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Buyrpennue 0oje3Hu. Tom 2

YCJIOBHBIE COKPAIIIEHN A

AT’ — aprepuanbHas runepreH3us

AJl — apTepuasipHOE JaBJICHHUE

AJIl" — aHTUIMY pETUYECKHI TOPMOH

AJl® — ageHozunandgocdar

AUT — ayTOMMMYHHBI TUPEOUIUT

AKA — anTHKapauaibHble aHTUTENA

AKKIJI — aHaruiactrueckast KpynHOKJIETOYHAS JTuM¢oma
AKTT — anpeHOKOPTUKOTPOMNHBIN TOPMOH

AJIT" — aHTUIUPMOIMTAPHBIN TIOOYIUH aJlIo

TI'CK — ayunoreHHas TpaHCIUIaHTALMA TEMOIIOITUYECKUX CTBOJIOBBIX KJIETOK
AJIT — ananmHaMuHOTpaHcepaza

AM® — apeHozuHMOHOpOChaT

AHA — aHTUHYKJI€apHbIe aHTUTENA

AH® — anTuHyKJI€apHbIi (PaKTOP

AHIIA — anTUHENTPO(DUIIPHBIE HUTOIIA3MATUYECKUE aHTUTEIIA
AOII — ayroummyHHas1 O(pTaaIbMONATHS

AIITB - akTMBHpPOBaHHOE NMapLKaIbHOE TPOMOOIUIACTUHOBOE BpEMs
AII® — aHrnoTeH3MHIpeBpaIAIIMN (PEPMEHT

APA — AmepukaHckass peBMaToJI0rn4eckas acCouualus

APII — akTUBHOCTbh pEHMHA IJIA3MbI

AC — aHKMJIO3UPYIOLLIMI CTIOHIAJITUT

ACUT - ayuepreH-crienduieckass IMMYHOTEPAIIUA

ACT - acnapraramMuHOTpaHcdepasa

AT-TI" — anTUTENa K TUPEOIOOYIUHY

AT-TIIO — aHTHTENA K TUPEONIEPOKCHA3E

AT® — anenozunrtpudocdar

AIIT — anTHTENa K IAKJINYECKOMY LIUTPY/UIMHOBOMY NENTHILY
Bb — 6one3nr Bextepea

BK — 6nacrHblii kKpu3

BHC — 60s1b B HUXKHEN 4acTU CIIMHBI

BTK — 61okaTopbl THPO3MHKMHA3

BA]I — cxema, BKJIIOYaIoNasi BAHKPUCTHH, a/IpUaMHUIIMH (JIOKCOPYOUIIVH)
BU/I — BTOpruuHBI UIMMYHOE(PULIAT

BUY - Bupyc uMMyHozneduImTa 4yesioBeKa

BKJI — BOJIOCAaTOKJIETOUHBIN JIEUKO3

BO3 — BeemupHas opraHunsanus 31paBOOX paHEHUs

B3b - Bupyc dnuureiina — bapp

I'6d]1 — nmoko30-6-pocdar-gernaporeHasa

I'A - remonuTHUECKME aHEMUN

I'B — rpanynemaro3 Berenepa

I'TTII — raMma-DIIOTAMWITPAHCHIENITHIA3A

I'3T — ropmoHasbHas 3aMeCTUTENIbHAS TEPAIUs

[T — r10K0303aBUCUMBIA UTHCYJIMHOTPOIHBIN MENTH
runeplIT — runepnaparupeos
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runolIT — runonaparupeos

I'KC - r1ioKOKOpTHKOCTEPOU 1Bl

I'TI — rukomnporenH

I'TITT-1 — pmokaroHonogoOHsIN nenTu- 1

I'PI" — roHaiOTPONMHPUIIM3UHT-TOPMOH

I'C]I — recTaiiMOHHBIN caxapHbIi AUAOET

JIBH — nuabetnyeckast BereTaTUBHAsI HEHpOmaTs
JIBC-cuHIpoM — CUHIPOM JUCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOrO CBEPTHIBAHUS
HI'A — geruiposrnuaHipocTepoH

JOKA — nuabeTHyecKni KEToaua03

JKKJI — nucdpdysnas B-kpynHokierouHas jiumpoma
IM — nepMaroMuo3uT

JIH — nnaGetnyeckas Hedpomnarus

JHK — ne30KkcupruOOHyKIEMHOBAsT KMCIOTa

IHp — nuaGetrdeckas HelponaTus

HIIII — punenTuauIenTUaa3a

JIP — nuabeTnueckasi peTHHOIATHS

HT3 — nuddy3HbIA TOKCUIECKUH 300

KIA — xenezoneduiiutHass aHEMUSI

KKT — xeaynouyHO-KUIIIEYHbI TPaKT

3IIT — 3amecTuTesbHas OYEYHAS TEpaus

NATI® — uHruOUTOPHI aHTMOTEH3WHITPEBpaInaIero hepMeHTa
NBC — unremuyveckast 001e3Hb cepaa

NBJI — uckyccrBeHHass BEHTWISLIUSA JIETKUAX

UT'A — uauonaTuyeckuid TunepaibIeCTepOHU3M
WK — uHCY/IMH KOPOTKOTO JIeHCTBUS

NJT - cm. IL

HUII - nctuHHasA MONIULUTEMUS

NP — nHCYIMHOPE3UCTEHTHOCTh

NCAT — n3onupoBaHHast CUCTONMYECKAs apTepUasibHas TMIepTEeH3Us
UT — ummyHHast TPOMOOIMTONICHU ST

N®P-1 — uncynmuHonogoOHbIi aktop pocra-1

KOC — KucinoTHO-0CHOBHOE COCTOSIHUE

KPI' — KOPTUKOTPOIUH-PUIN3AHT-TOPMOH

KT - xommnblotepHas Tomorpadust

K®K - kpearnndocdokmnnaza

JIb — mumdoma bepkurra

JII' — moTenHU3UpYIoLUil TOPMOH

JIAT" — nakratnernaporeHasa

JI3M - numdpoma u3 KJIeToK 30Hbl MAHTUU

JIKM — tum¢p oMbl U3 KJIETOK MAaHTUU

JITIBII — nunonpotenipl BHICOKOM IMJIOTHOCTH
JIITHIT — iunonporen ibl HU3KOW TJIOTHOCTH
JITIOHIT — nunonpoTtenipl OU4eHb HU3KOW MJIOTHOCTH
JITIIIT — iunonpoteun ibl IpOMEKYTOYHOM IJIOTHOCTU
JI®K — neueOHas pusmueckas KyibTypa

JIX — numcpoma Xomxkrna

MA — MuKpoanbOyMUuHypusi

MJIC — MuenoaucIIacCTUYeCKUil CUHIPOM
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MMUBT - MeTanoI0CH3WITyaHHU TUH

MK - moueBas Kuciora

MKB-10 — MexnayHnaponnast kinaccudukanus 6ome3neit 10-ro nepecMotpa
MM — MHOXECTBEHHAasi MUEJIOMa

MIT — tepanus mesndanaHoM U TPETHUZ0IOHOM

MITA — MUKpPOCKONUYECKUIA TTOJUAHTUUT

MPT — MarHUTHO-pe30HaHCHasi ToMorpadus

M3H-1 — cuHIpOM MHOXECTBEHHbIX SHAOKPUHHBIX HEOILI1a3ui 1-ro Tuna
HAA - nHecnienurueckuil a0pToapTepumT

HIIBII — HecTreponiHble IPOTUBOBOCTIAJIMTEIIBHBIE ITPENapaThl
HXJI — HexomxKkuHCKHE JTUMEOMbI

OA - ocreoaptpo3

OI'TT — opasbHBIN [IIOKO30TOJIEPAHTHBIN TECT

OJI — ocTpblii JIEUKO3

OJIJT - octpeie muMOOIACTHBIE JICHKO3HI

OMUJI — ocTpblil MUEJIOUIHBIN JIENKO3

OHJLJT - octpeie HemMGpOOIacTHBIE JISUKO3bI

OIl - ocreonopo3 OITK — oxugaemast mpoIoKUTELHOCTD KU3HU
OIJI — ocTpblil TPOMUETOLUMUTAPHBIN JIEHKO3

