BbICBODOXAAETC MHOXECTBO
APOCOAEPXALLMX IPUTPOLMUTOB (HOPMOBAACTOB) U
rPaHyNOLMTOB (neiiko3puTpobnactos). KoHueHTpa-
ums JIAM B nna3me 4acto nosbllieHa. B KoHeYHOM
WUTOre Pa3BMBAETCA HENOCTATOYHOCTb KOCTHOMO
MO3ra C NOCTeayloWMM pa3BUTUEM aAHEMUU W
TpoMboUMTONEHUU.  BbICTPO  MporpeccupytoLmii,
He MOLAMWMIACS NEYEHUID XUMUONpenapaTamu
OCTpbIii NI KO3 Pa3BMBAETCA NPUBNMBUTENBHO
10% naupueHToB.

3N0KaYeCTBEHHBI WM OCTPLIA MMenopubpo3
SBNAETCS PEAKMM BapuaHToM. OH xapaktepu3yer-
cs 6onee BbICTPO MPOrPECCUPYHOLLNM TEYEHUEM W
MOXET B eMCTBUTENLHOCT BbITb UCTUHHBIM Mera-
Kap1OLMTAPHbIM NIEIKO30M.

Mpu3HaKK M CHMNTOMDI
Y MHOMMX NauueHToB MUenoGubpo3 npotekaet
6eccMMITOMHO. Y HEKOTOPbIX OTMEYATCS CUM-

TAB).151-2. NATONOTMYECKME COCTOAHMA,
CONPOBOXAAIOWNECA MUENODGUBPO30M

COCTOAHME NPUMEP

Pak Pak ¢ MeTacta3amm B KOCTHbII MO3T
Jiumdoma XomkkmuHa
Jleiiko3bl (B YaCTHOCTH, XPOHUYECKMI
MUENoNenKo3 1 BONOCATOKNETOUHbIA
Neiko3)
MHoxecTBeHHas M1enoma
HexomxKkuHCK1e MM oMbl
NctuHHag nommuutemus (y 15-30%
MaumMeHToB B hase McToLLeHus)

Nrdexumm Octeommenut
Tybepkynes
lepsuyHas neroy- -
Has runepTeHus
ToKcHHb! Bexson
Topus anokcua

PenTrenoBckoe unm ramma-oﬁnyueH ne

AyTOMMYHHbIE (KB
3abonesanus CucTemHblit cknepo3
(peaxo)

MTOMbI @HEMUM, CMIEHOMEranuM WK (Ha MO3AHMX
cTanuax) obliee HefoMorakue, noTepst BeCa, iu-
X0paKa, MHAPKTbl CENe3eHKM. Y 3HaUUTENbHOTO
YMCna NaLMEHTOB Pa3BMBAETCA renatoMeranus.
YBenuuenne numbatmueckux y3nos BCTPeYaeTcs
PEfIKO.

JuarHocTuka
= 06wWyit aHanu3 KpoBM W Ma3oK nepudepuye-

CKOW KpOBM.
= ViccnenoBaHme KOCTHOTO Mo3ra.

3anopo3putb MM MOXHO Y NaLMEHTOB CO Crne-
HoMerasnuei, MHbapKTaMu Cene3eHKn unm Heobb-
ICHAMBIM NOBbIWEHMEM KOHLeHTpauun JIAT Mpu
noao3peHNM Ha daHHoe 3aboneBaHue Heobxoam-
MO BbINONHMTb 06LIMIA aHaNW3 KPOBM M UCCIENO-
BaTb (hopMeHHbIE 3N1EMEHTDI B Ma3ske mepudepu-
Yeckoi KpoBM, @ Takke MPOBECTU WUCCIe0BaHME
KOCTHOTO MO3ra, BK/It0Yas LIMTOreHETUYECKMIA aHa-
3. Tlpu BbisiBNeHMM Muenodubposa B obpaste
KOCTHOrO MO3ra (yBEMYEHHOe CopepxaHue Kon-
nareHa 1 dubpobnacTos, BbIBNEHHOE NPW OKpa-
LMBAHWM PETUKYNIMHA, OCTEOCKNEPO3) C MOMOLLbIO
COOTBETCTBYIOUIMX KIMHUYECKUX W NabOpaTOPHbIX
METOfI0B HeobXoaMMO MCKOYMTb Apyrve 3abo-
NeBaHus, CONpoBOXAalolwmecs Muenodubposom
(tabn. 151-2).

AHemus SIBNAETCA XapaKTepHbIM MPOSBJEHNEM
3aboneBaHmus. (O BpEMEHEM €e BbIPAXEHHOCTb
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06bl4HO HapacTaet. Mopdonorus Knetok Kposw
MOXET ObITb pa3HOOOPA3HOM. IPUTPOLLUTLI UMELDT
pasHyto Gopmy. MoryT oTMeYaTbcs peTkynoumTo3
W NonnXpomazus. KannesuzaHble IpuUTpouuTbl (aa-
KPUOLMTbI) SBASKOTCS XapaKTepPHOI 0COBEHHOCTbIO.
B KpoBM Takxe 0BbIYHO BCTpeYaTCs sapocoaep-
Kallye 3pUTPOLMTBI M NPEALIECTBEHHUKN HEATPO-
Gunos. YpoBeHb NeiKkounToB 06bIYHO MOBbILLEH,
HO NpyW 3TOM MOXET CUIbHO BapbupoBaTh. Hu3-
Koe COLepaHue NeikouuToB 06bIYHO ABNSETCA
HebnaronpuATHbIM MPOTHOCTUYECKUM  (HAKTOPOM.
Heittpodwnbl, kak npaeuno, Heapenbie. Muenobna-
CTbl MOTYT BCTPEYAThCS AaXe B OTCYTCTBUE OCTPOO
neitko3a. BHayane ypoBeHb TPOMOOLMTOB MOXeT
BbITb BbICOKMM, HOPMaNIbHBIM WU HU3KUM, OIHAKO
no Mepe NpOrpeccMpoBaHus 3a6oneBaHus Hauu-
HaeT npeobnaaaTb TPOMOOLMTONEHMNS.

B AMarHoOCTMYEeCKM COXKHBIX C1y4asX MOXHO
npoaHanu3upoBatb copepxanne CD34+ knetok B
06pasue nepudepuyeckoit Kposu. Y naLMeHToB ¢
MM ux ropasgo 6onblue, 4eM y 3A0POBbIX MOAEN.

Mpy MOMbITKe acMMpaLMu KOCTHOrO MO3ra Ma-
Tepuan 0bbIYHO MONYYMTb He yaaeTcs. ockonbky
[N151 YCTAHOBKM MarH03a HeOBXOAMMO TUCTONOr-
yeckoe noaTeepxaeHue Gubpo3a, T.K. NOCNeaHMNA
MOXeT ObiTb BbIPaXXeH HepaBHOMEpPHO, TpemnaHo-
Broncuio CneayeT BbINOMHUTL B APYIOM Y4acTke,
eCM nepBbiii 06pasel; TKaHU He MO3BOASET yCTa-
HOBMTb IMarHo3.

Mporxos

MennaHa MpOLOMKMTENBHOCTU  XU3HU  CO-
CTaBnsieT 5 neT C MOMeHTa Hauana 3abonesa-
Hus. OBHAKO CPOKM MOTYT 3HAYMTENbHO Bapby-
poBaTb. Y HeKoTopblX 3aboneBaHue ObICTPO
MpOrpeccupyeT, NPUBOAS K JNETANbHOMY UCXOAY
33 KOPOTKWiIi NMPOMEXYTOK BpeMeHu. Y HekoTo-
PbIX MArHO3 YCTaHaBNMBAETCA C 3ano3gaHueM. K
HebnaronpuATHbIM - NPOTHOCTUYECKUM  (hakTOpaMm
oTHocsTcs remomobuH <10 r/mn, nepenusa-
HMe KpOBM B aHaMHe3e, NeMK03nTO3, neikone-
HMS 1 ypoBeHb Tpombouutos <100 000/mkn.
MpoOMKUTENBHOCTb XM3HW NALMEHTOB B rpynne
Haubonee BbICOKOTO pucka coctagnseT <1 roga.
Hukakoit MeTon neyeHms, 3a WUCKIOYEHMEM afl-
NIOTEHHOM TPaHCMAAHTALMM CTBOJIOBBIX KNETOK, He
MOXeT 06paTUTb MM KOHTPONMPOBATb MAToNOM-
YeCKuii NPOLLECC, Nexallyit B 0CHOBe 3aboneBaHus.

Jleuenune
= CMMNTOMaTHyeckas Tepanms.
= B HeKoTopbiX Cnyyasx - annoreHHas TpaHC-

MNaHTaLus CTBONOBbIX KNETOK.

JleyeHue HanpaBieHo Ha obneryeHue cMMNTo-
MOB M OCNOXHEHMIA. B nannuatusHbIX Lensx uc-
MO/b3YIOTC aHAPOreHbl, XMMMOTEPaNus, 3MO0M-
3aLms CeNe3eHKM 1 lyyeBas Tepanus. Y nauueHTos
C HU3KOW 151 JAHHOTO YPOBHS reMOrobuHa KOH-
LieHTpaLMeN IpUTPONOITUHA BBELEHME NOCTEaHe-
r0 MOXET MOBbICKTb FEMOMMOBMH 10 OCTaTOYHOO
YpOBHS. B oCTanbHbIX Cnyyasx MoxeT notpe6o-
BaTbCsl MEPENMBAHME SPUTPOLMTAPHONA Macchl. Y
Oonee MONOAbIX NALMEHTOB Ha MO3AHUX CTAAMAX
3aboneBaHus CreayeT paccMoTpeTb BO3MOXHOCTb
ANNOTEHHOM TPAHCMNAHTALMM CTBOJIOBbIX KNETOK.
EcTb npuMepbl YCMEWHOro UCMob3oBaHua ano-
TEHHOW TPaHCMAAHTaLMM CTBOMOBLIX KNeTok 6e3
abnsumm KOCTHOTO MO3ra axe Y NaLmeHToB bonee
CTaplUero BO3pacTa, OfIHaKo 0BbIYHO OHA MpOBO-
ANTCS Y NauneHToB <65 net.

WHrmbuTopsl JAK-kackaaa, cyas no Bcemy, MoryT
B 3HAYMTENbHOM CTEMeHM KOPPEKTUPOBATb Crile-
HOMETaNNI0 M MaTONOMMYECKME U3MEHEHMS KNIETOK
nepudepuyeckoit KpoBM. ITv Npenapatbl HaxoaaT-
€Sl Ha paHHMX 3Tanax pa3paboTku.

WCTUHHAQ NONIMLUMTEMUA

(nepBuyHas nonuuuTemMus)

WUctunHas nonuuutemmus (UM) - 310 upmonatmueckoe
XPOHHYecKoe MuenonponudepatusHoe 3abonesauue,
KOTOpOE XapaKTepusyeTci YBeNMHeHHeM obiueit Maccobl
3PUTPOLIUTOB, 4TO NPOABNAETCA YBENUYEHUEM FEMATOKpH-
Ta. 3a6oneBaHue COMPOBONAAETCA YBENMYEHHEM PUCKA
TpoM603a M B peaKuX Cyyasx OCTPOro neiiko3a U Mue-
nocubposa. Take MOKET pa3BMBATLCA renarocnieHoMe-
ranus. [luarios ycraHaBnMBaeTcs Ha OCHOBaHWM obluero
aHanu3a KpoBH, TECTUPOBAHUSA Ha HaMuMe MyTauMuii reHa
JAK2 v knuHUYeckux Kputepues. JleueHue BKIIIOYAET HUC-
N0/Ib30BaHWE HU3KMX 103 ACNMPHUHA Y BCEX MALIMEHTOB U
MMeNnocynnpeccuBHbIX NPEnaparos Y NaUMEHTOB B rpynne
BbICOKOro pucka. Kpoonyckanue paHblue 6bino cranaap-
TOM NeYeHUs, HO Cei4ac ero poNib NPOTUBOPEUMBA.

UM - 310 Haubonee pacnpocTpaHeHHoe Mue-
nonponudepateHoe 3abonesaHue. 3abonesa-
emoctb M B CLUA coctasnset 1,9/100 000, npu
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3TOM PUCK yBEeNMuMBAETCS C BO3pacToM. MM He-
CKO/bKO Yallie BO3HMKAET Y Myxx4uH. CpenHuii Bo3-
PaCcT Ha MOMEHT YCTaHOBKM [MarHo3a COCTaB/sieT
60 net.Y neteit UM BCTpeyaeTcs o4eHb peako.

Narodusuonorus

Mpu MMM oTMeyaeTcs ycuneHHas nponudepaums
BCeX KETOYHbIX POCTKOB, T.6 MpEnLeCTBEHHUKOB
3pUTPOLMTOB, NEMKOLMTOB 1 TpOMOOLMTOB. B CBS-
31 ¢ 3tuM WM MHOrda HasbiBakT NMaHMMEN03oM
W3-33 YBENWYEHUS COLEPXKaHWUS MpedcTaBuTenei
BCeX 3 KNETOUHbIX IMHUIA nepuepuyeckoit KpoBu.
YcuneHHas NpofyKUMS OFHOTO 3PUTPOLMTAPHOIO
POCTKA Ha3bIBAETCS 3PUTPOLMTO30M. M301MpOBaH-
Hblii TDOMBOLMTO3 MOXET Habntoaatbes npu UM,
OZIHAKO Yallle OH BO3HMKAET MO APYrUM MPUYMHAM
(BTOpMYHbIA 3puTpouuTo3). Mpu WM Bbipabotka
3PUTPOLMTOB MPOUCXOLMT HE3ABUCUMO OT YPOBHS
3pUTPONO3TUHA.

BHEKOCTHOMO3r0BOE ~ KDOBETBOPEHME ~ MOXET
MPOUCXOLUTH B CENe3eHKe, NeYeHu 1 Apyrux opra-
HaX, KOTOpbIE MOTYT CIIYXWTb MeCToM 06pa30BaHua
knetok kposu. OBOpOT KNeToK nepudepuyeckoit
KpOBM BO3pacTaeT. B koHeuHoM uTore 3aboneBanue
MOXET nepeiiTu B (ay UCToLLeHUS, NPOSIBNIEHNS KO-
TOPOIH HEOTIMUMMbI OT NMepBUYHOTO MUenodubpo3a.
TpaHcdopMaLms B OCTPbIii NelK03 OTMeYaeTcs pes-
KO, OfIHAKO PUCK BO3PACTaeT MpU MCMOMb30BAHUM
ANKUNMPYIOLLMX MPenapaToB M PaiMOaKTUBHOIO
docdopa. MocneaHuit ciemyer MCNonb30BaTb TOMb-
KO B PEAKMX CMTy4anX UM He UCMOMb30BaTb BOBCE.

OcnoxHeHua. [pu MIN Bo3pacTaeT 06beM Unp-
KynMpYHoLLEl KPOBY 1 YBENMUMBAETCA €€ BS3KOCTb.
MaumeHTbl CKNOHHbI K pa3BuTMi0 TpoMbO3a. Tpom-
603 MOXeT BO3HMKATb B OONBWMHCTBE COCYAOB,
MPUBOLS K MHCYNbTAM, TPAH3UTOPHBIM MLIEMMYE-
CKMM aTakaM, TpoMbo3y rMybokux BeH, MHDAPKTY
MMOKapAa, 3aKynopKe apTepuu Uiy BeHbl CeTyar-
KW, MHDAPKTY ceneseHku (4acto COMPOBOXAAe-
MbIM WYMOM TPEHUS BPIOLIMHBI) UM K CUHAPOMY
banna-Kuapu. B npownom 3kcneptbl CuuTanu, 4o
MOBbILIEHHASA BA3KOCTb KPOBU SBASETCS (aKTOPOM
pucka Tpombo3a. MocneaHue UCCNEnoBaHMS Yka-
3bIBAIOT Ha TO, YTO PUCK TPOMOO03a MOXKET B NEPBYH
0yYepefb 3aBUCETb OT BbIPAXEHHOCTY NEMKOLMTO3a.
OpHaKo 3Ty runoTesy elwe NpeacTouT NpoOBEpHUTH B
CnewumanbHo pa3paboTaHHbIX Ans 3TOH Lenu npo-
CMEKTUBHBIX UCCNELOBAHMSX.

DyHKLMA TPOMOOLIMTOB MOXKET ObiTb HApyLLEHa,
4YTO MOBBILAET PUCK KPOBOTEYEHMIA. YCKOPEHHBINA
060pOT KNETOK MOXET Bbi3bIBATb MOBbILLIEHME KOH-
LIeHTPaLMM MOYEBOWM KMCIIOTbI, TEM CaMbIM YBEM-
YMBas PUCK Pa3BUTUA Moparpbl U GOpMMPOBaHUS
KaMHe# B MoyKax.

leHeTuvyeckue ¢akTopbl. KnoHanbHbIi re-
MOM033 SBASETCS OTAMYMTENbHOM YepToii UM. 310
CBMAETENBCTBYET O TOM, YTO MpUYMHOM nponmde-
paLuy SBASIETCS MyTALMA CTBONOBLIX KPOBETBOP-
HbIX Knetok. MyTaums JAKZ V617F (uav ofHa w3
HecKonbkux apyrux bonee peskux MyTauwii reqa
JAK2) 0bHapyxu1BaeTCs NpakTU4ecky y BCex nauu-
eHToB ¢ WM. OaHaKo npakTMyecku C NOAHOM yBe-
PEHHOCTbI0 MOXHO YTBEPX[ATb, YTO CyLLECTBYIOT
W [pyrie MyTauum, nexallue B ocHoe 3abonesa-
Hus. O noaaepxmsatot JAK2 6enok B COCTOAHMM
MOCTOSIHHOW AKTUBHOCTM, YTO MPUBOZMT K W30bI-
TOYHOW Mponudepaunu KNeToK He3aBuCUMO OT
KOHLHTPaLUM 3pUTPONO3THHA.

Mpu3Haku u cMNTOMBI

MM yacto npotekaet 6eccuMnToMHO. MHoraa
YBENMYEHME YMCNA LMPKYIMPYIOLMX 3PUTPOLM-
TOB M MOBbIWEHWE BS3KOCTM COMPOBOXAAKTCS
1aboCTbio, AYPHOTOW, HApYLWEHMSMM 3peHus,
YCTanoCTbio M OfbILKOA. YacTbiM CMMNTOMOM
ABASETCA 3yA, 0C06eHHO nocne aywa. Moxet oT-
MEyaTbCs MOKPACHEHWE ULA W paclUMpeHue BeH
CeTYaTkW, @ TaKKe MOKPacHeHWe W BonesHeH-
HOCTb N1afiOHe M MOAOLB, MHOTAA B COYETAHMM
C MweMueil nanbues (3putpomenanrus). Yacto
HabntofaeTcs renatomeranus, y 75% nauueHToB
BCTPEYAETCS CMNeHoMeranus (MIHOraa pesko Bbli-
paXeHHas).

TpoMB03 MOXET BbI3bIBaTb CMMMTOMbI B MOPa-
KEHHOM y4aCTKe (HanpuMmep, HeBponoruyecKas
MaTosorus NMpu UHCYNbTE UM TPAH3UTOPHBIX MLLe-
MUYeCKUX atakax, 6oNib B HOrax, OTeK HOT UK ¢
TO M [pyroe npu TPOMBO3e COCYNOB HUKHUX KO-
HEYHOCTeN, OAHOCTOPOHHSS MOTEPS 3peHUs Npy
TPOMBO3€e COCYA0B CETYATKM).

KposoteueHus otmeyatotcs y 10% naumeHTos.

YCKOpeHHbIit  MeTabonmu3M  MOXET Bbi3biBaTb
cybebpunbHylo Temnepatypy M MpuUBOZMTH K
noTepe Beca, YTo YKa3blBAeT Ha nepexof 3abone-
BaHms B a3y ucroleHus. MocnenHss KIMHUYeCku
HeOTMYMMa OT NepBHYHOTO Muenodubposa.
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JuarHocTuka
= 06uWmi aHanu3 KpoBMm.
= TecTMpoBaHMe Ha MyTaLwmm rexa JAK2.
= B HekoTopbIX Cyyasix - MccnefoBanue KOCTHO-
r0 MO3ra W OMpefeneHne nna3MeHHoN KOHLLEH-
TPpaLuyW 3pUTPONO3TUHa.
= [lpumeHenue kputepues BO3.

Mopo3penune Ha MM 4acto BO3HMKAET yxe Ha
31ane o6LLero aHaau3a KpoBu (YPOBEHb reMorno-
buHa >18,5 r/an y MyxuuH wam >16,5 r/an y
KEHLUMH), OBHAKO OHO TaKKe LOMKHO BO3HMKATb
MpM HanWuWM COOTBETCTBYIOWMX CMMMTOMOB, B
YacTHOCTM cuHapoMa bapna-Kuapu (ctout, op-
HaKO, OTMETHTb, YTO Y HEKOTOPbIX MaLMEHTOB CHH-
£pom bapna-Knapyu passuBaetcs 40 NoBbILEeHNS
remMatokputa). HeitpodunbHbIli  neiikouutos w
TPOMBOUMTO3 SIBAAOTC YacTbMK, HO He 06s3a-
TenbHbIMU NPOABNEHNAMM. [aLMEeHTbI C U30MPO-
BaHHbIM YBENUYEHWEM YPOBHS reMornobuHa uim
3PUTPOLIMTO30M Takxe MoryT umeTb UM, ogHako B
TaKuUX C1yyasx B NepBylo o4Yepeab CeayeT UCKi-
4YUTb BTOPUYHBIA IPUTPOLMTO3, KOTOPBIN SBASETCA
bonee Yactoi NPUYMHON U30AMPOBAHHOIO MOBbI-
WeHWMs KOHLEHTpauuu remMornobuHa. UM Takke
MOXHO 3aNOf03PUTb Y HEKOTOPbIX NalWEHTOB C
HOPMa/bHbIM YPOBHEM reMOrnobuHa, HO C MUKPO-
UMTO30M W Npu3Hakamu feduumuTa xenesa. d1a
KOMOMHALMA MPU3HAKOB MOXET BO3HMKATb NP re-
MOM033€, NPOTeKaoLEM Ha (QOHE OrpaHUYeHHbIX

3aMacoB Xenesa, uto ABNSETCA OTNUUMTENbHOIA
4yepToii HekoTopbix C1yyaes WM.

BO3 6bia1 pa3paboTaHbl HOBbIE KpUTEPUM ANA-
rHoCTUKM (1abn. 151-3). Takum 0bpasom, naumeH-
Tbl C NoA03peHneM Ha UIM 06blYHO LOMXKHbI ObiTh
NpOTECTMPOBAHbI HA HanuumMe MyTalmii reHa JAKZ.
Mccnenosatue 0bpaslia KOCTHOTO MO3ra He BCerza
0693aTefbHO.

B 1ex ciyyasix, Koraa OHO MPOBOAMTCS, B KOCT-
HOM Mo3re 00bl4HO 06paLLAT HA CeOs BHMMaHMe
MaHMMEN03, BONbLAA BEAMYMHA M CKYYEHHOCTb
MerakapuouutoB. B HekoTopbix Ciyyasix 06Ha-
PYXMBAIOTCA  PETUKYNIMHOBbIE BOMOKHA. OmHako
HUKaKME M3MEHEHWS KOCTHOTO MO3ra He M03Bo-
NS0T C abCONIOTHOM YBEPEHHOCTbH OTAMUMTD UIT
OT ipYruX NatoNorMyeckux COCTOSHHIA (Hanpumep,
BPOXIEHHOW CEMeHOM MONMLMTEMHUK), CONPOBO-
KOAOLMXCS IPUTPOLIUTO3OM.

KoHLeHTpaLus 3pUTPONO3TMHA B NAa3Me Y Na-
umeHToB ¢ MMM 06bIYHO HM3Kas WMAK HaxoaMTCs Y
HWXKHE rpaHLibl HOpMbI. MOBbILEHHAS KOHLEH-
TPAUMS YKA3bIBAET Ha BTOPUYHYIO MPUPOIY 3pU-
TPOLMTO3a.

B HekoTopbIX Cyyasnx MPOBOAMTCA MCCNEN0Ba-
HME Ha JH0reHHoe GOPMMPOBAHHE KONIOHUI 3pu-
TPOMAHBIX KNETOK B NPOBUPKe (MPeLLecTBEHHUKM
3PUTPOLIMTOB, B3sTble M3 nepudepuyeckoii Kposu
WM KOCTHOTO MO3ra NnaLueHToB ¢ UM, B oTnume ot
TaKoBbIX Y 310POBbIX NOAEN MOryT OPMMPOBaTH

TABNI. 151-3. AMATHOCTUYECKME KPUTEPMU UCTUHHOM NONMLMTEMUM BO3'

YPOBEHb

OcHOBHble KpuTepuu

CNELUDUKA

[pu3Haky yBenuyeHms oBLLel MaCChl LIUPKYNMPYIOLMX 3PUTPOLIATOB, B Y3CTHOCTU Hannume =1 u3

CNeyLmMX Kputepues: reMornobuH >18,5 r/an y MyxumH unm >16,5 r/an y xeHLwmH; reMornobuH
UM remMatokpuT >99 nepLeHTUns N0N0BO3PACTHOI HOPMbI 19 KOHKPETHOTO MeToAa onpefe-
NIEHUS 1 BbICOTbI HaZl YpOBHEM MOpS; reMornobuH >17 r/an y MyxunH unn 15 /00 y XeHlwmH

NPy 33PEr1CTPUPOBAHHOM UMK CTOAKOM MOBBILLIEHMM KaK MUHUMYM Ha 2 T/A1 N0 CPABHEHMUIO C
MCXOAHBIM YPOBHEM A1 AHHOTO NaLiveHTa 6e3 yyeTa koppekLun xenesofeduuuta; ysenuieHme
061LLeit MAcChbl LIMPKYNMPYHOLLMX IPUTPOLMTOB BoNee YeM Ha 25% No CPaBHEHMIO CO CpefHeit
HOPManbHON PaCyeTHON BEAUYMHON

Hanuuue mytaummn JAK2 617VF unn Apyroit GyHKUMOHANbHO CXOAHOM MyTaLWMK (HanpuMep,

MyTaumn 12 3k30Ha JAK2)
[lonontwTenbHble kputepum

I'Vlnepnnawﬂ KOCTHOr0 M03ra no CpaBHEHWIO C BO3[JaCTHO|71 HOpMOﬁ B COYETaHWUU C nponwd)epa-

LiMelt BCex TPex KNETOUHBIX IMHMIA (MaHMUEN03), CONpPOBOXAAIOLLEACA YBENMYEHHEM KONMYECTBA
TPaHyNOLMTOB, IPUTPOLITOB U METaKapUOLMUTOB.

[na3MeHHas KOHLEHTPALMS IPUTPONOITUHA HIUKE HUKHEN TPAHULIb HOPMbI

JHporeHHoe 06pa30BaHue KONOHHUIA IPUTPOMAHBIX KNETOK B NPObUpKe

[lng ycTaHoBNeHMs AnarHo3a HeobXOAUMO Hannuue 2 OCHOBHbIX M 1 JONOAHUTENHOTO KPUTEPUS MM 1 OCHOBHOTO 1 2 ONONHUTENbHbIX.

1310 uccnenosanue Gbino nepBoHayanbHo onybaMKoBaHo B xypHane Blood. Mcnonb3osakbl Matepuans Tefferi A, Thiele J, Orazi A n
c0aBT: MpeanoxeHus 1 060CHOBaHMe NepecMoTpa AUArHOCTUYECKMX KPUTEPUEB UCTUHHOI MOAMLUTEMMM, 3CCEHLMaNbHOTO TPOMBOLMTO3a U
nepBuyHOro Muenodubpo3a, paspabotaHHbix BCeMupHOi OpraHM3aLiMeit 30paBoOXPaHEHNS: PEKOMEHAALMN CELManbHOR MeXaYHAPOAHOI
komuccun kenepto. Blood 110:1092, 2007 © AmepukaHcKas accouuaLms reMatonoros.
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3pUTPOMIHbIE KNETKM B KYNbTYpe Oe3 106aBneHus
3pUTPONO3THHA).

Onpenenexme COBOKYMHOI MacChl 3pUTPOLIUTOB
npy MOMOLUM SPUTPOLIMTOB, MEYEHHDBIX XPOMOM,
MOXET MOMOYb OTNYMTb UCTUHHYIO W OTHOCUTENb-
HYI0 MONMUMTEMMIO, @ TaKXKE OTAMYUTb MOMMLIUTE-
MU0 OT MMENonponndepaTBHbIX 3ab0neBaHmil.
OnHaKOo TEXHWKA BbIMOMHEHMS 3TOMO TECTa CNOXKHA.
OBbIYHO OH He MPOBOAMTCS, Y4MTbIBAs €0 OrpaHu-
YeHHYI [OCTYMHOCTb W TOT (BaKT, YTo OH CTaHaap-
TU3MPOBaH [/ MCMONb30BaHMS TOMbKO HA YPOBHE
Mops.

K Hecneunduyeckum OTKNOHEHUAM nabopa-
TOPHbIX MOKa3aTenen, KoTopble MOTYT OTMEYaThCs
npu WM, OTHOCMTCS MOBbILIEHWE KOHLIEHTPALMK
BuUTaMMHa By u yBennuenue Byy; - cBf3biBato-
el CnocobHOCTH, a TakKe TUMEepypuKeMUs W
runepypukosypus (npucytcrsyiot y >30% naum-
€HTOB), MOBbIWEHHAs 3kcnpeccus reHa PRV-I 8
NeiikoumTax, CHKeHMe Kkcnpeccun reHa C-mpl
(pewentopa TPOMOOMO3TMHA) B MerakapuoLMTax
U TpoMboumTax. 3TW TecTbl He 06A3aTeNbHbl ANA
YCTaHOBNEHMS IMArHo3a.

Mporxos

B uenom UM conpsikeHa ¢ ykopoyeHuem npo-
JOMKUTENBHOCTM KMU3HU. MeMaHa BbIXMBAEMOCTH
BCEX NaLMeHToB cocTasnseT oT 8 1o 15 net, xotq
MHOTME XMBYT ropa3ao monblue. Camoii yactoi
MpUYMHOIA CMepTH sBAsieTCs TpoM603. Cnedyiowm-
MM 110 YacToTe MayT OCTOXKHEHUS Muenodubposa u
pa3BUTHE NeiKO3a.

Jleuenne
= JleyeHne acmupuHoM.
= Bo3moxHoe kpoBonyckaHue.
= Bo3moxHas MuenocynpeccusHas Tepanus.
Mockonbky WM siBnseTcs eouHCTBEHHOM dop-
MO 3PUTPOLMTO3a, MPU KOTOPOW MOXET GbiTb
MoKa3aHa MUENoCynpeccuBHAs Tepanus, Henb3a
NepeoLLeHnTb BaXHOCTb YCTAHOBNEHUS MPaBuib-
HOro AuarHosa. Tepanus fomkHa 6biTb Nogobpa-
Ha WMHOMBMLYanbHO C Y4eToM BO3pacTa, nona,
COCTOSHUS 3[10POBbS, KNMHUYECKUX NPOSBIEHMIA
W Pe3ynbTaToB reMatonoruyeckux UCCiesoBaHui.
MawMeHTOB pa3aensioT Ha rpynmny BbICOKOro pucka
W TpyNMy HU3KOTO pucka. K rpynmne BbICOKOro pucka
OTHOCST nauueHToB >60 N1eT ¢ aHaMHe30M TpoM-

6033 UK TPAH3UTOPHBIX ULIEMUYECKMX aTak, 6O
W TOTO, U AiYroro.

Acnupun. Acnvpun (8 fose ot 81 go 100 mr
B CYTKM) CHUKAET PUCK BO3HUKHOBEHMS TPOMOO03a.
B CBS3M C 3TUM NauMeHTbl, KOTOPbIM NPOBOAAT-
(5 TOMbKO KPOBOMYCKAHWUA WM KPOBOMYCKAHWA
B COYETaHMM C MMENOCynpeccuBHOW Tepanuen,
LOMKHbI NOMYYaTh aCMMPHH, 33 UCKIKYEHUEM Tex
C1y4aeB, KOraa OH MpOTMBOMOKa3aH. bonee Bbico-
Kue [03bl aCUPUHA COMPSHKEHbI C HELOMyCTUMO
BbICOKUM PUCKOM KPOBOTEYEHMUH.

Kposonyckanmue. KposonyckaHue 6bi10 0CHO-
BOII NIeYeHHs MALMEHTOB B rpynnax Kak BbICOKOTO,
TaK M HU3KOTO PUCKA, NOCKOSbKY 3KCMIEPTbI CYUTaM,
YTO OHO CHWXAET BeposiTHOCTb Tpombo3a. 06o-
CHOBAHHOCTb KPOBOMYCKaHMIA B HacTosiLLee BpeMs
HEOZHO3HaYHa, MOCKO/IbKY HOBbIE WCCIe0BaHUA
YKa3bIBAIOT Ha TO, 4TO YPOBEHb reMOrN061Ha MOXeT
He KoppenupoBaTb C puckoM TpoMb03a. Hekotopble
KIMHULMCTBI BOMbLUE HE MPULEPKMBAIOTCA CTPOTUX
PeKOMeHAALMI B OTHOWEHMU KPOBOMYCKaHMI. Tem
He MeHee [aHHbIi BONPOC HYXLAeTCs B AONOMHH-
TeNbHOM u3yyeHum. KpoBomyckaHue no-mpexHe-
My OCTAeTCA OAHOW M3 BO3MOXHbIX aNlbTepHATUB
Ans Moboro maupeHTa. Y HesHauuTensHoW Lonu
MALMEHTOB C TUNEPeMuelt KOXM M MOBbILIEHHOH
BS3KOCTbKO KPOBM KPOBOMYCKaHUE MOXET yMeHb-
WaTb BbIPAKEHHOCTb CUMNTOMOB. (CTaHAAPTHBINA
MOPOrOBbIi YPOBEHb reMaTOKPHTa, BbILLE KOTOPOTO
NpOBOAMTCA KPOBOMYCKAHMe, COCTaBnseT >45% y
MYXXYMH 1 >42% Y KeHLWWH. BHayane yepe3 aeHb
Bbinyckator oT 300 o 500 Mn KpoBM. Y NOXUAbIX W
MALMEHTOB C CEPAEYHO-COCYLMUCTbIMM 3ab0NEeBaHM-
M1 3abupatoT MeHbLumit 06bem kposu (ot 200 go
300 mn 2 pasa B Hepento). Kak Tonbko BenMuMHa
reMaToKpuTa CTAHOBMTCS HUXE NOPOrOBOM, OHa
MPOBEPAETCS ©XEMECSYHO W MOLNEPXKMBALTCA Ha
OZIHOM W TOM e YPOBHE MyTeM [ONONHUTENbHBIX
KPOBOMYCKaHWiA, KOTOpble BbINOMHSKT M0 Mepe
HeobxoaumocTn. Ecm HeobxoamMo, BHYTpUCOCY-
AMCTbII 06bEM BOCMOMHSETCH KPUCTANNOUAHBIMM
WM KOZTOMAHBIMMA PACTBOPAMM.

MuenocynpeccuBHas Tepanua. Muenocy-
MpeccuBHas Tepanus MoKa3aHa nauWeHTaMm K3
TPYNMbl BbICOKOTO PUCKa.

PapmoakTvHbIN dochop (32P) [0Aroe BpeMms
ucnonb3osancs Ais nevenna WM. ShdGexTMBHOCTL
neyenns coctasnset ot 80 mo 90%. Pemmuccus
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MOXET [/IUTHCS OT 6 MeCALEB 10 HECKOMbKMX JIET.
PamvoakTuBHbIii dochop Xopowo nepeHoCUTCs
TpebyeT MeHbluUel YaCTOTbl MOCELEHMIA KIMHUKM
nocne AOCTUKEHUS KOHTPONs Hap, 3aboneBaHueM.
OnHako MpuMeHeHWe paanoakTMeHoro (ocdo-
pa COMPSHXKEHO C YBENMYEHMEM pUCKA PaA3BUTMSA
0CTpOro neitkosa. Jleiiko3, BO3HMKAMILMA nocne
TakKoW Tepanuu, 4acto pe3nCTeHTEH K MHAYKLMOH-
HO Tepanuu W BCerfa Heusneumm. Takum 0bpa-
30M, IPUMEHEHHE paanoakTMBHOro Gocdopa Tpe-
Oyer TwarenbHoro oTbopa NauMeHToB (Hanpumep,
npenapar CieayeT Ha3HayaTb TONbKO TeM MaLiueH-
TaM, Ybsl OKMAaeMas NPOAOMKUTENLHOCTb KNU3HU B
CBS131 C CONYTCTBYIOLLEVH NATONOMMEN He NPeBbILa-
eT 5 ner). HasHauatb ero CTOuT TOMbKO B PeKUX
Cnyyanx. MHorve Bpaum He UCMONb3YyHoT ero BOBCE.

lapokcumoueBuHa  mogaensier  QepMeHT
puboHykneosupaudocdar-penykrazy. OHa Tak-
e MCMOoNb3yeTcs Ans NOAABNEHMS AKTMBHOCTM
koCTHOro Mo3ra. OfHO3HAYHbIX AAHHBIX O CMo-
COOHOCTM  TMAPOKCMMOYEBMHBI  MPOBOLIMPOBATH
neiiko3 HeT. OfHaKo BepoSTHOCTb TpaHcdop-
MaLuu B NENKO3 CYLECTBYET, XOTA OHa W Mana.
[MAPOKCMMOYEBMHY HA3HAYAlOT B HAYaNbHOM
po3e ot 500 go 1000 mr 1 pa3 B cyTku. Mauu-
€HTaM eXeHefieNlbHO BbINOAHSIOT 0OWMIA aHanu3
kposu. [locne [OCTWMXEHMS PABHOBECHOMO CO-
CTOSHMS MHTEPBANbl MEXAY aHanM3aMu KpoBM
YBEMYMBAIOT A0 2 Hedenb, a 3aTeM A0 4 Hedenb.
Ecm yposeHb neikountoB nagaet <4000/mkn
unu ypoeHb TpomMboLyMToB nagaet <100 000/mkn,
NleyeHne NPUOCTaHaBAMBAIOT, @ KOrAA YNOMSAHY-
Tble MOKa3aTenu NPUXOAST B HOPMY, BO30OHOB-
NS0T B 03e Ha 50% MeHblue ucxoaHoi. [losy
TMAPOKCMMOYEBMHBI PALMOHaNbHO TUTPOBATL A0
JOCTMKEHMUS MPAKTUYECKU HOPMaNbHOM BeNMuM-
Hbl FeMaTOKPKTA, OiHAKO AaHHbIE B MO/Ib3Y TAKOM0
TUTPOBAHMS OTCYTCTBYIOT. HOpManu3aums ypoBHS
NeiikoLMTOB, BEPOATHO, 6oNee BaxHa, HO Kak W B
npeaplaylem ciyyae, 3ta runotesa He bbina noa-
TBEPX/AEHA MNPOCMEKTUBHBIMU MCCNE0BaHUSMM.
MoaTBEpKAEHNS TOMY, YTO HOPMaNM3aLMA YPOBHS
TPOMOOUMTOB HEODXOAMMA, HET, U HeKoTOpble Bpa-
41 He YBENMYMBAKT A03Y TMAPOKCUMOYEBMHBI [0
Tex nop, Noka 4ncio TpoMbouuToB ocTaetcs <1,5
MAH/MKA. OCTpasi TOKCMYHOCTb — Hepefkoe fiBne-
Hue. B HekoTopbIX Cy4asx y NaLMeHTOB BO3HUKAET
CbiMb, CUMNTOMbI CO CTOPOHbI KENYA04HO-KMILIEY-

HOrO TPaKTa, MXOPaAKa, U3MEHEHWS BHELIHErO
BU[LA HOTTel, KOXHbIe 38Bbl. Bce 310 MoxeT nocny-
KWTb MOBOAOM [/1A NPEKPALLEHMS NPUEMA TUAPOK-
CMMOYEBMHBI.

MutepdepoH anbga-2b npumensetcs B Tex
C1yy4asX, KOrAa C MOMOLLBH MMAPOKCUMOYEBUHI
He YLaeTcs NOALEPXKMBATD HYXHbIA YpoBeHb Hop-
MEHHbIX 3/1EMEHTOB KPOBM UM Npyu HeahdekTus-
HOCTM nocneaHei. CTOUT OTMETUTb, YTO NEernanpo-
BaHHbIA MHTEpdepOH anbda-2b 0BbIYHO XOpOoLLO
MepeHoCuTCS. 3TOT Npenapar BO3AeACTBYeT Ha 3a-
GonesaHue Ha MoNeKynspHOM YpoBHe U 0bnaaaer
OTHOCHTENBHO HU3KOM TOKCUYHOCTBHO.

Ankunupytolwme npenaparbl MOryT NPOBOLMPO-
BaTb Pa3BUTHE K033, MOITOMY UX CTOUT u3be-
ratb.

B Hacrosiwee Bpema B (haze KIMHUYECKO
pa3paboTku HAXOUTCA HECKOMbKO MHIMOUTOPOB
kackaga JAK2. B oCHOBHOM OHM uccnemyiotcs y
60NbHbBIX C NO3AHUMM CTaausMK Muenodubposa.

JleyeHne ocnoxHeHuH. [vnepypukemmio
KOPPEKTUPYKOT C MOMOLUbIO ANNONYPUHONa, Ha-
3Hayaemoro nepopanbHo B fo3e 300 mr 1 pa3 B
CYTKM, €U MOBbILIEHNE KOHLEHTPALMKU MOYEBOH
KMCIOTbI COMPOBOXIAETCS CUMNTOMAMU MW eCTn
MALUMEHTbl OSHOBPEMEHHO MONYYAlT MUenocy-
MPECCUBHYHO Tepanuio. 3yf MOXHO MbITaTbCs KOH-
TPOAMPOBATb C MOMOLLBK) AHTUTUCTAMUHHBIX Npe-
MapaToB, OfiHAKO WHOTAA 3TOTO TPYAHO A06MTBCS.
Muenocynpeccust yacto aBnsetcs Haubonee 3¢-
(eKTUBHBIM  MeToOM.NIpUMepoM  MOTEHLMANBHO
3QdeKTUBHON TEpanumM MOXET BbITb XOnecTupa-
MWH B fl03e 4 rpaMMa nepopanbHo 3 pasa B CyTKM,
LUMNporenTaauH B fo3e 4 Mr nepopanbHo 3 pasa
B CyTKW, uumeTeauH B fo3e 300 Mr nepopanbHo 4
pa3a B CyTKM WM NapokceTuH B Aose ot 20 go 40
Mr 1 pa3 B CyTKM.

BTOPWYHbIA 3PUTPOLIUTO3
(BTOpUYHAR NonMLUTEMMS)

BTOpuYHbIi 3pUTPOLIMTO3 - 3TO IPUTPOLUTO3,
KOTOpbIif BO3HMKAET Nof AEACTBUEM LIMPKYIUPY-
IOLLMX B KPOBU CTUMYNIATOPOB 3pUTPONO3I3a.

Mpu BTOPUYHOM 3PUTPOLMTO3e OTMEYAETCH
pa3pacTaHue TONbKO 3PUTPOMAHOTO POCTKA.

PacnpoctpaHeHHble  MpUYMHBI  BTOPUYHOTO
3PUTPOLMTO3a BKAKOYAIOT:

= KypeHue;
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= XPOHWYECKYI0 apTepHanbHYI0 TMNOKCEMUIO;
= OMYXONM (3pUTPOLMTO3, 0BYCNIOBAEHHBIA OMY-

XOEBBIM MPOLLECCOM).

MeHee pacnpocTpaHeHHble MPUYMHBI BKOYA-
10T OTAeNbHble BPOXAEHHbIE 3aboneBaHus, Takue
kak
= TeMOrN0BMHONATUM C NOBbILIEHHbIM CPOACTBOM

K 02;
= MyTaLUW reHa peLentopa 3pUTpOno3TUHa;
= YYBALICKAsA MOAMLMTEMMS (PU KOTOPOIl MyTa-

una reHa VHL BamusieT Ha Kackad BOCMpUSTMS

TUNOKCUM);
= anbha-MyTaLum NPOAMH MAPOKCUNA3bl 2 U UH-

ZyuMpyemoro runokcueit dakropa 2 (MM@-2).

JIoHbIA 3pUTPOLIMTO3 MOXET HabNIAATLCS NpH
reMOKOHLEHTPaLMK (HanpuMep, B Cy4ae OXOr0B,
MOHOCA, MCMOb30BaHNS ANYPETUKOB).

Y KypunbLMKOB 06paTMMbIii 3pUTPOLIMTO3 BO3-
HUKAET MaBHbIM 00Pa30M B pe3ynbTate rUNOKCUM
TKaHe! BCNeACTBME MOBbILEHNS KOHLEHTPALWUK B
kposu KapbokcuremornobuHa. Conepxaque 3pu-
TPOLMTOB 0BbIYHO MPUXOAUT B HOPMY NoCie npe-
KPALLEHHS KYPeHMS.

Y MauueHToB C XPOHMYECKOA TUMOKCeMMeN
(KOHLLeHTpaumeli  okcuremornobuHa B apTepu-
anbHol kpoBu <92%) BCneactBue 3aboneBanui
Nerkux, BHYTPUCEPAEYHBIX WYHTOB CMPaBa Hane-
BO, Mepecajikv MoyeK, ANUTENbHOTO HAXOXAEHHS
Ha BOMbLION BbICOTE HAZ YPOBHEM MOPS WM TU-
MOBEHTUNSLMM YACTO PA3BUBAETCH 3PUTPOLIMTO3.
OCHOBY NeyeHus COCTaBNSET KOPPEKLMS MPUYHHBI,
OZIHAKO KMCOPOAOTEPANMS TakKe MOXET bbiTb 3¢)-
(exTMBHOIA. 3aB0p HEKOTOPOTO KONMYECTBa KPOBH
MOXET CHU3UTb €€ BSA3KOCTb U 0BNerynTb CUMMTO-
Mbl. [10CKOMbKY MOBbILEHME FeMaTOKPUTa MHOFAA
(OU3MONOTNYHO, KPOBOMYCKAHME MOXET NPUYMHUTL
BPef B CBS3M C YXyLIEHUEM OKCUTeHaLMm TKaHeM.

JpuTpOLMTO3, O0BYCNOBAEHHDBIA  OMYX0NEeBbIM
MpOLLECCOM, MOXET BO3HUKATb B Cy4ae CekpeLmu

3PUTPOMOITUHA OMYXONSMM MOYeEK, KUCTaMM, re-
MaTOMamu, reMaHr1obnacToMaMu Mo3xeuka Ui
NeoOMUOMaMM MaTKW. YoaneHue Onyxonu MOXet
MPUBECTY K BbI3OPOBNEHNIO.

[eMorno61UHONaTUM C NOBbILEHHBIM CPOACTBOM
K KMCI0pody OYeHb PEfKW. 3anofo3pwTb 31T
AMArHo3 MOXHO MpWU HANMYMM NONOXMUTENBHOO
CeMeiiHOro aHaMHe3a 3puTpoumTo3a. OH yCTaHas-
nuBaetcs nytem uamepenus P50 (napumanbHoro
[LaBNEHUS KMCIOPOAA, NPU KOTOPOM reMornobuH
Hacblwaetcs Ha 50%) 1, ecin 370 BO3MOXHO, Onpe-
JLeneHus Bcel KpUBOM MCCOLMALIMM OKCUTEMOrNO-
6uHa. CraHmapTHblii anekTpodope3 remMornobuHa
MOXET He BbISBUTb OTKNOHEHHIA U He CocobeH o-
CTOBEPHO WCKIIHOUTb 3Ty NPUYMHY IPUTPOLMTO3A.

06cnenoBanue. lpy 3puUTpOLMTO3E ONpeae-
NAoT:

* HacblLLEHWe apTepuasnbHOi KPOBY KUCIOPOLOM;
* MN1a3MEHHYH KOHLEHTPALMIO 3PUTPONOITHHA;
* P50.

Hu3Kas WM norpaHuyHas KOHLEHTPALMS 3pu-
TPOMO3TUHA B NNa3Me HaBOAMT HA MblCb 06 M.
Y NaumMeHToB C 3pUTPOLMTO30M, 0BYCIOBNEHHDIM
TUNOKCeMHel, ero KOHLLEHTPaLys IMB0 NOBbILIEHa,
MBO  NPOTUBOECTECTBEHHO HOPMA/IbHA, HECMO-
TPSt Ha MOBBILUEHHBIA reMaTOKPKT. Y NaumMeHToB ¢
3pUTPOLMTO30M, 0OYCNIOBNEHHBIM  OMYXO/EBbIM
MpoLeccoM, O00bIYHO OTMEYAeTCs MOBbILIEHHAS
KOHLEHTPALMS 3PUTPONO3TUHA. Y MauMEHTOB C
MOBbILIEHHBIM YPOBHEM 3PUTPONO3TUHA WU C MU~
Kporemarypueii He0BX0LMMO BbINOMHUTb BU3YanH-
3MpyIoLMe UCCAeNO0BAHNS OpraHos xueoTa, LIHC
WM Y TOTO M PYrOr0 C LENb0 BbISBNEHWS Ouara
MOpaXeHus B NOYKAX WM APYruX OnyXonei, KoTo-
pble MOTyT BbiTb MCTOYHMKAMM IPUTPONOITUHA.

P50 oueHuBaeT CpoACTBO K KWCIOPOAY; HOP-
Ma/lbHbIi PE3YNbTAT UCKIKOYAET HANMYME TeMOrNIo-
O1Ha C BbIpXEHHBIM CPOACTBOM K KMCNOPOZY (Ce-
MeliHas Natonorms) Kak NpuYMHbI IPUTPOLMTO3a.

€D Neitkosbl

Jleiiko3bl  npeactaBnaT - coboii
3/10KaYeCTBEHHbIX  HOBOOOpPA30BaHMii

rpynny
nen-

KOLMTApHOrO pOCTKA, MOpPaxawWmx KocT-
HbIM  MO3I, LMPKYIMpYIOWME NeRKounuTbl 1
OTAENbHble OpraHbl, TakMe Kak Ccene3eHky
u numdoy3nbl.
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JTtnonorusa
PUCK pa3BuUTHS NIEIKO30B MOBBILIAETCS MPU:

= Ha/MuMM B aHaMHE3e BO3AENCTBMS MOHM3UDY-
I0LLEro M3nyYeHus (HanpuMep, NoCie aTOMHOM
6ombapanposkyu B Haracaku 1 Xupocume) unm
XMUMUYECKMX COBNMHEHMI (HanpuMep, beH3on);

= MPEAIECTBYIOWEM NIEYEHUM HEKOTOPbIMM LK-
TOCTAaTUYECKUMM MpenapaTtaMy, TakMMM Kak
npokapbasuH, ankuaupyloWwmMm1 npenapatamm
(NPOM3BOAHBIMM  HUTPO3OMOYEBMHDI, LMKNO-
Gochamunom, MenanaHoM) 1 NPOU3BOLHBIMHU
nogoGuANoTOKCMHA (3TOMO3MIOM, TEHWMO3u-
LoM);

= MHOMUMPOBaHUM BUPYyCamu (Hanpumep, T-m-
(GOTpOMNHbIM BUPYCOM YenoBeka 1 1 2 Tuna, Bu-
pycom 3nwreitHa-bapp);

= Ha/MYMM XPOMOCOMHBIX TPAHCIOKALIN;

= Ha/MuMM B aHaMHe3e psfia 3ab0neBaHNi, TakuX
Kak MMMyHOeDULUTHbIE COCTOSIHMS, XPOHUYE-
ckue MuenonponudepatmsHble 3aboneBaHus,
XPOMOCOMHbIE HapyLIEHHs (HanpuMep, aHeMus
(MaHKoHM, cuHapoM bnyma, aTakcus-TeneaHru-
3KTa3us, C(MhapoM [layHa, bonesHb bpyToHa).

Nato¢usuonorus

3nokavecTBeHHas TpaHchopMauus, kak npa-
BUNO, NPOMUCXOAUT HA YPOBHE MIOPUMOTEHTHbIX
CTBOMOBBIX KNETOK, XOTS MHOTAA W B KOMMMTMPO-
BaHHbIX CTBO/IOBbIX KNIETKAX C OrpaHMYEHHOM Cro-
cobHocTblo k auddepeHumposke. MaTonoruyeckas
nponudepauus, KNOHaNbHAS 3KCMaHCUs W yrHe-
TeHWe anonTo3a (MporpaMMMUpyeMoit KNeTouHO
rMbenu) NpUBOAST K 3aMELLEHMH) HOPMANbHbIX
3/1EMEHTOB KPOBM OMyXONIEBBIMU KNETKAMM.

KnuHnueckne nposiBneHus neitkosa 06yCioB-
NeHbl MOAABNEHUEM HOPMalbHOrO remonossa U
UHOUNBTPALMEN OPraHoB NEHKO3HBIMU KNIETKAMM.
Onyxonesble KNETKM MPOAYLMPYIOT MHIUOUTOpLI
remMonodsa W 3aMelalT B KOCTHOM Mo3re Hop-
Ma/lbHble KNETOUYHbE 3MIEMEHTbI, YTO MPUBOAMT
K YTHETEHWIO TEMON033a C Pa3BUTMEM aAHEMMUM,
TPOMOOUMTONEHUM M TPaHynoLMTONeHUU. MHQUNb-
Tpaums OpraHoB MPUBOAUT K YBEMYEHUIO NEYEHH,
ceneseHku, NMMGMOY3NoB, MHOMLA NOPAXaTCA
MOYKM W TOHaZbl. MHQUNbTpaums Mo3rosbix 060-
NIOYEK MPUBOAMT K KIMHWUYECKUM NPOSBNEHUAM,
XapaKTepHbIM ANSi MOBbILWEHMS BHYTPUYEPENHOTO
[aBNeHMs (HanpuMep, Napanuy YepenHblx HepBoB).

TABN.152-1. @PAHKO-AMEPUKAHO-
BPUTAHCKAS KNTACCHOUKALUA OCTPBIX
NEAKO30B (FAB-KNACCHOUKALINA)

FAB-KNACCH- OMUCAHUE
GUKALKNA

OcTpblit IMMGOUAHDII Neiiko3

L1 Jiumdobnactbl ¢ eanHoo6pasHbIMM
KPYMbIMM S4PaMK 1 HeBONbLUIMM 06beMOM
LMTOMNa3Mbl

L2 Pa3nuutas Mopdonorus iumdobnactos
MHoraa - sapa HenpasunbHoi GopMbl,
06beM umuTonnasmbl Gonblue, yem npu L1

L3 JIumo6nacTbl ¢ MENKMMM YaCTULAMM
XpOMaTHa B $iApe W ronyboi nnm Tem-
HO-rony60i uuTONNa3MON, copepxalieit
Bakyou

OCTpblii MUENOUAHBIA NeHKo3

M1 HennddepeHunpoBarHbii Muenod-
NaCTHbIM
[paHynbl B LMTONNA3Me OTCYTCTBYIOT

M2 [NInddepeHuMpoBaHHbIit M1eNo6nacTHblit
CKyZHas TpaHyNALMs MOXET BbISBNATCS B
OTAENbHbIX UK BONbLIMHCTBE KNETOK

M3 [pommrenoumTapHbii
[paHynaums, TANU4YHag AN NpoMueno-
L1TOB

M4 MuenomoHobnacTHbIN

(MelwaHHas M1enobnactHas 1 MOHOLMTO-
uaHas Mopdonorus

M5 MoHo6nacTHbil
Yucras MoHoGnacTHast Mopdonorus

M6 JpuTpPOBAACTHBIA
Mopdonorust npenMyLLeCTBEHHO He3penbix
3pUTPO6AACTOB, MHOTAA Merakapuobnactos

M7 MerakapnobnacTHblit
KneTku ¢ HepoBHbIMM KPasiMu, MOXeT
0TMeYaTbCs NOYKOBaHME

Knaccudpmrauus

lepBOHAYaNbHO TEPMUHbI KOCTPbII» U «XPO-
HUYECKUI» NeiKo3 OTHOCUAMCD K MPOLOMKUTENb-
HOCTU XM3HM BOMbHBIX, HO B HacTosLlee Bpems
Neiko3bl KnaccuuumMpyrTCs no CTenexu 3peno-
CTW KNETOK.

Octpble Neiiko3bl COCTOST MPEMMYLLECTBEHHO
W3 He3penbix HU3KOAM(dEepeHUMPOBAHHDIX Krie-
T0K (06b14HO BnacTHbIX dopM). OcTpble Neiiko3bl
pazgenstotcs Ha aumdouaHble (ON1) u Muenoua-
Hble (OMJ1), koTOpble BeNSTCA Ha MOATUMbLI B CO-
oteeTcTBUM € (DpaHko-AmepukaHo-bpuTaHckoi
(FAB) knaccudmkaumei (tabn. 152-1).

XpoHuueckue neiiko3bl COCTOAT M3 Oonee
3penbiX KNETOK. XpOHW4eckue Neitko3bl Aenstca
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Ha numdoumTaphbiii (X1/1) W MuenoumTapHbli
(XMN1 - 1abn. 152-2).

MuenoaucnnacTuyeckue CUHAPOMBI BK/HOYAIOT
MpOrpeccupyIolllyld  HeOCTaTouHOCTb  KOCTHOO
MO3ra C MEHbLIMM KOJIMYECTBOM ONIACTHBIX KNETOK
(<30%), 4em npu OMJ1; 8 40-60% oHM TpaHCOp-
mupytotcs B OM/N.

JleiikeMonpaHas peakums npeacrasnset cobou
TPAHYNOLMTapHbI NEKouMTO3 (T.e. KONMYecTso
neitkoumtos >30 000/mkn), npoayLMpyeMbli Hop-
MafibHbIM KOCTHbIM MO3TOM B OTBET Ha CUCTEMHYIO
uH eKUMI0 MK pak. XOTA OHa He SBNSETCA Heo-
nnasuei, NeikeMomaHas peakLus ¢ 0YeHb BbICO-
KUM NeiKouMTo30M MOXeET notpeboBats Andde-
PEHLMaNbHON AMarHocTuku ¢ XMJ1.

OCTPbI/ NEWKO3

OcTpblii Neitko3 pa3BuBaeTCA B pe3ynbsTare 310-
KayecTBeHHOI TpaHChOpMaLMK reMono3TUYECKUX
CTBONOBbIX KNETOK B MPUMUTMBHbIE Heandde-
PEHLMPOBaHHbIE KNeTKM C aHOManbHOI npopon-
KUTENbHOCTBHO M3HW. JTumdoungHele (O1T) wm
muenongHble (OMJ) kneTku NposiBASKOT aHOManb-
Hylo nponutepaTuBHYlo CMOCOBHOCTb, BbITECHSS
HOPMafbHY0 KOCTHOMO3TOBYH) TKaHb M remonos-
TUYECKMe KNeTKM W MHOYLMPYS aHeMuio, TpoMBO-
LMTOMEHWIO W rpaHynouuTonenmto. Lpkynupys B

KPOBM, OHM MOTYT MHOWILTPUPOBATL PasNuyHble
OpraHbl 1 TKaHM, B T.4. NIeYEHb, Cene3eHky, iumba-
Tyeckue y3nbl, IHC, nouku 1 roHapl.

CMMNTOMDI M NPU3HAKK

MepBble CUMNTOMbI 0ObIYHO MOSIBASKOTCS 3a He-
CKOMbKO AAHEV UK HeeNb 0 YCTAHOBKM AMarHo3a.
HapywieHne reMono33a Bbi3biBaeT Hanbonee 4acto
BCTPeYaeMble MposiBNeHus 3aboneBaHus (aHemms,
MHOEKLMS, KPOBOMOATEKM M  KPOBOTOUMBOCTD).
[lpyrue CUMNTOMbI M MPU3HAKM HecneunduyHbl
(bnenHocTb, cnabocTb, IMXopaaka, obliee HefoMo-
raHue, CHUKEHWe Maccbl Tena, Taxukapams, 6oim
B rpyau) W MOryT BbiTb 0BYCIOBNEHBI aHEMMUEN W
runepmeTabonmyeckuM  cocTosHueMm. [puunHa
NMXOpafKM O0ObIYHO He $ICHA, XOTS rpaHynouu-
TONEHWUS MOXET MPUBOAMTb K Pa3BUTMIO BbICTPO
NpOrpeccupyrolLMX 1 NOTEHUMANbHO XW3HEYrpo-
Xalowmx 6aktepuanbHbix MHOEKLMIA. KpooTouu-
BOCTb 06bIYHO NPOSBASETCS NOABAEHUEM NETEXHIA,
CKNOHHOCTBIO K MOSIBNEHWI0 KPOBOM3NMSHHIA, HO-
COBbIX KPOBOTEYEHWI, KPOBOTOUMBOCTM [E€CEH U
HapyLIeHWeM MeHCTPYanbHOTO LMKNA. femMatypus 1
XENYA0UYHO-KMLIEYHbIE KPOBOTEYEHUS PAa3BUBAIOT-
s penko. MHOUNbTpaLMa KOCTHOTO Mo3ra M Haf-
KOCTHMLIbI MOXKET BbI3bIBaTb OCCANTUM W APTPaNTm,
ocobeHHo y feTeit. MepeuyHoe nopaxenue LIHC
WIW NEKO3HbIA MEHWUHTUT (MPOSBASIOWMIACS rO-

TABJI.152-2. KNMHUYECKUE HAXOAKU NPU YCTAHOBNEHUM AUATHO3A NEAKO3A

MAPAMETP OCTPbIA OCTPBIA
JIUMOOUAHDIN MUENOUAHBbIN
Bo3pactHoit nuk [letckuit Bo3pact Nioboit Bo3pact
3abonesaemocu
YpoBeHb Neliko- MosbiweH y 50% MosbiweH y 60%
L1TOB HopManbHbiii unmn HopmanbHbiit nan
noHukeH y 50% noHwxeH y 40%
TelikouutapHas Mhoro numdobnactos MHoro Muenobnacto
Gopmyna
Anemus Taxenas y >90% Taxenas y >90%
TpombouuTsl CHuxenbl y >80% CHinkenbl y >90%
JlumdapeHonanua | Yacro MHorna
CnneHomeranus Y 60% ¥ 50%
[Nlpyrve Mpu otcyTCTBIUM LIHC nopaxaercs peako

npounakTvky - Yacroe
nopaxenue LLHC

MHoraa - Tenbua Ayapa
8 M1enobnactax

XPOHUYECKHA _
NNMOOLMUTAPHbIA

Cpennuit nnbo cTapunii
BO3pacT

MoBbiweH y 98%
HopMmanbHbiit unm
MOHWKeH y 2%

Marble MMOOLMTHI

YmepenHas y 50%
CHixenbl y 20-30%

Yacro
Yacto, ymepeHHas
WHorza - remonutve-

CKas aHeMus 1 runoram-

MarnobynuHemmus

XPOHWYECKHUH _
MWENOLMUTAPHbIA

Monogzple B3pocnble

Mosbiwen y 100%

Becb MUenouaHbIi pag

YmepenHas y 80%

Mosbiwersl y 60%
CHxenbl y 10%

Penko
Yacro, BblpaxeHHast

Hu3kuit ypoBeHb neit-
KOLMTApHOA LLEN0YHOM
(ocdarasbl
Ounapensduitckas
xpomocoma y >90%
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NOBHbIMU  6ONISIMK, TOLIHOTOM, pa3paXuTeNbHO-
CTbio, Mape3aMy YepenHbix HepBOB, CYAOPOraMu
W OTEKOM COCKA 3PUTENbHOT0 HepBa) BCTpevaeT-
€ pemKo. JKCTpaMemynnspHas WMHOWUAbTpauus
NEVKO3HbIMM KNEeTKaMu MOXET Bbi3blBaTb TMMda-
JEHONaTUI0, CMNEHOMEranuio, renatoMeranuio
NosBNeHMe NeiKeMU0B (MPUNOAHSTAR HAZ KOXeN
coinb 6e3 3yaa). Berpeuaetcs runepnnasug gecew,
ocobeHHo npu OMJ1.

Limarxos
= 06WWit aHanu3 KpoBu, Ma3ok nepudepuyeckoit

KPOBM.
= VccnenoBaHme KOCTHOTO Mo3ra.
= [MCTOXMMUYECKOE  WUCCENOBAHHUE, LIMTOreHe-

THKa, UMMyHODEHOTUNMPOBAHME, MOMEKYNSp-

HO-6MONOTUYECKOE UCCNEA0BAHME.
= PeHTreHonornyeckoe obcnenoBaxme.

B nepByio ouepeab BbIMOMHAKTCA 0OWMIA aHa-
M3 KPOBM M MCCNEN0BaHMe Maska nepudepuye-
CKOV KpoBy. Hannume naHuUMTONEHUM 1 6nacTHbIX
KNeToK B neputepuyeckoii KpoByM ykasbiBaeT Ha
OCTpbIii Neiko3. KonmyectBo 6nacTHbIX KNeTok B
Ma3Ke KpoBu MoxeT gocturatb 90% ot obuwero
KONMYECTBA NEMKOUMTOB. HecMotps Ha To uTo
[MarHo3 4acto MOXET ObiTb YCTAHOBMEH Ha OC-
HOBaHWM Ma3ka KPOBM, JOMKHO ObiTb BbINOMHEHO
WUCCNef0BaHME KOCTHOTO MO3ra (aCnMpaLMoHHas
WAK TOHKOMrONbHas Buoncus). bnactHele kneTku
B KOCTHOM MO3re 06bl4HO cocTaBnsioT 25-95%.
InddepeHumanbHas AMarHocTka oCTpoii NaHuu-
TOMEHMM NPOBOAMUTCS C TakMMM 3aboneBaHUAMM,
KaK annactuyeckas aHemmus, MHOEKLMOHHbIA Mo-
HOHYKN1€03, HEAOCTATOYHOCT BUTaMMHa By, 1 do-
NMEBOI KMCNOTbI. B OTHENbHBIX CyYasX BbICOKOE
KONMYECTBO 6N1acToB MOXET ObiTb MPOSIBNEHUEM
NeiKeMOMHON peaKLum Ha MHDEKLIMOHHOE 3a60-
neBaHue (Hanpumep, Tybepkynes).

[MCTOXMMUYECKOE  MCCNEA0BAHME, LIUTOTEHE-
THKA, WMMYHODEHOTUNMPOBAHWE M MOMEKYNAp-
HO-OMONOTUYECKME  UCCIENOBAHNA  MO3BONAIOT
anddepeHumpoBath bnactHbie knetku npu O],
OMJ1 n ppyrux 3aboneBanmax. [lna To4HOro onpe-
[LIENeHus BapuaHTa 0CTPOTO JIEKK03a, YTo KpaiiHe
BaXHO Npu BbIGOpE TaKTMKW JieueHus, Heobxo-
IMMO onpefenenue B-kneTouHblX, T-KNETOYHbIX
M MWENOMIHBIX aHTWUIEHOB, @ TaKKe MPOTOYHOM
UMTOMETPUM.

[lpyrve n3MeHeHns nabopaTopHbIX Mokasate-
Neii MOTYT BKIOYaTb rMnepypukemuto, runepdoc-
GateMuIo, rMNEPKATMEMMIO MIW TUMOKANMEMMIO,
TUNOKA/bLMEMMIO, OBbILIEHME MEYEHOUHbIX TPAH-
CaMWHa3 CbiBOpoTKM wan JIAT runornukemMuio u
TUNOKCHH. Y GOMbHBIX C CUMMTOMaMM MOPAXEHHS
LIHC Bbinonnsietcs KT ronobl. PeHtreHorpadus
OpraHoB TPYIHOM KNETKM BbIMONHAETCS st onpe-
JLENeHNs Hanuuus onyxoneBoro 06pasoBaHms cpe-
JLIOCTEHMS, 0COBEHHO Nepes NPOBENEHNEM aHecTe-
3un. KT, MPT wam Y31 opraHoB 6prowwHoit nonoctu
MO3BONAIOT AMArHOCTUPOBATL CMIEHOMETaNMIO U
NeiKeMUYECKyIo MHOUALTPALMIO APYTUX OpraHOB.

Mporuos

U3neuenue SBASETC peanbHOM LENbIO KaK npu
0NN, Tak n npu OMJ1, ocobeHHo y Monoabix 60/1b-
HbIX. Y MNafeHLEB, MOXMbIX DO/bHbIX, OOMbHBIX
C HapylweHneM QYHKUWM NEYEHU MIM TIOYEK, BO-
Bneyennem LIHC, Muenogucnnasmueit uam BbICOKUM
ypoBHeM nelikouutos (>20 000/mkn) nporHo3
HebnaronpuaTHbIA. BbikKMBaeMOCTb 6OMbHBIX, He
MoTyYalowmx NeYeHns, COCTaBNAET, Kak MpaBuno,
3-6 Mecsues. [porHo3 Takxe 3aBUCUT OT psfa
(aKTopOB, TaKMX Kak KapuOTUM, OTBET Ha Tepanuio
1 00Lee cocTosHUe DOMbHOTO.

Jleuenune
= XuMuoTepanus.
= [lopaepxuBatolLee eyeHme.

Llenbto nevenmns SBRSETCa JOCTUXEHUE MOHOIA
PEMUCCHM, B TY. Pa3pELLEHME KIMHUYECKUX CUM-
MTOMOB, BOCCTAHOBNEHWE HOPMA/bHOTO YPOBHS
KJIETOK KPOBM M HOPMasIbHOMO remMomno33a C ypoB-
HeM DBnacTHbIX KNEeToK B KOCTHOM Mo3re <5% u
3NMUMUHALMSA NEMKO3HOO KNOHa. XOTS OCHOBHbIE
npuHumnbl neverunst ONIT u OMJT cxoaHbl, pexy-
Mbl NleyeHns oTamuatotcs. PasHoobpasue BCTpe-
YAIOWMXCS KNMHUYECKUX CUTYaLMi W BapuaHTOB
NeyeHuns TpebyeT yuacTis OMbITHBIX CNELMANUCTOB.
MpennoytuTenbHO NPOBEAEHNE NeYeHms, 0CODEH-
HO ero Haubonee COXHbIX Ga3 (HanpuMep, MHaYK-
LMt PEMMCCHM) B CMIELMaNU3UPOBAHHbIX MEAULMH-
CKUX LEHTpaX.

MoppepxuBaiowee nevenue. lloanepxu-
BalOLLEe IeYEHNE MPU OCTPbIX NIEMKO3aX CXOAHO W
MOXET BK/ItOUaTh:

* reMoTpaHchy3uu;
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* QHTUOMOTUKM W NPOTUBOrPUOKOBbIE Npenaparsl;
* TMApPaTaLUMIo 1 OLLENAYMBaHKE MOUM;
* NICUXONOTMYECKYHO NOLLEPXKKY;

TpaHcdysuu  TpOMOOUMTOB, 3PUTPOLUTOB K
TPAHYNOLMTOB  BbINOMHSAKTCS N0 MOKA3aHUAM
6ONbHBIM C KPOBOTEYEHMSMM, aHeMuel W Heil-
TpOneHueid CooTBeTCTBEHHO. podunakTuyeckoe
nepenuBaHue TPOMOOLMTOB BbINOMHAETCA Mpy
YpOBHe TPOMBOLMTOB nepudepuyeckoit Kposu
<10 000/MKn; Npy HANWMYMKM NUXOPafKM, AnCCe-
MUHMPOBAHHOTO BHYTPUCOCYANUCTOTO CBEPTbIBAHUSA
W MyKO3WTa, 0BYCIOBNEHHOMO XMMUOTEPANHel, Uc-
nonb3yetcs Gonee BbICOKMA MOPOroBbIi YPOBEHD
(20 000/mkn). Mpu avemmn (Hb <8 r/mn) npu-
MEHSETCA TPAHCQY3US SPUTPOLUTAPTOM  MaCChl.
TpaHchy3us rpaHynoUMTOB MOXET MPUMEHATHCS
y 6ONbHbIX C HelTponeHuel 1 pasBuTeM rpaM-
HEeraTMBHbIX W PYrMX Cepbe3HbIX UHQEKLWH, HO
ee 3OEKTMBHOCTb B KayecTse NpodunakTuku He
Obina JoKa3aHa.

AHTMOMOTMKM 4acTO HeobXoaMMbl B CBS3M C
TeM, YTO Yy BONbHBIX PA3BMBAKOTCS HEHTPONEHMs
W MMMYHOCYMpPeccus, YT0 MOXET MpUBOUTb K
BbIcTPOMY pa3BuTMI0 MHDeKLMIA 6e3 nposBneHus
06bI4HOM KNMHUYECKOM KapTuHbL. Tocne npose-
[eHus HeobXoauMblx 0BCNENOBaHMIA M MOCeBa
KynbTyp NaUMEHTaM C NIMXOPAZKoM M YpOBHEM
Heittpodmnos <500/MKkn cnemyeT HaumHaTh ne-
YeHue aHTUOaKTEpUaNbHBIMU Npenaparamy W1po-
KOT0 CMeKTpa AeicTBuS, BO3AEMCTBYIOWMMM U Ha
rPAMNO3UTUBHBIE U HA TPaMHEraTUBHbIE MUKPO-
OpraHu3Mbl (Hanpumep, LedTasuamm, UMUNUHEM,
LMNacTaTuH). Yacto BCTpeyarTcs rpubkosble WH-
(ekumu, 0C0BEHHO MHEBMOHMM, M UX AMArHOCTU-
Ka 3aTpyLHWTeNbHa, NO3TOMY npu HeapdekTus-
HOCTM aHTWDBaKTEPUANbHOM Tepanuu B TeueHue
72 4acoB NOKA3aHO 3MMMPUYECKOE Ha3HaYeHue
nNpOTMBOrpMOKOBbIX NpenapatoB. Y 60MbHbIX C
pepaKTepHbIM MHEBMOHUTOM HEODXOLMMO Yuu-
TbIBaTb BO3MOXHOCTb Pa3BUTUS MHOULMPOBAHMS
Pneumocystis jirovecii wnm BUpYCHOR MHeKLWK,
ANS Yero HeobXxomuMo BbIMOJHUTL HPOHXOCKO-
MU0 1 BPOHX0ANbBEONAPHDIN NaBaX U HA3HAUMTD
COOTBETCTBYIOWEE NeyeHne. Yacto Heobxoauma
IMNUPUYECKAs Tepanus, BKIKYAKLWAS TPUMETO-
npum-cynbGametokcazon (TMP/SMX), amdotepu-
UMH B, aumknoBuMp unu ero aHanoru u Tpanctysuu
rpaHynoumToB. Y BONbHBIX C UMMYyHOCYNpeccueld,

WHOYLMPOBAHHOI NEYEHNEM U PUCKOM PA3BUTUSA
ONMOPTYHUCTUYECKOH MHDeKLumM, TMP/SMX non-
eH ObITb Ha3HaueH Ans NPOMUNAKTUKK MHEBMO-
HWW, BbI3BaHHOI P, jirovecii.

luppataums (yBennueHue cyToyHoro obbema
BBOAMMOI XMAKOCTM B 2 pa3a), OLieNauMBaHme
Mouw (pH 7-8) 1 MOHUTOPUHT 31€KTPOAMUTOB MOTYT
NpefoTBPaTUTb Pa3BUTME TUMEPypPUKEMUW, runep-
(ochatemMuu, rMNoKanbLMEMUM U TUNEPKANMEMUN
(TYMOP-IM3UC  CMHAPOM), KOTOPble BbI3bIBAKTCA
BbICTPBIM IU3MUCOM OMYXONEBbIX KNETOK NP Mpo-
BEeHUM MHAYKLMOHHOH Tepanum (B 0COBEHHOCTH
npu OJ1). MpodunakTvka runepypukemMun Nposo-
LMTCS Ha3HAYeHMeM annonypuHona (MHrubutop
KCAHTMHOKCWAA3bl) MM pacbypukassl (pekombu-
HaHTHaA YpaToKCMAasa) 4O Hauana XuMuoTepa-
MUK, YTO MO3BONSET YMEHbLMTb TPaHCHOPMaLMIO
KCAHTMHA B MOYEBYIO KUCIIOTY.

Mcuxonornyeckas NoAnepkKa MOXET NOMOYb
BONbHBIM W UX CEMbSIM MPEOZoNeTh WoK ot 6o-
NIE3HW Y TPYLHOCTM NIEYEHMS 3TOTO NOTEHUMANbHO
0MacHoro ANs Xu3HM 3aboneBaHus.

OCTPbIA TUMOONENAKO3
(ocTpbiid nuMpo6RACTHBIN Neliko3)

O sBngetca Hanbonee YacTbiM OHKOOTMYe-
CKuM 3360/1€BaHMEM Y [iETel, HO NOPAXAET Takxke
W B3pOUTbIX BCEX BO3PACTOB. 3710KA4€CTBEHHASA
TpaHCPOpPMaLMS M HEKOHTPOAMPYEMas Mponu-
Gepaunst  aHoManbHO  AMdbEpeHUMpPOBaHHBIX,
JLLONTO XMBYLMX TEMOMOITUYECKUX KNETOK-NPEs-
WeCTBEHHUL, MPUBOAMT K NOABNEHMI HOMbLIOTO
KONIMYECTBA  LIMPKYIUPYIOWMX BNACTHBIX KNEeTOK,
3aMELLEHNID HOPMaNbHOMO KOCTHOTO MO3ra ony-
XONEBbIMM KNETKaMU U BO3MOXHOCTH ielikeMuye-
ckoit uHdmnbTpauum LIHC v BHYTPEHHUX opraHos.
CMMNTOMBI BK/KYAKOT YTOMASEMOCT, BNELHOCTD,
UHdEKLMM, BONK B KOCTAX, CKNOHHOCTb K MOAKOX-
HbIM KDOBOW3NMSHUAM W KpOBOTEYEHMAM. [lnarHo3
B GO/IBLUMHCTBE Cy43EB MOXHO NOCTABMTb Ha OC-
HOBAHMM M3y4eHus Maska nepudepuyeckoit kpo-
BM W KOCTHOTO Mo3ra. JleyeHue BK/YaeT B ceba
KOMOMHWPOBAHHYH XUMUOTEPAMNMIO ANS MHAYKLMK
PEMUCCUM, MHTPATEKANbHYIO XMMMOTEPANMIO Ans
npodunaktuku nopaxenus UHC u/munu nyyesyio
TEpanuio Ha rol0BHOM MO3r NPU HANM4YUK BHYTPU-
YeperHblX NeiKO3HbIX MHOMILTPATOB, KOHCONM-
AMpYIOLLYI0 Tepanuio C Uk 6e3 TpaHCnAaHTaLMK
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remMono3TUYeCKMX CTBONOBBIX KNETOK M MOAZep-
KMBAIOLLYIO Tepanuio A0 3 neT Anst npodunakTvku
peLuamBOB.

[iBe Tpetn Bcex cnyyaes OJIJT pernctpupyetcs
y Aeteid. Mvk 3ab0neBaeMOCT MPUXOZMTCA Ha
go3pact 2-5 net. OJ1/1 sBnsetcs Hambonee yacto
BCTPEYaeMOM 3/10Ka4YECTBEHHON ONYXOAbIO Y fieTel
1 BTOPOM MO YACTOTE MPUYMHON CMepPTU Y feTel
<15 ner. Bropoi nuk 3abonesaemMocTy npuxoauT-
€9 Ha Bo3pact 45 ner.

Mporxos

MporHocTuyeckue dakTopbl no3sonsiot bonee
TOYHO ONPEenuTb NPOTOKON NEYEHHS W €T WH-
TEHCUBHOCTb.

bnaronpusTHble nporHocTUyeckue dakTopbl:

= Bo3pacr 3-9 nert.

= Jlerikountsl <25 000/mkn (<50 000/mkn y
LeTei).

= Bapuant L1 no FAB-knaccudmkaumm.

= KapnoTun neiiko3HbIx KNeTok ¢ Hannunem >50
xpomocom 1 t (12; 21).

= Otcytcrare nopaxerus LHC.

HebnaronpustHble nporHocTMyeckue GakTopbl:

= Kapuotun neiikosHbix KNetok C HOpManbHbIM

YMCNIOM XPOMOCOM, HO aHOMasbHOW Mopdorio-

rueit (NCeBLOAMMNONAHDIN).

= Hanuuue dunanensduidckoii (Ph) xpomocoMbl
t(9;22).

= [Toxunoi Bo3pacr.

= B-KneTouHblit UMMyHODEHOTMN C NOBEPXHOCT-

HbIM MW LMTONNA3MaTU4eckuM UMMyHOroby-

NIMHOM.

BHe 3aBMCMMOCTM OT MpOrHOCTMYECKMX (aK-
TOPOB BEPOSTHOCTb JOCTUKEHUS PEMUCCUM NO-
e MHAYKUMOHHOMO neveHns >95% y peteir u
70-90% y B3poCibIX. 5-NETHAA BbKMBAEMOCTb
6e3 npu3HaKoB 3ab0neBaHNs, KOTOPas No3BonseT
roBOpPUTH 0O W3NeunBaHMM OT 3aboneBaHus, co-
crasnset 75% vy neteit u 30-40% y B3pocbix.
NMaTMHMO ynyywwaeT pe3ynbTaThl leveHus B3poc-
nbix u geteit ¢ Ph-no3utushbiM OJ1/1. bonblumh-
CTBO MCCNELOBATENbCKMX MPOTOKOOB BKIOYAET
60NbHbIX C HeBNaronpusTHLIMU GakTopamu npo-
rHO3a Ha Hoee MHTEHCHMBHBIE PEXUMbI NIEYEHNS,
TK. PUCK HEIQDEKTUBHOCTM NeyeHus W Bnocnes-
CTBMW CMepTW MPEBbILAET PUCK W TOKCMYHCTb
TEpanum.

Jleyenune
= XuMuoTepanus.
= B 0TAENbHbIX CyYasX - TpaHCMNaHTaLUMs reMo-

MO3TUYECKUX CTBOMOBBIX KNETOK WM NyyeBast

Tepanus.

Mpotokon neyenns O/11 Bkntoyaet 4 dGasbl:

= MHAYKLMIO PEMUCCHM;

= npodunaktuky nopaxenus LHC;

= KOHCOMMAALMIO MM MHTEHCUDUKALMIO nocne
LOCTUXKEHMS) PEMUCCUN;

= MOJEPXMBAIOLLYIO TEPANNIO.

UuayKuusa pemuccun. Lenbio MHLYKUMOHHO-
ro 37ara ABNSETCSA AOCTUKEHME PEMUCCUM. PALL MH-
[LYKUMOHHbIX PEXMMOB MpHAAIOT 0C060€ 3HaueHue
paHHEMY MPUMEHEHMI0 MHTEHCUBHOW MHOTOKOM-
MOHEHTHOM XMMMOTEpANuK. PexuMbl MHAYKLMM
PEMUCCUM MOTYT BK/KYATb EXENHEBHbIA MpUEM
MpenHuU30/0Ha BHYTPb, EXEHeEeNbHOe BBEAEHME
BMHKPUCTMHA C [00aBNEHMEM aHTPALMKIMHOB
WM acnaparuHasbl. [lpyrve npenapatbl U KOM-
OMHaUMK, PUMEHSIEMbIE HA PaHHMX 3Tanax WH-
LyKUMM, BKIKOYAIOT LuTapabuH, 3TON03nM, UMKNO-
docdamua. B HekoTOpbIX pexuMax npuMeHseTcs
CpenHe03Hbli UM BbICOKOAO3HbI METOTPEKCAT C
MoAAEPXKOM NelikoBopuHOM. KOMBMHaLMM M 103bI
npenapaToB MOTyT Pa3nnyaThCs B 3aBUCMMOCTH OT
Hannums GakTopoB pucka. Y BonbHbIX Ph-nosu-
TMBHbIM OJ1J1 K neyeHnto MOXeT bbiib JoOaBneH
MMaTUHKO.

MNpodunakruka nopamenna LIHC. Mpodu-
NaKTMKa M NeYeHue NeMKo3HOW MHOWUALTpaLmMK
MO3rOBbIX 000NI0YEK BK/IYAET MHTpaTeKabHOe
BBElEHME KOMOWHALUMM MeToTpekcaTta, uuTapa-
OMHa M KOPTUKOCTEPOMOB WAM METOTpeKcaTa w
uutapabuHa no otaensHoctu. Obayyenue yepen-
HbIX HEPBOB WM BCETO TOJIOBHOMO MO3ra MOXET
ObiTb HEOBX0ANUMO Y BOMbHBIX C BLICOKMM PUCKOM
nopaxenus LLHC (Hanpumep, BbiCOKuIA ypoBEHD
neiikountoB kpoBu, Bbicokoe JII, B-kneTouHbii
(eHoTUN), HO B NOCTEAHME TObl YACTOTa NpuMe-
HEHMS 3TOT0 METO/A NIBYEHNS CHUKAETCA.

Konconupauua pemmccum. Llenbio KOHCo-
NMpauMM SBNAETCA MpenoTBpalleHue peunanBa
neiiko3a. KOHCONMMAALMOHHBIM 3Tan NeveHuns, Kak
npaBuno, ANIMTCA HECKONbKO MecsiLieB. B HeM npu-
MEHSI0TCS KOMOMHALMKM MpenapaTtoB C ApyrMu
MexaH13MaMm Ie/CTBHS, YeM Npenaparbl, UCONb-
30BaHHblE B MHAYKUMKM. Y B0nbHbIX Ph-no3uTue-
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HbiM OJ1/1 1 BO BTOpbIX M 6ONEe NO3AHMX peLmnau-
BaX WM PEMUCCHAX PeKOMEHL0BAHO NPOBELEHNe
ANNOTEHHOM TPaHCMAAHTaLUMM TeMOMO3TUYECKUX
CTBO/OBbIX KNETOK.

MNoanepxusawwan Tepanua. HobLWKHCTBO
PEXMMOB NIeYeHMs BKIIOYAIOT MOALEPKMBAIOLLYIO
Tepanuid METOTPEeKCaTOM M MepKanTomypuHOM.
IpoLOMKMTENLHOCT 1eYerNst 0BbIYHO COCTABASET
2,5-3 ropa, Ho Npu NpUMeHeHNUM Bonee UHTEHCB-
HbIX PEXVMMOB HA PaHHMX 3Tanax NeyeHus MOXeT
MPOLOMKATLCS MEHbLUE.

Mpu neiikemuyeckoii hopme nMMPOMbI bepkuT-
Ta unn OJ11 w3 3penbix B-knetok (L3 no FAB-knac-
MOUKaUMM)  0BbIYHO MPUMEHSIOTCS  KOPOTKMe
WHTEHCUBHBIE PEXWMbI NleyeHns. Y 60MbHbIX, 40-
CTUTLUMX MOMHOW PEMMCCUM, NeYeHne npekpaLla-
eTcs yepe3 1 rog, pUcK peumansa HU3KM.

PeuupmB. /leiiko3Hble KNETKM MOTYT MOBTOPHO
nosiIBUTLCS B KOCTHOM Mo3re, LIHC, anukax v B apy-
rMx opraHax. Haubonee omaceH koCTHOMO3roBOW
peuuamB. XoTs BTOPAs IMHUA NeYEHNS MPUBOSWT K
pemuccun y 80-90% neteit n 30-40% B3pocnbix,
noceaylollMe PeMmccum, Kak npaBuno, Kopot-
kve. Jlnwb Hebonblwas YacTb 6OMbHBIX C PaHHUM
KOCTHOMO3rOBbIM PELMAMBOM LOCTUrAeT Npoaos-
XMTEIbHOW BTOPO# MONHOM PEMUCCUN MU U3Nie-
YeHwus.

Hanbonee 3dQeKTMBHbIM METOLOM SBASETCS
ANNOreHHas TPaHCMAaHTaUMsl TeMomno3TYeCKuX
CTBONOBBbIX KNeTok oT HLA-coBMecTUMOro cubnmH-
ra. VIHoraa npoBOAMTCA TPAHCMNAHTALMA OT APYruX
POACTBEHHWUKOB WMAW HEPOACTBEHHbIX [OHOPOB.
70T MeTOA peako NpUMEHSIeTCs Y BObHBIX CTap-
we 65 neT, TK. B 370/ rpynne 6OMbHbIX OH MeHee
3(dexTMBEH, @ HexenaTenbHble SBNEHMS yalle
MpUBOASAT K CMEepTU.

Mpu peunamsax ¢ nopaxexuem LIHC npume-
HAETCA MHTpaTeKaNbHOe BBeAEHWe MeToTpekcaTta
(c nnn 6e3 uuTapabuHa UM KOPTMKOCTEPOMAOB)
ABIXObl B HE#en [0 MCYE3HOBEHUS BCEX CUM-
MTOMOB. V13-33 BbICOKOI BEPOSITHOCTU CUCTEMHOMO
pacnpocTpaHeHns 6nacTHbIX KNeToK, kak Mpasu-
N0, NPUMEHSAETCS M CMCTEMHas peunayKums. Ponb
MPOLOMKMTENLHOTO MPUMEHEHNS MHTPATEKANbHBIX
npenapatos v 06ny4enms LIHC ocTaeTcs HesicHOM.

PeunanB B AMUKax MOXKET KNMHUYECKM MPOSB-
NATbCA 0e300/1e3HEHHBIM MNOTHBIM YBEUYEHNEM
TeCTUKYN UAW MOXET ObITb BbISBAEH MU BUONCHA.

anI KIMHWYECKMX MPU3HAKAX OAHOCTOPOHHErO
NnopaxeHua HeobxoauMo nposefexHne Broncuu
HEMopaxeHHOoro Anyka. Jleyenue BKntoyaet Jiyye-
BYIO TEPAMUI0 Ha NOPaXeHHOe AUYKO U CUCTEMHYIO
PENHAYKLUMIO, Kak Npu U301MPOBAaHHOM peluanee
B8 LUHC.

KnioueBble NyHKTbI

= O11 sBnsetcs Hambonee YacTbiM OHKONOTM-
4YeckuM 3aboneBaHuEM Y [€Teid, HO Mopaxaet
Take 1 B3pOC/IbIX BCEX BO3PACTOB.

= Yacto nopaxercs LUHC. bonbwmHcty 60nb-
HbIX BbIMOJHAETCS WUHTpATEKANbHOE BBEAEHUE
XMMMOMPENapaToB W KOPTUKOCTEPOMMIOB, MHO-
raa nposoautcs 0bnyyeHne LIHC.

= YacTota oTBETa Ha NeyeHue Bbicokas. U3ne-
yenue pocturaerca y 75% neteit u 30-40%
B3POC/bIX.

= [1pu peumnamse Hanbonee 3QHEKTUBHBIM METO-
[IOM JIeYeHWs SBNAETCA aNoreHHas TpaHCnaH-
TalUs TEMOMOITUYECKMX CTBONOBBIX KNETOK.

OCTPbIA MUENOWUAHbIWA NEXKO3
(oCTpbIfi MUenoneiikos)

Mpu OMJ1 3noKayecTBeHHas TpaHchopmauus
1 HEKOHTpOMpyeMas nponudepauns aHoManbHo
InbdepeHUMpOBaHHbIX, LONTO XMBYWMX KIETOK
- MpefwWecTBEeHHNL, MUENOMAHOM PSaA Bbi3blBa-
€T nosiBneHue 6ONbLIOMO KONMYeCTBa OAACTHBIX
KNeTOK B LMPKYAUDYIOLLEA KPOBM M 3aMellieHue
HOPManbHOTO  KOCTHOTO  MO3ra  OMyX0/EBbIMM
knetkamu. CMMNTOMbI BKKOYAKOT YTOMASEMOCTD,
6neAHOCTb, CKNOHHOCTb K 06Pa30BaHMI0 KPOBOM3-
NMSHWIA W KPOBOTEYEHMSIM, IMXOPAAKY, Pa3BuUTUE
MHOEKLMOHHBIX OCTIOXHEHMA. CUMMTOMBI 3KCTpa-
MeLynNPHOM NEKO3HONW MHOUALTPaLMKM OTMeYa-
toTcst TONbKO y 5% (KaK MpaBuno, B BUAE KOXHbIX
nposiBnenuit). [lns yCTaHoBAEHNS AMarHo3a Heob-
X0OMMO WMCCNeloBaHMe Maska nepudepuyeckoit
KPOBM W KOCTHOrO Mo3ra. JleyeHue BKIKYaeT
MHAYKUMOHHYI0 XMMWOTEpaNuI, LieMblo KOTOpOW
ABNSETCA [OCTUXKEHWUE PEMMUCCUW, U KOHCOMMAN-
pyloLyto Tepanuio (C M 6e3 TpaHCmAaHTaLmuu
remMomno3Tyeckux CTBOMOBbIX KNETOK) Ans npodu-
NaKTUKK peLuamBa.

3abonesaemoctb OMJ1 yBennumBaeTCs € BO3pac-
TOM. 3T0 Haubonee pacnpoCTpaHeHHbIA Nenko3 y
B3POUIbIX, MeaMaHa Bo3pacta 6o/ibHbix 50 net. OM/1
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MOXET Pa3BMBATLCS KaK BTOPUYHOE OHKOMOrMYe-
ckoe 3aboneBaHue nocie XMMMOTEPaNnuu Wau ny-
4eBOVi Tepanuu no NOBOZY Pa3NMYHbIX BUAOB paka.

OMJT pa3pensiloT Ha HeCKoMbKO BapWaHTOB,
OTAMYaloLLMXCA Apyr OT Apyra Mopdonoruyecky,
UMMYHODEHOTUIMYECKN W LMTOXMMMYECKH. Ha oc-
HOBAHMM JOMUHMPYIOLLETO TUMA KNETOK BblAENAIOT
5 knaccos OMJT: MuenoumTapHBblii, MMeNno-MoHo-
UMTapHbIA, MOHOLMTAPHbIA, 3PUTPOLIMTAPHBIA 1
Merakapu1oLMTapHblil.

Octpbit npomuenouuTapHbiii neiko3 (OM/1)
npeacTaBnseT coboit 0cobbiit BapuaHt OMJI, co-
crasnsowmii 10-15% ot Bcex cryuaes OMJL. O
yalle BCTPEYAeTCs y MONOAbIX BOMbHBIX (MeauaHa
Bo3pacTa 31 rog) W y naTMHOaMepuKaHLEB. JT0T
BAPMAHT YacTo AeboTMPYeT HapyLIeHMsSMU CBep-
TbIBaHUS KPOBM.

Mporxos

Mpn NPOBELEHNM UHAYKLMOHHOTO NeYeHNs pe-
muccus gocturaetcs y 50-85% 6onbHbix. Npoaon-
KUTENbHbIA 6e3peunanBHblii nepuo HabnoaaeT-
sy 20-40% 6onbHbIX, 0 40-50% y Monoabix
OONbHbIX, KOTOPbIM BbIMOSHAETCS MHTEHCMBHAS
XMMMOTEPANuA UM TPaHCMAAHTaLMs reMonoaTy-
YECKUX CTBOJIOBbIX KNETOK.

MporHoctueckue akTopsl no3sonsioT Gonee
TOYHO OMPEENUTb MPOTOKO/ NEYEHNS U €r0 MH-
TEHCMBHOCTb. BontbHble ¢ HebnaronpuUsTHBIMM Mpo-
THOCTUYeckuMm (bakTopamu monyyarot 6onee uH-
TEHCMBHOE JIeYeHMe, MOTOMY YTO MOTEHLMAbHAS
3 dEKTUBHOCTL TAKOTO IEYEHNS MOXKET ONpaBaaTh
€r0 BbICOKYH0 TOKCMYHOCTb. BakHbIM MpOrHoCTMYe-
ckuM BaKTOPOM SBNAETCA KapuoOTUM NEAKO3HbIX
KneToK. Mpu pasHbiX XPOMOCOMHBIX HapylIEHUsIX
pa3nnuHbix dopm OMJ1 addekTBHOCTL NeyeHus
pa3Has. BbimenswT 6naronpusTHylo, NpoOMexy-
TOYHYID M HEDMAronmpusTHYID MpPOrHOCTUYECKUE
rpynnbl. BbicOKMe yacToTa OTBETa Ha JleyeHwe,
MPOAOMKMTENBHOCTb PEMUCCMM W BbIXKMBAEMOCTb
BONbHbIX 0TMEYAETCS Y BOMbHBIX C MyTaLMAMM t
(8;21), t (15;17) w inv (16). bonbHble ¢ HopManb-
HbIM KapuOTMMOM OTHOCSTCS K Fpymne C pOMeXxy-
TOYHbIM MPOrHO30M. HebnaronpusTHblii MPOrHO3 y
00nbHbIX C fieneunsamu 5, 7, Tpucomueit 8 unm ka-
PUOTUMOM C >3 HapylieHusMU. MonekynapHo-re-
HETUYeCKMe HapyleHMs CTaHOBSTCS BCe 6Gonee
BaXHbIMM [/1S ONPeeNneHus NporHo3a u TakTUKu

neyenna OMJ1. BaxHbiM nporHocTMyeckum dak-
TOPOM U BO3MOXHOW MULUIEHBIO /15l HOBbIX BUA0B
NeyeHmns SBASKOTCS MyTauum FLt3 kuHasbl. Jpyrumm
HebnaronpuATHLIMU NPOrHOCTUYECKUMM (aKTOpa-
MU IBNSIOTCA NOXMUNOM BO3PACT, MUENOAMCNAACTH-
yeckas (asa B aHaMHe3e, BTOPUYHbIA XapakTep
NIeKO3a, BbICOKMIA YPOBEHb NEMKOLMTOB KPOBM W
otcyTcTue nanoyek Ayapa. Bapuant OMJ1 no knac-
cudmkaumm FAB mnm BO3 He siBnsieTcsl nporHocTy-
yeckuM hakTopom.

Jleuenune
= XuMuoTepanus (MHOYKLMA U KOHCONMAALMS).
= MHOrI@  TpaHCMNaHTaumMs reMomno3TMYECKUX

CTBONOBbIX KNETOK.

Uupykuua pemuccum. Llenbio MHAYKUMOH-
HOW Tepanuu SBNAETCA OOCTUKEHME PEMUCCHM.
Mpu OMJT 37a UeNb AOCTUIrAeTCs MEHBLUIMM KOMK-
yectBoM npenapatos, Yem npu OJ11. OcHoBHOV
PEXUM MHOYKUMM BKIIOYAET NPOAOMKUTENbHYIO
BHYTPMBEHHYIO WMHOY3MIO UMTapabuHa wan um-
TapabuH B BbICOKMX [03aX B TeyeHue 5-7 aHel;
B 370 X€ BPEMS B TeueHue 3 [Hel BHYTPUBEHHO
BBOAMTCA [ayHOPYOMUMH Wan uaapybduumh. MHo-
roa MPUMEHSIOTCA TaKKe 6-TUOTYaHMH, 3TOMO3u,
BMHKPUCTMH M MPEHM3O0NOH, HO MX 3HAYeHue He
[10Ka3aHo. JleyeHne 00bIYHO MPUBOAMT K BbIpa-
KEHHOW MMEeNocynpeccun ¢ MHMEKLUMOHHBIMU OC-
NOXHEHMAMM W KPOBOTOYMBOCTbI. BocctaHosne-
HME KOCTHOTO MO3ra 3aHUMAeT NpOLOMKUTENbHOE
BpeMs. B 370 BpeMs XM3HEHHO BakHa afieKBaTHas
npodunakTyeckas 1 NoLAEPXMBAIOWAS Tepanms.

Mpu OMNNT M HekoTOpbIX ApPYrMX BapuaH-
7ax OMJ/1 npu nOCTaHOBKE [AMArHO3a MOXET
MpMCYTCTBOBATb  AMCCEMMHMPOBAHHOE  BHY-
Tpucocyamctoe  caeptbisakme  (ABC),  ycyry-
On9emMoe  BbiCBODOXAAEMbIMA  NIEMKO3HBIMU
knetkamu  npokoarynsHtamu.  Mpu  OMN ¢
TpaHoiokauuedt t (15;17) npumeHenne mpakc-
PETUHOMAHON KUCNOTbI CMOCOBCTBYET KOpPEKLMH
[1BC B Teyenne 2-5 gHeir. B kombuHaumm ¢ pa-
YHOPYOUUMHOM MIM WAAPYOULMHOM 3TOT PEXUM
MOXET MPUBOAMTb K [AOCTMXXEHUID PEMUCCUM Y
80-90% naumeHTOB, C NPOAOMKUTENbHON BbIXM-
BaeMocTbio B 65-70% cnydaes. Mpu OMJ Takke
0YeHb 3QDEKTUBEH TPUOKCME MbillibsKa.

Konconupauua pemuccun. Mocne poctu-
KEHWA pemuccun nposoanTca hasa MHTeHcUbu-
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KaLMW TeMM Xe Wau IpyrUMK npenapatamu. Pe-
KWMbI C IPUMEHEHMEM BbICOKMX A03 LMTapabuHa
MOTYT NPOAUTb PEMUCCHIO, 0CODEHHO Y HObHBIX
monoxe 60 net. Mpodunaktika nopaxenus LHC
Y B3pOC/bIX BOMbHBIX 0OLIYHO HE MPOBOAKTCS, TK.
B Clyyae COXPAHEHMS PEMUCCUM WU30NIMPOBAHHOE
nopaxenne LHC BcTpeyaetcs peako. bonbHbiM,
MONYYMBLLMM MOJHBIA KYPC KOHCONMAALMM PEMMC-
1MW, NOAEPKMBAIOLIAA TEPANUs He MOKa3aHa.

Peunpus. bonbHbIM, He OTBETUBLIMM Ha fie-
YeHue, 1 MONOAbIM BONbHBIM B PEMUCCUM, HO C
BbICOKMM PUCKOM peLuamBa (Kak npasuno, onpe-
LENEHHbIM Ha OCHOBAHWM HANWMuMs OTAENbHbIX
XPOMOCOMHbIX HApYLUEHMUI), MOXeT DbiTb NMOKa3a-
HO NpOBe/eHNe BbICOKOZAO3HOM Tepanuu C TPaHC-
MNAHTaLuelt reMono3TUYECKUX CTBOIOBBIX KNETOK.
M301MpOBaHHbI  IKCTPaMEAYNNAPHbIA  peunams
BCTpevaeTcs peako. B ciyyae peumamsa y 6onb-
HbIX, KOTOPbIM HE MOXET ObITb BbIMONHEHA TPAHC-
MNAHTaLms, LOMONHUTENbHAS XMMUOTEPANKS, Kak
npasuno, Mano3dekTMBHa M BbICOKOTOKCHYHA.
bonee 3(dekTMBHO NMpoTMBOpeLMAMBHOE feye-
HUe y MONOAbIX BOMbHBIX 1 Y BONbHBIX, Y KOTOPbIX
peMMCccus Npofiomxanach bonee 1 ropa.

KnioueBble NyHKTbI

= OMJ1 - Haubonee pacnpocTpaHeHHbIi OCTPbIi
NeNKO3 Y B3pOC/bIX.

= CylwectByeT Heckonbko BapuaHToB. Kak npa-
BMNO MOPAXATCH He3penble MUenoupHble
KneTky.

= XPOMOCOMHbIE HapyLIEHWS BCTPEYAKOTCS YaCcTo
1 ONpEensoT NPOrHo3 M 3hdeKTUBHOCT fe-
YeHus.

= XummoTepanus 06bIYHO MO3BONSET YBENWUMTD
NPOAOMKUTENBHOCTb XM3HM.

= TPaHCMNAHTALMS reMOMO3TUYECKUX CTBONOBBIX
knetok 3dekTnHa y 6oNbHbIX, He OTBevalo-
LUMX Ha NIeYeHue, 1 Y MONOAbIX BOMbHBIX.

XPOHWYECKUWA NEWAKO3

XpOHMYeCcKkuit neiiko3 06bIYHO NposSBASETCS
aHOMaNbHbIM NIEMKOLMTO30M C MW 63 LMToNeHUn
y 6onbHbIX 6€3 Apyrux cuMnTOMOB. KnuHuueckue
MPOSIBNIEHNS W NEYeHUe NPU XPOHUYECKOM NIUM-
Goneikose (X/1/) 1 xpoHuyeckoM Muenoneiikose
(XM1) 3HauuTeNbHO PA3NNYAIOTCS.

XPOHWYECKWUA NUMDONIENKO3
(XpOHUYeCKuit IUMBOLMTAPHBIN Neliko3)

XN sBnsetcs Hanbonee pacnpoCTpaHeHHbIM
BAPMAHTOM Nleitko3a B 3anapHbix cTpaHax. Cy6-
crpatoM XJ1/1 9BASKOTCA HEOMAACTUYECKME NIUM-
Goumtsl ¢ Mopdonorueit 3penbix B-knetok u ¢
aHOMaNbHO 0NTOM NPOJOMKUTENBHOCTBIO KM3HH.
MopaxatoTcs nepudepuyeckas KpoBb, KOCTHBIA
MO3T, ceneseHka u iumdoy3nbl. 3abonesaxue Mo-
KET npoTekaTtb 6eCCUMNTOMHO WUAM MPOSBAATLCS
numdaneHonaTel,  CneHoMeranueld, renaro-
Meranuei u HecneuubuyeckuMm CUMMTOMaMM,
06YyCNIOBNEHHbIMM aHEMME (YTOMASIEMOCTb, HEfl0-
MOraHue) U UMMyHOCynpeccuelt (Hanpumep, Mxo-
pafika). [lMarHo3 yCcTaHaBNMBAETCS NPU UCCIE[0Ba-
HUW Ma3Ka nepudepuyeckoi KpoBM UK acnupata
KOCTHOTO MO3ra. JleyeHne He HauMHaeTcs 1o pas-
BUTUS CUMMITOMOB B0NIE3HM, €10 LieNbio ABNAETCA
MPOM/IEHUE KU3HM W YMEHbLIEHWE CUMMTOMOB
3aboneBanus. OHO BK/KOYAET Xxnopambyuun uau
GnynapabuH, npeaHu3onoH, uuknodochamun 1/
WM [OKCOpy6uLMH. Bce yawe npumeHsioTcs Mo-
HOK/NOHaNbHbIE aHTUTENa, Takue Kak anemTy3yMab
W putykcumab. MannuatusHas nydesas Tepanus
MpUMEHSIETCS Y BOMbHbIX, Y KOTOPbIX MM(aAEHO-
natus WaM CIEHOMEranus Hapywaet GyHKLuio
LPYTYX OPraHoB.

3abonesaemoctb X/I/1 yBenuumBaetca C BO3-
pactoM, B 75% cnyyaes 3aboneBaHue BbiABASET-
sy 6onbHbIx ctapwe 60 net. XJ1/1 8 2 pa3a vaue
MOpaXaeT MyXuuH. XoTA npuumMHa 3abonesaus
HeM3BECTHa, B HEKOTOPbIX Cllyyasix OTMeYaercs
cemeliHblit aHamHes. XJ11 pefko BCTpeyaetcs B
SInoHun u Kutae u 3abonesaemMoCTb He yBeauyu-
BAETCH Y ITHUYECKUX ANOHLEB, xuBywmx B CLUA,
4TO TaKKe NOATBEPXKAAET HANMUME TEHETUYECKOTO
Gaxtopa. Hanbonee pacnpoctpaHeH X/1/1y eBpees
u3 BoctouHoi Eponbi.

Narodusuonorus

MpubnausutensHo B 98% cnyyaes npomcxoaut
3/10kavecTBeHHas TpaHchopmaumus D5+ B-kne-
TOK. JIMMQOUMTHI CHa4ana HakanauBaoTCs B KOC-
THOM MO3Te, @ B Ja/lbHEMLEM PacnpoCTPaHATCS
Ha numdatyeckue y3nbl v Apyrve uMQGouaHble
OpraHbl, NPUBOAS B T4, K CTIEHOMEranum  rena-
TOMeranuu. [pu nporpeccupoBaHum 3abonesanms
MaTonorMyeckuit reMono33 NPUBOAUT K PA3BUTHIO
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aHeMUK, HeUTPONEHNM, TPOMBOLIMTONEHUM U CHU-
KEHMIO MPOAYKLMU UMMYHOIMOBYIMHOB. Y MHOTUX
OONbHBIX Pa3BMBAETCS rMMOraMMarnobynuHeMus
W CHWKEHWE MPOAYKLMU aHTUTEN, YTO, BO3MOXKHO,
06yCNOBNEHO MOBBILIEHUEM aKTUBHOCTU T-KNeTok
cynpeccopoB. Y 60/bHbIX MOBbIWAETCS npeapac-
MONOXKEHHOCTb K ayTOUMMYHHbIM 33b0neBaHUAM,
XapaKTepu3yIowwumcs Pa3BUTMEM MMMYHOreMONU-
TYeCKON aHeMum (06bIYHO C MO3UTUBHOWM NPOBOIA
Kymbca) unm tpombouuToneruu. Takke HesHaum-
TeNbHO NOBBILIAETCA PUCK PA3BUTUS APYTUX OHKO-
noruyeckux 3abonesanmii.

B 2-3% cnyyaeB KNOHaNbHas 3KCMAHCUS MMe-
eT T-KneTouHblit GeHoTMN, U Jaxe B 3TOW rpynne
PA3NMYaETC HeCKONbKO MOATUMOB (Hanpumep,
X1 v3 6onblWMX rpaHynsipHbIX uMboLUTOB C
LuuTONEHueit).

XJ1/1 BKKOYAET TaKKe ApYrue Natonorum:
= NpoMMbOLMTAPHBIA NEKO3;
= NeiikeMuyeckas @asa  KOXHOA  T-KneToyHoM

numQoMmbl (Hanpumep, cunapom Cesapw);
= BOJIOCATOKNETOYHbIN NENKO3;
= IMM(OMa/Neiiko3  (neiiko3, pasBMBAMLLMIACS

kaK MposiBNeHne PacnpoCTPaHEHHO! CTafum
3/10Ka4€CTBEHHOM TMMBOMBI).

[lnddepeHupanbHas ouarHocTka 3TMx nop-
TMNOB W TUNKYHOTO X1/ 0BbIYHO MOXET BbITb Bbl-
MOSHEHA NOCPELCTBOM CBETOBOW MUKPOCKOMMUM W
deHoTMNMPOBaHMS.

CMMNTOMBI M NPU3HAKK

Hayano 3aboneBaHust 06bI4HO HECCUMNTOMHOE.
X1 06blMHO OMArHOCTUPYeTCs CnyyaiiHo npy
BbINONHEHUM PYTUHHOTO aHanW3a KPOBM UM Npw
06cnef0BaHMM No NoBody HECCUMNTOMHON M-
daneHonaTvu. Mpy HanMuuUM CUMNTOMOB OHM, KaK
npaBuno, NPeCTaBnAioT coboi Hecneunduueckmue
*anobbl Ha C1aboCTb, OTCYTCTBME ANNeTuTa, NoTe-
PI0 BECA, OfIbILLKY MU Harpyske, YyBCTBO Hamos-
HEHWs Xenyaka (3-3a YBENUYEHUS Cene3eHKH).
Mpu 06CnefoBaHMM 06bIYHO BbISBASIOTCS TeHepa-
NM30BaHHas IMMGDAZEHONATUS U HE3HAYUTENbHAS
WM YMepeHHas TenaToMeraus v CnieHoMeranms.
Mpyu nporpeccpoBaHnm 3aboneBaHus NoSBASETCA
6neaHoCTb, 00yCNoBNEHHas aHeMueid. MHOunbTpa-
UMs KOXHM, MakynonanynesHas wam anddysHas,
00bl4HO pasBuBatTcs npu  T-knetoyHom  XJIJ1.
[MnoraMMarnobynMHeMmus 1 rpaHyNoLUTONEHNS

npu pacnpoctpaHeHHom XJ1/1 npeapacnonaratot
K pa3BuTMio baKTepuanbHbIX, BUDYCHBIX U rpub-
KOBbIX MH(DEKLMIA, 0CODEHHO MHEeBMOHMK. YacTo
Pa3BMBAETCS OMOACHIBAOLLMIA NULIAM.

Junarxo3
= 061wt aHanm3 v Ma3ok nepudepuyeckoit KpoBM.
= VccnenoBaHme KOCTHOTO Mo3ra.
= IMMyHoDEHOTMNMPOBAHME.

[lnarxo3 XJ1/1 ycTaHaBAMBAETCS NpU M3y4YeHUM
Ma3ka nepudepuyeckoii KpoBM W KOCTHOTO MO3-
ra; KpUTEPUSIMM [IMarto3a ABASIOTCA abCoMOTHBIA
neitkoumTo3 (>5000/Mkn) 1 NOBbILIEHHOE KONWYe-
180 umdoumToB (>30%) B KOCTHOM Mo3re. Bbl-
nosHeHne MMMyHODEHOTUNMPOBaHMS obneryaet
anbdepeHumManbHyio auarHocTmky. Mpu obceno-
BaHWM MOIYT OTMeuaThCsl TUNoraMMarnobynuHe-
mus (<15% cnyyaes) u, peako, nosbiwenue JII
Y 10% 6onbHbIX BbISBAKETCS YMEPEHHAS aHEMMS
(MHOrAA MMMyHoreMonMTMYeckas) u/unn Tpombo-
uuTonenus. B 2-4% cnyyaes BbISBAKETCS MUK MO-
HOKJIOHA/IbHOrO MMMYHOTNOBYNIMHA B CbIBOPOTKE W
Ha NMOBEPXHOCTV NEAKO3HBIX KIETOK.

KnuHuyeckoe CTagmpoBaHue NpUMEHSETC ans
onpeneneHus MporHo3a 1 Bbibopa TakTUKM Neye-
Hus. Hanbonee pacnpocTpaHeHHbIMU CMCTEMaMK
CTaaMpOBaHMS ABASOTCA cucteMbl Rai - Binet.
OHM OCHOBaHbI IMaBHbIM 06pa30M Ha reMaTonory-
YecKMX M3MeHeHusX 1 obbeme nopaxeHus (Tabn.
152-3).

Mporuos

MenuaHa BbixuBaeMocTM 6onbHbIX XJUJT co-
crasnset 7-10 net. BoixuBaeMocTb 6e3 neyeHus
oonbHbiX 0-11 cTagusaMu no knaccudukaumm Rai
coctasnsietr 5-20 net. bonbHbie -1V cragusmu
no knaccudmkaumu Rai, kak mpasuno, ymmparot
B TEYeHMe 3-4 NneT nocne MoCTaHOBKM AMarHo3a.
MporpeccupoBaHue C pa3BUTMEM HELOCTATOYHO-
CTM KOCTHOrO MO3ra acCOLMMPYETCS C MeHbluei
NPOAOKUTENBHOCTBID XM3HM. Y 60nbHbIX XJT1
yalile, YeM B 06LLLE NONYNALMM, pa3BUBAOTCA BTO-
PUYHbIE OHKONOTMYECKME 3a60eBaHMS, 0COBEHHO
paK KOXHu.

Jleuenune
= CYMNTOMATUYECKOE NEYEHHE.
= [lonaepxuBaiowas Tepanms.
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TABJ1.152-3. KTMHUYECKOE CTALUPOBAHUE
XPOHWYECKOTO TMMOONEAKO3A

KNACCUOUKALMSA OMUCAHUE
U CTAOUA

Rai

Cragns 0 A6conioTHbIi aumdouutos >10 000/
MK/ B KPOBY 1 >30% nuMoLnToB B
KOCTHOM Mo3re

Cragma | Crapms 0 + yBenuueHme nMMdoysnos

Cragma Il Cragus 0 + renatoMeranus unu
CnneHoMeranus

Crapus Il Crapma 0 + aHemus (reMornobuH
<11r/an)

Cragms IV Craaua 0 + TpomboLMTONEHMS (TPOM-
6oumTbl <100 000/umkn)

Binet

Cragma A A6coniotHbii tuMdouwtos >10 000/
MK/ B KPOBM U =>30% nuMoLnToB B
KOCTHOM Mo3re
[emornobuu >10 r/an
Tpombouutsl >100 000/MKn
<2 30H NOpaxeHus”

Crapus B Kak npu cragum A, Ho 3-5 30H
nopaxeHus

Cragma C Kak npu cramum A, Ho reMorno6uH

<10 r/an wnn TpombouuTel <100
000/mkn

“30Hbl MOPAXEHWS: LIEAHbIE, NOAMBILIEYHbIE M NaX0Bble
NMMDOY3bl, NEYeHb, Cene3eHKa.

Hecmotps Ha passutve XJ1/1, y HekoTopbIX
OONbHBIX KTMHUYECKAs CUMMTOMATHKA OTCYTCTBYET
B TEYEHME HeCKONbKMX NeT. [10Ka3aHUSMM K Hayany
NeYeHns SBNAKTCS mporpeccupoBaHue 3abone-
BaHWS W MOSBAEHWE CUMMTOMOB. M3neyeHme, kak
npaBws0, HEBO3MOXHO, LENb0 NIeYEHNs SBNSIOTCA
YMeHblUEHMe CMMNTOMOB 3ab0neBaHust M Npof-
NeHue xu3Hu. ofaepXKMBaoWAs Tepanus BKKO-
yaeT TpaHC(hy3uM 3PUTPOLMTAPHOHA Macchl WM
3PUTPOMOITUHOB NO MOBOAY aHeMUM, TPaHChy3uu
TPOMOOUWTOB MO MOBOAY KPOBOTOYMBOCTM, 06Y-
CNI0BNEHHOM TpoMboLMTONEHHel, neyenue bakTe-
PUnbHbIX, FPUOKOBBIX MM BUPYCHBIX MHAEKLMIA.
TaK Kak HeMTponeHus v runoramMmarnobynuHeMms
CHWXAIOT 3alLMTy OpraHu3Ma oT BakTepuii, Heob-
XOOMMO MpUMeHeHWe BaKTEPULUMAHBIX aHTMBMO-
TUKOB. bOMbHBIM C runoraMmarnobynuHemueit u
MOBTOPSOLWMMUCS WM pedpakTepHbIMU UHGEK-
LMSIMM MW TIPU PA3BUTUK ABYX MW Bonee Tsxe-
bIX MHDEKUWA B TeyeHue 6 MecsLEeB BOIMOXHO
Ha3HaueHue MHQY3uM y-rnobynuHa C TepanesTy-
YecKkoi unu npodUNaKTMYECKoi LienbHo.

Cneunduueckas Tepanus BKIKOYAET:

= XMMUOTEPANHIO;

= KOPTUKOCTEPOUADI;

= MOHOK/IOHa/IbHblE aHTUTEN];
= Jy4eBYHo TEpanuio.

3TM CpeactBa MoOryT 067eryMTb  CMMMTOMbI
33601€BaHMS M YBENMYUTb NPOAOIKUTENBHOCTD
XU3HW.Ype3mepHoe ieyeHue Bosiee onacHo, yem
HeAoCmamoyHoe feyeHue.

Xumuorepanus. XvM1oTepanms HasHavaeTcs
npy NosBNEHMM CUMNTOMOB 3aboneBanus. K no-
Ka3aHWSIM K Hayany Tepanuu OTHOCATCS Pa3BUTHE
CUMMTOMOB WMHTOKCUKALMM (MXOPafKa, HOuHble
MOTbl, NOBbILIEHHAS YTOMASEMOCTb, NOTEPS Beca),
BbIPaXEHHast TenatoMeranus, CrnaeHoMeranms,
numbageHonatus, aumdouutos >100 000/Mkn
W MHGEKUMM, COMpOBOXAAMWMECS aHEMMEN,
HeiiTponeHueit uau TpombouuToneHueit. B Te-
YeHue [0ArOr0 BPEMEHW CTAHAAPTOM JleyeHus
XJ11 6binn ankuanpyrolLMe npenapartbl, B Nepayto
ouepedb xnopambyuun. OgHako B mocnegHee
BpeMs 6bl0 MokasaHo, yto dnyaapabuH Gonee
30dekTvBeH. [lpu npuMeHeHUn KOMOMHALMM
GnynapabuHa, unknodochamuaa v putykcumaba
MOJHbIE PEMUCCUM AOCTUAOTCS Yalle. OHa Takke
MPOANIEBAET AUTENBHOCTD PEMUCCUM W YBEUYM-
BaeT NPOAOMKUTENBHOCTb XU3HW. UHTEpdepoH
anbda, 1eokcMkoGopMULMH U 2-xNopaeoKcHase-
HO3WH 04eHb 3QEKTUBHBI NPXU BONOCATOKNETOY-
HOM neiiko3e. bonbHbIM C MPOAUMAOLMTAPHBIM
Neiiko30M 1 iuMAdOMOIi/NeinKko3oM, kak mpaBuo,
MOKa3aHO Ha3HaYeHWe NONMXMMMOTEpanuM, HO
Y HUX 06bIYHO [OCTUrAETCS TOMBKO YACTUYHbIIA
OTBET.

KopTukoctepouabl. MokazaHMsIMM K Ha3Ha-
YEHWI0 KOPTUKOCTEPOWAOB SBASKOTCA MMMYHOre-
MOIUTMYECKas aHeMus 1 TpoMboLuToneHus. Mpu-
MeHeHu1e NpeaHu3010Ha B A03e 1 Mr/kr BHyTpb 1
pa3 B [ieHb MOXET NPUBOAMTb K CTPEMUTENbHOMY
3ddekTy y BonbHbIX pacnpoctpaenHbiM X1, oa-
HaKO MPOAOMKMTENLHOCTb 3TOr0 3P deKTa 06bI4HO
HeBenuka. Metabonnyeckue OCIOXHEHUS U yBe-
NIMYEHME YACTOTbI U TAXECTU MH(EKLMIA TpebytoT
cobntofieHMs Mep MpesocTOpOXHOCTU MU AnK-
TENbHOM MPUMEHEHUH CTepoupoB. pumeHerue
MpedHU30NoHa B COYETaHMM C (nypapabuHom
MOBBILIAET PUCK Pa3BUTUS UH(DEKLIMIA, BbI3BAHHBIX
Pneumocystis jirovecii v Listeria.
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MoHoKnoHanbHble aHTMTENa. PuTyKCMMab
ABNAETCA NEPBLIM MOHOK/IOHANbHBIM AHTUTENOM,
YCNELHO NPUMEHSEMbIM AN1A NeyeHus uMbonpo-
nudepaTuBHbIX 3ab0NeBaHuiA. Y paHee HeneueH-
HbIX 60MIbHbIX YacToTa 0bLLero OTBETa COCTaBASET
75%, nonHas pemuccus pocturaetcs y 20% na-
UMeHTOB. lpu npuMeHeHnn anemysymaba obuimi
OTBET l0CTUTAETCs Y 33% HOMbHbIX, pedpaKTepHbIX
k dnynapabuHy, uy 75-80% nepBuuHbIX 60/bHbIX.
Mpobnembl, CBS3aHHbIE C UIMMYHOCYNpECCUed, npu
MpuUMeHeHUM anemTy3ymaba BCTPEYAlOTCs valle,
4YeM npu NpUMeHeHUM puTyKcuMaba. Putykcumad
uccnefoancs B koMbuHauum ¢ dnynapabuHom
¢ dnynapabuHom u umuknodochammaom; npume-
HEeHWe 3TUX KOMOMHALMIA 3HAUMTENBHO YBENUUMNO
YaCTOTY AOCTUXEHHS MONHBIX PEMUCCHI KaK y nep-
BUYHBIX, TaK W Y paHee npenieyeHHbIX OOMbHBIX.
Anemty3ymab uccnepyetcs B Hactosliee BpeMs B
KOMOMHALMK C pUTYKCUMAbOM W XxuMMoTEpanueit
LNS 3PaAMKaLMM MUHWMANbHOM OCTaTOuHOM 60-
Ne3Hu, 1 Bbina nokasaHa ero 3QMeKTMBHOCTL A1s
YCTPAHEHUs MHQUALTPALMM KOCTHOrO Mo3ra. [pu
MPUMEHEHUM aneMTy3yMaba MOXeT Pa3BMBATHCA
pPeaKTUBALMS LMTOMEranoBupyca M Apyrux on-
MOPTYHUCTUYECKUX MHDeKUMIA. Mpu npuMeHeHu
pUTyKCMMaba BCTpeyaeTcs peakTvBauust BUpyca
renatuta B.

JlyueBas Tepanua. C NaniMaTMBHOM LENbH
MOXET MpUMEHSTHCS NIOKANbHas NIyyeBas Tepanus
Ha MopakeHHble IMMAOY3Nbl K NeYeHb U cene-
3eHKY. B OTenbHbIX Cy4asx MOXET C NannuaTme-
HOW LENblo MpUMEHATbCS TOTanbHoe 06nyyeHue
TeNa ManbiMu 103aMU.

KnioueBble NyHKTbI

= X1 - MeneHHo NporpeccupyroLLuii Nerkos u3
3penbix IMMQPOLMTOB, BCTPEYAETCS NpenMylLLe-
CTBEHHO Y MOXUIIbIX DONbHBIX.

= JleueHne He NpUBOAWT K W3NeyeHHio, 06bI4HO
He NPUMEHSeTCs 10 Pa3BUTUS CUMMTOMOB.

= Xumuotepanus ¢ unu 6e3 MOHOKMOHANbHbIX
aHTUTeN obneryaeT CUMMTOMbI M YBENMUMBAET
MPOAOIKMTENHOCTb KM3HW OONbHBIX.

XPOHWUYECKUIA MUENONENKO3
(XPOHMYECKHIA TPaHYNOLMTAPHbIA N1E KO3, XpO-
HUYECKHI MUENOreHHbIN NeK03, XpOHUYECKMA
MUENOUAHbIA Neiko3)

XM/l passuBaeTcs B pe3ynbTaTe 3/0Kave-
CTBEHHO/ TpaHCOpMalMu M KIOHaNbHOW mnpo-
nmdepaunu NNPUNOTEHTHBIX CTBOMIOBBIX KNETOK,
MPUBOZSLLENA K rMNeprpoAYyKUMM HE3penbiX rpa-
HYNIOLMTOB. 3ab0NEBaHME U3HAYANbHO NpOTEKaeT
BeccumnToMHo.  [lporpeccupoBaHue  npoTekaet
CKPbITO, C Hecneunduueckoit «nobpokayecTeH-
HOW» CTanueit (HeLoMOraHue, OTCYTCTBME anmneTy-
Ta, NOTeps Beca), NOCTENEHHO NepexoauT B dasy
akcenepauuu v B 6aCcTHbIN KpU3 C BbIPAXKEHHBIMHU
CMMNTOMaMK 33601eBaHMS, TaKUMM KaK CriieHo-
Meranms, bnefHOCTb, KPOBOTOUMBOCTb, IMXOPALKA,
MMQAAEHONATUR W KOXHbIE M3MeHeHus. [Inarto3
YCTaHABNMBAETCS HA OCHOBAHWM MCCIENOBaHMS
Ma3ka nepuepuueckoil KpoBw, acnMpaTa KoCTHO-
ro Mo3ra u onpegenenus Gunaaenbuiickoit xpo-
MOCOMbl. [lpUMeHeHe MMaTUHMOA 3HAUMTENbHO
YNYYLWMUAO PE3ynbTaThl IEYEHUS W MO3BONSET YBE-
NMYUTb NPOAOMKMTENBHOCTb XM3HK 60AbHbIX XMJT.
Bo3MoxHOCTb 06MBATLCS MONHOTO M3NIEYEHHS OT
XMJ1 npu npuMeHeHUM MaTuHnba A0 C1x Nop He
ycTaHoBneHa. Takxe B neveHnn XMJT npumensioT-
S MMenocynpeccuBHble npenapatbl (Hanpumep,
TMAPOKCUMOYEBMHA), TPAHCTIAHTALMS TeMOMO3TH-
YeCcKuX CTBONOBbIX KNETOK W MHTephepoH anbda.

XMJ1 cocrasnset okono 15% ot Bcex neitko3os
B3pocnbix. OH BCTpeyaeTcs B NoboM Bo3pacTe,
00HaKO peako passuBaetcs y Aeteit no 10 nert.
MenmaHa Bo3pacTa 60nbHbIX - 45-55 net. XMJ1
OZMHAKOBO PacnpOCTPAHEH Y MYXKUMH U Y KEHLUMH.

Narodusuonorus

bonblwuHctBo Cyyae XM/ MHAYLMPOBAHO
TPaHCIOKaLUMer, M3BeCTHO Kak (Dunagensduii-
ckas (Ph) xpomocoma, kotopas BoisBasetcs y 95%
6onbHbIX. OHa npepacTasaseT coboi peLunpokHy
TpaHuiokauuio t (9; 22), mpu KOTOPO# YacTb Xpo-
MOCOMbI 9, COiepXalLan oHKoreH c-abl, TpaHaio-
LUMpYeTcs Ha XpOMOCOMY 22 M COeOMHSETCS C
reHoM BCR. ObbeauHeHHblit reH BCR-ABL wrpaet
BAXHYK0 ponb B matoreHese XMJ1 u npusogut
K npomyKumu cneuuduyeckoin TUPO3MHKMHA3bI.
XMJ1 pa3BuBaeTcss BCIEACTBME TMMEPNPOAYKLMM
TPAHYNOLMTOB ~ aHOMAsbHON  MAKPUNOTEHTHON
reMONO3TUYECKON  KNETKON-NpPeALIeCTBEHHMLEN,
KOTOpas MPOMUCXOAMT FMaBHbIM 06Pa3oM B KOCTHOM
MO3re, HO TakxXe MOXeT bbiTb B 3KCTpaMenynnsp-
HbIX 04arax (CeneseHka, neyeHs). Xots npeobna-
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[aeT NPOAYKLMS rPaHyNOLMTOB, OMyXONeBbIA KIOH

BK/IOYAET B €08 Takke SPUTPOLMTHI, MErakapu-

OLMTbI, MOHOLMTbI M JaXe uHorda T- U B-kneTku.

HopManbHble CTBO/OBbIE KNETKM COXPAHSIOTCS W

MOTYT aKTUBM3WPOBATbCA MOCNE JEKAPCTBEHHOM

Cynpeccum onyxoneBoro KoHa.
Teuenne XMJ1 pasnensior Ha 3 Gasbl:

= XpoHuyeckas da3a: HavasbHbli MHAONEHTHbIN
Mepuof, KOTOPbIi MOXET NPOAOMKATLCS OT He-
CKOMbKMX MECALEB 10 HECKONbKMX NIET.

= (Da3a akcenepaumu: otcytcTaue 3ddekTa Ot Te-
panuu, Mporpeccupytolias TpOMOOLIMTONEHMS
UNW TPOMBOLMTO3, MEPCUCTUPYIOLLAS UK TPO-
TPeccupyiollan  CrneHoMeranms, KoHanbHas
3BONIOLMS, YBENMUYEHME KOMM4ecTBa 6azotu-
OB B KPOBM, YBENMUYEHME KONMYECTBA BNACTOB
B KPOBY MMM KOCTHOM MO3Te.

= bnacTHbIit Kpu3: akkymynauusa 6nactoB B 3KC-
TPaMeLynnspHbIX Ovarax (Hampumep, KocTw,
UHC, numdaTuyeckue y3nbl, Koxa), KONMYECTBO
6nacToB B KPOBM MM KOCTHOM Mo3re >20%..
bnacTHbI KpU3 MPUBOAMUT K CTPEMUTENbHOMY

Pa3BUTMIO OCTIOXKHEHWH, CXOIHBIX C OCNOXHEHUAMM

npy OCTPOM NeiKo3e, TakMX Kak Cencuc u KpoBo-

TeyeHns. Y HEeKOTOpbIX OO/bHBIX XpOHMYeCKas

(a3sa HenocpencTBEHHO nepexonuT B Gasy bnact-

HOTO Kpu3a.

CMMNTOMBI M NPU3HAKK

Hauano 3abonesaHusi 06bI4HO HECCUMNTOMHOE.
Hecneunduueckme cumnToMbl (Hanpumep, yToM-
NSeMOCTb, (1aboCTb, MOTEPS anneTUTa, CHUKEHWE
MacChl Tena, IMX0paaKa, HouHble MOTbI, OLLLyLEeHMe
MOHOTHI B MBOTE), KaK MpaBWNO, HApacTatoT no-
CTENEeHHO M ABNAIOTCS MOBOZOM K Hauany obcneso-
BaHus. bnegHOCTb, KPOBOTOUMBOCTb, IMMdALEHO-
naTvs B fiebtoTe 3ab0neBaHMs BCTPEYAKOTCS PEMKO,
oaHako B 60-70% cnyuaes HabntogaeTcs yMepeH-
Haf WM Jaxe BbipakeHHas cnieHomeranus. Mpu
nporpeccupoBaHiM 3aboneBanms HapacTaet cre-
HOMEra/us, BO3HMKAIOT BNedHOCTb M KPOBOTOUM-
BOCTb. JIuXopajKa, BolpaxeHHast iuMdazeHonatms
W MaKy/onanynesHas KoHas Cbinb CBUIETENbCTBY-
10T 0 HEBNaronpUSTHOM TeYeHMu 3a60NeBaHMS.

JuarHocTuka
= 06WKit aHanu3 KpoBm, Ma3ok nepudepryeckoi
KPOBM.

= ViccnenoBaHme KOCTHOTO Mo3ra.
= LuToreHeTnyeckoe uccnenosanme (Ph-xpomo-

CoMa).

XMJ1 value BCero AMarHoCTMpYeTcsl Ha OCHOBa-
HUYM IaHHbIX 0BLLEro aHan13a KPoBK, kak Cy4aiiHas
Haxodka Wi npu oBCnenoBaHUM Mo MoBoy Crie-
HoMeranuu. KonmyecTso rpaHynoLMToB MOBbILIEHO,
06blyHO <50 000/MKn y 6ECCMMNTOMHBIX NaUMeH-
708 1 o1 200 000/mKkn ao 1 000 000/MKn y BONbHBIX
C cumnToMamu 3abonesanms. Konmuectso Tpombo-
LMTOB HOPMa/TbHOE WM HE3HAUUTENBHO MOBILIEHO.
YpoBeHb remornobuHa 0bbiuHo >10 r/an.

Uccnenosanne Maska nepudepuyeckoit Kposu
06biuHO no3sonseT auddepeHumposatb XM/ ot
neiikouuTo3a HoM 3tnonoruu. Mpu XMJ1 B Maske
KPOBM 0BbIYHO BbISIBNAKTCS HE3PENbIE TPaHYNOLM-
Tbl, abCOMOTHAA 303uHOGUAMS W Bazodunus, xoTa
npv yposHe nevikouutos <50 000/MKkn He3penble
TPaHyNOLMTbI MOTYT He BbIABNATLCA. JledKoLMTO3 Y
BonbHbIX MMENodMBPO30M, Kak Mpasuno, COnpo-
BOX[AETCS MOSBJEHUEM SOPOCOAEPXALIMX PH-
TPOUMTOB, KanieBUIHbIX IPUTPOLIUTOB, aHEMMEI
u TpombouuToneHueit. JleiikeMonaHble peakLmu
npy OpYruX OHKOMOTUYECKMX 3aD0NeBaHMSX UM
MH EKLMM, KaK MPABUNO, HE COMPOBOXIANOTCA 30-
3uHoduAnei v bazodunueit.

llenouHast Gocdataza 0BbIYHO CHUKEHA MpU
XMJ1 1 noBbILeHa Npu NedkeMOMaHbIX peakumsX.
MccnenoBaHme KOCTHOrO MO3ra [JOMKHO Bbinos-
HATBCA 1S OLEHKM KapuoTMMa, KNETOYHOCTU W
pacnpocTpaHeHHOCTH Muenodubpo3sa.

[larHo3 noaTBepxaaeTca npu 06HapyxeHuu
Ph-XpoMOCOMbI MOCPEACTBOM LIUTOreHETUYECKOMO
UM MONEKYNAPHOTO aHANM3a, XoTs Y 5% 60bHbIX
OHa OTCYTCTBYET.

B dase akcenepaumm 00bIYHO pa3BMBAIOTCS
aHemMuss W TpombouuToneHus. MoxeT yBenu-
uMBaTbCs KONMMYeCTBO 6a3odunos, Hapylaetcs
co3peBaHue  rpaHynouutoB. Hapactaet gons
He3peNnbiX KIETOK, MOBbILIAETCA YPOBEHb LIENOY-
Hoit docdatasbl. B KOCTHOM Mo3re pa3BuBaeTCH
Mrenodnbpos, ipu MUKPOCKONMM 0BHAPYXMBALOT-
€S cuiepobnacTbl. IBOMIOLUMS OMYXONEBOMO KNOHA
COMPOBOX/AAETCS Pa3BUTMEM HOBOTO aHOMa/IbHOTO
Kap1oTuna, 4acTo ONpeaensieTcss JOMOSHUTENbHas
XpoMocoMa 8 unamn u3oxpomocoma 17.

[lanbHeiwee nporpeccupoBanie 3abonesaHus
MOXET MPUBECTU K Pa3BUTUIO BNACTHOTO Kpu3a C
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nosenexuem Mmuenobnactos (y 60% 60nbHbIX),
numdobnactos (30%) v merakapuobnactos (10%).
Y 80% 6onbHbIX pa3BUBAOTCS AOMONHUTENbHbIE
XPOMOCOMHbIE HapyLIEHMS.

Mporxos

Mpu NpUMEHEHUM UMATUHMOA 5-neTHss obwas
BbIKMBAEMOCTb DOMbHbIX, KOTOPbIM AMarHo3 6bin
MoCTaB/eH B XPOHUYECKoit Base 3abonesanus, co-
crasnset >90%. [1o Hauana NpUMEHEHNS UMATUHK-
6a B nepBble 2 rofja Nowie YCTaHOBNEHWS AMarHo3a
ymupano 5-10% 6onbHbix u 3atem - 10-15%
eXerogHo. MeauaHa NPOZOMKUTENLHOCTU KM3HH
6bina 4-7 ner. bonblwmHcTBo (90%) 60AbHLIX NOTU-
6aer B (ha3y akcenepauym unm Bo BpeMs 61acTHoro
Kpu3a. MeauaHa NpOLOMKUTENHOCTM KU3HW MO-
e BNacTHOro Kpu3a CocTaBnsieT 3-6 MecsLes um
6onbLue B C1y4ae LOCTUKEHUS PEMUCCUM.

Mpu Ph-HeratuBHoM XMJT W XpOHMYeCKOM
MMENOMOHOLMTAPHOM JIeliKo3e MpOrHO3 MeHee
OnaronpusTHbIA, Yem npu Ph-nosutueHomM XML
Knuhuueckoe TeueHue 3Tux 3abonesaHuit Takoe
e, KaK MPU MUENOAMCINACTUYECKOM CUHAPOME.

Jleyenne
u VIHIMOMTOP TMPO3WMHKMHA3bI, MHOTAA B KOMOM-
HaLWM C XMMHOTEpanMe.
= B oThENbHbIX Cyyasx - TpaHCMAaHTaLUuMs reMo-

MO3TUYECKMX CTBOJOBbIX KETOK.

3a WMCKIIOYEHWEM CNyyaeB, Korma YCrewHo
MPUMEHSETCS TPaHCMNAHTALMA reMOMOITUYECKMX
CTBOJIOBbIX KNETOK, IEYEHNE HE MPUBOIMT K U3-
neyenuto. OoHaKo Npu NpUMEHEHUM UHTMBUTOPOB
TUPO3MHKMHA3bl MPOAOMKUTENBHOCTb XM3HU 60Mb-
HbIX 3HAUUTENbHO YBENMUMBAETCA, MaKCMMasbHas
06as BbIXMBAEMOCTb BONbHBIX HE [AOCTUTHYTA.
Y oTenbHbIX BONbHBIX BO3MOXHO MpeKpalleHne
rpuemMa UHIM6UTOPOB TUPO3WHKMHA3bI, IPU 3TOM
PEMUCCHA MOXKET COXpaHATbCA. Bo3MoxHas mpo-
LOMKATENBHOCTb PEMUCCUM B TaKOM CTy4ae 10 CUX
1op He onpeaeneHa.

MmaTnHMb M HekoTopble Bonee HoBble mpena-
paThl (La3aTMHMO, HUNOTUHUO) UHTMOMPYIOT Cheuy-
rueckylo TMPO3MHKMHA3Y, CUHTE3UPYEMYIO TEHOM
BCR-ABL. VIHrbuTOpbI TUPO3MHKMHA3bI BbICOKOID-
(eKTUBHbI 151 IOCTUXXEHMS MIONHOM KIMHUYECKOM 1
LUMTOTEHETMYECKOM peMMccum Npn Ph-No3uTHBHOM
XMJ1 1 3HauuTeNbHO NPEBOCXOAST MO IbOeKTUBHO-

CTW [ipyrve pexxuMbl (Hanpumep, MHTEPGEPOH C i
6e3 untapabuha). Mmatuhnb Takke bonee 3ddek-
TUBEH, YEM [IPYTUe TepaneBTUYECKUE BAPHAHTDI, 1St
nevenns dasbl akcenepaumm W BnactHoro Kpusa.
Mpu neverun BGRACTHOTO Kpu3a KOMOWHALMS Xu-
MMOTEpaNNKM 1 UMaTUHKOa bonee 3QdeKTMBHA, YeM
npuMeHeHWe Nio6Oro W3 3TUX BapUaHTOB NeueHus
no OTAeNbHOCTM. Tepanus uMaTMHWOOM obnagaet
XOpOLUEN NepeHoCMMOCTbio. Bbicokast yacToTa mo-
CTVOKEHWS  MIPOIOMKUTENbHBIX MOMHBIX PEMUCCHIA
Mpy NPUMEHEHUM MMaTMHKUOA NMO3BONISIET HALESTHCA
Ha BO3MOXHOCTb M3/IeYeHmst IaHHOTO 3ab0NeBaHus.

bonee cTapble peXuMbl XMMMOTEPANKM MPUMeE-
HsatoTcs g neyenns BCR-ABL-HeraTBHbIX 60ib-
HbIX, 6O/bHBIX C pPeLMaMBaMU NOCIE MPUMEHEHNS
UMaTMHMOA 1 BONbHBIX B (Gase GnacTHOrO Kpu3a.
OcCHOBHbIMM MpenapaTtamu fBastoTc Gucynbdan,
TMIPOKCMMOYEBMHA M MHTepdepoH. Tepanuio
TMIPOKCMMOYEBHHON Nlerye BCETo MPOBOANTD, W
OHa XapaKTepPU3YeTCs HaMMEHbBLIMM KONMYECTBOM
noboyHbix 3PdekToB. HayanbHag [03a 00bIYHO
coctasnset 500-1000 mr BHyTpb 2 pasa B CyT-
ku. KoHTponb 06Llero aHanu3a KpoBW [OMKeH
BbINONHATbCS 1 pa3 B 1-2 Hemenw, C COOTBET-
CTBYIOWEN KoppeKunen [o3bl. Mpy npuMeHeHuu
bucynbhaHa yacto pa3BuBaeTCs Henpeackasyemas
MMENOCYNPECcHs, Mpu MpUMEHeHUM uHTepdepo-
Ha - TpuUnNonoaodHbIA CMHAPOM, MAOXO nepe-
HOCHMbIi 60NbHbIMM. OCHOBHOE MPEMMYLIECTBO
3TUX NPenapaToB — YMEHbILUEHWE CTIEHOMEranum
M Q[IEHOMATUW M KOHTPOJb OMYXONEBOI Harpy3Ku,
YTO NO3BONISIET CHU3UTb BEPOSTHOCTb PA3BUTUS TY-
MOP-NM31C CUHAPOMA W MoAarpbl. H 0auH 13 3TnX
MpenapaToB He YBENMYMBAET MeAMaHy BbKMBae-
MOCTM Bonee YeM Ha 1 rod B CpaBHeHMM C 60Mb-
HbIMM, HE MOYYABLIMMM NleyeHns. Takum 06pasom,
OCHOBHa$! LIe/b IeYEHNS aHHbIMM NpenapaTamMy -
CUMMTOMATUYECKas, M OHO He MPOLOIKAETCS Mpy
Pa3BUTMM HEXENATENbHBIX SBNEHUHA.

AnnoreHHas  TpaHCnAaHTauMs  reMono3Thve-
CKMX CTBOMOBBIX KNETOK MOXET YCMEWHO MpuUMe-
HATbCS Y BONbHbIX, pedpaKTepHbIX K Tepanuy.

Xota 06n1yyeHme ceneseHKn NPUMEHSIETCS PELIKO,
OHO MOXET ObiTb MONE3HBIM Y 60MbHBIX C pedpak-
TepHbIM TeyeHneM XMJ1 1 B TepMUHANbHOM CTaAnK
3a001eBaHMS NPY HANMUMKM BbIPAKEHHON CTEHO-
Meranuu. [lo3a 06blyHO cocTasnsieT 6-10 Ip ¢ pa3-
Lenenmem Ha Gpakumn no 0,25-2 p/cyt. Nleyenne
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JLO/KHO HAUMHATBCS C OYeHb HU3KMX 03 U COMpO-
BOX[ATbCS TWATENbHBIM MOHWTOPUHIOM  YPOBHS
neiikoumToB. IGGEKTUBHOCTb 0BBIYHO HEBBICOKA.
CnneHakToMMs MoxeT 06neryuTb auckoMdopt
B GPIOLIHOI NONOCTH, CHU3UTb TPOMOOLUTONEHHIO
W YMeHbLUTb NOTPEBHOCTL B reMoTpaHCcdy3usx B
TeX Cyyasix, Koraa CNAeHOMEranui He YAaeTcs
KOHTPONMPOBATb XWUMMWOTEpanuei unu Ny4eBoit
Tepanueit. B neyeHun xpoHmyeckoit Gasel XMJ1
CMNIEHIKTOMMS 3HAUUTENbHOI POU HE Urpaer.

KnioueBble NyHKTbI

= B BonblumHcTBe ciyyaes XMJT Bbi3bIBaeTCA Xpo-
MOCOMHOM TpaHcioKaumel ¢ 0bpa3oBaHueM
OunanenbOuitckoit XpoMoCoMbl.

= MccnenoBaHve Maska nepudepuyeckoi Kpou
(He3penble rpaHynouuThl, abCOMKOTHAR 303UHO-
Gunms v 6azodunns) 0bbiuHO no3sonset and-
GepeHumuposatb XMJ1 oT neiikouuto3a WHOM
3TUONOTUM (Lpyrie OHKONOrMYeckue 3abonesa-
Hus, MHeKUmMM, Muenoduopos).

= [IpUMEHEHNe  MHTMOMTOPOB  TMPO3MHKMHA3bI,
TakUX KaK MMaTUHMO, NO3BONSET 3HAUUTENBHO
YBENMYMTb NPOMOMKUTENBHOCTD KM3HM, HO He
NPUBOANT K U3NIEYEHMIO.

= B da3e bnactHoro Kpu3a 3GdekTMBHA XUMHO-
Tepanus.

= TPAHCMNAHTALMS TEMOMO3TUYECKUX CTBONOBLIX
knetok 3ddekTvBHa y BOMbHBIX, HE OTBEYalD-
LWMX Ha NeyeHme, 1y bonbHbX B Gase akcene-
paLyM WM B1acTHOTO Kpu3a.

MUENOLUCNNACTUYECKUN
CHHAPOM

Muenopucnnactuueckuii cunapom (MAC) Brntouaert rpyn-
ny 3aboneBaHuii, XapakTepusyloWMXCa LMTONEHUEH B
nepucdepuyeckoil KpoBH, AMCNNA3NEN TeMONOITUHECKUX
K/NETOK-NpeAWecTBEHHUL, TMNEPKNETOYHOCTLIO KOCTHO-
ro Mo3ra U BbICOKUM puckoM passutua OMJI. Cumnto-
Mbl 3aBUCAT OT TOTO, KaKas KNETOYHas NMHMSA Haubonee
Nopa)keHa, U MOryT BK/IKHaTb YTOMASEMOCTb, CnabocTb,
6nepHocTb (BCneACTBUE aHEMMM), NOBbILIEHUE HACTOTbI
MHGEKUMIT M NMXOPapKy (BCNEeACTBUE HEHTPONEHUH), KO-
BOTOYMBOCTb M CKMOHHOCTb K KPOBOM3NMAHUAM (BCien-
cTBMe TpoMGoLMTONEHUH). [IMarHo3 ycTaHaBAMBAETCA Ha
OCHOBaHWM AaHHbIX 06Lero aHanu3a KpoBY, HCCNeA0Ba-
HMA Ma3Ka nepud)epuyeckoil KpoBM M acnupara KocTHoro

Mo3ra. Jleuenue 5-asauutupmHoM Moxet 6bitb 3ddek-
THBHBIM. Mpy passutun OMJI npUMeHAOTCA CTaHAAPTHbIE
NpOTOKONbI ANS NE4EHUA AAHHOTO 3a6oneBanus.

Narodusuonorus

MIC npencrasnset coboii rpynny 3abonesaHuii,
BK/TIOYaloLLLYt0 B e6s npefsieliko3, pedpaktepHyio
aHeMuto, Ph-HeraTuBHbIit XMJT, xpOHWYeCKuit Mue-
NIOMOHOLMTAPHbIA KO3 U MAMOMATAYECKYI0 MU-
eNOMAHYI0 MeTannasut, BO3HUKAKOWMX B pe3y/ib-
TaTe COMATUYeCKUX MyTaLWi reMono3TMYeCKUX
KNeTOK-NpeAWeCTBEHHNUL, ITUONOTMS, KakK mnpa-
BMNO, HEM3BECTHA, PUCK pa3BuTMS 3aboneBaHua
MOBBbILIEH Y /WL, NOABEPraBIUMXCS BO3AENCTBMIO
OeH30Ma, pagMauMM M XMMUOTEpaneBTUYECKMX
npenapaTtoB (0COBEHHO MPOROMKUTENbHbIE WU
MHTEHCMBHbIE PEXMMbI IeYeHNs, @ TaKKE PEXUMbI
C BK/IOYEHMEM aNKWMAMDYHOLMX NPenapaToB uu
3NMA0GUNIOTOKCUHOB).

MIC xapakTepuyeTcs KIOHANbHOA Mpoau-
(epauyeit reMono3TMYECKMX CTBOJIOBBIX KMETOK,
BK/IOYAs 3PUTPOMAHbIE, MUENOMAHbIE W Meraka-
puouuTapHble GopMbl. KOCTHbIA MO3r HOpMOKJie-
TOYHbIA WAM TUNEPKNETOYHDIA, He3DhEKTUBHbIIA
remMono33 MOXET NPUBOANTL K PA3BUTMIO aHEMUM
(Yawe Bcero), HedTpomeHMM, TPOMOOLMTOMEHMH
WM MX COMeTaHuA. HapyLueHue KNeTouHon Npoayk-
UMM TaKxKe COMpOBOXAAETCS M3MEHEHWUAMU MOp-
(onorum KIeToK B KOCTHOM Mo3re 1 KpoBu. MHoraa
Pa3BMBAETCS IKCTPAMEedyNNAPHbIA reMono3s, npu-
BOAALLMIA K renatoMeranuu v cineHomeranuu. Mu-
enodnbpo3 MHOIA BbIABASETCA NPU YCTAHOBNEHMH
[MarHo3a MM Pa3BMBAETCS B TEYEHWE Pa3BUTMS
MIC. Knaccudukaums MAC ocHoBaHa Ha JaHHbIX
06Liero aHanM3a KpoBM M MCCIEA0BAHNA KOCTHO-
ro Mo3ra (1abn. 152-4). Knon MIC Hectabunex u
MMeeT TeHAEeHLMI0 K TpaHchopMaLm B OMJI.

CUMNTOMBI M NPU3HAKK

CUMNTOMBI 3aBUCAT OT Haubonee MopaXeHHoN
KNETOYHOW NMHMM W MOTYT BKAOYATb 6AeAHOCTb,
CnaboCTb ¥ YTOMAAEMOCTb (QHEMMS), IMXOPAZKY
UHbEKUMM (HEATPONeHHs), MOBBILIEHHYIO CKOH-
HOCTb K KPOBOM3MSHWAM, NETeXMSM W KpOBOTO-
YMBOCTb W3 CIM3UCTBIX (TPOMBOLMTONEHHS). YacTo
Pa3BMBAIOTCS CMAEHOMEranust W renaroMeranus.
CMMNTOMBI Takxe MOryT 3aBUCETb OT CONYTCTBYHO-
X 3a60NeBaHMH, HaNPUMEp Y NOXMIbIX BONbHBIX
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TAB).152-4. U3SMEHEHWUA B KOCTHOM MO3TE W BbI)XMBAEMOCTb MPU PA3IUYHbBIX BAPUAHTAX
MWUENOAUCNNACTUYECKOTO CHHAPOMA

KNACCUDUKALUA

PedpakTepHas aHemus | AHeMus C peTUkynoLMTONeHMeN

KPUTEPUU

MELUAHA
BbXXKMBAEMOCTHU
(roabi)

HopManbHbIA M rUNepKNETOUHbIA KOCTHBIM MO3T C 3pUTPOMAHONA runepnnasuei

1 HapyLWEHUEM 3PUTPONO33a
bnactbl <5% ot AKMK

PedpakTepHas aHemus

C cupepobnactamu ot AKMK

PedpaktepHas aHemms

€ u36biTkOM bnacTos KpoB#

AHanoruuHo pedpakTepHoit aHeMUK, HO C KorbLieBbIMU cuzepobnactamn >15% =5

LlutoneHms >2 KNeTouHbIX MMHMM C MOPDONOTUYECKUMM HapyLeHUaMH kneTok | 1,5

rVII'IeDKﬂETO‘{HbIVI KOCTHbIV MO3r C HapywWweH1AMKU 3pUTpono33a U rpaHynono3sa

Bnactbl 5-20% ot AKMK

XpoHuyeckuit
MUENOMOHOLMUTAPHbIN
neiko3

MOHOLMTO3 B KPOBH

KOCTHOM Mo3re

PedpakrepHas aHemus
C u36bITKOM 6nacToB B

* >5% 6acToB B kpoBK
TpaHchopMaLmu

+ 20-309% 6nacToB B KOCTHOM Mo3re

AHanoruuHo pedpakTepHoit aHeMuu, € U36bITKOM 61acToB, aBCONKOTHBIN 1,5

3HauuTenbHoe YBENUYEHME KOMMYECTBA NpeALleCTBEHHUKOB MOHOLUTOB B

PedpaktepHas aHemus ¢ U36bITKOM 61aCTOB U >1 U3 ClIeLytoLMX NPU3HAKOB: 0,5

¢ Ma/ouKu Ayapa B NPefLIeCTBEHHUKAX rPaHYNOLUTOB

AKMK - kneTku KoCTHOro MO3ra C SEpamu.

C CepaeyHo-CcocyancTbiMm 3a00/1€BaHNSIMM MOXKET
YCUNUBATBCA CTEHOKAPAKUA.

JimarHocTuka
= 06uWMi aHanu3 KpoBMm.
= ViccnenoBaHme Maska KpoBM.
= MccnenoBaHme KOCTHOMO Mo3ra.

M[C moxeT 6biTb 3an003peH Y 60MbHbIX (0CO-
BeHHO NoXwnbIX) C pedpakTepHOi aHemuell, neit-
koneHueit uan TpombouuToneHuen. Heobxoanmo
UCKNKOYMTb BTOPUYHbIE LIMTOMEHWM MPU BPOXAEH-
HblX 3aboneBaHusx, AeDUUMTE BUTAMUHOB W
nobOYHOM [JeACTBUM NEKAPCTBEHHBIX CPEACTB.
[lnarHo3 OCHOBbIBAETCS Ha MCCNEA0BAHMM Kpo-
BM W KOCTHOTO MO3ra, NPy KOTOPOM BbISBASIOTCA
MopGonoriyeckue Hapywehus B 10-20% kneTok
OTAENbHO KNETOYHOM IUHUM.

Hanbonee uactbiM nposiBneHueM 3aboneBanus
ABNSETCA aHEMMS, KaK NPaBWNo, CONPOBOXAAMLLA-
ACS MaKpOLMTO30M W aHW30LMTO30M. ABTOMaTMYe-
CKWe KNETOYHble aHaNM3aTopbl 0ObIYHO BbISBASOT
yBeMyeHUe CpeaHero obbema 3pUTPOLMTOB K
WMPWHBI  pacnpefeneHus 06beMa 3PUTPOLIMTOB.
OBblYHO OTMEYAETCS YMEPEHHO BbIDAXEHHAA TPOM-
bouuToneHns; B Maskax nepudepuyeckoii Kposu
TPOMBOUMTbI BAapbUPYIOT N0 pa3Mepy, Y HEKOTOPbIX
OTMEY3ETCA CHUKEHME rpaHynapHocTH. Konnuectso

NelKOLMTOB MOXET BbITb HOPMATbHBIM, CHUKEHHBIM
WM NOBbILLEHHBIM. LiuTonnasmatiyeckas rpaHynsp-
HOCTb HETPO(UNOB HOCUT MATONOTMYECKHIA XapaK-
Tep, C aHMU30LMTO30M W Pa3NMUHbIM KOJMYECTBOM
rpaHyn. [latonoruyeckas rpaHynspHOCTb MOXeT
TaKXe 0TMeYaTbCsl Y 303MHodMNoB. B kposu MoryT
BbISBNISTBCA MCEBAONENbrEPOBCKUE KNETKW (rMno-
CerMeHTUPOBaHHble HelTpodunbl). MoHoUMTO3 Xa-
PaKTEPEH A5t XPOHUYECKOTO MUENOMOHOLMTAPHOTO
neliko3a, B MeHee AudQepeHLMPOBaHHbIX MOATPYM-
Max MOryT BCTPeYarbCs HespeNnble MUeNoufHble
kneTku. LuToreHeTMYeCKMi aHanu3 YacTo BbiSBAAET
OfHO WM HECKO/BKO KIIOHANbHbIX HapyLLEHHiA, Yalue
BCEro C NOPAXeHUEM XPOMOCOM 5 un 7.

Mporuos

MPOTHO3 B 3HAYUTENbHOM CTEMEHM 3aBUCHT OT
BapuaHTa MAC 1 0T HAKYMA CONYTCTBYHOWMX 3a-
6onesaHuii. PedpakTepHas aHemus uan pedpak-
TepHas aHemus ¢ cupepobnactamu pexe nporpec-
cvpytoT B Bonee arpeccuBHble QOpMbI, BONbHbIE
3tumm dopmamu MAIC yalle MoryT yMepeThb OT He
cBs13aHHbIX ¢ MIC npuynH.

Jleuenune
= CYMNTOMATUYECKOE NEYEHHE.
= [lonaepxuBaiowas Tepanms.
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= Bo3MOXHa TpaHCMNaHTaLMA reMono3TMYecKkuX

CTBONOBbIX KNETOK.

AzauntuanH  obneryaet CUMMTOMbI, CHUKaET
yactoty TpaHchopmauum B neiko3 M noTpebHoOCTb
B TPaHCQy3usIX W, BO3MOXHO, YBENMYMBAET NPOLON-
KATENbHOCTb Xu3HW. [lpyrne BapuaHTbl neverns
HOCAT CMMMTOMATUYECKUIA XapaKTep M BK/KYAKOT
TpaHchy3uM  3pUTPOLMTOB MO MOBOZY aAHEMMM,
TpaHchy3um TPOMOOLMTOB MpU  KPOBOTOUMBOCTU
W aHTUOMOTMKOTEPaNMIO Mpu pa3BuTUM BakTepu-
aNbHbIX MHQEKUMIA. Y oTaenbHbIX 6ONbHBIX, B TA.
pe(paKTepHbIX K a3aUMTUAMHY, MOXeT ObiTb 3¢-
(eKTMBEH rMNOMETUIMPYIOLLMIA Npenapar AeoKcHa-
3aUMTUAMH. VIHOMa MPUMEHSIOTCA 3PUTPONOSTUHI
ANS MOALEPXKM 3PUTPON033a, rPaHynouMTapHble
KONOHMeCTUMyMpytoLume  (GakTopbl Ans neveHus
(GebpunbHOI HEMTPOMEHUM 1, MPU BO3MOXHOCTH,
TPOMOOMO3TUH A5 NleYeHnst TPOMOOLMTONEHMH,
OZHAKO 3TV Mpenaparbl He YBEAMYMBAIOT BbDKUBA-
eMOCTb. AnnoreHHas TpaHCMNaHTaLms reMonosTuye-
CKWX CTBONOBbIX KETOK SIBNSIETCS Tepanueli Bbibopa

Yy Monofibix 60/IbHbIX, B HACTOSILIEE BPEMS UCCey-
€7l BO3MOXHOCTb NPUMEHEHNS HeabnaTUBHOI an-
NIOreHHO# TpaHCNAaHTaLmu y 60MbHbIX CTapie >50
net. OteT Ha nevenne MAC, ocobeHHo npu npume-
HeHuW pexmmoB nevermns OMJI, Takoii e, Kak 1 npu
neyeHun OMJT, ¢ y4eToM BO3pacTa v KapuoTuna.

KnioueBble NyHKTbI

= MYenoamcnnacTMyeckuit CUHIPOM - 370 Hapy-
WweHre QYHKUMM reMOM03TUYECKUX CTBOOBbIX
KNeToK, NPUBOASLLEE K KNOHaNbHOW nponude-
PaLMM aHOMaNbHBIX KNETOK-NPEAWECTBEHHML,

= 3aboneBaHne 0ObIYHO MPOSBAAETCS aHeMuel
(vawwe Bcero), neikoneHnen u/unm TpomMboLM-
TOMEeHuen.

= Yacto passuBaetcs TpaHcdopmaums B OMI.

= A33UMTUIMH 06NEryaeT CUMMTOMbI, CHUXKAeT
yacToTy TpaHchopMaLyMK B NEiKo3.

= Tepanueit Bbibopa y MonoablX BONbHbIX ABNS-
€TCs TPAHCMNAHTALMs TeMOMO3TUYECKUX CTBO-
NOBbIX KNETOK.

€55 Numdombi

Jiumdombl npepcTaBnsioT coboii reTeporeH-
Hylo Tpynny 3aboneBaHWid, NPOMCXOAAMX W3
KNETOK PeTUKYNO3HAOTENUANbHOM W TUMPaTUye-
Kol cucTeMbl. OCHOBHbIE BapuaHTbl IUMGBOM -
numboMa XOLKKMHA M HEXOLKKUHCKME nuMtbo-
mbl (HXJT - 1abn. 153-1)

PaHblue cYnUTanoch, 4to IMMAPOMbI 1 Neiko-
3bl SIBNSIOTCA MONHOCTHIO OTAENbHbIMM 3abone-
BaHuaMM. OfHAKO nocnefHue AOCTUXEHUS B
NMOHAMAHMM KNETOYHbIX MapKepoB MoKa3anw,
YTO TpaHMUBl Mexay 3TuMM 3ab0/eBaHUSIMU
4acTo pasMmbiThl. [peactaBneHne o TOM, 4TO
onyxoNeBoe mopaxeHue npu numdome orpa-
HWYEHO nMMAdaTUYECKOX CMCTEMOW, a Tpw

TAB).153-1. CPABHEHUE TUM®OMbI XOAXKUHA U HEXO L KKUHCKMX TUMOOM

XAPAKTEPUCTUKA

Bosnieyetve aumaTiieckmx y3nos
numdoy3nos

Pacnpoctpatenne
pacnpocTpaHeHmio

lMopaxeHue Konbua Banbaeitepa n
Me3eHTepHasbHbIX IMMGoy3no8

JTUMOOMA XOAXKKHUHA

ﬂOKaJ’IVByETCﬂ B OTE/bHOIA rpynne
CKNOHHOCTb K nocnenoBartenbHoOMY

06bI4HO He nopaxaer

HEXOAXKWHCKUE NTUM®OMbI

Kak npasuno, 6onee yem B ogHoM
rpynne uMdoy3nos

Pacn POCTpaHAETCA HenoCea0BaTeNbHO

Yacto nopaxaer MeseHTepUanbHble
JMMPOY3 bl
MoxeT nopaxarb konbLo Banbaeiiepa

IKCTpaHoaanbHoe MopaxeHue
(Tapum Npy NOCTaHOBKe AMarHo3a
[cTOnOrMyeckuit BapuaHT y feteit

Penko
Yalue nokanu3oBaHHble

YacTo BapuaHTbl C 6AAronpUsTHbIM
MpOrHo3oM

Yacro
Yalue pacnpoctpaHeHHble

Yacto Bap1aHTbl BbICOKOW CTEneHu
3/10Ka4€eCTBEHHOCTH
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NeiKo3ax — KOCTHbIM MO3TOM, TaKxXe He Bceraa
NpaBUIbHO.

NTMMOOMA XO4XKWUHA

(6one3Hb XomxKuHa)

Jiumdoma XomxkuHa npeacraBnsiet coboi N0KanM30BaH-
HYK MM AUCCEMUHUPOBAHHYIO NponUbepauuio KNeTok
NMMQOPETUKYNSPHOH CUCTEMBI, KOTOPas MOXET NopaxaTb
nuMdaTuyeckue y3Nbl, CENE3EHKY, NEYEHb UM KOCTHDIA
Mo3r. Cumntomamu 3ab6oneBanus MoryT 6biTb uMdape-
HONATHA, TMXOPajKa, HOYHbIE NOTbI, NOTEPS BECA, KOKHbIiH
3y, CNNeHoMeranus 1 renatomeranus. luarHos craBurcs
Ha OCHOBAHMM AaHHbIX GMONCUM NMMaTUHECKUX Y3N0B.
JleyeHne BkKOYaET XMMUOTEpanMio ¢ unu 6es ny4eBoi Te-
panuu ¥ NPUBOAMT K M3NIe4eHMI0 GonbHbIX B 75% cnyyaes.

B CLUA exeroaHo auarHoctupyetcs okono 9000
HOBbIX Cyyaes uMboMbl XomkkiHa. CooTHOLLe-
HME MyX4uMH M xeHwuH - 14:1. 3abonesaHue
pefiko BcTpeyaetcs y aeteii fo 10 neT, valle Bcero
BbisBNAeTCS B Bo3pacte ot 15 fo 40 nert; BTopo#t
MUK 3a6071EBAEMOCTM OTMEYAETCS y Ntofel CTaplue
50-60 ne.

NaTo¢usuonorus

Jnmboma XomKkMHA paA3BMBAETCA KaK Jio-
KanbHast TpaHchopMaums knetok B-knetouHoi
npvpoabl, MPUBOAALAA K MOSIBNEHUI0 MaTOrHO-
MOHWYHBIX [BYXbALEPHbIX kneTok Pup-Llitep-
Hbepra. MpuyMHa pas3suTMs 3T0r0 3aboneBaHmMs
HEM3BECTH3, OLHAKO OMpedeneHHoe 3HaueHue
UMEKT TeHeTUYeCKas NpeapacnooXeHHOCTb W
BAMAHWE OKpYyXaloWeii cpedbl (mpodeccus, B Tu.
pabota B AepeBoobpabaTbiBatoLLei NPOMbIlLNEH-
HOCTH; UCTOPMS BO3LENCTBUS YEHUTOMHA, Ny4eBON
TepanuM WM XMMUOTEPANUM; WHOMLMPOBAHME
BMPYCOM JnuwTeitHa-bapp, MukobakTepueir Ty-
bepkyne3a, repnecsupycom 6 tmna, BMY). Puck
TakKe NoBbILEH Y BOMbHBIX C UMMYHOCYNPeCCHed
(HanpuMep, nauUMeHTbl NOCIE TPAHCMNAHTALWK,
nonyyamLme UMMYHOLENPecCaHTbl), y 60MbHbIX
C BPOXIEHHOW HEAOCTATOMHOCTBI) MMMYHUTETA
(aTakcus-TeneanruakTasus, cuHopom Knaiindens-
Tepa, cuHapoM Yeamaka-Xuracu, bonesHb Buckot-
Ta-0ngpuya) 1 C ayTOMMMYHHbIMM 33b0neBaHK-
AMU (DEBMATOMAHbIA ApTPHT, LENUaKms, CUHAPOM
LenHrpena, CKB).

Y 60nbluMHCTBA BOMbHBIX Takke pa3BMBAETCS
ME[JIEHHO MpOrpeccvpylolLasl HefoCTaTouHOCTb
KNIETOYHOr0 UMMYHHTETa (PYHKLMM T-KNeTok), 4o
npy  pacmpoCTPaHEHHbIX CTaausix 3abonesaus
MOXET MPWUBOOMTb K YacTOMy BO3HMKHOBEHMIO
DakTepuanbHbiX W, pexe, rpuOKOBbIX, BUPYCHbIX
M NIPOTO30MHbIX MHGEKLMIA. [yMOpanbHbIi MMMY-
HUTET y 60bHBIX PACMPOCTPAHEHHBIMM CTAAUAMM
Takke 00bl4HO ObiBaeT yrHeTeH. CMepTb 60MbHbIX
HepefKo HaCTynaeT oT cencuca.

CUMNTOMbI M NPU3HAKK

Y 6onblunMHCTBA HONbHBIX BbIBASETCS He360-
NE3HEHHOE YBENMYEHHE LeiiHbIX uMboy3nos. B
psae Cy4aeB MOXET BO3HWKATb O0Ne3HEHHOCTb
MOPaXEHHbIX TMMDATUYECKUX Y3N0B Cpasy nouie
npuema ankoronbHbIX HamMWTKOB, YTO MO3BOASET
YCTAHOBWTb IUArHO3 Ha paHHMX 3Tanax. MexaHu3m
37070 heHOMeHa OCTaeTCH HEU3BECTHBIM.

[lpyrve nposiBnenns 3abonesaHus passuBa-
f0TCS C ero pacnpoCTPaHeHMEM MO PeTUKYNO03H-
[OTENMaNbHON CUCTEME, KAK NPaBWUAO, B COCEAHMX
06/13cTaX. 3/, MOXET Pa3BMBaTLCA M NPU HE3HAUM-
TeNbHOM pacnpocTpaHeHHoCTH onyxonu. K cumno-
MaM OMyX0NMeBON MHTOKCMKALMK OTHOCATCS NIUXO-
pazka, npody3Hbie HOUHbIE MOTbI M BECTPUYMHHASA
noteps Beca (>10% maccol Tena 3a npoweswue 6
Mec). Hannume 3TMx CUMITOMOB MOXET CBUAETENb-
CTBOBATb O BOBNEYEHMM MeAWUACTMHANBbHBIX 1/UAK
PETPONEpUTOHEANbHBIX  TMMDATUYECKUX Y308,
BHYTPEHHUX OPraHOB (MeYeHM) UK KOCTHOMO MO3-
ra. Hacto BbISIBASKOTCA CMAEHO- M renaToMeranus.
Y 60nbHbIX 4acTo BCTpeyaeTcs nMxopaaka Menq-
JbLwTeiiHa (BbICOKAs 1MX0paaKa NPOAOMKUTENbHO-
CTbI0 HECKOMKO AHEN, CMEHSIOLLASCS HOPMANbHOJA
UM MOHWKEHHOW TeMNepaTypow, ANAWeEncs ot
HeCKOMbKUX [Hel [0 HecKonbkux Hepenb). Mpu
pacnpoCTpaHeHHbIX CTaauax 3aboneBaHus 4acTto
Pa3BMBAETCS KaxeKcus.

MopaxeHue KOCTHOrO MO3ra, Kak Npasuno, bec-
CYMNTOMHOE, 0O[HAKO MOXET COYeTaTbCs C Pa3Bu-
TMEM 0CTe0bNACTHbIX 0YaroB M, peako, 6H01eBbIM
CMHAPOMOM U KOMMPECCUOHHBIMK MepenoMamy.
Mopaxenne LUHC, xenyaka u koxu BCTpeyaetcs
PE[IKO, Yallie BCEro y H0bHbIX, MHOULMPOBAHHbIX
BWY.

JlokanbHoe caaBneHue onyxonesbiMM Maccamm
4acTo BbI3bIBAET CIEAYHOLME CUMITOMbI:
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= KENTYXa, O06YCNOBNEHHAs MHTPaneyeHouHbIM
WM 3KCTPANEYEHOYHbIM CAABNEHNEM XENUHBIX
MpOTOKOB;
= OTEK HIOKHUX KOHEYHOCTEN 3 CYET CAABNEHHS
NMM(ATUYECKUX COCY0B Ta3a UM Naxa;
= JMCTIHO3 U XPHMbl 33 CYET KOMMPECCUM BEPXHHUX
[bIXaTeNbHbIX MyTel;
= 00pa30BaHue abCLECCoB B NIETKMX 3a CYET WH-
OUNbTPAUMM NErOYHOM NapeHXUMbl, KoTopast
MOXET CUMYIMPOBATb BPOHXOMHEBMOHMIO.
InuaypanbHas MHBa3MA C KOMMpeccuelt KocT-
HOrO MO3ra MOXET NPUBOAMTb K Pa3BUTHIO Mapa-
nneruu. CuHapoM TopHepa W mapanuy ropTaHu
CBMAETENbCTBYIOT O CAABMEHUM YBENMYEHHDIMM
MMOATUYECKUMU Y3NaMK  WEHHBIX  CUMMaTHYe-
CKMX HEPBOB 1 BO3BPATHOTO HepBa. (aBneHme Ko-
PELKOB CMIMHHOIO MO3ra MPUBOAKT K HEBPANTUM,

Aunarxo3

= PentreHorpadms rpyaHO KNeTku.

» KT rpyaHo# kneTku, 6poLiHOM NonoCTv U Ma-
JIOro0 Ta3a.

w 06uwMit aHanu3 KpoBu, BUOXMMMYECKMIt aHaNU3
KpoBu: WwenoyHas docdarasa, /I, nokasatenm
GYHKUMM NeyeHm, anbOyMuH, KanbLWi, KpeaTu-
HHH.

= broncus numboyzna.

w [13T ana cragmposaHms, MPT npu Hanuumu He-
BPONOTMYECKMX CUMMTOMOB.

= broncua KocTHOro Mosra - B OTAENbHbIX CTy-
yasx.

Jinmdoma XomkkuHa 06bIYHO MOXKET noao3pe-
BaTbCs Y 6OMbHbIX C 6e360ne3HEHHOI MMbaeHo-
naTvei Unu yBeNMYEHUEM BHYTPUIPYIHbIX TMMAO-
Y3/10B, BbISBJIEHHBIX PY PEHTreHorpaduy opraHoB
TPYAHOW KNeTKW. AHanoruuylo numdaaeHonatuio
MOTYT BbI3bIBaTb MH(MEKLMOHHBIA MOHOHYKNEO3,
TOKCOMNa3MO3, LUTOMEranoBupyc, HEXOMKKMHCKME
nmumboMbl W neitko3bl. CxomHas peHTreHorpabu-
yeckast KapTMHa MOXET Habniofathcs mpyu pake
Nerkoro, capkougo3e 1 Tybepkynese (4ns OLEHKM
06beMHbIX 06pa30BaHHii CPELOCTEHHS).

PeHtreHorpadua OpraHoB TpPYAHOA  KNeTkU
JOMKHA BbINONHATLCA, €CIM He Obina caenaa
paHee. B cnyuae noaTBepxKAEHMS AaHHbIX Mpw
KT wau M3T-uccnenoBaHuu OpraHoB rpyaHoM
KJIETKW BbINONHseTCs buoncua numboysnos. Euim
yYBEMYEHbI TONbKO TMMAOY3/bl CPEOCTEHMNS, Bbi-

MONHSETCS MEAWACTUHOCKONMS UM NPOLEeAypa no
YembepneHy (orpaHuyeHHast neBast 3afHAA Topa-
KOTOMMSI, NO3BONSHOLLAS BBINONHMTL BMONCHI0 Me-
AMACTUHANbHBIX NTMMDOY3NI0B, HE LOCTYMHbIX MPU
MEAMACTMHOCKOMMK). Takke MOXET BbIMNOMHATLCA
6uoncus nog koHtponeM KT, 0oHaKO pe3ynbrathl
TOHKOUrOMbHOM BMONCMM YaCTO MOTYT ObiTb He-
JLLOCTaTOYHbIMM, NO3TOMY TPebyeTcs BbINONHEHUe
kop-6uoncuun. M3 nabopatopHbix MCCnea0BaHui
BCeM 6OMbHbIM BbIMOAHAIOT 0OWMIA aHanM3 Kpo-
BY, OMOXMMMYECKMIA aHANM3 KPOBM ANS OLEHKM
YPOBHS! LenoyHoi hocdatasbl v GyHKLMM NeveHn
W novek. [lpyrue UcCnefoBaHus BbINOMHSKOTCA MO
nokasaHusm (Hanpumep, MPT npu Hannuum cum-
MTOMOB KOMMPECCUM CMIMHHOTO MO3ra).

Mpu uccnenoBaHuM BroNCMItHOMO Matepuana
BbIABASIOTCA KneTku Pup-LlitepHbepra (kpynHbie
[BYXbSZEPHbIE KNETKM) Ha (QOHE reTeporeHHoro
KNETOYHOT0 MHQUALTPATA, BKMIOYAIOLLErD rMCTH-
OLMTBI, IMMQOLMTLI, MOHOUMTBI, Na3MaTU4ECKue
Knetku 1 303uHodunbl. Knaccuyeckas numdoma
XOKKMHA UMeeT 4 rucTonaTonornyeckmx Bapuax-
Ta (Tabn. 153-2); kpome Toro, OTAENbHO BbIAENSIOT
HOZyNSIpHYt0 uM(BoMY XOIKKUHA C TUMGBOMAHBIM
npeobnaganmem (HAM NIX). Ommuuts numpomy
XOMKKMHA OT HEXOLKKMHCKUX uM(oM, a Takxke
knaccuueckylo iumdomy Xomkkuna ot HIM JIX
Mo3BONSET MCCIEA0BAHME OTLENbHBIX aHTUIEHOB
Ha noBepxHocTu knetok Pup-LLitepHbepra.