OPBMU - octpsle pecriupaTtopHble BUPYCHbIE MH(PEKLIUU

OP3 - octpoe pecriupaToHoe 3a00eBaHNe

OPJI - octpasi peBMaTuuecKkas Juxopaaka

OT - obGnutepupyroImii TPOMOAHTEUT

[1I'A — nepBUYHBII TMNIEPATILIOCTEPOHU3M

[T1® — npoaykT aerpagaiun (pudprHa

MM - nomumuosut [IM® — nepBuaHbIi MUeT0hrOPO3

[IPT" — npanauanbHele PEryJIsATOPHI ITIIOKO3bI

ITPJI — mponakTux

IIcA — ncopuatnyeckuil apTpuT

[ICM - npenapatsl Cy/1b()OHMIMOYEBUHBI

I1T — momocTphlil TUPEOUAUT

ITTI" — napaTupeoniHbI TOPMOH

[ITY — nponwitroyparui

[IXT — nonmuxumuorepanus

[IIP — nonumepasHas LenHas peakuys

[IIIX — napaliuTOBUAHBIE KEIE3bI

[19T — no3uTpoHHas SMUCCUOHHAs1 TOMOTpadus

PA - pedpakrepHas anemus

PAWDB - pedpaktepHasi aHeMusi ¢ U30BITKOM OJ1aCTOB

PAUDBTp. — pedppaktepHast anemus ¢ U30BITKOM O1acTOB B (haze TpaHchopMaIiu
PAM]I - pedpaktepHasi HUTONEHUS C MHOTOJIMHEWHOM JMCIIa3uen
PAC — peHuH-aHTMOTEH3MHOBAs cCUCTEMa

PeA — peakTuBHBIN apTpUT

PeBA — peBMaTOuIHBIN apTPUT

PHI'A - peakuyst HenpsiMoil reMarrioTUHALIN

PHK — puGoHykjIenHOBast KUCIOTA

PCA - pedpakTepHast aHeMHsi ¢ KOJIBIIEBBIMH CHIEPOOIacTaMu

P® — peBmatouniHbie akTOphI

P®II - pagropapmanieBTUUECKME MTPENapaThl
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CB - cucreMHbIe BaCKYJIUTHI

CTI' — cunnpom IN'ynnacuepa

CJ1 — caxapHbiii 1uadeT

CIC - cunapoM qrabeTUIeCKOW CTOITBI

C3CT - cmeniaHHOe 3200JIeBaHNE COSTMHUTEILHON TKAaHU

CUK - cunnpom Unenko — Kymmara

CKA - ceprioBuiHO-KJI€TOUHAsI aHEMMU ST

CKB - cucremHasi KpacHasi BOJTYaHKa

CMCC — XpOHUYECKHI KOXKHO-CJIU3UCTBIA KaH U103

COP - cxema, BrJovamorias 1ukjaogocdaH, OHKOBUH, MPEHU30I0H

CO3 - ckopocCThb OcelaHNs SPUTPOLIUTOB

CIIN]] — cuaapoM MpruoOpEeTeHHOrO UMMYHOIEe(hUTTUTA

CPb — C-peakTHBHBIN OesIoK

CCA - cepoHeraTuBHbIE CIIOHJWJIOAPTPONIATUI

CC]I, - cucreMHas ckjeponepMust

CTI" — coMaToTpoInHbIii TOPMOH

CXY — cuHAPOM XPOHUYECKOW YCTAIOCTH

TAD — TOHKOUTO/IbHAST ACTTUPAIIMOHHAS] OMOTICH ST

TI'CK - TpaHcruiaHTalys reMOno3TUYECKUX CTBOJIOBBIX KJIETOK

TJIT — TpoMOOIUTHYECKAsT TePATHS

TPI" — THPEOTPONVH-PUIU3UHT-TOPMOH

TCII — TabneTupoBaHHbIE CaXapOCHIKAIOIIHE TPenapaThl

TTI" — TMpeoTpONHbII FOPMOH

V3U - ynbTpa3ByKoBOE UCC/IeIOBaHUE

VII - y3enKoBblii NOIUAPTEPUUT

@B - ¢akrop Bunedbpanna

®I'IC — udporacTpomyoeHOCKOIH S

OLIK — ponnmkynspHble JEHAPUTUYECKUE KIETKU

@JI - pomnukynaspHas aumdpoma

®HO-a — akTop HEKpo3a Onmyxoau-a

@®HC - ¢yHK1MOHANbHAS HEAOCTATOUYHOCTh CYCTaBOB

OCT" — PONMKYIOCTUMYIUPYIOIINI TOPMOH

®T — puOPO3HBII THPEOUTUT

XBIT — xpoHnueckast 60J1e3Hb IOYEK

XE — xj1e0Hag equHuLa

XJUI — xpoHnueckuii TMMQOIenKo3

XM — XUIOMUKPOHBI

XMJI — XpOHUYECKUI MUENIOIEUKO3

XMMUJI — XpoHUYECKUI1 MAEIOMOHOLIUTAPHBII JIEUKO3

XIIH — xpoHnueckas royeqyHasi HeJOCTaTOYHOCTb

LIB/I — neHTpanbHOE BEHO3HOE JaBJICHUE

LBMII (v BUMIT, CVMP) — cxema, Bkiouaoias iukjogochaH, BUHKPUCTUH, MeJidasiaH
Y IPeIHU30JI0H

UK — nupkynupyomye MMMYHHBIE KOMIUIEKCHI

IITHC — uentpanbHas HepBHas1 cUCTEMa

HOI' — nukI0ooOKCcHUreHasa

H® — nukiodpochamu

YCC - yacroTa cepieuHbIX COKpaIIeHUui

MK — mmToBuIHas xkene3a
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P — menounas docdarasza

STA — sTuieHIMaMUHTETPAYKCYCHAsI KUCIIOTa

IKI - snekrpokapauorpadus

T — scceHNMaIbHASA TPOMOOIIUTEMUS

xoKI" — axokapnuorpadus

ADA - aseHO3MHIE3aMHHA3a

ADCC - anTuTeno3aBucrmMasi KJIeTo4HO-0MOCPeI0OBaHHAS [IMTOTOKCUYHOCTD

AIHA — ayrouMMyHHas1 reMOJIMTHYeCKas: aHEMUS

AIRE — myTanus ayTOMMMYHHOTO PeryJyisitopa

ALK - anamactuueckast iumgoMHasi KUHa3a

APECED - ayrouMMyHHasl IOJIM9HIOK PUHOTIATU S, KaHAWI03, SKTOIEpMaIbHAS TUCTIIA3Us

ATRA — TpancpeTMHOEBast KUCJIOTa

Btk — Bruton-tupo3uHkuHaza

CMV - muromeranoBupyc

CTL - uurorokcnyeckue T-mumdponuTst

CVID - o0muii BapuadesbHbIi UMMYHOIES(DULTAT

DC — nennputHble KJIE€TKU

DGS - cungpom Iu Ixopnxu

DS - «curnassl onacHOCTH»

DSR - penentopbl «CUTHAJIOB OMTACHOCTH»

EBV - cm. BB ESID (European Society for Inmunodeficiencies) — EBporieiickoe o01miecTBo
U151 IMMYHOAE(ULIUTHBIX

FISH - ¢nyopectienTHas in sifu rTuOpuan3ams

FTT — orcraBanue B pa3BuTUn

G-CSF — rpany/IoUUT-KOJIOHUECTUMYJIMPYIOIIUE (haKTOPbI

GM-CSF - rpanynouurapHo-MakpodgaraibHblii KOJIOHUECTUMYJIUPYIOIUI (haKTop

HHYV - genoseueckuii repriecBUpyc

HIV - cm. BUY

HLA - neiikouMTapHble aHTUTEHBI YeJIOBEKA

HLTYV - Bupyc T-ks1eTouHOM JIefiKeMUH YeJIOBEeKa

HMGBI - BricokoMoOmIbHas rpyma box-1 nporenH

ICOS — nnaynmpoBaHHbIil KOCTUMYIATOP T-KJ1€TOK

ID — unuorun

IFN — unTepdepon

Ig — ummyHOTI00YTMH

IGAD - cenekTUBHBIN 1epUIIAT IMMYHOTJIOOYIMHA A

IGGSD - pedunut cyokmaccoB ummyHornooymmHa G

IL — unTepnenkux

IMIg — BHyTpHUMBIIIIEUHAS TEPATTUS] UMMYHOIJIOOYTMHOM

ITR — uanonaTuyeckast TpPOMOOIUTONICHU ST

IUIS (International Union of Immunological Societies) — MexayHapOoIHbIl COI03 UMMYHOJIO-
T'MYECKUX OOIIECTB

IVGG — umMmyHOTI00YAMH (TaMMaraioOyJIiH)

IVIg — uHTpaBEeHO3HBIIT UMMYHOIJIOOYJIMH

LE-k1eTKu — KJIETKU KPacHOM BOTYaHKU

LI — uHaekc MeyeHus

LRR - nefirH-000TrareHHbIe TOBTOPHI

MALT - myko3o-accouuupoBaHHas T-KkjeTtouHas aumdpoma

NF — nykJseapubiii (paktop
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NIAID (National Institute of Allergy and Infectious Diseases) — HaiimoHanbHbIN MHCTUTYT
aJyiepruv U MH(EKIMOHHBIX 3200/ IeBaHUIA

NK — HarypaibHble KHJUIEPbI

NPM - nykieopocMuH

PAD - nepBuyHbIi 1epULIMT NPOAYKLIMN aHTUTEI

PAGID - Pan-American Group for Immunodeficiency

PID — nepBryHble UMMYHOAE(PULIUTHI

PPAR-y — akTuBupyemsliii podgepaTtopoM MepoKCUCOM PerernTop-y

RNA - cm. PHK
SADNI - crienucpryeckuii aHTUTENTbHBIN AeDUITUT C HOPMAJIbHBIM COfIEp:KaHHeM UMMYHOTJIO-
Oy TMHOB

SCID — o0muit KOMOMHUPOBAHHBIN UMMYHOIE(DULTAT

SD — cranzapTHOE OTKJIOHEHUE

SLAM — mum@onuTapHbIil CUTHAJIbHBIA AaKTUBUPOBAHHBIN POTEUH
SPECT - cm. [I9T

SQIg — nonkokHOe BBEJICHHE UMMYHOIIOOY/IMHA

STAT - signal transducers and activators of transcription

TACI - TpancMeMOpaHHbBI aKTUBATOP M KAJIBIUEBBII MOAYISTOP
THI — Tpan3uTopHas MiaJileH4ecKast TMIOraMMarioOy IMHEMUsT
TLR - Toll-like penentopsl

TNF — ¢axop Hekpo3a omyxonen

TcR — T-k1eTouHbI perenTop

VAD - cm. BA]

VEGF - BackynsipHO-3HI0TE/IMATIbHBIE (DAKTOPHI pOcTa

WAS - cunapom Buckorta — Onapuya

WASP - 6enok curapoma Buckorra — Ongpuya

10



. Komnextur aBropoB. «BryTtpennue 6one3nu. Tom 2»

I'naBa 5
3ABOJIEBAHU A CUCTEMbI KPOBHA

5.1. AHEMHUN

AHemusiMu HA3bIBAIOTCS] TaKKMe 3a00JIEBaHUSI, IPU KOTOPBIX KOJUYECTBO TeMOITIOOMHA W/UJH
SPUTPOLIUTOB KPOBU HE AOCTUrAET YCTAHOBJIEHHBIX IJIS IAHHOWM BO3PACTHOU IpyNIibl (PU3HOIOTUYE-
ckux BenmuuH. Ha ux pomo npuxoaurcs ot 8 1o 12 cirydaeB Ha 100 Thic. HaceeHUs], IPUYEM KEH-
MHLL 60eoT vaie myxuuH (1,8: 1,0).

OcHoBHbIE IPUYKMHBI BO3HUKHOBEHHSI aHEMUIl: a) HEJOCTaTOYHOEe OOpa3oBaHHE B KOCTHOM
MO3re TeMOIJIOOUHA W/WJIA SPUTPOIIUTOB; O) MOBBIIIEHHOE pa3pyIleHe SPUTPOIIUTOB; B) KPOBOIIO-
TEpHU.

VYcnoBHO Bce MHOroodpasue aHeMHid MOKHO pas3[IesiuTh Ha ABe OoJblive rpynmsl: 1) runope-
reHepaTopHbIe (C YMEHBIIIEHHO!N MPOAYKIIMEe KOCTHBIM MO3TOM SPUTPOLIMTOB W/WJIH TeMOTI00MHA);
2) runeppereHepatopHbie. K mepBbIM OTHOCAT ariacTUyeckue aHemuu, Bir-, ¢pommeBopedpuumt-
HbIe, Kene30e(PUIUTHBIE, CUIEpPOOJIACTHBIE U TAJIACCEMUM, KO BTOPHIM — FeMOJIUTUIECKUE U TIOCTIe-
Mopparnueckre. OOmenpuHATON Kiaccu(prKaluy aHEMHI HET, IIOCKOJIbKY B OOJIBITMHCTBE CITy4YacB
MAaJIOKpOBHUE — CUMIITOM psijia 3a00JIeBaHU, a He Ho3osorndeckas popma. [puBoaum oqHy 13 Hau-
OoJiee pacripoCTpaHEHHbIX KJIaccUKaIMii aHEMUH.

Kanaccudukamus anemuii (mo: P. R. Reich, 1978).

1. Mopgponoeuueckas:

— HOpMOLIMTapHasi HOPMOXPOMHas1 (KpOBOIIOTEPH, FEMOJIMTUYECKHE, AaIUIACTUYECKHE);

— MHKpOILIMTAapHasl TUTIOXpOMHas (kesie3onepuIMTHAS, CHIepOOIacTHasl, OTpaBJieHNe CBHH-
HOM);

— MakKpoOILMTApHAsl TUIIep- ¥ HOPMOXPOMHasl (MerajioOacTHble, OOJNIE3HU TEeYeHH, Mpeiei-
KO3HI).

1I. Dusuonozuueckas:

— TUTIOpereHepaTopHbIe (aruIacTHUeCcKasi aHeMUsl, TOKCHHBI, XpOHUYECKHe 3a005eBanusl, aedu-
LIUT XKeJe3a);

— C MOBBILIEHHBIM Pa3pYILIEHUEM WU MOTEPEU SPUTPOLIMTOB (TEMOJTUTUYECKHE AHEMHH, KPO-
BOIIOTEPH);

— C HapyIIEHUEM CO3PEBAHUST IPUTPOIMTOB (Merajio0iacTHbie aHEMHH, TPEICHKO3bI, CUJIEP-
oOsacTHast aHEMM S, TAJTACCEMUN).

1Il. Kaunuueckas:

— TMIOXpOMHbIe (3kesie30epUIUTHASL, CUAEPOOIacTHAS);

— merasioonactaele (B;-ngedunuthas, gonueBonedurMrHasi);

— remosutrueckue (KymOc-nosutuBHasi, KymOc-HeraTuBHas);

— arulacTU4ecKue (CBsI3aHHasA ¢ IPUEMOM JIEKAPCTB, MAMONATUYECKas);

— NIOCTreMOpparuyeckre (OCTpble U XpPOHUUECKHUE KPOBOIIOTEPH);

— muenodtus (efikemunt, TUM@poMbl, MUeT0HUOPO3).

KimmHu4yeckue nposiBJieHUs1 aHEMUU Pa3nuHbl. VX MosiBlieHre BO MHOTOM CBSI3aHO CO CTe-
TICHBIO ¥ TEMIIOM CHUKEHU I YPOBHSI TeMOTJIOOMHA W/WJTA SPUTPOLIUTOB U, OTCIONA, C BHIPAKEHHOCTHIO
KOMITCHCATOPHOW PEaKIMM JbIXaTeIbHON U CepIeYHO-COCYIUCTON CUCTEM OOJIBHOTO Ha aHemuio. B
UTOTE Y YacTH OOJIBHBIX KaJ00 MOXET He ObITh. B Ipyrux cuTyanusx OECHOKOAT OBIIIKA MHCITU-
paropHoro Tuma u cepameduenre. Moxer ObITh C1a00CTh pa3HOU CTETIEHN BBIPAKEHHOCTH, TOJIOBO-
KpYXEHHUsI, IyM B rojioBe. OOBEKTUBHO Y OOJIBHBIX O0OHAPYKUBAIOT OJIEIHOCTh KOXKHBIX TIOKPOBOB U
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CJIM3UCTHIX, YMEPEHHOE TIOHUKEHUE aPTEPUATIBHOTO JIABJICHUSI C TOSIBJICHUEM CUCTOJIMYECKOTO IITyMa
Ha BEpXYyIIIKe cep/lia U Ha cocyaax. Kpome Toro, B KIMHMUECKON KapTUHE aHEMUU MOTYT OBITh TTpe/I-
CTaBJIeHBI OOIIME CUMITTOMBI Ie(pHIINTA Kelle3a, HeIoCTaTKa BUTaMUHA B, win (pomeBoii KUCIOTHI,

HEKOTOpbIE OTKJIOHEHUSI B OOMeHe remMa, IJIOOWHA | T. [I.

5.1.1. OcTpas nocrreMopparndyeckasi aHeMusi

Onpenenenne. OcTpoil MOCTTEMOPPAarnvecKoil aHeMKel Ha3bIBAIOT AaHEMUIO, KOTOPAsl Pa3BU-
BAeTCs M0CJIe MOTEPU 3HAYUTEIBHOIO KOJIMYECTBA KPOBH.

IlaToreHes ocTpoii MOCTTEMOPPArn4ECcKO aHEMHH CBSI3aH C PE3KUM YMEHBILIEHHEM 00beMa
UPKY/IMPYIOLIEH KPOBH, OCOOSHHO ee TUIa3MEHHOTr0 KOMITIOHEeHTa. B nepByio ouepenb 3T0 NpHUBOIUT
K Pa3BUTHIO OCTPOI T'MIIOKCUM U CBSI3aHHBIX C HE OfpbIIIKe U cepaieduenuio. B cBsa3u ¢ runokcuei
TIOBBIILIAETCS COJIEPKaHUE SPUTPOIIOITUHA B CHIBOPOTKE KPOBH, UTO IMPUBOAUT K AKTUBALIMU SPUTPO-
UJIHOTO POCTKA KOCTHOIO MO3Ta U K YBEIWYEHUIO B KPOBU CONIEPKaHUsl PETUKY/IOLIUTOB.