Pe3ynbTarbl Apyriux METOL0B UCCIELOBAHMS TaK-
e MOTYT OTAMYaTbCS OT HOPMbI, HO OHU He UMetoT
AMArHoCTMYeCKoro 3HaueHus. B obuwem aHanuse
KPOBM MOXET BbISBASTCA HE3HAUUTENbHBIA MOK-
MopGHosiaepHbIii nelikounTo3. Jiumdoumutonenms
MOXET BCTPEYATHCA M ObITb KIMHAYECKM 3HAUUMOI
npu  PacnpoCTPaHEHHbIX CTagusX 3aboneBaHms.
Takke y yacTv H0/bHbIX OTMEYAITCA 303MHOPUANS
(no 20% 6onbHbIX) M TPOMOOLMTO3. AHEMHS, yalLle
MUKPOLMTApHas, 0BbIYHO Pa3BMBAETCS MPU pac-
npocTpaHeHHoM 3aboneBanuu. Mpu BbIpaXeHHO
aHEMWUM HapyLUeHWe YTUIM3aLUMM XKenesa nposs-
NISIETCH HU3KMM YPOBHEM CbIBOPOTOYHOTO Xene3a,
HM3KOM Xene30CBA3bIBAILLEN CNOCOBHOCTbIO IpH-
TPOLMTOB W MOBBILEHHBIM COAEPXAHUEM XKene3a B
KOCTHOM Mo3re. [laHuuToneHms 0bbl4HO 00YCNoB-
/IeHa OMyX0/eBOM MHBA3MEH KOCTHOTO MO3ra, Yalle
npu numMdoMe XomKkMHA C MMMBOMAHBIM UCTO-
WeHWeM. TMnepenneHn3M MOoXeT BCTpeuathes y
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TABA1.153-2.TUCTOMATONOTMYECKHME BAPUAHTBI IMMOOMbI XOAXKUHA (KNACCHOUKALLUA BO3)

TMCTONIOTMYECKMIA MOP®OJIOTMYECKASA KAPTUHA WUMMYHO®EHOTHUN YACTOTA
BAPUAHT OMYXOJIEBbIX KNETOK PA3BUTUSA
Knaccuueckas
HoaynspHbiii cknepo3 MnotHast Gubpo3Has Tkab", okpyxatowas ovarn = CD15+ CD30+ (D20~ 67%
TKaHW MMMOMbI XOLKKMHA
YMepeHHoe KonnyecTBo knetok Pua-Lltep- D15+ CD30+ CD20- 25%
HOepra Ha (hoHe CMelLaHHOTO KNeToYHOro
uHdUNbTpaTa
boratas iumdoumTamu Hebonbloe konnyectso knetok Pua-LLtep- (D15+,CD30+,CD20- 3%
Hbepra
MHoro B-knetok
BblpaxeHHbiii cknepo3
Jiumdonaroe uctowerre | bonbluoe Konuuectso knetok Pun-Llitep6epra | CD15+, CD30+ CD20- Pezko

BbipaxeHHblit Grbpo3
HopynsipHas ¢ numdonpHbIM NpeobnananmemM

Hebonbluoe konuyectso OMyX0NEBbIX KNETOK

(D15-,CD30-, CD20+, EMA+ 3%

(BCTpEUAKOTCA AMMQOLMTDI /WK TUCTAOLMTHI)
bosbloe KoMYEeCTBO Menkux B-knetok

HonynspHoe cTpoerme

*0TMevaeTcs xapakTepHoe ABOiHOe NyyenpenomeHme B onspu3aLMOHHOM CBeTe.

EMA - 3nutenuanbHblit MeMOpaHHbIi aHTUTEH.

B0NbHbIX C BbIPAXEHHOW CrineHoMerannen. Y yactm
B0MbHbIX OTMEYAETCA MOBbILLIEHNE YPOBHS LWEN0Y-
Hoit docdatasbl CbIBOPOTKHM, HO 3TW OTKJIOHEHMS
He BCeraa CBsi3aHbl C NOPaKeHWEM KOCTHOTO MO3ra
WM nevenu. MosblleHne (wWenoyHon Gocdatasbl
NeKOUMTOB, TanTorMoBMHa CbIBOPOTKM W APYIUX
6enkoB oCTpoii Ga3sbl 0ObIYHO CBUAETENLCTBYET 0O
aKTUBHOCTM OMyXONEBOTO NMpOLIeCca.

CrapgupoBanue. [locne MOCTAHOBKM AMArHo-
33 HeoOXOAMMO A[EeKBAaTHOE CTaAMpOBaHWe AN
BbIGOPa TaKTUKM NeyeHns. Kak npasuno, npume-
HAeTCS cucTema ctaguposanmus Ann Arbor (Tabn.
153-3). [ing onpenenexus CTagum no 3Toi cucTe-
Me HeobX0aMMbl OMPefeneHne Hanuumus CUMTo-
MOB MHTOKCUKaLWMK, DU3KKaNbHOE 00CNEN0BaHME
60/1bHOrO, aHHbIE MHCTPYMEHTA/bHbIX METOA0B
06Cnef0BaHusa, B TY. peHTreHorpaduu rpyaHoi
knetku, KT opraHoB rpyaHoii u 6ptolwHoi nono-
CTM 1 Manoro Ta3a u M13T; pexe - 0OAHOCTOPOH-
HAs 6uoncus KocTHoro Mo3ra. Jlanapotomus ang
YCTaHOBNEHMS AMarHo3a He Tpebyetca. K gpyrum
HeoOXOIMMbIM TECTaM OTHOCUTCS OLieHKa (yHk-
UMM Cepaua W Nerkux Ons onpemneneHus npoty-
BOMOKa3aHWi K oTAeNbHbIM npenapataM. (ucte-
Ma cTagupoBahus Ann Arbor B Moaudmkaumm
Cotswold Takxe y4uTbIBAET HAUYME MACCMBHOTO
OMyXONEBOr0 MOPAXEHMUS M 30HbI OMYXONEBOO
MopaxeHus.

TABJ1.153-3. CHCTEMA CTALMPOBAHUA NTUM®O-
Mbl XOAXKWUHA U HEXOLKKUHCKUX TUMOOM
ANNARBOR B MOLUOUKALIUN COTSWOLD

CTADUA" KPUTEPUU

| TopaxeHue ofHOW IUMdATUYECKO
30HbI

Il lMopaxeHue Heckonbkux tuMpatiye-
CKVX 30H N0 OAIHY CTOPOHY AMadparmbl

1l MopaseHue nuMbaTyeckux y3nos
1/Mnu ceneseHku no 0be CTopoHb
aunadparmbl

\% JKCTpaHoAanbHoe nopaxenue (Hanp.,
KOCTHOTO MO3ra, 1erKMX, neyeHu)

* Kpuepuii E 03HauaeT 3kCTpaHOAaNbHOE NOpaXeHue OpraHos,
CBA3aHHbIX C BOBNIEYEHHBIMM IMMQOY3NaMK (HanpuMep, nopaxe-
HUe MeauacTHanbHbIX IUMAOY3N0B, IMMGaAeHoNaTHs B BOPOTaX
NerkMX W CMeXHast MHQUNLTPALIMS TKaHH Nerkoro knaccuduumpy-
etcs kak |IE crapms). Cranum Takxe paspensiorcs Ha A u B (coor-
BETCTBEHHO OTCYTCTBME UM HANMYME CUMNTOMOB UHTOKCHMKALMM —
noTepu Beca, IMXOPAAKM, HOYHbIX N0TOB). CUMMTOMbI MHTOKCUKALIMN
yawe Bcrpeyatorcst npu Il u IV craguax 3abonesanus (20-30%
60nbHbIx). MpucTaBka X 03Ha4aeT HanMuMe MacCMBHOO OMyXo-
NIeBOTO MOPAXeHUs, ONPeaensemMoro Kak pasMep MOpaKeHHbIX
numdoy3nos >10 cM B auametpe wiu o0BbeMHoe 06pasoBaHme
pa3mepoM bonee 1/3 oT AuaMeTpa rpyaHOi KNeTku (Mo AaHHbIM
PeHTTeHorpaduu rpyaHOM KNeTkw).

OtmeTka A npu noboi M3 CTaguit 03Hauaet
OTCYTCTBME CUMMTOMOB MHTOKCMKaumu. OTMeTKa B
03HAYaeT HasMume XoTa bbl OHOTO U3 CUMMTOMOB
MHTOKCMKALMK. Hannume CUMNTOMOB MHTOKCMKa-
UMM OMPELENsieT XyaLMiA OTBET Ha JeYeHUe.
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Mporuos

Mpu Knaccuyeckoit numdome XomkKuHa oTcyT-
CTBME MPU3HAKOB 3aD0NEBaHMs B TeueHue 5 net
noc/e 3aBEPLIEHMS NIEYEHNS CUUTAETCS U3NEYEHN-
eM. [Tp1 NpUMEHeRUM XUMUoTepanuu ¢ U be3 ny-
4eBOW Tepanuu uneyenue gocturaetcs y 70-80%
6onbHbIX. K GakTopaM BbICOKOTO pucka peLnansa
OTHOCSITCS MY)XXCKOW NON, BO3pacT >45 net, MHoXe-
CTBEHHbIE IKCTPAHOAANbHbIE NOPAXEHUS, Hannuue
CMMNTOMOB MHTOKCMKALWMK. BonbHble, He JocTur-
LUMe NOSHOM PEMUCCHM UV PEeLMaMBUPOBABLLME B
TeyeHue nepebix 12 MecsLeB nocne 3aBepluenms
NIeYeHus, UMEIT HebNIaronpUSTHBIA NMPOrHO3.

Jleyenune
= XuMuoTepanus.
= JlyyeBas Tepanus.
= Xupyprus.
u B oTAENbHbIX CTy4anx — TpaHCMAGHTALMS reMo-

MO3TUYECKMX CTBONOBBIX KNETOK.

Bbibop BapuaHTa neyeHus cnoxeH. B nepeyto
0Yepefib OH 3aBMCHT OT TOYHOTO ONpefeneHus CTa-
Ann 3abonesanus. [lo Hauana neveHmnst MyXyuHam
[ETOPOAHOr0 BO3pacTa HYXHO Mpefnaratb KoH-
CEpBALMIO CMepMbl, @ KEHLLMHAM — FOPMOHANbHYH
3aWWMTY SUYHMKOB.

bonbHbie -1l cragusmm, kak npasuno, mony-
YarT pexum noauxummotepanuu ABVD, Bktoua-
tOLLMIA LOKCOPYOULIMH, BNEOMMUUMH, BUHONACTUH W
Aakap6asnH. [JaHHbIA PEXNUM MOXET NPUMEHSTHCS
YKOPOYEHHbBIM YUCTIOM LIMKOB B COYETAHMM C N1y-
YeBOW Tepanueit uau OOMbIMM YMCIOM LMKNOB
6e3 nyyeBoit Tepanuu. NpUMeHeHMe 3TOr0 Bapy-
aHTa NeYeHus NPUBOAMT K 13neunBaHuio o 80%
00/1bHbIX. Y 60MbHBIX C MACCMBHBIM OMyXO/EBbIM
NOpaXeHWeM CpefocTeHus HeobXoauMo npume-
HeHue BOMbLIEro YMCa LMKNOB NEYEHUS U 60-
Nlee arpeccMBHOM0 peEXMMa NOAMXMMMUOTEPANUM,
npy 3TOM, KakK MpaBuio, NPUMEHSETCS NyyeBas
Tepanus.

Y 6onbHbix 1A u 1lIB cTagnsmm kak npasuno
npuUMeHseTcs noanuxumuotepanus no cxeme ABVD
6e3 nyyesoi Tepanuu. YactoTa usneyeHns coctas-
nset 75-80% y 6onbHbix |IA cTanneit n 70-80% y
6onbHbix |I1B cTapuei.

MpumeHermne pexuma ABVD y 6onbHbIx IVA 1
IVB ctagmsmu npuBOAMT K AOCTUKEHWIO MOAHOM
pemuccun B 70-80% cnyyaes, 5-neTHas 6es-

PELMAMBHAS BbIXMBAEMOCTb npeBbiwaeT 50%.
Mpu pacnpoctpaHeHHbIX CTagusx Takke 3¢-
(GeKTMBHbI TakMe Mpenapatbl, Kak MpOWU3BOAHbIE
HUTPO30MOYEBMHDI, Mbocdamua, npokapbasuH,
UMCMAATAH UM KapbomnaTuH, 3Tono3ua. Pexuml
MOSMXUMUOTEPANMH, KOTOPbIE TAKKE MPUMEHSAIT-
S MpW pacnpocTpaHeHHoi nuMboMe XomKkiHa,
BK/IOYAlOT B Cebs AoKcopybuumH, umuknodocha-
MU, BUHKDUCTUH, NPOKApbasuH W MpeaHM30NoH
(pexxum BEACOPP) unu Menxnop3tamuH, OKCOpy-
OMUMH, BUHONACTUH, BUHKPUCTUH, 3TONO3MA, Bneo-
MMUMH 1 NpenHu30n0H (pexum Stanford V). Pexum
Stanford V Takxe BKYaeT B cebs nyyeByto Tepa-
MU0 Ha 30HbI MCXOZHOTO MOPAXEHUA B KAuecTse
KOHCOMMOALMM PEMUCCHN.

AyTonornyHas TpaHCMAaHTaUMsA remMonosThye-
CKMX CTBOMOBLIX KNETOK [0/MKHa PaccMaTpuBaThCs
Kak BapWaHT JIeYeHUs Y BCEX COMATUYECKM COXPaH-
HbIX O0/bHbIX peLuanBamMu unu pedpakTepHbIMHU
(hopMamMu IMMGOMbI XOIKKMHA, OTBETMBLUIMMM Ha
TEPanuio 2 NMHUM.

OcnoxHeHns neveHus. [IpuMeHeHMe Xu-
MMOTEpANnK, 0CODEHHO Takux MpenapaTtos, kak
MEXNIOpETaMMH, BMHKDUCTMH, NpokapbasuH w
MpenHNU30/I0H, YBENMYMBAET PUCK PA3BUTHS NIEKO-
308B, KOTOpble 06bIYHO BO3HMKAIOT Yepe3 3 rofa v
bonee nocne xummotepanuu. Kak xumuotepanms,
TaK W Ny4eBast Tepanusl YBENMYMBAIOT PUCK pa3-
BUTUA 3/10KQYECTBEHHBIX CONMAHBIX HOBOOOpa30-
BaHWiA (B Tu. omyxoneit MonouHoi xene3bl, XKT,
Nerkux, MArkux Tkaxei). Obnyyenmne cpegocTenus
MOBbILIAET PUCK PA3BMTMS KOPOHApHOTO aTepo-
Cknepo3a. Puck pa3suTus paka MONOYHOM XKenesbl
MOBbILLIAETCS Y XXEHLLMH Yepe3 7 NIET nocne 3aBep-
LEHWA NIY4eBON TepanuM Ha npunexaliye numda-
TUYECKME 30HbI.

Ha6nopeHne nocne 3aBepuieHus neve-
Hus. [Ina BbIBNEHMS peLymanBa 3a60neBaHus Bbl-
MOJIHAETCS CTaHAapTHOe obcnefoBaHme. Onmcanme
4acToTbl M 06bEMa HEODXOAMMBIX WCCIEN0BaHMIA
npeacTaBneHo B Tabn. 153-4.

KnioueBble NyHKTbI

w JluMdoma XomxkuHa — iumdoma B-kneTouHoro
MPOUCXOXKIEHHS.

= bonbHble, Kak npaBuio, 06paLlaloTCs C Xano-
Bamn Ha 6e300ne3HEeHHOE YBENMYEHUe NUM-
doy3710B, UM CO CTYYaitHO BbIABNEHHOW MpU



1756  Paspen1).

TeMatonorvs 1 oHKkonorus

TABN1.153-4. HABNNIOAEHUE BOIbHbIX NTUM®O-
MOW XOAXKUHA TOCNE 3ABEPWEHUA NEYEHNA

OBC/IEAOBAHUE

(C6op aHamHe3a, hu3nkans-
Hoe 06cnen0BaHue, 00LMiA
1 BMOXMMUYECKMA aHaNU3bI
KpoBH

PenrreHorpadus rpyaHoi
KNeTKM Npu KaxaoM nocelLe-
HUK, K He BbinonHsetcs KT
OpraHoB rPyAHOM KNeTku

KT opraHoB rpyaHoit kneTku

CPOKHU

Mepsble 2 roaa - kaxzable
3-4 Mec

3-5 roabl - Kaxaple 6 Mec
>5 net - kaxgble 12 mec

Mepgble 2 ropa - Kaxable
3-4 Mec
3-5 roabl - Kaxaple 6 Mec

Mepsble 2 roga - Kaxable

6-8 mec
3-5robl - ©XEerogHo

KT opraHoB 6piowwHoii
MoNOCTU U MANoro Tasa

Cragus 1-11: nepable 5 net -
eXeroHo

Cragmv [11-1V: nepsbie 2
rofa - kaxaple 6 Mec

3-5 roabl - ©XErogHo

YposeHb TTI Kaxable 6 Mec nocne
06ny4eHus Wwem
Mammorpadus Ecnm nyyesas Tepanua bbina

HayaTa B Bo3pacte <30

NET - eXEroAHo, HauMHas ye-
pe3 7 neT nocne 3aBepLuenms
Ny4eBoii Tepanuv

Ecv nyyeBas Tepanus bbina
Hayara B Bo3pacte >30

NeT = eXErofHO Y XeHLUH
craplwe 37 net

MPT monoyHo# xenesbl Y KeHLUMH BbICOKOTO pucka

(nonyumBLLMX NyyeBylo
Tepanuio Ha cpefocTexue
8 Bo3pacte Ao 30 net) -
yepenys Kaxable 6 Mec

¢ MaMmorpadueii (oaHo
0bnenoBaHue Kaxable

6 Mec)

peHTreHorpadun MeamacTHanbHol Tumdane-
Honatuen.

u [Ipn BrONCMM BLISBAAKTCS MATOTHOMOHMYHbIE
aByxsaepHble knetku Pua-LLtepH6epra.

= [1p1 NpUMeHeHMM NOAUXMMMOTEPANUM, UHOTAA
B KOMOMHAUMWU C Ny4eBOi Tepanuel, yaaetcs
106uTbCs u3neyenns y 70-80% 60MbHBIX.

HEXOAXKWHCKHUE TUMOOMbI

Hexomxkuuckue numdombl (HXJT) npenctaBnsior coboit
reTeporeHHylo rpynny 3aboneBaHuii, pasBMBAIOLMXCA
N0 NpUYMHE 3N0KA4ECTBEHHOH MOHOK/IOHANILHOM NPONK-
depauun nuMdonaHbIX KNEToK B NMMGBOPETHKYNAPHON
TKaKu B IMAoy3nax, KOCTHOM Mo3re, cene3eHKe, NeYeHu
M KeNyAoYHO-KHLWEYHOM TpakTe. Haubonee yacro Bcrpe-

yawimiica cumMnToM - nepudepuueckas ammdaaeHona-
ha. OpHaKo BCTpeyaloTca cyyan 6e3 numdaneHonatuu,
C Ha/MYMEM LMPKYNUPYIOLMX aTUMMHECKUX IMMGOLIMTOB.
Mo cpaBHeHuio ¢ IMMPOMOI XOMKKMHA HEXOMKKUHCKUE
MMMGOMBI Halle BLIABAAKTCA HA PacnpoOCTPaHEHHbIX
crapusx. luarHos, Kak NpaBuo, CTaBUTCA HA OCHOBaHUM
6uoncun NMMpaTHHECKOro y3Ma M/MAM KOCTHOTO MO3ra.
TpaHcnnaHTauma KOCTHOro Mosra o6blMHO MPUMEHSETCH
B KayecTBe Tepanuu CnaceHns y 60NbHbIX, He AOCTUFIINX
NOJHOH PEMUCCHM MU B PeLMauBe.

HXJ1 Bctpeyatotcs yalle, yeM nuMdoma Xomk-
kuHa. B CLUA 310 6-9 mo pacnpocTpaHeHHOCTH
3/10Ka4€CTBEHHAs OMyX0Nb. EXerofHo AuarHoctu-
pyetcs okono 70 000 Hosbix cyyaeB HXJT Bo Bcex
BO3pacTHbIX rpynnax. OgHako HXJ/1 npeactasnatot
coboit He ogHo 3aboneBaHue, a ckopee rpynmy
HOB006PA30BaHHii TMM(BOLMUTAPHOTO MPOMCXOX-
LieHus. Yactota pa3BuTUA YBENMUMBAETCS C BO3-
pacToM (MefmaHa Bo3pacta 60bHbIX — 50 ner).

JTHonorus

MpuumHa passutns HXJ1 Hem3BeCTHa, x0T, Tak
e KaK W Npu Neliko3ax, CyLecTByeT MHQOpMaLms
0 BKHOM 3HAYEHUW MHOUUMPOBAHWS BMPYCaMM
(B TM. BUPYCOM T-KNETOUYHOO Neiko3a/nMMAOMbI
YenoBeka, BUPYCOM JniuTeiiH — bapp, Bupycom re-
natuta C, BWY). K dakropam pucka oTHOCATCS Tak-
e UMMYHOLEDUUMTHBIE COCTOAHMS (BTOPUYHbIIA
UMMYHOZEDUUMT NOCTE TPAHCMMAHTAUMK Opra-
HoB, CTML, nepBruHble MMMyHHble 3aboneBaHKs,
cuHapoM CUKKa, PeBMATOMAHbINA apTpuT), UHOU-
UMpoBaHHOCTb Helicobacter pylori, Bo3aeicTBMe
OTZENbHBIX XMUMUYECKUX COEMHEHWIA, npepLe-
CTBOBABLLEE NIeyeHne No noBoay MMMAOMbI Xoax-
kuHa. HXJT sBnseTcs BTOPOiA N0 YacToTe pa3BuTUSA
onyxonbto y BAY-uHOUUMPOBaHHbIX ObHBIX, Y
otaenbHbix 6onbHbix CMMI, MaHubecTUpyeT M-
doMmoii. XapakTepHoit ocobeHHocTblo BUY-acco-
LMMPOBAHHbIX IMM(OM SBNSETCS BbICOKAs YaCToTa
peapaHXupoBOK reHa C-myc.

Narodusuonorus

bonbiwag yacts HX/ (80-85%) npoucxomut u3
B-numdouuTos; octanbHble - w3 T-numdouuTos
WM KNETOK ecTecTBeHHbIX kunnepos. Onyxonb Mo-
KET Pa3BMBaTbCs Kak W3 3peNbiX KNeTok, Tak W U3
KneTok-npepwectseHHuL, CyllecTyeT nepeceve-
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Hue Mexay neitkozamu u HX, T.. 06a 311 3abone-
BaHMs NpeacTaBaakT coboii npoamdepaumio M-
(QOUMTOB WK X NPeAWECTBEHHUKOB. bornee yeM y
nonoBuHbl fetei u'y 20% 83pocibix 60/1bHbIX HX/1
MOXeT HabniopaTbCs neiko3onopobHas KapTuHa
C NOpaXeHWeM KOCTHOrO Mo3ra W IMMAOLMTO30M
nepudepuyeckoii  kposu. [uddepeHupanbHbii
[AMarHo3 MoxeT 6biTb 3aTpyaHeH. Kak npasuno, y
60onbHbIX IMMGBOMOI 0TMEYaEeTCs Bonee BbipakeH-
Hoe nopaxeHue nuMoy3nos (0cobeHHo Meaua-
CTUHANbHBIX), MEHbLLEE KOMYECTBO LMPKYIMpYo-
LMX OMYXONEBbIX KNETOK W MeHblUee KONMYecTso
OnacTHbIX KNETOK B KOCTHOM Mo3re (<25%). Bbipa-
KeHHas neitkemuyeckas (asa pesko BCTpeYaeTcs
npu HXJ, 33 ucknioueHmem numdombl bepkutta u
muMdo6NaCTHON TUMPOMBI.
[MnoramMmarnobynuHemus, 06ycnoBneHHas npo-
TPECCUPYIOLLMM YMEHBLIEHWUEM NPOAYKLMK UMMY-

HOrNobyNMHOB, BCTpeyaeTcs y 15% 60bHbIX, Yallle
BCET0 MpY XPOHUYECKOM TMMAONENKO3e, U MOXET
ABNATLCA BAKTOPOM MPOTHO3a Pa3BUTHS TKENbIX
BakTepuanbHbiX MHOEKLMA.

Knaccudpmkaums

MaTonoruyeckas knaccudukaums HXJ1 nponon-
aeT paclMpsTbCS, YTO OTPAXKAET MOSBIEHNE HO-
BbIX JAHHbIX O KJIETOYHOM NPOMCXOXAEHUM U B1O-
NOTUW PaA3NIMYHbIX BApPUAHTOB 3TOW reTeporeHHoi
rpynnbl 3a60neBaHuit. Hanbonee 3HaynuMoi cunta-
etcst knaccudmkaums BO3 (tabn. 153-5), Tk. oHa
YUMTbIBAET UMMYHODEHOTUM, TEHOTUN U LMTOrEHE-
THYECKME XapaKTEPUCTUKM OMYXOW, HO CYLLECTBY-
10T W Apyrie CUCTeMbl Knaccudukaumm (Hanpumep,
knaccudukauus Lyon). Hanbonee BaxHbIMM Bapu-
aHTamu HXJ1, BblaeneHHbIMM B MoC/ieHee BpeMs
B Knaccudukaumm BO3, agnstoTca Mykosoaccoum-

TABN.153-5.BAPUAHTDbI HEXOMKKUHCKUX NUM®OM (KNACCHOUKALIUA BO3)

KNETOYHOE
MPOUCXOXIAEHKUE

Onyxonb 13 B-kneTok-npes-
LIECTBEHHML

3penble B-knetku

onyxosb

B-numdobnactHas aMMGBOMa/NIeko3 U3 KNEToK-NpeAWecTBeHHNL

B-KkneTouHblit XpoHuueckuit numdonelikos/numpoma u3 Manbix nMMdJouMTOBT

B-KkneTouHblit NpoMMAOLMTAPHbIN NEiko3

JumdponnasmouutapHas iumdoma

JIuMAOMa MaprUHanbHOT 30HsI CeneseHkM (-Bune3Hble MMAOLMTH)

BonocarokneTouHbIn neiko3

MHOXECTBEHHas MeNoMa/nnasmouuToMal
JKCTpaHoAANbHAs MIMMGBOMA MapTUHabHOM 30HbI MALT-Tuna’
HozanbHas iuM(OMa MapruHanbHoi 30Hbl (MOHOLMTOUAHbIE B-KneTkM)T

OonnmkynapHas tuMPoma
JIuMPOMa U3 KNETOK MaHTUU

[Jddy3Han KpynHokneTouHas B-knetouHas numdoma” (Bktouas NepeudHyio MeauacTHabHyto
KPYMHOKAETOUHYI0 B-KNeTouHyto nMMAOMY U NepBuuHyio MMMMOMY Cepo3HbIX NOAOCTEN)

Jumtpoma bepkutta®
T-KNeTKu-NpeaLecTBeHHMLbI
3penble T-kneTku

T-numPobnacTHas IMMPOMa/Neitko3 U3 KNEToK-NpeAWecTBEHHUL
T-KNETOYHbIA NponuMboLUTapHbI neitkos!

T-KNeTO4HbIA Neiiko3 13 BONbLIMX FPaHYNSPHbIX NeKoLMUTOB”

NK-KkneTouHblit neiko3”

T-kneTouHas iumdoMa/neitkos B3pocbix” (HTLV 1-no3uTmsHas)
JKkcTpaHopanbHas NK/T-knetouHas nuMboma, HaanbHbli Tvn®
T-kneTouHas IMMAdOMa, aCCOLMMPOBAHHAA C IHTeponaTUei”
Tenatocnennyeckas y-0 T-knetouHas aumpoma*

TOAKOXHAs NaHHUKYNUT-NOA0OHAR T-kneTouHas iuMPoma
TpuboBuaHbI MMKo3/cuHapoM Cesapu

AHannacTnyeckas KpynHoKNEToYHas NMMQPOMa, KOXHast
AHannactuyeckas KpynHOKNETouHas IMMQPOMa, CUCTEMHAs
Mepudepuyeckas T-kneTouHast iuMAOMa HeyTouHeHHas
AHroumMmMyHo6nacTHas T-kneTouHas iMMdoMa

“ArpeccuBHas.
THnoneHTHas.

*MH,’JOJ‘IEHTHEQ, HO CO CKNOHHOCTbHO K BbICTPOMY NPOrpeccpoBaHHio.

HTLV - Bupyc T-knetouHoro neiiko3a yenoseka 1 una; MALT - Myko3oaccounmupoBaHHast IMMQOMa U3 KNeTok MapruHanbHoii 30HbI; NK -

eCTecTBeHHble Kunnepbl; + - ¢ unu bes.
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upoBaHHble nuMdonaHbie onyxonu (MALT), num-
doMa 13 Knetok MaHTUM (paHblue - audysHas
MENKOKNeTouHas nMMPoMa) W aHanmacTyeckas
KpYNHOKneTouHas numdoma. AHannacTuyeckas
KpYNHOKNeToYHas nuMdoMa, B CBOK 0uYepelp,
npeacTaBnseT coboit rereporeHHoe 3aboneBaHme:
75% cnyyaeB umetoT T-kNeTOYHOE MPOUCXOXAe-
Hue, 15% - B-knetounoe u 10% - Heknaccudu-
UMpOBaHHble. TeM He MeHee, HeCMOTPS Ha pasHo-
00pa3ue BAapMaHTOB, 38 UCKKOYEHUEM OTAENbHbIX
T-KNETOYHbIX BAPWAHTOB, NIEYEHWe 3TOW rpynmbl
3a00/1€BaHNI NPOBOANTCS OAMHAKOBO.

JInmdoMbl, KaK Npasuno, NOAPaA3AENSIoTCS Ha
WHLONEHTHbIE W arpeccuBHble. MHAONEHTHbIE UM-
(GOMbI XapaKTepU3yoTCs MedNeHHbIM MpOrpeccy-
POBAHMEM, YYBCTBUTENBHOCTBIO K XMMMOTEDANuK,
HO HEeM3Ne4nMbl NPy MPUMEHEHWUM CTAHAAPTHbIX
TepaneBTUYeCKNUX NOAXOAO0B. ArpeccuBHble nM-
(OMbI OTIMYAIOTCS BbICTPBIM MPOrPECCMPOBAHUEM,
0[HaKO TAKXe YyBCTBUTE/IbHbI K Tepanuu U MoryT
ObITb U3N€YEHDI.

Y feTeit NoYTM BCeraa BCTPEYAOTCH arpeccus-
Hble HXJ1. @onnnkynsipHas v apyrve MHAONEHTHbIe
nmMbOMbI B IETCKOM BO3PaCTe Pa3BMBAIOTCS Kpaid-
He peako. [pu neyeHun arpeccuBHbIX TUMAOM
(numdombl - bepkutTa, AMGdy3HOM  KpynHOKne-
TOYHOW B-kneTouHoi nuMdoMbl, niuMdobnacTHoM
num@ombl) TpebyeTcs 0coboe BHUMAHWE yaenstb
BO3MOXHOCTU  MOPAXEHUS  Xenydo4YHO-KuLey-
HOrO TpakTa (0COBEHHO TepMMHANbHLIX OTAEN0B
MOAB3AO0LIHOM KMLKM), LEHTPaNbHO HEPBHOW CK-
cTembl (Tpebyetcs cneunduueckas npodunaktmka
WIW NeYeHne) M pada ApYrUX OPraHoB. BaxHbiM
Takke SBNAETCH leYeHUe HexenatenbHbX sBne-
HWiA, B T.4. OTCPOYEHHbIX, TaKUX KaK BTOPHUYHbIE
3/10Ka4€CTBEHHbIE OMYX0NM, KapaMoNoruyeckue u
pecnupaTopHble OCNOXHEHWS, HapyleHns AeTo-
pOAHOM GYHKUMM W HapyleHus pa3suTus. B Ha-
CTosilLEee BPeMA MHOTO MCC1eA0BaHMIA NOCBSILEHO
peLleHnto 3TUX npobneM, Tak xe kak W npobnem
MONEKYNSPHbIX HAPYLIEHWI W NPeaMKTOPOB pas-
BUTUA TUMBOM Y ieTell.

CMMNTOMBI M NPU3HAKK

Y 6onblunHcTBA 60ONbHBLIX 3aboneBaHNe MaHu-
dectupyet 6e3bonesHeHHol nMGageHonaTuen.
YBenuueHHble TMMAQOY3/bl 3NacTUYHbIE, OTAENb-
Hbl€, C TEYEHMEM DONE3HM CIMBAIOLLMECS B KOHITIO-

MepaTbl. B oTaenbHbIx cnyyasx 3abonesaHue Mo-
KET N0KANN30BaThC B OHOM 30He, OAHAKO Yalle
3ab0neBaHve BbIBASETCS Ha PaCMpOCTPaHeHHbIX
CTafusX. YBenuuerue MeauacTUHaNbHbIX U PeTpo-
MepuTOHeaNbHbIX TUM(OY3NI0B MOXET BbI3bIBATh
CUMMTOMbI CABNEHMS PA3NUYHBIX OPraHOB. JKC-
TPaHOLaNbHOE MOPAKEHUE MOXET AOMUHUPOBATH
B KJMHUYECKOW KapTMHe (HanmpuMep, nopaxexue
KENyaKa MOXET CUMYNUPOBATL PaK XEeNyAKa, TMM-
(OMa TOHKOW KMLLKM MOXET NPOSIBASTHCA CUHAPO-
MOM Manbabcopbumy, y BUY-uHdMUMPOBaHHBIX
0onbHbIX MepBbiMM - nposeaeHusMu HXJ yacto
ABNATCA CumnToMbl nopaxems LIHC).

MopaxeHue KoxXu 1 Koctelt BbisBnsetcs y 15%
B0NbHbIX arpeccuBHbIMM TuMboMamMu 1 7% 6onb-
HbIX MHLONMEHTHbIMM NMMPOMamMU. B oTaenbHbIX
C1y4asix y 60MbHBIX C BbIPAKEHHBIM MOPAXEHUEM
TPYAHOM MM 6PIOWHOM NONOCTM  pa3BUBAETCA
XUNE3Hblii NNEBPUT WM acUMT MO MpUyuHe 0b-
cTpykumn umdatveckux nyteid. Moteps Beca,
NNXOPAfKa, HOYHble MOTbl, ACTEHWS SBASHOTCH
npM3HakaMmM pacnpocTpaHeHHoro 3abonesanus. Y
DONbHBIX TaKKe MOTYT BbISBASTLCS renaToMeranus
W CNAIeHOMeranus.

[Mnepemus 1 OTeK ML 1 LLEeM WU3-3a CAABNEHNS
BEPXHEW NONoW BeHbl (CMHAPOM CLABNEHWS BepxX-
Heil nonoi BeHbl) yalue Bcrpeyaetcs npu HXJ1, uem
npu aiumdome XomKK1HA. YBenuueHHble petpore-
pUTOHeasbHble MMQOY3Mbl ¥ MMGBOY3/bl MAnoro
Ta3a MOTyT C1aBNMBaThb MOYETOUHUKM, YTO MOXET
MPMBOAMTD K HapYLIEHMI0 OTTOKA MOYM M BbI3BaTh
BTOPUYHYIO MOYEYHYH HELOCTATOYHOCTb.

AHemust B MOMEHT AMArHOCTUKM BLISBASIETCA Y
33% BONbHbIX, HO C TeYeHneM HoNe3HU pa3BuBa-
eTcs B 6onbluMHCTBE Cyyaes. OHA MOXET ObiTb Bbl-
3BaHa kposoTeyeHueM npu aumdome XKT, ¢ um
6e3 TpombouMTONEHMM, reMoau30M npu runep-
CMNeHM3Me C pa3BUTUEM TEMONIMTUYECKON aHEMUH
CNONOXMTENbHOM NPoBoii Kymbea, onyxonesom k-
GunbTpaumeit KOCTHOTO MO3ra UM NOAABNEHUEM
paboTbl KOCTHOMO MO3ra XMMMOTepanueit uam ny-
4eBOii Tepanue.

T-knetouHas numdoma/neitko3 B3pocnvix (TK/-
JIB, accouMmpoBaHHas C BMPYCOM T-KNETOYHOrO
neitko3a venoseka 1 tuna [HTLV-1]), umeet dynb-
MMHAHTHOE KIMHWYeCKoe TeyeHue C 06pa3oBa-
HMEM KOXHbIX MHQUALTPATOB, IMMDaaeHoNaTHel,
renatocnneHoMeranueit M pasBUTMEM JeiiKo3a.
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OnyxoneBblit cybCTpaT CoCTaBAstoT T-KNeTkM €O
CKPYYeHHbIMU ipaMu. YacTo pa3suBaeTcs -
nepkanbluemms, 00yCNOBNEHHAS yMOPa/bHbIMMU
GakTopamu.

AHannacTuyeckast KpynHokneToyHas numdoma
XapakTepu3yeTcss ObICTPbIM Pa3BUTMEM MOPAXKe-
HUSI KOXM, TMMbATUYECKUX Y3N0B U BHYTPEHHMX
opraHoB. [luddepeHumanbHas AuarHocTuka npu
3T0M 3a00/1€BaHUM [OMKHA NPOBOAUTLCS C IUM-
Gomoii XomkkuHa ¥ ¢ HeauddepeHUMpoBaHHOM
KapLMHOMOM.

JuarHocTuka

= PentreHorpadms rpyaHOi KneTku.

= KT opraHoB rpyaHoit W 6ptolwHOM nonoctu u
Manoro Tasa u/uam MIT-KT.

w 06uwmit aHanu3 KpoBu, BUOXMMMYECKMIt aHaNN3
KpoBu: WwenoyHas docdarasa, /I, nokasatenm
(GYHKLMM NIeYeHH, anbOYMuH, KasbLmiA, MOYEBM-
Ha, KpeaTuHMH, 3NEKTPO/IUTHI, MOYEBas KMCIOTA.

= Miccnenosanme Ha BMY, Bupycbl renatutos B u C
npu TKNNB - HTLV-1.

= broncus numboy3nos 1 KOCTHOrO Mo3ra.

= [1pV HanWuMm HEBPOOTMYECKMX CUMIMTOMOB —
MPT.

Kak v npu numdome XomkkuHa, noao3peHue
Ha HXJ1 Bo3HWKaeT npu pa3uTuu besdonesHeh-
HOTO yBenuueHus TMMAOY3NOB MM TNpU BbisSB-
NEHUM MemuacTUHaNbHON nuMdaneHonaTun npu
peHTreHorpadum rpyaHoi knetku. [lpyrummu npu-
YMHaMM pa3BuTHs 6e3bonesHeHHoW TuMdaneHo-
naTu MoryT BbiTb MHDEKLMOHHbIA MOHOHYKNEO3,
TOKCOMNa3Mo3, LMTOMeranoBupycHas MHbekuus,
CMKUL v neitkos. CxofHble peHTreHonoruyeckue
CUMMTOMbI MOTYT BbISBASTHCS MPU paKe NErKkmX,
capkoumose 1 Tybepkynese. Pexe nofo3peHue Ha
HXJ1 MOXeT BO3HMKATb MpU BbIIBNEHNM YBEUYE-
HU$l KoNM4eCTBa IMMGOLMTOB B Nepudepnyeckoi
KPOBM WAM NpU  Pa3BUTUM Hecneumduyeckux
cMMnTOMOB. B TakoM ciyyae anddepeHumanbHas
[MArHOCTMKA [O/KHA MPOBOAMTLCS C NENKO30M,
MHOUUMPOBaHMEM BUPYCOM JniTeiHa - bapp uim
cuHapomMoM [lyHkaHa (X-cuenneHHbIM aumdonpo-
NMdepaTUBHBIM CUHAPOMOM).

buoncus nuMdoy3n0B BbINONHAETCA NpU MOA-
TBEPXAEHUM NMMGaNeHONaTUM TNpU  PEHTTeHO-
rpamu rpyaHoit knetku, KT wam M3T. B cnyvasx,
KOF[1a YBENMYEHbI TONbKO MeAUaCTUHANbHbIE JIUM-

(oy3nbl, HEOOX0AMMO BbINONHEHWE BrONCKM Mop,
koHTponeM KT wnn mMeamactuHockonmuu. Jlabopa-
TOpHOe 006CnenoBaHue, Kak MpaBuio, BKIYAET
06WmiA aHanM3 KpoBM, BUOXMMMYECKWI aHanu3
kpoBu Ha LD, Mapkepbl GYHKLUMOHANBHON aKTB-
HOCTM neveru u noyek, JIAT n MoueByto KuCnoTy.
BbinonHeHne apyrux MccienoBaHuii 3aBUCHT OT
KIMHUYECKUX NPOSBAEHMIA U HaX0RoK (Hanp., MPT
nMpy HaMYMW CUMMTOMOB COABNEHWS CTIUHHOMO
MO03Ta MW HEBPONIOTMYECKUX CUMIMTOMAX).

[uctonornyeckme  KpUTEpUM  YCTaHOBNEHUS
anarHo3a HXJT npu uccnenosaHuu GuoncuitHoro
MaTepuana BK/IOYAT Pa3pylieHne HOpMasbHOM
APXUTEKTOHMKM NMMQOY3/I0B, MHBA3MIO KanCymbl
M TIPUNEXALLEN XMPOBOM TKAHW OMyXONEBbIMH
kneTkamu. IMMyHODeHOTUNMYECKOE WCCIeaoBa-
HUe, POBOAMMOE C LENbI0 ONpeaeneHmst KeToy-
HOTO MPOMCXOXAEHMS, YPE3BbIYAHO BAXHO NS
yTO4HeHus BapuaHTa HXJI, oT KoToporo 3aBucsaT
MpOrHo3 M TaKTUKA NeYeHus. IT0 MCCnefoBaHmue
TakXKe MOXET BbIMOMHATLCA Ha KneTkax nepudepu-
yeckoi kposu. Hannume o6Lero neiikountapHoro
aHTureda (D45, BbiBNEHHOE MPU NOMOLWM UM-
MYHOMEPOKCMAA3HOrO TeCTa, MCKMIYAEeT AMarHo3
METaCTaTMYeCKOro paka, uto BaxHo mpu andde-
peHUManbHON [auarHocTuke «HeamddepeHumpo-
BaHHOrO» paka. Mccnenosaque obulero nenkouu-
TapHOrO aHTUTEHa, HOMbLWMHCTBA MOBEPXHOCTHBIX
MeMBpaHHbIX MapkepoB W peapaHXMPOBKM FeHOB
(nns onpenenenust T- unu B-kneTouHo! knoHans-
HOCTM) MOXET BbINOMHSTHCA HA (MKCUPOBAHHO
TKaHu. [Inq NpOBedEHUA LMTOTEHETUYECKOTO WC-
CNIENOBAHUA W NPOTOYHON LMTOMETPHM HEODXOAM-
Ma CBEXas TKaHb.

CrapupoBaHue. XoTs B OTAENbHbIX ClTydasix
HXJ1 BbISBAAKTCA Ha paHHUX CTafMAX, Yalle BCero
B MOMEHT AMarHo3a 3aboneBaHue OUCCEMMHMPO-
BaHo. HeobxoauMble Ans CTanMpOBaHUA UCCIEno-
BaHus BKto4atoT KT opraHoB rpyaHoi 1 bpiowiHoi
Mon0CTM U Manoro Ta3a, M3T 1 broncuo KoCTHOro
mo3ra. (raguposanne HXJ (tabn. 153-3) Takoe
e, KaK 1 npu iuMmdome XomkkuHa. OHO 0CHOBaHO
Ha [aHHbIX KIMHWMYECKOro W natomopdonoruye-
CKOro 0bCnenoBaHms.

Mporuos
Y 60nbHbIX T-KNEToYHbIMU IMMPOMaMM npo-
THO3, KaK MPaBWNo, Xyxe, YeM Mpu B-KneTouHbIx



1760  Pasgen1).  lematonorus u OHKOROMUA

OMyXONSIX, XOTS HOBbIE MHTEHCUBHbIE PEXUMBI fe-
YeHWsi HUBENMPYIOT 3T0 pa3nnume. MNporHo3 Kax-
[0ro w3 BapuaHToB HXJT pasnnyeH, 4To CBSA3aHO C
PA3NMUMAMM B OUONOTMM OMYXONEBBIX KNETOK.

BbiX1BaEMOCTb 3aBMCHT Takke M OT [pyruxX
(akTopoB. MexfyHapoaHbli  NPOrHOCTUYECKMiA
uHpekc (MMW) yacto npuMeHsieTcs Npyu arpeccus-
HbIX iuMQomax. OH BKo4aeT 5 GakTopos pucka:

= BO3pacT >60;

= Noxoe 06Lee COCTOAHME BONBHOTO (MOXET
ObITb M3MepeHo no WKane BoctouHoi o0bbeau-
HeHHol oHkonornyeckoi rpynbl [ECOG]);

= nosbiwexwe JIA;

= >1 3KCTPAHOAANBHOTO 04ara NOPaXeHMS;

u [I1-1V cTapum 3abonesanus.

MporHo3 YXyAWaeTcs C YBENMYEHUEM KOMU-
yectBa (akTOpOB pucka. Bobikuaemoctb, 3asu-
cawas ot MM, yaydwmnace nocie fobaBneHus
pUTYKCMMaba K CTaHAapTHOM xumuoTepanuu. Y
BONbHbIX BbICOKOTO pucka (4-5 hakTopos pucka)
Ha CErofHAHMIA fieHb S-neTHAs 0buwas BbbkuBae-
MocTb coctaBnset 50%. Y 6onbHbix 6e3 hakTopos
puCKa [ONS M3Ne4MBAEMOCTM OYeHb BbiCOKa. Mo-
AnduumpoBaHHble BapuaHTel MM Mcnonb3ytoTcs
npyu GonnukynspHoit iumdome (BT MINW) v aud-
dy3HOI KpYNHOKNETOYHOI B-kneTouHoit numbome
(ncnpasnenHblit MU [MMIIN]).

Jleyenne
= X1MMOTEPANKS, y4eBast TEPanus UM UX KOM-

OuHaums.
= AHTU-CD20 MOHOKNOHaNbHOE aHTUTENO C MAK

6e3 XxumuoTepanmm.
= B oTHENbHbIX Cyyasx - TpaHCMaaHTaLUms reMo-

MO3TMYECKMX CTBOOBbIX KIETOK.

JleyeHue 3HAUMTENBHO PA3NMYAETC B 3aBM-
CMMOCTM OT KNETOYHOro CoCTaBa onyxoau. Ko-
NMYECTBO BApUAHTOB NIEYEHMS CIMILKOM BEUKO
Ans  AeTanbHoro 06cyxaenus. OnpeneneHHble
0006uieHMs MOryT ObiTb CeNaHbl OTHOCUTENbHO
NIOKaNM30BaHHbIX M TeHepanu30BaHHbIX CTaauii
3ab0neBaHNs, a TakKe J/1s MHAONEHTHbIX M arpec-
cvBHbIX IMM@oM. OTaenbHO 0bcyxaatotcs iuMdo-
Ma bepkuTTa 1 rpnboBMaHbIA MUKO3.

JlokanusosanHuble craguu (crapuu | um ).
MHponeHTHble IMMGOMBI pedko BbISBAAIOTCS Ha
NOKanM30BaHHbIX CTaguax. OfHAKO MpyW BbisiBNe-
HUM PaHHUX CTaAWA AAWTENbHbIA KOHTPOMb Hafj

3a60neBaHMEM MOXET ObiTb JOCTUTHYT MpU Npy-
MEHEHMW NIY4eBOW Tepanuu Ha 30HY MOPAKEHMS.
TeM He MeHee peLuanBbI CTyyatoTcst v bonee yeM
yepe3 10 net nocne 06nyyeHus.

ArpeccuHble TMMAOMBI BbISBASKOTC HA paH-
HUX CTAMAX MOYTM Y MONOBUHbI BOMbHBIX. B 3TUX
C1y4asx KOMOMHMPOBAHHAs XMMMOTEPANUA Mo-
KET MPUBECTU K MONHOMY M3NeYeHuto. bosbHbIM
numdobnacTHbiMu uMdoMamMu A IMMAOMON
bepkuTTa faxe B Clyyae BbISBNEHMS HA PaHHMUX
CTapusx HeobXoaMMO NpOBeAEHHEe MHTEHCUBHOM
KOMOMHMPOBAHHOW XUMUOTEPANUM C Mpodunak-
TuKoi nopaxenuns LIHC. JleyeHne MoxeT BKNKOYATh
MOANEPXKMBAIOLLYHO TEPANKIO, OAHAKO LiENbIo Nieye-
HUS TaKXKe SBASETCS u3neyeHne 6oNbHOrO.

Pacnpoctpanennbie craguu (crapuu Il
u IV). Tpu uHZoneHTHbIX NMMBOMAX NeyeHue
MOXeT ObiTb 04eHb PA3NUUHBIM, OT TaKTUKM «Ha-
Ontoaait v Kau» UnM MOHOTEPaNUM CelubUYHbIM
K B-numbountam aHt-CD20 MOHOKIOHANbHBIM
aHTUTENOM  PUTYKCUMAboM [0 KOMOWHMPOBaH-
HOW MONMKOMNOHEHTHOW WMMYHOXMMMOTEPANNM.
BbIbOp TaKTMKM NeyeHns 3aBUCUT OT BO3pacTa v
06buiero coctosHus 60AbHOIO, PacnpOCTPaHEHHO-
CTW OMYXONIEBOO MPOLLECCa, HANMYMS MACCUBHOTO
OMyXONEBOTO MOPAKEHMS, TMCTONOMMM W OXMaae-
MbIX PE3YNbTATOB NEYEHHS.

(TaHnAPTHBIM PEXMMOM NEYeHWs arpeccuBHbIX
B-knetounbix numdom (Hanpumep, auddysHoi
B-kneTouHoit KpyMHOKNETOUHOM NMMMAOMbI) SBNS-
eTcsl KOMOMHaLMS pUTYKCMMaba, Lknodochamu-
[3, [OKCOpYOMLMHA, BUHKPUCTUHA M NPeLHM30-
noHa (R-CHOP). MonHas perpeccus 3aboneBanus
pocturaetcs y >70% 60abHbIX B 3aBUCUMOCTH OT
M. Cpean 60NbHBIX, Y KOTOPbIX BbiN AOCTUTHYT
MOHbIA OTBET, M3neunTb yaaeTca bonee 70%, pe-
umavebl Gonee yem yepes 2 roga nocie 3ageplue-
HUS IeYeHmst OTMeYAITCA peako.

Mocne nosienenns pexuma R-CHOP pesynbra-
Tbl NleYeHmst BONbHbIX arpeccBHBLIMU NTMMBOMaMK
YAYYLWMAKCh, MO3TOMY ayTONOTMYHAS TPAHCMNAH-
TaUMs, Kak Mpasuno, npuMeHsieTcs y GoNbHbIX
peuuanBamMu u pedpakTepHbIMU GopMamu arpec-
CMBHBIX TMMDOM, @ TaKxKe Y OTAENbHBIX MONOAbIX
60nbHbIX TMMGBOMOIA U3 KNETOK MaHTUM W arpec-
CMBHBIMM T-KNETOUYHBIMM TUMPOMAMK.

PeuupuBbl numdom. Tepanueit BbibOpa
MoyTM BO BCEX Cy4asix PeuuauBoB 3abonesa-
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HUS  SBNSETCS  ayTONOTMYHAs TpaHCMNaHTauus
TEMOMO3TUYECKMX CTBONMOBbIX KNETOK. bonbHble
JOMKHbI BbITb MONOXe 70 neT, B yA0BNETBOPUTENb-
HOM 0BLLEM COCTOAHWM, UMETb YYBCTBUTENBHOE K
NeYeHmnio 3a001eBaHME, UCTOYHUK HEKOHTAMMUHM-
POBaHHbIX CTBOJIOBbIX KJIETOK M HEOBXOAMMOE KO-
nnyectBo (D344 cTBONOBbIX KeTok (Mpyu 3abope
W3 nepudepuyeckoit KPOBM MM KOCTHOTO MO3ra).
KoHconmaupytowas  MuenoabnatmsHas Tepanus
BK/TIOYAET XMMMOTEPANMIO C UM Be3 Nyd4eBoit Te-
panuu. [TpuMeHeH1e UMMyHOTEPaNUM NOCNE Neve-
HUS (pUTYKCUMAD, BakumMHaLus, IL-2) B HacTosiwee
BPEMS M3yYaeTCs.

Mpu annoreHHo! TpaHCMNaHTaUMK IOHOPCKME
CTBOJIOBbIE KNETKM BEpyTcst 0T COBMECTUMOTO [10-
Hopa (6paT, cectpa, COBMEeCTUMbIii HEPOACTBEHHbIN
JLOHOP MNY NYNOBMHHAs KpoBb). CTBONOBbIE KNeT-
KM 001afatoT [BOMHbIM MEXaHWU3MOM [JeACTBHUS:
BOCCTaHaB/MBAIOT HOPMaNbHYIO KPOBb MaLMEHTA U
06eCneynBaoT MeXaHU3M «TpaHCMiaHTaT NpoTvs

onyxom.
M3neunBaeMocTb  GOMbHBIX  arpeCCUBHBIMMU
mMOOMaMK,  MONyYAOWMX  MUEN0ABNATUBHYIO

Tepanuio M TPaHCMNAHTALMIO, MOXKET COCTABNSTb
30-50%.

Mpn MHOONEHTHbIX NMMGbOMax BO3MOXHOCTb
L06MTbCA M3NEYEHUs NPU MPUMEHEHUM ayTONO-
TMYHOM TPAHCMAAHTaLMM OCTAETCS CMOPHOMA, XOTA
MPOAOMKMUTENBHOCTb PEMUCCUM MOXET ObiTb BbILLIE,
YeM Mpu MpUMEHEHUM CTaHLAPTHOW ManMaTBe-
HOW Tepanuu. puMeHeHMe annoreHHoW TpaHC-
MAaHTaUMM C HEMUEN0abnaTMBHBIMU PEXMMaMu
KOHOMUMOHMPOBAHMS  MOXET ~PaccMaTpuBaTbCs
KakK M371eunBaloWMiA BAPUAHT IEYEHNS Y yYacT
00NbHbIX MHAONEHTHBIMM IMMBOMaMMU.

(MepTHOCTb DOMbHBIX, MONYYAOWMX MUENoa-
OnaTMBHYI0 TPaHCMNAHTALMIO, B NOCNENHME TOfbI
3HAYMTENbHO CHM3MMACh M CErofHs COCTaBNAeT
2-5% 0T BCex C1yyaeB ayTONOrMYHOM TpaHCMNaH-
Tauum u <15% npu annoreHHON TpaHCMNAHTALMM.

OcnoxHenusa nevenus. K nosgHuM oCiox-
HEHWSIM CTaHAAPTHOM MW BbICOKOJ03HOI Tepanuu
OTHOCATCA BO3HMKHOBEHME BTOPbIX OMyXONeW, B
0C06EHHOCTH MUENOAMCTINA3MN W OCTPOTO MUENO-
WIHOTO neiko3a. KombuHMpoBaHMe XuMMOTEpa-
MUM U NY4EBOI Tepanumu YBENWUMBAET 3TOT PUCK,
0[IHAKO YacToTa pa3BUTUS ITUX OCTIOXKHEHMIA OCTa-
eTcs B npegenax 3%.

KnioueBble NyHKTbI

= HexomxkuHckue nuM@oMbl — rpynna 3nokave-
CTBEHHbIX HOBOOOPA30BaHMiA, MPOMUCXOASILMX
W3 IMM(OLMTOB; OHW 3HAUUTENBHO OTAMYAKTCS
APYr OT Aipyra no 0COBEHHOCTSIM TeYEHHS U OT-
BETY Ha Tepanui.

= HexomxkuHckue iuMQGoMbl BO MHOTOM nepece-
KatoTCA C Neiiko3amu.

= 3aboneBaHue yalle BCero BbIABNAETCS HA pac-
NPOCTPaHEHHbIX CTaAUSIX.

= [N NOCTaHOBKM AMarHo3a v onpeseneHms Tak-
TUKM NleyeHns HeobXoaMMo MONeKynspHoe U
FeHeTUYECKOE MCCIEN0BAHME.

NTMMOOMA BEPKUTTA

Jiumdoma bepkurta - B-knetounas numdoma, BoO3HUKa-
10Las NPeUMYLLECTBERHO Y AeTei. Bbiaensior 3naeMuye-
Kyl (adppukaHCKyro), cnopapuyeckyro (HeapHKaHCKyio)
M CBA3HHYI0 C UIMMYHOAEDULUTOM OPMBI.

Jlnmdoma bepkuTta 3HgeMMYHA B LleHTpanb-
Hoit AGpuke 1 coctaenset 30% numdoM y aeteit
B CLUA. dHoemmynas dopma, kak mpasuno, Ma-
HUDECTUPYET YBENMYEHNUEM HUKHEN YENCTH W
kocTeit nMueBoro yepena. lpu cnopaamnyeckon
nmmbome bepkuTTa yalle MopaxarTcs BHYTPU-
OpiowHble TMMbOY3Nbl, B OCHOBHOM B 061actv
OpbIKeAKM TOHKOM KMWKWA M MNeoLeKanbHO
cknagku. Onyxonb MOXET Bbi3blBaTb KMLIEYHYH
HenpoxoAumMocTb. Kpome Toro, MOryT nopaxarbcs
MOYKM, IMYHUKM U MOMIOYHBIE XKene3bl. Y B3pOUbIX
3ab0/1eBaHMe YACTO BbISBNAETCS reHepanu30BaH-
HbIM, C MaCCMBHbIM OMyXONEBbIM MOPAKEHUEM,
BK/IKOYAIOWMM NEYeHb, CENE3EHKY M KOCTHbIA MO3T.
Yacro nopaxaetcs LIHC.

Jiumboma bepkutTa aBnsetca Haubonee
ObICTPO pacTywen onyxonblo yenoseka. [pu
naToMopdonorMyeckoM UCCIef0BaHUM Onpefe-
NSIeTCs BbiCOKas nponudepaTuBHas akTMBHOCTD,
MOHOK/IOHanbHas  mponudepauns  B-knetok,
KapTuHa «3Be3HOro Heba» - Makpodaru, no-
TNOWAKLLMe anonToTuyeckue nuMAoLmTLl. Xa-
PaKTePHO Hanuuue TpaHcnokauum reHa C-myc
Ha 8 XpoMocoMe M TAXenoi Lenu MMMyHo-
rnobynmHa Ha 14 xpomocoMe. JHAeMUYeckas
(hopma 3aboneBaHMs TECHO CBSI3aHA C BUPYCOM
JnwreiHa - bapp, 04HaKO 40 CUX NOP He foKa-
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3aH0, MMEET NI IaHHbIi BUPYC 3TMONOTUYECKYH
ponb. Jiumdoma bepkutta yacto BbisBASETCS Y
BNY-MHOULMPOBAHHBIX BONbHBIX.

JuarHocTuka

[lnarHo3 ~ 0CHOBbLIBAETC HAa  pe3ynbratax
Broncuu numdoy3na uam Apyroro oyara onyxone-
BOr0 MopaxeHus. B peakux cyyasx ons auaro-
CTUKW HeobX0QMMO BbINOMHEHWE NANapoTOMUK.
[ina cragupoBanus Tpebyetcss BbinonHenue KT
OpraHOB rpyAHO# W BPIOLWIHON NOAOCTU M Manoro
Ta3a, 6MONCMS KOCTHOrO MO3ra, LMTONOrMYeckoe
uccnefoBakue nukeopa u M3T. B cBasm co crpe-
MWTENIbHBIM POCTOM OMyX0NM BCe 06Cnen0BaHus
HeobXxoaMMO BbIMOMHATL B MAaKCMMaNbHO KOpOT-
Kue CpoKHu.

Jleyenne
= MHTEHCMBHAA XMMUOTEpaNMS.

B CBS3M C BbICTPbIM POCTOM OMYXO/M NeYeHne
JOMKHO ObiTb HAYaTo B MaKCMMaNbHO KOPOTKME
CPOKM. TIpUMEHEHNE WHTEHCMBHOTO aNbTEPHMPY-
foLero pexwmMa, Biiovatowlero uuknodochamua,
BMHKPUCTMH, JOKCOPYOULIMH, MeToTpeKcaT, udoc-
damug, stono3ug v uutapabud (CODOX-M/IVAC)
NAKOC pUTyKCMMab, no3sonseT usneunts >90% ae-
Teit 1 B3poCbiX. C yCnexoM MOryT MPUMEHSTLCA U
[IPYTUE PEXMMbI NIEYEHNS, TaKUe Kak PUTYKCHUMab,
3TON031A, NPEAHU30/I0H, BUHKPUCTHH U IOKCOPY-
ouumH (R-EPOCH) unu putykcumab, umknodocda-
MUZ, BUHKPUCTUH, OKCOPYOULMH M IeKCaMeTa30H
(R-Hyper CVAD). ObsizatenbHo npoBefeHue WH-
TpaTekanbHoii mpodunaktuku nopaxenus LIHC.
Mpu NpOBENEHMM NEYEHW 4YACTO Ppa3BMBAETCS
TYMOP-TIM3UC CUHAPOM, N0O3TOMY BoNbHbIE 0653a-
TeNbHO OMKHbI MOMYYaTh BHYTPUBEHHYIO TapaTa-
LMi0, ANNONYPUHON, YacTo C pacbypukasoi, 3alile-
NaunBaHue, 0c0b0e BHUMaHME AOMKHO YAENSTHCS
KOHLLEHTPALMM 3NeKTPOAUTOB (0COBEHHO Kanus W
KanbLys).

B cnyyae ynaneHus onyxonM 0 Hayana ne-
KapCTBEHHOTO NeYeHns (Hanpumep, u3-3a passu-
TUS  KMLEYHOW HEnpoXoaMMOCTH) NpoBeneHue
arpeccuBHON XMMMOTEpANuKM TeM He MeHee 009-
3aTeNbHO. Tepanus peuuanBoB, Kak NpaBuio, Hes-
ddekTMBHA, YTO ellle pa3 NoAYepKUBAET BAXHOCTb
MpoBefEeHNA MaKCUMasbHO arpeccuBHOI Tepanum
NepBOW IMHUK.

FTPUBOBULHbBIA MUKO3

TpuboBMAHBIA MUKO3 - 3TO T-KNETOuHas nuMoMa C Xpo-
HMYECKUM TEYEHHEM, MOPaXalowWwas NpPeuMylecTBEHHO
KOXY W pefiKo BHYTPEHHME OpraHbl.

[PUBOBMIHBIA MUKO3 BCTPEYAETCH PEXE, YeM
nnumboMa XOIKKUHA UK HEXOMKKMHCKKE uMbo-
Mbl. B 0T/MumMe OT BONbLIKHCTBA APYTUX MMMDOM
Ha paHHWX CTagusx OHa MPOSABAAETCH XPOHMYe-
CKOJ 3yaaLIei Chinbto, KOTOPYI TPYAHO AMarHo-
CTMpoBaTh. B Hauane 3abonesaque (okanbHo, HO
B [aNbHEMILIEM MOXET NOpaxaTb BOMbILYI0 YacTh
KOXHOro nokpoBa. Chifb M3HauanbHO B hopme na-
TeH W BALLIEK, HO MOTYT Pa3BMBATLCSA TaKXKe Y3/bl
1 u3bs3BneHus. CUCTeMHOE nopaxexue MMMAdoys-
0B MEYEHM, CENE3EHKM, NErkMx pasBuBaETCA Ha
MO3/HMX 3Tanax 3aboNeBaHNa 1 MOXET CONpOBo-
XKOATbCA NMXOPAAKOM, HOYHBIMM NOTaMM, NOTepeit
Beca.

AuarHocTuka

= buoncus koxm.

u [Inq CTaampoBaHus — Bruoncus KOCTHOrO Mo3ra,
KT opraHoB rpyaHoi 1 OprowWHOMA nonoct1 u
Manoro Taza.

[lnarHo3 ocHoBaH Ha pe3ynbratax 6buoncuu
KOMM, OHAKO Ha PaHHMX 3Tanax 3aboneBaHus rm-
CTONOrMYECKOe 3aK/HYEHUe MOXET BbiTb HEOHO-
3HAYHbIM M3-33 Masnoro KOJM4YEeCTBa OMyXOeBbiX
knetok. Onyxonesble KNeTku NpeacTaBnsior coboit
3penble T-knetku (T4-+,T114,T12+).

XapakTtepHo Hannumre Mukpoabcueccos Motpue
B 3nmuaepmuce. B oTaeNbHbIX Cyyasx pa3suBaeTca
neitkemnyeckas dopma 3aboneBaHus - CMHAPOM
Ce3apu, xapaKTepu3yHLLMIACA HanuuMeMm onyxone-
BbIX T-KNETOK CO CKpyYEHHbIMM iapamu B nepude-
PUYECKON KPOBM.

Mocne NOATBEPXKAEHUA AUArHO3a IPUBOBUIHO-
ro MUK03a CTaaus (Tabn. 153-3) ycraHaBauBaetcs
no AaHHbiM KT opraHos rpyaHoi 1 bptowwHoi no-
NI0CTW M Manoro Tasa v B1oNcMM KOCTHOTO MO3ra.
Mpyu NoZO3PEeHNM Ha NOpaKeHHe BHYTPEHHUX Op-
raHoB MOXeT BbINOAHATLCA 19T,

Mporuos
bonbwuHcTBO  60nbHBLIX CTapwe >50 ner,
0XMOAEMast CPEAHAS MPOAOMKUTENbHOCTb KHU3HH
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nocne ycTaHoBku anarHosa 7-10 net gaxe 6e3
nevenns. OOHAKO BbIKMBAEMOCTb 3HAYMUTENbHO
3aBUCHUT OT CTaAMu 3ab0NeBaHMA Ha MOMEHT Mo-
CTaHOBKM AMarHo3a. Oxwuaaemas npoaomKMUTENb-
HOCTb XU3HU BOMbHBIX, MONYYAIOLMX NIEYEHME MO
nosogy |A ctaguu 3aboneBaHus, He OTAMYAETCA
0T TakoBOW B 06wl nonynauun. MeauaHa Bbl-
X1BaeMoCT OonbHbIX 1B cTagmeit coctanget 3
rofa, Il crapueit - 4-6 net, IVA unu IVB ctagus-
Mu - <1,5 roga.

Jleuenune
= JlyyeBas Tepanus, TONMYecKas XMMUO- Ul rop-
MOHoTepanms, hototepanus.
= B OTAenbHbIX Cyyasx - CUCTEMHA XMMMOTe-
panms.

JQdeKTMBHON ABNSETCA KOMOMHALMS 3nek-
TPOHHO-My4€BOM Tepanuu, Npu KOTOpoii BonbLuas
YacTb 3Heprum abcopbupyetcs 5-10 MM TkaHu ¢
a30TUCTbIM WNpUTOM. [lnsi nevenus bnswek Mo-
KET MPUMEHSTHCS CONHEYHbIH CBET W TOMMYecKue
KopTuKoCTEpOMAbI. CUCTEMHAS Tepanus ankunu-
PYIOLLMMM areHTaMu M aHTaroHucTamu GonneBoit
KMCIOTbl 06eCneunBaeT BpeMEHHYI0 perpeccuio
OMyXONW, HO CUCTEMHOE IEYeHHe, Kak Mpasuio,
NpuUMeHseTcs npu HedDhEKTUBHOCTM ApyruX Me-
TOLL0B JIEYEHMS, MPU PeLUaNBaX B0 y 6ONbHBIX C
3KCTPAHOAANbHBIM UM BHEKOXHBIM MOPAKEHMEM.
YmepeHHoi 3ddekTUBHOCTbIO 06M1afaeT IKCTpa-
kopropasnbHas hotoxumuoTepanus. B uccnenosa-
HusX Obina MokasaHa 3GQeKTUBHOCTL aHTUMETa-
6onutoB GnynapabuHa u knappubuHa.

€51 Nna3mokneTounble
3a6oneBaHus

(BMCNpOTEMHEMMM; MOHOKIOHANbHBIE FaMMO-
naTiu; NapanpoTeMHeMMH, NNa3MOKNETOYHble
AMCKpa3nn)

Mna3mokneTouHble  3aboneBaHus  SBASOTCS
Pa3HOPO/HON rpynnoi 3aboneBaHuit Hen3BeCTHON
3TMONOTMM, KOTOPblE XapaKTepW3yKTCS AWCTpo-
MopLMOHaNbHOM nponudepauneit ogHoro B-kne-
TOYHOTO KNOHA M HANWYMEM CTPYKTYPHO U 3Nek-
Tpo(opeTUiecku roMoreHHbIX (MOHOKIOHANbHbIX)
UMMYHOTNOBYMHOB MW MOAMNENTUAHbIX CyObe-
AMHWL, B CbIBOPOTKE KPOBM M/WUW B MOYeE.

MNarodusuonorus

Mocte  uHTe3a  HeaudOepeHUMpOBaHHBIX
B-K1€TOK B KOCTHOM MO3re OHM MPOHKKAIOT B NEPU-
(epuyeckyio TMMPOMAHYIO TKaHb (MMMdaThyeckue
Y3/lbl, CENe3eHKa, KULWEYHHK, NerepoBbl OASILLIKY).
3pecb npoucxoauT ux auddepeHUMpoBKa B KneT-
KM, KaX[as M3 KOTOPbIX CMOCOBHA OCYLIECTBASTL
WMMYHHbI OTBET Ha OTPaHMYEHHOE KOMMYECTBO
aHTUreHoB. Mocie KOHTaKTa C COOTBETCTBYHOLMM
aHTUrEHOM HeKoTOpble B-KneTku MpeTepneBaioT
KNOHa/bHYlo Mponudepaumio M NpeBpalLAloTC B

nnasmatueckue knetku. Kaxnas KnoHanbHas -
HUS MNIA3MaTUYECKUX KNETOK NPUHUMAET yyacTue B
CMHTe3€ OZHOTO CreuMduyeckoro MMMyHoMmoObyK-
Ha (aHTWTENa), KOTOPBIV COCTOMT U3 2 UAEHTUYHBIX
TSKENbIX Lieneii (ramma [y], Mto [1], anbda [a], aensra
[8] wm 3ncunoH [€]) 1 2 MAEHTUYHBIX IETKMX Lieneit
(kanna [K] wm nambaa [\]). B HopMe cywectsyet
W3BLITOK NIErKMX Lierei, No3ToMy HeboNbLIoe KO-
YeCTBO CBOBOHbIX NONMKIIOHANBHBIX NIETKUX Lienei
3KCKpeTUpyeTcs ¢ Moyoii (<40 mr/24 vaca).

JTMONOTMS  MNIA3MOKNETOUHbIX  3aboneBaHuit
0CTAeTCs HeYCTaHOB/IEHHOM, OHU XapaKTepU3yHTCs
AMCTIPONOPLMOHaNbHON nponudepaumeli ofHoOro
KnoHa. B pesynbrate Habniofaetcs nosblweHue
CbIBOPOTOYHOTO YPOBHS TaKOrO MPOZYKTa, Kak
MOHOK/OHA/IbHbIA  MMMYHOTNOBYNMHOBBIH  6enok
(M-npoteuH).

M-npoTenHbl MOTYT ABASTbCS  KOMOWHaLLME!
TSOKENbIX M NIETKUX Lienelt uam CoCTosTb TONbKO M3
Leneit OfHOro TMNa. B HEKOTOpbIX ClTy4asx OHM
061aal0T aKTMBHOCTBIO aHTWTEN, Bbi3biBas ayTo-
WMMYHHOE MOBPEX[EHUE BHYTPEHHUX OpraHoB,
ocobeHHo noyvek. C HayanoM cuHTe3a M-mpote-
WMHOB  MPOAYKLUMA [APYTMX  UMMYHOMIOOYNNHOB,
KaK MpaBMAO, CHUXAETCS, YTO MOXET NOCTYXUTb
MPUYMHONM HApYLEHUS MMMYHUTETA. M-NpoTenHbI
MOryT OCEaTb Ha MOBEPXHOCTU TPOMOOLMTOB,
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WHaKTMBMPOBaTb (AKTOPbI CBEPTHIBAHUA KPOBM,
MOBbILIATL €e BA3KOCTb, Bbi3bIBAaTb KPOBOTEYEHMS
nocpeacTBOM ApYrMX MeXaHM3MOB. M-npoTemHbl
Takke MOryT CnocobCTBOBaTb Pa3BUTMIO BTOPUY-
HOro amMunonao3a. KnoHanbHble KNeTku CnocobHbl
UHOUALTPUPOBATb KOCTHbI MaTPMKC WM KOCTHBINA
MO3I, Y4TO COMPOBOX/AETCS OCTEONOPO30M, rUnep-
KanbLMEMUEN, AHEMUEN W MAHLMTONEHUEN.

TeueHue  MNA3MOKNETOYHbIX  3aboneBaHui
MOXeT ObiTb BapuabenbHbIM: 0T HECCUMNTOMHbIX
(opM (06HapYXMBAETCA TONBKO MATONOrMYeckuit
6enok) Lo Nporpeccupyolwyx onyxonesbix Gopm
(k mpumepy, MHenomMHoi bonesnu, Tabn. 154-1).
Pexe TpaH3WTOpHble MN3a3MOKNETOYHblE COCTOS-
HMS HabMKOAAOTCS Y NALMEHTOB C IeKAPCTBEHHOM
TMNepyyBCTBUTENBHOCTBIO (K CynbdaHunamMuaam,
(QEHUTOMHY, MEHUUMANKMHY), MOCNe nepeHeceH-
HbIX BUDYCHbIX MHOEKLMIA, Onepauuit Ha Ccepaue,
TPaHCMAaHTALMIA OPraHoB.

Mono3peHne Ha nnasMokneTouHble 3abonesa-
HWS MOXET BO3HMKATb MPU HAMUMM KIIMHUYECKUX
nposiBeHuit. Takke YCTaHOBAEHMIO AMArHO3a Mo-
XET NpeaLwecTBOBaTb CyYaiHOE BbIsIBEHWE aHe-
MMMW, NOBBILIEHHOTO YPOBHS CbIBOPOTOYHOTO Henka
unu npotenHypun. Cieayrowmi 3Tan AMarHoCTUKM
3aK/I0YAETCA B BbINONHEHNUM nekTpodope3sa ben-
KOB, cofepxalluxcs B Moue. Mpu anektpodopese
onpefensetcs M-npoTenH, KOTOpbIV BNOCNEACTBUM
noaBepraeTcs MMMyHOMMKCALMOHHOMY 3M1eKTpo-
dope3sy ana uaeHTMOMKALMK KNaccoB TOKENbIX U
Nerkux Lenen.

BOJIE3HU TAXENDIX LENEW

Boneshu TaKenbiX Lenei SBASIOTCA HEONNACTHUECKUMM
NNa3MOKNETOYHbIMU 3a60NEBaHUAMM, KOTOPbIE XapaKTe-
pH3YIOTCA TUNEpNpPOAYKLMEH TRKENbIX Lieneil MOHOKNO-
Ha/bHBIX MMMYHOINOGYNMHOB. CHMNTOMBI, AMArHOCTUKA

TABJI. 154-1. KNACCHOUKALUSA TNA3MOKNETOYHBIX 3ABONEBAHMI

CMMNTOMbI OMUCAHUE
MoHoKnoHanbHas raMManaTis HesiCHOTo reHesa®

beccumnTomMHoe TeueHue,
06bI4HO He nporpeccupyet
Bo3HukaeT Ha GoHe
BHELUHETO 30,0POBbS

MU onyxonamu

AccoumwpoaaHa C XpOHUYECKMMU

BOCMaNUTENbHBIMKU U1 MHlilEKLLMOHHbIMI/I

3abonesaHnIMu

AccounmpoBata c apyrimu 3abonesa-

HUAMU

3n10Ka4ecTBeHHbIE NNAa3MOK/IETOYHbIE 3360/1€BaHNUA

CMMNTOMHOE Mporpeccy-
pylolee TeyeHue

M36biTouHas npoaykuns IgM

uenu (6enok berc-[xoHca)

06b14HO nerkue Leny (6enok berc-[xoH-

AccouumpoBana ¢ HeMMPOpPETUKYNAPHbI-

Yaue Bcero 1gG, IgA unm Tonbko nerkue

NPUMEPbI

3n0KayecTBeHHble onyxomu MONOYHOI Xene3bl, bnau-
aDHOI;W CUCTEMBI, XXENYA0YHO-KMILEYHOTO TPAKTa, NOYEK
n npeu,craTeanoﬁ XKenesbl

XPOHUYECKHiA XONELMCTUT, 0CTEOMUENNT, NuenoHedpuT,
PA, Ty6epkyne3

HacnencraerHas runepxonectepuHemMus, 6onesHb lowe,
Capkoma Kanowum, M1KceaeMaTo3Hbli nuxeH, bonestu
NnevyeHu, MUacTeHnA rpaBuc, NEPHULIMO3HAA aHEMUS,
TUPEOTOKCHKO3

MakpornobynuHemus
MHoxecTBeHHas MUenomMa

HeHacnencreHHblit HepBMHHbIIZ CUCTEMHbI aMUNona03

Ca), HO MHOTAA BCTPEYAKTCH MHTAKTHbIE
Monekynbl uMMyHorobynnHoB (IgG, IgA,

IgM, IgD)
bonesnu Taxenbix Lenei

Tpastroprle NNa3MOK/IETOUYHbIE COCTOAHUA
= ACCOLLMVIDOBaHbI C }'IeKapCTBEHHOVI

bonestb Taxenbix uenelt 1gG (y-Lenw) (uHoraa Hocut
1106POKaYeCTBEHHbIA XapakTep)

bonesHb Taxenbix Leneit IgA (a-uenw)

bonestb Txenbix ueneii IgM (p-enn)

bonesHb Taxenbix ueneit gD (6-uenm)

TUNepYyBCTBUTENBHOCTL K CyNbaHUnaMuay, GeHUTOMHY,

TUNEPYYBCTBUTENbHOCTbIO, NEPEHECEHHBIMM
BUPYCHBIMU MHDEKLMIMH, ONIEPaLMIMU HA
CepAue, TpaHCMNaHTaLmel opraHoB

*Yacrora 3aBMUCHT OT BO3paCTa.

NEHULMNINHY
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M NeveHue BapbUPYIOT B 3aBUCUMOCTU OT KOHKPETHOro
3a6oneBaHus.

bonesHu TAXENbIX Lenen ABAAOTCA MNa3Mo-
KJIETOYHBIMM  3a00N1IEBAHMAMM, KOTOPble O0BbIYHO
HOCAT 3710KaYeCTBEHHbIM XapakTep. pu 60bLNH-
CTBE MNa3MOKNETOYHbIX 3a60neBaHMI 0Bpa3ytoTCa
M-NpoTemnHbl, aHanorMyHble MO CTPYKTYpe Hop-
MafibHbIM MoNeKyNaM aHTuTen. Hanpotus, npu 6o-
NE3HSX THKENbIX LIENEH CUHTE3NPYIOTCA HEMOHbIE
MOHOK/IOHa/bHbE MMMYHOIOBYNMHBI (MCTUHHbIE
napanpotenHbl). OHKM COCTOAT TOMBKO W3 KOMMO-
HEHTOB TSHKENbIX UEMe (a, Y, L uam 6), nerkue Lemm
OTCYTCTBYHOT (BONE3HD E-TSXKENbIX Liernelt He onuca-
Ha). bonblwas yactb 6enKkoB THXenbIx Lenei Bas-
eTc dparMeHTaMu MX HOPMafbHbIX KOMuiA C ae-
Neupelt BHYTPEHHUX Y4aCTKOB PA3NUYHOI INMHbI;
3TU IENIELMM OTHOCATCA K CTPYKTYPHbIM MyTaLMSIM.
KnuHuueckast kapTuHa B 60/blLEl CTeNeHu Hamo-
MMHAET TMMbOMY, YeM MHOXECTBEHHYID MUENOMY.
bonesHb TAXeNbIX Lenei HeobxoauMo nomo3pe-
BaTb Y MAUMEHTOB C MaHU(beCTaLMel KIMHUYECKUX
CMMMTOMOB, XapaKTepHbIX Ans aumdonponudepa-
TUBHbIX 3a00N1EBaHMIA.

BOJIE3Hb TAXENbIX LENEW IGA
(6onesHb a-Leneit)

bonesHb Taxenbix ueneii IgA sBnsetcs Hau-
Gonee pacnpoctpaHeHHoi dopMoit BonesHu Ta-
XeNbIX Lenei ¥ nofobHa cpeau3eMHOMOPCKOM
numbpome (uMMyHonponudepatuBHas 6GonesHb
TOHKOW KMLIKH).

bonesHb Tsxenbix Leneii IgA 06bIYHO BO3HMKA-
et 8 Bo3pacte 10-30 net u reorpa®uyecku CkoH-
LieHTpupoBaHa Ha bamxrem Boctoke. MpuunHoit
MOXeT ObiTb HEaZeKBaTHbI MMMYHHbIM OTBET Ha
napasuTapHyl MHBa3uI Wi uHbekumio. 06bIYHO
MPUCYTCTBYET aTpOdMs BOPCMHOK M Mna3Mokse-
TOYHAA MHGUNBTPAUMS CM3NCTON 0BONOYKM TO-
LWEW KMLIKW, MIHOTLA MOXET HabNIoAaTbCs MHOUNb-
TpaLusl Me3eHTepuanbHbIX MM(MaTUYeckux y3nos.
Mepudepnueckne mMbOY3Nbl, KOCTHBIA  MO3T,
neyeHb M Cene3eHka 06bIYHO MHTaKTHbL. DOpMbI,
nopaxatolme PecnupaTopHblii TPaKT, perucTpu-
pylotca peako. OcteonuTiyeckue MoBpexXaeHus
HexapaKTepHbl.

MouyTn BO BCEX CNyyasx HabnwopaloTcs npu-
3Haku AMGAdY3HONH abnoMUHaNbHONH MMMbOMbI 1

Manbabcopbuun. B nonosuHe cyyaes 3nekTpo-
(ope3 CbIBOPOTOUHbIX BENKOB He BbISBSET NaTo-
norvn. OHaKo yalue HaboaeTca nosbILeHme ay
W B-dpaKkunii um cHxkeHwe y-Gpakuum. narHo-
CTMKa OCHOBAHA Ha BbIIBNEHWUM MOHOKIOHANbHbIX
Q-Leneit npu MMMYHODMKCALMOHHOM 3nekTpodo-
pe3e. VIHoraa ux KOMMOHEHTbI MOXHO 0BHApYXHTb
B KOHLEHTPUpOBaHHOW Moue. Ecnm  pesynbrtat
MCCNenoBaHMs CbIBOPOTKM KPOBYM M MOUM OTpHLA-
TE/bHbINA, HeobxoauMa broncus. MHoraa aHoManb-
Hblii GENOK OMPEensieTcss B KMWEYHOM CEKpeTe.
MHOUABTPALMA KMLWEYHMKA MOXET ObITb MIEOMOp-
(HO/ M He MMETb SBHBIX MPU3HAKOB MaNMrHU3a-
umu. benok beHc-[IxoHca B Moye OTCyTCTBYET.
Teuenne 3ab0neBaHMs OTNMYAETCH BbICOKOM
BapMabeNbHOCTbIO: HEKOTOPbIE MALMEHTbI YMUpa-
toT yepe3 1-2 roga, y Apyrux Habntogaetca anm-
TeNbHas PEMUCCHS, B 0CODEHHOCTM NOC/E NeYeHus:
KOPTMKOCTEPOMIAMM, LMTOTOKCMYECKMMM Tpena-
paTammu 1 aHTMBMOTMKAMM LIMPOKOTO CMEKTpa.

BOJIE3Hb TAXENBIX LLEMEN 1GG
(bonesHb y-Lenei)

bonesHb Taxenbix ueneii IgG, kak npasu-
10, UMEET arpeccuBHbI XapakTep, CXOAHbIH €O
3/10KQYeCTBEHHOH NMM(OMOI, 0AHAKO B PeaKUX
CTy4asX OHA MOXET MpOTeKaTb GECCMMNTOMHO U
A06POKAYECTBEHHO.

bonesHb Taxenbix Leneli 1gG vale Bcero Bo3-
HUKAET Yy MY)XYMH CTapLUero BO3PacTa, HO MOXET
BCTpeYaThCs M Y feTei. K accounmpoBaHHbIM Xpo-
HMYeckuM 3aboneBaHuam oTHocaTcs PA, cuHapom
LllerpeHa, CKB, Tybepkynes, MuacTeHus rpasuc, rv-
nep303MHODMNbHBIA CUHIPOM, ayTOUMMYHHas re-
MOIMTUYECKas aHeMus, TUpeonauT. Habniopaetca
CHUXEHME YPOBHS HOPMaNbHbIX UMMYHOTI06YH-
HOB. JIUTMYECKME MOPAXEHNS KOCTEN HeXapakTep-
Hbl. MHOT/1a pa3BMBAETCS aMMIONAO3.

Manudectaums  3aboneBaHMs  yalle  BCero
BK/IIOYAET B Cebs cnefyiolme npusHaku: iumda-
[IEHOMaTVs, TenaTtocrNeHOMEranus, NMXopaaka,
peuuauBupyiolme MHQeKLMM. Y YeTBepTM naum-
€HTOB HabnogaeTcs oTek Heba.

B OAK MoryT onpenenstbcs aHemus, neikone-
HUsl, TPOMBOLMTONEHNS, 303MHODUIMS, HanKumMe
UMPKYNMPYIOWMX  aTUMMYHBIX MMGDOLMTOB Mu
nna3MaTMyeckux Knetok. [IuarHoCTMKa OCHOBaHa
Ha BbisBNEHMM (parMeHTOB CBOBOAHBIX MOHO-
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KNOHanbHbIX Lenelt 1gG B CbIBOPOTKE KpoOBM W
MOYe METOZOM WMMyHO(GMKCAuMW. Y NonoBUHbI
MALMEHTOB COfiEPXKaHNe MOHOK/IOHANbHOTO KOM-
MOHEHTA (YalLle LMPOKOTO U FEeTePOreHHOr0) B Chl-
BOPOTKE KpOBM COCTaBAseT >1 r/i, B Non0BuHe
Cly4aeB BO3HMKAET npotenHypus >1 /24 vaca.
Xota Genku TaKenblx Leneit MOryT OTHOCTBCS K
Nt0OOMY NOAKNACCY, YaLLe BCETO BCTPEYAHTCH UM-
MyHOM06YAMHbI G3. Boncua KOCTHOMO MO3ra Wim
NMMQATUYECKMX Y3108 BbINOSHSETCS B TOM C1y4ae,
€CW Zipyrie MeToabl HeMH(BOPMaTUBHbI, MU 3TOM
BbISBNSIOTCS Pa3NMYHbIE TMCTONATONOTUYECKME W3-
MEHEHMS.

MenmaHa BbIXMBAEMOCTU MPU [AHHOM arpec-
CMBHOM 3aboneBaHuM coctasnseT okono 1 roga.
NleTanbHblli Mcxop 00blHO 0BycnoBneH 6akTe-
pUANbHOM MHQEKUMER UM NPOrPeccMpoBaHKeM
3710Ka4eCTBEHHOTO npouecca. MpumeHeHue anku-
MPYIOLMX TPENApaToB, BUHKPUCTUHA, KOPTUKO-
CTEPOMA0B U Jy4EBON TEPANUM MOXET NPUBECTH K
BPEMEHHOM PEeMUCCUM.

BOJIE3Hb TAXENbIX LENEW IGM
(6onesHb [-Lenel)

bonesHb Taxenbix uenei IgM BcTpevaetcs
peaKo, ee KMHUYECKas KapTUHA CXOAHA C XPOHH-
yeckuM IMMGONEiKo3oM MM BpyruMu numMdo-
nponudepaTMBHLIMM 3a601€BAHUAMM.

bonesHb Txenbix Leneit IgM yalue Bcero nopa-
xaeT nogen crapwe 50 net. XapaktepHo nopaxe-
HWe BMCLLEPANbHbIX OPraHOB (Cene3eHka, neyeHs,
abLoMMHanbHble IMMPaTHYecKue y3Nbl), KOTOPOE,
OfIHAKO, HE COMPOBOXAAETCS PacnpOCTPaHeHHOM
nepudepuyeckoit numdaneHonaTueit. MoryT Ha-
ONIOAATLCA NATONOTMYeCKUe MepenoMbl U aMu-
nouno3. nexktpodopes CbIBOPOTOYHbIX 6enkoB
06bI4HO He BbISBNSET NaToNOMMM, MOXET Habto-
[aTbc  rMnoramMmarnobynunemms. potenHypus
beHc-[xoHca (tvn K) Bo3HukaeT y 10-15% naum-
€HTOB.

[luarHocTika, Kak npasuno, OCHOBAHA Ha MC-
(1efl0BaHUM KOCTHOTO MO3ra; BaKyOIM3MPOBaH-
Hble Mna3MaTMyeckue KNeTku, Kotopble 0BHapy-
KMBAIOTCA Y 2/3 NaUMEHTOB, ABNSIOTCA BaKTUYECKM
MaTOrHOMOHWYHBIM NPU3HAKOM. JleTanbHbli MCXOZ
MOXET HACTynaThb Kak B TEYEHME HECKOMbKUX Me-
CALEB, TaK W Yepe3 MHOrO JIET Noce NOCTaHOBKM
[marHo3a. OCHOBHOM NPUYMHOI CMepTU SBASETCS

HEKOHTPOMPYEMas Nponudepaums KNeTok Xpo-
Huyeckoro iuMdonelikosa.

JleyeHue 3aBUCHT OT COCTOSHHUS NAUMEHTA, OHO
MOXET BK/MIOYaTb B Ce6A ankuaupylowme npena-
paThl B COYETAHUM C KOPTMKOCTEPOMAAMM B0
Tepanuio, aHanoMMuHylo neyeHnio M Onpou-
depatuBHbIX 3a60N1EBaHMA, C KOTOPbIMM [aHHas
Natonormst UMeeT 3HaYUTENbHOE CXOACTBO.

MAKPOTNOBYJIUHEMUA

(nepBnyHas MakpornobynuHemus;
MakpornobynuHemus BanbaeHcrpema)
Makporno6ynuHemMus ABNAETCA 3N10Ka4ECTBEHHBIM NAas-
MOKNETOuHbIM 3aboneBanueM, npu Kotopom B-knetku
npoAyumpytoT u3bbiTouHoe konuyectso IgM. Mpu manu-
tectaunu 3abonesaHus MoryT Habniopatbes cnepyio-
LyMe NpU3HAKU: rMNepBA3KOCTb KPOBM, KPOBOTOUMBOCTD,
peuuauBupylolMe UHGDEKUMM, TeHEPaNu30BaHHAA NUM-
(apeHonatus. [IuarHocTMka OCHOBaHa Ha MCCNEA0BaHUM
KOCTHOrO Mo3ra M BbifBneHun M-npoteuHa. Jleuenue
BKOYaeT B cebs nnasmadepes (npu runepeA3KOCTH
KPOBM), @ TaKXKe CUCTEMHYI0 Tepanuio (anKuaupyrwme
npenaparbl, KOPTUKOCTEPOUAbI, HYKNEO3UAHBIE aHANOTH,

MOHOK/IOHANbHbIE aHTUTENa).

MakpornobynMHeMus, peaKoe 3M0KaYecTBeH-
Hoe B-knetouHoe 3aboneBaHMe, KIMHUYECKU
60onbLuE HaNOMMHAET IMM(OMATO3HYHO NaTONOUIo,
YEM MUENOMY M pYr1e BUabI MNA3MOLUTOM. ITu-
0101l HEM3BECTHA. MyXuMHbI BONEIOT Yallle KeH-
WWH; MeayaHa BO3pacTa CoCTaBAseT 65 JeT.

MakpornobynHeMus SBASETCS BTOpbIM MOCTE
MHOXECTBEHHOM ~ MMENOMbI  3710KAUECTBEHHbIM
3a60N1€BaHWEM, ACCOUMMPOBAHHBIM C MOHOKNO-
HaNbHOM raMManatieit. M36biTouHoe KONMYecTBo
IgM TaKke MOXET HaKamMBaTbCA U MpU APYTUX
3a60N1€BaHMSX, BbI3bIBAIOWMX KIMHUYECKME MPO-
SBNIEHMS, aHANOMMYHble MakpornobynuHemun. K
npuMepy, Y 5% MaUMEHTOB C HEXOMKKMHCKUMMU
MMOOMaMU B CbIBOPOTKE KPOBM MPUCYTCTBYET
HEBOMbLIOE KONMYECTBO KOMMOHEHTOB MOHOKIO-
HaNbHbIX IgM; 3T0 COCTOSHME Ha3biBaeTcs Ma-
KporniobynuHemmuyeckoit iumdomoii. Kpome Toro,
MOHOKNOHaNbHbIA IgM B peikux Cly4asnx MOXET
MPUCYTCTBOBATb Y NALMEHTOB C XPOHUYECKUM JIUM-
Goneitko3om nam apyrummn aumdonponudeparvs-
HbIMU 3a60/1EBAHMAMM.
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KnuHuueckme  nposeneHus  Makpornoby-
NMHEMMM  MoryT ObiTb  0BYCNOBAEHbI BOMbLIMM
KONMYECTBOM  BbICOKOMONEKYNSIpHbIX  BeNKos,
NpenCcTaBAsiolmux Coboi MOHOKNOHaNbHble IgM,
UMPKYJMpYIOLME B MNa3Me; OZHAKO Yy Bonblueit
YaCTW NALUMEHTOB CUMMTOMbI, CBS3aHHbBIE C BbICO-
kUM ypoBHeM IgM, He passuBatotcs. Hekotopbie
W3 [@HHbIX DENKOB OTHOCATCA K aHTUTeNaM, Ha-
npaBnexHbIM MPOTUB ayTonorukbix IgG (peBMa-
TOWAHbIA (akTop) WA |-aHTUreHOB (XONOAOBbIE
arrnioTvHuneel). Okono 10% awTuTen qBnstotcs
kpuornobynuHamu. Y 5% naumeHToB pa3suBaeTca
BTOPWYHbII aMUNOMLO03.

CMMNTOMBI M NPU3HAKK

B 6onbwuHCTBE CyyaeB 3aboneBaHue npote-
KaeT 6eCCUMMTOMHO, OHAKO Y MHOTUX NaLMEHTOB
BO3HMKAKT KIMHUYECKME NPOSBAEHMS, Xapak-
TEpHblE A8 CMHAPOMA TUNEPBS3KOCTM KPOBM:
YTOMASIEMOCTb, C1aBOCTb, KPOBOTOUMBOCTL KOXM U
CM3NCTBIX, HAPYLEHWS 3peHWs, TONoBHbIE 60K,
npu3Haku nepudepuueckoit Heliponatuu, opyrue
HeBponioruyeckue Hapylenus. losbiweHne 06b-
€Ma MnasMbl MOXeT CrocobCTBOBaTh Pa3BUTHIO
CEpAEYHON HELOCTaTOYHOCTH. MoryT BO3HMKATb
NPU3HAKM XONOL0BOM YyBCTBUTENBHOCTH, CUHAPOM
PeiiHo, peumansupytoLume bakTepuanbHbie UHbek-
Lumm.

Mpu KAMHMYECKOM 06CNe0BaHAM MOXHO Bbl-
SBUTb Hanuune MMMQAZEHONaTUK, renatocnieHo-
Meranuu 1 nypnypbl. [lns cuHopoMa runepsss-
KOCTW XapaKTepHa BbIPAXEHHas TUnepeMus BeH
CETYaTKU B COYETAHUM C UX NIOKANbHBIM CY)KEHMEM,
B pe3y/ibTate Yero CoCyf HaNoMUHAET KCBS3KY CO-
cucok». Ha no3mHmMX CTagmsix Ha CeTyaTke MOXHO
06HapYXUTb KPOBOM3NMSHUSA, IKCCYAATHI, MUKPOA-
HEeBPU3Mbl, OTEK COCKA 3pUTENBHOMO HepBa.

JuarHocTuka

= OAK + konuyectBo TpoMbOLMTOB, 3pUTpOLIM-
TapHble WHAEKCH, Ma30K nepudepuyeckoit
KPOBM.

= MIMMyHODMKCALMORHBI nekTpodope3 6enkoB
CbIBOPOTKM KPOBM 1 MOYM.

= AHanu3 CbIBOPOTKM KPOBM Ha BA3KOCTb.

= VccnenoBaHme KOCTHOTO Mo3ra.

= B HEKoTOpbIX Cyyasx MoxeT notpe6oBaThcs
Buoncus niumbaTuyeckux y3nos.

MakpornobynmHemuto  HeobxoauMo nogo3pe-
BaTb Y NAUMEHTOB C MPU3HAKAMW TUNEPBA3KOCTU
KPOBW WM APYIUMW TUMMYHBIMU CUMMTOMaMK, B
YACTHOCTU NPU HanMuMM aHemun. TeM He MeHee
[AMArHo3 YacTo yCTaHaBNMBAETCS CNy4aitHo, ecu
npu UMMyHo(MKCaLMoHHOM 3nekTpotopese Bbl-
aensetcs M-npotewH, cootsetcTBylowmit IgM. B
paMKax 1abopaTtopHoro 06cef0BaHMsS NPOBOAAT-
(S CTaHAAPTHbIE TeCTbl, UCMONb3yeMble AsS Aua-
THOCTUKM MNA3MOKNETOYHbIX 3a60MeBaHWM (CM. 1.
«MHOXeCTBEHHAs MUeNOMay), a TakKe U3MepeHue
copepxaHus  KpuornobynuHoB, PeBMaToMaHOTO
(akTopa, X0NOAOBbIX ArMMIOTMHWHOB, KOAryno-
rpamma, npsiMast npoba Kymbea.

XapakTepHO Hanuuue HOPMOLMTApHOW HOp-
MOXPOMHOM aHeMuu C (hOpMUPOBAHMEM «MOHET-
HbIX CTONBUKOB» SPUTPOLIUTOB, PE3KOE MOBbILLIEHME
C02. B HekoTOpbIX Cy4asx HabnopaeTcs neiikone-
HUS C OTHOCHTENbHBIM IMM(OLMTO30M, TPOMBOLY-
TONEHMs. MoryT npuCyTCTBOBAaTb KPUOMMOBYIMHI,
PEeBMATOUAHbIA (HAKTOP, XONOLOBbIE ArTMHTUHUHBI.
Mpu HanuumMu XONOLOBBIX ArTIIOTUHMHOB NPAMas
npoba Kymbca, kak npasuno, nonoxuTensHa. Moryt
HabNtoAaTbCS Pa3NnyHble HapYLUeHHs MPoLecca Ko-
arynaunu v GyHkumum TpomboLuToB. Mpu Hanmuuu
KpUOTNOBYNMHEMUN MM BBIDQKEHHOW TUMepBsi3-
KOCTM CTaHAAPTHbIE aHanu3bl KPOBM MOTYT MOKA3bl-
BaTb NOXHbIE Pe3yNbTaThl. Y NONOBMHbI MaLMEHTOB
CHWKEH YPOBEHb HOPMATbHBIX UMMYHOMMOBYNMHOB.

3nextpodope3 ¢ UMMyHODMKCALMEN KOHLIEH-
TPMPOBAHHOW MOYM YaCTO BbISBASIET HANMUME MO-
HOK/TOHaNbHbIX NIErkux Lenei (06bIYHO K), 0AHAKO
MaccuBHas npotenHypus beHc-[bkoHca Hexapak-
TepHa. [pu UCCnefoBaHNM KOCTHOTO MO3ra MOXHO
06HapyXWTb NOBbILIEHWE (B0 Pa3NUYHON CTeneHm)
COfepXaHUs NNa3MaTUYeckux KNeTok, numoun-
TOB, NNA3MOLUTOUAHBIX TUMGBOLUTOB U Ty4HbIX
knetok. lepuogmnueckn B MMMAOMAHBIX KIeTKax
MOrYT BCTPeYathcs Wndh-nonoxuTeNbHble BKII0-
yeHus. Npu HOPManbHOH MUeNorpaMMe BbIMOsHS-
eTcst broncus numdoyana, B xode KOTOPOH YacTo
BLIBNAIOTCS MPU3HAKM, KOTOpbIE MOXHO WMHTEp-
npeTMpoBaTh Kak Hanuuue AMGAdy3HOM, xopowwo
ambdepeHUMpoBaHHOH  uan  uMdonnasmouu-
TapHoO# nuMQoMmbl. [pu NOZO3PEHUM Ha Hanuume
TMNEPBA3KOCTH BbINONHAETCA aHaNU3 CbIBOPOTKM
KpOBH, Npy AaHHOM 3a60/1eBaHUM BS3KOCTb 06bI4-
Ho coctasnset >4,0 (Hopma 1,4-1,8).
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Jleuenne
= Mna3madepes (Np1 HAMYMK TUNEPBS3KOCTH).
= ANKunvpyloMe  npenapatbl, HyKN1eo3uaHble
aHanor1, MOHOKNOHANbHbIe aHTUTENa (PUTYKCH-
Mab) unm KOMBMHMPOBAHHAS Tepanms.
= BO3MOXHO Ha3HaueHue bopTe3ommnba, Tanuao-

MUZa UM NeHaNMZOMUAA.

TeyeHue 3abonesaHus oTanyaeTcs Bapuabens-
HOCTbIO, MeOMaHa BbIKMBAEMOCTU  COCTABNSIET
7-10 net. ®akTopamu YKOpOYeHMs MPOAOMKM-
TeNbHOCTY KM3HW SBSOTCS BO3pacT >60 feT, aHe-
MU, KpUOrNoByMHeMHS.

JleyeHne 4acto MpoAOMKAETCA B TeyeHue
Heckonbkux net. [pu Hanuuuu rMnepeasKocTU
OCHOBHbIM METOJOM /IeYeHUs SBASETCS Mna3Ma-
(epe3, npuMeHeHe KOTOPOTO Bbi3bIBAET HbICTpOE
06paTHoe pa3BuTHe NPOSBAEHMIA KPOBOTOUMBOCTH
W HEBPOOTMYECKOM CMMMTOMATUKM. YacTo Tpeby-
H0TCS NOBTOPHbIE MPOLLEAYPbI.

B KkauectBe MannMaTMBHOW Tepanuu MOXeT
ObITb  MOKA3aHO [JOATOCPOYHOE  MpUMEHEHHeE
NepopanbHbIX aNKUAMPYIOWMX MpenapaTos, Of-
HaKO 3T0 MOXET COMPOBOXLATHCS TOKCMYECKUM
[eiACTBMEM HA KOCTHbI MO3T. Y BONbLWMHCTBA
BriepBble BbISBJEHHbIX MALMEHTOB Habnopaetcs
OTBET HA JIEYEHWE HYKNEO3WAHBIMU aHaNoraMu
(GnynapabuH u 2-xnopoge3okcuaneHosuh). Mpu-
MEHeHMe puTyKcMMaba MOXeT CnocobCTBoBaTh
YMEHbLUEHMIO MaCChl OMyXONM NyTeM NOAABNEHMS
HOPMaNbHOTO reMomno33a. TeM He MeHee B TeyeHue
MepBbIX HECKOMbKUX MECSLEB JIEYEHNS MOXET Mo-
BbILLATLCS YPOBeHb IgM, uTo TpebyeT npoBefeHus
nnasmadepesa. [pu 1aHHOM BHfE 3M0KAYeCTBEH-
HOW onyxonu Takke 3MQeKTUBHO NpuUMeHeHue
npoTeacoMHoro  MHrubutopa 6opresomuba ¢
WMMYHOMOZY/MPYIOWMX NPEnaparos, Takux Kak
TaNMAOMUA U IEHANMAOMUL,

MOHOKJ/IOHAJIbHAA TAMMA-
MATUA HEACHOTO FEHE3A

MoHoKnoHanbHas ramMmanatus Hesicioro renesa (MIHI)
XapakTepusyetc npoaykumeii M-npoteuHa Heonyxone-
BbIMM NIa3MaTHYECKUMM KNETKaMK NPK OTCYTCTBUM ApY-
TMX NPU3HAKOB, TUMMYHDIX A1 MHOMXECTBEHHOIH MUENOMbI.

Yacrora Bcrpevaemoctn MIHT nosbiwwaeTca ¢
Bo3pactom (o1 1% cpemu amy, fo 25 net po >5%

cpeau nmy crapuwe 70 net. MTHI MoxeT 6biTb ac-
counMmMpoBaHa € Apyrumu 3abonesaHmamu (tabn.
154-1), npu KOTOpbIX aHTUTENa CMHTE3MpYyKOT
Gonbluve KonuyectBa M-npoTeMHoB B OTBET Ha
L/MTENbHbIE AHTUTEHHbIE CTUMYJbI.

MIHI" 06bl4HO NpoTekaeT 6eccMMnTOMHO, 0f-
HaKO B HEKOTOPbIX C/y4asix MOXET HaboAaThca
nepudepuyeckas Heiponatus. XoTs value BCero
3360neBaHMe M3HAYaNbHO WMMeeT [obBpokave-
CTBEHHbI XapakTep, Habntoaaetcs Ao 25% cayya-
eB (1%/ron) ero nporpeccupoBanus C pa3BUTMEM
MMenoMbl unu  B-knetouHoro 3abonesanms, K
npuMepy MakpornobynuHeMIUM, aMunona03a Ui
MM oMbl

Momo3peHne Ha [aHHoe 3abonesaHue, Kak
MpaBuNo, BO3HMKAET NPU CNy4YaitHOM BbISBIEHUM
M-npoTeuHa B KpoBM MM Modye Mpu 06bIYHOM
06C1e10BaHNM.  XapaKTepeH HU3KMiA  ypoBeHb
M-npotenHa B CbIBOPOTKe KpoBM (<3 /o) uim
B Moye (<300 mr/24 vaca). IuddepeHumansHas
AMArHoCTUKa C APYrUMM MNa3MOKNETOUHBIMU 33-
60neBaHMAMM OCHOBAHA HA COXPaHEHWUM OTHOCH-
TeNbHO CTabUbHOTO YpOBHS M-npoTenHa, oTcyT-
CTBUM IUTUYECKUX KOCTHBIX MOPAKEHMIA, aHEMMK,
noYeyHon AMCHYHKUMM. TeM He MeHee Y LaHHbIX
MaUMeHToB HabMI0JaeTCs 3HauuTeNbHas noTeps
KOCTHOW TKaHM W BbICOKWIA pUCK nepenomos. Ta-
KuM 0Bpa3oM, HauasbHbIMU 3Tanamu AUarHOCTUKM
JLOMKHbI 6bITb PEHTTEHONOMMYECKOE UCCIEL0BAHME
CKeneTa W KOCTHas fieHcUToMeTpus. [Ins KOCTHOro
MO3ra XapakTepeH nerkuit nnasmouutos (<10%
0POCOAEPKALMX KNETOK).

OduumManbHo  peKoMeHZ0BaHHOE  MPOTUBO-
OMyXONEeBOe NleyeHue OTCYTCTBYET. TeM He MeHee
COBPEMEHHbIE MCCIEZ0BAHNUS CBULETENBCTBYHOT O
TOM, 4TO y naumeHToB ¢ MIHI, accoummupoBaHHOM
C noTepeii KOCTHOM TKaHW (OCTEOMEHWS UK ocTe-
0nopo3), 3GYeKTUBHBIM MOXET ObiTb NPUMEHEHHE
oucdocdonatos. OLeHka CKOPOCTM MPOrpeccupo-
BaHMS 3a00NeBaHMS [OMKHA MPOBOAMTHCA Kax-
able 6-12 MecsueB W BKYaTh B ceb 3nekTpo-
(ope3 6enkoB CbIBOPOTKM KPOBM U MOYM.

MHOXECTBEHHAA MUEJIOMA

(MMenomatos; Na3MOoKNETOYHAS MMENOMa)

MHoxXecTBeHHass MuenioMa SIBNSIETCA  3710KaueCTBEHHOM
NNa3MOKNETOYHON OMYXO/blo, MPOAYUMPYIOLLEH MOHO-
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KNOHaNbHbie MMMYHOIMI06Y/MHDI, KOTOpble BHEApSioTcA B
NpUNexallyio KOCTHYIO TKaHb U paspywaiot ee. K xapak-
TepHbIM NPOSABNEHUSM OTHOCATCA 60U B KOCTAIX, NOYeYHas
He[I0CTaTOYHOCTb, MUNEepKabLMEMHS], aHEMUS, PELIUAUBH-
pyioume MHbeKumM. [IMarHocTKa 0CHOBaHA Ha BbISBNIEHUM
M-npotenHa (MHorAa MpUCYTCTBYET B MoYe, HUKOTAA - B
CbIBOPOTKE KPOBM) M XapaKTepHbIX KOCTHBIX NMOpaeHMWi,
NPOTEHHYPUU NETKUX Lieneid, U3BLITOYHOTO KONMUECTBa
NNa3MaTHYeCcKUX KNEToK B KOCTHOM Mo3re. O6biuHO Tpe-
6yetca Guoncus KoctHoro Mosra. Cneumduyeckoe neveHmue
BK/IIOYaeT B ce651 TPAAMLIMOHHYI0 XUMMOTEPANHIO B COYe-
TaHuM ¢ GOpTE30MUGOM, IEHANMAOMUAOM, TANMAOMUAOM,
KOpTUKOCTEpOMAAMM, MendanaHoM (BbiCOKME A03bl), B
nocnenylowMeM BbINONHAETCA TPAHCN/IAHTaUus ayTono-
TMYHBIX CTBOJIOBBIX KNETOK Neputepuyeckoi KpoBH.

PacnpocTpaHeHHOCTb  MHOXECTBEHHOM  Mue-
noMbl coctasnset 2-4 cnyyas/100 000 yenosek.
CooTHOLEHWE MYXYMH U XeHWuH 1,6:1, MeanaHa
BO3pacTa - 65 net. Bcrpeyaetcs y npeactasutenei
HErpoMHON pachl B 2 pa3a vallle, YeM Yy eBpomneo-
MOHOM. ITMONOrMA 3ab0NeBaHNS HEM3BECTHA, XOTA
PaCcCMaTpyUBAETCA POb XPOMOCOMHBIX M FeHeTUYe-
Ckux HaKTOPOB, pafyaLMm, XMMUUYECKMX BELLECTB.

Narodusuonorus

M-NpoTenH, NPOZYLMPYeMbIiA 3M10KAYECTBEHHBIMM
nna3mMaTM4eckUMu Knetkamu, oTHocuTes K 1gG y 55%
naumeHToB, k IgA -y 20% naumeHTOB; He3aBUCMMO OT
BMAa MMMyHOroByMHa B 40% CyuaeB BO3HMKAET
npotenHypust beHc-ILKoHCa, Npyu KoTopoii B Moye 06-
HapYXWBAOTCS CBOOGOAHbIE MOHOK/OH/bHbIE Nerkue
uerm K \.Y 15-20% nauyeHTos nnasmatudeckue
KNETKM CeKpeTMpyroT Tonbko 6Oenok BeHc-[hkoHca.
Okono 1% cnyyaes Muenombl accouumposaHo c IgD.

XapaktepHo passutve auddysHoro octeono-
P03a UM NOSIBNIEHWE OTAENbHBIX OCTEONMUTUYECKUX

nopaxeHuii, 06bI4HO B KOCTAX Ta3a, yepena, no-
3BOHKaX, pebpax. [laHHble mopaxeHus 06ycnos-
NIeHbl 3aMeLLEHNEM HOPMaNbHON KOCTHOW TKaHM
pacTyllei NNa3MoLMTapHOM OMyXonblo, @ Takxke
BO30EMCTBMEM LMTOKMHOB, KOTOpblE CEKpeTUpy-
H0TCA 310KAYECTBEHHBIMM MNIa3MaTUYECKUMU KIeT-
KaMW, OHW BbI3bIBAKOT aKTUBALLMIO OCTEOKNACTOB
cynpeccuio octeobnactos. OcteonuTuyeckue no-
PAKeHMS 0BbIMHO HOCAT MHOXECTBEHHBIM Xapak-
Tep, B peakux Cyyasix obpasyrrcs ConuTapHble
MHTPAMeyNNSPHbIE MACChl. 3HAYUTENbHAA MOTeps
KOCTHOM TKaHM Takxe MOXET COMPOBOXAATLCA M-
nepkanbLyemmeit. BHeKoCTHble conuTapHble nias-
MOLMTOMbI BO3HUKAKOT Peako, OAHAKO OHW MOryT
BCTPEYaTbCs BO BCeX TUMAX TKaHeid, 0cobeHHo B
BEPXHUX OTAENAX PECMPaTOPHOTo TpaKTa.

MoyeyHast HeLOCTaTOYHOCTb (MUENOMHAsA MoY-
Ka) Y MHOrMX MaLWEHTOB MOXET MpUCYTCTBOBATb
YK€ Ha MOMEHT YCTaHOBNIEHMS AMarHo3a nnbo pas-
BMBATbCS B XOLe GONE3HW, JAHHOE OCNOKHEHME
MOXET UMETb HECKONbKO MPUYMH, OCHOBHYIO posib
WUIpaeT OTNOXEHWE [ENO3UTOB NETKUX Lened B
LMCTaNbHbIX KaHaNbLiaX U Hanuuue runepKanbLy-
eMuu. HacTo pa3euBaeTca aHemms, 00yCIoBNeHHas
33601eBaHMEM MOYEK UM Cynpeccueit 3puTpono-
333 ONYXONEBbIMM KNETKAMM.

Y HeKoTOpbIX MaLMEeHTOB Habntofaetcs no-
BbILIEHHAA BOCMPUMMYMBOCTb K HaKTepUaNbHbIM
uHdekumam. B pesynbtate NpUMEHEHMS HOBbIX
METO/0B fle4eHNs BO3PACTAeT YaCcToTa BMPYCHbIX
UHdEKLMIA, 0COBEHHO repneTuyeckux. BTopuuHblit
amunonno3 passusaetcs y 10% nawueHTos ¢ Mue-
IOMO, Yallle BCEro JaHHOe OUOXHEHMe BCTpeya-
€T Y MaLMEeHTOB C npoTenHypueit beHc-[hxoHca
\-Tvna.

[pOSIBNEHNS MHOXECTBEHHOM MMENOMbI MOTYT
ObITb BapuabenbHbl (Tabn. 154-2).

TABJ1. 154-2. BAPUAHTbI NPOABNEHWIA MHOXECTBEHHOH MUENIOMbI

®OPMA
3KCTpaMeﬂ,yﬂﬂﬂpHaﬂ nnasmouuToMa
COJ‘IMTapHaﬂ NNa3MoLMTOMa KOCTei

OcTeocknepoTuyeckas Muenoma
(cunppom POEMS)

XAPAKTEPUCTUKKU

[na3MouMTOMbI BHE KOCTHOTO MO3ra
OZLMHOYHbIE KOCTHbIE NNA3MOLUTOMBI, KoTOpble 06bI4HO He npoayuupytot M-I’IpOTeMH

lMonuHeiiponaTus (XxpoHUYeCkas BoCnanuTeNbHash NoauHelponaTus)
OpraHomeranus (renatomeranus, CnieHoMeranus, iumdaseHonarus)

IHIOKPUHONATUM (TMHEKOMACTUS, aTpOdHs Sudek)

M-npotent

KoxHble u3MeHeHus (runepnmurmeHTaLus, u36bITouHbI pocT BoOC)

Hecekpetvpyiowas Muenoma

OTC\/TCTBME M-I'IpOTEIAHa B CbIBOPOTKE KPOBK M MO4e

Hanuune M-npotenHa B nna3MaTuyeckux kKnetkax
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CMMNTOMBI M NPU3HAKK

Hanbonee pacnpoctpaHeHHbIMM NPOSIBNEHUS-
MU SBNAIOTCS MepcucTUpylome 60M B KOCTSIX
(0cobeHHo B 061aCTV CIMHbI MM TPYAHON KNeTku),
noYyeyHasl HEeNOCTaTOYHOCTb, PEeLUaMBUPYIOLLME
baktepuanbHble uHdekumu. OfHAKO B BONbLIMH-
CTBE Cy4aeB [MarHo3 YCTaHaBNMBAETCA MO pe-
3ynbTataM 06blYHbIX TaBOPATOPHBIX TECTOB, KOTO-
pble BbIBNAIOT NOBbILLEHME YPOBHS 06Lero Genka
B KPOBM WNM HAMuMe MPOTEUHYPUN. XapaKTepHbl
MaToNnorMyeckme NepesnoMbl, BUIEACTBUE MOpaXe-
HMS! TIO3BOHKOB MOXET MPOMCXOAMTb KOMMPECCus
CTIMHHOTO MO3ra C Pa3BuTMEM Mapanneruu. He-
00X0MMO OTMETHUTb, YTO HANMYNE AHEMUM MOXET
BbITb NPEUMYLLECTBEHHO MM EOMHCTBEHHOM NpH-
YMHOM [MArHOCTMYECKOro Moucka. B HebonbLiom
KONMYECTBE CTy4aeB HabMIOZAKOTCS MpPOSBNEHMS,
XapaKTepHble N1 CMHAPOMA rMnepBs3KocTH. Tu-
MUYHBIMM  CUMMTOMaMK siBAisloTC nepudepuye-
CKast HelponaTis, CMHAPOM 3ansiCTHOTO KaHana,
MaTonorMyeckas KpoBOTOUMBOCTb, MPU3HAKK TU-
nepkanbLyMeMun (K mpuMepy, nonManncus). Takke
MOXET Pa3BUBATbCA MOYEYHAs HELOCTATOYHOCTD.
JlumdageHonatma 1 renatocnneHOMeranms Hexa-
PaKTEPHbI.

JLimarHocTuka
= OAK + konuyectBo TpOMBOLMTOB, MA30K Nepu-
depunyeckoit kposu, CO3, BMOXMMUYECKHIT aHa-
M3 (MOYEBMHA, KPEATUHHH, KalbLid, MOYeBas
kucnora, JIAN).
= MIMMyHODMKCALMORHBIN anekTpodope3 6enkos
CbIBOPOTKM KPOBM 11 MOYH.
= PenTreHonornyeckoe  MCCienoBaHMe  KOCTel
cKenera.
= ViccnenoBaHme KOCTHOTO Mo3ra.
MHOXeCTBEHHYI0 MUENOMY HEOBXOAMMO MOf0-
3peBaTb Y MauueHToB ctapie 40 neT ¢ HannuueMm
nepecucTUpyloWmMx bonei B KOCTAX HEACHOR 3Tu-
onorun (0c0BeHHO HOYbID MAW B MOKOE), ApYrUX
TUMWYHBIX CMMMTOMOB, HEOOLACHMMbIX Nabopa-
TOPHbIX OTKNOHEHWI (NOBbIWEHWe YpOBHS 06-
wero 6enka KpoBW MM MOYM, TUMEPKANbLMEMMS,
MpU3HaKM NMOYEYHOH HELOCTATOYHOCTH, AHEMMS).
JlabopatopHas [AuarHOCTMKa BKoYaeT B Cebs
BbINONHEHME CTAHOAPTHbIX aHaNM30B KPOBM, ek-
Tpodopesa 6eNKkoB, peHTreHorpadum, MccnefoBa-
HMS KOCTHOrO MO3ra.

K cTaHmapTHbIM aHanu3aM KpOBM OTHOCSTCS
OAK, onpegnenenue yposHs CO3, BrOXMMMYECKMA
aHanu3. Anemus npucytcreyet y 80% nauneHTos,
06bIYHO OHA MMEET HOPMOLMTAPHO-HOPMOXPOM-
Hblii XapakTep M oTnM4aeTcs (HopMUpOBaHMEM
«MOHETHbIX CTONOWKOBY, KOTOpble NpefCTaBisioT
coboi cTonku, coaepxalume ot 3 ao 12 3putpo-
umtoB. Konnyecto neiikouMToB M TPOMBOLMTOB
00bl4HO B npepenax Hopmbl. CO3, kak npasuno,
>100 MMm/4ac. Yacto HabnofaeTcs noBbilEHHE
YPOBHS MOYEBMHbI, CbIBOPOTOYHOTO KPEATUHMHA,
JIATI, MoueBoit KMCIOTb. MHOrOA CHUXKAETCA aHu-
OHHbIIi MHTEpBas. [MnepKanbLUMEMMs Ha MOMEHT
YCTaHOBNEHMS anarHo3a npucytcrayet y 10% na-
LINEHTOB.

[lna  KonMyecTBEHHOrO ONpeneneHus copep-
XaHus M-npoTenHa BbinonHseTca anektpodopes
0eKOB CbIBOPOTKM KPOBM W KOHLIEHTPUPOBAHHOM
cytouHoit Moun. CbIBOPOTOUHBIA 3nekTpodopes
BbISBASET Hanuume M-npotemHa npubM3MTENDb-
Ho y 80-90% naumeHToB. Y octanbHbix 10-20%
MaLMeHToB 06bIYHO MPUCYTCTBYIOT TOMbKO CBO-
OofHble MOHOKNOHAnbHE nerkue Lenu (Benok
berc-[xoHca) uam IgD. B Takux ciyyasix Hanmume
M-npoteMHa MouTM BCErda BO3MOXHO BbISBUTb
npu npoBeneHuu anekTpodopesa GENKoB MouM.
MpoBeneHne MMMyHODMKCALMOHHOMO  3N1EKTPO-
dopesa no3songeT MAEHTMOMUMPOBATL  KNacc
MMMYHOTNIOBYNIMHOB, K KOTOPOMY  OTHOCHMTCS
M-npotenH. C NoMoLLbl JAHHOTO METoda YacTo
MOXHO OOHapyXMTb Nerkue Lenu benka, ecm
MMMYHO3NIEKTPODOPE3  CbIBOPOTKM KPOBM [IaeT
NIOXKHOOTPULLATENbHBIA pe3ynbTaT. TakuM 0bpasoM,
MMMYHODUKCALIMOHHBIA  3nekTpodope3  AOMKeH
BbINONHATLCS MPU HANMYMM 3HAYUTENLHOMO KNMHM-
YecKoro nof03peHns Ha HaNnuyue MHOXKECTBEHHOM
MMENIOMbI [aXe MpY OTPULATENbHOM pe3ynbTaTe
CTaHOAPTHOTO MCCIEN0BaHMS CbIBOPOTKM KPOBM.
AHanu3 cTpyKTypbl IErKMX LieNei C onpeaeneHmem
COOTHOLLEHNS K 1 \-Lieneit No3BonseT BepuduLm-
poBaTh AMarHo3. Kpome TOro, aHanu3 CTpyKTypbl
NETKMX LieMneit MOXET MPOBOANTLCA C LENbIO MO-
HUTOPUHIa 3QMEKTUBHOCTM IEYEHNS W MOTYYEHNS
MPOrHOCTMYECKMX AaHHbIX. ECTM anarHo3 Bepudm-
UMpOBaH 1M60 MUMEeT KpaitHe BbICOKYH KIMHUYe-
CKYl0 BEDOSITHOCTb, WM3MEPSIETCS CbIBOPOTOYHbIN
YPOBeHb [3,-MUKPOITIOBYNMHA; €ero copepxaHue
4YacTo MOBbILLEHO, YPOBEHb aNbByMUHa, HaobopoT,
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MOXeT ObiTb CHIKeH. CylecTByeT HOBas Mexay-
HapogHas knaccuukaums, Kotopas MCMonb3yet
[LaHHble TMOKa3aTenu (ypoBeHb CbIBOPOTOYHOIO
anbbymmuHa u By-MukpornobynuHa) ans onpesene-
HWSI TSHKeCTM 3a00NeBaHNA U NPOrHo3a.

[POBOAMTCS  PEHTIEHONMOTMYECKOE  MCCNEnO-
BaHMe KoCTeli ckeneTa, kotopoe B 80% cnyyaes
BbIABNAET HANMUMe LITAMMOBAHHBIX JUTUYECKUX
nopaxeHuit unm ouddysHoro ocreonoposa. Pa-
[LMOHYKNMAHOE CKaHMPOBAHME KOCTEH 0BbIYHO
HenHdopMatueHo. MPT no3sonseT nonyuuth 60-
flee [eTaNbHYl0 KapTMHY, OHA BbINOMHAETC Mpu
HANMYMM NIOKaNbHBIX HONEH UM HEBPONOrMYECKON
CMMNTOMATUKMN.

Takxe BbINOMHAETCA acNMpaLmMoHHas 6uoncus
KOCTHOrO M03ra, B 61OMNTaTe BbISBASETCS Hanuume
MNA3MaTUYecknX KneToK, pacrioNoxXeHHbIX aut-
(Y3HO MM B BUAE CKOMNEHWI; AMArHO3 MUENOMI
yCTaHaBAMBaeTcs npu Hanmumm >10% knetok
JLaHHOTO TMMA. TeM He MeHee MopaXeHue KOCTHOTo
MO03ra MOXET HOCMTb 04aroBblii XapakTep, N03ToMy
B HEKOTOpbIX 06pa3Lax, NoMyYEHHbIX OT MaLueH-
TOB C MMENOMO, MOXHO 0BHapyxmTb <10% nnas-
MaTUYecKuX KNeToK. B pefkux ciydasx Konmyectso
MNA3MaTMyYeCckux KNeTok B KOCTHOM MO3re MOXeET
6bITb HOpManbHbIM. Mop(onorus niasmMaTnyeckux
KNETOK He 3aBWUCMT OT KNacca CMHTE3UpYeMbIX
UMMYHON06YNMHOB. [TpU XpPOMOCOMHOM UCCe-
[OBAHWUM KOCTHOTO MO3ra MOXHO OBHapyXwTb
cneunduyeckue  KapuoTUNMUECKUE  aHOManuu
MNA3MaTyeckux KNeToK, Hanuume KOTOpbIX acco-
UMMPOBAHO C Pa3fMuMSMU B MPOLOMKUTENBHOCTH
KM3HM MaLMEHTa.

Mpu otcyTcTBUM M-NpoTeMHa B CbIBOPOTKE
KPOBM [MAarHOCTUKa MMENOMbl OCHOBAHA Ha Bbl-
ABNeHUM NpoTenHypumn berc-[xonca >300 mr/24
4aca, OCTEONUTUYECKMX NOPAXEHWit (Mpu oTCyT-
CTBUM [LOCTOBEPHBIX CBEAEHWIA O METacTa3npoBa-
HUM 3/10KQYECTBEHHOW OMYXOM UK HaNMuuM rpa-
HyNEMaTo3HbIX 3300N1eBaHHIA), HANMUMM B KOCTHOM
MO3Te MNa3MaTMyeckux KNeToK, PacnonoXeHHbIX
Anddy3HO MK B BUAE CKOMIEHHIA.

Mporxos

3aboneBaHue ABNAETCS NPOTPECCUPYIOLLUM ¢
HeM3neunMbIM, OfiHaKO B NOCIEHEE BPEMS Mey-
aHa BbIKMBAEMOCTW YBENMYMNACH W MPEBbICMNA 5
feT B pe3ynbrare ycnexos B Tepanuu. K Hebnaro-

MPUATHBIM MPOrHOCTUYECKMM DaKTOpaM OTHOCKTCS
HU3KMIi CbIBOPOTOYHbIN YPOBEHb aNbOYMMHA W Bbl-
COKMI YPOBEHb [35-MUKPOINOBYNMHA. Y MaLyeHToB
C MOYEYHO! HENOCTATOYHOCTbIO, pedpakTepHON K
Teparnuu, nporHo3 Takxe MaoXoi.

MocKonbky MHOXKECTBEHHAA MMeNoMa SIBSeT-
S MOTEHUMANbHO CMEpTENbHbIM 3ab0/EBaHMEM,
none3Ho 06CyaUTb BO3MOXHOCTb ManMATUBHOMO
NEYEHNS, B KOTOPOM [IOMKHbI MPUHAMATb y4acTue
He TO/bKO BPayM, B HETO AOMKHbI ObiTb BOBNEYEH®I
uneHbl CeMbM M [py3bs NauueHTa. Heobxomumo
06CyXeHMe TakUX BOMPOCOB, KaK Ha3HaueHue
onekyHa (KOTopblit B T.4. BYeT NPUHMMATb BaHble
peLueHus MeaULMHCKOTO XapaKTepa), MCnonb3oBa-
HUMe 30HMa NS MCKYCCTBEHHOTO KOPMAEHHS, 06e3-
6onuBaHme.

Jleuenne
= [1pu Hanuumn cumnTomMoB 3aboneBaHmns HasHa-

YaEeTCA XMMUOTEpanMS.
= Tanupomua, 6opTe3omu6, neHanuaoMmg B Co-

YeTaHUM C KOPTUKOCTEPOMAAMM U/MIN XUMHUO-

Tepanuen.
= Bo3MoxHa nofnepxvsatoLLas Tepanus.
= Bo3MOXHa TpaHCMNAHTALMA CTBONOBbIX KNETOK.
= Bo3moxHa nyyeBas Tepanus.
= JleyeHne OCNOXHEHHUI (aHEMHUK, TMepKanbLy-

€M, NOYEYHOI HEAOCTATOUHOCTH, MHDEKLMIA,

MOPAXEHHIA KOCTel).

B TeueHue nocnenHero AecATUNETUS B NeYeHUU
MMENOMbI HabNIOLAETCS 3HAUUTENbHBI MPOrpecc.
Llenbto Tepanuu SBASIETCS AOATOCPOYHAS BbIKM-
BaeMOCTb. Y MaLMEHTOB C CUMMTOMHbIM TeYeHUeM
NIeYEHWe HanpaBNeHO Ha YHWYTOXEHWE 310Ka-
YeCTBEHHBIX KNETOK M KOPPEKLMI0 OCTOKHEHWH.
Y nauueHToB C BECCUMNTOMHBIM TeYeHueM, Be-
POSITHO, NMOMb3a OT NIEYEHWs OTCYTCTBYET, NO3TOMY
OHO, KaK MPaBWNO, He MPOBOAMTCA [0 Pa3BUTUA
KMHUYECKNX NPOSBAEHMIA U OCIOXHEHMIA. TeM He
MeHee MaLMeHTbl, UMeloLMe AOCTOBEPHbIE Mpu-
3HAKM IMTMYECKMX MOPAKEHMIA UM NOTEpH KOCT-
HO¥ TKaHy (0CTEONEHMS MK OCTEONOPO3), AOMKHBI
EKEMECSYHO nonyyaTb MHGY3UM 301eLpOHOBOI
KMCNOTBI MAW MAaMUAPOHATA C LEMblo CHUKEHMS
PUCKA OCIOXHEHWI CO CTOPOHBI KOCTe# CkeneTa.

Jleyuenne, HanpaBneHHoe Ha YHMuTOXe-
HUe 3/10Ka4eCTBEHHbIX KNeToK. [0 HefaBHero
BpeMeH! TPAAMLMOHHAA XMMMOTepanus BKKYana
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B Ce0s TOMbKO NepopanbHblit npueM Mendanaxa u
npeaHu3oHa B GopMe 4-6-HemenbHbIX KypcoB C
EXEMECAYHON OLEHKOM OTBeTa Ha nevenue. Co-
TMaCcHO COBPEMEHHBIM UCCNEN0BAHMSM, yNyuLLeHe
pE3yNbTaToB IeYeHus HabntogaeTca npu nobasne-
HUM K Tepanuu BopTeomuba MM TanWLOMMAA.
[lpyrve xummoTepaneBTM4YeCKMe Npenaparbl, B Tu.
ankunupyrowme (Lumknodochamua, LOKCOpYOULMH,
€r0 HOBbI/ aHANOr IMMOCOMANbHbI NErUIMpOBaH-
HbIA LOKCOPYOULMH), Takxke Bonee 3deKTUBHDI B
KOMBMHaLMK C TanMaoMuaoM 1 boptesommnbom. Bo
MHOTUX C1y4asx 3QdekTMBeH npueM BopTesomm-
0a, TaNaOMUAA UM NeHanMAOMUA B COYETaHMM
C IIIOKOKOPTUKOMAAMM W/ XUMMOTEpaneBTUYe-
CKMMM NpenapaTamu.

OTBET Ha XMMMOTEPANHI0 OLIEHMBAETCA MO Ta-
KMM TpW3HakaM, Kak CHMKEHWE ypoBHS M-mpo-
TEMHa B CbIBOPOTKE KPOBM W MOYE, MOBbILIEHHE
KONIMYECTBA 3PUTPOLIMTOB, YnydlieHue GyHKLuM
MoYeK (y NaUMeHTOB C MpU3HAKAMK NOYEYHON He-
LOCTAaTO4HOCTH).

AytonornyHas  TpaHCMnaHTauMs  CTBOJIOBbIX
KNETOK nepudepuyeckoil KpoBM MOXET npuMe-
HATbC Y MaLMEHTOB C HOPManbHOM GyHKUMeN
CepAiLa, NeYeHH, NErKMX, noyek, 0C0BeHHO daHHbIA
MeTon 3OOEKTMBEH Npu CTAaBUNBHOM TeueHuw
3a00/1€BaHNS WM HaNMuMM OTBETA Ha NEYeHne
MoCTe HECKONMbKUX HauaNbHbIX LMKIIOB Tepanuu.
Mpu BLINONHEHWM aANNOTEHHOW TPAHCMNAHTALMM
CTBOMOBbIX KNETOK MOCTE HEMMENoabnaTMBHOIO
pexuMa (Huskue [03bl Lmknodochamuaa v dny-
[LapabuHa) unu Ny4eBoi Tepanuu B HU3KMX L03aX
Y HEKOTOPbIX NALMEHTOB MOXHO A10CTUYb Be3pewn-
JMBHOI BbXMBaeMocTh B Tedenne 5-10 net. Tem
He MeHee anoreHHas TpaHCMNaHTaLWs CTBOJIOBbIX
KJIETOK OCTAeTCA 3KCMEPUMEHTANbHBIM METOLOM B
CBSI3W C BbICOKMM YPOBHEM 3a00/1€BAEMOCTU U Jie-
TaNbHOCTH, CBA3aHHOM C peakLMel «TpaHCniaHTaT
MPOTUB X03SMHay.

Mpn peunavupylolemM wam pedpakTepHOM
TEYEHWUM MUENOMbI MOXKET NPUMEHSTLCS KOMOMHA-
ums 6optezomMnba 1 TanuaomMmuaa (Mnn ero HOBOro
aHanora NeHanMaoMUAA) B COYETAHUM C XUMMOTe-
paneBTMYECKMMM NpenapaTaMu WaM KOpTUKOCTe-
pouaamu. [laHHble npenapatbl 06bIYHO KOMOUHM-
pyloTcst C ApyrMMu 3bOEKTUBHBIMU CPENCTBAMM,
paHee He MPUMEHSBLIMMMCA Y KOHKPETHOIO Mauy-
eHTa. OIHaKo MauMeHTbl C [IMTENbHOR peMUCCH-

eli MOryT OTBEYaTb Ha MOBTOPHbIN KypC Tepanuu,
aHanorMyHol TOM, KOTOPAs NPUBENA K PEMUCCHM.

[lenatoTcs NombITKM K Ha3HAYeHWI0 NOMLepKM-
BAtOLLEH Tepanum, He COLEpXaLLei XMMUoTepanes-
TUYECKUX Npenaparos, OHa OCHOBAHA Ha UHTepQe-
POHe-a, NPUMEHEHHe KOTOPOTO NPOAIEBAET NEPUOL
PEMMCCHM, OLHAKO HE OKa3bIBAeT BUAHMS Ha Mpo-
LOMKUTENBHOCTb XXMU3HW, KPOME TOTO, LaHHbIA METOL,
/IeYeHus aCCOLMMPOBAH C BbIPAKEHHbIMU NOBOYHBI-
Mu 3(dexTamu. Mpu HAMUMK OTBETA HA PEXUMBI,
OCHOBaHHble Ha KOPTUKOCTEPOMAAX, M30MPOBaH-
HOe MpUMeHeHMe KOPTUKOCTEPOUOB 3DdEKTUBHO
B KaueCTBe NnofepxuBatoLLeli Tepanum. Takxke B Ka-
YecTBe NOAAEPXKUBAIOLLEN Tepanuu MOXeT npume-
HATBCA TANMAOMUA, B HacTOsLee BpeMSs NPOBOASTCA
WCCIIE0BAHHS MO MPUMEHEHWIO MOALEPKUBAIOLLEH
Tepanuu 6opTe3oMMOOM W NEHaNMAOMUAOM Y Na-
LMEHTOB, PaHEe OTBEYABLUMX TOMbKO Ha YKa3aHHble
npenaparbl Uik KOMOMHUPOBAHHYHO Tepanuio.

JleyeHne oOUIONKHEHMH. [TOMMMO NPSMOrO
LMTOTOKCUYECKOTO IEACTBUA Ha 3/10KAYECTBEHHbIE
KNeTkM Tepanus LOMmkHA ObiTb HampasneHa Ha
NeYeHne OCTIOKHEHHIA, TaKUX KaK aHEMMS, Tunep-
KanbLMeMus, MoYeYHas HeLoCTaTOuHOCTb, UH(EK-
LMK, NOPAXEHUs KOCTell.

AHEMM  MOXET YCMEWHO NeYuTbes  nyTeM
MPUMEHEHNS  PEKOMBMHAHTHOTO 3PUTPONO3THHA
(40 000 ME n/k 1 pa3 B Hemento) y MauMeHToB C
HEe[L0CTaTOYHbIM OTBETOM HA XUMMOTEpanuio. Ecu
aHeMMs COMPOBOXAAETCS KApAMOBACKYNAPHBIMMU
WM BbIDAKEHHBIMM CUCTEMHBIMUA CUMMTOMAMM,
Heo6X0AMMO Nepen1BaH1e IPUTPOLUTAPHON Mac-
cbl. Mpyu MOSBNEHUM MPU3HAKOB TUNEPBA3KOCTH
MoKa3aHo NpuUMeHeHue nnasmadepesa.

[MnepkanbLmeMus YCMewHo neuutcss nyTeMm
npuMeHeHus canuypesa u B/ buchocthoHatos, B
HEKOTOPbIX Cly4asx MOXeT noTpeboBaThcs BBe-
[leHue npedHu30noHa. B GonbluMHCTBE CyyaeB
HeobXOAMMOCTb B Ha3HAYeHWM annomypuHona
OTCYTCTBYET. TeM He MeHee ero nMpuMeHeHue no-
Ka3aHO MpW BbICOKOM YPOBHE MOYEBOI KMUIOThI
B CbIBOPOTKE KPOBM, HONbLIMX pa3Mepax OmyXonu,
BbICOKOM PUCKE CUHAPOMA NIU3UCA OMYXONH.

Puck HapyweHus (YHKUMM MOYEK MOXHO
CHU3WTb NyTeM noTpebneHus A0CTaTOYHOrO KO-
YeCTBa KMAKOCTH. [lae NauUMeHTbl C JUTENbHON,
MaccvBHol npotenHypueit benc-[hxowca (>10-30
r/0€Hb) MOTYT UMETb HOPMabHYI0 QYHKLMIO MoYek
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npu COXpaHeHun cyTouHoro auypesa >2000 mn/
[AeHb. Y NauMeHToB ¢ npotenHypuelt beHc-koHca
MpUMEHEHWE BbICOKOOCMOMISIPHOTO B/B KOHTPACTa
Ha (oHe ZeruapaTauuu MOXET CTpOBOLMPOBATh
Pa3BUTHE OCTPOI NOYEYHON HEJOCTATOYHOCTH.
MHbEKUMOHHbIE OCNOXHEHMS Hanbonee Be-
POSTHbI Ha (POHE HEMTPONEHNM, UHLYLMPOBAHHON
XMMUOTEPANHEN. Y NaLmeHTOB, NONyYaBLIMX HOBbIE
aHTUMUWENOMHbIE Npenaparbl, Yalie HabnaaTCA
C1y4au MHQEKLM, BbI3bIBAEMbIX BUPYCOM herpes
zoster. [py BbISBNEHUM HaKTepUANbHOM MHBEKLMK
Ha3HAYaeTCs aHTMOMOTUKOTEPANKUS; TEM He MeHee
npodunakTuyeckoe NpuUMeHeHue aHTMBUOTMKOB,
Kak npaswuno, He pekoMeHayetcs. lpodunakTu-
YeCKOe Ha3HaueHWe NPOTMBOBMPYCHOI Tepanuu
MOXeT ObITb MOKa3aHO MpW MpUEME HEKOTOpbIX
npenapatos. BHyTpUBEHHOE BBELEHME WMMYHO-
rMoBYNMHOB C NPOMUNAKTUYECKON LENbo MOXET
CHWXaTb PUCK MHOMLMPOBAHWS, OHAKO AAHHbIA
METOZ MPUMEHSETCS B OCHOBHOM Y MaUMEHTOB C
peuuansupytolwmumu uhdekumsmu. C npodunakTv-

YecKoi Lenblo MOKa3aHa MMMYHW3aLMS MHEBMO-
KOKKOBO# 1 MPOTUBOrPUNNO3HON BAKLMHOW.
CkeneTHble nopaxeHus TpedytoT MaclTabHoM
noaaepxuBeatolLeit Tepanuu. [Ing npenynpexae-
HWS JaNbHelLei noTepu KOCTHOW TKaHWU MauueHT
LOMKEeH COXPaHTb MOABMKHOCTb, 3 Takke MpUHM-
MaTb JONOMHUTENbHbIE NPenapaThbl KaNbLUna W Bu-
TamuHa D. [Ins kynupoBaxus Bonei B KOCTAX MOTYT
MPUMEHSTbCS aHaNbreTUKW W NiyyeBast Tepanus B
nannuatmeHblx fo3ax (18-24 Ip). OgHako nyyesas
Tepanus MOXET CHWXaTb NepeHOCUMOCTb YCTaHOB-
NEHHbIX LMTOTOKCMYECKMX [03 MPenapaTtos, Mpu-
HUMAeMbIX B paMKaX CMCTEMHOW XMMMOTEpanuu.
B GonblunHcTBE Cyyaes, 0COBEHHO MU HanMyuu
NUTUYECKUX KOCTHBIX NOPaXeHHIA, reHepanu30BaH-
HOTO 0CTEONOpP03a MM OCTEONEHWM, HEOOXOANUMO
exemMecayHoe BBefieHue B/B bucdochoHaTos (na-
MUZLPOHAT UM 30N1eAPOHOBas KUCNoTa). bucdocdo-
HaTbl 3OOEKTMBHBI NPV IEYEHNM CKENETHBIX OCOX-
HEHMIA, OHW YMEHbLLIAKT 60N B KOCTSX, BO3MOXKHO,
00/1371310T NPOTUBOOMYXONEBbIM AEMCTBUEM.

€55 Neperpyska
Kenesom

Kene3o (Fe), npesbiwatowee 6uonornyeckue
noTpebHOCTU YenoBeKa, OTKNAALIBALTCA B TKAHSAX.
+ [eMocuaepo3 npeacTasnset coboi NokanbHoe

OTNOXEHME KeNe3a, He Bbi3blBalolLee Hapylue-

HUSI B TKAHSIX.

+ [eMOXpoMaTo3 (meperpyska enesom) - 310
CMCTEMATUYECKMIA MPOLECC, NPU KOTOPOM OTN0-
KEHME Xene3a MOXET Bbi3blBaTb HApyLIEHWS B
TKaHsX.

M36bITOK Kenes3a MOXET BO3HUKATb B Pe3yfib-
TaTe NMepBMYHOrO reMOXpoMaTo3a (reHeTUyeckoe
paCcCTpoiCTBO MeTabonu3Ma xenesa), oT W3bbl-
TOYHOrO MpUeMa BHYTPb W abcopbuum xenesa
WM M3-33 MOBTOPSIOLUMXCA NMEPENUBAHUA KPOBM.
3aboneBaeMoCTb NMPOMCXOAMT M3-3a HaKOMMeHus
Xenesa B 3HOOKPUHHbIX OpraHax (0cobeHHo B
MOMKENY[0YHON enese, NoNOBbIX Kenesax u rm-
notu3e), neyenm 1 cepaue.

FTEMOCHMAEPO3

(remMoCKaepo3, reMoxpomatos)

FeMoch.epoa npeacrasnger c060ii NOKaNbHOE OTNOXKEHHE
)Xenesa, He Bbi3biBaiolLee HapyLUEHUA B TKaHAX.

JlokanbHbIi reMocuaepo3 MoXeT ObiTb Bbi3BaH
PeuMaMBMPYIOLMMU KPOBOMNUSHUSIMU B OpraH.
Xene3o, BbicBOOOXAAEMOE M3 3PUTPOLMTOB, OT-
KNafbIBAETCS B 3TOM OpraHe M MOXET MPUBOAMT K
3HAUUTENbHOMY HaKOMMEHHUIO B TKaHAX reMocuze-
pUHa. MIHOraa noTeps xenesa npu KpOBOU3MUSHUM
B TKAHW BbI3bIBAET XeNe30AeUUUTHYI0 aHEMMIO,
TK.XXene30 B TKaHsX He MOXeT BbITb MCMONb30Ba-
HO MOBTOPHO.

Hanbonee 4acTto nopaxaeMbiM OpraHoM SIBAs-
10TCS NErkue, YTo BbI3BaHO PeLMANBMPYIOLMMY Nie-
FOYHBIMU KPOBOTEUEHMSMM, KaK MAMONATUYECKUMH
(Hanpumep, cukapom lyanacyepa), Tak 1 0bycnos-
NEHHBIMM XPOHMYECKOM NErOYHOM TMnepTeH3mnen
(Hanpumep, MepBuyHas NEroyHas rUnepTeHsms,
NeroyHbii  GubPO3, BbIPAKEHHDBIA MUTPabHbIA
CTeHO3).
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ElWe OIHMM OpraHoM HaKomneHus enesa
ABNAKOTCS MOYKM. [€MOCUAEPO3 MOXET ObiTb pe-
3yNbTAaTOM MHTEHCUBHOTO BHYTPUCOCYAMCTOTO Te-
Monu3a. CBoboaHbIA remMornobuH GuabTpyetcs B
MoYeYHbIX KTybouKax, U eneso OTKNAbIBALTCA
B Moukax. [lapeHxuMa moyek He MOBPEXLAETCH,
HO TAXeNas reMoCHAEPUHYPUS MOXET MPUBECTU K
LeduuuTy xenesa.

NEPBUYHbIN TEMOXPOMATO3

(HaCneaCTBEHHbIA reMOXpOMaTO3)
nepBM‘IHblﬁ reMoxpomaros fBiAeTCA reHeTUYeCKum
3360neBaHMeM, XapakTepusylowumca  YpesMepHbiM
HaKoMJIeHUeM Xkenesa, NpUBOAALMM K NOBPEXAEHUIO
TKaHeil. bonesHb Moxer npoABAATLCA B CUCTEMHBIX
CUMnTOMAXx, 3aboneBaHuax neyeHu, KapauoMuonaTuu,
nuabete, 3peKTUNbHOI AUCHYHKLUMM U apTponaTuu. Aua-
THO3 CTAaBUTCA Ha OCHOBE YPOBHA d)eppmmla CbIBOPOTKHU
U TEHHOro aHanusa. neqmcu, KaK npasuno, npu noMoLLU
tdne6oTomuu.

JTHonorus

[lo HenaBHero BpemeHM MpuuuMHON 3abonesa-
HUSI MPaKTMYeCKn y BCeX BOMbHBIX C MEPBUYHBIM
reMoXpoMaTto3oM CyuTanacb MyTauus reHa HFE.
HenaBHo 6binu 0BHApYXeHbl W Apyrie NPUYMHLI:
PA3NMYHbIE MyTaLuK, NPUBOSSALLME K NEPBUYHOMY
reMoXpoMatosy 1 npoucxoaswime npu Gepponop-
TUHOBbIX 33007€BaHUAX, KOBEHWUNBHOM TeMOXpO-
Maro3e, HeOHaTaNbHOM reMoXpomartose (bonesHb
HaKOMNeHMs Xene3a y HOBOPOXGEHHbIX), rMmo-
TpaHcdeppuHeMuM 1 aLepynonnasMuHeMuu. Xots
3TM TUMbI 3aMETHO OTAMYAKOTCA BO3PACTOM Mpo-
ABNEHMS, KIMHUYECKME MOCNEACTBUS Neperpysku
KENe30M 0AMHAKOBbI BO BCEX CNYYasX.

bonee 80% HFE-cBA3aHHbIX reMOXpOMaTO30B
BbI3BaHO BMELUMBAHWEM TOMO3WIOTHbIX (C282Y
unm C282Y/H63D B reTepo3nroTHble MyTaLum. 310
3ab0neBaHne ayTOCOMHO-PeLeCCUBHOE, C FOMO3u-
roTHoit yactotoi 1:200 u retepo3nroTHoM Yacto-
701 1:8 y Ntoelt ceBepoeBpONECKOro MPOMCX0X-
LeHns. bonesHb pefko BO3HUKAET Y YepPHOKOXMX
Ntofei W Ntofeit a3uaTckoro npoucxoxaenms. 83%
OONbHBIX € KMHUYECKAMM  TeMOXpOMaTo3aMu
ABNSIOTCA rOMO3UrOTHbIMU. OHAKO MO Heu3secT-
HbIM MpUYMHaM BeHoTMNMYecKoe (KMMHUYeCKoe)
3aboneBanne HabMIOLAETCS ropasfo pexe, YeMm

3T0 Npe/CKa3bIBAETCS YACTOTON reHoB (T.e. MHor1e
TOMO3WIOTHbIE NKOAN HE 3asBAAIoT 06 3TOM pac-
CTpOiACTBE).

Narodusuonorus

HopManbHblii ypoBEHb Xenesa B OpraHu3Me
YenoBeka COCTaBASET 2,5 ry XeHWwmH u 35 1y
MYXUWH. [eMOXpOMaTO3 HE MOXET ObiTb YCTaHOB-
NeH, MoKa 061Lee conepkaHue Xenesa B opraHus-
Me He ByneT npesbiwatb 10 T, a vale BCero aaxe
B HECKONbKO pa3 bosiblie, MOCKObKY CMMMTOMbI
MOTYT BbITb OT/IOXEHDI MOKA HAKOMNEHMe Xenesa
He CTaHeT Ype3MepHbIM. Y XKEHILMH KIMHWYECKM e
MpOABNEHMS BCTPEYAIOTCS PeaKO A0 HACTYMIEHUS
MeHOoMay3bl, MOCKOMbKY MOTEPU Xene3a, CBs3aH-
Hble C MEHCTpyaLmeli (2 MHoraa HepeMeHHOCTbIo
W POZaMM), OPraHU3M CTPEMMTCS KOMNEHCUPOBATh
HaKOMNEHMEM Xene3a.

MexaHu3MOM Meperpy3ku KenesoM SBAsSETCs
yBENMUMBLIAACS aOCOPOLMA Kenesa M3 xenymoy-
HO-KMLIEYHOTO TPaKTa, YTO MPUBOAMT K XPOHMYe-
CKOMY HaKOM/IEHMIO Xene3a B TKaHsX. [enumamH,
CMHTE3MPYEMbIA B MEYEHM MenTu, ABNAETCS Kpu-
TUYECKMM MEXAHW3MOM KOHTPONIS 33 MOMOLLEHNEM
xenesa. lenumanH BvMecTe ¢ HopManbHbIM HFE-Te-
HOM, MpedoTBPALIAET Ype3MepHOe MOMOleHMe
KENE3a W €ro HaKoMNEHWE Y HOPMasbHbIX NN

B GonblUMHCTBE Cy4aeB NOBPEXAEHME TKAHE
BO3HMKAET BCNEACTBUE BO3AENCTBMS CBOOOAHDIX
TMIPOKCUAbHBIX PaaMKanoB, 06pa3ylomxcs, Kor-
[1a OTNOXKEHME XKene3a B TKaHaAX KaTanusupyeT ux
CTpYKTYpY. [lpyrvie MexaHu3Mbl MOTYT NOBAMATD Ha
OTZeNbHbIE OpraHbl (HanpuMep, rUNepNUrMeHTa-
UMS KOXKM MOXET ObITb PE3YNbTATOM YBENUYEHNS
MENaHMHA, TaK e Kak M HAKOMNEHHS Xene3a).

CHMNTOMbI M NPU3HAKK

KnuHuyeckue nocnencTaus neperpyski xene-
30M OCTAHOTCS HEU3MEHHBIMU HE3ABUCUMO OT 3TH-
0N10rMM 1 natodu3noNormm NeperpysKm.

Bpauw CYMTatoT, 4TO CUMMTOMbI He NPOSBAAIOTCA
MoKa He MPOMCXOAMT NOBPEXIEHUE OPraHoB. TeM
HE MeHee MOBPEX[AEHME OpraHoB MPOUCXOZUT
ME[NEHHO M €ro TPYAHO yN0BUTb. CHauana o6bluHO
BO3HMKAIOT YCTanoCTb W Hecneunuyeckue cu-
CTEMHbIE CUMMTOMbI.

[lpyrve CMNTOMbI CBS13aHbI ¢ YHKUMOHMPOBa-
HMEM OpraHoB C HOMbWMM HAKOMNEHUEM XKene3a
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(rabn. 155-1). Y MyXunH Ha4anbHbIMK CUMATOMA-
MU MOTYT ObITb TUNOrOHAAM3M W IPEKTUNbHAS AUC-
(YHKUWS, BbI3BaHHAA TOHAZANbHBIM HAKOMEHWEM
ene3a. HapylweHue BOCMIPUAMYMBOCTY K IHOKO3e
WM CaxapHbli AnabeT Takxke OTHOCATCA K NepBo-
HAYa/bHbIM NPU3HAKaM. Y HEKOTOPbIX BOMbHbIX
BO3HMKAEeT rMNoTMPEO3.

3abonesaHue nedyeHu sBAfeTCcs Haubonee
pPacnpoCTPAHEHHBIM  OCIOXHEHUEM W MOXeET
nporpeccupoBaTth A0 UMppo3a, y 20-30% naum-
€HTOB C LMPPO30M Pa3BUAACh renatoLenntonsp-
Has KapuuHoMa. 3aboneBaHue neyeHu SBASETCS
Haubonee pacnpoCTpaHEHHON NPUYMHON CMEpPTH.
Kapauomuonatus ¢ cepeyHoii HefoCTaTOYHO-
CTbi0 ABNSETCS BTOPOM NO PAacnpOCTPAHEHHOCTH
NpU4uHON. MnepnurMenTaums (BpoH30BbI Aua-
0et) aBnsetcs 06Lei, Kak M CMMATOMaTMYeCKas
apTponaTs.

JuarHocTuka
= YpoBeHb GeppuTHHa B CbIBOPOTKE.
w [EHETUYECKME TECTDI.

CMMNTOMbI M MPU3HAKW MOTYT ObiTb Hecnell-
UbUYECKMMM, TPYIHO YNOBUMbIMM U TPOSBNSTb-
€Sl MOCTENEHHO, TaK YTO HYXHO HAaCTOPOXWTBCA.
[epBuYHbIi FeMOXPOMATO3 CElyeT 3anoa03pHTh,
KOra TUMMYHbIE MNpOSIBNEHMsS 3abONeBaHWUM, B
YaCTHOCTM KOMOMHALIMM TaKUX MPOSIBNEHMIA, OCTa-
H0TCS HEOOBACHUMBIMK MOCE NPODUNAKTUYECKOTO
0CMOTpa. XoTs MCTopust CeMeliHblX 3aboneBaHmil
ABNAETCS DOONEe KOHKPETHbIM OTBETOM, HO OHA
06bIYHO He MpeaCTaB/eHa.

M3mepenne ypoBHs (eppuTMHA B CbIBOPOT-
Ke SIBMSETC CaMbiM MPOCTHIM M CaMbIM TOYHBIM
MepBUYHLIM  WUCCTIEf0BaHNEM.  [10BbILIEHHbIN
ypoBeHb (>200 Hr/mn y xeHwuH u >300 Hr/
Ml Y MYXUMH), KaK NPaBUNo, MOXHO Habnoaarb
npu NEpPBMYHOM FEMOXPOMATO3€, HO TaKKe MO-
XeT OblTb CNEACTBUEM [ApPYTUX HapyLeHuid, Ta-
KMX KaK BOCManuTesbHble 3a00N€BaHNUsS MeyeHu
(HanpuMep, XPOHMYECKMA BMPYCHBIIA renatw,
HEanKoro/bHbIi CTeaTorenaTnT, DONE3HU NEYEHM,
BbI3BAHHbIE ANIKOrO/EM), paK, HEKOTOPble CUCTEM-
Hble BOCManuTenbHble 3aboneBanus (Hanpumep,
pedpekTopHas  aHemus, remModarouuTapHbii
numborucTounTos) wuam  oxupenue. [ocne-
LyloWMe aHanu3bl MpOBOAATCA, €CIM YPOBEHD
(GeppuTMHa BbIXOAMT 3@ TpaHuLbl HOpMbl. OHK

TABJI.155-1. OBIWLWE NPOABNEHUA
NEPBUYHOIO rEMOXPOMATO3A

NPOABNEHUA PACNPOCTPAHEHHOCTb

CuctemHble cumnToMbl (Hanpu- | 75%
Mep, C1aboCTb, COHNMUBOCTD)

HeHopManbHble pe3ynbtatbl 75%
MCCNEA0BAHMA NeYEHOYHOI

yHKUMM

[MnepnurMeHTaLMa Koxu 70%
[lnaber 50%
Aptponarus 45%

JpeKTunbHas AMChYHKLUS 45% (cpeny MyxuvH)

Kapanommonatus 15%

HarnpaeneHbl Ha OLEHKY YPOBHS CbIBOPOTOYHOIO
xenesa (06b14H0 >300 Mr/an) 1 xene3ocBs3biBa-
folwel cnocobHOCTM (caTypaumst TpaHcdeppuHa;
ypoBHM 06bIYHO >50%). TeHeTuueckuit aHanu3
NpoBOOMTCS AN BbISBNEHMS MEPBUYHOMO re-
MOXPOMaT03a, BbI3BaHHOTO MyTaumusamu reHa HFE.
B oueHb pemkux Cnyyasx mopo3pesalT Apyrue
TWMbI MEPBUYHBIX TEMOXPOMATO30B (HanpuMep,
(GepponopTHOBbIE 3ab0NEBaHMS, OBEHWNbHDINA
reMOXpPOMaTo3, HEeOHaTa/bHblii FeMOXpOMaTtos,
nebuunt TpaHcdeppuHa, LepynonnasMMHoBas
HeZLOCTaTOYHOCTb), MpU KOTOpbIX (eppuTuH ¢
TEeCTbl Ha COAepXaHue Xene3a B KPOBM yKasbl-
BAlOT Ha Meperpysky XenesoM, a pe3ynbTaThl
reHeTMYecKoro Tecta Ha MyTaumio reHa HFE sB-
NSIOTCS OTPULATENbHBIMM, OCODEHHO Y MOOAbIX
nauueHToB. [MoATBepXAEHME TakMX [OMarHo3oB
nporpeccupyer.

Mockonbky NpUCYTCTBME LMPPO3a BAMSET Ha
MporHo3, 70 06bI4HO [enaeTcs 6Moncus neyeHm
W M3MepsIeTCs COepXKaHMe Kene3a B TKaHu (eCu
370 BO3MOXHO). MPT C BbICOKOW MHTEHCUMBHOCTbIO
ABNAETCS  HEMHBA3MBHOW  anbTepHaTMBOM  Ana
OLEHKM COlePXaHNA Xene3a B neveHu (BbICOKas
TOYHOCTb).

[lns 6avxaiiumx poacTBEHHUKOB Nloael C nep-
BMYHBIM TEMOXPOMATO30M HE0HX0aMMO npoBefe-
HUE CKPUHWMHI-TECTa YpOBHS DeppuTUHa B CbIBO-
pOTKe 1 TecTUpoBaHue Ha 282Y/H63D-reH.

Jleyenne
= Onebotomus (KpoBomyckaHme).

BOMbHBIM C KNMHUYECKUMM NPOSBAEHUAMM 33-
60neBaHus, NOBbILIEHHbIM YPOBHEM (eppuTUHa
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B CbIBOpOTKe (B yacTHocTu, yposeHb > 1000 Hr/
M) WM MOBBIWEHHON HACHILEHHOCTbI) TPAHC-
(eppuHa Heobxomumo neverue. MaumeHtam, y
KOTOpbIX CMMMTOMbI 3300/1€BaHWS OTCYTCTBYHOT,
TpebyloTCs nepuopmMyeckue (HanpuMep, eXerof-
HO) KNMHMYECKME OCMOTPbI M U3MEPEHME YPOBHS
CbIBOPOTOYHOTO Xene3a, PeppuTuHa U HaCbILLeHUs
TpaHcheppuHa.

(MneboTomMMs ABNAETCS CaMbiM MPOCTbIM K
Hanbonee 3QdeKTMBHbIM METOLOM Anis ydane-
Hust u36bITKa Xene3a. OHa 3afepxuBaeT passu-
Tve Gubpo3a B UMPPO3, MHOTAA Aaxe obpallaer
BCMATb LMPPO3HbIE M3MEHEeHUs W NpOAJeBaeT
KM3Hb, HO HE MPeJOTBPALLAET renaToLennonsp-
HYI KapuuHOMY. ExxeHefienbHo yaansetcs oko-
no 500 mn kposu (okono 250 mr xenesa), noka
YPOBEHb CbIBOPOTOYHOTO XENE3a He CTaHEeT Hop-
ManbHbIM W CaTypauus TpaHcheppuHa He cocTa-
BuT <50%. ExenenenbHas dne6otomMua MoxeT
ObiTb HEOOXOAMMA B TEYEHWE MHOTUX MecsLeB
(Hanpumep, ecnn 250 Mr xenesa ypanawtcs B
Hegento, To ans yaanenus 10 rxenesa notpeby-
etcs 40 Hepenb). [lns nopnepxanus catypauuu
TpaHchepuHa Ha ypoBHe <30% npu HopManb-
HOM YPOBHE )ene3a, MOXHO MpOBOAMTL NepUO-
Lnyeckue GneboToMuu.

[lnabet, kapauMommonaThs, 3peKTUIbHAS IMC-
(YHKUMS W Aipyrvie BTOPUYHbIE NPOSBNEHUA Nevar-
€8, KaK 3T0 NOKa3aHo.

bonbHble LOMKHbBI MPUAEPKUBATLCS COHanaHcu-
POBAHHO ZIMeTbl, COBCEM He TPebYeTCs orpaHuym-
BaTb noTpebrieHme Xeneocomepxalmx npoayk-
TOB (HanpuMep, KpacHoe MSCO, NeyeHb). Ankorons
MOXHO YnoTpebAsTh TONbKO B yMEPEHHbIX Konye-
CTBAX, TK. 3T0 MOXET yBennuMTb abcopbumto xene-
33 Y NOBBICMTb PUCK LUPPO3a.

®EPPONOPTUHOBASA BONE3Hb

(®epponopTuHoBas OonesHp BCTpeyaetcs B
OCHOBHOM Cpeau XuTenei tora EBponbl 1 SBnseT-
€Sl pe3y/bTaToM ayTOCOMHO-AOMMHAHTHOM MyTa-
unu reHa SLC 40 A1. 3aboneBaHue nposiBAseTcs
B MepBOW [ieKafe XMU3HM MOBbILIEHUEM YPOBHS
deppuTMHA CbIBOPOTKM C HA3KMM MW HOpMalb-
HbIM CofepXaHueM TpaHcdeppuHa C mporpec-
CHPYIOUMM POCTOM HacbillleHust TpaHcheppuHa
B 3-1 1 4-it nekagax xwu3nu. KnuHuueckue npo-
aBneHus bonee nerkue, yem npu 6onesun HFE,

W BKMIOYAIOT YMEPEHHOE MOPAKEHWE MEYEHH U
nerkylo aHemuio. bonblume dneboTommun nepe-
HOCATCA MN0X0, HEOBXOAMM MOHUTOPUHT YPOBHS
reMornoBbuHa U HacblleHus TpaHcPeppuHa.

I0BEHUJIbHbI TEMOXPOMATO3

tOBEHWMbHBIN reMOXPOMATO3 SBSETCS PeakuM
ayTOCOMHO-PeLieccuBHbIM — 3ab0neBaHMeM,  Bbl-
3BaHHbIM MyTaumeli B reHe HJV, KOTopblit BAUseT
Ha TPaHCKpuNuuto Genka reMoloBenuHa. 310 Yacto
NpOoSIBNSIETCS Y NOAPOCTKOB. CUMNTOMBI W NPU3Ha-
KW BKIIOYAIOT MPOTPeCCUpYIoLLMe renatoMeranmiu
W TUNOTOHAJOTPONHBIA TMMOTOHAZAM3M. YpOBEHb
Gepputina >1000 Hr/mMn, v caTypaums TpaHcdep-
puHa cocTasnset >90%.

DEOULUUT TPAHCOEPPUHA

W LUEPYNIONNIA3MUHA
(runoTpaHcdeppuHeMus/aTpaHcdeppuHeMus;
alepynonnasmMuHemus)

Mpu peduumte TpaHcdeppuHa abcopbupo-
BaHHOE XeNe3o, He CBA3aHHOE C TpaHCeppUHOM,
BXOZMT B MOPTa/IbHYI0 CUCTEMY W OTKNaAblBaeTCA
B neyeHu. Mocnenytowmii nepeHoC ero B MecTo
MpOM3BOACTBA 3PUTPOLIMTOB CHUXKEH BCIEACTBME
LeduuyuTa TpaHcheppuHa.

Mpu neduumute LepynoniasMMHa HexBsaTka
deppokcuaasbl MPUBOAMT K HapyleHWio mnpe-
spawenus Fel's Fe3*, kotopoe HeoBxommumo
ANA CBS3W C TpaHCeppuHOM, 4TO Hapylaet
TPAHCMOPT Xe/e3a U3 BHYTPUKIETOYHOMO Myna B
nna3My KpoBM, Bbi3biBast akKKYMyNALMIO Xene3a B
TKaHAX.

[lnarHo3 OCHOBaH Ha OMpemeneHuu CbiBOpO-
TOYHOrO TpaHcheppuHa (MM Kene3ocss3biBato-
Wel cnocobHOCTH) 1 LepynonnasmuHa. Jleverve
3KCNEePUMEHTANbHOE (HanpUMep, 3HTePOCOPOEHTbI
KENe3a MoryT NepeHOCHTLCS NyYllie, yeM GneboTo-
MU, TOTOMY YTO Y NaLMEHTOB 0ObIYHO BO3HMKAET
aHemms).

MYTALUUUTEHA PELENTOPA TPAHCOEPPUHA 2

MyTaumm peuenTopa TpaHcheppuHa 2, benka,
KOTOpbIV MOSIBNAETCS AN KOHTPONS Haf caTypa-
umeit TpaHceppuHa, MOrYT Bbi3biBaTb peakue
ayTOCOMHO-peLieccuBHble GOPMbI FeMOXPOMaTO3a.
CMMNTOMbI W NpU3HAKK CX0aHble ¢ HFE-remMoxpo-
MaTo30M.
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Tnasa 155. [leperpy3ka xenesom

BTOPUYHAA NEPETPY3KA
XENE30M

(BTOPMYHBIVE reMoXpoMaTo3)

BropuuHas neperpyska Jene3oM nosiBNSeTca B peynbra-
Te u36bITOYHOI abcopbuum Kenesa, NOBTOPAIOLMXCA ne-
PenMBaHMAX KPOBM MM U3BbITKE NepopanbHOro npuema,
KaK MpaBuo, y NaLMEHTOB C HapyLIeHUAMU 3pUTPONo33a.
[luarHocTMka NpoBOAMTCA MpPU MOMOLM MCCNEA0BAHUS
CbIBOPOTOUHOTO JKene3a. JleweHue, Kak Npasuno, NpoBo-
AMTCA C NOMOLLBIO XeNaLuK.

JtHonorus

BropuyHas neperpyska ene3om BO3HUKAET Y

NaLMEHTOB C:

= reMornobuHonaTuelt  (Hanpumep, CepnoBuA-
HO-KNETOYHas aHeMwus, Tanaccemus, cuaepod-
NacTHas aHemus);

u BPOXAEHHOM reMOIUTUYECKON aHeMKeit;

= MAENOANUCTINA3NEN.

Meperpy3ka xene3oM BO3HWKAET BCIeACTBUE

CNIeYOLMX MEXAHU3MOB:

= MOBbILEHHOE BCaCbiBaHWe enesa (KOTopoe
BO3HMKAET MO0 HEW3BECTHbIM MPUYMHAM C He3-
(GdeKTUBHBIM IPUTPONOIZOM);

= NOCTYNNEHME Xene3a U3BHe, NpefiHa3HaveHHo-
[0 NS NEYEHNUS AHEMUK;

= MOBTOPSIOLUMECS NEPeNUBAHNS KPOBM (KxAas
eMHMLA KpoBM obecneunBaet okono 250 mr

ENne3a; HakomneHue xenesa B TKaHAX CTaHo-

BMTCS CyLIECTBEHHbIM, KOraa nepenuto bonee

40 ennHmL KpoBM).

MaumeHTbl ¢ reMornobuHONaTHel W BPOXAEH-
HOV reMONMUTUYECKON aHeMuelt 0BbIYHO B3poCe-
10T, NO3TOMY OCNIOXHEHMWS, CB3aHHbIE C Neperpys-
KOV EeNne3oM, CTanu 00bl4HbIM ABNEHUEM. Y TaKnX
00NbHbIX Meperpyska >kene3oM, 3aTPOHYBLIAS
cepaue, neyeHb W 3HAOKPMHHbIE OpraHbl CTana
pacnpoCTpaHeHHOM NpUYMHOIA cMepTh. HO Bbixku-
BAeMOCTb NPY TaKOW CMTyaLMM MOXHO MPO/IUTL
nyTem obe3xene3nBaxus.

JuarHocTuka

bonbHbIX € HeIhdEKTMBHBIM 3PUTPONO330M
HeobxoaMMO MpOBEPATb Ha HaNMuMe BTOPUYHOM
neperpy3k1 Xene3oM, Kotopas AuarHoCTupyetcs
MyTeM M3MEPEHMS CbIBOPOTOYHOTO (DeppuTHHa,

CbIBOPOTOYHOTO XKene3a M CcaTypaumuu TpaHcdep-
puHa.

Jleyenue
= 06blYHO 31O xenauus medepasupokcoM wam
nedbepokcaMmHoM.

HekoTopbix HOMbHBIX MOXHO NIEYUTb C MOMO-
Wbto GneboTOMMM M MpUeMa IpUTPONOITUHA ANS
noafepxaHua 3putponosza. OgHaKo NOCKOMbKY
3T0 YCUIMBAET aHEMMIO, TO MpUMeHeHHe Gnebo-
TOMUM [71S MHOTYUX MaLMEHTOB HE PEKOMEHAYETCS
(Hanpumep, nua € yposHeM remornobuta <10 r/
[N, 3aBUCSLIME OT MEPEeNuBaHNS, U Te, y KOro no-
ABNAIOTCH CUMNTOMbI aHeMum nocie GneboTommm).
Taknm 60M1bHbIM HEOHXOAMMO Ha3HAUaTb XeNaLuo.
Llenbto neyeHus SBNSETCA AOCTUXKEHME YPOBHS Ca-
Typauum TpaHcheppuHa <50%.

[ledepokcaMuH SBASIETCS NpenapaToM, Tpamu-
LUMOHHO WCMIONb3yeMbIM 1St XenatoTepanuu. OHa
MpOBOAMTCS HEBOMbLIMMM MOAKOXHbIMA MHDY3US-
MU B TEYEHWE HOUM C MOMOLLbIO MEPEHOCHOTO Ha-
coca 5-7 pa3 B Hefiento U npy noMowm 24 4 ux-
Gy3uit. [loza coctasnsieT ot 1 10 2 Ty B3pOUIbIX U OT
20 o 40 mr/kry neTeid. TeM He MeHee 3Ta Tepanus
CNIOKHA B YNpaBneHuu v TpedyeT oT 60/1bHbIX 60/1b-
LWMX BPEMEHHBIX 3aTPaT, N03TOMY YaCTo MPUBOANT K
ee HecobnoaeHuio. MoboyHble AeNCTBUS BKIHYAKOT
TANOTOHWIO, HApYLIEHUS  KENyNOYHO-KMILIEYHOMO
TPaKTa 1 aHadunakcuio (OCTpyio), NOTEPHO 3peHNs U
€1yxa (MY XPOHUYECKOM MCrONb30BaHMM).

[ledepasupokc, opanbHbii  xenatoobpaso-
Batenb, ABAAeTC IOOEKTUBHBIM M yalle BCero
MCTONb3YeTCs Kak anbTepHatvBa nedepokcamu-
Hy. [ledepasupokc CHUXAET YpoBEHb Xene3a w
NpenoTBpallaeT WaM 3alepXMBAET HaCTynneHue
OCNOXHEHMIA OT neperpy3ku xene3oM. HavasnbHas
no3a cocrasnsier 20 mr/kr nepopanbHo 1 pas B
JieHb. BoNbHbIX eXeMecsyHo HabnAatoT npu no-
MOLLM yBenuyeHus 1o3bl 4o 30 Mr/kr 1 pa3 B AeHb.
JleyeHne MoxeT bbiTb NpepBaHo, Koraa deppuTHH
coiBopoTkM <500 Hr/mn. MobouHble 3pdexTb (Ko-
Topble nosBAstoTcs npumepHo y 10% naumenTos)
MOTYT BK/IH0YaTh TOWHOTY, 60/b B XXMBOTE, IMApEI0
M Cbinb. MOTyT BO3HWKHYTb HapylueHust GyHKLmuu
MeyeHn W moyek, Mo3ToMy CleayeT MpOBOAWTL
nepuoaMyeckue UCCNefoBaHus 3TUX GyHKLMIA (Ha-
npuUMep, eXEMECAYHO, MHOMIA M vallle Ans nauu-
€HTOB IpynMbl BLICOKOTO PUCKa).
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€51 Tpancdysuonnas
MeAHLMHA

B CLLA exerogHo nepenusatot 6onee 29 MaH
€IMHNLL KOMMOHEHTOB KPOBM OT MpUMepHO 8
M/H 106POBO/IbHbIX IOHOPOB. M X0Ts npouenypa
TpaHcdy3um B HacTosLLee BpeMS NpoBOAMTCS Be3-
OMacHew, Y4em Koraa-nubo, puck (v obliecTBeHHoe
BOCTIpUSITUE pUCKa) TpebyeT MH(OPMMPOBAHHOMO
COTNIACHs BO BCEX CTYYasiX.

3ABOP KPOBH

B CLUA, meponpuaTus no cbopy, XxpaHeHuo U
TPaHCMOPTUPOBKE KPOBM U €€ KOMMOHEHTOB SB/IS-
H0TCA CTAHAAPTHBIMM W PErynMpyHoTcs YnpasneHu-
€M N0 KOHTPONIO 33 NMPOAYKTaMU U NIEKapCTBAMK,
AmepuKaHCKoit accoumaumeli 6aHKOB KpOBH, a
WMHOTAA U TOCYAAPCTBEHHBIMU UM MECTHBIMMU Opra-
Hamu 3apasooxpaHeHus. ObcnenoBaHMe [OHOPA
BKNKOYAET B Cebs 0OLWMPHBIA CMUCOK BOMPOCOB O
COCTOSHUM 3[10POBbS,, U3MEPEHUE TeMMepaTypsl,
YaCTOTbl CEPAEYHBIX COKPALLEHHIt U apTepuanbHo-
r0 ZLaBNEHMS, a TAKKe ONpefeneHue reMornobuHa.
HekoTopble noTeHUManbHbe [OHOPbI NOAYYaKT
MOCTOSHHbIE WM BPEMEHHbIE OTBOAbI OT KPOBO-
fauv (Tabn. 156-1). OTBOABI NOMOTAKOT 3aWMTUTL
MOTEHUMANbHBIX [OHOPOB OT BO3MOXHbIX Hera-
TUBHbIX NOCNEACTBUI LOHALMK, @ PELMMMEHTOB OT
BO3MOXHbIX B0ne3Heit. (naBaTb KPOBb MOXHO Pa3
B 56 AHel. 33 peakuM UCK0YeHMEM, JOHALMM He
ESTEET (e

Mpu CTaHgapTHOM AoHopcTBe Kposu 450 mn
LNbHOI KPOBM COBMPAIOT B MNACTUKOBBIA NAKeT,
COAEepXaLumMit KOHCEPBAHT aHTMKOarynsHra. Llenb-
Hast KPOBb MW 3PUTPOLMTAPHas MACcca, COXpaHsie-
Mast uMTpaT-Gocar-nekCcTpo3bl-aleHUHOM, MOXET
XpaHWUTbCS B TeueHue 35 aHel. YNakoBaHHble 3pu-
TPOLUTBI MOTYT XPAHUTBCS B TeueHue 42 AHei npu
L063BNEHUN 3leHUH-TTIOK033-CONEBOr0 PacTBopa.