KinHnveckass KapTHHA 3TOrO TUIA aHEMMU 3aBUCHUT OT 00beMa MOTEPSHHOI KPOBH, CKO-
POCTH ee UCTEeUYEHHMs], a TaK)Ke UCTOUYHMKA KpoBoTeueHus. [Ipu OOombIMX KpOBOTEUEHHSIX Ha MIEPBOE
MECTO B KJIMHHMKE BBIXOAMUT KapTHHA KOJUIArica. DTO MPOSIBISIETCS Pe3KOM cl1abOoCThio, TOJIOBOKPY-
’KeHUEM, OJIETHOCTIO KOKHBIX TOKPOBOB M CIIM3UCTHIX, CYXOCTBIO BO PTY, XOJIOIHBIM IIOTOM U PBO-
TOl. Perucrpupyercs cHUKeHHe apTepUabHOTO U BEHOZHOTO JAaBJIEHUS. YMEHbIIAETCS CepAeYHbII
BHIOPOC KPOBHU M yYaIAeTCs MYJIbC, KOTOPBI MOKET CTaTh CJIA0bIM M /1aKe HUTEBUIHBIM.

Jla6opaTopnass nmarHocruka. CoaepxaHue reMOnIOOMHa W PUTPOLIMTOB B KPOBH B
MOMEHT KPOBOTEUYEHHSI MOXKET ObITh HE M3MEHEHO. XapaKTepHO MOBBIILIEHNE PETHUKYJIOIUTOB KPOBU
KaK aJalnTalloHHAasl peakiis Ha KPOBOTEUEHHUE, a TaKXKe Pa3HOW CTENEHU BBIPAXKEHHOCTU HEUTpO-
(busbHBIN JIeMKOLMTO3. B ciydae e npucoeMHeHNsl aHEMUM, KOTOpasi pa3BUBAETCs y OOJIbHBIX C
KpOBOTEUEHHEM HE Cpa3y, a Ha BTOPOH-TPETUil JIeHb MOCje KPOBOTEUEHUs], KOIAA C 3aMECTUTEIIb-
HOMH 11eJIbl0 B KPOBb IOCTYNAET TKAHEBasl )KUAKOCTb, OHA HOCUT HOPMOLIUTAPHBI 1 HOPMOXPOMHBIi
XapakTep.

JImar"o3 CKphITOro OT IV1a3 Bpaya MAaCCUBHOIO KPOBOTEUEHMS MPEXkJE BCEIO OCHOBBIBAETCS
Ha MEPEYNCIICHHBIX BhIIE KJIMHUYECKUX MTPU3HAKAX, KOTOPBIE MOTYT OBITh MOIKPEIUIEHB OOHApYKe-
HUEM B KPOBH IOBBIIIEHHOI'O KOJIMYECTBA PETUKYJIOUUTOB, IpoOoi I'perepceHa u T. 1.

[Tpumep popMyaMpoBKU qUarHos3a:
SI3BeHHass Oone3Hb kedaydaka. JKemygodyHoe KpoBoTedeHue. Octpas
MoCTreMopparuyeckas aHeMusl.

Huddepennuainbubiil Juardos. [Ipy oTcyTCcTBUM SBHBIX MPU3HAKOB KPOBOTEUEHUS AU-
(pepeHIIMATIBHBIT AUATHO3 OCTPOU MOCTTEMOPPATMUYECKON aHEMUHM CJIETyeT MPOBOAUTH C OCTPO IMPO-
TEKAIOIIUM IreMOJUTHYECKUM Kpr30oM. [IpaBMIIbHBIN UArHO3 MOMOTraeT NOCTaBUTh HAJIM4Ke B aHa-
MHe3e OOJIbHBIX TeMOJMTHYECKON aHeMHEel MOBTOPSIONIMXCS JKEATYX WM TEMHOH MOYH, TPYrux
KJIMHAYECKUX MPU3HAKOB reMoin3a, OOHAPYKeHHE B KPOBHU TMOBBIINIEHHOTO KOJTUYECTBA HEMPSIMOTO
OnnMpyOHrHa, CHIKEHUE TafTOrIOOWHA CHIBOPOTKH KPOBH, MOJIOXUTeNbHAs mpoda Kymbca u T. 1., a
Npy OOBEKTUBHOM HCCIIEIOBAHUY — YBEJIMUCHUE Pa3MEPOB CENIE3EeHKH.

JledeHue OCTpOil MOCTTEMOPPArMUECKOr aHEMUM HAYMHAIOT C OCTAHOBKU KPOBOTEUEHUS U C
MPOBEJICHUS IIPOTHBOIIOKOBBIX MEPOIIPUSITHI.

[NokazaHusmu Kk Hayasly TpaHC(PY3MOHHOM TEPAITUU SIBJISIIOTCA: a) IPOJOJIKAIoLIeecss KpOBOTe-
YyeHue; 0) CylecTBeHHOe MaJeHNe CHCTOJIMUECKOrO apTepraIbHOrO AaBieHus (Hrke 90 MM pr. CT.);
B) yuareHue myibca Ha 20 u Oonee ynapoB B MuHyTy. [Ipu kpoBorotepe ot 500 mu kpoBu 10 1
J1 OHa MOET OBbITh BOCIIOJTHEHA IIa3MO3aMEIAIONIIMUA PACTBOPAMH, B TOM YHUCJIE TTOJUITIOKUHOM,
KeJATUHONEM, ATbOYMUHOM, (PU3HOJIOTMIECKMM PacTBOPOM, pacTBOpoM Punrepa u 1. 1. B ciyuae
e OOJIbITIell KpOBOIIOTEPU OIIPABIAHHO BBE/IEHHE JIOHOPCKOW KPOBH, XpaHsIIencs He Oojee 5 THei.
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Crenyer NOMHMTB, YTO JI0 BBEJEHUS SPUTPOLIMTAPHOM MACCHI €€ KeJIaTeIbHO Pa3BECTH MOJUIJTIOKU-
HOM B oTHomeHuu 1: 2. Kpome Toro, mpyu MacCUBHO¥M KPOBOIIOTEpE OOJIBIIOE 3HAYEHUE UMEET CKO-
pOCTb BBeJIeHUs TpaHC(PY3UOHHBIX cpell. [Ipy 3TOM M3-3a pe3Koro CHUKEHUS1 BEHO3HOIO JIaBJICHUS
" CriaJ€HUuA JIOKTEBbIX BEH MOXHO IIOJIb30BATbCA HYHKHHGﬁ IIOAKJIIYNYHBIX BEH HJIM BEHECCKIIU-
SIMM C TIOCJIE/TyIOIIEN OTHOBPEMEHHOM CTPYHHOU TpaHcdy3ueli B 2 — 3 BeHbl. HakoHerr, Bo n3dexa-
HUE Pa3BUTHUSI «CUHPOMA MaCCUBHBIX TpaHC(Yy3Uil» HEJOITYCTUMO BOCIIOJTHEHHUE BCE KPOBOIIOTEPU
KPOBBIO.

5.1.2. I'mnoxpoMHble aHeMUM

XapaKkTepHbIM MPU3HAKOM 3TOW MaTOreHEeTHUECKH Pa3HOPOJHOM TPYIIbI 3a00IeBaHUI SIBIIS-
€TCs1 TUIIOX POMUS1, COUETAIOIIAsACA C YMEHBIIEHUEM pa3Mepa SpUTPOLIMTOB. B 0CHOBe pa3BUTHS THMITO-
XPOMHBIX aHEMHI MOXKET ObIThb: a) AepUIIUT Kene3a; 0) HapylleHre CHTe3a TOP(UPHUHOB; B) Hapy-
IIIEHUEe CUHTe3a Lienei IIoOKHa.

Keaezonedunurabie anHeMun

Jleduuut xene3a B opraHu3Me BO3HHKAET B pe3ysbTare: a) KPOBOMOTEPh; O) MOBBIIIEHHOTO
ero NnoTpedeHusi, HarpuMep y OepeMEeHHBIX KeHIIVH; B) HapyIIeHUs] BCAChIBAHUS; T) HAPYLICHUS
TPaHCIOPTa B KPOBHU.

ITaTorene3. ITockosbKy kee30 SBISETCS OJHUM U3 CAMBIX PACIIPOCTPAHEHHBIX JIEMEHTOB
3eMHOI KOpPbI, OHO UT'PAeT Ba)KHYIO pOJib B OpraHu3Me yesioBeka. bosbiiast yacts ero (3 u3 5 r) npuxo-
JWUTCS HAa TeMOIJIOOMH 3pUTPOLUMTOB. MeHblas, npuoau3uTesbHo 0,6 T, BXOZUT B COCTaB MUOITIOOMHA
U JIbIXaTesIbHBIX (PEPMEHTOB, a OKOJIO 1,5 I HaXonuTCsA B JENo B BUje (peppUTHHA U FeMOCUIEpUHA.
CyTOouHBIe TIOTEPU XkeJie3a COCTABIISIOT BCEro 2 MI' M OOYCJIOBJIEHBI BBIIJIEHUEM C JKETUbl0, MOUOW
Y TOTOM, a TaKXke B COCTaBE CIIYIIMBAIOILErocs 3MuTeNus. BoccTaHOBIEHNE YTPAaueHHOro JKeje3a
IIPOMCXOMIUT 34 CUET BCAChIBAHMSA IMUILEBOIO Kejle3a B ABEHAIIATUIIEPCTHON KUIIKE U MEHbLIE — B
Toluei Kuke. OObIYHO 32 CYTKM MOXKET BCocaThesl He Ooee 3,5 Mr jKese3a, XOTs B YCJIOBUAX Jeu-
Ta J0Js abcopOMpyeMOoro skeesa yBelanduBaeTcss B 2 — 3 pas3a. KoHTponb 3a mocryruieHueM B
MOPTAJIbHBII KPOBOTOK JKeje3a OCYILECTBIISETC SHTEPOLMTAMU, KOTOPbIE MOTYT CBA3aTh U30BITOK
KeJie3a ¢ (PEppUTUHOM M BO3BPATUTh €ro B MPOCBET KUIIKU. M3 KMIIIEYHOW CTEHKU XKeJle30 B BUJE

Fe** MOCTYIMAET B I1J1a3My B KOMIUIEKCE C TpaHC(EpPPUHOM, Kaxk/1asi MOJIEKYy/Ia KOTOPOro MOXET CBSi-
3aTh ABa aToMa jkeje3a. biarogaps HaJMUYMIO Ha SPUTPOUHBIX JIEMEHTaX KOCTHOTO MO3ra Clelu-
aJIbHBIX PELENTOPOB K TpaHC(epprHy, NOCIEIHUI NEPEAAET IPUHECEHHOE UM XKeJe30 IO IPSIMOMY
Ha3HAYECHUIO, a TI0CJIe OCBOOOKICHUSI TOTOB K €ro TPaHCIOPTY BHOBH (CM. IIB. BKJ., puc. 5.1). ¥V
3JI0POBBIX JIUI] KEJIE30M HACHIIIIEHA TOJIBKO TPETh TpaHcGeppuHa. DTa MPONopius B TEUEHUE CYTOK
MOXET IIUPOKO BapbHPOBATh INIABHBIM 00Pa30M M3-32 MEHSIOIIUXCS CIIOCOOHOCTEN CaMHMX MaKpo-
(paroB oTnaBarth *kene30 TpaHcheppuHYy.

[Tocne pa3pyuieHus SpUTPOLIMTOB KEJIE30 HE TEPSIETCS U3 OPraHU3Ma, a HaKarIMBaeTCs B OKUC-

nentoM cocrositm (Fe™t) B Makpodarax peTUKYJI09HIOTENMAIBHON CUCTEMBI B COCTaBe (peppUTHHA
u/vi remocuziepruHa. PeppruTHH MpeIcTaBiIsieT OO0 BOTOPACTBOPUMOE COEIMHEHNE C MOJIEKYJISP-
HbIM BecoM 465 000. OHO coCcTOUT U3 HapyKHOM OeJIKOBOW 000IOUYKM — anloeppHrHa U Keje3a, Ha
aomo kortoporo npuxogurcs 10 20 % maccsl (pepputuHa. YT0 Kacaercs reMOCUIEpUHA, JOJIS Kee3a
B KOTOPOM J0XOAUT 10 37 %, TO OH NpeJcTaBiseT cOO0W YaCTUYHO INEepeBAPEHHbIE B JIM30COMAX

arperatbl ¢peppuTrHa. /Kene30 BOCCTaHABIMBAETCS JI0 Fe?* MPU YYaCTHUH aCKOPOWHOBOW KHCJIOTBI
Y B TaKOM BUJIe MOOWJIM3YETCs Tl Hy k[ opranuszma. OHako [yisi iepeHoca TpaHcheppruHOM OHO

+
BHOBb OKHUCJIACTCA HEPYJIOIIA3MUHOM 1O F63 . YuuThsiBas TO, 4YTO CYTOYHAA HOTpe6HOCTI> B JKEJIE3EC,

13



. Komnextur aBropoB. «BryTtpennue 6one3nu. Tom 2»

cocTaBsoouas 5 Mr, conepxutcs B 10 M1 KpoBH, ITPU KPOBOMOTEPSIX, TaK e KaK MPH MOBBIIIEHHBIX
3ampocax, 3arac xeyie3a B Opranu3Me ObICTPO UCTOIIAETCSI.

KinHu4yeckasi kKapTHHA. Y oHUX OONBHBIX Kene3oaepurmTaeivu anemusimu (JKJIA) cun-
APOM CHIEPOTICHUU BBIpPaKEH HE3HAYMTENIHHO, a y JAPYTHMX OOHApyKHBaeT ceOs elle 0 CHUKEHUS
remMorioOnHa. M3-3a yMeHbIIeH!s MUOIJIOOMHA B MBIIIIAX OOJBHBIX MOXET OSCIIOKOUTH BBIPaKEH-
Hasl MbIIIeYHas1 cIadocTh (10 nucdaruy 1 HeaepKaHusl MOYM). XapaKTepHBI CYXOCTh M TPEIIMHbI
KO’KM Ha pyKax U HOTax, IJIOCCUT U aHTYJISIPHBIA CTOMATUT (3ae/ibl B yIJlax pra), yIJIOIIEHHbIE, TOH-
KM€, UCUEPUEHHBIE, JIETKO JIOMAIOLINECS HOI'TH (KOMJIOHUXUH ), TOHKUE, JIETKO BbINAJAIOLINE BOJIOCHI,
axjoprugpus. [locnenHei cormyTCTByeT CHUKEHUE aIllIETUTA, YyBCTBO TSKECTH B SMUracTpajbHOW
oOnacTu, u3BpaiieHre BKkyca u o0oHsHUsA. B yacTHOCTH, OONBHBIE ¢ Kene304e(PUIMTHBIMI aHEMH-
SIMU JTIOOSIT €CTh MeJI, TJINHY, U3BecTh. VIM HpaBUTCS 3amax OeH3WHA, KePOCHHA, IYTAIMHA U T. [I.

Ha ¢one BbIpaxxeHHOro najenus remorsiioouna a0 70 r/a u Gonee, MOMUMO IPU3HAKOB CUJIE-
poreHnH (i 6e3 HUX), MOTYT MOSIBUTHCS BRIPAKEHHOE TOJIOBOKPYKEHHE, FOJIOBHBIE OOJIH, a TaKKe
cepaueOreHre 1 OIbIIIKa KaK KOMIIEHCATOpHbIE PEaKlIMM COCYAMCTON M JIBIXaTeJIbHOW CHCTEM Ha
TUIIOKCHIO.

[Tpu 06BEKTUBHOM OOC/IEIOBAHUM Y STHX OOJIBHBIX MOXET ObITh OOHApykeHa OJIeTHOCTh KOX-
HBIX TOKPOBOB M CIIM3UCTHIX, OJIBIIIKA MHCIIMPATOPHOIO XapaKTepa, TaXUKaApAusl, CUCTOINYECKUI
IIyM Ha BEPXYILUKE U Ha COCyAax cepala.

JlaGopaTopHasi 1 HHCTPYMeHTaJbHasI AUarHocTuka. [Ipu Hammumy y 60IBHOTO aHeMUeH
KJIMHUYECKHUX MPU3HAKOB cujeponennn auarHo3 KA He TpyneH. B OTCyTCTBUE TaKOBBIX ClEeLyeT
OpPUEHTHPOBATHCS HE TOJILKO HAa HU3KMI 1IBETOBOM IOKAa3arellb, HO U HA CHUKEHUE B CHIBOPOTKE
KpOBHU keje3a U (peppuTHHA, a TakXke MOBBIIIEHNE HEHAChIILIEHHOro cuaepodminHa. ConepxaHue
PETUKYJIOLIUTOB B KPOBM HOPMAJIBHOE WJIM YMEPEHHO CHUKEHHOE. OHO MOKET YBEJIMYUTHLCS TOJIBKO
rocjie ocTpoil KpoBomnotepu. JlefikonurapHasi (popmysna npaktuyecku He usMeHeHa. CojepikaHue
TPOMOOIIMTOB UMEET TeHAEHIIMIO K MOBHIIIeHHIO. [TyHKTaT KOCTHOro Mo3ra 6orar KJeTOYHBIMH 3Jie-
MEHTaMU C THIEPIUIa3uer SpUTPOUTHOTO pocTka. KonmndecTBo cuaepo61acToB B KOCTHOM MO3Te CHU-
*eHo (< 15 %).