AyTtonoruyHas remoTpaHcdysus, nogpasyme-
BAIOLLAS MCMONb30BaHME COBCTBEHHOW KPOBM Na-
UMEHTA, ABNAETCS HaUMEHEE MPEefnOuTUTENbHbIM
meTofoM TpaHcty3uu. Mpu npoBedeHUM nnaHo-
BbIX OMepaunii 3a 2-3 Hemenu 0 Hee Y naum-

eHTa 6epyT 10 3 uau 4 103 LenbHOM KpoBM Mm
3PUTPOLIMTAPHON MaCChl. 3aTeM MaLMEHT NoyYaeT
KENe30comepxallMe npenapatbl. AyToN0OrmyHblii
METO/] IOHaLMM HeoBXOaMM, KOTIa HyXHYIO KpOBb
TPYOHO HaiTW M3-3a BbIPAbOTKM Y MaUMEHTA aH-
TUTEN K aHTUIeHaM 3pUTPOLIMTOB MW B Cllyyae
pefkoit rpynnbl kpoBu. CnelmanbHbie npoleaypel
KOHCEPBMPOBAHMA KPOBM TAKXKE MPUMEHSIOTCS N
cbopa 1 XpaHeHus KpOBM, NpeaHa3HaueHHo ana
ayTONIOrMYHOM reMoTpaHcdy3um nocne TpaBM 1 BO
BpEMS OnepaLyum.

MpeaTtpancdy3noHHbIe UcCIeA0BAHUS

WccnenoBanme [NOHOPCKOW KPOBM  BKJIIOYAET
TunupoBanue Ha ABO, Rhy(D) aHTureH, ckpuHuHT
aHTUTEN Y TECTUPOBAHME HA MapKepbl UHDEKLIMOH-
HbIX 3a00neBanui (Tabn. 156-2).

TecT Ha COBMECTMMOCTb BK/HOYAET WUCCIEN0Ba-
HUME IPUTPOLIMTOB PELIMMMEHTA HA aHTUTEHbI A, B, 1
Rho(D) (rpynna kpoBu 1 pe3yc-GakTop): CKPUHUHT
MNa3Mbl PELMMMEHTA HA aHTUTENA K IPYTAM aHTU-
reHaM 3pUTPOLIMTOB; TECT HaNpaB/EH Ha MPOBEPKY
COBMECTUMOCTM NNIa3Mbl PELMMMEHTA C aHTUreHa-
MU 3PUTPOLIUTOB JOHOPA. ITOT aHaNU3 BbIMONHSET-
€1 10 NEPENMBaHMS, HO B YPE3BLIYAIHON CUTYaLMM
TECTMPOBaHME MPOBOAMTCS MOC/E BbIXOAA KPOBU
13 BaHKa KpOBM. ITOT TECT TaKKe MONe3€eH Npu au-
arHoCTMKe peakuum Ha nepennBaHyue.

ABO TunMpoBaHMe [OHOpPA W peuunueHTa
KpOBM NpPOBOAMTCS C LEMbI MPefoTBpalleHns
nepenuBaHus HeCOBMECTUMBIX 3PUTPOLIMTOB (pHC.
156-1). Kak npasuno, KpoBb Npu MepenuBanuy
[0MKHA ObITb Takoi xe ABO, kak y peuunuenTa. B
3KCTPEHHBIX CUTYaUMaX uam koraa Tun ABO Heus-
BECTEH WM BbI3bIBAET COMHEHME, MOXHO Mepenu-
BaTb 3PUTPOLMTAPHYIO MACCY (HE LieNbHYHO KPOBB),
KOTOpast He COAEPXMT H1 A, HU B aHTMreHoB 1 Mo-
XET ObITb MCMONb30BaHa AN NALMEHTOB C Jt0ObIM
ABO.

TunupoBaHme pesyc-Gaktopa onpenenser npu-
CYTCTBME (Pe3YC-NONOXMUTENbHBIN) MNW OTCYTCTBUE
(pe3yc-otpuuatenbHoii) pesyc-daktopa 3puTpo-
untoB Rhy(D). Pesyc-otpuuatentHbiM nauueHTam
BCEraa HY)XHO MepenuBaThb pe3yc-0TpuLaTeNbHYI0
KPOBb, 33 MCKJIOYEHUEM CTy4aeB, KOra CPOYHO
TpebyeTcs nepen1BaHme, a pesyc-0TpuLaTeNbHas
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TABJ1.156-1. HEKOTOPBIE NPU4YWUHbI OTBOAA OT LOHOPCTBA B CIIA

MPUYMHA

CMWL uam nonagaxue B rpynny
BbICOKOTO PUCKa, FOMOCeKCYya-
JIU3M Y MYK4MH

Axemus

Mpumenenne Bbiybero
MHCYNMHA

Pak

BpoxaeHHoe HapyweHve
CBEPTbIBAEMOCTH KPOBM

JlexapcTBa (HekoTopble)

KOHTaKT ¢ HocuTeneM renatura

Tenatut

[uneptoHms

Mansapust unm KOHTaKT C Hei

BoeHHble, HaxoauBLLMECS Ha
6a3ax CLLA 8 EBpone

bepemenHocTb
Taxenas actma
Taxenole 6onesuu cepaua

Mpe6biBatue B EBpone unun
BenukobpuTaHum

Tatyuposka

lepenuganme kposu

BakuyHauus

BPEMEHHAS/ KOMMEHTAPUHI
MOCTOAHHAA
MocTosHHoe Bbicokas cteneHb puCKa. HaanMep, \% (Taaua HapKOMaHUK UK CeKCyanbHble

oTHoLeHws ¢ BUY-nonoxuTenbHbiM napTHepom

BpemeHHoe [lonyckaeTcs K AoHaLMK Nocne Bbi340POBAEHMS

MocTosHHoe Jltoam, ncnonb3ytouwme Obiunit uHCynmH, ¢ 1980 1. He MoryT 6bITb AOHOPaMK

MocTosHHoe Jllopu ¢ v3neummbIMu GopMamy (Hanpumep, HeBOMbLLOI pak KoXM) MOTyT
CTaTb AOHOpaMy

MoctosHHoe

BpemenHoe Bpems 0TB0Aa 3aBMCHT OT Npenapara:

o (OuHacTepua: oTnoXmTb Ha 1 Mec nocne nocneaHelt 1o3bl

o VI30TPETUHOMH: OTNOXUTB Ha 1 Mec nocne nocneaHeit Lo3bl
o [lyTacTepua: OTNOXMTb Ha 6 MeC NoCie NOCEAHeN 403bl

o AUMTPETH: OTNOXMTb Ha 3 ropa nocie NOCeAHeN 403bl

o JTPETUHAT: OTNOXMTb Ha HeonpeseneHHoe Bpems

BpemeHHoe HyxHo noaoxaate 12 Mec nocne KoHTakTa

MocTosHHoe TTOXM3HEHHBIA OTBOJ, OT AOHOPCTBA, eC/M KOTAA-NMB0 AMArHOCTUPOBANCA
BUPYCHBIV renatut

BpemeHHoe OTNOXWTb AOHALMI0, NOKA AABNEHME He MPUAET B HOPMY

BpemeHHoe 3 rofja Noce NIeYeHs ManApum UM NPOXUBAHUA B PaiioHe, Tae Manspus

ABNAETCA SHLAEMMUYECKUM 3aboneBaHueM; 12 Mec nouie Bu3uTa B paﬁon, rne
Manapua 4BNSETCA HAEMUYECKUM 3abonesaHuem

MoctoaHHoe Benukobpuranms, fepmanms, benbrus, Hunepnanzpl =6 mec mexay 1980 n
1990 rr,
HaxoavBLLMecs B apyrux EBponeiickux cTpaax =6 Mec Mexay 1980 u 1996
IT.

BpemenHoe 6 Hen nocne poaos

MocTosHHOE

MocTosHHOE

MocToaHHoe ObLee BpeMst HaxoxzeHus B BenvkobpuTaHum bonee 3 Mec B nepuoL ¢
1980 no 1996 1.
ObLee Bpemst HaxoxzaeHus B EBpone (kpome ®paHumu) =5 net B nepuop,
c1980r.
Obuee Bpemst HaxoxzeHs Bo OpaHumum >5 net 8 nepuo ¢ 1980 .

BpemenHoe 12 mec nocne HaHeceHus

BpemenHoe 12 mec

TMoxXu3HeHHbIA | PeumnueHTbl KpoBY M ee KOMMOHEHTOB B Benukobputanum B nepuog ¢ 1980
0TBOZ T. M0 HacToslLLee BpeMst

BpemeHHoe [lnuTenbHOCTb OTBO/AA 3aBUCHT OT BaKLMHbI
o AHaTOKCUHBI, CUHTETUYECKUE WNK YOUTbIE BUPYCHblE, BaKTepuanbHbie uin
PUKKETCMO3HbIe BaKLMHbI" NpU OTCYTCTBMM CUMNTOMOB Y [IOHOPOB: HET
OTCPOYKM
* BakumHbl kopu, 3nMAEMUYECKOro NapoTuTa, nonnomuenuta (Cabuna) unm
6ptowHoro TM(a (nepopaano)T: 0TBOA Ha 2 Hepl
* BaKuMHbI KPacHYXM UM BETPSIHOI OCMbI': OTBOA Ha 4 Hep

El BaKLMHbI BK/KYAIOT MHBEKLMM NPOTUB CMOMPCKOA A3BbI, X0ONepbl, AU(TepUn, renatuta A, renatuta B, rpunna, bonesu Jaiima,
napatida, KOKNIOLIA, YyMbl, THEBMOKOKKOBbIX N0AKCaxapuaoB, nonmomuennta (Conka), NATHUCTON MXopaaKku CKanucTbix rop, CronbHska u

OpIOLWHOI MHbEKLMM.

THOIWLIETEJ'M APYIAX XUBbIX OCNIaBNEHHbIX BUPYCHbIX MMM 6aKTEPUaNbHbIX BaKLMH MOTYT MMETb OTBOZ OT AOHOPCTBA B TeyeHue 2-4 Hen,

B 3aBUCMMOCTY OT BaKLMHbI.
BenukobpuTatus
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TAB/1.156-2.TECTbI HA UHOEKLIMOHHDIE
3ABOJIEBAHUA

MHOEKLMOHHbIA UCCNEAOBAHUE
BO3BYAUTEND

BHYTpeHHWi aHTUreH BUpyCa
renatuTa B

TecT Ha aHTUTENa

TM0BEPXHOCTHIA aHTHTEH TecT Ha aHTUreH

BMpyca renatura B

Bupyc renatura C TecTbl Ha HyKneuHoBble

KMCNOTbI M aHTUTENS"
B4 TecT Ha HYKNENHOBbIE KUCNOTbI
BMY-1 1 BUY-2'

Yenoseyeckuit T-kneTouHblit
numdoTpONHbIi BUpYC 11 2

Tect Ha aHTUTENa
TecT Ha aHTUTENa

Treponema pallidum Tect Ha aHTMTENA

(cudunuc)
Bupyc 3anapHoro Huna Tect Ha HyKneuHoBble KUCIOTbI

Ecnm TecT Ha aHTUTENa NoNOXTENbHBINA, TO NOATBEPAUTD
HanMu1e MHQEKLMM MOXHO MPU NOMOLLM MeTOZa BecTepH 610Ta
UNW peKOMOMHAHTHOTO MMMYHOOAOTTUHIA aHaN3a.

KpOBb OTCYTCTBYET. Pe3yc-NonoXuTeNbHbIM NaLy-
€HTaM MOXHO NepenuBaTh Kak pe3yc-nonoxuTeNb-
HYI0, TaK M pe3yc-0TpuLaTenbHyto KpoBb. MHoraa
3PUTPOLUTL  HEKOTOPBIX  PE3YC-NONOXUTENbHbBIX
Ntofieit cnabo pearvpylT Ha TUNUPOBaHME pes-
yc-daktopa (cnabbiii D, uan DY, nonoxuTenbHbil),
HO 3TV MW NO-NPEXHEMY CYUTATCS Pe3yc-no-
NOXUTENbHBIMM.

CKPMHWHT QHTUTEN Ha HEOXMULAHHbIE aHTUIPH-
TPOLMTApHbIE aHTUTENA MPOBOAMTCA HA OCHOBE
KPOBM MOTEHLMANbHBIX PELMTIMEHTOB M NpeHa-
TanbHO Ha MaTepuHcKux 0bpasuiax. HeoxmaaHHble
aHTM3PUTPOLMTApHbIE  aHTUTENA  CeuubuyHbl
NS 3PUTPOLMTAPHBIX aHTUreHoB, kpome A u B
(Hanpumep, Rhy(D), Kell (K), Duffy (Fy)). Baxnoe
3HauYeHWe UMEET PaHHSS AMArHOCTUKA, NOCKONbKY
TaKue aHTUTeNa MOTYT BbI3bIBATb CEPbE3HbIE TEMO-
MTMYECKUE PeAKLMW MpU NepenuBaHuAX KpoBu
WM TEMONMTUYECKYID 6ONE3Hb HOBOPOXAEHHBIX.
OHW TaKxe MOTYT 3HaYMTENbHO YCIOXHHUTb TECTU-
POBaHME HA COBMECTUMOCTb W OTCPOUMTH 3aKymKy
HeobX0aMMOit KpOBM.

[lnsi BbISBNEHNMS HEOXMZAHHBIX IPUTPOLMUTAP-
HbIX aHTWUTEN WMCMONb3YETCs HEMpSIMOM aHTUO-
OynuHOBbIA TecT (Henpsimoit Tect Kymbca). 3ot
TeCT MOXeT 6biTb MONOXKUTENbHBIM B ClTy4ae Mpu-
CYTCTBMS HEOXMAAHHOTO aHTUTENA rpynmnbl KPOBY
WM TIPUCYTCTBMS B aYTOUMMYHHOM TeMONUTMYe-
CKOW aHeMuu CBOBOAHOTO (He MPUCOEAMHEHHOTO

)

H
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Puc. 156-1. CoBMeCTUMbIE TUMbI 3PUTPOLIUTOB

K 3puTpOLMTaM) aHTUTena. PeareHT 3puTpounToB
CMELUMBAT C MNa3MOi MAW CbIBOPOTKOM Mauu-
€HTa, UHKYBMPYIOT, NPOMBIBAKOT, TECTUPYIOT C aH-
TWyenoBeyeckuM mMobynMHOM M HabmopaT 3a
arrnioTuHaumit. ObHapyxeHre aHTUTen onpegens-
€T ero CneumMuYHOCTb. 3HaHMe CreLmPuyHoCTU
aHTUTENa SIBNSETCS MONE3HBIM MPU OLEHKe ero
K/MHUYECKOTo 3HayeHus, BbIDOPe COBMeCTUMBbIX
rpynn KpOBW, @ TaKKe yNpaBieHUW remMonuThye-
CKOVi B0NEe3HbI0 HOBOPOXKAEHHBIX.

MpsMoe  aHTMINOGYIMHOBOE — TeCTMPOBaHWe
(mpsamoii Tect Kymbca) 0BHapyxuBaeT aHTUTena,
KOTOpble B €CTECTBEHHbIX YCTOBMSIX MOKPbIBAIOT
3PUTPOLIMTEI MalyueHTa. TeCTMpOBaHWe MCMonb3y-
€TCs,, KOTia NOLO03PEBAETCS MMMYHHBII reMomu3.
SpuTpounTbl 6ONBHOMO HAMpAMYK MCCAERYHT C
aHTMYenoBeyeckuM mMobynnHoM 1 HabmopatoT
armioTUHaumMio. MonokuTenbHbIA pe3ynstar npu
KOppensuuM ¢ KNMHUYECKMMM AaHHBIMU YKa3biBa-
€T Ha ayTOMMMYHHYIO FeMONUTUYECKYI0 aHEMMIO,
MEMKAMEHTO3HbIA  reMoNu3, TPaHCdY3MOHHYI0
PeaKUMIo MW reMoNUTHYeCKylo BonesHb HOBOPO-
KIOEHHBIX.

TUTPOBaHHe aHTUTeN MPOBOAMTCS, eC/U B NNa3Me
OepeMeHHO XeHLMHbI UKy BOMIbHOTO C XONOAHON
AYTOMMMYHHOW TEMOIUTUYECKON aHEMMEN NPUCYT-
CTBYHOT K/MHUYECKM 3HAUMMbIE HEOXWAAHHbIE aH-
TU3PUTPOLMTapHbIE aHTUTena. TUTp MaTepuHCKMX
aHTUTEN KOPPENMPYET C THKECTBI TeMONUTUYECKON
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60n1e3HM MU HECOBMECTUMOCTM MNOAA W YaCTO UC-
MO/b3yeTCs 1S Ha3HAYeHMs IeYeHNs Npu reMonu-
TUYeCKol HONe3HM HOBOPOXAEHHbIX (OBHOBPEMEH-
HO C YNbTPa3BYKOBbIM UCCIEZI0BAHNEM W U3yYEHUEM
AMHUOTUYECKOI KUAKOCTH).

MpoBeneHue Tecta MepeKpecTHOl CoBMe-
CTUMOCTM B [JOMOMHEHME K TUnMpoBaHuio ABO/
pe3yc-hakTopa M CKPUHMHTY aHTUTEN YBENWuM-
BaeT 0OHapyXeHWe HEeCOBMECTUMOCTM JMllb Ha
0,01%. Mo3atoMy MHorMe 60AbHMLLI NPOBOAST
Gonblle 3NMEKTPOHHBIX, YeM QU3MYeCKUX nepe-
KPECTHbIX MPO6 Y MaLMEHTOB C OTPULIATENbHBIMH
pe3ynbTaTaMu CKpUHUHTA aHTuTen. Mpu Hannumum
Y MaUMeHTa KJIMHUYECKM 3HAUUMbIX aHTUIPUTPO-
UMTAPHbIX aHTUTEN OHOPCKas KPOBb OrpaHuyeHa
M0 OTHOLIEHMIO K 103aM 3PUTPOLIMTAPHON MacChl,
OTPULATENBHO [N COOTBETCTBYHOIIETO aHTUIEHa;
nocienylolme TeCTbl Ha COBMECTUMOCTb MpPOBO-
LSTCS nyTeM 0ObeaMHEHMS MNa3Mbl PELUMUEHTa,
JIOHOPCKMX 3PUTPOLIMTOB W aHTMYENIOBEYECKOTO
rno6ynuHa. Mpu OTCYTCTBUM Y PELIMNUEHTA KNMHM-
YECKM 3HAUMMbIX aHTU3IPUTPOLIMTAPHBIX AHTUTEN
HEMEMIEHHbIA BUTOK MepeKpecTHO COBMECTU-
MOCTH, NPONYCKAIOWMIA aHTUINOBYNMHOBYIO da3y,
noateepxaaeT ABO cOBMeCTUMOCTb.

Ype3BblyaliHoe nepennBaHue KpoBH NPUMEHS-
€TCS B Uy4ae HEXBATKM BPEMEHM (KaK MpaBuio,
<60 MWH) ons npoBefeHMs TWATeNbHOMO TecTa
Ha COBMECTMMOCTb, MOTOMY YTO MALMEHT Haxo-
[MTCA B reMopparuyeckoM Loke. Ecim nossonser
Bpems (ans 310ro Heobxogumo okono 10 Muk), To
MpOBOAMTCS UCCNEN0BAHME HA ONpPeaeNeHme TMNa
ABO/Rh. Mpu upe3BblualiHbix 06CTOATENLCTBAX Ne-
penusatoT O TMR 3puTpouuToB, ecn ABO siBnsetca
HeonpeeneHHbIM, U Pe3yC-0TPULIATENbHYIO KPOBb,
€C/I1 Pe3yC He OnpeaeneH.

TUNMPOBaHME M CKPUHUHT MOTYT BbITb HEODXO-
[MMbl MpK 0BCTOSTENbCTBAX, KOTOPbIE BPSA W NO-
TpebytoT Nepen1BaHms, Hanpumep, Npy MIaHOBOJ
onepauuu. Kposb nauperta Tunupyetcs Ha ABO/
Rh aHTWreHbl M MPOXOAMT CKPUHUHT HA aHTUTENa.
Ecnu aHTUTENa OTCYTCTBYIOT, @ MaLMEHTY HeobXo-
[AMMO NepennBaHmne KpoBM, KOHKPETHbI Tun ABO/
Rh unn coBmectMble 3puUTpOLMTBI MOTYT BbITh
onpeneneHbl 6€3 aHTMroOyNMHOBbIA Basbl ne-
PEKpEeCTHO Npobbl HAa COBMECTUMOCTb. Ecnu mpu-
CYTCTBYIOT HEOXMUIAHHbIE aHTUTENa, TO TpebyeTca
npoBezeH1e MOSHOTO TECTUPOBAHMS.

MPOAYKTbI KPOBU

LlenbHas KpoBb CNOCOBCTBYET YNyLLIEHWHO KUC-
NIOPOAHOI EMKOCTU KPOBM, PacLuMpeHnio obbeMa
W 3aMeHe (aKTOPOB CBEPTbIBAHMS. PaHblue ee Ha-
3HauYanu npu cunbHoi kposonotepe. OfHaKo, no-
CKONbKY KOMMOHEHTHas Tepanus siensetcs bonee
3(QdeKTMBHON, B HacTosliee BpeMs TpaHcdy3uu
uenbHoi kposw B CLLIA He npumMeHstoTCS.

JpUTPOLMUTBI. IPUTPOLMTAPHAS MACCa ABNSET-
(5 KOMMOHEHTOM BbIbOpa B C1y4ae HeobxoaMMo-
CTV MOBBILLEHHUS YPOBHS reMornobuHa. Mokasaxus
N5t TPaHChy3uM 33BUCST OT COCTOHMS BOMBHOTO.
KucnopogHas eMKoCTb KpoBM MOXET BbiTb afek-
BATHOM W NPU COLEPXKaHMM reMornobuHa Ha YpoB-
He 7 1/n'y 300pOBbIX NtOAEN, HO TpaHCdy3uu moryT
ObiTb HeobXoauMbl 1 Npu Gonee BbICOKOM YPOBHE
reMorobuHa Y BObHBIX C NIErOYHO-CEPLEYHON
He[LOCTaTOYHOCTBI0 MM MPOAOMIKALMMCS KPO-
goteyenueM. OfHa 1033 3PUTPOLMTOB MOBbILIAET
ypoBeHb remornobuHa y B3pouioro 6oMbHOTO B
cpeaHeM Ha 1 r/an v ypoBeHb reMaTokpuTa Ha 3%
0T NpeaTpaHc(y3noHHOro YpoBHA. [lpyrue pac-
TBOPbI MOTYT UCMONb30BATHCS OAHOBPEMEHHO WK
Mo OTAENbHOCTY B ClTyuae, ecu TpebyeTcs ToNbKo
paclumpeHmre 06beMa KpoBM. 3aMOPOXEHHas IpH-
TPOLMTApHAS Macca NPUMEHSETCS PefKo Y 6onb-
HbIX, IMEIOLLMX MHOXECTBEHHbIE aHTUTENa rpynibl
KPOBM MM QHTUTENA K YaCTO BCTPEYAIOLLMMCS IpH-
TPOLMUTAPHBIM QHTUTEHaM.

OTMBbITble 3PUTPOLUTLI CBOBOAHbI MOYTH OT BCeX
U1e[10B NNA3Mbl, HO/bLIMHCTBA NEMKOLMTOB U TPOM-
6ouyToB. MX 00bIMHO Ha3HAYaKT OO/bHBIM, UMEtD-
WMAM TSHKENble PeakuMu Ha TPaHCPy3uio nnasmbl
(HanpuMep, TAxenas anneprus, NapoKCM3ManbHas
HOYHas reMornobuHypus Un uMMyHm3aums IgA). Y
|gA-MMMyHIM3MPOBaHHBIX BONbHbIX Haubonee npes-
MOYTUTENbHBIM BaPUAHTOM 1S TpaHChy3um Moxet
6bITb 3360p KPOBM Y JOHOPOB C AeduumTOM IgA.

JpUTPOLMTapHAs Macca C  NeiiKouMTapHOM
JLenneuyeit roTOBUTCS C MOMOLLBK CMELMaNbHbIX
OunbTpos, yaanstowmx >99,99% neiikouutos. Ee
Ha3HAYakT 6OMbHBIM C MepEHeCeHHbIMU HereMo-
amTdeckumn GebpunbHBIMU - TPAHCDY3UOHHBIMM
peakuuaMm1, npu 06MeHHbIX TpaHcdysusix, 6onb-
HbIM, HYXXI3I0OWMMCA B LIUTOMEranoBUpyCHEraTus-
HOW KPOBM NpU ee OTCYTCTBUM W ANsi NpefoTBpa-
LEHS TPOMOOLMTAPHON ANNOUMMYHU3ALIMMN.
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CBexesamMopoxeHHas nnasma. (Bexe-
3aMopoxeHHas nnasma (C3M1) sBgeTcs HeKoH-
LUEHTPUPOBAHHBIM UCTOYHUKOM BCeX (akTopos
CBEPTbIBaHMS, KpoMe TpoMbOUMTOB. [lokasaHus
Lns ee TpaHChy3uM BKMKOYAKOT KOPPEKLMIO KPO-
BOTEYEHMUS, BTOPUYHOTO K AeULMTY NAa3MeHHbIX
(aKTopoB, NPU KOTOPOM HEAOCTYMHO 3aMelleHue
cneundmyecknx  GakTopos,  MynbTUAKTOPHbIE
LedUUMTHbIE COCTOSHUS (HanpuMep, MacCUBHbIe
TpaHcdy3uu, AMCCEMMHMPOBAHHOE BHYTPUCOCY-
auctoe cseptbiBatue ([1BC), natonorus neyenw)
W nepeno3vpoBKy Bap(hapuHOM, XOTS MepBoo-
yepedHbIM BbIGOPOM JOMKeH 6ObiTb KOHLEHTPAT
npotpoMbuHoBoro Komnnekca. Mepenmsanue (311
MOXET MPUMEHATbCS B ZOMOSHEHUE K IPUTPOLM-
TAapHO Macce, KOrfa OTCYTCTBYET LieibHast KPOBb
[15i HeOHaTasbHOM 06MeHHOM TpaHcdy3uu. TpaHc-
Gy3un C3I1 He LOMKHBI NPUMEHSTLCS NS NPOCTO-
r0 paclumpeHus 06bema LMPKYIMPYIOLLEH KPOBM.

Kpuonpeuunurar. Kpronpeuunutar snset-
9 KOHLeHTpaToM, npurotoBasieMbiM 3 C3[1. Ka-
XOas 1033 KPUOMPELMNUTATA 0ObIYHO COLEpXKMT
okono 80 en daktopa VIII, daktop Bunnebpanaa
u okono 250 mr dmbpuHoreHa. OH Takxe comep-
xut ADAMTS13 (bepmeHT, sBnstowmiics Heno-
CTaTOYHbIM MPU  BPOXAEHHOM TPOMOOTMYECKON
TPOMOOLMTONEHNYECKO Myprype) GUOPOHEKTUH
u daktop XIII. XoTs u3HayanbHoO Kpuonpeumunutat
NpUMeHSNCa Ans neyenus remobunnm u bonesmu
Bunnebpanza, ceiiyac oH UCMONb3yeTcs elle 1 kak
UCTOYHMK QubpUHOreHa npyu octpoM [BC-cuhapo-
Me C KPOBOTEYEHMEM, NP IEYEHUN YPEMUUECKUX
KpOBOTEYEHHIA, B KapAMOXMPYPruM (GMOPUHOBBINA
Kneif), Mpu akyWwepeKuUX OCTOXHEHWSX, TakuX Kak
otcnoitka nnaueHtsl U HELLP-curapom (remonus,
MOBBILIEHNE MEYEHOUHbIX (DEPMEHTOB U HUM3KMIA
YpOBEHb TPOMOOLMTOB), Mpu PefkoM aeduuute
daktopa XIIl, korma KoHueHTpat Gaktopa XllI
HepocTyneH. B apyrux ciyuasix kpuonpeuunutar
MPUMEHSTLCA He [JOMIKEH.

JleiiKoumTbl. [PaHYNOLMTHI MOXHO nNepenu-
BaTb B C/Tyyae cencuca y 6onbHbIX C THKeNoii nep-
CUCTUpYIOLe HeldTponeruedd (nefikouuTol <500/
MKJ)NIpU OTCYTCTBUM NONOXUTENbHOM PeaKLum Ha
AHTMOMOTUKM. TpaHynoOUMTbI AOMKHBI ObiTb Nepe-
UTbI B TeYeHue 24 4acoB C MOMEHTA 3aroTOBKY,
OHAKO BbINOMHEHME HeobxoauMbix 0bCnesoBa-
Huit (BMY, renatutel, yenoBeyeckuit T-KneTouHbIA

AMMQOTPONHBIN BUPYC, CUPUINC) MOXET BbiTb He
OKOHYEHO K 3TOMY BpeMeHM. TpaHchy3un rpaHy-
NOUMTOB MCMOMB3YIOTC PEOKO M3-33 MpUMeHe-
HUSI COBPEMEHHbIX aHTUOMOTMKOB M MpenapaTtos,
CTUMYAMPYHOLLMX NPOU3BOACTBO PaHYNOLMTOB BO
BPEMS XUMUOTEPANUK.

UmMyHOrno6ynuHbI. Rh-ummyHornoby-
nmH - (Rhlg), BBOAWMBI BHYTPUMBILIEYHO MU
BHYTPMBEHHO, MPEAOTBPALLAET BO3HUKHOBEHME
MaTepuHckux Rh-aHTuten, Kotopble MoryT obpa-
30BaThCs MU QETOMATEPUHCKUX KPOBOTEUEHHSX.
(ranpapTHas fo3a BHyTpuMbiweyHoro Rhlg (300
MKT) BOMKHa ObiTb BBedeHa Rh-oTpuuatensHoit
MaTepu HeMemjieHHo nocne abopra wau popos
(KMBOTO MM MepTBOPOXAEHHOTO pebeHka), 3a
UCKNIOYEHMEM CTyyaeB, e pebeHoK SBAsETCH
Rhg(D) u D“oTpuuatensHbiM i CbiBOpoTKa Ma-
Tepu yxe cogepxut aHtu-Rhy(D). Mpu obveme
(eTomaTepuHcKkoro KpoBoteueHus bonee 30 mn
TpebytoTca bonblume A03bl Npenaparta. Mpu nogo-
3peHWUN Ha TaKoe KPOBOTEYEHWE OAHOBPEMEHHO C
onpegenexnem ero 0bbemMa B KauecTe CKPUHMH-
ra MPOBOAWTCS PO3ETOYHBIN TecT. Ecm pesynbrat
TecTa MONOXUTENbHBINA, TO BbINOMHSETCS KOMMYe-
CTBEHHbI TecT (Hanpumep, Knelixayapa-burke).
Rhlg Takxe ncnonb3yetcs npu neyeHnn UMMyHHON
TPOMOOUMTONEHUH (OH BBOAMTCS BHYTPUBEHHO).

[lpyrue MMMyHOrOBYAMHBI AOCTYMHbI 41 BTO-
PUYHOM NPOMUNAKTUKM Y MALMEHTOB, NOABEPralo-
LUMXCS BO3LEHCTBMIO PAfa MHEKUMOHHbIX 3a60-
NeBaHMIA, B T.u. LMTOMEranoBmpyca, renatuta A u B,
KopH, belLeHCTBa, pecn1paTopHO-CUHLMTUANBHOO
BMPYCa, KPaCHYXM, CTONBHSIKA M BETPSHOM OCMb.

TpombouuTbl. TPOMOOKOHLIEHTPAT NpUMeEHs-
eTCs ANA NpefoTBPALLEHNS PA3BUTUS KPOBOTeYe-
HWIA MpY aCUMNTOMATMYECKON TAKENoi Tpombo-
uuToneHun (konuyecto Tpomboumtos <10 000/
MKN), MpY KPOBOTEYEHWSX Y MALMEHTOB C MeHee
BbIDAXEHHOWM Tsxenol TpombouuTonenueld (ypo-
BeHb TpomboumTtoB <50 000/mkn); npu kpogoTe-
YeHusx y BonbHbIX C AuChyHKLMel TPOMOOLMTOB,
BbI3BAHHOW aHTMArperaHTamu, NP1 HOPMabHOM
KonuyecTse TPOMBOLMTOB B KPOBM; 6OMbHbIM, MO-
NYYAOLMM MACCUBHBIE MEPENUBAHNS, Bbi3bIBatO-
Wye OUTIOLMOHHY TPOMBOLMTONERWIO, M UHOTAA
nepes XMpypruyeckuM BMELLaTeNbCTBOM, 0COBeH-
HO C 3KCTPaKopmopanbHbIM KpOBOODpaLLeHMeM
6onblue 2 4 (KOTOpOE YacTo Bbi3bIBAET AUCHYHK-
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umio TpombouuTos). OgHa £03a TPOMOOLMTapHOTO
KOHLEHTpaTa YBENWMYMBAET KOMMYECTBO TPOMBO-
uuto npumepHo Ha 10 000/mkn. HopmanbHbii
remMocTas [OCTUraeTcsl npu ypoBHe TPOMBOLMTOB
okono 10 000/mkn y naumeHToB 6€3 oTArowak-
LWMX YCNOBMIA M MpU YPOBHE TPOMOOLIMTOB OKO/IO
50 000/Mkn y onepaumoHHbIX nauueHToB. o3To-
My B3poCoMy 601bHOMY 00bIYHO JOCTATOYHO 4-6
[103 TPOMBOKOHLIEHTPATa.

TpoMOOLMTAPHbIA KOHLEHTPAT 3aroTaBMBAKOT C
MOMOILIbIO CENapaTopoB KPOBH, KOTOpble COBMpaloT
TPOMOOUMTBI (MW Apyrue KNeTKu) U BO3BpaLLAeT
HEHY)XXHble KOMMOHEHTbI (HanpuMep, IpUTPOLIUTBI,
nnasmy) 4OHOPY. 3Ta NPoLeLypa, Ha3biBaeMas Liu-
Tadepe3, 0becneynBaeT 4OCTaTOUHOE KONMYECTBO
TPOMOOLMTOB OT OAHOTO JOHOPA (IKBMBANEHTHO
4- 6 oTaenbHbIM TPOMOOUMTApHBIM [03aM) Ans
TpaHcdy3un B3pociomy 6onbHoMy. Lintadepes 3a
CYET MMHMMM3ALMM PUCKA UHDEKLMOHHBIX M UM-
MYHHbIX OCTIOXXHEHWH, B ONpeaeNeHHbIX YCIOBUSX
ABNAETCS OONee MpeanoyTUTENbHBIM MO CPaBHe-
HUIO C TpaHCQY3MsIMM OT HECKOMbKMX [IOHOPOB.

HekoTopble 60/bHbIe MOTYT BbITb HEBOCTPUMM-
YMBbI K TPOMBOLMTAPHBIM TpaHCy3uaM, BOIMOX-
HO, M3-3a CEKBECTPALIMM B CENe3eHKe W MoTpe-
OneHus, BbI3BAHHOTO anioMMMyHu3aumeit HLA uau
cneundmryeckummu TpoMOOLMTAPHBIMM aHTUIEHa-
Mu. Takue BoNbHbIE MOTYT pearupoBaTh Ha TpaHC-
Gy3un TpOMOOLMTOB, MONYYEHHDBIX OT Pa3NMYHbIX
LOHOPOB  (NOCKOMbKY CYLIECTBYET BEPOSTHOCTb,
yTo Hekotopble 103bl byayT HLA-coBMeCTMMbI),
Ha TPOMOOLMTbI OT POACTBEHHUKOB M Ha ABO-/
HLA-coBmecTMble TpOMOOLMTLI. ANOMMMYyHM3a-
UMS MOXKET YMEHbLIATLCS MPU MoMoly TpaHchy-
31 TPOMOOKOHLIEHTPATa WM 3PUTPOLIUTAPHON
MacCbl NOCNE NEAKOLUMTAPHOI Aenneuyy.

Dpyrue npoayktbl. 06/1y4eHre KOMNOHEHTOB
KPOBM MCMOMb3YETCA As1 NPenoTBpalLEHNs pucka
BO3HWKHOBEHMSI PEaKUMM «TPAHCMAAHTAT NpoTMB
X03aMHay. [1peanpuHMManock MHOrO NOMbITOK pa3-
paboTaTb 3aMEHUTENN KPOBM, IPUMEHSS UHEPTHBIE
XMMuyeckue (Hanpumep, nepropyrnepospl) um
remMorniobuHOBbIE PacTBOPLI, COCOBHbIE NEpeHo-
C1Tb ¥ BocTaBnsTb O TKaHAM. XOTA Y 3TUX 3aMeHM-
Tenein reMornobuHa v bbina BO3MOXKHOCTb 0CTaB-
kn O7 K TKaHAM B C1y4ae Ype3BblYaitHoN cuTyaLmm,
HECKO/bKO KMHUYECKMX MCTbITaHWA NPOBANMNOCH
W3-33 POCTa CMEPTHOCTU M TKeNbIX Hebnaronpu-

STHbIX CEPAEYHO-COCYANCTIX PACCTPOMCTB (Hampu-
Mep, IMNOTOHHS). B HacTosiLLee BpeMS MOMbITKY Mo-
ly4aTb TPOMOOLMTBI U IPUTPOLIUTLI U3 Pa3NAYHbIX
WUCTOYHMKOB CTBO/IOBbIX KNETOK-MPEAWECTBEHHML
MPOAO/KAIOTCS.

Y NauUWeHTOB, NepPeHeCLIMX MUEN0ABNATUBHYIO
WM MUENOTOKCMYECKYIO TEparuio, reMonoathye-
CKMe KNETKU-NPeALIECTBEHHMLD (CTBONOBbIE KNIET-
Ku) OT ayTOMOrMYHbBIX WM ANOTEHHbIX OHOPOB
MOTyT BbiTb NEPENUTHI B KauecTBe Crocoba BoccTa-
HOBEHUS KPOBETBOPHOM (QYHKUMM (B YaCTHOCTH,
UMMYHHO# ByHKLMM).

TEXHUKA TPAHCOY3UH

BHUMAHME: neped Hauanom nepenusaHus
JO/MKHO BbiMb NOY4eHO Co2nacue NayueHma,
nposepeHsl bpaciem nayuesma ¢ HaHeceHHol
epynnoli Kposu U pe3yc-(akmopom, Imukemxu
eduUHUY Kposu U nposedeH mecm Ha coeMe-
cmumMocme. Heobxodumo bbime yeepeHHbIM, 4mo
OGHHbIL KOMNOHEHM npedHasHayeH 0AS peyu-
nuexma.

Mcnonb3oBaHme bl Homep 18 (uam bonblue)
NpefoTBPALLAET MeXaHUYeckue MOBPEXAEHUS W
remMonu3 3puTpoLuTOB. pu TpaHcdy3um Beex KoM-
MOHEHTOB KPOBM BCEra JOMKEH WUCMONb30BATLCA
CTaHAApTHbINA GunbTp. B KOHTelHep ¢ TpaHcdy3u-
pyemoil KpOBblO paspeluaetcs [06aBAATb TONKO
0,9% pactBop xnopuaa Hatpua. MNOTOHMYeCKue
pPACcTBOPbI BbI3bIBAIOT EMOM3 3IPUTPOLMTOB, a
KanbLWH, CORepXalLuiics B pacTBope PuHrepa, Mo-
KET BbI3BaTb 06Pa30BaHMe CrycTka.

TpaHcQy3us OfHOM [03bl MM KOMMOHEHTA
KPOBY [0/XHa ObiTh 3aBepLUEHa B TeyeHue 4 ua-
coB; bonee AnuTenbHble TPaHChy3uM NOBbILAKOT
puck baktepuanbHoro pocta. Mpu Heobxoammo-
CTW MedNeHHOM TpaHCdy3uu, Hanpumep B Cyyae
CEpAEYHON HELLOCTAaTOYHOCTU WAM TUNEPBOSEMMH,
[L03bl MOTYT ObiTb pa3feneHbl Ha Gonee menkue
AnnKBOTbI B 6aHKe kposu. [ns aetei 1 103a Kposu
JLOMmKHa BbiTb pazneneHa Ha Hebonbluue CTepunb-
Hble aNMKBOTbI, MCMONb3yeMble HECKONbKO AHEM,
TEM CaMbIM YMEHBLUASA PUCK UMMYHU3ALMM.

HeobxogmMMo  TilaTenbHoe HabmofeHue 3a
60/1bHbIM, 0C06EHHO B MepBble 15 MUHYT TpaHC-
(y3um, BKIKOYAA 3aNUCb TEMNEPATYPbI, apTepuanb-
HOTO ZaBNEHMS, MyNbCa M YacToTbl AbixaHus. Me-
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PUOAMYECKHIA KOHTPOMb MPOAOMKAETCA BO BPEMS
W nocne TpaHcdy3uu, B TeyeHWe BCEro nepuoaa
OLleHMBAETCS MOKA3aTeNb XUAKOCTH. bObHOTO He-
06X0MMO YKPbITb 1 COTPETH A5t IPEAOTBPALLEHMS
03H06a, KOTOpbI MOXET GbiTb pacLieHeH Kak pe-
akums Ha nepenuBanme. BbinonHeHe TpaHcQy3uii
HOYbIO HEXENATENbHO.

OCNOXHEHWA
MPU TPAHCDY3UN

Hanbonee pacnpoctpaHeHHbIMU TpaHCDY3MOH-

HbIMW OCNIOXKHEHUAMM SBNAIOTCA:
* peakuuy C 03HOOOM;
* (hebpunbHbIe HETEMONUTUYECKME PEAKLIMM.

Hanbonee cepbe3HbIMM OCIOXKHEHUSMM, UMEHO-
LM BbICOKMI NMOKa3aTeNlb CMEPTHOCTH, SIBASIOTCA:

* Neperpy3ka KpoBoobpalleHKs, Bbi3BaHHas ne-
pennBaHUEM;
* OCTPOE MOBPEXAEHUE NErKUX, CBSA3aHHOE C

TpaHcdy3uelt;

* 0CTpasi TeMOIMTMYECKAs peaKLus, 0BYCIIoBNEH-

Hast ABO-HeCOBMEeCTMMOCTbHO.

PaHHee pacrmo3HaBaHMe CUMMTOMOB TpaHCQy-
3WOHHOM peakLyMu W BbICTPOE M3BellleHne HaHka
KpoBM 06 3TOM AIBNSETCS 0YEHb BaXKHbIM MOMEH-
TOM. Hanbonee 4actbiMM CMMNTOMaMM ABASOTCS
03H00, NMXOpajika, OfbllIKa, TONOBOKPYXEHME,
KpanuBHMU@, 3y 1 60b. [py1 BO3HMKHOBEHUM XOTA
Bbl OZHOTO W3 3TMX CUMNTOMOB (KPOME I0KaNN30-
BAHHOI CbiNW W 3yfa) HEOOXOAMMO HeMEMNEHHO
MpeKpaTUTb NepenuBaHme, a BHYTPUBEHHOE BBe-
JIEHWE NPOAOMKNTL GU3MONOTUYECKUM PACTBOPOM
xnopuaa Hatpus. OCTaBLUIMECS KOMMOHEHTbI KPOBH
M Npoby KPOBM PELMMMEHTA C aHTUKOArYNSHTOM
CllenyeT HanpaBwTh B 6aHK KPOBM /1St NPOBEAEHNS
HeobxoauMoit npoBepku. [TPUMEYAHME: nepenu-
8aHUE CcNopHoli 0036l He oMKHO Bbimb nepesa-
NyweHo u He 00HHO BbiMb HAYAMO Nepenusa-
Hue 6ol paHee 8bi0aHHOU 003bl. [lanbHerwmne
TpaHcdy3umn HeobX0MMO OTNIOXNTb 110 BbIICHEHMS
MpHYMHbI peakunm. B ciyuae ecim TpaHcdysms He-
06X0/1MMa, MPUMEHSIETCA 3PUTPOLIMTapHa Macca
rpynnbl O pe3yc-0TpuLaTeNbHbIN.

[eMon13 3pUTPOLIMTOB IOHOPA WM PeLMnMEHTa
(obb14HO MepBoro) B xoae WM noute TpaHcdysuu
MOXeT ObiTb Bbi3BaH ABO/Rh-HecoBMecTMMOCTbio,
MNA3MEHHBIMKA AHTATENAMM WM TEMONU3MPOBaH-

HBIMU UM XPYNKAMM 3pUTPOLMTAMK (HanpuMep, OT
neperpeBaHus KPOBM, KOHTAKTa C TUMOTOHUYECKUMH
BHYTpUBEHHbIMM pacTBopamm). Hanbonee pacnpo-
CTPAHEHHBIM W TSXENbIM ABAAETCS FeMONK3, Koraa
HeCOBMEeCTMMble OHOPCKME 3PUTPOLUTBI reMou-
3WpYIOTCS aHTUTENaMKM MNa3Mbl peumnuenTa. femo-
NUTUYeCKas peakLmst MOXeT bbITb 0CTPOA (B Mpene-
nax 24 yacos) um otcpoyeHHoi (ot 1 1o 14 aHei).

Octpas remMonuTHYeCKas TpaHCY3UOH-
Haa peakuusa (OF'TP). Okono 20 yenosek exe-
rogHo ymupatot B CLUA ot ocTpoit reMonnTyeckon
TpaHcdy3uoHHo peakuumn. OcTpas reMoauTAe-
CKas TpaHCy3uOHHAA peakuus 0BbIYHO BO3HM-
KaeT OT B3aMMOLENCTBMS MAa3MEHHbIX aHTUTEN
PeUMNMEHTa C LOHOPCKMMM 3PUTPOLUTApHBIMHU
aHTureHamu.  ABO-HecoBMecTUMOCTb — siBNSieTCA
Hanbonee pacnpoCTpaHEHHOW MPUYMHOI OCTPOM
reMONUTUYECKON TPaHCPY3MOHHON peakumu. AH-
TUTeNa K ApYrMM TPYNMOBbIM aHTUreHam (kpome
ABQO) Takke MOryT BbI3BaTb OCTPYK TEMONUTU-
yeckylo TpaHchy3MoHHylo peakumto. Haubonee
YaCTON NPUYMHOI OCTPON TEMONUTUYECKON TPAHC-
(Y3MOHHOW  peakuuu SBNSETCS  HenpaBuibHas
MapKMpOBKa MW CMyTbIBaHWe NPOAYKTa KPOBM Ha
npeaTpaHcdy3uoHHOM 3Tane, a He nabopatopHas
ownbKa npu noadope KpoBMu.

[eMOnM3  SIBNAETCA  BHYTPUCOCYAMCTBIM, Bbl-
3bIBAOLLMM TeMOrNOBMHYPUI0 C OCTPOIl Mmoueuy-
HOI HELOCTAaTOYHOCTBIO PA3NMYHON CTeMeHu W
BO3MOXHbIM  [IBC-cMHApOMOM.  TaeCTb OCTpoM
reMONUTUYECKON TPaHCHY3MOHHOW peakumu 3a-
BMCHT OT CTeMeHu HecoBMeCTUMOCTH, KONMYecTBa
nepenuBaemMoii KpoBM, CKOPOCTM TpaHCdy3uu w
COXPaHeHMs QYHKLMM Mouek, NeveHn W cepaua.
OcTpas (asa 06bl4HO pa3BMBaeTCS B TeyeHue 1
yaca nocne Havana TpaHcty3uu, HO MOXeT npos-
BUTBCS W MO3XE B X0A€ TpaHCPy3um uam cpasy no-
e ee 3ageplueHus. Hauyano obblyHO BHE3aMHoe.
bonbHOM MOXET anoBatbCs Ha AMCKOMPOPT U
0ecnokoiCcTBO. MOXET BO3HUKHYTb ObILIKA, IMXO0-
pagka, 03H06, runepemMus iMua 1 cuabHas bonb B
nosicHyHo! 06nacTn. Bo3MoxHbl pa3suTme WoKa,
Bbi3biBatowero Cnabblii YacTblit NyNbC, XONOAHas
NMNKas KOXa, CHWXEeHWe apTepuanbHoro Aagne-
HU$, TOWHOTa M pBoTa. Mocne remonnsa Moxet
BO3HWKHYTb XENTyxa.

Ecm octpas remonmuTiYeckas TPAHCY3MOHHaS
peakumst BO3HWKAET y NauueHTa nof obueit ave-
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cTe3uelt, T0 eAMHCTBEHHbIMM CUMMTOMaMU MOTyT
ObITb TUMOTEH3MS, HEKOHTPONMPYEMOE KpOBOTEYe-
Hue 13 061acTv pa3pesa 1 UIM3NCTbIX, BbI3BaHHOE
pa3suTuem [1BC, unm TeMHbIN LBET MOYM, 00YCNOB-
NIEHHbI reMorno6uHypueit.

Mpu NOAO3PEHMM HA OCTPYIO FEMONUTUYECKYH
TpaHChY3MOHHYI0 peakLMio OfHMM M3 MepBbiX
LAroB SBNAETCS NPOBEpKA NepennBaeMoit KpoBu
M aHKEeTHbIX [aHHbIX 60nbHOrO. [MarHo3 nop-
TBEPXAAETCS ONpeaeneHneM reMornobuHa B Moye,
CbIBOPOTKM NAKTaTAErMAporeHasbl, buanpybuHa u
rantornobuHa. lpu BHYTPUCOCYANCTOM remMonuse
B Mna3Me KpOBM M MOYEe MOBLIWAETCA YPOBEHb
€B0bOAHOrO reMornobuHa; ypoBeHb rantornobuHa
0YeHb HU3KHIA. [MnepbunupybuHeMmus MOXeT pas-
BMTbCS NO3/HEE.

Mocne 3aBepuieHus OCTpoil dasbl MPOTHO3
3aBMCHT OT CTEMEeHM Pa3BMBLLENCS MOYEYHOM He-
[0CTaTOYHOCTH. [Inype3 u CHUXEeHUe YPOBHS MO-
4eBMHbI 0ObIYHO YKa3biBalOT Ha BOCCTAHOBNEHME.
MocTosHHas NoYeyHas HeROCTAaTOYHOCTb BCTPeYa-
eTCs peko. [LnnTenbHas 0NMrypus 1 LOK SBASKTCS
NNOXUMM NpU3HAKAMM.

Mpu NOAO3PEHMM HA OCTPYI0 FEMONUTUYECKYHD
TpaHChy3MOHHYI0 peakLyio Nepen1BaHme AOMKHO
ObiTb OCTAHOBNEHO M HayaTa MOAAEPXKMBAIOLIAS
Tepanus. Llenblo nepBOHauanbHOM Tepanuu §B-
NSETCA NOAAEPXKKA apTepManbHOrO AaBNEHMS M
MOYEYHOTO KPOBOTOKA, MyTeM BBEAEHWS BHYTPH-
BeHHo# uHdy3um 0,9% pactBopa xnopuaa Hatpus
¢ dbypocemmuaom. PactBop npuUMEHSETCS st TOTO
yTobbl A06MTbCA 0bbema auypesa 100 mn/u B
TeyeHue 24 yacos. HavanbHas no3a dypocemuaa
cocraenset 40-80 mr (1-2 mr/kry eteit) ¢ ysenu-
YeHueM f103bl 1S NOAAEPXKKM AMYpPe3a Ha YpOBHE
>100 mn/4 B NepBblii feHb.

AHTUTMNepTeH3MBHbIE  Mpenapatbl  AOMKHbI
NPUMEHSTLCA 0CTOPOXHO. [puMeHeHne npeccop-
HbIX MPenapaTtoB, CHUXAKOWMX MOYEYHbIA Kpo-
BOTOK (HanpuMep, afpeHanuH, HOPaAPeHaNuH,
BbICOKME [103bl A0NAMMHa), NPOTMBONOKA3aHo. Mpu
HeobX0aMMOCT/ NPUMEHEeHMs MPeCCopHbIX npena-
paToB BBOAMTCS JONAMUH B A03€ 2 SMKI/KI/MWH.

Heo6x0a1M0 Kak MOXHO CKOpee 0praHu30BaTh
ocMoTp 60/1bHOTO HedpooroM, 0C06EHHO MpU OT-
CYTCTBMM IMYPETUYECKOM peaKLum B TeyeHue 2-3
4acoB MOC/IE Hayana Tepanuu, YT0 MOXET yKasbl-
BaTb Ha Pa3BuTME OCTPOTo TyBYNAPHOro Hekpo3a. B

TakoM Clyyae NOCeAyLAs Tepanust pacTBOpOM
M OMypeTMKaMu MOXeT ObiTb MPOTMBOMOKa3aHa,
HeobX0aMM paHHWI auanms.

OTcpoueHHas remonuTHYeckas TpaHcdy-
3MOHHaA peakums. MHoraa y 60AbHOO, CeHCH-
OMAM3NUPOBAHHOTO K 3PUTPOLMTAPHBIM aHTUrEHaM,
HabMIOAAOTCA OYEHb HM3KMIA YPOBEHb aHTUTEN W
OTPULATENbHbIE  Pe3ynbTaThl  NpeaTpaHChy3uoH-
Horo o6cnenoBaHms. Mocne nepennBaHus 3pUTpo-
LIMTOB, HECYWMX 3TOT aHTUTEH, MOXET Pa3BMUTbCA
NEPBUYHBIA MM aHAMHECTUYECKMIA OTBET, KOTOPbIM
BbI3bIBAET OTCPOYEHHYID FEMOMMTUYECKYHD TPAHC-
(Y3MOHHYI0 peakLmio, He UMEIOLLLYI0 TaKuX Pe3KMX
MpOSIBNEHMIA, Kak OCTPasi reMOMTYeCKas TpaHcdy-
31OHHas peakums. Y 60/bHOrO MOryT OTCYTCTBOBATb
Kakue-nubo CMMNTOMbI MK MOABASIETCA HEOONbLIAS
Temneparypa. Taxenas CMMNTOMaTiKa BCTPeYaeTcs
peako. OBbIYHO MPOUCXOAMT pa3pylieHue mnepe-
NIMBAEMBIX 3PUTPOLMTOB (MMEOLUMX aHTUTEH), YTO
MPUBOAMT K CHWXEHWIO reMaTtokpuTa, HebonblLoMy
MOBbILEHWI0 KOHLEHTPALMK NaKTOAEraporeHasbl
u bunupybuHa. Baieacteue Toro, 4To 0TCPOYEHHAA
reMonuTMYeckas TpaHchy3moHHas peakLys 06bI4HO
MpoTeKaeT NErko W SIBNAETCA CaMOOrpaHWumMBalo-
LLEICS, OHA YaCTo He OnpefensieTcs M KIMHUYECKH
NpoABNSeTCS HEOOBACHUMbBIM CHUKEHMEM KOHLIEH-
Tpaumu remormobuHa. JleyeHne Taxenbix GopMm
peaKUMM aHaNoMMyHO NEYEHUK0 OCTPON reMONUTH-
YecKoii TpaHCOY3MOHHOI peaKLnu.

MebpunbHbie HereMoAMTHYECKHE TPaHC-
¢dy3nonHble peakuun. DebpunbHbie peakLmu
MOTYT BO3HWMKATb MpU OTCYTCTBMM reMonm3a. AHTH-
Tena, HanpaBneHHble MPOTUB NEMKOUMTAPHbIX aH-
TUreHoB cucTeMbl HLA npu Bcex 0CTanbHbIX COBMe-
CTUMbIX NapaMeTpax A0HOPCKO KPOBM, MOMYT ObiTb
OHOW M3 BO3MOXHbIX MPUYMH 3TOM peakumu. 3Ta
npuUyuHa SBNsieTC Haubonee pacnpoCTpaHEHHOM
y 607bHbIX, MOMYYAOLLIMX YaCTble reMoTpaHCdy3uu.
[lpyroit BO3MOXHOW NPUYMHOI ABNSKOTCA LIUTOKMHDI,
BbICBODOXIaEMbIE M3 IEVKOLMTOB BO BPEMS XpaHe-
Hu$, 0C0DEHHO B TDOMOOKOHLIEHTPATE.

KnuHuueckn GebpunbHas peakums nposienseT-
(S NOBbILEHMEM TEMNepaTypbl TeNna bonee yeM Ha
1 °C, 03H000M, MHOTZ@ FONIOBHOI HOMbIO 1 6ONbIO
B CnuHe. OQHOBpEMEHHble CUMMTOMbI annepru-
YecKoi peakuuu SBASKOTCS YacTbiMU. TaK Kak fu-
X0pajKa ¥ 03H0D TaKxKe COMpOBOXAAKT TSHKENble
reMoNUTMYECKKe TPaHChY3MOHHbIE peakumy, BCe
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naumeHTbl ¢ GebpuibHbIMM PeakLMAMK [OMKHbI
ObITb 06CN1EN0BAHDI KaK U NPW OCTPOIA reMOUTH-
4eckoi TpaHchy3MOHHOI peakumu.

bobWKMHCTBO QebpUbHBIX peakLuii yCnewwHo
NeYnTCs aLeTaMMHOMEHOM U Npu HEoBX0aMMOCTH
AMGEHrMapaMMHOM. BoNbHBIM MOXHO Ha3HauaTb
auetamMuHodeH nepes ApYrMMU TPAHCy3uaMM.
Ecnn y bonbHoro Habntonanock Gonee ogHow de-
OpWIbHON peakuuu, TO Nepes ClefyLUMK nepe-
NMBAHUAMU MOXHO NPUMEHSTb CMELLMANbHBIE MPO-
TUBONEAKOLMTApHbIE QUABTPbI. MHOTME KIMHUKK
WUCTONb3YHOT 3apaHee NPUroTOBAEHHbIE KOMMOHEH-
Tbl KPOBY C HU3KUM COLEPXaHWEM NEMKOLIUTOB.

Annepruyeckue peakumuu. Annepruveckas
PeaKLMsl Ha HeW3BECTHbIN KOMMOHEHT JOHOPCKOW
KpOBM SIBNSETCS PacnpOCTPaHeHHOW peakuuen
W BbI3bIBAETCA annepreHamu LOHOPCKOM Mnasmbl
(pexe aHTMTENaMU JOHOPA). 3TV peakumuu 0bbI4HO
npoTeKaloT B Nerkoit Gopme, ¢ BOHUKHOBEHMEM
CbIMK, OTeKa, MHOTAA CONPOBOXAAKOTCS TON0BOKPY-
KEHMEM W TONIOBHOM HO/IbHO B TEYEHME TpaHCDy3uu
WM cpasy nocie Hee. Yacto MoBbILWAETCS Temne-
paTypa. Pexxe BCTPeYaoTCS OAbILIKA, WYMHOE [bl-
XaHWe, HeiepkaHne MOUM U Kana, 4To yKasbiBaeT
Ha reHepanu30BaHHbIV CMa3M MafKoi MyckynaTy-
pbl. M3pesika BCTpeyaeTcs aHadunakcus, 0CobeHHo
Y peuunueHToB ¢ feduumutom IgA.

BONbHBIM € MepeHeceHHol annepruent U
MOCTTPaHCDY3MOHHON annepruyeckoii peakuuen
B aHaMHe3e MOXET Ha3HauaTbcs npodunaktuye-
CKOe BBElEHWE aHTWUIMCTAMMHHbBIX Mpenaparos
nepes HauanoM TpaHcdysum (Hanpumep, auden-
apamuH 50 Mr nepopanbHO MW BHYTPUBEHHO).
TPUMEYAHME: npenapamel HUKO20a Henb3s CMe-
wusame ¢ Kposbio. Mpu BO3HUKHOBEHUM annep-
TMYeCKoit peakLmu TpaHChy3us OCTaHABAMBAETCS.
Mp nNOMOWM AHTMTUCTAMUHHBIX MpenapaTos
(Hanpumep, udeHruapamMuH 50 Mr BHYTPUBEHHO)
06bIYHO YAAEeTCA KOHTPOAMPOBATb Tyl ChbiMb
W 3yn, M TPAHCPY3MA MOXET ObiTb MPOAOIKEHa.
OnHako npu yMepeHHO BbIPBKEHHbBIX PeaKLUAX
(reHepan130BaHHas KPanMBHMUA WX NErKo Bbl-
paXeHHbIA BpoHxocnasm) TpebyeTcs HasHauerue
ruapokopti3oHa (100-200 Mr BHyTpUBEHHO), a
npu TSHXENOW aHadunaKTMYeckoi peakumu Tpe-
OyeTcs [OMONHMUTENbHOE BBEAEHWE afpeHanuHa
0,5 mn B passenennn 1:1000 noakoxHo u 0,9%
(u3pacTBOpa BHYTPUBEHHO COBMECTHO C pacce-

JOBAHMEM MPUYMHBI PeaKkuun C BaHKOM KpOBM.
Mocnenytowme TpaHchy3uu He NpoBOASTCS A0
MOJIHOTO BbISCHEHMS NPUYUH. BOMbHBIE C BbIPaXEH-
HbIM ZeduumntoM |gA HYXIAKTCS B NepenuBaHuaX
OTMbITbIX 3PUTPOLIUTOB, OTMBITBIX TPOMOOLIMTOB W
nnasmbl ot lgA - BeduUMTHbIX JOHOPOB.

Meperpy3ka 06beMoM. 3HaueHue neperpys-
ki 06bEMOM HELOOLEHEHO U 3aHWKEHO, HEAABHO
OHa bbina npusHana FDA BTopoit camoii pacnpo-
CTPAHEHHO NPUYMHOM CMEPTH, CBA3AHHOM C nepe-
nuBaHuem kposu (20%). Buicokoe ocmoTuyeckoe
[LaBNeHve NpenapaToB KPOBM YBEIUYMBAET 06bEM
BHYTPUCOCYAMCTON XMAKOCTH, YTO MOXET MpuBe-
CT1 K neperpy3ke 06beMoM, 0C06eHHO Y 60MbHBIX,
YyBCTBUTENbHBIX K JAHHOMY (akTopy (Hanpumep,
npy CEPAEUHONM UAM MOYEYHOM HELOCTATOYHOCTH).
JpUTPOLUTaPHYI0 Maccy HeobxoauMo nepennBaTh
Me[IeHHO. bONbHOM JOMKEH HaXOAWTbCS MOJ Ha-
OntoaeHMeM, U NpyU BO3HMKHOBEHWUM MPU3HAKOB
CepAeyHol HefoCTaTOYHOCTH (OAblLLKa, XpUnioe
[ibIXaHue) TpaHcdy3us LoMmKHa ObiTb OCTAHOBIEHA
M HAYaTo NeYeHme CepLeyHON HeLOCTAaTOYHOCTH.

O6bIYHO Ha3HAYAKTCA AMYPETMKM, TakuMe Kak
dypocemup 20-40 mr BHyTpUBEHHO. [py Heobxo-
AMMOCTHM NepennBaHus 6oMblumx 06bEMOB NAa3Mbl
npu nepeno3uposke BapdapuHoM dypocemup
MOXET MPUMEHSTHCS OAHOBPEMEHHO C HayanoM
reMoTpaHcdy3um. bonbHble, MMeloLLMe BbICOKMA
pUCK Meperpy3ku 06bEMOM (MpU CepLeyHO Uim
MOYEYHON HEJOCTAaTOYHOCTH), MPOXOAST Mpodu-
NAKTU4ECKOE NeyeHne auypetukamu (hypocemug
20-40 Mr BHYTPMBEHHO).

Octpoe nopaxenue nerkux. (Bs3aHHoe C
TpaHcdy3meit 0CTpoe NOpaKeHMe Nerkux ABNSETCs
peakuM OCIOXHEHWEM M 00yCnoBneHo aHTW-HLA
W/MAM QHTUTPAHYNOLMTAPHBIMU aHTUTENAMK B f0-
HOPCKOV Mnasme, KOTopble arrMiTUHUPYIOT U fe-
TPaHYNWPYIOT FPaHYNOLMTLI PELUMMEHTA B NIETKMX.
Pa3BuBaeTCs OCTpbIli pecnMpaTopHbIi CUHAPOM, U
Ha peHTreHOrpamMMe Nerkux MpOsSBASIOTCA Xapak-
TepHble MPU3HaKM HEKAPAMOTEHHOMO OTeka fer-
KuX. ITO OCNOXHEHMe ABNAETCA BTOPO/ Haubonee
YacToi MPUYMHOI CMepTelt M3-3a reMoTpaHChy3uid
(45% cornacHo [LaHHbIM YnpaBnenus KOHTpons
NpOAYKTOB 1 NekapcTs). [lopaxeHue Bo3HukaeT B 1
u3 5000-10 000 cnyyaes. (nabo mam ymepeHHo
BbIPaXEHHbIE OCTPbIE NIErOYHbIE MOPAXEHHs, CBS-
3aHHble C NepennBaH1eM KPOBU, 06bIYHO MPOXOAAT
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He3aMeyeHHbIMU. [1poBefeHHe NOAAEPKHUBALOLLEN
Tepanuu 06bI4HO NPUBOMT K BbI3AOPOBIEHHI0 Oe3
JONTOCPOYHbIX NOCNeAcTBuid. Heobxoammo wn3be-
raTb NPUMEHEHMS AMypeTUKOoB. Cyyan MopaxeHus
JLOMKHbI ObITb 3aPErMCTPUPOBaHDI.

WU3meHeHHoe cpoacTBO K KMcnopoay. B
KpOBM, XpaHMMOi Bonee 7 [OHei, yMeHblUAeTcs
cofiepxaHue 3putpoumTaphoro 2,3-oudochoru-
uepara (J®r), a npu xpaneHuu bonee 10 aHelt oH
MOJHOCTbIO MCYE3aeT. ITO WUCYE3HOBEHME MpPUBO-
[T K NOBbILLeHHI0 cpoacTBa k 07 v 3aMesnseT ero
BbIMYCK B TKaHW. MIMetoTcs HeybeauTeNbHble AoKa-
3aTenbcTea, uto aeduumt 2,3-00T snsetcs ku-
HUYECKM 3HAUMMbIM, KDOME C/ly4aeB Nepenm1Banms
KPOBM Y ieTeH, y 6ONbHbIX CEPNIOBUAHOKNETOYHOM
aHeMuel C OCTPbIM KOPOHApHbIM CMHOPOMOM W
MHCYNBTOM, Y OTAENbHbIX BOMbHBIX C TKENON cep-
[IEYHOM HemocTaTouHoCTbio. [Mocne TpaHcdy3uu
3PUTPOLMTAPHOI MACcChl BOCCTaHOBAEHMe 2,3-A0T
npoucxoauT B TeueHue 12-24 yacos.

Peakuus «TpaHCNAAHTaT npOTHB XO-
3auHa» (PTNX) o6biuHo obycnosneHa nepe-
NMBAHMAMM  MPOAYKTOB  KPOBM,  COAEPXKaALLMX
MMMYHOKOMMETEHTHblE TUMbOLNTLI, 6ObHBIM C
uMMyHogeduupuToM. [loHopckue MIMMGOLNTLI aTa-
KytT TKaHW peumnmenTa. PTIX MHOrAa BO3HMKaeT
y 6O/bHbIX C HOPMaNbHBIM UMMYHUTETOM, ECIW OHU
noyYaloT KpoBb OT JOHOPOB (06bIYHO 6aM3KMe
POLCTBEHHUKM), SBASIOLLMXCS FOMO3UTOTHBIMU MO
HLA-rannotuny, ans Kotopbix 60nbHOW siBASETCA
reTepo3uroTHbIM. CUMMTOMbI M MPU3HAKK BKAKOYa-
10T IMXOPALKY, KOXHYH CbiMb (LLleHTPOOEXHO pac-
MpOCTpaHeHHas CbiMb CTAHOBUTCS IPUTPOLIEPMUEN
€ Bynnamu), TOLHOTY, BOASHUCTYIO M KPOBAHUCTYHO
Ivapeto, numbafeHonaTMio, NaHUMTONEHMI0, 06-
YCTIOBNEHHYI0 KOCTHOMO3rOBOW annasueid. Takxe
MOTYT BCTPEYATbCA JKENTyXa M MOBbILIEHWE aKTUB-
HOCTY NeyeHouHbIX GepMeHToB. PTIX BO3HMKaeT B
TeyeHue 4-30 oHeit nocne TpaHcdy3ui  amarHo-
CTMPYETCS Ha OCHOBAHMM KNMHUYECKMX MPU3HAKOB
M BUONCUM KOXM M KOCTHOTO MO3ra. JIeTanbHOCTb
npu PTNX npesbiwaer 90%, Tk. cneunduyeckoe
NEYEHHE OTCYTCTBYET.

MpenoTepatntb passutue PTIX MOXHO C no-
Molubto 0bnyyenms (nospexaas JHK moHopckux
MMQOLMTOB) BCex TpaHC(hy3MpyeMbix MpoaYKTOB
kpoBu. OHO MPOBOAUTCA Y PELMMMEHTOB C UMMY-
HOZEDUUMTHBIM COCTOSHMEM (Hanpumep, Y 6onb-

HbIX C HACIEACTBEHHBIMU UMMYHOAEDULMTHBIMU
CMHApPOMaMK, reMobnacTo3amu y 6onbHbIX, mony-
YMBLUMX TPAHCMNAHTALMIO rEMONO3ITUYECKMX CTBO-
NIOBbIX KNETOK, Y HOBOPOXAEHHbIX), @ TaKKe ecu
JLOHOP SBNISETCH POACTBEHHUKOM 1-I1 CTENeHu unu
npu TpaHcdy3um HLA-COBMECTUMbIX KOMMOHEH-
TOB, KDOME reMOM03TUYECKUX CTBONOBLIX KNETOK.
JleyeHre KOPTUKOCTEPOUAAMM U LPYTUMU UMMY-
HOZENPECCaHTaMK, B T.u. TEMU, KOTOPbIE UCTONb3Y-
H0TCA ANS TPAHCMNAHTALMA CONMAHBIX OPraHoB, He
ABNAETCS NOKa3aHUeM [/1s 06/1y4eHNs KpOBM.
OCI0XHEHHS MaCCUBHOFO nepenuBaHUA.
MaccuBHbIMM TPAHCQY3MAMM SBASIOTCS Nepenu-
BaHWs, NpoBeaeHHble 3a 24 yaca B obveMme, npe-
BBILLAMLLEM WM 3KBMBANEHTHOM OAHOMY 06beMy
kposu (Hanpumep, 10 po3 ana 70-kr B3pocnoro
6onbHoro). ECM naumneHT nonyyaer CraHAapTHYL
PeaHMMALMOHHYKD  MOPLMI0  3PUTPOLLUTAPHON
Maccol (KonnoMa) NAC KpUCTANNomME, (naktat uim
Ou3nonornyeckuit  pacTBop PuHrepa) B TakoMm
60nblLOM 0BbeMe, TO Na3MeHHble GaKTopbl CBep-
TbIBAHUS KPOBM W TPOMOOLMTOB PACcTBOPAIOTCS,
BbI3bIBAA KOAryNONATMIO (AWMOLMOHHAR Koaryno-
natms). 370 yXyAWaeT koarynonatuio notpebne-
Hu$, 0OYCNOBAEHHYI0 CEpbe3HON TPaBMOil (T.e. oT
06WMPHOrO aKTMBALMM KacKada CBEPTbIBAHMS),
W MPUBOAMT K NETanbHOMY COYeTaHuIo Tpex hak-
TOPOB: aUMA03, TUNOTEPMUS U KpOBOTEYeHHe. B
nocnefHee BPeMs AN MaCCUBHBIX MepenuBaHmit
6binu pa3paboTaHbl NPOTOKOIbI, B KOTOPbIX CBEXE-
3aMOpOXEeHHas Mna3Ma U TPOMBOLMTbI NepennBa-
H0TCA 3apaHee Npu peaHuMaLuy, etje 0o pasBuTUs
K0arynonatiu, BMECTO TOro YTobbl MbITaThCs «f0-
TOHATb NOTOM». Takue MpoTokosbl Gbiv mpoze-
MOHCTPUPOBAHbI Sl CHUXEHWS CMEPTHOCTH, XOTA
WfieanbHoe COOTHOLUEHME 3PUTPOLIMTOB, MA3MbI U
TPOMOOUMTOB BCe ele B CTaauu paspabotku. Pe-
KOMEHIALLMM 3aKNKOYAITCS B TOM, YTODbI 1aTh OHY
MOPUMI0 MNa3Mbl U OZMH KOHLEHTPAT TpoMboLu-
TOB /U151 KQXbIX [1BYX NOPLMIA KPOBM.
[MnoTepmus, 00YyCNOBNEHHAA ObICTPbIM  Ne-
peNMBaHMEM BONbLIOTD KOMMYECTBA  XONOAHOM
KPOBM, MOXET Bbi3BaTb apuUTMWIO MAW OCTPYIO
CEPAEYHYI0 HELLOCTATOUHOCTb. [MNOTEPMUIO MOXHO
npefoTBPaTMTh MU noMolLy 060pyLoBaHHMs Ans
OCTOPOXHOrO MOJOrpeBa  KpoBu. Mcnonb3osa-
HMe pyrux CnocoboB NOAOrpeBaHus (Hanpumep,
MWKPOBOJIHOBAS Meyb) MPOTMUBOMOKA3aHO M3-3a
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MOTEHLMANbHOI BO3MOXHOCTM MOBPEXAEHNS 3pu-
TPOLMTOB M reMonu3a.

LnTpatHast W kanueBas TOKCMYHOCTb 06bIYHO
He BO3HWKAIOT IAe MpY MACCUBHbIX TPAHChy3msX,
0HaKo 0063 B1AA TOKCUYHOCTM MOTYT YCUAMBATLCS
MpyY HanuuumM runoTepMuu. bonbHble C NeYeHoUHON
He10CTaTOYHOCTbI0 MOTYT UCMbITLIBATD TPYAHOCTH C
MeTaboM3MOM LuTpaTa. [MnoKanbLyueMmst BO3HM-
KaeT, Ho peaKo Hyxaaetcs B neverun (10 mn 10%
pactBopa riokoHata (a BHYTPUBEHHO pa3BoAsT
8 100 mn DsW, BBoautcs 6onee 10 MuH). Y Gonb-
HbIX C MOYEYHOM HELLOCTATOYHOCTbI0 MOXET UMETH
MECTO MOBbILIEHME YPOBHS Kanus npu nepenvsa-
HUM KPOBM CO CPOKOM XpaHeHrus bonee 1 Hepenu
(aKkymynsums Kanus B KpOBM, XpaHUMOii MeHee 1
Hezienu, 00bIYHO He3HauuTenbHa). MexaHuyeckui
reMou3 BO BpeMsi TpaHCQy3uu MOXET NPUBOLUTL
K MOBbILIEHMIO YPOBHS Kanus. [Mnokanuemmsi Mo-
KET BO3HMKATb Yepe3 24 yaca nocne TpaHcdysuu
CTapbIX 3puTpOUMTOB (BONee 3 Henenb XpaHerus),
KOTOpble aKKYMYIMPYIOT B Cebe Kanuit.

UHdeKkumoHHble ocnoxHeHus. baktepuans-
Has KOHTAMWHALMS NaKETUPOBAHHBIX 3PUTPOLM-
TOB BO3HMKAeT peako M obycnoBneHa Hecobnto-
LeHWeM NpaBuA acenTuku npyu 3abope KpoBM Mu
TPaH3UTOPHON aCMMMTOMATUYECKOH [LOHOPCKOM
baktepuemuert. OxnaxaeHue 3pUTPOLMUTAPHON
Maccbl 06bIMHO OrpaHMumMBaeT BakTepuanbHbId
POCT, 33 UCKKOYEHUEM KPUODHUbHBIX OPraHU3MOB,
Takux kak Yersinia sp, KoTopble MOTYT NpoW3BO-
LMTb OMacHbIA YpOBEHb 3HAOTOKCMHA. Bce mo3bi
3PUTPOLIUTOB JOMKHbI EXEeLHEBHO MpOBEPATLCS
nepes BbldAueil Ha NpeaMeT BO3MOXHOrO bHakTe-
PUaNIbHOTO POCTA, HA YTO YKa3blBaeT M3MeHeHue
uBeta npenapara. [1ockoabky TPOMOOLMTAapHbIA
KOHLHTPAT XPaHWTCS NP1 KOMHATHO! TemMnepary-
pe, OH MMeeT NOBbILIEHHBIA PUCK DaKTepUANbHOMO
pOCTa ¥ MPOAYKLMM SHOAOTOKCMHA B CTy4asiX KOH-
TamMuHauMW. [Ins MMHMMM3auMM BakTepuanbHoro
pOCTa CPOK XPaHEeHWst OrpaHUYMBAIOT MATHIO [HSI-
M. Puck 6akTepuanbHoi KOHTaMMHALMK TpOM-
bountoB coctasnset 1:2500. Mostomy Tpombo-
KOHLEHTpaT perynspHo TeCTUpyeTcst Ha Hanuuue
bakTepuit.

WHorpa cudunuc nepenaetcs yepes CBEXYH
KpOBb WX TpOMBOLMTLI. XpaHeHue kposu Bonee
96 yacos npu Temnepartype 4-10 °C yHuuToxaer
cnvpoxeTbl. XoTs QenepanbHble HOpMbI Tpeby-

0T CeposorMYeckoro TeCTUPOBaHMS [IOHOPCKOM
KpOBM Ha cuOUAMC, MHOMUMPOBAHHbIE [OHOPSI
ABNAITCA CEPOHEraTMBHBIMM HA PaHHUX CTAAUAX
6onesHu. Y peumnueHToB MHOUUMPOBAHHOI KPOBH
MOXET BO3HUKHYTb XapaKTepHas BTOPUYHAS CbiMlb.

[enaTuTbl MOTYT BO3HMKATb NOCTE NepenuBaHus
Nto60ro KOMMOHEHTA KPOBY. PUCK yMEHbLLIAETCS Mpu
MOMOLLY BMPYCHOM MHAKTMBALWMM MPU HarpeBaHmMu
CbIBOPOTOYHOTO a/bOYMUHA W MNa3MeHHbIX NpoTe-
WMHOB 1 NPY MCTO/b30BaHMM PEKOMOUHAHTHBIX KOH-
LieHTpatoB (hakTOpoB CBEPTbIBaHMS. TeCTMPOBaHMe
Ha renatuT TpebyeTcs Ans BCeit JOHOPCKOM KpoBH
(rabn. 156-2). Puck Bo3HMKHOBEHMS renatuta B
coctasnget 1:200 000, renatuta C 1:1,5 mnH. M3-3a
KPaTKOBPEMEHHOM BMpeEMMYECKoit Basbl U conyT-
CTBYIOLUMX KJMHWAYECKUX MPOSBNEHWH, NpeaoTBpa-
WAKOWMX CLAYy KPOBH, renatut A (MHDEKLMOHHBIN
renatuT) He ABNAETCS YaCTOH NPUYMHON renaTuTos,
BO3HMKLIMX W3-33 NEpeNM1BaHMS.

BUY-undekums 8 CLLIA nouTv nonHocTbio npen-
crasneHa BMY-1, xots ciyyan BUY-2 Takke Bbisbl-
BaloT HECOKOMCTBO. TeCTUPOBAHME Ha aHTMTENA K
060MM BMpycaM SBNSETCS 0053aTeNbHbIM. Takxe
TpebyeTcs TeCTUpOBaHME HYKNEWUHOBOH KUCIOTHI
Ha aHTureH BMY-1, Tak xe kak u BUY-1 p24 aHTu-
reH. [lonoHuUTeNbHO IOHOPOB KPOBYM paccrpalum-
BalOT 06 06PA3e XM3HM, KOTOPbII MOXET NPUBECTH
K BbICOKOMY pHCKy 3apaxeHust BUY-uHdekumeii.
BMY-0 He wpeHTMOMUMPOBAH Cpeoy [OHOPOB
kpoBu. Puck 3apaxenus BMY npu nepenusaqum
coctasnset 1:2,6 MIH.

Untomeranosupyc (LIMB) MoxeT nepenasatbcs
yepes NIeMKoLMTbI NepennBaeMoit Kposu. Bupyc He
MepefiaeTcs Yepe3 CBEXE3aMOPOXEHHYIO Ma3Mmy.
TaK KaK BUPYC He Bbi3bIBaeT 3ab0eBaHus y peLy-
MUEHTOB C HOPMa/bHbIM MMMYHUTETOM, PYTUHHOE
TECTMPOBAHWE aHTUTEN B [IOHOPCKOW KPOBM He
Tpebyetcs. OngHako LIMB MoxeT Bbi3bIBaTb Tsxe-
Noe UM cMepTenbHOe 3aboneBaHne y UMMYHOCY-
MpeccuBHbIX 60/bHbIX, KOTOPbIE AOMKHBI MONYYaTh
LIMB-oTpuuaTensHble MpoayKTbl KPOBM OT [OHO-
POB, He uMetoLnx aHTuTen K LIMB, uan Heobxoau-
MO MpOBOAMTb yaANeHUe NENKOLIMTOB M3 KPOBMU C
MoMOlLibto GUALTPOB.

Yenoseueckuit  T-knetouHbid  aumdotpon-
Hblit Bupyc | Tuna (HTLV-I), koTopbiit MoxeT 6biTb
npuunHoit  T-knetouHoit  nMMAOMbI/neliko3a Yy
B3pocnblx, HTLV-1-BbI3BaHHOM MMenonatuu, Tpo-



1789

Tnasa 156. TpaHcdysuOHHas MeaHLMHA

MUYECKOTO CMACTUYeCKoro napanapesa, Bbi3biBaeT
MOCTTPaHCDY3MOHHYI0 CEPOKOHBEPCHIO Y HEKOTO-
pbix 60/1bHbIX. BCE AOHOPLI KPOBM TECTUPYIOTCA Ha
aHtutena K HTLV-1 u HTLV-II. Puck noxHootpuua-
TENbHOMO pe3ynbTata Mpu TECTMPOBAHWM [IOHOP-
ckou kposu coctasnset 1 k 641 000.

Xots nepenava bonestu Kpeitudenbara-koba
HUKOrfa He Gbina 3aperucTpupoBaHa Mpu TpaHc-
Dy3msix, TekylLas npakTMKa NpensTCcTByeT AOHALMM
KPOBM ILIaM, NONy4aBLIMM TOPMOH POCTa YesioBe-
YeCKOro MpOMCXOXIEHHS, TPAHCMNAHTAT TBEPAON
MO3roBOM 000/I0YKM WA YfIEHbI CEMEN KOTOPbIX
6onbHbl bonesHblo Kpeiiudenbara-koba. Hosbii
BapuaHT 6onesnu Kpeiiudenbara-Skoba (6onestb
KOpOBbEro BeLeHCTBa) He NepeaaeTcs npu nepe-
nMBaHUM KpoBu. OHAKO AOHOPbI, KOTOpbIE NPOBE-
/M 3HauMTeNbHOE BpeMs B Benmkobputanum u He-
KOTOPbIX YacTax EBporibl, BpEMEHHO OTCTpaHsHoTCA
OT Ciaum kpoBw (Tabn. 156-1).

Manspust Nerko nepefaeTcss yepes MHOULM-
pOBaHHble 3PUTPOLMTHI. MHOMME [OHOpbI He Mo-
[I03pEBAIOT, YTO OHU MHOMLMPOBAHbI Manspue,
KOTOpas MOXET MpoTekaTb NAaTEHTHO W Mepefa-
BaTbCs B TeyeHne 10-15 net. XpaHeHue KpoBu He
npenoTBpallaeT nepenayn Bo30yauTens Mansapuu.
Bo3MOXHbIX [OHOPOB HEOOXOZMMO OMPOCUTb O
ManSpuy, a Takke O MOCEWEHUM PErvoHOB, rie
BO3MOXHO 3apaxeHue. [loHOpbI, KOTOpble mnepe-
HECM Manspuio MW SBAAKOTCS MMMUTPAHTaMK
WM TP IaHaMM M3 SHOEMMUYHBIX CTPaH, NOyYaoT
OTBOJL OT JIOHOPCTBA Ha 3 roda. Jluuam, nyTele-
CTBYIOLMM MO 3HAEMMUYHBIM CTPaHaM, OTKa3blBaKOT
B [OHaLWMM KPOBM B TeyeHue 1 ropa.

babe3no3 pefiko nepeaaetcs npyu TpaHcdy3msx.

TEPANEBTUYECKUHA ADEPE3

TepaneBTuyeckuit adepe3 BKIOYAET MnaMa-
depe3 1 umuTadepes, kotopble 06bIYHO SABASOTCS
[OMYCTUMBIMM NS 310POBbIX AOHOPOB. OfHaKo
UMEETCs MHOXECTBO HEBOMbLWMX M HECKObKO
KPYMHbIX PUCKOB. YCTaHOBKA BHYTPUBEHHbIX KaTe-
TepoB, HeobxoaMMbIX Ans NpoBefeHus adepesa,
MOXET BbI3blBaTb OC/IOXHEHMS (KPOBOTEYEHHE, UH-
deKuuu, NHeBMoTOpaKc). LuTpaTHbIi aHTUKoary-
NAHT MOXET CHWKATb COAEPXaHUE MOHW3UPOBAH-
HOTO KanbLust B CbIBOPOTKE. 3aMeLLEHME Ma3Mbl
KPOBM HEKOTOMAHBIMU PACcTBOPaMM (Hampumep,

(OW3MONOTMYECKUM PACcTBOPOM) NPUBOAMT K Mepe-
MELLIEHHIO XMAKOCTM BO BHECOCYAMCTOE NPOCTPaH-
cTB0. KonnonaHele pactopsl He 3amelwaiot 1gG v
(aKTopbl CBEPTHIBAHMS.

BOMbWMHCTBO OCNIOXHEHMIA MOXHO KOHTPONU-
pOBaTh MPW MOMOLLM MPUCTANbHOTO HabMOAEHHS
33 COCTOsHMEM 60/bHOMO M MpOBENEHMS Heob-
XOOUMbIX Tpouenyp. XoTa MHOrA M BO3HMKAKT
HEKOTOpbIe TAXENblE PEAKLIMM U OTAENbHbIE CMEp-
TeNbHble ClTy4au.

06MeH nnasMoM. TepaneBTMYECKMA nnas-
Mabepe3 ymanserT nnaMeHHble KOMMOHEHTbI W3
kposu. Cenapatop KNeToK KpoBM yaanser nnasmy
60/IbHOTO M BO3BPALLAET IPUTPOLUTLI M TPOMOOLIU-
Tbl MW MNa3MO3aMELLAIOWME PACTBOPbI; 1S 3TOM
uenn 5% anbbymuH sBnseTcA bonee npeanoyTy-
TEbHbIM, YeM CBEXE3aMOPOXEHHas nnasMa (3a
MUCKNKYeHMEM BOMbHbIX C TPOMBOTUYECKOI TPOM-
6OLMTONEHMYECKON NYpMypONd), T.K. OH BbI3bIBAET
MeHblLe TpaHCPY3MOHHBIX PeakLMi U He nepeHo-
ot uHdekumu. TepaneBTuueckuii nnasmadepes
MMEET CXOACTBO C AMAnU30M, HO B [IONONHEHME
KO BCEMy CMOCOOEH yaansTb NPOTEMHCBA3aHHbIE
ToKCuyeckue cybcraHummn. ObMeH ogHoro obbeMa
nnasmbl youpaet okono 66% Takmux KOMMOHEHTOB.

[lna  MakcuManbHoi  nonb3bl  nnasmadepes
HeobXooMMO MCMOoNb30BaThb MpU 3aD0NEBAHUSX,
KOrla nna3Ma COAEPXKMT M3BECTHbIE MATOTEHHbIE
cybctaHumm M nnasmadepes MOXET yoansTb 3Tu
cybCTaHuMM ObICTPEE, YeM OpraHu3M MpOU3BOANT
ux. Hanpumep, npu BbICTPONPOrpeccupytolLmX ay-
TOMMMYHHbIX 3a60n1eBaHMsAX nna3Madepes MoxeT
MPUMEHSTLCA 1S yOANeHUs BPEAHbIX Mia3MeH-
HbIX KOMMOHEHTOB (HanpuMep, KpUOrIobynuHbI,
aHTUITIOMEPYNAPHbIE aHTUTENa), B TO BPEMS Kak
MMMYHOCYNPECCUBHBIE UM LIUTOTOKCMYECKME Mpe-
naparbl HapyLakT UX NPOMU3BOACTBO.