YTOouHEeHre NpPUYMHBL Keae30Ae(PUIIMTHON aHEMUM HAlpaB/IEeHO Ha IOUCK KPOBOTEUEHMH,
MpeX/e BCEro reHUTAIbHBIX U U3 JKEITyJIOYHO-KHIIEYHOTO TPAaKTa. DTO MOXET ObITh TUIIEPIIOINME-
HOppesi, a Takxke si3BeHHas1 0oJe3Hb, Oose3Hb KpoHa, pak, TUBEPTUKYIIBI JKeTyaKa, auadpparMaib-
Hasl Tpblka, TeMOPpOM, MOpTajbHAsA TUHEpPTeH3Us W T. I. g UCKIIOUEHUs] KPOBOTEUEHUH W3
XKEJTTOYHO-KUIIIEYHOTO TPaKTa HeoOX0IMMa MOCTaHOBKa peakiuu ['perepceHa, a B ciiyvae ee HeuyB-

CTBHUTEJIBHOCTH JIake Mpoda ¢ MEYCHHBIMHU Cr! spurpoumramu. IlokazaHa KOHCy/bTalMs T'MHEKO-
jora, (puOporacTpoCKOITHs, KOJIOHOCKONHSI, CTAHAAPTHOE M HECTaH/IAPTHOE, HAIIPUMEp, C IBOWHBIM
KOHTPAaCTUPOBAHUEM, PEHTIEHOJIOTMYECKOE HCCIIEI0OBAaHKE KETyAOUHO-KHUILEYHOTO TpakTa, a MpH
HEOoOXOIMMOCTH 1aXKe BBIMOJTHEHHE JUarHOCTUYECKOH JlanapoToMu. B ciyuyae Heycriexa BbIsIBICHUS
MCTOYHMKA KPOBOTEUEHHUsI y OOJIbHBIX C HEMOTHBUPOBAHHON Kese30/1e(PUIIMTHON aHEMHEH ClelyeT
UMETb B BUJLY, YTO Y YACTH OOJIBHBIX TaKHME KPOBOTEUEHHUSI MOTYT MPOUCXOAUTH B 3AMKHYTBIE TIPO-
CTPAHCTBA, OTKY/IA JKeJIe30 U3BJIEKAETCS OPraHU3MOM IUI0X0. Peub JeT 0 Tak Ha3bIBaEMbIX [JIOMYC-
HBIX OMYyXOJISIX JKeJyJKa M KHUIIEYHHKA, MHOMax MAaTKH, a TaKXke MEPBUYHOM JIETOUHOM CHJIEpO3e.
Kpome Toro, HeCOMHEHHbIE TPYAHOCTH IS BO3BpALEHUS B KPOBETBOPEHUE 3aXBaYEHHOIO MaKpo-
(baramu xkesie3a BcTpedaroTcsl y OOJbHBIX ¢ XPOHMUECKMMU BOCTIAIUTEIbHBIMU 3a00I€BAaHUSIMU.
Hmarno3 KA dopmynupyercs ¢ yKazaHUEM STHOJIOTUH 3a00IeBaHMSI.

[Tpumep popmMynupoBKY AMArHO3A:
KeneszonedpuiutHas aHeMusi, TOBTOPHBIE FEMOPPOUIATbHbIE KPOBOTEUEHHS.

HuddepeHuaibHbIil JUATHO3 KeJ1e301e(PULIMTHON aHEMUU CJIEAYyeT MPOBOAMUTH C JAPY-
MM BU/IaMU aHEMUI, ¥ IIPEXK/E BCEro ¢ TMnoXpoMHbIMU. Kak 1 mpu nocraHoBKe AMarHo3a, peria-
IOIIMM MOMEHTOM [JIsl pa3rpaHUYeHHs STUX 3a00IeBaHUI MOXET ObITh HAJTMUKMe B KJIMHUKE CUMII-
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TOMOB cujieporieHuu. [Ipu OTCYTCTBUM TaKOBBIX 0OpaIaloT BHUMAaHUE Ha HU3KUI YPOBEHb Keje3a 1
(eppuTHHA CBIBOPOTKH, BBICOKUI CBOOOIHBIN CHICPOMHINH, yMEHbIIEHHE B KOCTHOM MO3Te COfIep-
kaHusi cuiepodnactoB (< 15 %). B TpyaHbIX ciydasx Aj1s TOATBEPXKIEHUs B OPraHU3Me CKPbITOTO
neduImTa Kejie3a MOKeT ObITh TIPOBeICH JecepaioBblil TECT, OCHOBAHHBIN Ha YMEHBIIICHHOM BhIBE-
neHun ¢ Mo4or 6ompHbIMU JKJIA CBSI3bIBaeMBbIX jiechepasioM cosielt xesesa.

Jleuenne GopHBIX KA MOXeT MPOBOAUTHCS B aMOYJIaTOPHBIX yCIoBHX. Tepamnueit Beioopa
SIBJISIIOTCSL TIperaparhl JJisi NepopajbHOrO MpuUMeHeHus. B Hacrosimee BpeMsi MX TPEIJIOKEHO
noBoJibHO MHOro. HambOonee apdektuBHbie: epporuiekc, koHpepoH, dheppokas, opdepoH, dep-
porpaaymeT, (eHtonbe, reModep MpOoNoHraTyM, copoudep mypyiec, TapaudepoH, amno-gepporio-
KOHar, xkeJe3a pymapart, Maibrodep, peppyMm jiek, BeHodep u ap. OHU IPUHUMAIOTCS cpas3y Moce
npyeMa MUIIM U3 pacyeta 5 MI/Kr Macchl Tea B ieHb. [ OONBIIMHCTBA MPEnapaToB HEMPOJIOHTU-
POBAHHOTO JICHCTBHSI MAaKCUMaJIbHAs 1032 rpernapara 6 TabjeTok B CyTKHU. B To ke Bpemsi 1sl TaKUX
MIPOJIOHTMPOBAHHBIX TIPEMapaToB, Kak pepporpagyMer u (peHI0NbC, TOCTATOUHO U OTHOU TaOJIEeTKH B
CYTKH. B KayecTBe yCHIIMBAIOIIETO BCAChIBAHHE KeJie3a CPEICTBA MOKET ObITh UCTIONB30BAHA ACKOP-
ouHoBad kuciora B gosze 200 mr Ha 1 1 xenesa.

Ha ¢one npriema npenaparos xeje3a caMOuyBCTBUE OOJTBHOTO OBICTPO YITyUIAeTCsi, HECMOTPSI
Ha TO YTO YPOBEHb reMOITIO0MHA TIOMHUMAETCS JOBOJIBHO MEIJIEHHO.

ITOT napaloKCaTbHBIN 3(P(EKT CBSI3aH ¢ OOIIMM YKPETUISIONIMM JISHCTBUEM jKejle3a Ha opra-
HU3M, B TOM YHCJI€ B IJIaHE TMOBBIIIEHUS] MUOITIOOMHA, IIUTOXPOMOB | T. . JledeHue OONBHOTO C
JOKA3aHHOM 3KeJie30/1e(PUIIMTHON aHEMHel JOKHO TPOBOIUTHCS HETIPEPHIBHO B TeueHue 3 — 4 Mec.
1 OBITh HAIIPABJICHO HE TOJbKO HA HOPMAJIM3AIMIO TEMOTJIOOMHA, HO M YCTPaHEHUE BCEX CUMIITOMOB
CUJEpOIEHNH U cOo3/1aHue Jeno xene3a. Ilpu orcyrcrBuM 3¢dpekTa OT nepopasbHbIX MPenapaToB
MoKa3aHbl napeHTepayibHble (peppym siek 100 Mr BHYTpUMBIIIEYHO, MajibTodep, BeHOdEp U T. [1.).
OnHako u3-3a BO3MOKHON MHAWBUIYAIbHOW HEMEPEHOCUMOCTH BBOIUTH UX CIIELYeT OCTOPOXKHO, a
HAYMHATBH JICYCHHUE C TTOJIOBUHHOM JJO3BI.

[MpodunakTyeckuil mprueM NpernapaToB kejie3a HeoOXOAUM JIOHOpaM, OepeMEeHHBIM, KOpMsi-
MMM, a TaKke OOMJIbHO MEHCTPYMPYIOIIMM KEeHIIMHaM. B mociesHeM ciydae xkeatesieH exemMecs d-
HBIA (2 — 4 QHs) IpyeM IpenaparoB Kejie3a BHYTpPb.