CylwecTByeT OrpoMHOe KOMMYECTBO MOKa3aHwi
Ans nnasMadepesa (tabn. 156-3). Yactora nnas-
Madepe3a, 06beM ynaneHHoW nnasMbl, TUM 3aMe-
LAIOLLLEr0 PacTBOpa M AAPYr1e NapaMeTpbl UHANBK-
[yanbHbl. JIANONPOTEMHOBLIA XONECTEPUH HU3KOIA
MNOTHOCTY MOXHO YHaNMTb MpW MOMOLWM Mnas-
Madbepesa C HedaBHO MPEMJIOKEHHBIM WHCTPY-
MeHTanbHbIM MeTOfOM dunbtpaumn. OCNoXHeH!s
nocie nnasMadepesa CxomHbl C OCNOXHEHUAMM
TepaneBTHyeckoro Uutadepesa. Mokasanus ans
nnasMadepesa [alTCA B COOTBETCTBMM C PEKO-
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TAB/1.156-3.MOKA3AHWUA AN NNA3MAGEPE3A B COOTBETCTBUU C PEKOMEHAALUAMU
AMEPUKAHCKOTO OBILLECTBA AQEPE3A U TPAHCOY3UOHHOH MESHLUHDI

KATEFOPUA

|. MpuHaTa B Kavectse
nepBoCTeneHHol
Tepanuu posoaunTcs
0noCPefoBaHHO MM
COBMECTHO C pyTUM
NleveHnem

1. Mpoeaexue
BTOPMYHOW Tepanum,
0noCpefoBaHHoi i
COBMECTHO C ApYTUMU
NeYenms

OnTumanbHag ponb
adepe3a He yCTaHOoB-
NeHa, peLlerue LOMKHO
6bITb MHANBMAYANbHbIM
(NOATBEPXKAEHHbIM
3KCMepTHbIM COBETOM
OpraHu3aumu)

NNA3MA®EPE3

ALA-onocpezi0BaHHbIi 6bICTPO pa3BuBaloLLMIACA roMepyno-
HedpwT (rpaHynemaro3 BereHepa), HaxoAslUmiACA B Amanuse
nm ¢ aUGhY3HBIMU ANbBEONSPHDIMU KPOBOM3USHUAMM
3abonesame aHTUINOMEPYNAPHbIX aHTUTEN 6a3anbHOA MeM-
6paHbl (cuHapoM lyanacyepa), HaXoAALLMXCS B AMANU3e UM C
NOGY3HbIMU aNbBEONAPHBIMU KPOBOU3NUSHUSAMH
XpOHuyeckas BOCManUTENbHAs AeMUENMHU3MPYIOLLAs Noanpa-
IMKyNOHeBpONaTUs

Tspkenast dopMa KpuornobynuHemMun

PeuanBupytoLLmit 04aroBbIi CerMeHTapHbIA rnoMepyno-
CKnepo3

Curppom TnileHa-bappe

[eMOnUTUKO-ypeMUIeckuit CUHAPOM, aTUMMYHbIA BCTEACTBME
ayToaHTuTen K haktopy H

[oBblleHHas BS3KOCTb NPU MOHOKNOHANbHOM raMManaTuu
Muacrenms

PANDAS (neauarpuyeckoe ayTouMMyHHOE HEpPBHO-NCH-
XMYeCKOe PacCTpOACTBO, CBA3aHHOE CO CTPEMTOKOKKOBOM
nHdeKumeit)

Mapanpotenxemuyeckas nonmHeiiponatua ¢ 1gG / 1gA, IgM (c
unu 6e3 makpornobynmHemnn Banbaercrpema)
OnocpenoBaHHOE OT aHTUTEN OTTOPXEHME NP MOYEUHOI
TPpaHCMAAHTaLMK

Xopes CuneHxalima

TpomboTnyeckas TpoMbouuTONEHUYEeCKas nypnypa
MonnmeHocHas 6onesHb Bunbcona

ABO-HecoBMeCTUMble CTBOIOBbIE KNETKM UM Nepecanka
noyKm (nonyyarens)

AHemus, UCTUHHAA 3pUTPOLIMTApHaR annasmusa
Katactpoduueckuit aHTGochonUnuaHblit CUHAPOM
AyTOVIMMyHHaFI remMonnuTHyeckas aHeMus, XonoaHole Gonesnu
ArMOTUHWHOB (ONACHI ANS KM3HM)
[eMOnUTUKO-ypeMUyecKuit CUHAPOM BCIEACTBUE MyTaLym
reHafononHaolLero hakropa

Cunppom Jlambepra-MroHa

OcTpbIit paccesHHbIl CKNepo3, He pearupyioT Ha KOPTUKO-
cTeponabl

Mwuenoma (muToit HeponaTus)

Neuromyelitis optica

bonesHb HakonneHus GuTMHOBOW kucnoTbl (6onesHb Pedicyma)
JHuedanut PacmycceHa

AnnonMMyHM3aLMS KpaCHBIX KNeTok BO BpeMs bepeMeHHOCTH
(mocTynHo nepes, BHYTPUYTPOBHBIM NepenvBaHuem)
TpaHCnAAHTaLM NOYKH, AECEHCMBMAM3ALIMS (KMBOTO AOHOPa B
CBA3M CO Cneupduyieckmi foHopckumm HLA aHTUTenamm)
Taxxenas GopMa KpacHoit BoNYaHK (HanpuMep, aHLedanur,
nGdy3HbIiA aNbBEONAPHOTO KPOBOU3NUAHMS)

Octpad neyeHoyHas HeA0CTaTOuHOCTb

Annactnyeckas aHemus

Tennas ayToUMMyHHas reMONUTUYECKAS aHEMUS
[lunataunonHas kapaomuonatus (knacc Il k IV Hmo-l?lopK-
CKOJA KApANONOTMYECKO accoLmaLmm)

OTTOpXeHMs TpaHCNAaHTaTa CepAua (ONoCpesoBaHHblil
aHTUTeNamm)

HacnencTaeHHbIl reMoxpomaTo3

MHOXeCTBEHHaAA MUenoMa C nonuHeliponaTueit
PaccesiHHbIi Cknepo3 (MporpeccuBHbii)
[1apaHeonnacTu4eckuit HeBPONOTUYECKHIA CUHAPOM
MoctTpaHcy3nonHas nypnypa

TporpeccupytoLmii CUCTEMHbIV Cknepo3
TUpeoTOKCHYeCKMit kpu3

LUUTADEPE3

babe3no3, Taxenas Gopma: 0bMeH
3pUTPOLUTAMM

KoxHas T-knetouHas nmMgoma, 3puT-
pozepmuyeckas: hotodepes
CemeitHas runepxonectepuHemMms
(roMO3uroTbl): BCacblBaHue MNULOB
OTTOpKEHMS TpaHCNNaHTaTa cepaua
(npodunaktika): dotodepes
[MnepnenkoLMTO3 C NEHKOCTA3OM:
neiikopenneums

3aboneBaHue CeproBMAHON KNETKM
C OCTPbIM UHCYNLTOM: OGMEH 3pHTPO-
uMTaMmu

Kpuornobynuxemus, Bbi3aHHas
renatutom C: uMMyHoabcopbLus
CeMeitHas runepxonectepuHeMus
(reTepo3uroThl): BcacblBaHue MMUA0B
KoxHble PTIX: dotodepes
OTTOpEHMe TpaHCMNaHTaTa (eveHus)
cepaua um nerkux: dotodepes
BocnanutenbHble 3a601eBaHMA Kuwey-
HUKa: 3fCOpOLMOHHbIA LTadepe3

Taxenas GopMa Manapuu: 06meH
3pUTPOLUTAMM

PedpakTopHbIi PEBMATOMAHBIA ApTPUT:
UMMyHOabCopoLMA

3aboneBaHus CepnoBUAHON KNETKM C
OCTPbIM TPYAHbIM CUHAPOMOM: 0BMeH
3pUTPOLUTAMM

CuMNTOMaTMYeCKui TPOMBOLMTO3:
nenneuus TpoMbounTos

MHrmbuTopbl hakTopa CBEpPTbIBAHMS
KpoBu: UMMyHOAbcopbLMS
He3putpozepmuyeckas koxHas T-kne-
TOYHas MMMQoMa: neiikopenneus
HekoxHbie PTIX: Gotodepes
O6bIKHOBEHHAA My3bIpyaTKa:
dototope3

MCTMHHAs NoMMUMTEMUS UK IPUTPOLY-
T03: leNNELMs IPUTPOLMTOB
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KATEroPUa

IV. Ony6nuKkoBaHHble
JaHHble YKa3blBaKT Ha

CucTeMHbIl aMunonao3

HeahheKTMBHOCTb UM | PeaHUMaLst NP OXOTOBOM LUOKe
Bpez 0T NpoBeaeHus MHrubuTOpbI GakTopa cBepTbIBaHUS
adepesa [lepMatoMuo3uT UM NOAMMUO3UT

NNA3MA®EPE3

AmuoTpoduueckuit natepanbHblit cknepos

UUTAGEPE3

ﬂ,epMaTOMMO3I/IT WU NONUMUO3UT.
neitkadepe3s
BHYTpHKNeTOUHbIA MUO3WT: Nelikadepe3

TUNWYHBIA MM CBA3AHHBIA C AMapeeil reMONUTUKO-ypeMuye-

CKWiA CMHOPOM

MMMyHHas TpomBowvTOneHudeckas nypnypa

BHYTPMKNETOUHbIA MMO3MT
06bIKHOBEHHAA Ny3blpyaTka

POEMS (nnckpasus nnasmeHHbIX KNETOK € noauHeliponatueit,
opraHoMeranueii, 3HA0KPUHONATUEN, MOHOK/IOHa/IbHBIMU

GeNKaMn 1 U3MEHEHMAMM KOXH)
Mcopuas

PeBMatonaHblit apTput
Cunppom Cruddmana

ALLA - aHTUHeHTPOHUAbHbIE LUTONNA3MUYECKME aHTUTEN].

[lanHble u3 Szczepiorkowski ZM, Winters JL, Bandarenko N, et al : Guidelines on the use of therapeutic apheresis in clinical practice:
evidence-based approach from the apheresis applications committee of the American Society for ApheresisJournal of Clinical

Apheresis25:83-177, 2010.

MeHgauusMu AMeprKaHckoro obliectsa adepesa
W TPAHCPY3MOHHOI MeaULMHI.

Liutadepes. Tepanestnyeckuii uutadepes yna-
NAET KNETOUHbIE KOMMOHEHTbI M3 KPOBM, BO3BpaLLast
nna3my. OH Hanbonee YacTo NpuUMeHseTCs Ans yaane-
HWS eEKTHBIX IPUTPOLMTOB 1 3aMeHbl Ha HOPMaJlb-
Hble y 6ONbHbIX C CEPNOBUAHOKNETONHONM aHeMuel B
CNIENYIOLMX COCTOSHMAX: OCTPbI KOPOHAPHBIMA CHH-
[APOM, UHCYNbT, BEPEMEHHOCTb UM MPU YaCTbIX THKe-
MbIX KpU3MCax CeprioBUAHbIX KneTok. [Mpu nomowm
uutadepesa [OCTUraeTcsl YpoBeHb reMorobuHa S
MeHee 30% 6e3 pucka MOBbILIEHUS BS3KOCTU KPOBH,
YTO MOXET NMPOM30WATH NMPY 0BbIYHOM TPaHCDY3mu.

TepaneBTuueckuii LuTaepes MOXeT Takxe npu-
MEHSTBCS ANS CHYOKEHMS BbIPKEHHOTO TpoMOOLM-
7033 WM NEIKOLMTO3a (LMTOpedyKLMS) Npu OCTPOM
WM XPOHMYECKOM NIeNKO3e, KOTAA MMEeTCs pucK
BO3HMKHOBEHWS KPOBOTEUEHUs, Tpombo3a, neroy-

HbIX MW LiepebpanbHbIX OCTOXHEHWH, BbI3BaHHbIX
BbICOKMM JieiikouMTo30M (neiikoctas). LiuTadepes
0c06eHH0 3hdeKTUBEH NPY TPOMBOLUTO3E, NOTOMY
yT0 TPOMOOLMTHI HE 3aMELLAoTCA Tak Xe DbiCTpo,
kak neikouwtbl. OoHa M [1Be MpOLEMYpbl MOryT
MOHM3MUTb YPOBEHb TPOMOOLIMTOB 10 6E30MaCcHOrO.
TepanesTuueckoe nepeMelleHue  (neitkadepes)
NEAKOUMTOB MOXET YAaMTb KMIOTPaMMbl JIEIKO-
KOHLIEHTPaTa 33 HebONbLIOe YMCIO NPOLELYP, YTO
yacto 0CnabnseT neitkoctas u cnnexomeranuto. On-
HaKO CHWXEHWE KONMYECTBA NEMKOLIMTOB NMPOUCXO-
[IMT TONIbKO B MATKOM GOpMe 1 Ha KOpOTKOE BpeMsl.

[lpyruM npumeHeHueM uuTadepesa ABNSIOTCA
3abop nepudepuyeckux CTBONOBLIX KNETOK KPOBH
LNS ayTONOTMYHON WM AnIOreHHOM TpaHCnnaH-
Taumu 1 cbop TMMAOLMTOB NS MPUMEHEHUS U
UMMYHOMOZYNAUMM NPYU TEpanuu paka (afonTvs-
Has IMMYHOTEpanus).

06wue npepcras-
JNIeHHS 0 paKe

Pak - 370 Heperynupyemas nponudepaums kne-
TOK, 06YCNIOBNIEHHAs YTPaTOi KOHTPONS Haj AaH-
HbIM MPOLLECCOM, MPUBOASLLAA K GeCnopsaouHOMY

POCTY, HEAOCTATOYHOM AMDhEPEHLMPOBKE KNETOK,
MECTHOM MHBA3WM B TKaHM W, 4ACTO, METacTa3npo-
BaHMI0. Pak MOXeT pa3BuTbCs B 11060 TKaHU Ui
OpraHe He3aB1CKMMO OT BO3pacTa. Yacto 0bHapyxu-
BAETCS Pa3BUTUE UMMYHHOIO OTBETA Ha OMyXOfb,
HO PO/b UMMYHHO CUCTEMbI B NPEAOTBPALLEHNN U
NeYeHUM paKa BCe eLLe He [0 KOHUA SICHa.
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M1 CTU4eCKMX NpenapaToB 1 MOXET NOBAUATb Ha 103U~
POBKY 1 BpEMeHHbIE MHTEpBanbl Tepanuu. MHorue
MPOTMBOOMYXONEBbIE  Mpenapatbl  3OOEKTUBHI,
G TONIbKO €I KNeTKM aKTUBHO [eNnAatcq, apyrve - B
Go Gy 2 onpeneneHHoit (ase KIIETOYHOTO LMK U MOTOMY

S

Puc. 157-1. Knetounbiii uukn. Gy - asa nokos (Henponudepupy-
fowue knetku); Gy - Bapuabenbhas dasa npecutesa IHK (ot 12
4acoB 10 HeCKONbKMX AHelA); S — curTes [1HK (06biuHo 2-4 vaca); G,
- (a3a nocreurTesa [IHK (2-4 vaca), B kneTke TeTpannouaHoe Ko-
nuyectso JHK; My - muto3 (1-2 vaca).

MHorve OHKOMOTM4Yeckue 3aboneBaHus uane-
YMMbI, €CIM BbISBNAIOTCS Ha paHHel CTafuu, Ha
MO3AHWX e CTausX YacTo BO3MOXKHA A/IUTENbHAS
pemuccua. OHAKO NeYeHne BO3MOXHO He Bcerda
W HEe MPUMEHSIETCA NPU PAacnPOCTPAHEHHbIX CTaau-
AX B CNlyyasix, KOraa NanmMaTuBHOE NeyeHmne obe-
cneyunBaeT 60/ee BbICOKOE KaYecTBO KU3HM, YeM
arpeccuBHOE JIYeHMe, B YACTHOCTM Y MOXMIIbIX
MaUMEHTOB UM Y MALMEHTOB C COMYTCTBYIOLMMM
3a60n€BaHUAMM.

KNETOYHAA U MOJNIEKYNIAPHAA
OCHOBA ONYXOJIEBOIO POCTA

KneTtouHas KuHeTHKA

Bpems menexus - Bpems, Heobxoaumoe noko-
AleAcs KNeTKe Ans COBEPLIEHNS MOMHOTO LMKNA
KNEeTOYHOro Aeneus (puc. 157-1) u ons nossne-
HUSl 2 IOYEPHUX KIETOK. 3N10KAYeCTBEHHbIE KNETKM
06bIYHO MMEIOT HOsIEe KOPOTKMM KMU3HEHHIV LMK,
YEM HE3NOKAYECTBEHHDIE KNETKM TOW XKE TKaHH, U
00bI4HO MMEHOT MEHbLUee KONMYECTBO KNETOK B
daze Gg ((pase nokos). 3a HauanbHbIM IKCMOHEH-
UManbHbIM POCTOM OMyXo/u CnefyeT Gasa naato,
re CMepTHOCTb KNeTOK 1 06pa3oBaHme J04epHMX
KNIETOK HaXOAATCA MPUMEPHO Ha OfIHOM YPOBHE.
3aMeflsieHne pocTa KNeTok CKOpee BCEro CBA3aHO
C WCTOLLEHMEM 3aMacoB MUTATENbHbIX BEWECTB U
Kucnopoza B 6bicTpopacTyLuei onyxonu. B menkux
OMyXONAX 0715t aKTUBHO IENSILMXCA KNETOK ropas-
[10 BblLIe, YeM B OMyxonsix 60/ibLUMX pa3MepoB.

3HaHMe KNETOYHOW KMHETUKW OTAENbHbIX OMy-
XONei - BaXHbIA aCMeKT B CO34aHUM aHTUHEOMNa-

TpebyIoT JIMTENbHOTO Ha3HAUEHMS, YTOBbI NOIMaTh
KneTku B a3y Haubonbluelt YyBCTBUTENbHOCTH.

OnyxoneBbl¥ pocT U MeTacTasbl

Pactywas onyxoib MONY4aeT NUTaTENbHbIE
BELECTBA MyTeM NpAMOi AndAdY3uu M3 KpoBOTO-
ka. MecTHbIi pocT obecneunBaeTcs GepmeHTaMu
(HanpuMep, npoTeasamu), KOTOPbIE YHUYTOXAKT
npunexatuye Tkaxu. B 1o Bpems kak 06beM omyxo-
/M YBENMYMBAETCS, BbIPAbATHIBAKOTCA OMYXOEBble
(akTopbl aHrvoreHe3a fns GOPMUPOBAHMS HOBLIX
COCYA0B, HEOBXOZMMBIX NS AANbHEHLIEro onyXo-
/IeBOro pocTa.

MpaKTMYeCKM C CaMOr0 Hayana onyxo/b MOXeT
BbINYCKATb KNETKM B KPOBOTOK. B Mopensx Ha u-
BOTHbIX OMyX0Nb pa3MepoM 1 M B CpeAHEM Bbl-
OpacbiBaeT >1 MAH KNeToK B CYTKM B BEHO3HOE
pycno. HecMoTps Ha TO 4T BONBLWMHCTBO LMPKY-
NMPYIOLLMX KNETOK MOrubaeT B pesynbrate BHY-
TPUCOCYAMCTOM TPABMbl, HEKOTOPbIE KNETKM MOTYT
afire3MpoBaTh Ha 3HAOTENWI COCYAOB U NPOHMKATL
B OKPYXaloLLMe TKaHM, Bbi3biBasi NOSIBNIEHME He3a-
BUCUMBIX ONyXonel (MeTacTasoB) B OTAANEHHbIX
MecTax. MeTactaTuyeckue onyxonu pacTyT no ToMy
e MPUHLMNY, Y4TO W NEepBUYHbIE OMYXONHW, U B MO-
C1eACTBUM MOTYT NOPOXAATb APYr1e MeTacTasbl.

JKCnepuUMEHTANbHO MOKA3aHO, YTO Yepe3 ciy-
YaliHyl0 MyTaUMIO Tpynna Knetok B NepBUYHOM
OMyX0Nu MOXET NprUobpecTu CnocobHOCTb MUrpHU-
pPOBATb W WHBA3MPOBATb B OTAANEHHbIE OpraHbl,
BbI3bIBAs METACTa3UPOBaHMeE.

MonekynsipHble HapyweHus

MpUYMHOI MOSBAEHUS 3MOKAYECTBEHHBIX Kie-
TOK B BOMBIUMHCTBE CY4aeB ABAAOTCA reHeTuye-
ckue myTauun. OHM M3MEHSIKOT KOAMYeCTBO MM
(YHKUMIO BENKOBbIX CTPYKTYP, KOTOPblE perynupy-
10T POCT M Jenexue KNeToK, a Takke penapaumio
[IHK. [1ze Bonblune rpynmbl MyTUPOBaBLUMX FeHOB
COCTaBAISKOT OHKOTEHbI W FeHbl, NOaBNSIoLMe Ony-
X0NeBbli pocT.

OHkoreHbl. OHKOreHbl NpeacTaBnAlT cobo
aHoManbHble (OpMbl HOPMasbHbIX FeHOB (Mpo-
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TOOHKOTEHbI), KOTOPblE PerynupyioT pasfinuHble
MPOLIECCHI KNETOYHOrO pocTa. MyTalus 3TMX reHoB
MOXET MPUBECTM K MPAMOIA M NPOLOMKUTENBHOM
CTUMYNALMM CUTHANBHBIX MyTeid (Hanpumep, BHY-
TPUKIETOUHBIX NYTeH Nepeaaun CurHanos, Gakto-
POB TpaHCKpunumK, BbipabatbiBaeMblx hakTopos
pOCTa), KOTOPbIE KOHTPOMMPYHOT KNETOUHbIN POCT U
nenenve, penapauuto IHK, aHruoreHes u apyrue
du3monornyeckme NpoLecch.

CywectayeT >100 u3BeCTHbIX OHKOFEHOB, KO-
TOpbIE MOrYT Y4acTBOBaTb B HEOMACTUYECKO
TpaHchopMaumm  Knetok yenoseka. Hanpumep,
reH ras komupyet 6enok Ras, KOHTpOnMpytoLMid
JieneHue kneTok. MyTauum MoryT npuBecTy K nato-
NOTMYeCKoii aKTMBaLMK benka Ras, npusoasiei k
HEKOHTPONMPYEMOMY POCTY U feneHuto kneTok. Ha
CaMoM [iene, HapylueHus benka Ras oTMevatotcs
y 25% niogeit, 6onbHbIX pakoM. [lpyrue OHKOreHbl
YYaCTBYIOT B MaTOreHe3e OTAENbHbIX OHKONOMMYe-
cKkux 3aboneBanuit. K HuM oTHOCATCS:

* Her2/neu (pak MONOYHO xene3bl);
» BCR-ABL (xpoHuueckuit Muenoneiikos, B-kne-

TOYHBIA OCTPbIN IMMDOBNACTHBIA Neliko3);

o C-myc (numtoma bepkutta);
* N-myc (MenKkoKneTouHbIi pak Nerkoro, Heipo-
bnactoma).

Cneupduyeckue oHKOreHbl MOTYT UMETb 60/1b-
o€ 3HaYeHue 115 MOCTaHOBKM AMarHo3a, Bbibopa
Tepanuu 1 onpefieneHms NporHo3a (CM. onucaxue
OTZENbHbIX OHKONOTMYeckux 3aboneBaHui).

OHKOreHbl 06bIYHO ABNSIOTCS PE3Y/TATOM NMpU-
06peTEHHbIX COMATUYECKUX KNETOYHBIX M3MEHe-
HWi B pe3ynbTaTe TOYEUHbIX MyTaLMid (Hanpumep,
M3-33 XMMWYECKUX KApLMHOreHOB), aMninduka-
UMW TEHOB (HanpuMep, YBENMUEHMe KOJMYecTsa
KOMMI HOPMANbHOTO TeHa) WM TPaHCIOKALMIA.
MHorma MyTaumM reHoB Cnoco6CTBYIOT nepenave
npenpacnonoXeHHOCTH K paky no HacnefcTBy, Kak,
Hanpumep, HacienoBanne BRCAI wnm BRCAZ B
CEMbSIX C YaCTbIMK CYYasMM Pa3BUTMS paka Mo-
NIOYHO XXene3bl UK paka IMYHMKOB.

leHbl cynpeccopbl onyxoneBoro pocra. Ta-
KMe TeHbl, kak p53, y4acTBYlOT B HOpPMasbHOM
LenexHun knetku u socctaHosnequn IHK, a Takxe
uYpe3BblYainHO BaXHbl NS BbIABNEHMS HapYyLUeH-
HOTO CMTHana pocTa B KneTkax. Eciu 3t rembl B
pe3ynbTaTe HAaCNeACTBEHHON UM NPUOBPETEHHOM
MyTaLMW MepectaHyT GYHKUMOHMPOBATb, TeHe-

TUYECKME MYTaUMW B LLPYTUX FeHax MOryT NponTH
He3aMeyeHHbIMM, YTO BEIET K HEeOoMnacTM4eckoi
TpaHchopMaLmm.

Kak 1 BO BCex reHax, Kaxpli Onyxosb-nopa-
BASIOWMI reH KomupyrT 2 annenu. [ledekTHas
KOMMS TeHA MOXET HACnenoBaThCsl, OCTaBnss B
reHe-cynpeccope ofiHy pabotatowyto annenb. Ecim
3Ta anneNib TakKe MyTUPYeT, HOpMasibHble 3aLKT-
Hble MeXaHW3Mbl reHa-Cynpeccopa YTpaumBatoTcs,
W ouchyHKumMs Zpyrux GEnKoB wnM mopaxeHue
[IHK MoryT BbliAT1 13-N0f KOHTPONS, YTO NpUBEaET
K pa3BuTUID onyxonu. Hanpumep, reH peTuHo6-
nactombl (RB) kopmpyet 6enok Rb, KoTtopeii pe-
TYNMPYET KNETOUHBIA LMK, TOPMO3S PENMKALMIO
[IHK. MyTaumu reHa RB BcTpeuyatoTcs y 60MbHbIX
PA3HbIMM  OHKOMOTUYECKUMM  33D0NEBAHUAMM,
obecneynBas HenpepbiBHOE [eneHue MopaxeH-
HBIX KIETOK.

[lpyroit BaxKHbIA perynatopHbiii 6enok, p53,
MpefoTBPALLAeT  PEMMKALMIO  NOBPEXAEHHON
[IHK B HOpManbHbIX KNETKaX W Bbl3bIBAET KNETOY-
HYl0 CMepTb (anomTo3) B KneTkax C aHOMaNbHOM
[HK. HeakTvBHbI 1au u3MeHeHHbI p53 no3go-
NSeT KnetkaM ¢ aHomanbHor [HK BbikuBaTh U
LenuTbcs. MyTaumu nepenalotcs JOYEpHUM KieT-
KaM BMecTe C BbICOKOW BO3MOXHOCTbIO Heomna-
cTyeckux TpaHchopmaumid. Ten p53 nopaxaetcs
MpW MHOTWX OHKONOTUYeCKMX 3aboneBaHmsx. Tak
e KaK W'y OHKOTEHOB, MyTaLUs TEHOB Cynpecco-
POB OMyX0NEBOr0 POCTa, Takux Kak p53 unn RB, B
IMHUSX TePMUHATBHBIX KNETOK MOXET NPUBECTH K
BEPTUKaNbHON Nepesaye v Gonee BbICOKOI YacTo-
Te BO3HMKHOBEHWS paka Y NOTOMCTBa.

XpoMocoMHble HapyLeHus. [pybbie XxpoMo-
COMHbIE HapYLEHMS MOTYT CY4MTbCA B pe3ynibTate
Leneunu, TPaHCIoKaLMM unK aynaukaumu. Ecnm
3TM M3MEHEHMS aKTUBMPYKOT MIW WHAKTUBMPYHOT
TeHbl, U3MEHEHWUS B KOTOPbIX MPUBOAST K ycune-
HUIO nponndepaumu No CpaBHEHUID C HOpPManb-
HbIMK KNIETKaMM, 3T0 MOXET NPUBECTU K PA3BUTHIO
onyxonu. XpOMOCOMHbIE HapyLIEHHS! BCTPEYaIoTCs
Mpu  HEKOTOPbIX OHKONOrMYeckux 3abonesaHu-
ax (1abn. 157-1). Mpu HekoTOPbIX BPOXAEHHbIX
3aboneBanusx (cuHapoM bayma, aHemus DaHko-
Hu, cuHppom [layHa) npoueccs penapauun OHK
HapyLeHbl M XPOMOCOMbI NIErKO MOBPEXAATCS,
BbI3bIBAsA BbICOKMI PUCK Pa3BUTUS NIEIKO30B MM
nmmboM y feTeil.
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TABJ1.157-1. OHKOJIOTUYECKWE 3ABONIEBAHHUA,
ACCOLMUPOBAHHDBIE C XPOMOCOMHBIMU
HAPYWEHWUAMU

KATErOPUA NPUMEPbI

Neitko3bl

Jiumdonarbie - OcTpblit iMMOBAACTHbIN NeiKo3

XpoHuueckuit iumdoneiko3

MuenonaHbie | OCTpbiii MOHOLMTaPHbIiA Neiko3

OcTpblit MUENoUaHbIN Neiiko3 C Co3peBaHMeM
OcTpbiii MUENoUAHbIA Neiko3 ¢ 303uHodunmeit
OcTpblit HenMMPOBAACTHBIN Neiko3 ¢
6azodunmeit

OcTpblif NPOMUENoLMTapHbIiA Neiiko3
XpOHH4eckuii M1enonenko3

BropuuHblit CTPbIit MUENOMAHDIA Neitko3

Jiumcombl

- bepkutTa
HexomkkuHckue

ConupHble onyxonu

AzieHOMbI TONCTON KULIKK
MeHuHrnoma
CMeLwaHHble ONyXonM CIOHHOM Xenesbl

[lobpokaue-
CTBEHHbIE

MoyeBoro ny3bips

ToncToit Kuwwkm

Mouku

fnunmko

lpencTaTensHoi xenesbl
MenkokneTouHblit pak nerkoro
Marku

AneHokapuu-
HOMbI

CapkoMmbl Capkoma tOuHra

BHeckeneTHas MMKCOMAHas XOHAPOCapKOMaA
MukconaHas aunocapkoma
Mepudepuyeckas Heiipoanuten1oma
AnbBeonsipHas pabaomuocapkoMa

CnHOBMaNbHas capkoma

3n0KayecTBeHHas MenaHoMa
Mesorennoma

Helipobnactoma

PetuHobnactomMa

TecTukynApHas Unu oBapuanbHas aucrep-
MUHOMa

Onyxonb Bunbmca

[pyroe

Dpyrue usmeHenus. MNpy 601bLIMHCTBE OH-
KONOrMYeckux 3aboneBaHuit 0bbIYHO BCTpeYaeTcs
HECKOMIbKO OMMCAHHbIX BbILIE MEXaHU3MOB, KOTO-
pble BEOyT K HEeonnacTuyeckoi TpaHcopMaLimm.
Hanpumep, npu ceMeiiHoM nonunose passutie
OMyXOMW MPOMCXOOMT M3 MOCAENOBATENbHOCTH
reHETMYECKMUX MeXaHu3MoB: runeprponudepaums
3nuTenMs  (NOTepst TeHa-Cynpeccopa  XpoMoco-
Mbl 5), paHHAA adeHoMa (M3MeHeHue B mpouecce
metunnpoBanus [HK), npomexyTouHas ageHoma
(rMnepakTMBHOCTb OHKOTEHA ras), NO3AHAR afeHo-
Ma (MoTeps reHa-cynpeccopa xpomocombl 18) u,
HaKOHeL, pak (noTepsi reHa xpomocomsl 17). [ing

METaCcTa3upoBaHus MoryT notpeboBaTbcs AOMon-
HUTENbHbIE FeHeTUYECKUE U3MEHEHMNS.

Tenomepbl NpeacTaBAstoT CobOM Hykneonpo-
TEUHOBbIE KOMMAEKCbI, KOTOPbIE KINWPYKT KOHUBI
XPOMOCOM U MOAAEPKMBAIOT UX LIeNOCTHOCTb. B
HOPMa/IbHO TKaHW YKOpOueHWe Tenomep (8 pe-
3ybTaTe CTapeHus) NPUBOAMT K OrpaHMyeHUH
KneToyHoro aenexus. MepmeHT Tenomepasa obe-
CMEeYMBAET CUHTE3 U MOALEPKAHUe HOPMANBHOTO
COCTOSHUS TenoMep; TakuM 06pa3oM, Tenomepasa
MOTEHUMANbHO MOXET 00EecreynTb KnetouHoe
beccmepTre. AKTMBALMS TENOMepasbl B OMYXO/M
MPUBOLUT K €€ NPOLOKUTENbHOM NPOAU(EpaLMM.

MakTopbl OKpy)aloLei cpeabl

Undekumm. Bupychl Takke BHOCAT CBOW BKNAA
B maTorexe3 paka (tabn. 157-2). MatoreHes moxet
BK/IHOYATb B CEOA MHTErPALMI0 BUPYCHBIX reHeTH-
yeckux 3nementoB B [IHK xo03suHa. 3T HOBble
reHbl KCTPECCHPYIOTCS B KNETKAX X03MHA; OHM
MOTYT MOBAMATb HA KNETOYHbIN POCT UM fieneHue
WM MOBPEAMTb HOPMasbHbIE TeHbl X03SMHa, OT-
BETCTBEHHbIE 33 KOHTPOJIb HAZ, KNETOYHbIM POCTOM
W feneHueM. Takxe BUpYCHas MH(beKuus MoxeT
BbI3BaTb HAPYLUEHWS UMMYHHOI CUCTEMBI, YTO NpH-
BEOET K MOHWKEHHOMY UMMYHHOMY HAZ30py Haf
PAHHUMM OMYXONAMM.

bakTepum Take MoryT Bbi3BaTh pak. UHduum-
poBaHue Helicobacter pylori NOBbIWAET PUCK pa3-
BUTUS HEKOTOPbIX OHKOMOTMYECKMX 3ab0oneBaHuit
(ameHokapuuHoMa Xenyaka, numboMa xenyaka,
MyK030aCCoLMMpoBaHHas numdoma [MALT]).

HekoTopble napasuTbl MOryT NpuBeCT K 06-
pa3oBaHMio paka. Schistosoma haematobium

TABJ.157-2.BUPYCbI,ACCOLMUPOBAHHDIE C
OHKOJIOTMYECKUMU 3ABONNEBAHUAMU

BUPYC ACCOLMMPOBAHHAA 3110~
KAYECTBEHHAA 0NYX0J1b

Bupyc 3nwreiiHa - bapp  Jiumoma bepkutta

Ha3so(apuHreanbHas kapuuHoMa
Bupycol renatuta B unm C - TenatouennionapHas kapumHoMa

Tepnec - BUpyC yenoseka
8 na

Capkoma Kanowv

Pak aHanbHoro kaHana
Pak weiku matku
Pak ronosbl 1 wen

Bupyc nanuanombl
yenoeka

T-MMMQOTPONHLIA BUPYC  T-KNeTOuHble IMMAOMbI

4yenoseka
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BbI3bIBAET XPOHMYECKOe BocnaneHue U Gubpo3
MOYEBOr0 My3blps, YTO MOXET MPUBECTM K PaKy.
Opisthorchis sinensis CB13bIBalOT C KapLMHOMON
NOMKeNYA0YHOM Kene3bl M KENYHbIX MPOTOKOB.

06nyuenne. YnbTpadumonetoBoe M3NnyyeHue
MOXET MHAYLMPOBATb pak Koxw (Hampumep, 6a-
3a/bHO- M YelyiAYaTo-KNeToyHas KapuMHOMA,
MenaHoma), nogpexaas AHK. 310 nospexnerve
[IHK 3akntoyaetcs B 06pa3oBaHnmM TUMUOMHOBIX
[AMMepOB, KOTOPbIe MOrYT He pa3pylwaTbcs u3-3a
HaCnencTBeHHbIX AedekTos nounHku AHK (Hanpu-
Mep, MUIMeHTHas KCepoaepma) UM B pesynbraTe
peaKmX, Cy4ainHbIX COBbITUIA.

MoHu3upytoulee obnyyeHne Takxke SBASETCS
KaHLeporeHHbIM. Hanpumep, y BbXMBLUMX NOCIe
B3pbIBOB aTOMHbIX 60M6 B XMpocume u Haraca-
KV BbISBMAM PUCK Pa3BUTMS NEMKO30B W ApYrux
BMAOB paka Bbllle, YeM B 06Lel nonynsuum.
AHANorMYyHO C 3TUM MCMONb30BAHWE B MPOLLIOM
PEHTTEHOBCKOr0 M3NyYeHUs ANA NEeYeHus Hes-
NOKAYeCTBEHHbIX OoNne3Hell (akHe, yBenuueHue
TUMYCa MU AAEHOUA0B, AHKMUO03UPYIOLLMIA CMIOH-
AUINT) NPUBOAMNO K BbICOKO 4acToTe Pa3BUTHS
OCTpbIX M XPOHUYECKMX NEAKO30B, XOMKKUHCKUX
M HEXOMKKMHCKMX NMMGDOM, MHOXECTBEHHOM
MMWENIOMbI, aNNaCTUYECKON aHEMUM C UCXOLOM B
ocTpblit HenMMAdoBNacTHbIA Neiko3, Muenodu-
0p03a, MenaHoMbl M paka LMTOBUAHON Xenesbl.
CyuTaeTcs, 4To UCNONb30BAHME PEHTTEHOBCKOTO
U3NYYeHUA B AMArHOCTUYECKMX MCCIEA0BAHMAX
MOBbIWAET PUCK pa3BuTMS paka. ObnyyeHne Ha
npou3BOACTBE (Hampumep, 00ay4eHne ypaHOM
B LWAXTax) CBA3aHO C pa3BUTMEM paka Nerkoro
nocne 15-20 net natexTtHoro Tedenus. Jonro-
BpPEMEHHOe BO3[E/CTBUE MPOM3BOACTBEHHOM
WU3NY4EHUA UK OTNIOXEHWE B OpraHM3Me AUOKCH-
[a Topus npeapacnonaraeT K pa3BUTMI0 aHrMo-
capkoMm u octporo HenumbobnactHoro neikosa.

Bo3pelicTBue paAMOaKTMBHOTO rasa pafoHa,
BbIAENSIOLEr0CA 13 MOYBbI, MOBBIWAET PUCK BO3-
HUKHOBEHWSA paka Nerkoro. OBbI4HO pafoH BbiCTPO
pacTBopsieTcs B aTMochepe U He MpUYKHSET Bpe-
na. OnHako, Koraa 3aaHue CTpoMTCs Ha nouse, 60-
raToi PafloHOM, ra3 MOXET HaKanaMBaTbCs BHYTPH
3[1aHMS, MHOTAA JOCTUras BbICOKMX YPOBHEM CO-
[EPXaHWs B BO3AYXe, YTO MOXET NPUHECTH yLep6
3[10pOBbH. Y KypALUMX Nt0AeH B TaKOM Cly4ae puck
MOBBbILIAETCS elle bonblue.

JlekapcTBeHHbIE CPeACTBa U XMMUUECKHE
Bew,ecTBa. JCTPOreH B OPa/ibHbIX KOHTpaLenTu-
BaX MOXET HEMHOrO MNOBbIWATb PUCK PA3BUTUSA
paKa MOJIOYHOM Xene3bl, HO 3TOT PUCK CO BpeMe-
HEM CHWXQEeTCA. JCTPOreH W MPOrecTuH, MCMob-
3yeMble B KauyecTBe 3aMecTUTENbHOW Tepanuu,
TaKkKe MOBBILIAIOT PUCK PA3BUTUS Paka MOIOYHOI
xenesbl. Austuncrunsbactpon (03C) ysennunsaet
PUCK Pa3BUTUS Paka MONOYHOM KeNe3bl Y KEHLLMH,
MPUHUMAIOLLMX €r0, @ TAKKE MOBBILAET PUCK Ba-
TMHANbHOM KApLMHOMbI Y IEBOYEK M KEHLLUMH, YbM
Matepu NpUMEHsIM ero BO BpeMs HepeMeHHOCTH.
[lnuTenbHoe Mcnonb3oBaHue aHabonmueckux cre-
POMA0B MOXET MOBBICUTb PUCK BO3HUKHOBEHMS
paka neyeHu. Tepanua paka C UCMONb30BaHMEM
XMMMOTEPANMM W NIy4eBOW Tepanuu MOBbILIAET
PUCK Pa3BUTUS BTOPUYHOTO paKa.

XUMMUYecKMe KaHLeporeHbl MOTYT WHZyUMpo-
BaTb IeHHbIE MYTALMM U MPUBOZKTL K HEKOHTPO-
NMpyeMOoMy poCTy 1 06pa3oBaHui0 OMyXxonu (Tabn.
157-3). [ipyrue BelLecTBa, Ha3biBaeMble KOKaHLie-
pOreHamm, He MMetT UM UMerT HebOoMbLIOi pa-
KOBbI/ MOTEHLMAN, HO ycunuBakoT 3PdekT Apyrux
areHTOB NPU COBMECTHOM BO3LEHCTBUM.

Hytputushbie dakropbl. OnpegenexHble
BELeCTBa, ynoTpebnsemble B MMLY, MOryT no-
BbICUTb PUCK Pa3BUTUS paka. Tak, aueTa, boratas
KMPOM, NOBBILAET PUCK Pa3BUTUS paka TONCTOM
KWLIKM, MONOYHON 3Kenesbl M, BOIMOXHO, paka
npoctatbl. Jliogy, ynotpebnsiowme ankoronb B
BONbLUMX KONMYECTBAX, HAXOLSTCS Moa HObLWKM
PUCKOM Pa3BUTUA paka nuuieoza. [uera, boratas
KOMYEHOCTAMM W CONEHbSMMU UM KapEeHbIM MSCOM,
MOBbILIAET PUCK PA3BUTUA paKa xenyaka. Y noaei,
CTPAZAHOLLYMX OT U3BBITOYHOTO BECA WM OXMPEHHS,
MOBbILEH PUCK BO3HMKHOBEHWS Paka MOJOYHON
Kene3bl, IHLOMETPUS, TONCTOM KMLIKW, NoyeK U
MULLEBOLA.

Dusnveckue darropbl. XpoHuueckoe pas-
LPBKEHME KO BELET K XPOHUYECKOMY [epMaTh-
Ty, @ B PEKMX CITy4asx K MIOCKOKNETOYHOMY Paky.
MpuunHoid 310r0 MOTYT BbITH CNTyUaiiHBIE MyTALMM,
KOTOpble MPOMCXOAST Bonee 4acTo BCIEACTBUE
YCKOPEHUS KNETOYHOTO LMKNA.

UMMyHHbBIe paccTpoiicTBa
[IMChYHKLMA MMMYHHON CUCTEMBI, BbI3BaHHas
HACNEACTBEHHBIMU  TEHETUYECKUMU  MYTALMAMM,



1796  Pasgen1).

TeMatonorvs 1 oHKkonorus

TAB/1.157-3. PACIPOCTPAHEHHBIE
XUMUYECKWUE KAHLEEPOTEHDI

KAHLEPOTEHbI

PAK

KaHueporeHbl OKpy:Kalowei cpeabl U UHAYCTPUANbHbIE

Apomatiyeckue aMuHbl
Mblwbsk

Acbect

ben3on

XpoMmarbl

[lu3enbHole BbIXOMbI
(MopManbaernz

Kpackw ans Bonoc
MoHuM3Mpytowwas paanaums

McKycCTBEHHbIE MUHEpaNbHbIE
BOJIOKHA

Hukenb

Kpacawye seujecrsa

MecTuumapl, He conepxatune
MbILLbSK

PapnoH

Jlyyesas Tepanus
YnbtpacmoneTosoe unyyeHne
Bununxnopua,

06pas3 Ku3HK

Opexy betens

Tabak

JlexapcTBeHHble npenapatbll
Ankunmpytowme npenaparbl
[ustunctunsb3ctpon

OKCcUMeTONoH

Pak MoyeBoro ny3bips

Pak nerkoro
Pak koxu

Pak nerkoro
Me3otennoma

Neitko3bl
Pak nerkoro
Pak nerkoro

Pak Hoca
Pak HocornoTku

Pak MoyeBoro ny3bips
Neitko3bl
Pak nerkoro

Pak nerkoro
Pak HoCOBbIX Mazyx

Pak nerkoro
Pak nerkoro

Pak nerkoro

Neitko3bl

Pak koxu
AHr1ocapkoma neyeu

Pak potornotku

Pak MoyeBoro ny3bips
Pak weiku matku

Pak nuiesoaa

Pak ronosbl 1 Wwen
Pak nouku

Pak nerkoro

Pak nogxenynoyHom
Xenesl

Pak xenyzaka

Jleiiko3bl

Mpy BHyTpMBAAranui-
HOM BBEJEHNM - paK
Leiik1 MaTku, pak
BMaranmwa

Pak neyenu

MepmuuHckue paboTHUKK, UMeloLLMe KOHTAKT C pOTUBOONY-
XO0N1EBbIMM MPenapaTamu, TaKXKe UMEIOT PUCK PA3BUTUS HEXeNa-
TenbHbIX IPHEKTOB, CBA3aHHbIX C PENPOAYKTUBHOM CMOCOBHOCTBIO.

MpUOBPETEHHbIMUA  PACCTPOICTBAMM, CTaPEHHEM
WM [IeACTBUEM WMMYHOLENPECCAHTOB, MELAET
HOPMasbHOMY UMMYHHOMY KOHTPOMIO Haf, paHHU-

MM OMYXONSAMM 1 MPUBOZMT K BbICOKOMY PUCKY pa3-
BUTUA paka. V3BecTHble MMMYHHbIE PacCTPOACTBa,
CBS13aHHbIE C PAKOM BK/IHOYAIOT:
= ATaKCUIO-TENeaHrM3KTasmio  (ocTpblit  umdo-
bnacTHbii neiko3 [OJ1/1], onyxonu Mo3ra, pak
Xenyaka);
= CMHApoM Buckotta-Onapuya (niumdombl, ON1);
= X-CuenneHHas arammarnobynunemus (numdo-
Mbl, OJ1);
= BTOPUYHBII UMMYHOLEDULNT 13-3a UMMYHOE-
npeccaHTo unu BUY-undekumm (kpynHokne-
TOYHaA MMPoMa, capkoMa Kanotwm);
= PEBMATONOMMYeCK1e COCTOSHMS, Takue Kak CUCTeM-
HbliA BONYAHOYHbII 3pUTEMATO3, PEBMATOUAHIV ap-
TpuT 1 cvrapoM LUerpena (B-kneTouHas iumdoma);
= 00LUMe MMMYHHbIE paccTpoiicTBa (nMMdopeTy-
KynsipHas Heonnasus).

AUATHOCTUKA PAKA

[luarHocTka paka MOXeT OCHOBbIBATHCH HA
aHaMHe3e U (u3mkanbHOM ocMoTpe, Ho Tpebyet
MOATBEPXAEHWS OMONCHelt ONyXONM U rMCTonaTo-
NIOTMYECKAM UCCNELOBAHUEM.

Hanbonee nonHbiid cbop aHamHesa W Gusm-
KanbHoe 00CIes0BaHME MOTYT BbIABUTb HEOXM-
[LaHHbIE NPU3HAKW NPOABNEHUS PAHHETO paKa.

AnamHes
TepanesTbl OMKHbI ObITb 0CBEAOMAEHBI O Mpes-

pacnonaraoluux daktopax 1 npu cbope aHamHe3a
yoensTb 0c0b0e BHMMaHWe BOMPOCaM O Cyyasx
CeMeliHoro paka, 06pase Xu3Hu (BKH0Yas KypeHme)
W NPOLLbIX WM HACTOALMX 33DONEBaHMSX (Hanpu-
Mep, WMMYHHbIX pacCTPOCTBAX, MPEALeCTBOBaB-
el MMMYHOCYNPeccMBHOA Tepanum, renatute B
un C, BUY-undekumm, nonokutensHom Tecte MMa-
MaHUKONay, UHQUUMPOBAHWM MANMINOMABUPYCOM
yenoseka). CUMNTOMbI, 3aCTaBAsOWLME Npeanono-
XMTb HaNM4Me OKKYAETHOTO paka, MOTyT BK/IKOYaTb:

u (1aboCTb;

= N1OTEPH0 BECa;

= JIMXOPafKy;

= HOYHbIE NOTI;

= Kalenb;

= KPOBOXapKaHbe;

= KPOBABYI0 PBOTY;

= KPOBABbI CTYN;
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= HapYLeHNs NULLeBApEHHS;
u NOCTOSIHHYI0 6071b.

OcmoTp

Ocoboe BHUMaHWe [OMKHO YAENSTbCS MCCe-
JIOBAHMIO KOXM, TMMDATAYECKUX Y3N0B, NETKuX,
MOJOYHbIX KENE3, KMUBOTA U AnueK. ccnenosanmsa
npocTathl, MPSMOA KMWKM M BRAaraimwa Takxe
MMEIOT BaXHYl0 ponb. Haxomku nomoratoT mna-
HMPOBATh [aNbHeiilliee MCCNENOBaHME, BKIOYas
PEHTTreHO/I0rMYEeCKoe UcCienoBaHme u buoncum.

06cnepoBanue

O6cnenioBaHue BK/KYAET METOfbI BU3yanu3a-
UMW, 0BHapyXeHue MapKepoB ONMYXOMW B CbiBO-
poTKe 1 broncuio.

K MeTopam Bu3yanusauuu OTHOCATCS peHT-
reHONOrMYeckoe WCCNefoBaHue, YNbTPa3ByKOBOE
ncaneposatme, KT u MPT. 3 uccnenosanus
MOMOTAlOT BbISBUTb aHOManuu, Onpedenss Ka-
YeCTBEHHbI COCTaB TKaHM, CO3/aBas 0ObEMHYH
MOZENb M YCTaHABAMBAA CBS3M C OKPYXalLMUMHU
CTPYKTYPAMH, YTO MOXET ObiTb BKHO AN MPUHS-
Ut pelwenms 06 onepauuu uam broncuu.

OnyxoneBble Mapkepbl B CbIBOPOTKE KpOBM
MOrYT CYXUTb peluatowmM GakTopoM y nauuen-
TOB, Y KOTOPbIX MOAO3PEBAETCH OnpedeneHHoe
OHKONOrMYeckoe 3abonesatue. 3a HeKOTOpbIM UC-
KITHOYeHMeM (Hanpumep, npocTaT-cneuuduyeckuit
auturen [MCA]), 3TM Mapkepbl He WUMeloT [OCTa-
TOYHOM YYBCTBUTENBHOCTU M CMELMOUUYHOCTU Anst
CKPUHWHIA paka. OHu Hanbonee nonesHbl ans 06-
HapYXeHUs PaHHero peuMauBa U OLEHKM OTBETA
Ha Tepanuio. C 3T0i UMb LIMPOKO NPUMEHSIHOTCS:
= anbtha-GetonpoTenH (renaTouennionsipHas

KapLMHOMA, KapLMHOMA AMYKA);
= PAKOBbIi IMOPUOHANbHBIA aHTUreH (paK Ton-

CTOM KULLIKK);
= 0ETa-XOPUOHMYECKUA TOHaJOTPONMUH (XOPUOH-

KapLMHOMA, KapLMHOMA AMYKA);
= UIMMYHOIMOBYMHBI CbIBOPOTKM (MHOXECTBEH-

Hasi MMenoMa);
= uceneposanve AHK (Hanpumep, uccnenosaque

bcr pns onpeneneHus U3MeHeHUiH XpOMOCOMbI

22 Npyn XpOHMYECKOM MUENONeiKo3e);
= (A 125 (pak smyHuka);
= (A 27-29 (pak MONO4HO Xenesbl);
= [1CA (pak npoctari).

buoncua ons momTBepkAEHMs [AMarHo3a u
onpeneneHus TKaHeBOro MPOMCXOXAEHUS Heob-
X0OMMa NPaKTUYeCKW BCeraa, KOrfa OHKOoruye-
ckoe 3aboreBaHue MO03PEBAETCS MM BbISBIIEHO.
Bbibop Mecta buoncuu 0bbIMHO onpeaenseTca
MpOCTOTOM IOCTYNA ¥ MHBA3WBHOCTbIO NPOLIEYPbI.
Ecnm umeetca numbapeHonaTus, TO TOHKOMIONb-
Has UM Kop-Bromncus MOTyT MO3BONMTL OMpefe-
NMTb BMA OMYXO/W; €M OHW HEMH(DOPMATHBHBI,
MpOBOAMTCS OTKPbITas 6uoncus. [lpyrue BapuaHThl
BronCHM BKAKOYAIOT BPOHXOCKOMMIO AN1S Nerko-
JOCTYMHbIX OMyXONei CPedoCTeHUs MAW OmyXo-
Neii UEHTpaNbHbIX OTAENOB NErKuX, YpecKOXHYH
OMONCHI0 MEYEHW TpU MOPAKEHUM TEYEHN W
6uoncuio nog, koHTponem KT man Y3WU. Ecm Bbi-
MOSIHEHME 3TUX MPOLELYP HEBO3MOXHO, MOXET
MOHaAo0bUTLCA OTKPbITast Broncus.

(TeneHb 3/10KAYECTBEHHOCTM OMYXONMU SIBAIS-
€TCsS MMCTONOTUYECKMM KpUTEPUEM, ONpedensio-
LWMM arpeccuBHOCTb OMYXONM W MPeaoCTaBnsio-
MM BaXHYID MPOrHOCTMYECKYI0 MHDOPMALMIO.
OHa onpegenseTcs Npu UCCIefoBaHUM Buoncuit-
Horo Matepuana. [aHHble O CTeneHu 3/0Ka-
YeCTBEHHOCTU  OCHOBBIBAIOTCS  HA  M3y4YeHUM
BHEWIHEr0 BMAA OMYXONMEBbIX KJETOK, UX SAEP,
LMTONNA3Mbl, HYKNEO, KOIMYECTBa MUTO30B, pac-
MpOCTPaHEHHOCTM HeKpo3a. B HacTosee Bpems
ANA MHOTUX OHKOMOTMYECKMX 3a00NEBaHMii pas-
paboTaHbl WKafbl 10 ONPEAENEHHI0 CTENEHM 3M10-
KaueCcTBEHHOCTH.

MonekynsipHble MCCIE0BaHUS, Takue Kak
onpeneneH1e XpPOMOCOMHbIX aHanoros, Gnyopec-
LieHTHas rmbpuansaums in situ, MLUP v aHanus no-
BEPXHOCTHbIX KNETOUHbIX aHTUreHOB (Hanpumep,
npu numQomax, neiko3ax), No3BonsT onpese-
NUTb MPOUCXOXKIEHUE METACTaTUYECKUX Mopaxe-
HWiA U3 HEM3BECTHOMO NEPBUYHOTO paka MW NoMo-
raloT YCTaHOBMUTb PE3NCTEHTHOCTb K XUMMOTEpanuu
(HanpuMep, NpY OCTPOM MUENOUAHOM Neitko3e).

CrapupoBaHue

Mocne MoNYYEHMS TMCTONOTMYECKOTO 3aKIHoYe-
HUS onpedeneHue CTaguu (CTemeHW pacnpocTpa-
HEHHOCTW) NOMOTaeT Ha3HauWTb Tepanuio 1 onpe-
[LenuTb NPOrHo3. [lnst 3T0r0 UCMONb3yIOTCA AaHHbIE
W3 uctopuu bonesuu, usnkanbHoro obcrenosa-
HWS, BM3Yanu3MpyKOLWMX METOA0B WCCENO0BAHMS,
NabopaTOpHbIX TECTOB M BUONCUM KOCTHOTO MO3ra,
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NMMGATMYECKMX Y3TI0B MM [PYTUX MECT, NOA03pU-
TeNbHbIX OTHOCUTENbHO Hannums natonormu. Cragu-
pOBaHMe KOHKPETHbIX HOBOOOPA30BaHHiA OMMCaHO
B I71aBaX, NOCBSILEHHbIX COOTBETCTBYIOLEMY OPraHY.

MeToabl Bu3yanusaumuu. Metoabl Bu3yanm-
3aumu, ocoberHo KT u MPT, no3BonsioT BbisiBUTL
MeTacTasbl B MO3T, IETKME WK OpraHbl GpioLLHON
MONIOCTH, BKIKOYAsH HAZAMOYEYHMKM, 3a0PIOLLNHHbIE
nuMPoy3nbl, neyeHb 1 cenesenky. MPT (c koHTpac-
TOM rafoNvHUEM) SBNSETCA MeToOM Bbibopa s
pPaCcno3HaBaHMs U OLEHKM OMyxoneit Mo3ra, kak
MepBMYHbIX, TaK M BTOPUYHBIX. Bce valle ucnonb-
3yeTcq [3T-CkaHMpoBaHMe AN onpeaeneHus Me-
TabONMYECKOI aKTUBHOCTM MOAO3PUTENbHBIX IUM-
daTnyeckux y3noB uam TKaHei. MHTerpupoBaHHas
M13T-KT MoxeT Takxe ObiTb MOAE3HON, 0COOEHHO
MpW paKe NIETKOro, rofloBbl W LU M MONIOYHOM Xe-
Ne3bl, @ TAKXKe Npu IMMBoMax.

YNbTPa3ByKOBOE MCCNIENOBAHME MOXET ObiTb MC-
Monb30BaHO AN W3y4eHus OpOUTHI, LMTOBMOHON
Kene3bl, CepALa, NepuKap/a, NeYeHm, NomKenynoy-
HO ene3bl, NoYeK 1 3aBPHOLLIMHHOIO MPOCTPaHCTBA.
C ero noMmolLbto MOXHO HanpaBAATh YPECKOXKHbIE
BMONCHM M OTIMYMTD MOYEYHOKIETOYHYHO KapLMHO-
My 0T 106POKa4eCTBEHHOM NOYEYHOM KUCTbI.

flnepHoe  CKaHWMpOBaHWE MO3BONISET BbISBUTL
HEKOTOpble BMIbl MeTacTa3oB. CkaHMpoBaHMe Ko-
CTeit BbISBNSIET aHOMANNIO POCTa KOCTeH (Hanpumep,
0CTe0BNACTHYHO aKTUBHOCT) [0 TOTO, KAk OHa CTa-
HOBMTCS BUAMMOW NPY PEHTTEHONOTMYECKOM MCCTIe-
[0BaHMu. TakuM 06pa3oM, 3Ta TexHuka becnonesHa
Mpu  WCTMHHO JIUTMYECKMX  HOBOOOPA30BaHMAX
(HanpuMep, MHOXECTBEHHOW MUENOME); MpH Tak1X
MaTonoruax MeTooM Bbibopa ABNAETCS PyTUHHOE
PEHTTEHONONMYECKOe UCCNEN0BAHUE KOCTEN.

JlabopartopHble MeToAbl. byOXMMMYECKMIA
aHanu3 KpoBW M UCCrenoBaHue depMeHToB Mo-
TyT NOMOYb B ONpeaeneHuu ctaguu. MosbllueHme
YPOBHA  MEYEHOUHbIX (DepMEHTOB  (LLENOYHOI
docarazel, AN ANIT) no3sonsieT NpeanonoxuTs
HafuuMe MeTacTasoB B MeyeHW. [1oBbILIEHHbIA
YpoBeHb LenoyHoi Gocdatasbl M KanbLys B Chi-
BOPOTKE KPOBM MOXET ObITb MEPBbIM MPU3HAKOM
METacTa3oB B KOCTAX. BbiCOKMi ypoBeHb Moue-
BMHbI MIIM KpeaTMHMHA MOXET YKa3biBaTb Ha 06-
CTPYKLMIO  MOYEBBIBOASLIMX MyTEM OMYXONEBbIM
06pa3oBaHueM Ta3a, HapylueHue QYHKLMM noyek
M3-33 OTNOXEHMS B KaHalblax NPOTEMHA MHO-

KECTBEHHOW MUENOMbI MM MOYeKUUTYio Hepo-
naTuio u3-3a IMMQOMbI UM ApPYruX BUOOB paka.
YpoBeHb MOYEBOW KMCIOTbI YacTo MOBBILAETCS
npu MuenonponudepatmsHbix 1 numMdonponnde-
PaTUBHbIX 336071EBAHUSAX.

WuBazuBHbIe MeToAbl. MeanacTMHOCKONMS
0COBEHHO BAHA MPW OMpeneneHun CTaguu He-
MENKOK/IETOYHOTO paka nerkoro. [pu obHapyxe-
HUM MOPAXEHUS MEAMACTUHANbHBIX TMM(OyY3NoB
TOPAKOTOMUS C pe3eKumeit nerkoro HeaddekTus-
Ha, He0DXOAMMO Ha3HaYeHMe XMMUONY4eBoli Te-
panuu C nocneaytoLLeit pesekumeit onyxonu.

Acnvpaums n 6uoncus KOCTHOTO MO3ra 0co-
OeHHO BaxHbl 4151 ONPefeneHus pacnpoCcTpaHeH-
HOCTM IMM(OM W MENKOKNETOYHOO paka erkoro;
paCLUMPSETCS WX 3HaYeHWe B AMArHOCTUKE paka
MOJIOYHOW ¥ NpeacTaTenbHol xene3bl. [lopaxerne
KOCTHOro Mo3ra BbisBnsetcs y 50-70% 60abHbIX
AMMPOMaMK (HU3KOM M NPOMEXYTOUHON CTENEHU
3/10Ka4ecTBeHHOCTH) 1y 15-18% 6onbHbIX Men-
KOKNeTOYHbIM PaKoM Jerkoro. buoncus KoctHoro
MO3ra LOMKHA BbIMOMHATLCA BOMbHBIM C remaro-
NOTUYECKAMM HapyLeHnsIMKM (aHeMus, TpoMboLK-
TOMeHMS, NAHLMUTONEHMS), KOTOpbIE HE MOTYT ObiTb
06bSACHEHbI APYTMMU MPUYMHAMM.

buoncus pernoHapHbix 1MMAOY3NoB SBASeET-
€8 YacTblo 006C1eS0BaHNA MPU MHOTUX OMYXOAsIX,
TakMX Kak pak MOMOYHOI Xene3bl, Nerkoro ua
TONCTOM KMLLKM.

CKPUHHUHT PAKA

PaK MHOrAA MOXeT BbITb BbISBAEH Y 6ECCUMNTOM-
HbIX NALMEHTOB NPU PEryNspHOM GU3MKANbHOM 06-
C1efi0BaHUM M CKDUHUHTOBbIX MCCNENI0BAHMSX.

MccnenoBanus, HanpaBneHHble Ha BbiSBIEHKE
paKa WWTOBMAHOM XXenesbl, MONOCTU PTa, KOXM,
nMMbATUYECKMX Y3N0B, SMUYEK, NPOCTaThl U SUYHU-
KOB, ZOMKHbI BbIMOJHATLCA MPY PYTUHHOM KNMHM-
4eckoM 00CeN0BaHMN.

CKpuHuHroBoe  06CNefoBaHMe  MPOBOAMT-
S Y ML, C BbICOKMM DUCKOM pa3BuTUS paka be3
cMMnToMOB 3aboneBaHus. BbisBneHue paka Ha
PaHHMX, M3NIEYUMbIX CTAZMSX MO3BONSET CHU3UTH
CMepTHOCTb OT 3Toro 3abonesaHus. PaHHee 06-
HapyXeH1e NO3BONSIET NMPOBOAUTL MeHee paau-
KaNlbHYI0 TEPanuio U CHU3UTb CTOUMOCTb JIEYEHMS.
OnHaKo, CyWecTBYET PUCK NOXHOMONOXMTENbHbIX
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PE3yNbTaToB, KOTOPbIE TPEOYIOT NOATBEPKAAIOLLMX
UCCenoBaHuiA (Hanpumep, 6uoncMio, 3HJOCKO-
MuK0), KOTOpble MOTYT Bbi3biBaTb GECnokoicTBo
nauyeHTa, bbiTb 601€3HEHHBIMM M COMPOBOXAATb-
€1 GONbLIMMM 3aTPaTaMU, U NTOKHOOTPULLATENbHbIX
PE3yNbTaToB, KOTOPbIE MOTYT Bbi3BaTb OLIMOOYHOE
YyBCTBO 6E30MACHOCTH, M3-33 YET0 MaLMEHTbI MO-
ryT UTHOPMPOBATh NOCNEAYHOLIME CUMITOMI.

CKpUHMHT HeobXxoaMMO MpOBOANTb B Cledyto-
WYX CUTYaLMSX:

* KOT1a MOXHO BbIIENMTb SIBHbIE TPYMMbI PUCKA
(Hanpumep, NtoAn C onpedeneHHbIMU UHGek-
MMM, TIOAIBEPTILMECS BO3AENCTBUIO KaHLEPO-
TEHHBIX areHTOB WM C ONPENENeHHbIM CTUNEM
KU3HM);

* KO/ MaToNOMMsA UMeeT 6ECCUMMTOMHBIi nepu-
Ofl, BO BPEMsi KOTOPOTO Tepanusi MOXET U3Me-
HWTb MPOTHO3;

* korga 3ab0neBaeMOCTb NaToONOTUEN OYEHD Bbi-
COKa;

* KOTla BO3MOXHO HOCTYnHOe W 3ddekTvBHOE
BMELLIATENbCTBO, KOTOPOE BMAET Ha TeuyeHue
naTonormm.

CKPMHMHIOBbIE WCCNE0BaHMS [OMKHbI OTBE-

YaTb CNEYHOLLMM KDUTEPUSIM:

* pa3yMHas LieHa 1 yoo6CTBO BbINONHEHMNS;

* [I0CTOBEPHOCTb W BOCMPOM3BOAMMOCTb PE3yNib-
TaToB;

* a[eKBaTHbIE UYBCTBUTENBHOCTb M Ceuudmy-
HOCTb;

* BbICOKas MONOXKUTENbHAA MPeCKa3yeMas LeH-
HOCTb (BEPOSITHOCTb TOTO, YTO Y yenoBeka C
MONOXMTENbHBIM PE3YNTATOM UMEETCA UNK pa-
30BbETCS MATONOIMS) Y KOHTUHIEHTA CKPUHMHTA,
HEHO/MbLIOE KONMYECTBO NOKHOMONOKUTENbHBIX
PE3Y/NbTaToB;

* WUCCNeN0BaHWE DOCTYMHO MaLMEHTaM.
PekoMeHayeMble CKPUHMHIOBbIE METOIbl MO-

CTOAHHO COBEPLIEHCTBYOTCA Ha OCHOBAHWM Mpo-

BOAMMbIX HAYYHbIX UCCNea0BaHuiA (Tabn. 157-4).

TABJ1.157-4. CKPHHWUHTOBbIE UCCNEAOBAHUA Y NULL NPOMEXYTOYHOT 0 PUCKA BE3 NPU3HAKOB 3ABO-
NEBAHUA B COOTBETCTBWUH C PEKOMEHALIMAMU AMEPUKAHCKOTO OHKONOTMYECKOTO OBLIECTBA*

PAK NPOLEAYPA

Pak mono4Hoit
Xenesbl

OcMoTp MONOYHOI Xene3sbl BpauoM
Mammorpadus
MPT

Pak weiiku MaTkn Tect Mananmkonay (Man-Tecr), uHoraa
COBMECTHO C MCCIefl0BaHMEM BUPYCa

NanunaoMbl YenoBeka

Pak weiiku MaTku, Tena
MaTKV M SIMYHUKOB

O6cnenosanve OpraHoB Manoro Tasa

Pak npepcrarenbHoit

Xenesbl YeCKOro aHTureHa

KonopektanbHbiii
pak

AHanu3 KpoBM Ha CKpbITYIO KPOBb
unu

[bKast curMommockonus
unu

Konowockonus

CamocTosTeNbHbIA OCMOTP MONOYHBIX Kene3

Ncenenosanme npocTaTuyeckoro cneumd)m-

KPATHOCTb O6C/IELOBAHUA

ExxemecayHo unm nepuopmyecku nocne 20 net

Kaxable 3 rona 8 Bo3pacte 20-39 net, fanee - exeroaHo
ExeroaHo nocne 40 net

ExeropHo (B o6aeneHme k Mammorpaduu) nocne 40 net
Y KEHLUMH BbICOKOTO PUCKA AW NPU HAUUK YINOTHEHMI
B MOJIOYHBIX KENe3aX, BbIBIEHHbIX NPY OCMOTPE UK No

ZlaHHbIM MamMMorpadmu

ExeroaHo (unm 1 pas B 2 rofa npu npuMeHeHNM HOBbIX
KMIKOCTHbIX TECTOB) Y BCEX XKEHLLMH B TEYEHMe 3 NIeT nouie
NepBOro BarkHa/bHONO KOHTAKTa, Ho nocne 21 rogat

Mocne 30 neT - Kaxaple 3 roAa, €U =3 NOCeA0BaTENbHbIX
HOPMabHbIX PE3yNbTaToB 0BCIEA0BAHNS 1 PUCK HE MOBbILIEH

Kaxaple 1-3 roza B Bopacte 18-40 net, nanee - exe-
TOAHO

ExerogHo nocne 50 net (unu nocne 45 net B rpynne
BbICOKOTO pUCKa)F
Exeropno nocne 50 net

Kaxaple 5 ner nocne 50 net

Kaxapte 10 net nocne 50 net

“06cnenoBaHme N0 NOBOAY Paka LUMTOBUAHOM Xenesbl, NoN0CTU PTa, KOXM, IMMGATUYECKIX Y3N0B U SUYHUKOB AOMKHO BbIMONHSTBCS NPU

PYTUHHbIX POGUNAKTUAYECKMX OCMOTPAX.

TEOﬂbLLIVIHCTBy XeHWUH ctapuue 70 net Man-TecT MOXET BbINONHSTLCS pexe.
*HacmTa CKPUHMHTA paka I'IpeﬂCTaTeﬂbHOVI XKene3sbl ONpefenaeTca nauueHTOM 1 N1e4aLluM BpavoM.
Mozndukaums pekoMeHzaumit AMEPUKaHCKOTO OHKONOrMYeckoro o6iLecTBa Mo PaHHEMy BbISBNEHHUIO OHKONOTMYECKUX 3aboneBaHmil.
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KNUHUYECKUE OCNOXHEHUA
OHKOJNIOTMYECKUX
3ABOJIEBAHUMH

OHkonoruueckve 3abonesaHms MOryT BbI3bIBaTh
6onb, MoTEPI BeCa, HeMpONaTHio, TOWHOTY, Cna-
60CTb, CyROPOTY U 06CTPYKLMIO MOJbIX OPraHOB.
CmepTb 06bIYHO BO3HUKAET B pe3y/bTaTe Pa3BUTUA
HEL0CTaTOYHOCTU OBHOTO MnK Gonee OpraHoB W
cucTeM.

BoneBoit cMHAPOM Yy NaLMEHTOB C MeTacTaThYe-
CKMM PaKOM 4acTo HbIBAeT CBA3aH C MeTacTa3aMy B
KOCTAX, BOBMEYEHWEM HEPBA MM HEPBHOTO Crine-
TeHws), [ABNEHMEM, OKa3blBAEMbIM OMYXONbH) WK
BbInoToM. ArpeccvHas Tepanus 6onm Heobxoguma
L1 IEYEHMS PaKa M NOALEPKAHHS KAueCTBa XU3HMU.

TamMnoHaga cepua passuBaeTCs M3-3a 3M10Ka-
YEeCTBEHHOrO MepuKapAMANbHOIO BbINOTA M YACTO
C1yy4aeTcs BHe3anHo. Camble YacTble npuymHbl 310-
r0 - pak MOOYHOM xene3bl, pak 1erkoro U aMmdo-
Ma. BbinoT MoxeT BbI3BaTb 60/1b B rpyan 1 6ones-
HEHHOe YyBCTBO [ABNIEHMS, KOTOPOE MOBbILALTCA
B MONOXEHNM NEXA U YMEHBLIAETCS B MONOXKEHUH
Mas. Y NauMeHToB C TaMMOHAZO MOTYT BbIABATD-
(Sl CUMMTOMbI CHUXEHMS CepAEYHOr0 BbIbpOCa (Ha-
npuMep, roN0BOKpYXeHue 1nu 06Mopok). Mpu u-
3U4eCKOM 00CNIEN0BAHMM CepLieYHbIe NPOsiBNEHUS
MOrYT BbiTb He TaK BbIPAKEHbI, MOXET BbISBASTHCA
WYM TPEHUS NepUKapAa ¥ NapasoKCanbHbIiA Ny/bC.
PeHTreHoNorMyeckoe UCCefoBaHUE MOXET Bbisi-
BUTb LWApoBMAHYD (Gopmy cepaua. Heobxomumo
MpoBEfeHUe NepuKapLoLeHTe3a C AMarHOCTUYe-
CKO¥A ¥ TepaneBTUYECKOI LIeNbio, TaKXKe BO3MOXHO
NpoBEfeHVe OnepaLuii No CO3AaHWI0 nieBpone-
PUKApAManbHON GUCTYbI M NepPUKAPAIKTOMHUM.

MneBpanbHblii BLINOT [OMKEH ObTb ApeHu-
POBaH, CIM UMEET KNMHUYECKME NPOSBIEHMS, U
HeoOX0MM MOHMTOPUHT BO306HOBNEHMS 00pa-
30BaHMA BbiNoTa. lpu GbICTPOM BO306BHOBNEHMM
BO3MOXHO HANOXeHWe TOPaKOCTOMbl s ape-
HMPOBaHWS, CKNEPO3MPOBAHME WM MOBTOPHOE
[LPEHWUPOBaHKE C MOMOLWbI0 KateTepa. Bo3mox-
HO MpOBeAEHWe MaNMATUBHON XMPYPrUYecKoi
nNeBp3KTOMMK Npu pedppakTepHOM BbINOTE Y Na-
UMEHTOB C PACcMpOCTPaHEHHBIM OHKONOrMYECKUM
3aboneBaHmem.

Komnpeccus CninHHOrO MO3ra MOXeT ClTy4mTbCs
W3-33 PacnpoCTpaHeHus OMyXonu B NO3BOHOUHHUK

M TpebyeT 3KCTPEHHOTO XMPYPrU4YEcKoro BMe-
WaTenbCTBa MM NyyeBoi Tepanuu. CMATOMaMu
MOTYT 6biTb 60b B CMIUHE, MAPECTE3NM HUKHMUX
KOHEYHOCTEMN, AMCOYHKLMA KMILIEYHUKA M MOYEBO-
ro ny3bips. [Marto3 noaTBepKAAETCsS C MOMOLLbIO
KT unn MPT.

BeHo3Hble TPOMOO3bI HWKHUX KOHEYHOCTEN
YacTo MpMBOAAT K OCOXHEHMSIM Y OHKOJOTMYe-
Ckux nauventoB. Onyxonu npoayuMpytoT npo-
KOQrynaHTbl, B TY. TkaHeBble BaKTOPbI, YTO BEAET
K MOBbILEHWIO TPOMB00OPa3oBaHms, 0C0BEHHO
nocie onepauuu. [Ing npenoTBpalLeHus NEro4HoM
3MO0IMM MOTYT NPUMEHSTHCS aHTUKOATYSIHTI.

MeTabonuyeckne U MMMYHHbIE OCIOXKHEHMUS
paka BK/YAKT TUNEepKaNbUMEMMIO, TUMEpYpU-
KeMMI0, NoBbIlWEHHYK npoaykumio AKTT, aHTuTen,
BbI3bIBAIOWMX HEBPONOTMYECKME HADYILEHMS, Te-
MOJIUTUYECKYI0 aHEMHIO W IPYTOE.

METACTA3 BE3 BbIIBJIEHHOIO
MEPBUYHOTO OYATA

[lnarHo3 meTactasa 6e3 BbISBAEHHOMO nep-
BMYHOMO OYara YCTaHaBNMBAETCA, KOTAA OMyXonb
06HapyxvBaeTcs B OfHOM MW bBonee MecTax
METaCTaTMYeCKOro MOPAKEHUS W 0BbIYHBIMM CMO-
cobamu He yaaeTcs 0BHapyXUTb MepBUYHYHO Ony-
Xonb. MeTacTasbl 6€3 BbISIBNEHHOTO MEPBMYHOTO
oYara COCTABASKOT [0 7% BCEX OHKONOTMYECKUX
3aboneBaHuit paka 1 npenctasasiot coboii Tepa-
MeBTUYECKYHO uNeMMy, TOTOMY YTO fleyeHue paka
06bIY4HO HanpaBNeHO Ha KOHKPETHOE MepBMYHOE
MOpaXeHue.

Hanbonee uactoil nokanusaumeri nepeuUYHOI
OMyX0MW SBAAKTCS AUYKH, Nerkue, TONCTash U nps-
Masl KMLIKA M NOMKENynoyHas xenesa. 3t obna-
CT1 TpebyIoT TWATENbHOMO 00C/1eA0BaHMS.

WccnenoBanns NS BbISBAEHWA MEPBUYHON
OMyXO/W BKAKOYAIOT:

* 1abopaTopHble aHanu3bl;
* BU3yanu3upyoLLMe MeTOfibl 06CNeN0BaHNS;
* UMMYHOLMTOXUMUYECKOE M MMMYHOMEPOKCU-

[a3HOe MCCNef0BaHNS;

* aHaNM3 TKaHM.

JlabopaTopHble TeCTbl A0MKHbI BKAKOYATh B Ce6
KIMHUYECKHIA aHanu3 KpOBM, aHaN3 MOYM, aHan3
CTyNa Ha CKPbITYI0 KPOBb M OMOXMUMUYECKMIA aHa-
nu3 (Bktoyas uccnenosaque NMCA y MyxumH).
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Busyanusupyiowme  UCCNEN0BAHUSA  [OMDKHbI
BK/IHOYAT B e peHTreHorpaduio rpyaHon knert-
ku, KT 6prowHoii nonoctn u Mammorpaduio. Mpu
06HapyXeHUM KpOBM B CTyne HeobXOAMMO peHTre-
HOOTMYECKoe UCUIL0BAHME BEPXHUX OTLENOB Xe-
NYAOYHO-KMLEYHOTO TPaKTa C KOHTPACTUPOBAHUEM
BapueMm.

YBenuuuBatowleecs KoNMYeCTBO MMMYHOLM-
TOXMMUYECKUX MapKepoB MOXET ObITb MCMONb-
30BaHO /18 aHAnW3a LOCTYMHOW PakoBOW TKaHM
LNS OMpEAeNeHns NOKANU3aumu  NepBUYHOTO
nopaxeHus. B LononHeHue Kk 3ToMy UMMyHone-
POKCMAA3HOE MapKMpOBaHWE HA MMMYHOMO-
OYNMH, WCCNELOBAHMS TEHHBIX NepecTpoek W
3N1eKTPOHHAs MMUKPOCKOMMS MOMOTAT BbISBUTb
KDPYNHOKNETOUHYIO TUMGBOMY, @ MMMYHOMEpOK-
CMa3HOe OKpalMBaHWe Ha -(heTonpoTenH uim
B-XOpMOHMYECKMI FOHAZOTPOMUH MOXET YKa3bl-
BaTb HA rePMUHOTEHHbIE OMYXOW. AHANW3 TKaHM
Ha Hanuuue peLenTopoB 3CTPOreHa W nporecte-
POHA MOMOTAET BbIABUTb PaK MOOYHOI Xenesbl,
a UIMMYHONEpOKCKAA3Hoe oKpalmBaHue Ha MCA
MOMOraeT AMarHOCTUPOBaTb Pak MpOCTaTbI.

[laxe ecin TOYHBIA rUCTONOrMYeCKuit Ana-
THO3 He MOXeT ObiTb YCTAHOBNEH, pe3ynbTathl
UCCNENOBAHMA  MOTYT MOMOYb  NPeanonoXuTh
npoucxoxaenne onyxonu. Huskoguddepen-
LIMPOBAHHbIE KapLMHOMbI B CPEAOCTEHUM UIU B
336pIOWMHHOM MPOCTPAHCTBE Y MOJOLBIX MyX-
YMH WK Y MYXYUH CPedHero Bo3pacta cnegyer
PAcCMaTpuBaTh Kak repMUHOTEHHbIE OMyXOMu
LaXe Npu OTCYTCTBMM MOPaXeHus auuek. bonb-
Hble 3TUM BApMAHTOM OMYXOMW AOMXKHbI MOMy-
YaTb MNATMHOCOZEPXKALLYl0 Tepanuio, noToMy
4o y noytn 50% 3TMX NauneHTOB yaaeTcs fAo-
CTW4b MPOJOJIKMTENbHON  BbIXMBAEMOCTU 6e3
npu3HakoB 3abonesaHus. [lpu OonblIMHCTBE
LPYrux BapMaHTOB MeTacTa3os 6e3 BbisBNEHHOTO
MepBMYHOTO 0Yara IPeKTUBHOCTb U3BECTHBIX
BApWAHTOB MOJMXMMMOTEPANUM NIEYEHUS HUXKE
(menmaHa Bbbkuaemoctn <1 roga).

MAPAHEONNACTUYECKHE
CHHAPOMDI

I'IapaHeonnacmtlecxue CMHAPOMbI - 3TO CUMNTOMbI, NPO-
fABnfLWMeca B MecTax, OTAaNEHHbIX OT ONYX0/IM UNU ee
MeTacrasa.

XoTq natoreHes MapaHeonnacTMYeckux CuM-
MTOMOB OCTAETCS HESCHbBIM, OHU MOTYT BbI3bIBATHCA
BElLLeCTBaMM, MPOAYLMPYEMbIMU OMYXONbH), WM
Pa3BMBaTbCA B pe3y/NbTaTe NepekpecTHoM peakLmm
NpOTMBOONYXONEBbIX AHTUTEN C APYTUMM TKAHSIMM.
CuMNTOMbI MOTYT NPOABASTLCA B 1t06OM OpraHe
umm cucteme. [lo 20% OHKONOTMYECKMX MaLMeH-
TOB MMEIT NapaHeonnacTuyeckue CUHAPOMbI, HO
4acTo OHM He PaCMO3HATCS.

Yale BCero napaHeonnacTuyeckue CUMNTOM
Pa3BMBAKOTCA MPU  CEAYHOWMX OHKONOrMYECKUX
3a60neBaHusX:

* PaK NIerkoro (alLe Bcero);

* PaK MOYKM;

* TeNaToLenNAspHas KapuMHOMa;
* Ie/KO3bI;

o IMMGBOMbI;

* 0MyX0AM MOMOYHBIX Xenes;

* OMyX0NM IMYHUKOB;

* OMyX0NM HEPBHOM CUCTEMbI;

* DaK XenyaKa;

* PaK NOMXeNyn04HOM Xenesbl.

YcnewHoe neyeHne AOCTURAETCA Nyulle BCero
C MOMOLLBK KOHTPOANS OCHOBHOIO 3aboneBaHus,
HO HEKOTOpble CUMMTOMbI MOTYT ObiTb Kynupo-
BaHbl CNEUMUUHBIMU NeKapcTBaMKM (Hanpumep,
uMnporenTaauH Npu- KapuUMHOMOHOM CUHAPOME,
orcdochoHaTbl M KOpTMKOCTEPOMILI MpPH TUNep-
KanbLyemum).

06wue napaHeonnacTM4eCKUe CHMNTOMbI.
Y B0NbHbIX OHKONOMMYECKUMU 3360NEBAHMAMM Ya-
CTO OTMEYAIOTCS Kap, HOYHast NOTAMBOCTb, aHOPEKCUS
M KaxeKcus. 3T0 MOXeT 00yCI0BAMBATLCS BbIOPOCOM
LIMTOKMHOB, BOBMEYEHHbIX B BOCMANMTENbHYK MM
MMMYHHY0 peaKLium, MW MeayuaTopamy, BOBeYeH-
HbIMM B ONYXO/EBYHO KNETOYHYH) CMepTb, KaK, Hanpw-
Mep, GaKTop Hekpo3a onyxonu-. B passutim 3mux
CMMITOMOB TaKXe MOMYT Y4acTBOBAaTb HapylieHus
QYHKLMM MEYEHN 1 CTEPOMAOTEHE3a.

KoxHble napaHeonnacTuyeckue CUHAPOMbI.
Y NAUMEHTOB MOTYT Pa3BUBATLCS PA3NUYHbBIE KOX-
Hble CUMMTOMBI.

3yA, - CaMbli YaCTbIA KOXHBIM CUMNTOM Y OHKO-
NOrMYecknx BoNbHbIX (Hanpumep, y BONbHbIX Neli-
ko3amu, iumpoMamu). Yaue BCero ero Npu4MHo
ABNAETCS rUnepao3uHobums.

MpunuBbl MHOTAA Pa3BMBAKOTCS B C(BS3U C
MPOM3BOANMBIMMA  OMYXOMbK)  LIMPKYAUPYHOLMMK
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Ba30aKTUBHbIMU BeLLeCTBaMM (HanpuMep, NpocTa-
rMaHOMHAMK).

MnrMeHTHbIE NOPaXXEHNUS KOXM, UK KepaTosbl,
BCTPEYAIOLLMECS MPU 3N0KAYECTBEHHBIX OMYXONAX,
BK/TIOYAKOT YepHbIi akaHTO3 (paK XenyLouHo-Ku-
LIEYHOTO TPaKTa), reHepannU30BaHHbIM KOXHBIA Me-
NaHo3 (TMMoMa, MENaHoMa, renatoLenonspHas
kapuuHoma), bonesHb boyaHa (pak nerkoro, pak
KENyB0YHO-KMLLIEYHOTO TPaKTa, OMyXOaM Moyeno-
NOBbIX NyTeit) U BONbLIME MHOXECTBEHHbIE Ce60-
peiiHble KepaTto3bl, T.e. npu3Haku Jlesepa-Tpena
(numdoMa, pak xenynoyHo-KMWeYHoro TpakTa). K
Pa3BMTMIO KEPAaTO30B MOXET NPUBOAMTD CEKPeLUs
OMyXONbl0 NpefLecTBEHHMKOB MENaHUHa.

MxTno3, wnu feckamaums pasrubatenbHoi
MOBEPXHOCTM KOHEYHOCTEN, Takke BCTPEYaeTcs y
4acTu BONbHBIX.

TMnepTpux03 MOXET NPOSIBAATLCS BHE3AMHbLIM
nosiBNeHueM rpybbix BOAOC HAa ULE M YWaX, KO-
TOpOE MpOXOAMUT MOCNe Pe3eKuMM MW Tepanuu
onyxonu. Takxke BO3MOXHO pa3BuTMe anoneuuw
npu onpefeneHHbX BUAAX paka. MexaHusm Bos-
HUKHOBEHWS aNloneLum OCTAeTCs HeSICHBIM.

HekpoTuueckas Murpupyiowwas sputeMa Mo-
KET pa3BMBaTLCS NPYU MHOKaroHOMax.

MOAKOXHBIA aaMNO3HbIA HEKPO3 MOXET BO3-
HMKaTb NPy BbICBOOOXKAEHUN NMPOTEONAUTUYECKMX
(GepMeHTOB M3 pa3nuuHbIX OMyxoneil mogxeny-
J0YHO Xenesbl.

OnosicoiBalOWMA MWK MOXET NPOSBAATLCS
MpY PeaKTMBALLMM NATEHTHOTO BUPYCA Y NaLMEHTOB
CO CHWKEHWEM OBLLEro MMMYHUTETA MW HapyLLe-
HUeM QYHKLMM MMMYHHO CUCTEMBI.

JHAOKPUHHBIE  MapaHeonnacTM4ecKue
CMHAPOMBI. JHLOKPUHHAS CMCTEMA YacTo 3aTpa-
TMBAETCS NapaHeonNACTUYECKUMU CUHAPOMAMA.

Cunapom KywwuHra (136biTOK KOpTU30Aa, Be-
LyLWKiA K TUNePIUKEMUH, TUNOKaNMEMHUK, TUnep-
TEH3UM, LEHTPaNbHOMY OXWPEHWIO, MOABAEHUIO
NYHOOOPa3HOro fMUA) MOXET BO3HMKAaTb Mpy
3kTonuyeckoit BbipaboTtke AKTI mam cxoxmx ¢
HUM MOJIEKY, 4acTo MPWU MENKOKNETOYHOM pake
Nerkux.

AHoManuu BOAHO-3MEKTPONUTHOTO 6anaHca,
BK/T0YAA MMOHATPUEMMIO, MOTYT NPOSBASTLCS NPY
BbipaboTke ALLl ¥ FOPMOHOB, CXOXMX C TOPMOHAMM
LUMTOBMAHON Xene3bl, PU MENKOKNETOYHOM UK
HeMENKOKNETOYHOM paKe Nerkoro.