AHeMusl ¢ HapylIeHHeM CHHTe3a mop(pupuHoOB (cHaepodIacTHASN)

Bropoii Bua runox poMHON aHEMUH — TaK Ha3bIBaeMasi CLOepoONACmHAS, VI CUOEPOaXpechiu-
ueckas anemusi. OHa CBsI3aHa C HapyIIEHUEM CHUHTe3a MOP(UPHUHOB U XapaKTePU3yeTCsl HAIMYUEM
B KPOBH I'MITOXPOMHBIX MUKPOIIMUTAPHBIX PUTPOIIUTOB, & B KOCTHOM MO3I'e — KOJIBLIEBUIHBIX CHIEP-
oOnactoB. Bcrpeuaercst 310 3a60eBaHue TOBOJIBHO pefiko. B yacTu HaOMoIeHnii OHO UMEeT OTUeT-
JIMBYIO HACJIE/ICTBEHHYIO MPUPOLLY, B YACTH HOCHT MPHOOPETEHHBI XapaKkTep.

Aruoaorus. HacinenoBanue BpoxaIeHHON (hOPMBI CHICPOOIACTHON aHEMUU CBSI3aHO € X-XPO-
MOCOMOM ¥ TI0O3TOMY 4arle HaOJoaeTcsl Y MYKYMH. BBIIEISIOT Takxke CrelUabHBIN «ITUPUI0K-
CUHYYBCTBHUTEJIbHBII» BapHaHT BPOXKJIECHHON CHIIEPOOIACTHONW aHEMUH, ITPU KOTOPOM MOXKET OBITh
JOCTUTHYTa YaCTUYHAsI TeMaTOIOrn4ecKasi peMUCCHsl Ha (pOoHe BBICOKMX 103 BUTaMuHa Bg (2 — 4 mr/
KI/CyT).

[TpuoOperenHas cuaepobnacTHast aHEMUsI OOBIYHO BO3HHUKAET O3 OTUETIMBOW CBSI3H C BHEIII-
HUMHU (pakTOpaMu WK 3a00JIeBaHUSIMU. Y 4acTu OOJIBHBIX CHIEPOOIACTHYIO0 aHEMHUIO MOTYT MPOBO-
[MPOBAaTh: CBUHIOBAsI MHTOKCUKAIIWS, JUTUTEIbHBIN IPUEM aJIKOTOJIsl, JICYeHNEe M30HUA3UIOM U JIEBO-
mMurieTiHOM. Kpome Toro, nanonatiueckast mpuoOpeTeHHasi CHaepoOIacTHasl aHEMUST MOXKeT ObITh
Mpe/ICTauel JIeKo3a, O YeM MOUJIET peub B pazjeie «MuenoqucriacTu4eckue CUHAPOMbI».

IlaTorene3 cuaepoOIacTHON aHEeMUU CBs3aH C AePeKTOM CHHTE3a TeMa B MHUTOXOHIPUSIX
SPUTPOUIHBIX KJIETOK. Peub uaer o HapymieHuu (pyHKUIMHM CUHTETa3bl JIeJbTa-aMUHOJIEBYIMHOBOM
KHCJIOTHI U psijia IPYTUX MUTOXOHAPHATBHBIX (hepMeHTOB. OCHOBHBIM MPEIIECTBEHHUKOM JIeJIbTa-
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aMI/IHOJIeBYJII/IHOBOIjI KHCJIOTHI B KJIETKE ABJIAKTCA CYKIIMHUIT-KOH3UM An TJIMLUH. Ee cunrtes CTUMY-
JIMPYETCSl SPUTPONIOITUHOM, a KaTAJIM3UPYETCsl MPOU3BOIHBIM BUTaMUHA B ¢ — nupuaokcans-5-goc-
arom. O6pasyroIMiics IPY 3TOM U3 JIeTbTa-aMUHOJIEBYJIMHOBOM KUCIIOTHI IPOTONOP(UPHH B XOJIe

JaJIbHENIIIMX MPEeBPAIEHUI COeIMHSETCS C ABYXBAJIEHTHBIM KEJIe30M (Fez+) u ¢opmupyert rem. B
CBOIO OUepe/ib, KaX/1asi MOJIeKy/Ia reMa Ha MOJIMPHOOCOMax CBSA3BIBACTCS C TIIOOMHOBO 11enbio. KoM-
OWHAIKS JKe YeThIpeX Iiernell II0OWHA ¢ TeMOM U TPEeCTaBIIsieT COOOM HAlll TeMOTJIOOWH.

Ecnu nipencraButh Ternepb, 4To 0Opa3oBaHUE JeTbTa-aMUHOJIEBYIMHOBOW KUCJIOTHI M TIPOTO-
MOp(UPUHOB B IPUTPOUIHBIX KJIETKaxX OyJIeT HapyIIeHO, 3TO MPUBEIET, C OHOWU CTOPOHBI, K HAKOI-
JIEHUI0 B MUTOXOH/IPUSIX JBYXBAJIEHTHOIO *keje3a, C IPyrol — K HeIOCTATOYHOMY CHHTE3Y TeMOIJIO-
OuHa. B utore pa3oBbercsi aHeMusl, pU KOTOPOH OYIyT MIMETh MECTO Y TUTIEPCUICPUHEMI S, i PE3KOe
yBeJIMYeHNe B KOCTHOM MO3Te COJIepKaHMsI KOJIBIIEBUIHBIX CHIEPOOIacTOB (HOPMOOJIACTOB C Pacro-
JIO)KEHHBIMHU BOKPYT sIJJpa — B MUTOXOHJIPUSIX — IPaHyJIaMH KeJie3a), KOTOPbIE MOTYT ObITh BBISIBJICHBI
CreUagbHBIMU KpacuTeasiMu. B 3aBucHMMOCTH OT XapakTepa aHeMUM (BpOKAEHHAs] UM puodpe-
TEHHas1), a TAK)KE OT HEMOCPEICTBEHHO! ee MPUYMHBI MEXaHU3MbI [TOBPEKIEHUSI CUHTE3a reMa MOTyT
paznuyarbesi. Tak, B cilydae CBUHIIOBOWM MHTOKCHUKALIMU HAPSy C HApYLIEHWEM CUHTEe3a reMa U IJ1o-
OvHa TPOMCXOIUT OTYETIMBOE TOPMOKEHHE pabOThl (hepMeHTa MUPUMUINH-SS-HYKIE0TUAA3bI, UTO,
C OJIHOW CTOPOHBI, MPUBOAUT K KYMYJSILIUM B pUTpoluTax aeHarypupoanHoii PHK, ¢ apyroii — k
TIOSIBJICHHIO B HUX 0a30()MJIbHOM ITyHKTAIIH.

Kinanyeckasi KapTuHa 3a00JieBaHKs MPOSIBIISIET ceOsi aHEMUYECKUM CHHIPOMOM Pa3HOM
crereHu TskecTr. HeKoTopble O0JbHBIE HYKIAIOTCS B TPaHC(Y3HUSAX IpUTPOITUTAPHOIN Macchl. Beren-
cTBre Hed((EKTUBHOTO PUTPOIOI3a U BHYTPUKOCTHOMO3IOBOTO IeMOJIM3a y HUX MOXKET UMETh
MECTO HEKOTOpasi *KeJNTYIIHOCTh KOXU U ckiep. Kpome Toro, HepeaKko onpenesnsiorcss yMepeHHast
CIUIGHOMeTasiusl M rernaroMerayvsi. HakoHerl, y OOJBHBIX C BPOXKICHHBIM BapHaHTOM MOTYT OBITh
3a(bUKCHPOBAHBI TAKKE MPU3HAKY TEMOXPOMATO3a, KaK TMIEePIUrMeHTalU sl KOXKHY, AUabeT, TMChyHK-
1Ms1 TIEYeHU U cepalia u T. 1. B cyvae co CBMHIIOBOM MHTOKCUKAIIMEW Ha MepBOe MECTO B KJIMHUKE
MOT'YT BBICTYIIATh TAKKE €€ SIPKUE MPOSIBIIEHN S, KAK CUIIbHBIE CXBATKOOOpa3HbIe OOJN B JKMBOTE, SIBJIE-
HUS1 TIOIMHEBPUTA, U3MEHEHUE CO CTOPOHBI CIIM3UCTON MOJMIOCTH pTa (CBUHIIOBAS KaiiMa Ha JeCHAaXx).