[unornnukemMms MOXeT BO3HWKATb NPy NPOAYK-
UMM MHCYNMHOMOZOOHbIX (BaKTOpoB pocTa Miw
npy NPOAYKUMM MHCYIMHA KNeTKaMu OCTPOBKOB
NOMKeNYA0YHOM Xenesbl UM NPU reMaHrmonepu-
LIUTOMAX.

[MnepTeH3us MOXeT BO3HMKaTb MpU aHOMab-
HOW cekpeunn 3nuHedpuHa M HopanuHedpuHa
(npu heoxpoMoLuTOMaX) Ui Npy u3BbITKE KOPTU-
30na (AKTI-npogyumpytoLme onyxonm).

[lpyrve 3KTOMMYeCKM npoayuMpyeMble rop-
MOHbI BK/II04AKOT NapaTropMOH-CBA3aHHbIA 6enok
(PTHRP; nmpu nnockoknetoyHoM pake Merkoro,
pake TONOBbI M LM, Pake MOYEBOrO My3bIps),
KaNbLWMTOHMH (pX pake MOMOYHOM xenesbl, Mef-
KOKNETOYHOM paKe Nerkoro u MeaynnapHoii kap-
LMHOME LUMTOBUAHOW KeNesbl) U TMPeOTPONHbINA
TOPMOH (MPU  TECTALMOHHON XOPUOHKAPUHOME).
PTHRP Bbi3bIBA€T rMnepKanbLMeEMMIo 1 CBS3aHHbIE
C Hel CUMMTOMBI (Monnypus, AeruapaTauus, 3anop,
MbllLEYHas C1aboCTb); KaNbLMTOHWH BbI3bIBAET Na-
[AeHWe YPOBHS CbIBOPOTOMHOMO KaflbLMs, 4TO BEAET
K MblLLEYHbIM CMa3MaM M apUTMUAM Cepaua.

Y¥enynouHo-KuweyHble napaHeonna-
CTHYECKMEe CMHAPOMBI. BbipaxeHHas auapes C
nocneaytolen aeruapataumedt M HapylieHusaMu
3NIeKTPONUTHOTO BanaHca MOXeT BO3HMKaTb Mpw
OMyX0NeBOW CeKpeuun NpOCTarNaHAMHOB MU
Ba30aKTMBHOMO WHTECTMHaNbHOrO nentuaa. [lo-
[00Hble HapyleHWa BCTPEYATCS MpU OMyXonsx
OCTPOBKOB MOMKENYAOYHOW JKenesbl W Lpyrux.
JHTeponaTuu C notepei 6eNKoB MOryT BO3HUKATb
npy1 BOCMANEHWM OMyX0NeBOW TKaHW, 0COBEHHO
npu nuMdomax.

lemaTonoruyeckue  nmapaHeonnacTuye-
CKMe CMHAPOMBIL. Y OHKONOrMYeckux nauueH-
TOB MOXET Pa3BMTbCS KPACHOKNETOYHAA annasus,
aHeMMS XPOHMYECKMX 3aboneBaHWi, NeiKoumuTo3
(neiikemonpHas peakums), TPOMOOLMTO3, 303u-
Hodunms, 6asoduams M AMCCEMMHMPOBAHHOE
BHYTPUCOCYAMCTOE CBepTbiBaHKe. B nobasneHme
K 3TOMY MAMONaTUYecKas TpoMBoLMTONEHNYECKan
nypnypa 1 Kymbc-nonoxutensHas remoautuye-
CKas aHeMMS MOTYT OCOXHWTL Pa3BUTME OMyXO-
neit IMMGOMAHOTO NPOMUCXOXAEHMS. IPUTPOLIUTO3
MOXET Pa3BMBaTbCS NP Pa3AUYHbIX OHKONOTUYE-
CKuX 3a60n1eBaHMAX, 0COOEHHO NP pake MOYKM U
neyeHu, 3-3a 3KTOMMYECKOH NpoayKLMK 3pUTPO-
MO3TMHA W 3PUTPONO3TUHONOAOOHDIX BewecTs. B
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OTZENbHbIX Cy4asx HabMIOAAITCS MOHOKNOHANb-
Hble raMManaTuu.

M3BecTHble  MeXaHM3Mbl  reMaronoruyeckux
HapYLWeHWA BKMYAKOT NPOZYKLMIO ONYXONsMu
BELLECTB, KOTOpble MMUTMPYIOT WM BnokupyroT
HOPMa/ibHbIE 3HAOKPUHHbIE CWTHANbBI AN Pas-
BUTUSI KNETOYHBIX JIMHHIA, U BbIPabOTKY aHTUTEN,
nepexkpecTHo pearupyloLwyx C peLLenTopamMu Hop-
Ma/lbHbIX KNIETOYHbIX IMHWIA.

HeBponoruueckue napaHeonnacTuveckue
CHMHAPOMBI. [1pY MapaHeonNaCTMUYeckux CMHAPO-
Max BCTPEYAeTCs HEeCKOMbKO BapuaHToB nepude-
PUYECKOI HeiiponaTuu. Takke MOTYT Pa3BMBATbCs
MO3KEYKOBbIE CMHOPOMbI W ApYrUe LIeHTPanbHble
HEBPOMIOr1YECKMe NapaHeonnacTieckie CUHAPOMBI.

Nepudepuyeckas Heiiponatus - CaMblil pac-
MPOCTPaHEHHbI HEBPONOTMYECKUA NapaHeonna-
cTudeckuii  cuHapom. OBbIYHO 3TO  AMCTanbHas
CEHCOMOTOPHas MOAMHeHponaTys, KoTopas Bbi3bl-
BAET YMEPEHHYHO IBUTaTENbHYI0 C1aboCTb, MoTepio
YYBCTBUTENHOCTU W OTCYTCTBUE AMUCTANbHBIX ped-
nekcoB. CUHAPOM HEOTAIMYMM OT TOTO, YTO COMPO-
BOXZIAET MHOTWE XPOHUYeckue 3aboneBaHus.

Mopoctpas ceHcopHas Heifponatua - 6onee
cneumduyHas, Ho pefkas nepuepuyeckas Heii-
ponatus. Pa3BuBaeTcs fereHepauus raHrmmes
33[HMX KOPELWKOB W MpOrpeccupyrowas noteps
YYBCTBUTENHOCTY C aTaKCHel, OIHAKO HapyLleHue
MPOBOAUMOCTU MOTOPHbIX HEHPOHOB BbIPAKEHO
cnabo. PacctpoitctBo MOXET NpuBOAMTL K WHBA-
nmaHocTn. Aytoantuteno Anti-Hu BbisBasieTcs B
CbIBOPOTKE Y HEKOTOPbIX NALMEHTOB, BObHbIX Pa-
KOM nerkux. JleyeHus Her.

CuHppom luiteHa-bappe, apyras nepudepuye-
CKast HelponaTus, BCTPEYAETCs YaLle Y MaLMEHTOB
¢ iumdoMoit XomkkuHa, yeM B 06LIEed Nonynsumi.

CuHapom UtoHa - Jlambepta - 370 MMMYHO-
OMOCPENOBAHHbIA, MOXOXUI HA MUACTEHUIO CHH-
ApOM, XapaKTepu3ywlmMincs c1aboctbio, 06bIYHO
MOPaXaIoLMA KOHEYHOCTU W He 3aTparvBatoLLmid
TMasHble W [MasHuyHble Mbiwupbl. CUHAPOM 06Y-
CI0BNEH MPECMHANTUYECKUM TMOpaXeHueM, BO3-
HUKAMLMM NPU HapyLIeHUM 0CBODOXIEHMS alle-
TUNXOAMHA U3 HEPBHbIX OKOHYaHWi. BoeneueH IgG.
CMHLPOM MOXET AMArHOCTUPOBATHCA A0 MW Mocne
BbliBNEHMs paka. OH HABMIOAAETCA YaLLe Y MYXKYMH
C MHTpaTopakanbHbiMu onyxonsmu (70% wumerot
MENKO- MM OBCHOKNETOUHBIA pak nerkoro). Cum-

MTOMbl M MPU3HAKM BKIIOYAKOT Xaxay, C1abocTb,
00/ B MPOKCUMaNbHBIX MbILILIAX KOHEYHOCTEH, ne-
puepuyeckme napectesnm, CyxocTb BO Py, 3pek-
TUNbHYI0 MCOYHKLMIO U 1T03. [y6OKMe CyXOXMIb-
Hble peqnieKchl CHUKeHbl W noTepsHbl. AuarHo3
MOATBEPKAAETCA MpW  BbISBAEHMM BO3PACTaHMS
OTBETA HA MOBTOPSHOLLYIOCA HEPBHYIO CTUMYNALLMIO.
AMRAMTYda COCTaBHOTO MBbILEYHOrO MOTeHUMana
yBenuuuaetcs 6onee yem Ha 200% npu uactote
>10 [u. Tepanus B nepeyto 04epeab HanpasaeHa
Ha 3M0KayecTBEHHOe HOBOODpPa30BaHMe M MHOMAA
MpUBOAMT K peMUCCHM. [yahuauH (cHavana 125 mr
4 pasa B AeHb BHYTPb, MOCTENEHHO YBENYMBAS A0
35 Mr/kr) obneryaet BbIOBPOC aLETUNXONMHA M Ya-
CTO CHUXKAET BbIPAXXEHHOCTb CUMMTOMOB, HO MOXET
yrHeTaTb (hyHKLMIO KOCTHOTO MO3ra 1 neyeHu. MHo-
raa bbiBaeT 3GMeKTMBHO NPUMEHEHKE KOPTUKOCTe-
pounos v nnasmadepesa.

MopocTpas Mo3xeukoBas AereHepaums Bbi3bl-
BaeT NpOrpeccupyloLLyto bunatepanbHyto atakcmio
PYK M HOF, OM3apTpHI0, MHOTAA TONOBOKPYXEHMe
u aunnonuio. Hesponoruyeckue CMMITOMbI MOTYT
BK/IIOYATb AEMEHLMI0 C MPU3HAKAMM MOPAKEHMS
cTBOMA MO3ra um 6e3 Hux, oranbMonnermto, Hu-
CTarM, NPU3HaK1 NOPAKEHNS NOAOLIBEHHBIX Pa3ru-
Oateneit, BbIpKEHHY0 AU3aPTPHIO C BKITIOYEHUEM
B MPOLeCC pyk. Mo3xeukoBas AereHepauus 00biy-
HO NpOrpeccupyeT B TeYEHNE HEAeNb UM MECSLEB,
4acTo BbI3bIBast MMyBOKYH0 MHBANMAHOCTb. MO3XKeY-
KOBas [iereHepauusi MOXET MpenlecTBOBaTb Bbl-
SIBNEHMIO OMYXOW HA HECKOMBKO Heaenb, MecsiLleB
win faxe net. Lupkynupyiowee aytoaHTuTeno
Anti-Yo 06Hapyxm1BaeTCs B CbIBOPOTKE WM CMUH-
HOMO3rOBOW KWAKOCTU Y HEKOTOPbIX MaLWEHTOB,
0COBEHHO Y XEHLUMH, BOMbHBIX PAKOM MOJIOYHOV
ene3sbl Uan pakoM anynukoB. MPT wan KT moryt
BbIBUTb MO3KEUKOBYK aTpoduio, 0COBEHHO Ha
MO3AHMX CTaamsX. XapakTepHble NaTonorMyeckue
M3MEHEeHWs BKKOYaoT 0OLMPHYI0 MOTEpIo KNeTok
IypkuHbe 1 06pa3oBaHme CKOMAEHHI NeKoUMTOB
BOKpYT rMyBOKMX KPOBEHOCHBIX COCYAOB. B crnH-
HOMO3rOBOW XMAKOCTU WHOTAA OBHAapyXMBAeTCs
yMepeHHbI TMMbOLMTapHbIK nneouuTos. Tepanus
HecneuuhuyHas, HO MOXET HaCTYNUTb YNyJleHue
COCTOSHMS MY YCMeLHOM Tepanuu paka.

OnCOKNOHYC (COHTaHHOE XaoTUYHOE BUKEHME
rna3) - PEenKMit MO3XKEUKOBbIA CMHAPOM, KOTOPbIA
MOXET CONPOBOXAATb HerpobnactoMy y aeteid. OH
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CBY3aH C MO3XEYKOBOM aTakCWen U MUOKIIOHYCOM
TeNa 1 KOHeYHOCTeH. MoXeT BbISBNSTLCS LMPKYIU-
pytowee aHtuTeno Anti-Ri. Curapom yacto bbiaet
BbI3BaH KOPTMKOCTEPOMAAMM U Tepanuelt paka.

MNopoctpas MoTOpHas HeliponatMs - peakoe
PACCTPOCTBO, Bbi3blBAKOWEE  Ge360Ne3HEHHYI0
1ab0CTb HUKHETO MOTOHEHPOHA BEPXHUX U HUX-
HUX KoHeyHocTed. OBbIYHO 0TMEYaeTCs y nauueH-
708 C IMM(OMON XOmKKMHA 1 ApYrUMU nuM(boMa-
Mu. KneTku nepeaHero pora fereHepupyiot. Yacro
C1Y43ETCA COHTAHHOE YyYLLeHUe COCTOSHUS.

MogocTpas HeKpoTM3MpYoLLas MUenoNaTUs —
PEfIKiA CMHAPOM, NIPU KOTOPOM B CEPOM U Benom
BELLECTBAX FONIOBHOMO MO3ra BbICTPO Pa3BMBAOTCA
noTepst YyBCTBUTENbHOCTM M [BUraTeNbHbIE pac-
CTPOWCTBa, YTO BefeT K mapanner. MPT nomo-
FaeT OTAMYMTb IMUZYPANbHYI0 KOMMPECCUIO OT Me-
TacTaTM4ecKoil onyxoau - bonee Yactoi NPUYMHBI
BbICTPO NporpeccupytoLLeit AMCHYHKLUMM CIMHHOTO
MO3ra Yy OHKONOTMYeCkux nauuentoB. MPT MoxeT
BbIBUTb HEKPO3 CIMHHOIO MO3ra.

JHUehanuT MOXET BO3HWKATb KaK MapaHeo-
MNACTUYECKUA CMHAPOM, NPUHMMAs HECKONbKO
pasHbix (OpM B 3aBMCMMOCTM OT BOBIEYEHHOM
30Hbl Mo3ra. [pesnonaraetcs, 4To 3HuedanuT 0bb-
ACHAET IHLEeDANonaTuo, KOTOpas 4acTo BO3HMKAET
Npy1 MeNKOKNETOYHOM pake nerkoro. Jiumbuueckui
3HLLedanuT XapakTepu3yeTcs TPeBOroii U aenpec-
Cveld, NpUBOAA K MoTepe MaMATH, XUTaLMK, Cny-
TaHHOMY CO3HAHMUIO, FAMMIOLMHALMAM M aHOMaNK-
am noseaenms. AHtutena Anti-Hu, HanpaBneHHble
npotvs PHK-cesi3biBatowmx 6en1koB, MOryT npucyT-
CTBOBATh B CbIBOPOTKE MM CMIMHHOMO3rOBOM M-
kocTu. MPT no3BoNSET BbISIBUTD 30HbI MOBbILLEHHO-
r0 CKOMNEHWS KOHTPACTa U OTek.

MoyeyHblii NapaHeoNNaCcTHUECKHHA CHH-
ApoM. MeMOpaHO3HbIA TOMeEpYNoHedPUT MOXET

Pa3BMBATLCS Y MaLMEHTOB, DOMbHBIX PakoM ToN-
CTOM KMLLIKM, pakoM SMYHMKOB M uMbOMamm, Kak
pe3ynbTaT NOPAXEHNS LMPKYAUPYIOLLIMMU UMMYH-
HbIMM KOMNIEKCAMM.

PeBmatonoruueckue napaseonnacru-
YyeckuMe CMHAPOMDI. Pesmatonoruyeckue pac-
CTPOICTBA, OMOCPeAOBaHHbIE  ayTOMMMYHHbBIMU
peakumMsiM1, Takke MOoryT BbiTb MaHubecTauuei
MapaHeonnacTM4eckmx CUHAPOMOB.

ApTponatuu (peBMaTOMAHbIA NOAUAPTPUT, No-
NUMUANTUS) UM CUCTEMHBIN CKNEPO3 MOTYT pas-
BUTbCS Y MALMEHTOB C OHKOreMaTonorMyeckumm
3a00/1€BaHMSIMM UM ONYXONAMM TONCTOM KHMLLKM,
NOMKeNyA0YHOM xenesbl uan npoctatbl. Cuctem-
Hblii CKNEpO3 MM CUCTEMHas KpacHas BONYaHKa
MOTYT Takxe BO3HMKHYTb Y GObHbIX pakoM ner-
KOr0 1 OMyXONAMM HKEHCKOM PenpofyKTUBHOM
CUCTEMBI.

lunepTpoduueckas octeoapTponatus Bbl-
paxeHa npu OnpeaeneHHbIX BUAAX paka Nerkux
M HaYMHAeTCs Kak Bone3HeHHas OTEeYHOCTb Cy-
CTaBOB (KONeHeH, NOAbDKEK, 3anACTyIA, NOKTel W
MeTakapnohanaHreanbHbIX CyCTaBOB) C BbINOTOM
M MHOTAQ C Nanbliamu B Buae HapabaHHbIX Na-
noyexk.

BTopuuHbIi i aMMNONMA03 MOXET BO3HMKATb MpK
Muenome, TMM(MOMax UM NOYEYHOKNETOUHOM pake.

[lepMaTOMUO3NT 1, B MEHbLLE CTENEHM, NOK-
MMO3MT CYUTaOTCA Bonee pacnpoCcTpaHeHHbIMMU Y
OHKONOTMYeCcKkMX 6oNbHbIX, 0cobeHHo crapwe 50
net. 06bIYHO NPOKCMManbHas MbllueyHas c1abocTb
NpOrpeccupyer, Bbi3biBasi NaTONOrMYECKOE Mblliey-
HOe BOCManexue 1 Hekpo3. TeMHas 3puUTeMaTo3Has
Cbinb B BuAe 6a60UKM MOXKET Pa3BUTLCA Ha LLEKAX
M COMPOBOXAATLCA NepUOpPOUTANbHBIM OTEKOM.
JddekTMBHON MOXET BbITb TEPANUsS KOPTUKOCTE-
pouaaMu.

€%1) Ummynonorus
onyxonei

Pacno3HaBaHMe OMYXoaM  SIBNSETCA  KOM-
NNEKCHOM M HEenpoCTOM 3afayer ANs UMMYHHOM

CMCTEMDI, KOTOPas HOMKHA OTAMUUTL KNETKM C
afIeKBaTHbIM POCTOM W OpraHu3aLmeit OT KIeToK,
MOABEPTLIMXCS  HEOMNACTMYECKO TpaHcPopMa-
umu. Tpouecc noapasyMeBaeT pacno3HaBaHue
OMyX0NeBbIX aHTUreHOB IOPEKTOPHBIMU KNETKAMM
W MHWALMAUMIO MMMYHHOTO OTBETA. Pa3BuTue ony-
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Xone, HECMOTPA Ha Hanuyue aHTUIeHOB, 3HAYU-
MOCTb MMMyHHOVI peakLuu B natoreHese onyxoneVl
1 BO3MOXHOCTb NPUMEHEHUA NpenapaTtos, CTUMY-
JIMpYOLWNX VIMMyHHbIVI OTBET, 0CTAETCA NpeaAMETOM
MHTEHCUBHOIO M3Yy4eHus.

ONYXONEBbIE AHTUTEHDI

MHorMe onyxonesble KNeTKM CUHTE3WPYOT
aHTUrEHbI, KOTOpble MOTYT BbICBOGOXAATHCS B
CMCTEMHBII KPOBOTOK WAM 3KCTIOHMPOBATLCS HA
MOBEPXHOCTH KNETKW. bbinn mneHTMdULMpoBaH.I
aHTUreHbl 4151 BOMBLIMHCTBA OHKONOTUYECKMX 3a-
GonesaHuii Yenoseka, B Tu. 4nst iuMombl bepkut-
Ta, HEMPOBNACTOMbI, 3/10KAYECTBEHHO! MeNaHOMBl,
0CTEOCAPKOMbI, paka NouK1, MOMOYHOM XKenesbl,
NpeaCTaTenbHOMN Xenesbl, IErkoro 1 TONCTON K-
ku. KntoueBast posib MMMYHHOM CUCTEMbI 3aK/H0ua-
€1csl B 0OHAPY)XEHUW 3TUX aHTUreHOB M Moceny-
foLLeit TapreTHol 3paamkaumu. OgHaKo, HecMoTps
Ha WX MHOPOAHYIO CTPYKTYPY, UMMYyHHbII OTBET
Ha OMyXoneBble aHTUreHbl BapbUPYET U 3a4acTyio
HElOCTaTOYHO BbIPaXeH, YTODbI NPensTCTBOBaTh
POCTY ONYXO/IH.

Onyxonb-accouumpoBaHHble  aHTUreHbl  (TAA)
MWb OTHOCUTENBHO CNEUMOUUHBI Ans onyxone-
BbIX KNETOK, TOrAa Kak onyxosb-cneuuduyeckue
aHTureHbl (TSA) yHMKanbHbl 7S OMyXONeBbIX
knetok. TSA n TAA obblyHO npeacTasnstoT coboi
(parMeHTbl BHYTPUKNETOUHBIX MOMIEKY, 3KCpec-
CMpYIOLLMECS Ha NOBEPXHOCTU KNETKU B COCTaBe
[NaBHOO KOMMNIEKCA MUCTOCOBMECTUMOCTM.

K npeanonoxutensHbiM MexaHu3MaM Gopmu-
POBAHWS ONMYXONEBbIX AHTUrEHOB OTHOCAT:

* BHEQPEHME HOBOI reHeTUYeckon MHhopmaLmm
C BMPYCHbIMM YacTMLUaMK (Hanpumep, 6enku
nanunnomMasupyca yenoseka E6 u E7 npu pake
WelKK MaTkm);

M3MEHEHMe OHKOTEHe3a Uiu AesTENbHOCTY ony-
XONeBbIX CYNpPeccopoB Mof AEWCTBUEM KaHue-
POTeHOB, B pe3y/ibTare Yero nosBNTCA HOBble
AMUHOKMCNOTHbIE MOCNIENOBATENBHOCTY MW Ha-
KannmBatoTcst GENky, KOTOPbIe B HOPME He 3KC-
NPeccupyIoTCca UM KCTIPECCUPYIOTCA B 04YeHb
HeboMbLLMX KONMYEeCTBAX (HAMPUMEP, ras, p53);
aHOMaNbHO  BbICOKWI  YPOBEHb  MPOTEUHOB,
KOTOpble B HOPMe MPUCYTCTBYKT B TOPa3fo
MeHbLUMX KONMYeCTBax (HanpuMep, mpocTar-

cneunduyeckuit - aHTUreH, MenaHoMaaccouy-
MPOBAHHbIE aHTUTeHb) MM 3KCMPeCcUpyHoTCa
TONbKO B NEPUOA 3MOPUOHANbHOIO PasBUTUS
(pakoBblit 3MOPUOHaNbHBIit aHTUrEH);

* 3KCMOHMPOBAHME AHTUTEHOB, B HOPME CKPbITbIX
B KNETOYHOI MeMbpaHe, B CBAA3W C HapyLueHneM
roMeocTasa MeMbpaHbl B OMyX0NeBbIX KAeTkax;

* BbICBOOOX/EHME AHTUTEHOB, B HOPME 3aK/i0-
YEHHbIX BHYTPM KNETKW UAM ee opraHess, npu
rbenu onyxoneBoi KNeTku.

OTBET OPTAHU3MA
HA PA3BUTUE ONYXOJIN

WMMyHHbIA OTBET Ha YyKEpPOLHble AHTUreHbI
BK/IHOYAET ryMOPANIbHbIN (QHTUTENA) M KNETOUHbIiA
KOMMOHEHT. B 6ObWMHCTBE Cy4aeB rymopanb-
HbIiA OTBET HE MOXET BOCTPENSTCTBOBATb POCTY
onyxonu. OnHako 3QGeKTOpHbIe KNeTKM, Takue Kak
T-numbouuTbl, MaKpoaru 1 ecTecTBeHHble Kune-
pbl, 06/134AKT OTHOCUTENBHO BbICOKOM CMOCOBHO-
CTb) YHUYTOXATb OMYXONEBbIE KNETKU. AKTUBHOCTb
3(GEKTOPHBIX KNETOK MHAYLMPYeTCs KNEeTKaMu,
npe3eHTupytowmmn TSA uan TAA Ha ux noBepxHo-
CTW (3TW KNETKM Ha3bIBAKOT aHTUTEHNPE3EHTUPYIO-
LMMM KNETKaMU), U NOALEPKUBAETCS LIUTOKUHAMMU
(Hanpumep, WHTepnelkuHaMK, MHTepdepoHaMu).
HecMoTps Ha aKTMBHOCTb IQMEKTOPHBIX KNETOK,
WMMYHHBIA OTBET OpraHM3Ma MOXeT 6biTb Hepo-
CTaTo4eH ANs KOHTPONS BO3HWKHOBEHWA W poCTa
OMyXonu.

KneTounblit UMMyHUTET

T-tMOLMTBI — OCHOBHbIE KNETKH, OTBETCTBEH-
Hble 33 HEMOCPeACTBEHHOE PAcro3HaBaHME U YHUY-
TOXEHWE OMyXoneBbix knetok. O OCyLecTBASIOT
UMMYHONOTMYeCKUiA Haf30p, 3aTeM nponudepupy-
10T W Pa3pyLIaoT BriepBble TPAHCPOPMUPOBAHHbIE
onyxosnieBble KNETKM Mocie pacro3HaBanusa TAA.
T-KneTouHbI OTBET Ha (OpMUPOBaHME OMyXonu
perynupyetcst ApyruMU KNetkamu WMMYHHOM Cu-
CTeMbI; HEKOTOPbIM KfleTKaM HeobxoauMo npucyT-
CTBME TYMOPANIbHBIX aHTUTEN MPOTUB OMYXONEBBIX
KNETOK (aHTUTEN3aBUCMMAR KNETOYHAA LMTOTOK-
CMYHOCTB) ANS1 MHULMALMK B3aUMOLEWCTBUM, Npu-
BOAALMX K TMbENM onyxoneBbix knetok. Hanpotus,
cynpeccopHble T-TUMQOUMTbI NOAABASIOT UMMYH-
HbI OTBET Ha Pa3BUTUE OMYXONH.
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Lutotokcuyeckue T-numboumtel (LIT/T) pacno-
3HAKOT QHTUTEHbI Ha KNETKaX-MULIEHSX U IM3NpYLOT
3TU KNETKM. 3TU aHTUreHbl MOryT NpeacTaBnsTb
coboi Benku KneToyHod MembpaHbl MM BHY-
TpuKneTouHble benku (Hanpumep, TAA), KoTopble
3KCMPeccUpyioTCs Ha MOBEPXHOCTM B KOMBMHALMK
C Monekynamu | knacca rmaBHOMO Kommnekca -
crocoBmectumoct (MHC).  Onyxonbcneumduye-
ckue LIT/T 6bian 06HapyxeHbl B HepobnacTomax,
3/10KQYeCTBEHHBIX MEeNaHOMax, CapkoMax, pake
TONCTOM KMLIKK, MOIOYHOM XeNne3bl, LWenKu MaTku,
3HIOMETPUS, IMYHUKOB, CEMEHHMKOB, HOCOTNIOTKM
W MOYKY.

EctectBeHHbie kunnepbl (NK) - 310 ewe ogHa
nonynsumus 3QdeKTopHbIX KneTok, 0bnafatowmx
aKTUBHOCTbIO MPOTUB OMyX0MeBbIX kneTok. B otu-
une ot LIT/T NK He uMetoT peLientopoB K aHTure-
HaM, HO BCe PaBHO CMOCOOHBI PaCcno3HaBaTb HOp-
MallbHble KNeTKu, MHOULMPOBAHHDIE BUPYCOM, W
omnyxonesble KNeTku. Mx akTMBHOCTb NpoTMB Ony-
XONeBbIX KNETOK Ha3BaHa eCTeCTBEHHOM, MOCKONb-
Ky He WMHOYUMPYETCS HUKaKUM Cneumduyeckum
aHTMreHoM. MexaHuam, no kotopoMy NK-kneTku
PA3NMYaIOT HOPMalbHbIE U HEHOPMaNbHbIe KNeT-
ku, B HacTosiee Bpems uccnegyetcs. Cylwectsyior
CBMAETENBCTBA TOTO, YTO MOAEKYNbI knacca | rnas-
HOTO KOMMNIeKCa r’1CTOCOBMECTUMOCTU Ha NOBepX-
HOCTW HOPManbHbIX KAETOK MOTYT MHrMBMpOBaTh
aKTMBHOCTb NK-Knetok 1 mpensTcTBOBaTh NM3NCY.
TaknM 06pa3oM, CHUXeHHbI YPOBEHb 3KCMpecuu
MONeKyN Knacca |, xapakTepHbii Ans MHOTWX Omy-
XONeBbIX KNETOK, MOXeT CnocobCTBOBaTb aKTMBa-
umn NK-knetok u nocnegytolemy nusucy onyxo-
NeBbIX KNETOK.

Makpodaru B aKTMBMPOBAHHOM COCTOSHUM
MOTYT YHMYTOXaTb OMyXONeBble KNeTKU B KOM-
OuHaumm ¢ psgoM dakTopos, BKToyas nMMQo-
KuHbI (pacTBOpUMble (aKTOpbI, CUHTE3MPYEMble
T-numdouutamu), u uHtepdepoHoM. OHn MeHee
3DGEKTUBHBI, YeM LMTOTOKCMYECKMIA MEXaHW3M,
onocpenoBaHHbid T-kneTkamu. [lpu onpenenen-
HbIX YCIOBMSX MakpoQaru MOryT Npe3eHTUpoBaTh
TAA T-kneTkam M CTUMYNMPOBATb OMyXONbCneLy-
OWYHBIA IMMYHHbIiA OTBET.

[leHapuTHbIE KNETKM - 3TO CreuuanbHble aH-
TUreHNpe3eHTUPYIOLLME KNETKM, MPUCYTCTBYIOLLME
B 6apbepHbIX TKaHsIX (Hanpumep, B Koxe, iMMPo-
y3nax). OHu UrpaloT OCHOBHYHO POb B MHULMALMK

0MyX0NbCneuMdUYHOro MMMYHHOTO OTBETa. ITU
KNETKM  MOMOLLAKT  OMyX0NbacCOLMMPOBAHHbIE
Oenku, nepepabatbiBatoT UX M npe3eHTUpytoT TAA
T-knetkam ana cumynaumuu oteeta LIT/T npotus
0mnyXoneBbIX KNeTok. Hannume LeHAPUTHbIX KNEeToK
B OMyX0NeBOW TKaHW Koppenupyert ¢ bnaronpusr-
HbIM MPOTHO30M.

JIMMQOKMHBI  CUHTE3UPYIOTCS B MMMYHHbIX
KNEeTKax W CTUMYAMPYIOT POCT UM MHAYUMPYKOT
AKTUBHOCTb PYrX UMMYHHbIX KneTok. K HuM oT-
HocaTea IL-2, Takke U3BECTHBIN Kak hakTop pocTta
T-numdouuTos, U uHTEpdEpOHbI. [L-2 cuHTE3NpY-
€TCS IeHAPUTHBIMU KNeTKamu W CreLmpuyeck
aktveupyeT LT/, Takum obpasoM ycunuBas npo-
TMBOOMYXONEBbI MMMYHHbIN OTBET.

PerynstopHble T-kneTku B HOpMe MPUCYTCTBY-
10T B OpraHM3Me 1 NpensTcTBYIOT Pa3BUTHIO AyTo-
UMMYHHbIX peakumit. OHu 06pa3yioTcs B aKTUBHYHO
(a3y MIMMYHHOTO OTBETA HA MATOreHbl U OrpaHu-
YMBAIOT MOLLHBI UMMYHHBIV OTBET, KOTOPbIA MOT
Obl MOBpPeaNTb 3[0POBbIM KNETKAaM OpraHu3Ma.
Hakonnenue 3Tux Knetok B ONyX0aM UHTMOMpyeT
MpOTUBOOMYXONEBbI MMMYHHBIA OTBET.

MuenonpasaBucuMble  CynpeccopHble  KneTku
NpencTaBnsioT 060/ Hespenble MUENOUAHbIE
KNETKM M WX NpedlecTBEHHUKN. JT KNeTku B
DONbLIOM KONMYeCTBE HaKaMIMBAKOTCA B OMyXOM
Y MOLLHO MOAABASIOT UMMYHHBIA OTBET.

[ymopanbHblit UMMYHUTET

B omnume oT T-KNeTOYHOrO LUTOTOKCMYECKOTO
WMMYHHOTO OTBETA TyMOpanbHble aHTUTENa He
06eCneynBatT CyWeCTBEHHO! 3alUuTbl NPOTUB
OMyXONeBOr0 PocTa. DOMbLWMHCTBO aHTUTEN He
MOXeT pacno3HaTb TAA. HecmoTpst Ha 3T0, rymo-
PaNIbHbIE AHTUTENA, B3aMMOLECTBYIOLLME C OMYXO-
NEBbIMU KNeTKaMu in Vitro, 6bia1 0BHapyXeHbl B
CbIBOPOTKE MALMEHTOB C PA3IMUHBIMU OMYXONAMK,
BKItOYas uMQoMy bepkuTTa, 3M10KauecTBeHHYI0
MENaHOMy, OCTEOCapKoMy, Heipobnactomy, pak
NErkoro, MonoyHoii sxenesbl v XKT.

[leiicTBME LMTOTOKCUYECKMX aHTUTEN Hampas-
NIEHO MPOTUB MOBEPXHOCTHBIX AHTUIEHOB OMy-
XONeBbIX KNETOK. 3TW aHTUTeNa MOoryT NposBAsTb
npotuBoonyxonesble  3QMeKTbl  NOCPEACTBOM
KOMMNJIEMEHTAPHOTO CBS3bIBAHUA WM [elicTByA
Kak MeTka Ans T-Knetok, KOTopble pa3pyliarT
OMyXONeBble KNETKU (aHTUTEN3aBUCUMAs KNIeTou-
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HOOMOCPEAOBAHHAsA  LMTOTOKCMYHOCTD).  [lpyras
NONYAAUMS TyMOpasbHbIX aHTUTEN, HA3bIBAEMbIX
YCUIMBAIOWMMY — aHTUTENaMK  (6NIOKMpYIOLMMM
aHTUTENAMM), MOXET flaxe CNocobCTBOBATb PoCTy
OMyX0/, CKOPee YeM NMOAaBNSTb ero. MexaHu3Mbl
Pa3BUTMA M OTHOCMTENbHAS 3HAYMMOCTb TAKOrO
MMMYHOJIOTMYECKOTO YCUIEHNUS MOKa He YCTaHOB-
NeHbl.

HecocTosTenbHOCTb 3aLWUTHBIX CHA

opraHusma
XoTA MHOrME OmyxoneBble KNeTkM INMMUHU-

PYIOTCA MMMYHHOW CUCTEMOW M3 OpraHu3Ma (W

MO3TOMY HUKOTAA He OBHapyXuBaloTCs), apyrue

NpOAOMKAKOT PacTW, HeCMOTPS Ha Hanuune TAA.

MpeanoxeHo HECKONbKO MEXaHWU3MOB, 0ObACHS-

fOLMX HEQOCTATOYHbIA OTBET OpraHu3Ma Ha TAA,

BTY.

= CNeuMduueckas  MMMyHONOrMYeckas — Tone-
paHTHOCTb K TAA B mpoLiecce B3auMoaeicTaus
AHTUTEHNPe3eHTUPYIOWMX KNETOK U Cynpec-
COpHbIX T-1MMMOLMTOB, BO3MOXHO BTOPUYHAS
MO OTHOWIEHWI0 K MPEeHaTaNbHOM IKCMO3ULMM
aHTUTEHOM;

= MOZAB/IEHNE WUMMYHHOTO OTBETA XWUMMYECKM-
MM, GU3MYECKUMU WM BMPYCHBIMU areHTamu
(Hanpumep, paspyLeHue T-xennepos nop aei-
ctuem BUY);

= MOZaB/IEHNE UMMYHHOTO OTBETA LMTOTOKCMYE-
CKMMM NIeKapCTBEHHBIMU NPenapaTamMu Uam nog
LeWCTBMEM panuaumy;

= MOZaB/IEHNE MMMYHHOTO OTBETA CaMoii ony-
XONbK) MOCPEACTBOM PA3MYHBIX CNOXHBIX W
B GOMbLIMHCTBE CBOEM HEOXapaKTepu30BaH-
HbIX MEeXaHW3MOB, KOTOpble BeKyT 3a coboi
pa3fuyHble HapyleHus, B TY. ocnabneHue
(yHKumMM T-kneTok, B-kneTok 1 aHTUreHnpe3sex-
TUPYIOWMX KNETOK, CHKeHue npoaykumm IL-2
M YBENMYEHWE KOMMYECTBA LIMPKYIUPYHOLMX
pacTBOpUMbIX peLenTopos IL-2 (koTopble CBS-
3bIBAKOT U TakUM 06pa3oM UHakTMBMpYHT IL-2).

UMMYHOLAUATHOCTUKA
ONYXONEU

OnyxonbaccouumpoBaHHble — aHTureHbl  (TAA)
MOTYT NMOMOYb AMArHOCTUPOBATL PasfiuyHble ony-
X0/ ¥ MHOTa ONPEaENVTL OTBET Ha Tepanuio Uu

peumnamB. VineanbHblit OMyxoneBblil Mapkep MOXHO
BbIAENUTb TONIKO M3 OMYXONEBOW TKaHH, OH OymeT
cneum@uyeH ToNbKo Ang 3TOr0 TMNa OMyXoNu, ero
MOXHO OnpenenuTb Npu Hebonbluoi obuei ony-
X0NeBO Macce, OH ByaeT UMeTb HenocpenCTBeH-
HYI0 B3aMMOCBS3b C OMyX0NEBOW Maccoi u bymet
06HapyXuBaTbC Yy BCEX MALMEHTOB C AaHHOM
onyxonbto. OgHaKo, XoTs BOMBLMHCTBO OMyXonei
BbIOENSAET B CUCTEMHbIA KPOBOTOK MakpoMone-
Kynbl @HTWrEHOB, KOTOpblE MOXHO OBOHApYXWTb,
HU OOMH W3 OMyXONeBbIX MapkepoB He obnafaet
BCemm TpebyeMbIMM XapaKTepuUCTUKaMm, KOTOpble
M03BONMAM bl NPOBOAUTH CMIELMPHUUHBIE UK YyB-
CTBUTE/IbHbIE TECTbI NPYU PaHHEN AUArHOCTUKE UM
MaCCoBbIX MpOrpamMMax CKPUHMHFa Ha npesMoT
OHKO/IOMYECKoi 3ab0neBaeMoCTy.

PakoBbiit  3MOproHanbHbIA  aHTHreH  (PIA)
npencrasnser coboit 6GenkoBononMcaxapuaHbii
KOMMNIEKC, KOTOpbIA 06HApyXWBAeTCs npu pake
TONCTOM KMLLUKM M B HOPME B KMLIEYHMKE, MOMXKE-
NYLOYHON Xene3e 1 nevenu nnofa. Conepxanue B
KPOBM MOBbILLEHO Y 6OMbHbIX PAKOM TONCTOM KML-
KM, Of1HAKO CNeuMdUYHOCTb OTHOCUTENBHO HU3KaS,
MOCKONbKY MONOXUTENbHbIA Pe3ynbTaT Takxke no-
NYHAKOT Y 33AANbIX KYPUBLUMKOB M Y MALMEHTOB C
LIMPPO30M, S3BEHHBIM KOUTOM 1 Apyrumu Gopma-
MM paka (HanpuMep, pak MONOYHOM Xenesbl, Noa-
KENYL0YHOM Xene3bl, MOYEBOr0 My3bIpsi, AMYHUKOB
W WeiKkn MaTku). MoHUTOpUHT ypoBHS PIA moxeT
ObITb MONE3eH Mpu OLEHKe CTEMeHM peuuauBa
nocIe UCCeYEHNS OMYXOH, ETM M3HAYANBHO Y Na-
LiMeHTa ypoBeHb PIA Bbin NoOBbILWEH, a Takxe Ana
YTOYHEHMS MPOTHO3a B 3aBMCUMOCTM OT CTAANM.

a-eTonpoTeMH B HOopMe 0bpasyeTcs B rena-
TOUMTaX N0, TaKkKe MPUCYTCTBYET B CbIBOPOTKE
MaLMeHTOB C NePBUYHON renaToMoi, HeCeMUHOM-
HbIMM TePMUHOTEHHBIMM OMYXOASIMU U, 3a4acTyto,
3MOPMOHANBbHBIMU KapUMHOMAaMK SMYHUKOB MM
cemerHWKoB. Onpeaenexue ypoBHs 4acTo NoNe3HO
ANS OLHKM NPOrHO3a W, pexe, [st AMarHoCTUKY.

Cy6beanHMLIA XOPUOHMYECKOrO FOHAA0TPONHK-
Ha yenoseka (§-X), onpesensemas ¢ noMolLbto
MMMYHONIOTMYECKOr0 aHanW3a, MpeAcTaBnseT co-
60l OCHOBHOM KAMHUYECKMIA MAPKEp Y KEHLIMH
C recTauMoHHbIMM TpoGobnacTuyeckuMm onyxo-
namu (I'TO) - psinom 3aboneBaHuii, BKIKYAKOLWMX
My3bIpHbIit 3aHOC, HemeTacTatnyeckue [TO u me-
Tactatuyeckue TTO - 1 NpuMepHo y ABYX TpeTelt
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MYXUMH C IMOPUOHANBHOI KapLMHOMOI CEMeHHM-
KOB WM XOPUOHKApLMHOMO. M3mepsieTcs cybbe-
[AMHMUA [, MOCKOMbKY OHA SIBASETCA CNELMPUUHON
ana XI'Y. 370T Mapkep NpUCyTCTBYET B HEBOMbLIMX
KONMYeCTBaX Yy 3L0POBbIX NtofeiA. Ero ypoBeHb no-
BbILLAETCS B NEPUOL BepeMeHHOCTH.

Npoctatcneunduueckuit antured (NCA), ru-
KOMpoTenH, OBHApyXMBAeMblii B MPOHMUAEMbIX
3MUTENMANbHBIX KNeTKax NpPeACTaTenbHOW xene-
3bl, OMpenenseTcs B HU3KUX KOHLEHTpauusiX B
CbIBOPOTKE 3LOPOBbIX MyX4uH. C npuMeHeHueM
a/IeKBATHOTO BEPXHETO MPEeNa HOpMbl aHaM3 ¢
MCMONb30BAHUEM MOHOK/OHANbHBIX aHTUTEN Bbl-
ABASIET NOBbllWeHHbIA ypoBeHb CA B cbiBOpoTKe
npumepHo y 90% nauMeHToB C pacnpocTpaHeH-
HbIM PaKOM NpefCTaTeNbHOM Xenesbl Aaxe B OT-
CYTCTBME OMpefensiemMoil MeTacTaTudeckoit bones-
HW. 3TOT aHanu3 6onee YyBCTBUTENEH, YEM aHaNN3
C npoctatyeckoit kuaioi docdarasoit. OmHako,
nockonbky yposeHb MCA noBbilWaeTcs v npu apy-
TMX COCTOHMSIX (Hanpumep, LOBPOKAYeCTBeHHas
rMnepnnasus NpesCcTaTeNbHoi Xene3bl, IPOCTaTHT,
HEeflaBHee MHCTPYMEHTaNbHOe BMELaTeNbCTBo Ha
MOYEnonoBoi CUCTEME), OH MeHee CreLmpuyeH.
MCA MOXHO MCMOMb30BaTb [/ MOHUTOPWHIA
PEeLMAMBOB NOCTE AMArHOCTUKM W NIEYeHns paka
NPeACTaTenbHOM Xenesbl.

CA 125 none3eH B KIMHUYECKOW NPaKTMKe 418
CKPUHWHIA, AMArHOCTUKM M MOHUTOPMHIA Tepanuu
paKa UYHUKOB, XOTS MPY NI0HOM NEPUTOHEANBHOM
BOCMA/ITENLHOM NPOLLECCe M HEKOTOPBIX APYrUX
BM[LaX PaKa YPOBEHb €10 MOXET MOBILLATHCS.

B5-MUKPOMOGYAMH 4acTo MOBbILAETCA NPy
MHOXECTBEHHOM MUENOME W NPU HEKOTOPbIX M-
domax. B OCHOBHOM WCMOMb3yeTcst Mpu OLieHKe
MPOrHO3a.

CA 19-9 w3HayanbHo Obln pa3pabotaH Aans
BbISBNEHMA paka TONCTOW KMIIKM, HO OKa3ancs
bonee YyBCTBUTENEH 1S ONPEENeHMs paka nog-
KENYLOYHOM Xene3bl. B 0CHOBHOM WCmonb3yetcs
MpU MPUHATUM PeLeHUs OTHOCUTENBHO BbIBOPA
Tepanuu y MauMeHTOB C PACcMpOCTPAHEHHBIM Pa-
koM nomxenynoyHoi xenesbl. CA 19-9 Takke
MOXET NOBbIWATbCA Npu Apyrux onyxonax XKT,
0C0BEHHO MpY paKe XenuHbIX MPOTOKOB, A Takxke
Mp1 HEKOTOpbIX A0BPOKAYECTBEHHBIX HOBOOOpa-
30BaHMSIX XENYHbIX MPOTOKOB W XONECTaTUYECKMX
HapyLUeHKsX.

CA 15-3 u CA 27-29 nosbiwatotcs y 60nb-
WMHCTBA MAUMEHTOB C METACTaTMYeCKUM PakoM
MOJIOYHON xene3bl. VX ypoBeHb Takke MOXET no-
BbILUATHCS W MPU PYTUX COCTORHMSIX. ITH MapKepbl
B OCHOBHOM WUCMONb3YIOT [/1Si MOHUTOPWHTA OTBETA
Ha Tepanuio.

XpomorpaHuH A uCnonb3yeTcs kak Mapkep
KapUMHOMAA W [pYrUX HeMpO3HOOKPUHHBIX Omy-
xonei. YyBCTBUTENBHOCTL U CneuMdUIHOCTL AnA
HelipO3HBOKPUHHBIX OMyXoNel MOXET MpeBbIlLaTh
75%, M [OMarHocTMyeckas TOYHOCTb Bbie /e
AMGOY3HbIX, YEM ANA NOKAM30BAHHBIX OMYXO-
neid. YpoBeHb 3TUX MapKepPOB MOXET MOBbILIATHCS
npu ApYrMX BMAAX Paka, TakuX Kak pak Nnerkux u
MpeaCTaTenbHOMN Xene3bl, a TakKe NPU HEKOTOpbIX
L0OPOKAYeCTBEHHbIX  HApYLWeHUsX  (Hanpumep,
Npu NEPBUYHON rMNEPTEH3UW, XPOHMYECKUX 3a-
6oneBaHMsX NoYeK, XPOHUYECKOM aTpOPUUECKOM
racrpute).

TupornobynuH  0bpasyeTca B LWMTOBUAHOM
Kene3se, ero YpoBEHb MOXET MOBbIWATLCS MpU
PA3NMYHbIX HapyleHusix ee GyHKuMM. B ocHoB-
HOM WCMONb3yeTcs Nocie TUPEOUAIKTOMUM Ans
BbIBNEHMA PeLMaMBA PaKa WWTOBUAHOM Xenesbl
W 1S MOHUTOPMHIA OTBETA HA Tepanuio MeTacTa-
TUYECKOTO PaKa LMTOBMAHOI Xenesbl.

TA-90 qBnseTcs BbICOKOMMMYHOTEHHOW Cy6b-
€MHMLEN MOYEBOrO OMyX0/baCCOLMMPOBAHHOTO
aHTureHa, koTopblid npucytcreyeT y 70% 60MbHbIX
MENAHOMO, MATKOTKAHHBIMK CAPKOMaMM U PakoM
MOJIOYHOM ene3bl, TONCTOM KULWKKM W nerkoro. B
HEKOTOPbIX WCCIEN0BAHMSX NOKA3aHO, YTO Ypo-
BeHb TA-90 MOXHO MCMONb30BaTh ANS 4OCTaTOUHO
TOYHOrO MPOTHO3a BbKMUBAEMOCTM W BbISBIEHMS
CyOKMHKYECKO Bone3HM nocie XMpypruyeckoro
YOANeHUs MENAHOMbI.

MUMMYHOTEPAMKUA PAKA

Pan MMMYHONOMMYECKMX METO0B BO3AEACTBIS,
KaK MacCuBHbIX, TaK M aKTUBHbIX, MOXET OblTb UC-
Monb30BaH /19 60pbObI C OMYX0NEBbIMM KNETKAMM.

NaccuBHas UMMyHOTepanua

Mp1 MaccuBHOM MMMyHOTEPANWM  Cneuudu-
yeckue IOPEKTOPHbIE KNETKM HEMOCPEACTBEHHO
BBOAAT 60bHOMY 6€3 LONONHUTENbHON CTUMYNS-
UMM X BbIPabOTKM B OpraHMU3Me MaLMeHTa.
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JiumdokuHakTMBUpOBaHHbIe Kunepbl (LAK)
ABNSHOTCS SHAOTEHHBIMM T-KNETKAMM, BblAENEHHbI-
MM U3 KPOBM DOMBHOMO M KyNbTMBMPOBAHHBIMK B
cuCTEME KNETOYHOM KynbTypbl Aobasnenunem IL-2.
MponudepupoBaHHble LAK-kneTku 3atem Bo3Bpa-
LWAKT B KPOBOTOK MaumeHTa. MccnenosaHns Ha
XMBOTHbIX NOKa3anu, yto LAK-knetku sBnstotcs
bonee 3OeKTMBHBIMM NPOTMB OMYXONEBbIX KIle-
TOK, YeM OpUTMHANbHbIE 3HAOTEHHbIe T-KNeTku,
BEpOSTHO, BCMeACTBME WX OOMblIEro Konuye-
cTBa. KnuHMueckue WMCCIENOBAHMA MO M3YYEHUHO
LAK-KkneTok y 4enoseka npoaoaKatoTcs.

OnyxonbuMHGUALTPUpYIOLLME MMAQOLMTLI
(TIL) obnapatot ewe Bonbleit NPOTUBOPAKOBOVA
AKTUBHOCTbIO, YeM LAK-KneTku. IT1 KneTku Bbipa-
LWMBAKT B KynbType nofobHo LAK-knetkam. OpHa-
KO NpeaLIecTBEHHNKOB T-KNETOK BbIAENAHT U3 pe-
3€LMPOBAHHOM OMYXONeBO TKaHW. 3TOT NpoLecc
TeopeTMyecku obecneumsaeT nonyyeHue T-kne-
TOYHOW IMHUM, 0BnapatoLeit bonblueit cneumduy-
HOCTbIO, YEM KNETKM, MONYYEHHbIE M3 KPOBSHOTO
pycna. B nocneaHux KAMHUYECKUX UCCAELO0BAHUAX
noyyeHbl BeCbMa 00HaAEXMBAKOLME PE3YNbTATbI.

OnHoBpeMeHHOe MpuUMeHeHMe WHTephepoHa
YBE/MYMBAET IKCMPECCUI0 aHTUFEHOB [NaBHOMO
komnnekca rucrocosmectumoctvt (MHC) u TAA Ha
OMyXONeBbIX KAETKax, TeM CaMbIM MOBbILLAs CTe-
neHb YHUYTOXEHMS OMyXONeBbIX KNETOK BBEAEH-
HbIMM 3QDEKTOPHBIMM KNETKAMM.

OnHaKo [OCTUrHYTb PEMMCCMM C  MOMOLLbH
HemomuduumposaHHbix LIT/T yaaetcs peako. Ho-
BbIM MOAXOAOM, KOTOpbIHA, BO3MOXHO, 0becneynt
3HAUUTENbHBIA  KMHKYeckuit IddekT, sBngetca
MCTONb30BaHME TEHETMYECKM MOAUOULMPOBAH-
HbIX T-KNeToK, 3KCMpeccupylowmMx peLenTopbl,
pacrnosHatoiye TAA ¢ BbICOKOH CneumdUYHOCTbI0
K OMyX0NeBbIM KNETKaM.

MaccuBHas ryMmopanbHas MMMyHoTEpanus

MaccMBHas  ryMopanbHas — MMMyHOTepanus
NPeACTaBNAeT CO60 BBELEHME IK30reHHbIX aHTU-
TenAHTUAMMAOLMTAPHAS CbIBOPOTKA MCMONb3YET-
(51 B IEYEHMM XPOHMYECKoro iumdonelikosa u npu
T- v B-kneTouHbIX IUMPOMaX, NpuBOAs K BPEMEH-
HOMY CHUXEHHIO YnCna MMMAOLMTOB M pa3MepoB
numboy3nos.

MOHOK/IOHaNbHbIE  MPOTUBOOMYXONEBbIE  aH-
TUTENA MOTYT OblTb MPUCOEAMHEHBI K TOKCMHAM

(Hanpumep, puunHy, oudTepuiiHoMy) UM pagu-
OM30TOMNaM, U aHTUTENA [OCTABAAOT 3TU TOKCUHI
HenoCpenCTBEHHO K OMYX0NEBbIM KneTkaM. [pyras
METO/IMKA COCTOMT B MpUMeEHeHUM bucneunduye-
CKUX aHTUTEN WK TaKOW KOMMOHOBKOW aHTuTeN,
KOrla OfHO aHTUTENO pearupyeT C OMyXONeBOW
KJIETKOM, a BTOPOE — C LIMTOTOKCHYECKOi 3ddek-
TOPHOW KNETKOIA. ITO NPUBOAMT K BAM3KOMY COMpU-
KOCHOBEHMIO 3QMEKTOPHBIX KNETOK W OMYXONEBbIX
KJIETOK, YTO MOBbIIAET MPOTUBOOMYXONEBYID akK-
TUBHOCTb. [laHHble METOAbl NieyeHns Hambonee
3QdeKTMBHbI HA paHHMX CTagMsX GonesHu, Xota
MoTeHLUMaNbHAs  KIMHKYECKas MoMib3a  OCTaeTcs
HESACHOM.

AxkTHBHaA cneuuduyeckans MMMyHOTEpanus
MHOYKUMS KNETOYHOTO MMMYHHOTO OTBETa (C
BOB/IEYEHMEM LIUTOTOKCHYECKMX T-KNETOK) B Opra-
HM3Me MalMeHTa, y KOToporo oTcyTcTByeT ahdek-
TUBHbIA OTBET, 0BbIYHO MpeanonaraeT ycuneHue
MpE3eHTaLMM OMYXONEBbIX aHTUrEHOB Ha MOBEPX-
HOCTH 3OOEKTOPHBIX KNETOK. KNETOUHBIA UMMYHM-
TET MOXET Pa3BMUTbCA Ha CreLpudmryeckme, Xopowo
WM3BECTHbIE aHTUTEHI. [11S CTUMYNSUMM MMMYHHO-
r0 OTBETA OpPraHM3Ma MOXHO MCrONb30BaTh He-
CKO/bKO METOAMK; OHW MOTYT BKJIIOYaTh BBEAEHME
nentugos, IHK wav onyxonesbix knetok (13 opra-
HM3Ma NauMeHTa UM Apyroro naumexTa). Mentu-
abl 1 [IHK 4acto BBOAAT C NOMOLLbHK aHTUreHnpe-
3EHTUPYIOLLMX KNETOK (AEHOPUTHbIE KNETKM). ITn
LEHOPUTHbIE KNETKM TAKKE MOXHO TEHETUYECKM
MOIMOMUMPOBATL NS CEKPEUMM LOMONHUTENb-
HbIX areHTOB, CTUMY/MPYIOWMX UMMYHHbIV OTBET
(Hanpumep,  rpaHynoUMTapHO-MakpodaranbHble
konoHuecTumynupyrowme Gaktopsl [FM-KCD]).
BakuuHbl Ha OCHOBE MNENTWROB ComepkaT
nentuabl u3 onpegenenHbix TAA. Co BpeMeHeM
onpegensetcs Bce bonblue v 6onblue TAA kak MU-
LWeHeit T-KNeToK Y NalMeHTOB C pakoM, penaparl
TAA TecTpyioT B KIMHMYECKMX MUCCIENOBAHMAX.
MocneaHue faHHble YKA3biBalOT Ha TO, YTO OTBET
Ha Tepanuio Haubonee MOLLHbI B Clydae, ecin
TAA Tpe3eHTUPYIOTCS [EHOPUTHBIMU  KIETKAMM.
3TM KNeTKM MOMYYalT U3 OpraHM3Ma MaLMeHTa,
3arpyXatoT ux HeobxoaumbiM TAA, a 3aTeM BBOAST
B OPraHu3M MaLMeHTa BHYTPUKOXHO; OHU CTUMY-
NMIPYIOT 3HOOreHHble T-KNETKM W MHULMMDYIOT MX
oteeT Ha TAA. llenTuapl TaKKe MOXHO [0CTaBUTb
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npy¥ OAHOBPEMEHHOM BBEEHUM C UMMYHOTEHHbIM
a/1blOBAHTOM.

[IHK-BakumHbl  conepxaTr  peKkOMOMHAHTHYI0
[IHK, kotopas kopmpyeTt creunduyeckuii (onpe-
LeneHHblit) anTureH. IHK uHkopnopmpyiot B BU-
PYCHbIE YaCTWLbl W BBOAST HEMOCPEACTBEHHO B
OpraHuM3M nauueHTa unu, uto 6onee Yacro, BBOAST
B [IEHAPUTHbIE KNETKM, NONYYEHHbIE M3 OpraHu3Ma
naumeHTa, KoTopble 3aTeM BBOAAT nauueHTy. IHK
3KCMPeCccupyeT HEOOXOAWMbIH  aHTUreH-MULLEHD,
KOTOPpbIF 3anyCKaeT WAW YCUAMBAET WUMMYHHBIA
OTBET Y NaLMEHTA.

AyTOXTOHHbBIE OMyXONeBble KNeTKM (KNeTku,
B3ATblE U3 OPraHU3Ma X03sMHa) penHey3upytoTca
NaLMeHTy NOCNE UCMOb30BAHUA TEXHUKM X ViVo
(Hanpumep, 0bnyyerue, 06paboTka HelipaMuHm-
[1a30/4, KOHbOraLMeN C ranTeHoM, rubpuan3aumm
C OpYrMMW JIMHUSMUM KNIETOK), YTO pepyumpyer
3/10KQYeCTBEHHDIN NOTEHLMAN Y NOBbILAET UX aH-
TUreHHYI aKTUBHOCTb. [eHeTMYeckas Moaynsuus
OMyX0NeBbIX KNETOK C LENbI0 NPOAYKLMM UMMY-
HOCTUMYUPYIOLUMX MONEKYN (BKOYAsA LMTOKM-
Hbl, TakMe Kak rpaHynouuTapHo-Makpodarans-
HbIi konoHuecTuMynupytowmit daktop [MM-KCO]
un 1L-2, KoCTMMYNSTOpHbIE MONEKYAbI, TaKME KaK
B7-1 v annorenHbiii knacc | MHC monekyn) MoxeT
TaKxKe NMPUMEHSTLCS NS npuBnevenmns 3dek-
TOPHbIX MOIEKYN W YCUAEHUA CUCTEMHOTO NPOTU-
BOOMYX0NEBOTO OTBETA. HenasHuUe KnuHUYeckue
uccnenoBakmna ¢ M-KCD, moanduumpoBaHHbIMHU
OMyX0NeBbIMK KNETKaMU, NPOAEMOHCTPUPOBANH
MHOroobellaiowme npefBapuTeNbHble  pesynb-
TaTbl.

AnnoreHHble onyxoneBble KNETKM (KNeTku,
BbIENIEHHbIE OT APYruX 6ONbHBIX) TPUMEHSIOTCA
y 60NbHBIX OCTPbIM TMM(POBAACTHBIM NEHKO30M
W OCTPbIM MMenoneitko3oM. Pemuccus uHoyum-
PYETCs MHTEHCUBHOW XMMMOTEpanuen u nyye-
Boi Tepanueid. O6y4eHHble annoreHHble ony-
XONeBble KNeTku, KOTopble Oblin NOABEprHyThI
TEHETUYECKON UM XUMUYECKor MoanbuKaLmum
C Lenblo MOBBIWEHNS UX UMMYHOTEHHOTO Mo-
TeHUMana, BBOAATCS 601bHOMY. ANlbTEPHATUBHO
MaUMEeHTy MOXHO BBECTM BaKUMHY Oaumnnbl
(Calmette-Guerin (BLPX) nnn opyrue afbloBaHTbl
ANS MOBbILIEHUS UMMYHHOTO NPOTMBOOMYXONe-
BOro oTBeTa. [IpUMeHeHMe [aHHOW METOAMKM
MPUBOAMT K YOJMHEHUIO NPOLOIKMTENBHOCTH

PEMUCCMM MM MOBBILWEHMIO YaCTOTbl JOCTUXE-
HMS MOBTOPHOI peMuccun, o Yem cooblanoch
B CepusiX KJIMHUYECKUX UCCNefoBaHWM, OfHAKO
He BO BCEX.

HoBblit NOAXOL K NEYEHUIO paka MyTeM Cove-
TaHUS MMMYHOTEPANUM U TPALMULMOHHOA XUMUO-
Tepanuu NpoAEMOHCTPUPOBAN HEKOTOpbIE YCrEXH
(B CpPaBHEHWM C UCTOPUYECKUM KOHTPONEM) B He-
PaHAOMU3MPOBAHHbIX KNMHUYECKUX UCCNeL0BaAHM-
ax da3bl | v 1l npu pa3nnuHbIx BUOAX paka, TMMAX
BAKLMH M XMMMOTEPAMUM.

Hecneunduueckans uMMyHoTepanus

Wutepdeponsl  (MOH-a, -B, -y) sBngioTca
TIMKONPOTeNHaMW, 0BnafaloWwmMu  NpoTUBOO-
MyxoNnesoi M MPOTUBOBMPYCHOWM aKTUBHOCTBO.
B 3aBucumocTv OT [03bl MHTEP(HEPOHbI MOryT
WIW MOBBILLAT, AW MOHWXKATb KNETOUHBIA W Ty-
MOpanbHbIA  MMMYHUTET. WHTEphepoHbl Takxe
WHTMOMPYIOT ieNneHne KNeToK M OmpefeneHHble
MpOLEeCChl CMHTE3a B Pa3nuHbIX KkaeTkax. Knm-
HMYeCKue WCCIef0BaHMS MPOLEMOHCTPUPOBANH,
4yT0 MHTEP(hEpOHbl MMEIOT NPOTMBOOMYXOEBYH
AKTMBHOCTb MpU  PA3NMYHBIX HEOMNACTUYECKUX
npoueccax, BKIOYas BONOCATOKNETOYHbIV feli-
k03, XpoHuYeckuit Muenoneiikos, CMMUA-accoum-
MpOBaHHYK CapkoMy Kamowu, HeXOmKKMHCKYH0
mMGBOMY, MHOXECTBEHHYIO MWenoMy W pak
MYHMKOB. OfHaKko MpUMeHeHne MHTep(hepoHOB
aCCOLMMPOBAHO CO 3HAYMTENbHBIMM MOBOYHBIMMU
3(dekTammu, TakKUMU Kak NOBbIEHWe TeMnepa-
Typbl, HEAOMOraHue, NeiKoNeHus, anoneuus u
MUaNrmm.

OnpenenenHble  GakTepuasbHble  afblOBaH-
ol (BLUX 1 npou3BogHble, CycneHsus MepTBbiX
Corynebacterium parvum) obnapalT NpoTUBO-
OMyXoneBo! akTMBHOCTbIO. OHW  MpUMeHsHoTCA
U307MPOBAHHO MM B COYETaHWM C OMYXONEeBbIMHU
aHTUreHaMM 1S NIeYeHWs LUMPOKOro CreKTpa
onyxoneit, 06bIYHO B KOMOMHALMM C MHTEHCUBHOM
XMMWOTEpanueit uam nyyeBoit Tepanueit. Hanpu-
mep, npamas uHOy3us LXK B onyxonesyto TkaHb
MPUBOAMT K PErpeccu MeNaHoMbl U yBEIUYEHMI0
BbDKMBaEMOCTM 0e3 npu3HakoB 3aboneBaHus
npu pake MOYEBOTO My3bips U MOXET MOMOYb B
YBENWMYEHUW NEepUoda PEMUCCUU MPU OCTPOM MU-
enoneikose, pake SMYHUKOB U HEXOMKKMHCKUX
nmmdomax.
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€5 Npunuuno

NeYyeHus 310Ka4eCTBEH-
HbIX onyxonew

[lns v3neyerus OT paka HeobXoanuMa INUMUHa-
Lma BCex onyxonesbix knetok. OCHOBHbIE METOAI
NleyeHms Onyxonei BKIKYAIOT:

* XMPYPIUIi0 M Ny4eByl0 Tepanuio (4ns MecTHoro
WAM  MeCTHO-PacnpoCTpaHeHHoro 3abonesa-
Hus);

XMMMOTEpAnuIo (4ns cucTeMHOro 3abonesa-
Hus).
[lpyrie BaxHble METOAbI BKNKOYAIOT:
TOPMOHANIbHYI0 Tepanuio (AN OTAENbHbIX Bapu-
AHTOB paka, HanpuMep paka MpeactaTenbHoM
Xene3bl, MONOYHOM Xene3bl, SHAOMETPHS);
MMMYHOTEPaNuI0  (MOHOK/OHabHbIE  aHTHTe-
na, uHtepdepoHbl M Apyrve MoanduKaTopel
BronorMyeckoro oTBeTa, NPOTMBOOMYXO/EBbIE
BaKLMHbI);

InbbepeHUMpyIoLME areHTbl, Takue Kak peTu-
HOMAbI;

TapreTHble areHTbl, pa3pabaTbiBaeMble Ha OCHO-
BaHWM yBeNMuMBatolLerocs obbeMa MHbOpMa-
LMK O KNETOYHOM M MONEKYNSPHOI Bronormu.
B uenom npouecc neyeHns fomkeH BbiTb CKO-
OPAMHMPOBAH TakMMM CMEUMANUCTaMK, KaK OHKO-
NIOr-Paanonor, XMpYpr U OHKONOr-XMMMOTEPANeBT.

MeToabl neyeHMss MOCTOSHHO PA3BMBAKOTCS, MoO-
CTOSHHO MPOBOAMTCS BOMbLIOE KOMMYECTBO KIK-
HUYECKUX UCCIEN0BAHMIA. YUacThe B KIMHUYECKUX
UCCNeLOBAHMAX [LOMKHO ObiTb PACcCMOTPEHO W
06CYXIEHO C NAUMEHTaMM NPY KXKLO0A BO3MOX-
HOCTH.

[lna onucanus 0TBETa Ha NeYeHne NpUMEHs-
l0TCS pa3Hble TepMuHbl (Tabn. 159-1). UHanka-
TOPOM M371e4eHOCTM 06bIYHO siBNsieTcs 6e3pe-
UMAMBHAS BbIXMBAEMOCTb, MPOAOMKUTENBHOCTD
KOTOPOW pa3NnyaeTcs B 3aBUCMMOCTM OT 3aborne-
BaHuMs. Hanpumep, npu pake nerkoro, MOYeBoro
ny3bpsi, SUYeK, KONOPEKTANbHOM pake HOMbHble
CYMTAIOTCS U3NEYEHHBIMU nocne 5 neT 6e3 npu-
3HaKoB 3abonesaHus. OfHAKO paK MOMOYHON
Kenesbl MOXET peuuanBMpoBaTh W Honee yeM
yepe3 5 niet, no3TOMy npu 3TOM 3aboneBaHuu
6onee TOYHbIM KPUTEPUEM U3NEUEHHOCTU MOXET
cyutatbes 10-neTHss 6e3peunanBHas BbhuBae-
MOCTb.

Mpu MPUHATUM pelleHns O BbIBOpe TaKTUKM
NeYeHmns HeobXo4UMO B3BELMBATb NOTEHUMaANb-
Hyto 3OMEKTUBHOCTL NIEYEHNS W ETO BOIMOXHYIO
TOKCMYHOCTb. 3T0 TpebyeT OTKPbITOro 06CyaeHMS
W BO3MOXHOCTM Y4aCTUS MyNbTUAUCLMNIMHAPHON
KOMaHzbl Bpaueii. [peanoyTeHus naumeHTa B Bo-
npoce, KaK NPOXUTb OCTATOK KWU3HM, LOMKHbI BbiTh
onpefienieHbl 10 Hayana NeyeHus, HeCMoTps Ha
CI0KHOCTb 0BCY)XOEHUSA CMEPTU B CTONb TAXENbIiA
LN1Sl NALMEHTA MOMEHT.

TABN.159-1.ONPEAENEHUE OTBETA HA NEYEHUE

KPUTEPUH

M3neyenme

ONPERENEHUE

[lnuTenbHoe OTCYTCTBME CUMNTOMOB U NPU3HAKOB 3aboneBaHus, Xota y 007bHbIX,

NPU3HaHHbIX U3N1€YEHHBIMU, MOTYT €LLle 0CTABATbCA XMBbIE OMYX0NEBbIE KNETKK,
KOTOpbIE B UTOTE MOIYT Bbi3bIBaTb PELMANB

lonHas pemMuccus (NonHbii oTBeT)

YacTnuHbIli oTBET

McyesHoBEHME KIMHUYECKMX NPOABNEHMI 3aB0neBanus
CokpatueHue o6bema onyxonesbix Macc 6onee yeM Ha 50%, 4o MHOraa NpuBOAKT

K 3HQ4MUTENBbHOMY YBEIMHEHWIO NPOAOIKUTENBHOCTU XU3HU MU YMEHBLLEHUIO CUMNTO-
MOB 3a601eBaHws, HO HeU30eXHO 3aKaHYMBAETCA BO30OHOBNEHMEM pocTa onyxonu

Crabunuzaums 3abonesanms

be3peunansHas BbhxuBaeMocTb (be3peLiy-
AMBHbIN MHTEpBan)

[pomomxuTenbHOCTL 0TBETa
BbikuBaemoctb

OTC\/TCTBME Kak MoNOXMUTeNbHOM, TaK 1 OTpMLlaTeJ'IbHOﬂ JANHAMUKK
MHTEpBa}'I MeXAy UCYE3HOBEHWUEM ONYXONU U pELMANBOM

Bpems Mexay NoABNEHUEM OTBETA Ha NIEYEHHE M NPOTPECCHPOBAHUEM
BpeMms 0T nocTaHoBKM AMarHo3a Ao cMepT1

O/ - octpbiit iumdobnacTHbil neitko3; OH/T - ocTpblit HenMboBAACTHbI Neliko3.
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METOAbl TEYEHUA OHKOJ10-
FTMYECKUX 3ABOJIEBAHUM

MeTogbl NleyeHus OHKonoruyeckux 3abonesa-

HWA BKAKOYAIOT B Ce6st:
* XMpYpTHio;

* Ny4eBYH TEPaNMIo;
* XMMUOTEpanuio.

Hepesko MeTozbl KOMOWHMPYHOTCS ANA CO3a-
HMA NPOrpaMMbl, KOTOPas NOAXOAMT ANS AAHHOTO
NalMeHTa, OCHOBbIBAETCA HA XapaKTepucTMKax
ONyX0/M M NaLMeHTa U COrNacyeTcs ¢ NpeanoyTe-
HUAMM NaLMeHTa.

BbhkuBaEMOCTb MpU NPUMEHEHUM Pa3ANUHbIX
METOf0B fleyeHus, N0 OTAENbHOCTU W B KOMOU-
HaLWK, YKa3aHa ANS PasNnYHbIX OHKOMOTUYECKMUX
3aboneBanuit (Tabn. 159-2).

Xupyprus

Xupyprus aBnsetcs Haubonee naBHUM dek-
TUBHBIM METOLOM NIEYEHMS OHKONOrMYECKUX 3360-
neBaHuit. OHa MOXET NPUMEHSTHCS OTAENBHO WK
B KOMOMHALMM C AIPYTUMU METOAMM.

(DakTopbl, YBENMUYMBAIOWME PUCK OMepaLun y
OHKONIOrMYECKUX BONbHBIX:

= BO3paCT;
= COMYTCTBYHOLLME 3360NEBAHMS;
= PakoBas Kaxekcus;
= MapaHeonnacTMyeckue CUHAPOMBI (pexe).
PakoBble 60MbHbIE YACTO ObIBAIOT UCTOLLEHBI B
CBSA3M C aHOPEKCMEN M BAMAHMEM pacTylLen ony-
XONW Ha KaTabonu3M, 1 3T0 MOXET 3aMEeANATb BOC-
CTaHoBNeHMe BOMbHbIX Mocne onepaumn. Y 6onb-
HbIX MOTYT ObITb HEUTPONEHMS, TPOMOOLMTONEHMS
WM HapylleHWS CBEPTbIBaHUS KPOBW, KOTOpblE
MOBBILIAKT PUCK BO3HUKHOBEHWA CEMTUYECKUX W
reMopparuyeckux oCoXHeHi. Mo3ToMy oLeHka
COCTOSIHMA BONBHOIO Nepes onepaumeit ABAseTCS
3aa4ei NepBOCTENEHHON BAKHOCTH.
Mepsuunas pesekuus onyxonu. Ecm nep-
BMYHAs OMYXONb HE METACcTa3upoBana, Xupypru-
Yeckoe leYeHne MOXET NPUBOAUTD K M3NIEYEHHIO.
YcTaHOBNEHWE TOYHOM rpaHMLIbl HOPMaNbHOM TKa-
HW BOKpYT OMyX0NM ABASETCA KPUTUYECKM BAXKHBIM
AN YCNewHoit pesekumun onyxonu. MHoraa Tpe-
ByeTcs MHTpaonepaunoHHoe Mopdonoruyeckoe
UCCNefl0BaHNE 3aMOPOXEHHOTO OMepaLMOHHONO
MaTepuana, C AOMOMHUTENbHOM pe3ekuueit TKa-
Heil B C/lyyae HaxOXOEeHWs B Kpasx pe3eKuuu
onyxonesbix knetok. OnHaKo McceaoBaHue 3aMo-

TABJI.159-2. NOKA3ATENW 5-NETHEH BE3PELLMAMBHOM BbIXXMBAEMOCTM MPU JIEYEHUMU

3/10KAYECTBEHHDIX ONYXONEH
BAPWAHT JIEYEHUS, OBNIACTb NOPAXXEHUS

Xupypruueckoe neyenue
MoueBoit ny3bipb

LUeiika MaTku

Toncras kuwka

JHEOMeTpHit

Mouka

[opTaHb

Jlerkoe (HeMenkokneTouHbli pak)

Monoctb pra

SMYHMKM

MpeacratenbHas xenesa

SM4KM (HECEMUHOMHbIE OMyX0nH)
JlyyeBas Teanus

LWleitka maTkm

CTALUA 5-NIETHAA BE3PELMAMBHASA

BbIXXMBAEMOCTb (%)

0,A 81
By 66
[ 9%
1l 81
[ 74
1l 67
1l 76
| 50-70
I 37
1l 67-76
1l 7
[ 80
[ 65

11 60
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BAPUAHT NEYEHUS, OBNIACTb MOPAXEHUS CTADMA 5-NETHAA BE3PELLUAUBHAS
BbIXXMBAEMOCTb (%)
Muuwesop, - 10
Jiumdoma XoakkmHa 1A 80
[opTaHb 11l 76
Jlerkoe (HeMenkokneTouHblit pak) 111'M0 (3a 9
UCKMIOYeHHEM
onyxon
MaHkocra)
lpupatouHble nasyxu Hoca ININI] 35
Hocornotka NIl 35
HexomKkKUHCKKe NMMQOMbI | 60
MpencratenbHas xenesa 11l 80
SMukm (ceMuHoMa) N1l 84

Xumuotepanus (MHoraa B KOMGMHaLMK C Ny4eBOi Tepanuei)

Jiumdoma bepkuta LI 60
XOPMOHKaPLMHOMA (Y KEHLMH) Bce cragum 95
Jiumdoma XomkkuHa 111B, IVA, B 74
Neiiko3 (011 y peTeii) LI 85
Neitko3 (OHNITy peteit) - 50
Neiiko3 (OHN, <40 ner) - 40-50
Neitko3 (OHNT, 45-65 net) - 25
leitko3 (OHN, >65 ner) - 5
Jlerkoe (MeNKOKNETOUHbIi pak) OrpaHuyeHHble | 25
Tiumdoma (anddysHas kpynHoknetouHas) [IN119\% 60
SMukm (HeCceMUHOMHbIe onyxonu) 1l 88

Xupyprus u nyyesas Tepanus

MoueBoit ny3bipb By, C 54
SHLOMETpHiA Il 62
[opTaHb I, 1 33
erkoe (onyxonb MankocTa) 1II'MO 32
Monoctb pra ] 36
S4Km (ceMuHOMa) | 94

Xupyprusi u xumuotepanus

Toncras kuwka il 70
SIMYHUKM (KapLuHOMa) [11N\% 15
JlyueBas Tepanus U xuMuoTepanus

AHanbHbIA KaHan (NNOCKOKNETOUHbIA paK) - 70
LIHC (Menynnobnactoma) - 70-80
Capkoma tOuHra Bce cragum 70
Jlerkoe (MeNKOKNETOUHbIA pak) OrpaHuyerHble | 25

Xupyprus, nyueBasi Tepanus U XuM1oTepanus

MonoyHas xene3sa (c 1y4eBoil Tepanueit 1/nu ropMOHaNbHOM 1Ll 70-90
Tepanue)

IMbproHanbHas pabpomMuocapkoma Bce cragum 80
Mouku (onyxonb Bunbmca) Bce cragum 80
Monoctb pra, ropTaHb 1, v 20-40

Mpamas kuiwka 1,11 50-70
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POXEHHOrO 06pa3Lia MeHee OCTOBEPHO, YeM 06-
paboTaHHOrO W OKPALIEHHOTO MaTepUana, o3ToMy
HeobxoAMMOCTb Bonee WHPOKOI Pe3eKLMM MOXET
BbITb YCTAHOBAIEHA MPU MOUEAYHOLEM NEpecMo-
TPe rPaHuL, pe3ekumm.

Xupypruyeckas pe3ekuusi NepsUYHON ONyxosu
C NOKAbHBIM PAcnpOCTPAHEHUEM MOXET Takxe
noTpeboBaTh YAaneHus BOBNEYEHHbIX PErMoHap-
HbIX MM(OY3N0B, Pe3eKLMM MOPAKEHHbIX MpH-
Nexallux OpraHoB unu 6rokosyl pesekuuio. B
TabnuLe nepeymnciieHa BbIXMBAEMOCTb MY NpUMe-
HEHWUM XMPYPIUYECKOTO NEYEHWS MpW PasinMyHbIX
OHKOMOrMYeckux 3abonesanusx (tabn. 159-2).

Korza nmepBuyHasi omyxonb 3KCTEHCMBHO pac-
MPOCTPAHSETCA Ha MpUnexalme TKaHW, XUpyp-
rM4eckoe NeyeHne MoXeT BbiTb OTIOXKEHO, C TeM
yT06bl MOCPENCTBOM APYrUX BAapMAHTOB NeyeHus
(Hanpumep, XUMWOTEpANUM, NY4eBOH Tepanum)
yYMeHbLUKTL 06beM HEOBX0AUMOT Pe3eKLMM.

Pe3ekuus mertacrasos. [Ipy HaMuum MeTa-
(Ta308 B Per1oHapHble 1MMMOY3/bl OMTUMANIbHBIM
BAPUAHTOM JIEYEHHS MOTYT ObITb HEXMPYPIUYeckue
METOZbl, HanpuMep Npu MeCTHO-PacnpoCTpaHeH-
HOM pake NIErkoro WM npu pake rofiosbl U Leu.
OpMHOYHbIE MeTaCTasbl, 0COBEHHO B NIETKOM, MHO-
raa MOryT BbiTb yoAneHbl XMPYPruyeckum nytem,
4TO B YaCTW CITy4aeB NPUBOAMT K U3NEYEHHUHD.

Xupypruueckas pe3ekuusi NepsUYHOI Onyxosu
W METacTa3oB MOXeT ObiTb 3GPeKTMBHA Npu orpa-
HUYEHHOM KONMYECTBE METacTa3os, 0COGEHHO B
neyeHw, rooBHOM MO3re U nerkux. Hanpumep,
Mpy pake TONCTOM KULKKM C MeTacTa3aMu B NeyeHb
5-netHas o0Las BbKMBAEMOCTb OOMbHBIX € <4
0yYaramMu B MeveHu M afiekBATHOM OLLEHKOM Kpaes
pPe3eKUMM MpU NPUMEHEHUN XMUPYPTHYECKOro Jie-
yeHus coctasnset 30-40%.

Limtopeaykuma. Llutopenykums (xupyprude-
CKas Pe3eKLMS C LIeNblo YMEHbLLUEHWS OMyXOneBoi
MacCbl) YaCTO MOXET NPUMEHSTBCS, KOTAa yaaneHue
BCeli OMyX0NM HeBO3MOXKHO, HanpuMep B BOMbLIMH-
CTBE C1y4aeB paka AMYHUKOB. LiuTopenykuus moxer
MOBbICUTb YyBCTBUTENbHOCTb OCTABLIECS OMYXONM K
LPYrMM BUZAM NIEYeHMs MOCPELCTBOM MEXaHU3MOB,
KoTOpble 0 Cux Mop He AcHbl. Hanbonee a(dek-
TUBHbI UMTOPEYKTUBHBIE ONEPALMM NPU CONMMAHBIX
ONyXoNAX B NEAMATPUM U NPU pake SUYHUKOB.

MannuatuHaa xupyprusa. Onepauun, Ha-
npaseHHble Ha obneryeHue CUMNTOMOB 3abone-

BaHMS M HA COXPAHEHME KAYecTBa KW3HM, MOryT
BLINOMHATBCS B CUTYALMAX, KOTAA M3neyeHue
MafOBEPOSTHO WM KO TOKCMYHOCTb M3NeymBa-
folLeit MpOrpaMMbl HenpuemnemMa ana BonbHOrO.
Pe3ekumst onyxonm MoXeT HbiTb NOKa3aHa ans CHs-
Tust HONEBOTO CMHAPOMA, ANS YMEHbLUEHUS PUCKA
KPOBOTEYEHWS MW 1St YCTPaHeHHs 0BCTpyKLMu
KM3HEHHO BAXHbIX OPraHOB (Hanpumep, Kuley-
HWKa, MOYETOYHMKOB). [TUTaHMe Yepe3 racTpocTo-
MY WM EIOHOCTOMY MOXET ObITb HE0BX0AMMO NpH
HANMYMKM MPOKCUMANbHOM OBCTPYKLMM Kenypoy-
HO-KMLIEYHOTO TPaKTa.

PeKOHCTPYKTMBHAA XMPYPrus. PekoHCTpyK-
TUBHAs XMPYPIyst YNYYLLAET KAYeCTBO XM3HW 60Mb-
HOTO NOC/E Pe3eKLMM 0NyXou (HanpuMep, PekoH-
CTPYKLMS MONIOYHOM Kene3bl NOCIe MACTIKTOMMK).

JlyueBas Tepanus

JlyyeBast Tepanus MOXET MpUBOIMTb K W3ne-
YEHMI0 OT MHOTUX OHKONOTMYECKMX 3ab0MeBaHMil
(rabn. 159-2), ocobeHHo npW NOKanM30BaHHbIX
CTamsIX UM MPU OMYXONsiX, KOTOPbIE MOrYT NO/HO-
CTbi0 MoOnajath B none 06nyyenms. Jlyyesas Tepa-
nus B KOMBMHALWMM C XMpyprueit (Npu pake ronogb
W LUeu, TOPTaHM, TeNla MaTku) Wau C XMMUoTepanmeit
W XMpYpryeii (Npy pake MOMOYHOI enesbl, nuie-
BOAA, NIETKOTO WAW MPAMON KMLIKM) YBENMUMBAET
3QdEKTUBHOCTb IEYEHNS M MO3BONAET BbIMOMHSATH
MeHee 06beMHbIe OMepaLlum B CPABHEHUM C Tpaau-
LMOHHBIMM XMPYPTUYECKUMM PE3EKLIMAMM.

JlyueBas Tepanus 06eCreynBaeT BbIPAXEHHDINA
nanmMaTvMBHbIA 3OdeKT B Cydasx, KOraa uneyve-
HWE HEBO3MOXHO:

= TPY OMYXONAX FOMOBHOTO MO3ra: MPOAIEBAET
[1eecrnocobHOCTb OO/bHOTO;

= TPY OMYXONAX C KOMMPECCHEN CMIMHHOIO MO3ra:
NpeNoTBPaLLAET NPOrpeccupoBaHue C pa3BuTH-
€M HeBPOJIOruYeckoro AeduuuTa;

= NP CMHOPOME BEPXHEN MOMON BEHbI: YMEHb-
LIAET BEHO3HYI0 0BCTPYKLMIO;

= Npy 60Ne3HEHHOM MOBPEXIEHNM KOCTEl: 06-

JIETYaET CUMMTOMbI.

JlyueBas Tepanus He MOXKET YHUUTOXMTb 3N10Ka-
YeCTBeHHblE KNeTKM 63 pa3pyLEeHNs HOPMaNbHbIX
TkaHelt. [o3ToMy HeobxoauMo COOTHOCMTL BO3-
MOXHbIi NleyebHbIA IQDEKT C pUCKOM noBpexae-
HUSl HOpMasbHbIX TKaHei. IODeKTUBHOCTL 06yye-
HU$ 3aBUCKT OT pAia GakTopoB:
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= XapaKTepucTku obnyyeHns (BuA, CPokM, 00b-
eMm, [103a);
= XapakTepuctuku onyxomu (asa KnetouHoro

LIMKNA, OKCMreHaLMs, MONeKYNspHble XapaKTepu-

CTUKY, 061Las YyBCTBUTENBHOCTb K 06yYEHMIO).

B uenom 3n0kayecTBeHHble KNeTku noaBep-
ralTCA paspylleHnio u3OMpaTenbHo, TK. UMerT
BbICOKMI ypoBEHb MeTabonuama. HopmanbHble
TKaHM bonee 3QMEKTUBHO BOCCTaHABAMBAKTCS,
4TO NMPUBOAMT K DO/ee MHTEHCMBHOMY pa3pylue-
HUI0 OMYXONIW.

Mpu NpUMeHeHUM Ny4eBoi Tepanum HeobXoan-
MO NPUHUMATb BO BHUMaHHE:

= CPOKM NeYEHNS (KPUTMUHO);

= DpaKUMOHMPOBAHME 03bl (KPUTMYHO);

= HOpMafibHble TKaHM, NOMaAAtLLMe uaK npune-
Kallye K nonto 0bnyyeHus;

u LeNIeBoi 06beM;

= KOHOUIYpaLmio Ny4KoB M3NyYeHus;

= pacnpezenexue f03bl;

= BUA M 3HEprUt0 0611y4eHms, Haubonee noaxoas-
ljye AN JaHHOTO NaumeHTa.

[ln3aiiH neyerus CocTaBnAeTCs Takum 0bpasom,
4TOBbI C YY4ETOM KNETOYHOM KMHETUKM OMyX0NeBo-
ro pocTa A0BMTLC MAaKCUMaNbHOMO MOBPEXAEHMS
OMyX0NM MPYU MUHUMANBHOM MOBPEXAEHUM HOP-
ManbHbIX TKAHEN.

(CeaHc nyyeBoit Tepanumu HaYMHAETCS C TOYHOTO
pacnonoxexus nauuexta. Gopmbl M3 neHonnacta
WAW NNACTUKOBbIE MACKM YacTO MPUMEHATCS ANa
[AOCTXEHWS TOYHOrO MONOKEHUS BONBHOTO B CEpUM
CeaHCoB Ny4eBOi Tepanuu. Mcnonb3yotcs nasep-
Hble ceHcopbl. CTaHAapTHble Kypcbl ManaMaTMBHON
Tepanuu BKKYAKOT eXedHeBHble KpyMHble [03bl
0611y4eHus B TeYeHHe 3 Heenb; C evebHoN Lenblo
MPUMEHSKOTCA MeHbluMe [03bl C YacToToi 1 pa3 B
I€Hb 5 Heil B Henento, B TeYeHne 6-8 Hepenb.

Buabl nyyeBok Tepanuu. [puMeHseTcs He-
CKO/bKO PA3MYHbIX BUAOB Sy4€BOM TEpanum.

HapyxHas nyyeBas Tepanus MOXET BbiNoj-
HATbCS (DOTOHAMM (raMMa-u3NyueHue), 3neKTpo-
HaMM MK NpOTOHaMK. Yallle BCEro NPUMeEHSETCA
raMMa-u3fyyeHne, NPOM3BOAMMOE NIUHENHBIMM
yckoputensmu.  ObnyyeHne npunexaumx Hop-
ManbHbIX TKaHel MOXeT ObiTb CHUXEHO Npu npu-
MEHEHWUM «KOHDOPMHOTO» 0bMYYeHMs, Npu Ko-
TOPOM peayLmMpyeTcss paccesHue o6ayyenust Ha
kpasx nons. Jlyyeeas Tepanus 3NeKTPOHaMM

MPOHUKAET B TKaHM Ha HeHOMbLLY rybuHy, uTo
BNSETCS ONMTUMaNbHBIM NPU MOBEPXHOCTHO pac-
MONOXEHHOM pake M pake KOxu. B 3aBucumocu
OT HeobXOAMMOl MybuHbI MeHeTpaunMu M Buaa
OMyXOMW UCMONb3YHOT PasHYI0 3HEpruio 3NeKTpo-
HOB. Tepanusi MPOTOHaMK, XOTS U MeHee [OCTYMHa,
06ecneynBaeT TOUHbIE TPaHMLbl 0BNYYeHMs, YTo
0COBEHHO BAXHO MPU NIEYeHUW Omyxoneil mMas,
OCHOBaHMS Yepena 1 CMMHHOTO MO3ra.

CrepeoTakcuyeckas nydyeBasi Tepanusi npen-
CTaBnsieT Coboi paaMoXMpypruyeckuid Metod C
TOYHOM CTEPEOTAKCMYECKON 10KaNn3aLmein onyxo-
/W, 4TO NO3BOASIET HANPABUTb OfIHY BbICOKYHO 403y
WM MHOTO (DPaKLMOHMPOBAHHBIX 03 0BNy4eHHs
Ha HebonbLIOK 0BbEKT B MONOCTM Yepena Wi B
Apyrom Mmecte. MpeumyLLecTBaMu SBASKOTCS NOA-
Has abnaums omyxonu B NOKanM3aumsx, rae npu-
MEHEHWe XMPYPruyecknx MEeTOLO0B HEBO3MOXHO, U
MMHMMaNbHOE KOMMYECTBO HEXEeNnaTeNbHbIX fBNe-
HUit. Hepoctatkamu IBASKOTCA OrpaHuyerue pas-
MepOB 0MyX0/u, KOTOPAs MOXET BbITb 0611y4eHa, U
BO3MOXHOCTb MOBPEXAEHMS OKPYXKAIOLMX TKaHed
13-3a BbICOKOM [103bl 0611y4eHus. Kpome Toro, 31oT
METO[, He MOXET NMPUMEHSTLCA BO BCex 06nacTax
Tena. Heobxoguma wuMmMobunusaums HonbHOrO,
06nactb 06ay4eHmns JoMKHa ObiTb aBCOMOTHO He-
NOABMXHA.

bpaxutepanus npencrasnser coboit nome-
LIEHMe WCTOYHMKA PafAMOAKTMBHOMO M3MydeHus
HenocpenCTBeHHO B OMYX0Ab (KaK Npaswno, Npes-
CTaTenbHas Xene3a unu LWeika MaTku), yalle Bce-
ro noa koHtponem KT uaun Y3W. 3ol MeToamkoi
LOCTUTaeTcs BbiCOKas 3PGeKTBHOCTL 06nyYeHms
Ha bonee ANUTENbHbI Nepuos, YeM 3TO BO3MOX-
HO C MOMOLLbK PPAKLMOHUPOBAHHOIO HAPYXHOTO
0bnyyeHns.

CucTeMHbIe pafiMoaKTMBHbIE M30TOMbI CNOCOD-
Hbl HaMpaBuTb 0OMy4eHUE Ha OpraHbl, UMetoLLme
cneunduyeckue  peuenTopsl  Ans  CBS3bIBAHUA
U30TOMOB (HanpuMep, PajMoaKTUBHbIA 04 Mpu
paKe LWTOBMAHOI Xenesbl) UM KOTAa pafvoHy-
KMML CB3aH C MOHOKNOHANbHBIMU AHTUTENAMM
(Hanpumep, TocuTymomab nmoc #on-131 npu
HEXOLKKMHCKUX IMMPOMAX). M30TONbI Takke npu-
MEHSI0TCS C MANAUATUBHON LieNblo MU reHepanu-
30BaHHOM MOPaXeHUW KOCTel (Hanpumep, paau-
0AKTUBHbIA CTPOHUMIA NpU pake NpeacTaTebHOM
Xenesbl).
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Pa3nnyHble areHTbl W MeTOAbl, 0COBEHHO
XMMWOTEpanHs, CNOCOBHbI MOBbICUTb YYBCTBUTE/b-
HOCTb OMYX0EBOW TKaHM K 0BNYYEHMKO W MOBbI-
cuTb 3OOEKTMBHOCTb Ty4eBON TEpanuu.

HexenatenbHble aBnenus. J/lyyeas Te-
panus MOXeT MOBpeXAaTh Ntobble TKAHM B 30He
CBOEro AeiCTBMS.

Octpble HeXenaTtenbHble SBAEHMS 3aBUCAT OT
00/1y4eHHO 30HbI U MOTYT BK/IHOYATb:

* fleTapru;
nabocT;
MYKO3MT;
KOXHble MPOsiBNeHMs (3puUTema, 3y, AeckBama-
uns);
3300aruT;
MHEBMOHMUT;
renaTuT;
raCTPOMHTECTUHANbHBIE CMMMTOMBI (TOLIHOTA,
PBOTA, Anapes, TeHe3Mbl);
HapyLeHNUA MOYEMCNYCKaHKS;
* LIATONEHNM.

PaHHee BbIBNIEHME M NEYeHMe 3TUX Hexena-
TeNbHbIX SBJEHMIA BAXHO He TObKO Anst koMdopTa
DONbHOTO W KAyecTBa €ro u3Hu, HO M ans obe-
CMEYEHUS HenpepbIBHOCTU NEYEHMs; YBEAUYEHHE
nepepbIBOB B IEYEHUN MOXET NO3BOAUTL OMYXO/U
B0300OHOBHTb pOCT.

MNo3aHMe OCNOXHEHMS BK/IOYAKOT KaTapakTy,
KepaTuT 1 NOBPEXAEHME CeTUaTKM [a3a, eCu a3
Obl1 B 30He 00/1y4eHNS; TUMONUTYUTAPU3M; KCEPO-
CTOMMIO; TMMOTMPEO3; MHEBMOHMT; MepuKapauT;
CTPUKTYPbl MWLLEBOAA; TENaTUT; S3Bbl; FacTpuT;
HedpuT; CTEPUNBHOCTb; MbILLIEYHBIE KOHTPAKTYPbI.
0bnyyeHne HopManbHbIX TKaHeH NPUBOAKT K M0-
XOMY WX 33XMBNEHHUIO B CyYasiX, KOrAA B AANbHEN-
wem TpebyeTca XMpypruyeckoe BMeLIATeNbCTBO.
Hanpumep, 0bnyyeHue ronoBbl U Weu HapylwaeT
BOCCTAHOBNEHWE TKaHe# Mocie CTOMaTonoruye-
CKWX BMeLaTenbCTB (MpU MPOTE3UPOBAHUM, IKC-
TpaKLm 3y60B), NO3TOMY Ny4yeBas Tepanus LOMK-
Ha Ha3HayaTbCsl TOMbKO MOCNE BbIMOMHEHMS BCEX
HeobX0AMMbIX CTOMATONOMMYECKUX BMELLIATENbCTB.

ObnyyeHne MOXET MPUBECTU K MOBbILIEHUI
puCKa pasBUTMS APYrMX OHKOMOTMYECKMX 3abo-
NeBaHuiA, 0COBEHHO N1eiKO308B, paka WMTOBUAHOM
Kenesbl 1 paka MONOYHOM xene3bl. [uK passuTus
AaHHbIX OCOXHEHMA npuxoauTcs Ha 5-10-net-
HWiA CpOK Mocnie 061y4eHMs 1 3aBUCHT OT BO3pacTa

6onbHOr0. Hanpumep, 0611y4eHme rpyaHoi KneTku
no noBofy MMPOMbI XOMKKMHA Y NeBOYEK-MOA-
POCTKOB MPUBOAMT K 60n1ee BbICOKOMY pUCKY Pa3-
BUTUS PaKa MOJIOYHON KeNe3bl, YEM Y XKEHLLKH,
KOTOpbIM Jly4eBast Tepanusl Ha MOEHTUYHYKO 30HY
MPOBOAMNACH BO B3POUIOM BO3pacTe.

Xumuotepanus

MneanbHoe XMMMOTEpANEBTMYECKOE CPEdCTBO
JOMKHO ObITb HaNPaBNEHO Ha YHUYTOXKEHHE TOMb-
KO 3/10Ka4€CTBEHHbIX KNETOK. K COXaneHuto, Takux
CPe[CTB 04eHb HeMHOT0. Hanbonee Yacto Mcnonb-
3yeMble XMMMOTEpANeBTUYECKME Mpenapathl U Ux
noboyHble LEVCTBUS MepeuncneHbl Hmke (Tabn.
159-3).

Yaue Bcero npenapatbl Ha3HAYalTCA BHYTPU-
BEHHO M BHYTpb. [ns 4acToro BBEAEHMs mpena-
paToOB B TEYEHWe [INUTENbHOTO BPEMEHM MOXKET
noTpeboBaThCsl NOAKOXHAA MMMNAHTAUMS CUCTEM
NS BHYTPUBEHHOTO BBEAEHUS (LLEHTPANIbHBIX WK
nepudepuyeckux), MyNbTUNPOCBETHBIX KAaTeTEPOB
unn nepudepuyeckn YCTaHOBNEHHBIX LEHTPaNb-
HbIX KaTeTepOB.

K xummonpenapataM MOXET pa3BMBAThCs pe-
3UCTEHTHOCTb. Cpeiy M3BECTHBIX Ha CerofHs Me-
XaHM3MOB 3Toro (eHoMeHa - rumepakcnpeccus
TapreTHbIX reHOB, MyTaLMs TapreTHbIX reHOB, UHaK-
TUBaLWS NPenapaToB OMyX0/eBbIMY KIETKAaMM, Ha-
pyLLEHWe anonTo3a B OMyX0NeBbIX KNeTkax, yTpata
PEeLEenTopoB AN ropMOHanbHbIX npenapatos. On-
HUM M3 Haubonee WU3y4eHHbIX MEXaHM3MOB SB/IS-
eTcs runepakcnpeccus reda MDR-1, MembpaHHoro
MepeHOCYMKa, KOTOPbIi Bbi3bIBaeT BLIGPOC HeKo-
TOPbIX NPenapaToB U3 KNETOK (HanpuMep, BUHKa-
anKanoup0B, TaKCAHOB, aHTPALMKIMHOBY). [oMbITkM
WHrMbupoBatb AelictBue MDR-1 u Takum 06pa3om
npenoTBpaTMTb  NIEKAPCTBEHHYID  YCTOAYMBOCTD
noka besycneLHbl.

LiuToToKCcHueckue cpepcTBa. TpaauUMOH-
Has LMTOTOKCMYECKas XMMMOTEpanmus, Kotopas
nopexaaer [HK kneTok, nopaxaeT He TOnbKo
OmnyXofeBble, HO M HOpPMabHbIe KNETKW. AHTUMETa-
6onuTbI, Takue Kak 5-GTopypaumn u MeToTpeKcar,
[LEVCTBYIOT B 3aBUCUMOCTM OT KJETOYHOTO LMKNA
M UMEKT HENMHEMHOE COOTHOWEHME 1033 - OT-
BeT. [lpyrve XxumuoTepaneBTMYeckue npenaparl
(Hanpumep, areHTbl, 06pasytolme nonepeyHble
cBa3u [IHK, Takke M3BeCTHble Kak anKuaupyro-
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TABJ1.159-3. HAMBOJIEE YACTO UCNONb3YEMBIE NPOTUBOONYXONEBBIE CPEACTBA

NPENAPAT

MEXAHW3M LEACTBUS

HAWUBONEE YYBCTBUTENbHbIE
onyxonu

TOKCUYHOCTb U KOMMEHTAPUK

AHTUMETa60NUTbI: aHTArOHUCTbI ONMEBOI KMCNOTDI

Metotpekcar | CBA3biBaeTcs ¢ guruapodonar- OcTpbliii IMMGOBNACTHBIN Neiiko3 | M3bsI3BNEHUS CIM3NCTbIX
PefyKTa30il 1 HapyLaeT CUHTe3 | XOPMOHKAPLMHOMA (Y KEHLLUMH) Muenocynpeccus
TUMUOMHA Pak ronosbl 1 weu TOKCMYHOCTb YCUNMBAETCS NPY Hapy-
TumdoMmbl LeHnM YHKUMM NOYEK W MPU Hanu4uu
OcTeoreHHas capkoma acuyTa (HakonneHme npenapara)
Pak anyHukos leiikoBOpUH HerTpanu3yeT Tok-
CMYHOCTb Yepe3 24 yaca (10-20 mr
Kkaxable 6 yacos, 10 103)
Memetpekcen | MHrMbUpyeT cuHTe3 TUMMANHA Pak nerkoro Muenocynpeccus
Mesotennoma M3bs3BNEHNS CIM3UCTBIX

Pak suynmkos

AHTUMETa6ONMTBI: AHTAarOHUCTbI nypuHa

KnappnouH MHrnbupyet puboHykneotuape- | Jleikossl Muenocynpeccus
[nyKTasy Tumdombl MmmyHocynpeccua
Knodapabux | MHrmbmpyet cuntes IHK Ocrpblit iMmdobaacTHbIit neiikos, | Muenocynpeccus
pedpakTepHbili kak MUHUMYM MmmyHocynpeccua
K 2 NpezLLecTBYIOWNM IUHUAM TowHota
NeYeHus [napes
Onynapabun | bnokupyet cuntes 1HK, uurubun- | Jleiikos Muenocynpeccust
pyeT puboHykneotuapenyktasy | Jliumdoma MMMyHocynpeccus
AyTOMMMYHHbIE peakLum
6-MepkanTo- | bnokupyet cuHTe3 nypuHa de OcTpblid neiiko3 Muenocynpeccus
nypuH novo MmmyHocynpeccus
Henapabu WHrubupyet cuntes IHK Jleiiko3 Muenocynpeccus
Jlumdoma MMmyHocynpeccus
MeHTocTaTH | MHrmbupyet cuntes IHK leitko3 Muenocynpeccus
MmmyHocynpeccus
TowHora
Psota
AHTMMETa60NUTbI: AHTaTOHUCTI MIMPUMMAKMHA
Kaneuntabun | MHrmbupyeT TuMmuannatcunTetasy | Pak MONOYHON xenesbl Myko3ut
Onyxonu XKT Anoneuns
Mwuenocynpeccus
[lnapes
Psota
JlanoHHO-NOAOLIBEHHbIN CMHAPOM
$138bI
LntapabuH Bxntouaercs B crpyktypy IHK v | Octpble neiiko3bl (ocobeHHo Muenocynpeccus
pa3pbiBaer Lenb HenumbobnacTHble) TowHota
Jiumdombl Psota
HapywweHue GyHKUMM MO3KeuKa (npu
BbICOKMX ,03aX)

KOHBIOHKTMBWT (Npy BbICOKUX A03aX)
Cbinb

5-@topypaumn | MHrubupyet Tummamnatcuntetasy | Pak MONOUHOIA enesbl Mykozut
Onyxonu XKT Anoneuus
Mwuenocynpeccus
[lnapes
Pgora
femumtabud | Biniovaetcs B crpyktypy AHK Pak MoyeBoro ny3bipst Muenocynpeccus
11 Pa3pbIBaeT LieMb, MHrMbupyet Pak nerkoro [eMonnTUKO-ypeMuyeckuit CUHAPOM
pUBOHYKNEOTUAPeyKTa3y Pak nomxenyaoyHow xenesbl
fuppokcumo- | MHrmbupyet puboHykneotuape- | XpoHuueckuit MuenouaHbili neitko3 | Muenocynpeccus
YeBuHa AyKTasy
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NPENAPAT MEXAHWU3M DEACTBUSA HAMBOJIEE YYBCTBUTENBHBIE | TOKCUYHOCTb U KOMMEHTAPUKN
onyxonu
Moaudukarops Guonoruueckoro otseta
WhTepdepor | AHTUnponndepatusHbii 3dekT | XpoHuueckwii Muenoneiikos Cnaboctb
ansha BonocaTokneTouHblit neiko3 Jiuxopaaka
Capkoma Kanowm Muanrum
Jiumdombl Aptpanrum
Menatoma Muenocynpeccus
IoyeyHoKNETouHbIA pak HedpoTuueckuit cuHapom (peako)
BneomuumHbl
Bneomuupt Boizbigaet paspbis Lenm IHK Tinmdombl Axadunakcua
[nockokneTouHbl pak 03H06 1 mxopanka
Pak anuka Cbinb
[ynbMoHanbHbIit Grbpo3 npu Aose
>200 mr/m?
TpebyeT noyeyHoi IKCKpeLum
Mpenaparei, ankunupytowme AHK: npoussoaHble HUTPO3OMOUEBHHDI
Kapmycun Ankunupyet [IHK, Hapywas Onyxonu ronosHoro Mo3ra Muenocynpeccus
pa3BepTbiBaHue U penavkaumio | JuMQpoMbl JleroyHas TokcuyHOCTb (ubpO3)
Lenv loyeyHast TOKCUYHOCTD
TlomycTuH Ankunupyet IHK, HapyLas Onyxonu ronosHoro Mo3ra (actpo- | Muenocynpeccust
pa3sBeprbiBaHme 1 pennukaLuio LTOMa, robnactoma) JleroyHas TOKCUYHOCT (OTCPOUEHHas)
uenv MoyeyHas TOKCHYHOCTD
Mpenap pasyrowy p caa3u ¢ [IHK, v ankunmpylowme areHTbl
bennamyctvn | Mpucoenmtssce k IHK, Bbi3biBaeT | Pak MONOUHOI xenesbl Anonewums npu BbICOKKX A03aX
Xnopambyumun | paspbis Lenu IHK XpoHuueckuii iumdoneiiko3 TowHora
Lnknodoc- [nnombl Psota
tbamun Jiumdoma XopkkmHa Muenocynpeccust
Nbochammz Jiumdombl [emMopparuyeckuit uncTuT (ocobeHHo
Mexno- MHoxXecTBeHHan Muenoma npu NpUMeHeHnn Lmknopochammuaa
peTaMuH MenkokneTouHblit pak nerkoro 1 nochammuza), KOTopbIii MOXHO
(a3oTucTblit Pak smuka KynupoBaTb MeCcHot
unpuT) MyTarenHoe feicTaue
MendanaH BropuyHble neiiko3bl
Acnepmus
[lepMaHeHTHas CTepunbHoCTb
(BO3MOXHO)
[akapbasuq | Mopmupyert ez ¢ IHK Menatoma Helirponenus
Temo3onomuz, 3n0KayecTBeHHas rMMoMa TowHota
Pgota
BropuuHble neitko3bl
Mpokapbasut | He acHo Jiumdoma XomkkuHa Heiirponenms
TowHora
Psota
BropuuHble neitko3bl
H3UMbI
AcnaparvHasa | Mcrowaet acnaparu, ot kotoporo | OcTpbiid iumdobnactHblit neiko3 | Octpas aHadunakcus
33BUCAT KNETKM Neko3a [uneptepmms
MaHkpeatut
[uneprankemus
TunoQubpuHoreHemms
TopMOHbI
bukanyramup, | CBA3biBaeTCs ¢ peLentopom Pak npezcratenbHo xenesbl CHixeHe nmbuno
Onytamun, aHfporeHa [opstune npuamBbI
[MHekomacTusa
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MPENAPAT

MEXAHU3M BEACTBUS

HAMBONEE YYBCTBUTEJIbHbIE
onyxonu

TOKCUYHOCTb U KOMMEHTAPUK

DyngectpaHT

CBsi3bIBaETCH C peuentopom
3CTporeHa

Mertactatuyeckuii pak MONOYHOM
Kenesbl

TowHora

Psota

3anop

[napes

bonv 8 xwBote
[onosHas 6onb
bonu B cnuHe
Topsuue npunmBbl
DapuHrut

Nelinponua
auerar

MHrMbupyet cekpeuyio roHao-
TPONKHA

Pak npescTatensHom xenesbl

Topsuue npunmBbl
CHixeHe nubuao
PasapaxeHue B MecTe MHbEKLMH

Merectpon
auerar

ArOHWCT NporecTepoHa

Pak MonouHol xenesbl
Pak 3HpomeTpus

MoBbilweHKe Beca
3azepxKka Xuakoctn

TamokcudeH

(CBS13bIBAETCH C peLenTopoM
3cTpOreHa

Pak MonoyHoi xenesbl

Topsume npunmebl
[unepkanbLmemus
Tpom603bl ry6oKMX BeH

TOpMOHbI: MHIU

61TOpbI apoMatasbi

AHacTposon bnokupyet npespatueHme aHapo- | Pak MONOYHON xenesbl Octeonopo3
JK3eMecTaH | reHa B 3CTpOreH [opstune npuamBbI
Jletpo3on
MoHoknoHanbHble aHTUTENa
Anemryzymab | Cesi3biBaetcs ¢ B- v T-kneTkamm Jiumdombl MMMyHocynpeccus
besauysymad | CBA3bIBAETCA C COCYAMCTbIM 3HAO- | Pak TONCTONA KMLKK [nepyyBCTBUTENBHOCTD
TeNMaNbHbIM GaKToOpoM pocTa T04eYHOKNETOYHbIA paK Kposoteuerus
Tuneptensuns
lemTy3ymab Cas3biBaetcst ¢ CD33 Ha noepx- | OcTpblit MUenonaHbilt neiiko3 Muenocynpeccus
HOCTM NeAKO3HbIX KNETOK
N6putymomab | Cessbiaetc ¢ CD20 Ha nosepx- | JuMGombl 06ecneunsaeT 06y4eHne Onyxonesbx
TUYKCeTaH HOCTU IUMADOLUTOB KNeTok
Mop-131 Casi3biBaetcst ¢ CD20 Ha nosepx- | Jlumdombl Muenocynpeccus
TOCUTYMOMab | HOCTM IUMQOLMTOB Jluxopagka
Tocutymomat Coinb
Putykeumab | CesisbiBaetca ¢ CD20 Ha nogepx- | B-kneTouHble aMMdombl [MnepuyBCTBUTENLHOCTD
HOCTM MM(OLMTOB MMmyHocynpeccua
Tpactysymab | CBS3bIBa€TCA C peLentopomM Pak MonouHoii xene3bl [nepuyBCTBUTENLHOCT
HER2/neu KapauotokcuyHocTb
[lpyrue aHTUOMOTHUKM
MuTOMULIMH WHrubupyet cunte3 IHK kak Pak MonoyHoi xenesbl MecTHas 3kcTpaBa3aums Bbi3biBaeT

OMOYHKLUMOHANbHBIA anKunaTop

Pak Tonctoii kuwkw
AleHoKapuuHoMa xenyaka
Pak nerkoro
[epexoaHO-KneTouHbli pak
MOYEBOTO My3bps

HeKpo3 TkaHel

Muenocynpeccus: neiikonenus u
TPOMBOLMTONEHNA MOTYT Pa3BMBATLCS
yepe3 4-6 Hepenb nocne neyeHms
Anoneuus

Nletaprus

Jluxopazka
[emMonnTUKO-ypemMUyeckuit CMHAPOM

TMpou3BoaHbIe NAATHHDI

Kapbonnatui | O6pasyeT nepekpecTHble CBA3 Pak MonouHoii xene3bl Mwuenocynpeccus
mexay uenamu JHK Pak nerkoro Mepudepuyeckas Heiponatus
Pak suyHmkoB
Lucnnatuu 06pazyet nepekpecTHble CBA3M Pak MoyeBoro ny3bips Anemus
mexay uenamu JHK Pak MonoyHol xenesbl OTOTOKCHYHOCTD
PaK ronosbl 1 Wwen TowHota
Pak xenynka Psota
Pak nerkoro (0cobeHHo Menko- Meputepuyeckas Heiponaus
KNETOYHbIN) Muenocynpeccus

Pak auuka
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MPEMAPAT MEXAHWU3M DEACTBUSA HAWUBOJNIEE YYBCTBUTE/bHBIE | TOKCUYHOCTb U KOMMEHTAPUMN
onyxonu
Okcanunnatun | O6pa3yeT nepekpecTHble CBA3n Pak Toncroi kuwku Muenocynpeccust

Mexay uenamu IHK

Heliponatuueckas 6onb B rnotke
Mepudepuyeckas HeitponaTus

WHru6utopbl npoteocom

boprezomun6

VHrMGMpyeT aKTUBHOCTD
npoTe0CoM

MHoxecTBeHHas Muenoma

Muenocynpeccust

[lnapes

TowHota

3anop

Mepudepuueckas HeitponaTms

WHrnbuTopbl MMTO3a (pacTUTENLHOTO NPOMCXOMAE!

HMS): TaKCaHbI

[louerakcen | Crumynupyer arperauuio MuKpo- | Pak MONOYHOM xene3bl Muenocynpeccust
Tpy6oYeK Pak ronosbl 1 wem Anoneums
Pak nerkoro Coinb
Pak suuHukos 3anepxKa XUAKoCTH
Maknutakcen | CTuMynupyeT arperauuio MUKpo- | Pak MoueBoro my3bipst Mwenocynpeccus
Tpyboyek Pak Mono4Ho# xenesbl Anoneums
Pak ronosbl 1 wem Muanrus
Pak nerkoro Aptpanrus
Pak anyHukos Heliponatus
WHru6uTopbl MUTO3a (PacTUTENLHOTO NPOMCXOXKAEHHUS): BUHKAANKANONAbI
BuHbnactuh | bnokupyeT MuTo3 nocpeactBoM | Pak MONIOUHOI xenesbl Anoneuus
MHrM6MpOBaHMs nonumepusaumu | Capkoma tOuHra Muenocynpeccust
MUKpOoTpybOoYeK Jleiiko3 Mepudepuyeckas Heidponarus
Jiumdombl
Pak anuka
BuHkpuctuH | bnokupyet MUTO3 nocpeacTBoM Octpblit neiiko3 Mepudepuyeckas HeitponaTus
UHrMOMPOBaHMA noauMepu3aumn | Jumdombl Mneyc
MUKpOTPYBOYEK CHHApOM HeafeKBaTHOM CekpeLy
AHTUANYPETUYECKOTO FOPMOHA
BuHopensbuH | bnokupyet MuTO3 NOCpeaCTBOM Pak MonoyHoi xenesbl Muenocynpeccus
MHrMOMpOBaHHUA nonumepu3aumm | Pak nerkoro Heitponatus
MUKPOTPyBOYeK
WHrm6uTopbl TONOM30Mepasbl: aHTPaUMKIMHDI
[NlayHopybu- | MHrubupyet Tonousomepasy Il Neitko3bl Muenocynpeccus
UMH BbI3biBaeT paspbis Lenm IHK KapavoToKCYHOCTb Npu KyMyNSTUBHON
nose >1000 Mr/M2
[okcopybu- MHrnbupyet Tononsomepasy Il OcTpble neiiko3bl TowHora
UMH Bbi3bIBaeT paspbiB Lenu [HK Pak Mono4Hoi xenesbl Pgota
Pak nerkoro Anoneuyst
Jiumdombl Muenocynpeccust
KapanoToKCMYHOCTb MK KyMYASTUBHON
nose >550 Mr/m
JnupybuunH | MHrubupyet Tonousomepasy |l OcTpbiit MUENoMaHbIN Neitko3 Muenocynpeccus

Bbi3bIBaeT pa3pbis Lenu JHK

Pak MonouHoi xene3bl
Pax xenyaka

Kapnmoroxcwwocgb NpU KyMYASTUBHOM

noze >1000 mr/m

MHFMGMTOPI:I TonousoMepasbl: KAMNTOTEKaHbI

MpuHotekaH | MHrmbupyet Tonomsomepasy | Pak Toncroi kuwku [lnapes
Pak nerkoro Mwuenocynpeccus
Pak npamoii kuwku Anoneuust
TonotekaH MHrnbupyet Tonousomepasy | Pak suuHukos Muenocynpeccust

MenkokneTouHblit pak nerkoro
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MPEMAPAT MEXAHWU3M DEACTBUA HAMBONEE YYBCTBUTEJ/IbHLIE | TOKCUYHOCTb U KOMMEHTAPUK
onyxonu
WHrbuTopbl TonousoMepasbl: NoA0UANOTOKCHHDI
Jtonozua MHrvbupyet Tonousomepasy Il OcTpble Neiiko3bl TowHota
Tenunosug BbI3blBaeT paspobis Lenu JHK Jlumdoma XomkkuHa Psota
Jumdpombl Muenocynpeccus
Pak nerkoro (0cobeHHo Menko- Mepudepuyeckas Heiponarus
KNETOYHbIN) [oBblLeHWe TOKCMYHOCTY NPU NoYey-
Pak suuka HOWM HEAOCTaTOYHOCTU
Heiitponenms
BbIBOAMTCA NeYeHbio 1 NoYKaMu
MuTokcaHTpoH | MHrmbupyet Tononsomepasy Il OcTpble neiiko3bl Heitrponenus
BbI3biBaeT pa3pbis Lenu IHK Jlumdombl TowHota
Psota
WUHrMbuTopbl TUPO3UHKMHA3DI
3pnoTuHuG WHrvbupyet peuentop anuaep- HeMenkokneTouHblit pak nerkoro | AkHe
TeduTnHmMb ManbHoro (aktopa pocta [lnapes
MmaTnHnb MHrubupyet BCR-ABL kuHasy u XpOHWyeckuit Muenoneiiko3 Jleitkonexus
c-kit kuHazy [acTpouHTeCTUHANbHAA CTPOManb- | [enaToLennionnspHas TOKCMYHOCTb
Has onyxonb Orek
Jlanatuhuo WHrnbupyet akTsHoCTb HerZ/ Pak MOnO4HoI xenesbl [lnapes
neuactivity TowHora
Cbinb
Psota
Cnaboctb
Copadennd MHrMbupyeT BHYTPUKNETOUHbIE U | TleYeHOYHOKNETOUHBIH pak TunepreHsua
MOBEPXHOCTHbIE KMHA3bl (Hanpu- | [oYeYHOKNETOHbIH pak Mpotentypus
Mep, PeLienTopbl 3HAOTNMANbHO-
ro cocyaucroro (aktopa pocra)
CYHUTUHIO MHrmbupyet peuentop TMPO3uH- | [acTpOMHTECTUHANbHAs CTpOManb- | fnepTeHsus
KWHa3bl Has onyxosb TpoTenHypus

T0YeYHOKNETOYHbIA pakK

lMe npenapatbl) UMEKT IMHENHOe COOTHOWEHME
1033 - OTBET W MPONOPLMOHANBHO YBENMYMBAIOT
B0 3DMEKTUBHOCTb M CBOIO TOKCMYHOCTb MpH
yBENMYEHUN 1103bl. [Py NPUMEHEHMM BbICOKMX 103
ANKMAMpYIOLLME MPenapaTbl MOryT Bbi3bIBaTb arna-
3110 KOCTHOTO MO3ra, YTO TpebyeT TpaHCMaHTaLuM
KOCTHOTO MO3ra /1Sl BOCCTaHOBNEHWS TEMON033a.
Mpu oThenbHbIX onyxonsx 3ddekTMBHA MOHO-
XMMUOTEPANKS  (HanNpuMEp,  XOPMOHKAPLMHOMA,
BONNOCATOKNETOuHIV Neiko3). OnHako B 60MbLINMH-
CTBE C1y4aeB MPUMEHSIOTCS MYNBTUKOMIOHEHTHbIE
PEXWMbI, COAEPXALME Mpenapatbl C pasHbiMu
MEXaHW3MaMm [EeMCTBUS U Pa3HOM TOKCUYHOCTbIO.
3T0 NO3BONSET MOBBICUTL KOMMYECTBO YOUTBIX OMy-
XONEBbIX KNETOK, CHU3WTb TOKCMYHOCTb PEXUMa W
BEPOSTHOCTb PA3BUTUS JIEKAPCTBEHHOM YCTORUMBO-
cTi. Takne pexmMmbl CnocobHbI 06eCneynTh BICOKYH
YacToTy M3NeYeHUs MU OTAENbHBIX OHKOMOMMYe-
CKMX 3aD0NeBaHMsX (HanpuMep, OCTpble NEiKo3bl,
paK AnuKa, MMOOMa XOMKKMHA, HEXOMKKMHCKME
NMMOOMBI, peXe — COMMOHbIE OMYXO/K, Takue Kak

MENKOKNIETOUHBIA PaK Nerkux M pak HOCOMOTKM).
MHOrOKOMMOHEHTHbIE PeXMMbl 00bIY4HO Ha3Haua-
10TCA B BUE NOBTOPAIOWMXCA LIMKNOB QUKCMPOBaH-
HOW KOMBMHaUMM npenapaTos. MHTepBanbl Mexay
UMKIaMM  [IOMKHbI  ObiTb HACTONBKO  KOPOTKMMM,
HaCKOMbKO 3T0 HEOOXOAMMO [N BOCCTAHOBEHMS
HOpManbHbIX TKaHeid. MpomomkuTenbHas MH y3us
HEKOTOPbIX MpernapaTtos, CneuuduyHbIX K KIeToy-
HOMy UMKy (Hanpumep, 5-GTopypauuna), Moxet
CMOCOBCTBOBATH YCUAEHMIO KNETOUHOM r1benm.

Y kaXgoro nauueHTa Heobxo4MMo COOTHOCUTb
BEPOATHYI0 3PDEKTUBHOCTb M BO3MOXKHYIO TOKCHY-
HOCTb Nevenus. Mepen Ha3HauYeHWeM npenapaTos
C opraHocneundUYHOM TOKCMYHOCTbIO HEObXOaM-
MO OLEHWBATb (YHKLMIO OpraHOB-MMULEeHel (Ha-
npumep, 3xokapauorpabus nepes HasHauyeHMeMm
JLoKCcopybuumHa). Mogudukaums 103 npenaparos
UM UX UCKTIOYEHME U3 CXEM JIEYEHNS MOXET ObiTb
HeobXooMMO TpU  XPOHMYECKUX 3aboneBaHmsaX
nerkux (Hanpumep, 6MeOMMLMH), NOYEYHON Hedo-
CTaTOYHOCTM (HAanpuUMep, METOTPEKCaAT) UK neve-
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HOYHOI HeLLOCTAaTOYHOCTM (HaNpUMep, TaKCaHbl).
HecmoTpst Ha Mepbl MpeoCTOpOXHOCTH, He-
KenatensHble 3GGeKTbl SBASITCS 06bIYHBIM pe-
3yNbTaTOM LMTOTOKCMYeCKod Tepanuu. Haubonee
CUNbHO 0BBIYHO MOPAKAIOTCS TKaHM, MUMeroLLme
KOPOTKHMI KNETOYHBIM LMKN, — KOCTHbINA MO3T, BONIO-
csHble donnmkynbl 1 anutenmid XKT.
Buzyanusupyowme wccnenosanmus (KT, MPT,
M3T) 0bblYHO BLIMOAHAKTCA Nocne 2-3 uuknoB
NeYeHns AN OmpefieneHns OTBETA Ha NeyeHue.
Mpu Hanuuum OTBETA Ha NeyeHue Tepanus mpo-
LomxkaeTcs. Ecm onyxonb nporpeccupyer, HecMo-
TP Ha MPOBOAMMOE NeYeHue, B PEXUM BHOCAT
U3MeHeHWe WM npekpallator. Ecm gocturaetcs
CTabunu3aums 3abonesanms, a NaLUMeHT ya0BeT-
BODUTENbHO MEPEHOCUT feyeHune, HeobXxommmo
MpUHAMATb pelleHne O NPOLOMKEHUM NMPOBOAM-
MOW Tepanuu, yuuTbiBas, 4To 60NE3Hb B KOHEYHOM
utore ByaeT nporpeccupoBarb.
lopMoHanbHaa Tepanus. [lpu ropMoHanb-
HOWl Tepanuu NMPUMEHSIOTCS arOHUCTbI AU aHTa-
TOHWCTbI FOPMOHOB, BAMSIOLMX HA TeyeHue 3abo-
nesaHns. OHM MOTYT MPUMEHSTbCS OTAENBHO WK
B KOMOMHALMM C APYrMMUM BapUaHTaMU fIeYeHus.
[opMOHanbHas Tepanus 0coberHo 3PdekTnBHa
npy pake NpenCTaTenbHOi xenesbl, pocT KOToporo
00ycnoBneH BO3AeMCTBMEM aHAporeHos. [pyrue
3/10KaYeCTBEHHbIE OMYXO/W, UMEIOLLME PELLenTopbI
TOPMOHOB Ha MOBEPXHOCTW OMYXONEBbIX KNETOK
(Hanpumep, pak MOMOYHO Xene3bl MAM 3HAOMe-
TpWst), MOTYT ObITb YYBCTBUTENbHBI K AHTAarOHUCTaM
FOPMOHOB MW FOPMOHaIbHOM abnaumu.
lpuMeHeHne NpeoHWU30M0Ha U APYrUX KOpTH-
KOCTEPOMAO0B TAKKE PacCMaTPUBAETCS KaK rop-
MOHanbHas Tepanus. [aHHble mpenapatbl Yacto
MPUMEHSIOTCA MPX ONYXOASX, MPOMCXOLALUNX U3
KNEeTOK MMMYHHOI cuctembl (Tumpomax, iumeob-
NaCTHbIX N1e/K03aX, MHOXeCTBEHHON MUeNoMe).
Mopaudukatopbl Guonoruueckoro orTsera.
WHtepdepoHbl npenctagnsioT coboit NpoTeEMHI,
KOTOpble CUHTE3UPYIOTCS  KNETKaMM  UMMYHHOM
CUCTEMbI KaK (U3MONOTUYECKUA UMMYHHBIN 3a-
LUMTHBI OTBET HA YY)KEPOAHbIE aHTUIEHbI (BMPYCHI,
BakTepuu, fipyrve uyxepodHble knetku). B Gap-
MaKONOrMYEeCKMX 403aX OHM CMOCO6HbI obneryatb
TEYEHWe HEKOTOPbIX 3M0KaYeCTBEHHbIX HOBOO-
Opa3oBaHuit, B T.4. BONOCATOKNETOYHOMO NENKO3a,
XPOHMYECKOT0 MUeNoneiiko3a, MeCcTHo-pacnpo-

CTPaHEHHO MeNaHOMbI, METACTaTUYECKOTO NoYey-
HO-KNETOYHOTO paka M capkoMbl Kanow.

WHTepneiikuHbl, B NepByto 04Yepess MMMAOKUH
IL-2, npoayumpyeMble aKTMBMPOBAHHbIMKM T-KneT-
KaMu, MOTYT MPUMEHSTbCS MPU METacTaTUyeckom
MENaHOMe M HE3HAYUTENbHO 0bMerynTb TeyeHue
MOYEYHOKNETOYHOTO PaKa.

Mpenapatbl, Baugiomue Ha auddepen-
LMPOBKY OMYXONMM. TV Mpenapatbl MHOYLM-
pytoT  ouddepeHUMpoBKy OMyXONeBbIX KNETOK.
TpaHC-PETMHOMAHAA KUCNIOTA SBASETCS BbICOKOI(-
(GeKTMBHbBIM CPEACTBOM /1St IeYeHMst 0CTPOro Mpo-
MUENOUMTAPHOrO Neitko3a. K apyrum npenaparam
3TOr0 K1acca OTHOCSTCS NPOU3BOAHBIE MbILLIbSKA U
TUNOMETUAMPYIOLLME areHTbl a3aUMTUAMH U [eoK-
CMa3auuTUAKH. Tpu NpUMeHeHUM B MOHOPEXUME
3TM Mpenapatbl OKA3bIBAKT JIMWb TPAH3UTOPHBINA
3(deKT, 04HAKO BO3MOXHOCTb MX MpUMEHeHUs
NS NpOQUNAKTUKM PELMAMBOB U B KOMOMHALIMM C
LIMTOTOKCUYECKMMM Npernapatamu NpeactaBnsercs
MHOro00eLaoLLeN.

AntnanrnorenHbie npenapatbl. ConuaHble
OnyXonu npoayuMpytoT $akTopbl PoCTa, KOTOpble
(GOPMUPYIOT HOBbIE KPOBEHOCHBIE COCYAbI, HEO-
XOZMUMbIE ANS MOALEPXKAHMS OMyXONeBOro pocTa.
B HacTosiee BpeMst AOCTYMHO HECKOMIbKO Mpena-
PaToB, MHrMOMpYoLLMX 3TOT Npouecc. Bo3paeiictaue
Ha HEOaHrMOreHe3 SBSETCS OfHUM W3 CBOWCTB
TanMEoMMaa. beaumuaymab, MOHOKIOHANbHOE aH-
TUTENo NpoTiB GaKTopa pocTa HAOTENNA COCYLOB
(VEGF), 3phexTrBeH npy noue4HOKNETOYHOM pake
W paKe TONCTO KMLWKW. VHrMBUTOpbI peLenTopos
VEGF Tatke 30 deKTUBHbI MpK NOYEYHOKIETOYHOM
pake, renaToLeINSPHOM PaKe W raCTpOUHTECTH-
Ha/bHbIX CTPOMAIbHBIX OMYXONISIX.

WHrmbuTopbl TMPO3MHKMHA3. MHOrMe 3nu-
TeNManbHble OMyXOMM MMEIOT MyTaluu, KoTopble
AKTMBMPYHT CUrHanbHbIE MyTH, CocobCTBYmWME
WX NOCTOSHHOW MponMQepaLnu U OTCYTCTBHUIO
MG epeHUMpOBKU. ITM MyTaLMM 3aTparuBatoT
pocToBble GakTopbl U Benku, nepeaatolme CurHa-
/bl OT PeLLenTopoB (GakTopoB poCTa Ha NOBEPXHO-
CTW KNETOK K KNeTouHoMy iapy. Ha ceropHswHmi
JleHb B KMHUYECKON NMPaKTUKe NPUMEHSIOTCS TpH
MHTMOMTOPA TPAHCAYKLMM CUrHANOB — MUMATUHUO
(MHrmbuTop TMpo3nHKMHa3bl BCR-ABL npu xpoxu-
YeckoM MUenoneitkose), 3pnoTMHUG u redUTMHMG
(MHrM6MTOPLI peLenTopa AnuLepManbHoro GakTo-
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pa pocta). [pyrMe MHrMBUTOpbI 3TUX CUTHaNbHbIX
nyTeil B HACTOSILLEE BPEMS M3YYAIOTCS.

MoHoK/10HanbHble aHTUTeNa. MOHOKNOHANb-
Hble aHTUTENa, HanpaBeHHbIE MPOTUB YHUKA/IbHbIX
OMyX0NeBbIX aHTUreHoB, IOOEKTMBHBI MpU pse
OHKONOrM4eckux 3abonesanuit. TpacTy3ymab, aHTu-
Teno npotvs 6enka Her-2 wim Erb-B2, 3bdexTnsen
B KOMOMHALMM C XMMUOTEpANHeEl Npy MeTacTaTn-
YeCcKoM paKe MOMIOYHON xene3bl. AHTUTENa NpoTvB
aHturenoB (D, 3KCmpeccupoBaHHbIX Ha MOBEpX-
HOCTM OMyXoneBblX KneTok, Takux kak CD20 u
(D33, npuMeHATCA Y BONbHBIX HEXOMKKMHCKMMMU
numdomamm (aHTU-CD20 aHTUTENO pUTYKCMMAO) U
OCTPbIM MMEN0BACTHBIM NIEHKO30M (QHTUTENO, CBS-
33aHHOE C TOKCUHOM - reMTy3yMab).

IddeKTUBHOCTE  MOHOK/IOHANbHBIX — aHTUTEN
MOXET BbITb MOBbILIEHA MPU CBA3bIBAHUM WX C pa-
[M0aKTUBHbIMM HyKnnaamu. OfVH Takoi npenapar,
MOPUTYMOMab, MPUMEHSETCS B NIEYEHUN HEXOMK-
KMHCKUX IMMGOM.

KombuHMpoBaHHaa u aAblOBaHTHas
XuMHOTepanus

Mpu HeKoTOPbIX 3/10Ka4eCTBEHHbIX HOBOOOPA-
30BaHMAX C BbICOKOH BEPOSTHOCTbK) peuuauBa,
HeCMOTPS Ha OMTUMA/bHOE BbIMOSHEHMUE XMPYP-
TUYECKOrO WM NY4eBOr0 leYeHnst Ha HaualbHOM
3Tane, peunans MOXeT ObiTb NpefoTBpalleH A0-
MOMHUTENbHOM AIbIOBAHTHOM XMMMOTEpanueit. Bee
yale npuUMeHsieTcs KOMOMHWMPOBAHHAs Tepanus
(nyyeBasi Tepamus, XMMMOTEPANUS W XWpyprus),
4YTO MO3BOASIET MPOBOAMTb OPraHOCOXpaHsoLme
npoueaypbl ¥ YMeHbLUMTb NOBPEXEHUE OPraHoB.

AnbloBaHTHaA Tepanms. AIbloBaHTHas Tepa-
nus NpeacTaBnser cobol CMCTEMHYI0 XUMMOTepa-
MU0 UK NIy4eBY0 Tepanuto, KOTOpas MPOBOAMTCA
nocie XMpYPruyeckoro NeveHus Ans apaamkaumum
pe3unayanbHbIX Onyxonesbix knetok. OHa MoxeT
ObiTb MOKazaHa ©O0MbHbIM, MMEIOWMM  BbICOKMI
puck peunanea. Obuime Kputepuu NpUMEHEHMS
A[IblOBAHTHOM TepPanmMu 0CHOBbIBAKITCA HA MECTHOM
pacnpoCTpaHeHMM MEpBUYHOM OMYXOAW, HaNMuum
MOpaXeHHbIX IMMGOY3NI0B M ONPeAENeHHbIX MOp-
donoruyeckux M BMONOTMYECKUX XapaKTepUCTU-
Kax OTAebHbIX OMyX0neBblX KNeToK. [TpuMeHeHme
A[IblOBAHTHOW TepanmMu NOBbICMNO Be3peLnanBHy
BbIXMBAEMOCTb W M3/1EYUBAEMOCTb BOMbHBIX PAKOM
MOJIOYHO Xene3bl U KONOPEKTaNbHbIM PaKOM.

HeoapbloBaHTHas Tepanus. HeoadboBaHT-
HOW Ha3blBAETCS XMMUOTEPANMUS W/MIKU NyyeBas
Teparnus, KoTopble NpoBOASTCS A0 XMPYPrUYeCKoil
pe3eKLyMM OMyXoNu. ITO NeyeHne CrnocobHo yBe-
NMYMTL pe3eKTabenbHOCTb OMyX0M M COXPaHMTb
GyHKUMI0 opraHa. Hanpumep, npu pake ronosbl u
LeM, MULLEBOAA MM MPAMOI KMLIKM HEOAIbOBAHT-
Hasl Tepanus N03BONSIET YMEHbLLUTL 0ObEM pe3ek-
umn. [lpyruM mpeuMyLlecTBOM HEe0abloBaHTHOM
TepanuM  SBASETC  OLEHKA  YYBCTBUTENBHOCTU
OMyXOMW K NIEYEHMIO; eCIM NEPBUYHAA OMYXO/lb HE
OTBEYAET Ha Tepanuto, SpaanKaLmMs MUKPOMETaC-
Ta30B MaNOBEPOATHA U HEOBXOAMMO MPUMEHEHNE
JPYroro pexuma neyenuns. HeoagbloBaHTHas Tepa-
NSl MOXET CKPbITb UCTUHHYIO NaToMopdonoriye-
CKY0 CTaamMio paka, YMeHbllasl pa3Mepbl OMyXo/u
¥ MpeBpalllas TUCTONOYECKN NO3UTUBHbIE TMMAdO-
Y3Nbl B HEraTMBHble. [IPUMEHEHNE HEOAbIOBAHT-
HO¥A Tepanuu NOBbICUIO BbIXKMBAEMOCTb MU BOC-
ManuTeNbHOM M MECTHO-PACcMpOCTPaHEHHOM pake
MOJIOYHOM ene3bl, pake nerkoro 1A craguu, pake
HOCOT/IOTKM M MOYEBOTO My3bIps.

TpaHcnnaHTauMs KOCTHOTO MO3ra

TpaHcnAaHTauma KOCTHOrO Mo3ra MM reMono-
3TUYECKMX CTBOIOBBIX KNETOK ABMAETCS BAXHBIM
KOMMOHEHTOM NieueHust pedpakTepHbIX K ApyruM
BUAAM JleyeHus MMAQOM, Neliko30B W MHOXe-
CTBEHHOW MMENOMBI.

TeHHasn Tepanus

IdbEKTUBHOCTb TEHETUYECKOM MOTYNSLMU MH-
TEHCMBHO m3ydaeTcsi. CTpaTernm BKAKYaloT B cebs
MCMONb30BaHMe aHTUCEHCHOI Tepanuu, TpaHcdek-
UMM CMCTEMHOTO BMPYCHOTO BEKTOPA, BBEAEHMS
[IHK B onyxonb, reHeTuyeckoi Moaynauum pese-
LMPOBAHHbIX OMYXONEBbIX KNETOK /1St MOBbILLIEHHS
MX WMMYHOTEHHOCTU M WM3MEHEHME MMMYHHbIX
KNIETOK [/1Si MOBbILEHMS! UX MPOTMBOOMYXONEBON
AKTUBHOCTU.

JIEYEHUE NOBOYHbBIX
JODEKTOB NPOTUBO-
ONYXONEBOW TEPANNU

Y 60/bHbIX, NONYYAOLMX EYEHNe N0 NOBOAY
OHKOMOrMYeCKnX 3aboneBaHnii, 4acTo passuBa-
I0TCA  HEXENaTebHble ABAEHWA. JleueHne 3Tux
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ABNEHMIA 3HAUMTENBHO YYYLIAET KAYeCTBO XM3HU
OONbHbIX.

TowHora u pBoTa

bonbHble  3710KaYeCTBEHHbIMM  3300NEBAHUAMM
4aCTo MCMbITHIBAOT TOLUHOTY M PBOTY, KOTOPbIE MOTYT
ObiTb BbI3BaHbI Kak CaMOW OMyXONblo (Hampumep,
MapaHeonnacTUyeckuii CHAPOM), TaK U NeYeHneM
(xumuoTEpanKA, NyyeBas Tepanus Ha TONOBHOW
MO3r MM GpIoLHYI0 Nonocts). Mpu passutum ped-
PAKTEPHbIX TOWHOTbI M PBOTbI DOMBHOM [AOMKEH
ObITb 06C1EA0BAH C OMpefieNeHneM OCHOBHBIX N1a-
00paTOpHbIX NOKa3aTeNnei (3NeKTPONUTbI, NoKa3aTe-
1 QYHKUMM NeYeHH, MNasa) U BU3yanu3upyroLmx
METO/0B UCCNEN0BAHMS 151 UCKNIOYEHNS KMLLIEYHOM
HenpoXoaMMOCTH 1 MeTacTa3oB B rOIOBHOI MO3T.

AHTaroHUCTbl  CEPOTOHMHOBBIX PELENTOpOB
ABNAOTCA Hanbonee IPMEKTUBHBIMU, HO TaKxKe M
Hanbonee [OpOrMMM Mpenapatamu. [paHMCETPOH
W OH[AHCETPOH MPAKTUYECKM HETOKCHMYHDI, 33 WUC-
KMIOYEHWEM pa3BUTMS TONI0BHOM 60U U OpTOCTa-
TWYeCKOM rMnoTeH3uu. Mpenapatbl HA3HAYAOTCS
BHYTPMBEHHO 33 30 MMHYT [0 XMMMOTEpanum,
OHfiaHCeTpoH B Ao3e 0,15 Mr/Kr, rpaHMCeTpoH B
po3e 10 MKr/kr. OHOAHCETPOH MOXET MOBTOPHO
BBOAMTLCA yepe3 4 M 8 uacoB nocie nepeoro
BBeaeHus. Np1 NpUMeHeHNM BbICOKOIMETOTEHHbIX
npenapaToB, TakuX Kak MPOM3BOAHbIE MAATUHbI,
3(QhEeKTMBHOCTb  MPOTMBOPBOTHBIX  MpPENapaTos
MOXET ObiTb MOBbIWLEHA AOMNONHUTENbHBIM HA3HA-
YeHueM JekcameTasoHa (8 Mr B/B 3a 30 MuHYT
[0 XMMWOTEpanuK, 3aTeM no 4 Mr B/B Kaxaple 8
4YacoB).

AHTaroHucT cybcraHumm P u Heliponeitkuia 1
anpenuTaHT MOXET CHUXATb TOLIHOTY M PBOTY, Bbl-
3BaHHYH BbICOKO3METOreHHbIMM Npenapatamu. OH
Ha3HayaeTcs B 403e 125 Mr BHYTpb 33 1 yac o
BBeZEeHMs XuMuoTepanuu Ha 1 aeHb, ganee - 80
MI BHYTPb 33 1 Yac 0 BBEAEHMS XMMUOTEpanuu
Ha 2 1 3 oHu.

K apyrMM TpaamUMOHHbIM aHTUIMETMKAM, KOTO-
pble MOTYT NPUMEHSTBCA Y BOMbHBIX CO C1abOoBbIpa-
XEHHOM UMK YMepPeHHOM TOLHOTOM W PBOTOW, OTHO-
€aTCs GeHOTMA3MHbI (HanpuMep, NPOXIOprepasmH,
10 mr /8 Kaxable 8 yacos, npomeTasuH 12,5-25 mr
BHYTPb MM B/B Kaxable 6-8 yacoB) u MeToknonpa-
Muz (10 Mr BHyTpb MM B/B 33 30 MMHYT 0 XMMMO-
Tepanuu 1 fanee kaxaple 6-8 yacos).

DlpoHabunon  (A-9-TetparunpokaHHabuHon
[THC]) sBnsieTcs  anbTepHaTMBHBLIM  CMOCOBOM
60pbObI C TOWHOTOI W PBOTOHA, BbI3BAHHBIMU XU-
muoTepanuei. THC aBASIeTCs 0CHOBHbIM NCUX0aK-
TUBHBIM KOMTMOHEHTOM MapuXyaHbl. MexaHu3m ero
aHTU3IMETUYECKOTO LeHCTBUS HEU3BECTEH, OAHAKO
KaHHaBMOWMbI CBA3BIBAIOTCS C OMMOMAHBIMU pe-
LenTopaMu B nNepeaHeM Mo3re M TakuM 06pa3oMm
MOryT OMOCPe0BaHHO MHIMOMPOBATH AKTUBHOCTb
PBOTHOTO LieHTpa. [lpoHabuHon BBOAMTCS B 103
5 mr/m2 BHYTPb 33 1-3 yaca o XuM1oTepanum 1
3aTeM - yepe3 2-4 yaca nocne Havana xummore-
panuu (He bonee 4-6 BBefieHuit B eHb). OnHako
y npenapata BapuabenbHas GMOLOCTYMHOCTL MpU
Ha3HaueHuM BHYTPb, OH He 3PdeKTUBEH Npu npu-
MEHEHUW NMNATMHOCOAEPXKALUMX PEXMMOB XUMMO-
Tepanuu 1 061aaaeT 3HAUUTENbHBIM KONUYECTBOM
HeXenatenbHbIX ABNEHWUA (COHAMBOCTb, OPTOCTa-
TUYECKAs TUMOTEH3UA, CYXOCTb BO PTY, U3MEHEHMS
HACTPOEHMS, HApYLIEHUe 3DEHHs W YyBCTBA Bpe-
MeHu). KypeHue mapuxyaHbl MoxeT 6bitb Bonee
3(GOEKTMBHBIM, M OHA pa3pelleHa C 3TOi LeNbko
B HEKOTOpbIX CTpaHax. OnHaKo OHa pefiko npume-
HSIETCS, TK. He BCeraa AOCTYMHA, a Takke NoToMy,
4yTO MHOrWe BOMbHbIE HE MEPEHOCST caM NpoLece
KypeHms.

ben3opmasenuHbl, Takue kak nopasenam (1-2
Mr BHyTpb am B/8 3a 10-20 MMH a0 xuMMoTepa-
nuu, fianee - Kaxgable 4-6 4acos) MHoraa ObiBatoT
3(dekTUBHbI NpU pedpakTepHOI TOLHOTE U PBOTE.

Liutonenun

AHemus, neiikonenus u TpOMOOLMTONEHNS MO-
TyT Pa3BMBATLCS B XOLE MPOBEAEHMS XMMMOTEPa-
MUY WK NY4EBOI TEPanuM.

AHemusai. KnuHMYecKMe CUMNTOMbI M CHU-
KEHWE MEpPEHOCMMOCTH NYYeBOW Tepanum MOryT
Pa3BMBaTbCS MPYH YPOBHE remMatokputa <30% wim
ypoBHe remornobuHa <10 r/an. Y 60nbHbIX C 3a-
6oneBaHMSIMM KOPOHAPHbIX MW nepudepryeckmx
COCYL0B 3TOT YPOBEHb MOXET ObITb Bbillie. PekoM-
OMHAHTHbIE 3PUTPOMO3TUHBI MOTYT BbITh Ha3Haye-
Hbl MIPU CHWKEHWM KOHLIEHTPALMK remornobua
<10 r/on B 3aBMCMMOCTM OT cuMITOMOB. OBbIYHO
npumensietcs aosa 150-300 ME/kr n/k 3 pasa B
Hezenio (ans B3pocabix 0bbiyHo 10 000 ME). 310
Mo3BONAET MOBLICMTb YPOBEHb TEMOMNOBMHA W
CHM3WTb NoTpebHOCTb B remoTpaHcysuax. Liu-
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TeNbHO LeiiCTBYloWMe QOPMbI  IPUTPOMOITUHA
TpebytoT MeHee YacTbix BBEAEHMIl (Dapbeno3TuH
anbda, 2,25-4,5 mkr/kr n/k 1 pa3 8 1-2 Henenm).
Heobxoaumo u3beratb HeonpaBaaHHbIX BBEAEHUH
3pUTPOMO3TUHOB. MHOTAA ANS YCTPAHEHHNS OCTPbIX
KapAMOPeCnMpaTopHbIX CUMNTOMOB MOTYT MOHa-
L06OUTCS TPAHCPY3UM IPUTPOLMTAPHOM MACChI.

Tpombouutonenun. CHuxeHne  ypOBHS
TpomboumToB Hmke 10 000/mkn, ocobeHHo ¢ npo-
SIBNEHUAMM KPOBOTOUMBOCTH, TpebyeT TpaHcty3uit
TPOMOOKOHLEHTpaTa. Masnble MOMekynbl, CXOAHbIE
C TPOMBOMO3ITUHOM, B HACTOSILLLEE BPEMS SOCTYMHbI
B K/IMHUYECKOM NMPaKTUKE W LUIMPOKO NMPUMEHSIOTCA
y 60/1bHbIX, NONYYAOLLMX SIe4eHe N0 MOBOAY OH-
KONOrueckux 3abonesanmit.

[lenneuns nelikountoB M3 TpaHChy3upyeMbix
KOMMOHEHTOB KPOBM MPEAOTBPALLAET anfouMMy-
HU33LMI0 M JOMKHA NPUMEHSTHCS NP MOATOTOBKE
KOMMOHEHTOB KPOBYM ANst BONbHBIX, KOTOPbIM MO-
KET NOHaRo6uTLCS HOMbLLIOE KONMYECTBO TPAHC(y-
3ii TPOMOOLMTOB WM TPAHCMNAHTALMS reMomno3-
TUYECKMX CTBOMOBBIX KNETOK MM KOCTHOTO MO3ra.
[Llenneuns neiikouMTOB TakxKe CHWKAET BEPOST-
HOCTb 3apaxeHns GOMbHOTO LIUTOMEranoBUpyCoM
yepe3 nepenvuBaeMble KOMMOHEHTbI KpoBu. [am-
Ma-06/1y4eHMe MPOLYKTOB KPOBM WHAKTUBMPYET
AMMQOUMTHI, NPeLoTBPaLLAeT WMHAYLMPOBAHHYHO
TpaHcdysueit peakumio «TpaHCMAaHTaT npoTuB
X039MHa», M MOKA3aHO 60/bHbIM, MOTYYAIOWMM
TSKENYH0 UMMYHOCYNPECCUBHYHO XUMUOTEPNMIO.

Heitrponenus. Heiitponenus (06biuHO onpe-
LensieMas Kak CHWXEeHWe YPOBHA HedTpodunos
<500/mkn, sBnseTca npeapacnonaraowmuM Gak-
TOPOM K PA3BUTHIO KU3HEYTPOXAIOLLMX UHDEKLIMIA.

bonbHble ¢ oTcyTcTBMEM (ebpUNbHON UXO-
Pafku TpebylT NpUCTanbHOro HabmogeHus W
LOMKHbI 6bITb MPOMHCTPYKTUPOBAHbI B OTHOLIEHUM
u3beraHus KOHTAKTOB C GONMbHBIMU NIOABMU WK
MOCELLEHNA MECT CKONIeHWs HOMbLIOTO YnCia io-
[eli (TOProBbiX LEHTPOB, a3pONOPTOB U Ap.). XoTs
BONbWMHCTBO MALMEHTOB HE HYXAAKTCA B aHTU-
BroTMKOTEPANWK, BONBHBIM C BBIPAKEHHON UMMY-
Hocynpeccueit (T.e. fenneuuns T-KNeTok uam Hapy-
WweHue ux QYHKUMM)M neiikoneuel uHorda ans
npodunakTukn  MHGUUMPOBaHUS  Pneumocystis
Jiroveci Ha3HayaeTca TPUMETONPUM/CynbhaMeTok-
ca3on (ofHa TabneTka B AeHb). Y BonbHbIX Nocne
TPaHCMNAHTALMM MW NONTYUMBLUMX BbICOKOLO3HYHO

XMMMOTEPANHUIO MPU HANMYMM NO3UTUBHBIX TECTOB
Ha BUPYC NpOCTOro repreca HeobxoamMo HazHave-
HMe NpodMUNaKTMYeCKoi NMpOTUBOBMPYCHOW Tepa-
nuv (aunknosup 800 mr BHYTPb 2 pa3a B LeHb Uu
400 mr B/8 Kaxgple 12 yacos).

Jiuxopaaka >38 °Cy 60/bHbIX C HEATPONEHHE
ABNAETCH KpUTMUECKOM cuTyalmelt. 06cnenoBanme
JOMKHO BKIOYATb HEMEMIEHHYID peHTreHorpa-
Ouio  TpyoHOM  KneTkW, MMKpobronornyeckoe
UCCIenoBaHMe KPOBM, MOKPOTbI, MOYM, CTyna W
NO6bIX MOA03PUTENbHBIX KOXHBIX MPOABNEHMIA.
0bcnefoBaHMe Takke BKIKOYAET OCMOTD MecT
BO3MOXHOrO abCLEAMPOBaHMS (KOXa, YlWM), UC-
CNIENOBAHNE KOXM W CIM3UCTBIX Ha Hannume rep-
METUYECKOr0 NOPaXKeHMs, CETYaTON 060I0YKM TNa3
Ha HanMuMe METacTaTMyeckoro MHMEKLMOHHOTO
MOPAXEHNA COCYNOB M MECT CTOSHUS KaTeTepos.
OcMoTpa MpsIMOM KMLLIKM W PEKTabHOM TepMo-
METpUM CNIEflyeT MO BO3MOXHOCTM M3beraTh 13-3a
puCKa BaktepueMmm.

bonbHble ¢ DebpUNbHOM HEHTPONEHNEN [OMK-
Hbl MOMy4YaTb aHTMOMOTMKM LIMPOKOTO CreKTpa
LeiicTBug, BblOpaHHblE Ha OCHOBE Haubonee
BEPOATHOrO MCTOYHMKA MHbekuun. Yawe Bcero
Ha3Havatotcs uedenmm unn Ledtasuaum 2 T B/B
kaxzble 8 4acoB, Cpasy Mmocie B3ATUS MaTepu-
ana Ha MuKpobMONOrMyeckoe WMCCIenoBaHMe.
Mpu Hanuuun AMdAdY3HBIX MHOUALTPATOB B Ner-
KMX HEeoBXOAMMO WCCNedoBaHWe MOKPOTbl Ha P
Jirovecii, v npu NO3MTMBHOM OTBETE HEOOXOAMMO
Ha3HauyeHue COOTBETCTBYIOUlEN Tepanuu. Ecm
NMXOpaika paspellaeTc B TeyeHue 72 yacoB
nocle  Hayana  3IMMUPUMYECKOA  aHTMOMOTMKO-
Tepanuu, NeyeHue AOMKHO ObiTb MPOAOIKEHO
[0 NOAbeMa abCcoMTHOTO uucia HeiTpodmnos
>500/mkn. Ecm nnxopagka CoXpaHsieTcs Ha
npotskeHnn 120 yacos, Heobxoaumo fobasne-
HME TPOTUBOTPUOKOBLIX CPEACTB ANA NEYeHus
BO3MOXHOWM rpubKoBoii MpuunHbl nHdekumn. On-
HOBPEMEHHO HE0bX0aMMO MPOBECTM MOBTOPHOE
obcnenosanue (Bkmoyas KT rpyaHol knetku w
OPIOWHOM NONOCTH) HA HANMUME OKKYNBTHOW WH-
dekumm.

bOobHbIM, Y KOTOpbIX HeiTponeHus 06ycnoB-
NEHa  XMMMOTEpanMel, 0COBEHHO TMOCIe Bbi-
COKOZO3HOM  XMMMOTEpANMM, /IS COKpaLLEeHUs
BPEMEHWM HEWTPOMEHUM MOTYT ObITb Ha3HaueHbl
rpaHyNoLMTapHble KONOHMECTUMYIUpYloLMe (ak-
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T0pbi (-KCD) nu rpaHynoumTapHo-Makpodarans-
Hble KonoHuectumynupytolme daktopsl (MM-KCD).
[-KCO B no3e 5 mkr/kr n/k 1 pa3 B AeHb, 4o 14
[iHEl, M MX MpONOHTMPOBaHHbIe GOpMbI (Hanpu-
Mep, nerduarpactum 6 Mr n/k 1 pas 3a umkn xu-
MMOTepanum) MOryT MPUMEHATLCS ANS YCKOPEHHS
BOCCTaHOBNEHWS NEMKOLMTOB. ITM Npenapatbl He
LOMKHbI BBOAMTHCS B MepBble 24 yaca nocne xu-
MMOTEPANuM, NPU MPUMEHEHUM nerguarpacTuma
XMMMOTEPanus He JOMKHa BO30OHOBNSTLCA paHee
yeM yepe3 14 fHeit nocne ero npuMeHeHus. ITu
npenapatbl He3aMeLIUTeNbHO Ha3HayalTCs npu
paeutuu  GebpunbHON  HelTponeHuy, cencuca
unmn y adebpunbHbIX BOMbHBIX MPU YPOBHE Heit-
Tpodmnos <500/mkn.

Bo MHOrMx ueHTpax oTZenbHble 6oMbHble
HW3KOTO PUCKA C NIMXOPAZKOA M HEMTpOoneHuen
Nleyatcs ambynatopHo. Takue GonbHble He A0MX-
Hbl UMETb TUMOTEH3MUM, HApYLIEHNs MEHTANbHOO
(TaTyca, PeCcnMpaTopHOro  AUCTPECC-CMHAPOMa,
HeKoHTponMpyemoro 6oneBoro CuHapoMa Wm
TSKENbIX  COMYTCTBYHOWMX 3aboneBaHuii, Takue
kak AuabeT, cepaeyHO-CoCyancTbie 3aboneBaHus
WAK rMnepkanbumemus. B Takux cnyyasx Heob-
XOOUMbI EXe[HEBHbIii KOHTPOMb Bpaya, BU3UTHI
ME[MLIMHCKO CecTpbl U BBELEHWE aHTUOWOTUKOB
B [OMAWHWX YCnoBuAX. B Hekotopbix cuTyaumsx
€CTb BO3MOXHOCTb MPUMEHEHNS MepopaNbHbIX aH-
TUOMOTMKOB, TakUX Kak LunpodnokcauuH 750 mr
BHYTPb 2 pa3a B [ieHb NoC aMOKCULIMAMMH C Kna-
BYNIAHOBOW KMCNOTOM 875 Mr BHYTPb 2 pa3a B ieHb
unm 500 Mr BHYTPb 3 pa3a B AeHb. Mpu oTCyTCTBUM
MPUHSTLIX B le4ebHOM yupexaeHun nporpaMM no
BEAEHHI0 U Neyermto GebpubHON HelTponeHum B
ambynaTopHbIX YCNOBUAX HEOBX0AMMA rOCIUTANM-
3aums.

¥enynouHo-KuweyHbIe OCIOKHEHUA
Mopaxenne potoBoii nonoctu. [lopaxerus
CM3MCTOI 060N0YKM MONOCTY PTa, Takue Kak 53Bbl,
MHGbEKLMM W BOCNANEHHS, BCTPEYAIOTCS YacTo.
[lng neyeHmnst opanbHOrO KaHAMA03a NPUMEHs-
€TCS OpanbHas CycneHsus HuctatvHa 5-10 mn 4
pa3a B [ieHb, knotpumazon 10 Mr 4 pasa B feHb
unn dnykoxason 100 mr BHYTpb 1 pa3 B A€Hb.
MyKO3WT, BbI3BaHHbIA Nly4eBOW  Tepanueli,
MOXET BbI3bIBaTb 60b, MewaTb HeobXoAUMoMy
npueMy nepopanbHbIX NPenapaTos, MPUBOAUTDL K

HapyLUeHWto NUTaHus 1 notepe Beca. [onockanue
pTa aHaNbreTkaMu W MEeCTHbIMM aHEeCTeTUKaMM
(2% nvpokanH 5-10 mn kaxable 2 yaca uam apy-
rMe KOMMepYecku AOCTYNHbIE MUKCTYPbI) 0 €abl,
Msrkast aueta 6e3 ynotpebneHus LMTPYCOBbIX W
COKOB M 03 peskux nepenasoB Temneparypl
6niof MOryT M03BONKTL GOMBHOMY MPUHUMATH
nuiLy M noanepxusatb Bec. Mpu HeaddekTus-
HOCTM 3TMX Mep M COXpaHeHUM (QYHKUMW TOHKOW
KMWKM MOXET MPUMEHSTLCS 30HOOBOE MUTAHME.
Mpu 0CTPOM MYKO3UTE M AMAPEE UIW HAPYLEHUH
DYHKUMM TOHKOI KMLWKM HEOOXOAMMO Ha3HaueHue
MapeHTepabHOrO NUTAHMS.

[lnapes, 06ycnoBneHHas NyyeBoit Tepanueit Ha
06nacTb Tasa AU XMMMOTEPANUEN, MOXET BbiTb
KyNMpOBaHa  aHTMAMApEMHbIMM  Mpenaparamu
(cycnen3uns kaonuHa/nektuHa 60-120 mn 0bblu-
Hoit dopMbl U 30-60 M KOHLLEHTPMPOBAHHOM
BHYTPb NPV NEPBbIX NPOSBNEHUSX AMapen W Aa-
flee nocne KAO0ro XMAKOro CTyna; nonepamug
2-4 Mr BHyTpb, UnM audeHokcunaT/atponuy 1-2
Tabnetkn BHyTPb). boNbHBIM MoCe onepauuu Ha
BpIOLWHOM NONOCTU WA MONYYABLUMM B NOCAEHHUE
3 MeC aHTMOMOTMKM LWMPOKOTO CriekTpa Heobxoau-
Mo obcnenoBanve cryna Ha Clostridium difficile.

3anop MoxeT ObiTb CIEACTBUEM MPUMEHEHNS
ONMOMAHBIX aHanbreTukos. Mpu NoBTOPAWMXCA
npuemMax OnMaToB NoKa3aHO HasHauyeHue Cnabu-
TeNbHbIX, HanpuMep CeHHa 2-6 Tabn. BHYTPb Ha
HOYb MK Bucakoamn 10 Mr BHYTPb Ha Houb. [Tpu
CTOVKOM 3anope MOryT NPUMEHSTLCS PasfiuyHble
npenapartbl (bucakogun 5-10 Mr BHYTPb Kaxable
12-24 vaca, MarHueBoe Monoko 15-30 mMa BHYTPb
Ha Houb, NakTyno3a 15-30 mn kaxaple 12-24
yaca, untpat Marius 250-500 M BHYTpb 0AHO-
KpaTHO). Y 60MbHbIX C HeilTponeHueit u Tpombo-
uMTONeHMei HeobxoauMo u3beratb NpUMeHeHHs
KJM3M 1 CYnno3uTopues.

Anopekcus. CHuxeHMe anneTuTa BCTpeYaeTcs
Y OHKONOrMYeckMx HOMbHbIX B OTBET HA NPOTUBO-
OMyXONEBOE NIeYeHMe UM Kak CIeAcTBUe napaHe-
onnacTMyeckoro cuHapoma. Hanbonee adpdexus-
Hbl KOPTUKOCTEPOUAbI (LeKCaMeTa3oH 4 Mr BHYTPb
1 pa3 B fieHb, Npeanu3onoH 5-10 mreHyTpb 1 pa3
B ieHb) u Merectpon auetat 400-800 mr ogut pas
B AeHb. OfHAKO NOBbIWEHME anneTuTa W Habop
BECA HEe YNYYLAKT NOKA3aTeNu BbHKUBAEMOCTH W
KauecTBO KW3HM HOMbHBIX.
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bonb

boneBoit CMHApOM HeobXxomMMO MNpenoTBpa-
Watb M aKTMBHO KynupoBaTtb. OmHOBpEMEHHOE
MpUMeHeHMe NEKApCTBEHHbBIX CPECTB Pa3NnyHbIX
TPYNN MOXET 0Becneyntb Ny4lmit KOHTPONb Haf
0ONbI0 C MEHBLIMM KONMYECTBOM HEXEeNaTeNbHbIX
ABNEHWI, YeM NPY NPUMEHEHWM NPENAPATOB OfHO-
ro knacca. Heobxoammo nsberatb NpUMeHeHMs He-
CTEPOMIHbIX NPOTMBOBOCMANMTENbHBIX MPENapaTos
y 60bHbIX C TpoMboumMTONEHKeit. OCHOBO Neve-
HUA SBAOTCA ONMOMAHbIE aHanbreTuku. OHK Ha-
3HAYaloTCs KPYroCcyTouHo B 3bdeKTMBHON A03e, C
JLLONONHUTENbHBIMY BBEAEHUAMM B Cyyae yXyalue-
Hust 60m. Ecv nepopanbHblid MpUeM npenaparos
HeBO3MOXeH, QeHTaHWN Ha3HayaeTcs TpaHcaep-
ManbHo. Mpu MpUMEHEHUM OMMOMAOB YacTo Mo-
Ka3aHO Ha3HauyeHWe NPOTMBOPBOTHBIX CPEACTB W
NpoMUNAKTUYECKOM OUUCTKM KMLIEYHHKA.

[lna neyenus HeiiponaTnyeckon 6oam npume-
HAETCA rabaneHTUH B BbICOKOI A03e (80 3,6 r/cyT),
OIHAKO MPMMEHEHWUE MOXHO HauMHaTb C MasibiX
J103 C MOCeAYIOWMM MOBbILLEHNEM B TEYEHME He-
CKOMbKKMX Heenb. Kpome Toro, ¢ 3Toi Lenbio MoryT
Ha3HauaTbCsl TPULMKIMYECKUE aHTALENPECCaHTLI
(Hanpumep, HOPTPUNTUAMH 25-75 Mr BHYTPb Ha
HOUb).

K HeMelMKaMeHTO3HbIM BapuaHTaM JieyeHus
60NeBoro CMHAPOMA OTHOCATCA JOKanbHasA Nyye-
Bast Tepanus, NPOBOAHMKOBas ONOKafa, XMpypru-
Yeckne BMELaTEeNbCTBa.

DMenpeccus

[lenpeccus y OHKONOTMYECKMX BOMbHBIX YaCTo
npoxoouT He3ameyeHHOW. OHa MOXeT passu-
BaTbCA B OTBET Ha 3aboneBaHue (ero CUMMTOMI
W yrpoXatoLLMe MOCNeACTBMS) KaK HexenateNnbHoe
SIBNIEHWe MpW NPOTMBOOMYXONEBOM NeYeHuH (Ha-
npumep, MHTEpEpPOHaMM) UK B CBSI3U C KOMOM-
Hauuei 3Tux dakTopos. MHoraa ycuneHue aenpec-
CM BbI3bIBAET aNoMeLys, Pa3BMBAIOWLASCA Kak
noboyYHblit FOEKT Ny4eBoit MAK XMMMOTEpANWM.
OTKpOBEHHbII pa3roBop C 6obHbIM 0 €ro CTpaxax
MOXET 4acTo 0bnerunth becnokoicTso. lenpeccus
BO MHOTMX UTy4asiX XOPOLLO NOAAAETCS IEYEHMIO.

CHHAPOM NIU3MCa ONYXONH
CMHAPOM JIM3MCA OMYXONM MOXET UMETb BTO-
PUYHbI/ XapaKTep B OTBET Ha BbIOPOC B KPOBOTOK

BHYTPMK/JIETOYHBIX KOMMOHEHTOB B pe3ynbraTte
pacnaga OMyxoneBblX KIETOK MOCAe XWUMMOTe-
panuu. Yalle BCero oH pa3BMBAETCA MPU OCTPbIX
NEK03aX U HEXOIKKMUHCKMX TMMPOMAX, HO MOXET
Takxe HabnAaThCs NPy ApyrvX reMobnacTo3ax y,
pexe, Npu CONMAHbIX omyxonsx. Passutue 3toro
CMHOPOMA MOXET ObiTb 3aMoA03PEHO Y BOMbHbIX
€ 60nbLIO ONYX0NEBOX MACCOM, y KOTOPbIX Noce
Hayana XMMMOTEpanuW pa3BMBAETCA OCTpas Mo-
YeyHas HefoCTaTOuHOCTb.

[larHo3 noaTBEPXAAETCS NPU HaNUUMK Cleny-

fOLLMX CUMMTOMOB:

= N0YEYHas HEJOCTaTOUHOCTD;

= TUnoKanbumemus (<8 Mr/on);
= runepypukemms (>15 mr/an);
= runepQocdaremus (>8 mr/an).

HeobxoauMo HasHaueHue annonypuHona
(200-400 Mr/M2 1 pa3 B JeHb, MaKCUMANbHO
600 Mr/neHb) M npoBeneHue WHQY3mMiA Gusm-
0/10TMYECKOr0 PacTBOpa XJOPWAA HaTpua Ang
LOCTUXEHUS auype3a >2 N/CyT C TWaTeNbHbIM
NabopaTopHbIM W KapAMONOTMYECKUM MOHUTO-
PUHrOM. boNbHbIM C BbICTPOPACTYLLMMHU OMYXO-
NSIMW NOKA3aHO Ha3HayeHue anfionypuHona He
MeHee YeM 3a 2 [HS 10 Havyana XuMuoTepanuu
M Ha BCEM ee MpOTAKEHMM; Y BOMbHBIX C BOMb-
WKMM 0BBEMOM OMYXONW €r0 MPUEM MOXET ObiTh
npogomxeH B TeyeHne 10-14 aHeit nocne ne-
yeHus. Bce 3Tv 60NbHbIE AOMKHbI NONYYATb BHY-
TPUBEHHYIO MMApPATaLMIO ANS LOCTUXEHUS Any-
pe3a He MeHee 100 Ma/4ac 40 Hayana neyveHus.
X0Tq HekoTopble Bpauu NpeanoyuTalT BHYTPH-
BeHHoe BBeaeHne pactsopa NaHCOs ana owe-
NaYMBaHNS MOYM M MOBbILIEHNS PACTBOPUMOCTH
MOYEBOW KMUCIOTbI, OLIENAYMBAHME MOXKET Cro-
cobcTBOBaTL OTNOXEHM0 (ochata kanbuus y
BonbHbIX ¢ runephocdatemueit, No3ToMy Heob-
X0AMMO n36erath NoBbilleHMs ypoBHS pH Mouw
Bbile 7. Takxe 479 NpefoTBpallleHus CMHAPOMa
NM3KCA OMYXONM MOXET NPUMEHSTbCA pacbypu-
kaza - GepMeHT, OKUCISIOWMIA MOYEBYIO KUCNO-
Ty no 6onee pacTBOPUMOro annaHTouHa. Mpena-
pat npumeHsetcs B gose 0,15-0,2 mr/kr 8/B B
Teuenne 30 MMHYT 1 pa3 B AeHb B TeyeHne 5-7
[HeW, nepsoe BBeAeHMEe NPOBOANTCS 3a 4-24
yaca [0 xumuotepanuu. MobouHble IQdekThI
npenapata BK/YalOT aHadunakcuio, remonus,
reMOrNoBUHYPUI0 M METTEMOTIOBUHEMMIO.
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PAKOBAA KAXEKCUA

Kaxekcus onpegensetcs Kak CHUXeHMe Mac-
Cbl KMPOBOW TKaHW M CKENETHOM MyCKynaTypbl.
OHa pa3BMBaeTCH MpU Pa3MyHbIX COCTOSHMSX W
4YaCcTo BCTPEYAeTCS MPU MHOMMX OHKONOTUYECKUX
3ab0neBaHusIX, 0C0BEHHO MPU NPOrpeccUpOBaHUM.
OcobeHHO BbIpaxeHHas kaxekcus Habnwopaer-
€5y 6ONbHBIX PakOM MOMKENyA04HON Xenesbl u
xenyaka. bonbHble ¢ kaxekcuen Tepsior 10-20%
MacChl Tena. Y MyXUuH NpOSBAEHNS KaXeKCum, Kak
npasuno, 6onee BbIPBKEHHbIE, YEM Y KEHLUUH.
Hu pasmep onmyxonu, HM pacmpoCTPaHEHHOCTb
METaCTaTMYeCcKoro NPOLecca He BAMAIOT Ha Bbpa-
KEHHOCTb KaxeKcuu. Kaxekcms accoummpoBaHa co
CHWKeHWeM 3heKTUBHOCTA N1EKaPCTBEHHOMO e-
YEHMS, CHIKEHMEM (YHKLMOHANBHOTO COCTOSHUA
00NILHOTO W NOBbILIEHWEM NETANBHOCTH.

OCHOBHOW MPUYMHOM KaxekcuW AIBNSETCS He
aHOPEKCUS MK CHKEHWE KAnOPWIHOCTW nuTa-
HUS, @ KOMMIeKC MeTabonuyeckux HapyleHuil,
BK/TIOYAIOLLMIA MOBbILIEHME TKaHEBOrO kaTabonus-
Ma. CHUKAETCS CUHTE3 1 MOBBILIAETCS paspyLuerue
OenkoB. Meauatopamu Kaxekcuu SIBASKOTCA psig,
UMTOKMHOB, 0CODEHHO (akTOp Hekpo3a omyxo-
nn-q, IL-1b u IL-6, koTopble MpoAyUMpYHTCS ony-
XONEBbIMU KNETKAMU M KNETKaMK1 X039MHa B ONy-
X0/, TaKKe BaXHOE 3HaYeHUe UMEET CUTHAMbHBIN
nyTb ATQ-y6UKBUTUH-NPOTEa3a.

Kaxekcus nerko pacnosHaeTrcs B nepsyt
ouepesb MO MoTepe Beca, koTopas Haubonee Bbl-
PXEHHO MPOSIBASETCH B BUAE CHWKEHMS MaCChl
BMCOYHOW MblWLbl HA uue. [MoTeps MOAKOXHON
KMPOBOW KNETYaTKW MOBBILAET PUCK PaA3BUTHS
WU3bSI3BNIEHMI B MeCTax TeCHOr0 MpUnexaHus Ko-
CTel K KoXxe.

Jleuenune

JleyeHue BKIOYAET HEMOCPEACTBEHHOE Jie-
YeHue OHKOMOrMYeckoro 3abonesaHus. Ecm pak
MOXET ObITb B3ST MO/ KOHTPO/b MW M3NEYEH, Ka-
XEKCHS MPOXOINT.

[lononHuUTeNbHOE MUTaHWE He CHUKAET NposiB-
NeHns Kaxekcuu. Jitoboit Habop Macchl Tena, Kak
MpaBuio, MUHAMANEH M CBA3aH C YBENMYEHUEM
MaCChl KMPOBOW, @ HE MbILLIEYHOI MACChl, U He laeT

YNyYLEHMS HU B 0BLLEM COCTOSIHUM BONBHOTO, HY B
nporHose 3abonesanus. Mo3tomy y 60MbWMHCTBA
OHKONIOrMYECKUX BOMbHBIX C KaxeKcuel BbICOKOKa-
NOPUAHOE MUTAHWE He PEKOMEHAYeTCS, Kak M Nna-
peHTEpasnbHOe NUTaHHe, 33 UCKMOYEHNEM CTYYaEB,
KOra NepopanbHOE NUTaHUe HEBO3MOXHO.

OpHako Jpyrue BapuaHTbl EYEHNS CNOCOOHbI
YMEHbLUTb BbIPBKEHHOCTb KAXeKCUW U YIydLLnTb
cocTosiHMe 6on1bHOro. KopTuKoCTEpOMb! MOBbILLIA-
10T aNNeTUT 1 YNYYLWAKT COCTOHUE BONBHOTO, HO
HE3HAUMTENbHO MOBBILIAKT Maccy Tena. KaHHabu-
HOWfbI (MapuXyaHa, APOHAOMHON) Takxke NOBbILLa-
10T anneTuT, Ho He BeC BonbHOTo. Mporectarexsl,
Hanpumep MerecTpon auetat 40 Mr BHyTpb 2-3
pa3a B [eHb, MOrYT MOBbICMTb aNMeTUT W Maccy
Tena. Mpenaparbl, CNOCOOHbIE HapyLaTb NPOAYK-
LMK W aKTUBHOCTb LMTOKMHOB, B HACTOSLLEE BpEMS
W3yyarTcs.

WHKYPABEJIbHbIA PAK

[laxe B Cnyyasix HEM3NEYMMOro paka nannma-
TMBHAS MM 3KCMEPUMEHTANbHAS Tepanust MoryT
YNYYLWWUTb KAYeCTBO W NPOAOMKUTENbHOCTb XM3HM
60onbHOr0. OfHaKO B HOMBLIMHCTBE CTy4aeB Bpauu
JOMKHbI M30eraTb MpuUMeHeHus Mano3ddekTys-
HbIX NIeKapCTBEHHbIX Mpernapatos. Jlyuwe o6cyx-
Aatb ¢ 60bHLIM BEpOsTHble Pe3yNbTaTbl Takoro
NIeYeHms W CTaBUTb peanncTuyHble Lenu. Pelueqne
OONbHOr0 0TKA3aThC OT NeYeHMs Heobxoaumo
NMPUHMMATb BO BHUMaHMeE 1 yBaxaTb. [lpyroii Bo3-
MOXHOCTbIO IBNAITCS KAMHMYECKME WCCNeaoBa-
HUSI, PUCKM 1 BO3MOXHasH 3QDEKTUBHOCTb KOTOPbIX
TakKe HyXAAKTCS B 00CYXAEHNM.

BHe 3aBMCMMOCTM OT NPOTHO3a, KaYeCTBO KMU3HU
OHKONOTMYECKMX BOMbHBIX MOXET ObITb YYYLIEHO
HYTPUTMBHOW NOAAEPXKKOM, IODEKTUBHBIM KOH-
Tponem 60N1€BOro CMHAPOMA, APYroi NannaTue-
HOM NOAAEPXKOM, OKA3aHWEM MCUXONOrUYECKo 1
COLMANbHOM MOMOLLM NALMEHTAM U UX POACTBEH-
HWKaM. boNbHO [OMKEH 3HATb, YTO MEAULMHCKKE
pabOTHUKM BCerda roToBbl OKa3aTb eMy MOMOLb,
HeCMOTPS Ha NPOrHo3. Xocnuc 1 Apyrue nporpam-
Mbl NOAAEPXKM YMUPAIOLLMX OOMbHBIX SBASOTCA
BAXHOM 4acTbio HOPbObI C OHKONOMMYECKUMU 3a-
OoneBaHusIMu.