JInarno3 cuiepo0OiIacTHON aHEMUU JIOJIKEH 00CYKIaThCsl BpauaMHU B CJTydae XOpoIo Bepudu-
[IMPOBAHHOM TUTIOX POMHOW aHEMUH Oe3 KJIMHUYECKUX MPOSIBIICHUI CUICPOTIEHUU W TIPY HAJIMYUY B
CBIBOPOTKE KPOBHU BBICOKOT'O COZIEpKaHUS JKesie3a U (peppUTHHA, a TaKkKe HU3KOTO ColepKaHUs HeHa-
chlllieHHoro cunepodunHa. [loarepkaaercss qUarHo3 UCcaeJOBaHUEM IyHKTaTa KOCTHOTO MO3Ia,
BBISIBJISIIOIIETO OOJIBINOE KOJTMYECTBO KOJIBIIEBUIHBIX CHIepoOIacToB. [Tpr ToM MoXkeT ObITh 3aKa3aH
LUTOreHETUYECKUI aHAJIU3 KJIETOK KOCTHOTO MO3Ta, KOTOPbIi B ClTy4yae BbISIBJICHUSI KJIOHOBBIX U3Me-
HEHUI KapHOTHUIIA MIO3BOJIUT YBEPEHHO IMarHOCTUPOBATh OUH U3 TPYIHO OIpeaessseMbIX OO YHBIMU
Croco0aMu MojIBAPUAHTOB MUEJIOUCIIIACTUIECKOTO CHUH/IPOMA, 2 IMEHHO pedpakTepHyIo CHIepo0-
JIACTHYIO QaHEMMIO, Y BHIOPATh MPABUJIbHYIO TAKTHKY €€ BeJCHHUSI.

M pepeHnuanbHbIi JHATHO3 CUAEPOOIACTHON aHEMUH ITPOBOAUTCS C IPYTMMHU BUIAMU
aHeMUH, ¥ Tpex/e BCero ¢ r’MnoXpoMHbIMU. B oTruue ot xkene301eUuiuTHON aHEMUH, TTPU ITOU
MaTOJIOTUY B KJIMHKUKE He OYIyT MPeACTaBIeHbl CUMITTOMBI CUAEPOIIEHNH, a B JJAOOPATOPHBIX aHAITU-
3aX YpOBEHb jKeJle3a He TOJIbKO He CHUKEH, a JJaxe MOBbIlleH. B oinune ot tanacceMuu, neeKTsl
KOCTHOM CHCTEeMBI, TaK k€ KakK CIJIGHOMeraius, [Uisl CUIepoOJacTHOM aHeMUU He XapakTepHbl. B
TPYIHBIX CITyYasiX PEIIAoIIM B PACIO3HABAHUH CUJIEPOOIACTHOW aHEMUH OT IPYTHX aHEMUIA MOKET
OBITh BRICOKOE COJIEp)KaHNe B KOCTHOM MO3T'e KOJIBIIEBUIHBIX CHIEPOOIIACTOB, a B Ps/IE CITyYaeB TaKKe
TIOJIOXKUTEITbHBINA 3((EKT Teparuu OOJBIIMMU JI03aMU BUTaMUHA Bg.

JleueHnne cunepoOIacTHOM aHEMUH BBI3BIBAET Y Bpaya MHOTO rpodiem. [Ipu Hammumm BeIpa-
JKEHHOI aHeMUU TMOKa3aHa 3aMeCTUTENbHAs Teparnus SPUTPOLMTAPHON MAcCOM, AOMOJHsIeMasi BBe-
nenueM aecdepana 1 npoHIaKTUKU reMocueposa. IIpy UCKITIoYeHnN MUETOAUCIUIACTUYECKOTO
CHH/IpOMa OTPaBJ/IaHHA TaK:Ke JUTUTeNbHasI (10 2 Mec.) Tepanus OONBIMMU 103amMHu (2 — 4 Mr/Kr/cyT)
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BuTammHa Bg. K coxanienuio, yremmurensHoro agpdexra JaHHOHN Teparuu yIaeTcsi JOCTUYb TOJIBKO Y
eIMHUYHBIX OOJIbHBIX C BPOXKIEHHOW MUPHUIOKCUH-UYBCTBUTEIBHON CHIEPOOIACTHON aHEMHUEH.

Ecnu takas tepanusi HeapeKTUBHA, MOTYT ObITh MPEIOKEHBI IS JIeUeHUsI OOJIbIINE 103bI
aHJPOTEHOB.

JI71s1 TpopUIaKTUKY pa3BUTHUSI TEMOXPOMATO3a U €r0 OCJIOKHEHHUI TP BBICOKMX TOKa3aTessx
(peppuTHA MOXXHO HCIIONB30BaTh XeJaaTopsl xkese3a (aecdepan wim skcukan). OnucaHbl Takxke
eIMHUYHBIE CITy4Yau aJUIOTEHHOM TPAHCIIJIAHTAIIMM T€MOIIOSTUYECKUX CTBOJIOBBIX KJIETOK JJIsI Jiede-
HUS BPOXKJICHHBIX (DOPM CHIIEpPOOIACTHON aHEMHUHU.

IIporno3 3aboneBaHus ocTaeTcs KpaiHe cepbe3HbIM. OCHOBHBIMY ITPUUUHAMU CMEPTHU OOJTb-
HBIX SIBJISIIOTCSI OCJIOXKHEHHUSI CO CTOPOHBI CEPAEYHO-COCYAUCTON Y SHIOKPUHHOM CHCTEM, TIEYEeHH U
MOYEK, B TOM YHCJIE CIIPOBOIIMPOBAHHBIE TEMOX POMATO30M.

Tanaccemun

JlpyriuM BUJOM TUTIOX POMHBIX aHEMUH SIBJISIIOTCS Maaccemuut , KOTopble PeICTaBIsIOT COOO0i
cOOpHyI0 Tpyriy 3a00JeBaHUI HAC/IEICTBEHHOW MPUPOMbI, MIPU KOTOPHIX HAPYIIEH CUHTE3 OJHOU
nm Oojiee CTPYKTYPHO HeM3MEHEHHBIX Lierel rioouHa. KommuecTBo nocieqHux y 4eaoBeka JOCTH-
raet yetbipex. OTciona BO3MOKHBI YEThIPE BHUJA TaTaCCEMHM, U3 KOTOPBIX OOJBINUI KJIMHUYECKHUI
MHTEpEC MPEACTABISIOT 44-TajmacceMus u a-tanaccemus. [lepsasi Gonbine pacnpoctpanena B Kurae,
Nuguu u va Jansnem Boctoke, BTopas — B CpenuzemHomopbe, Maoit u Cpeaneid A3uu.

a-Taraccemus. Tlogasndmoiee OOJBIIMHCTBO 4-TaJACCEMHUN CBA3AHO C JEJIElIMEN T'€HOB a-
1erel oOnHa, HaXOASIIUXCS Ha XpoMocome 16, a KITMHUYEeCKUe U TeMaTONIOrMYeCKUe MPOsIBICHHU S
3aBUCST OT KOJIMUYECTBA MOPAXKEHHBIX TeHOB. IIpy BOBIEYEHUH OIHOTO U3 YETHIPEX TeHOB A-lIeTieit
ro6vHa (4-/44) X HOCUTEJILCTBO HE COMPOBOXK/IAETCS HU KIMHUUECKUMU, HA TeMaTOJIOrMYeCKUMU
n3MeHeHusiMU. [1py mopaxkeHuu IByX U3 YeThIpeX reHoOB d-1ienel rinoouna (4-/&— wumm — /44) onpe-
AensieTcsl MUKPOLIMTO3 U TUIOXPOMMSI, XOTS BbIpRKEHHOH aHemuu HeT. [enenust Tpex reHoB da-
1ernei rmoduHa (-/a-) COpoBOKAAETCS pa3BUTHEM TMIIOX POMHOW MUKPOLIMTAPHON aHEMHUH C MUIIIe-
HEBUIHBIMU PUTPOLIMTAMU (CM. LIB. BKJI., pUC. 5.2), TeJabluamu ['eliHIja B HUX U YMEPEHHBIM IeMo-
m3oM. HecMoTpst Ha Takue MOpOSIOrnuecKrue N3MEHEHHs SPUTPOLIUTOB, TSHKEIOT0 aHEMUYECKOTO
CHH/IpOMa He Pa3BUBAETCs], UTO Yallle BCEro MO3BOJIsAET 00XOOUThCS Take 0e3 remorpancdysuil. [Tomn-
HOE OTCYTCTBHE I'€HOB 4-11e1Ield HECOBMECTUMO C KU3HBIO.

a-Tanaccemus. B otimuue OT ABYX FeHOB 4-LIeTH TJIOOMHA YEJIOBEK HACTEAYeT OT poguTesien
TOJIBKO IO OJHOMY TeHYy a-1IeTTH, KOTOpbIe PacIojiokeHbl Ha xpomocoMme 1 1. OTcrona BO3MOXHBI rete-
PO3UTOTHBIE, TOMO3UTOTHBIE W JBOMHbIE T€TEPO3UTOTHBIE BAPUAHTHI TAJIACCEMUMN C YMEHBILICHUEM B
KPOBH HOPMAJIFHOTO, COCTOSIIIIETO M3 IBYX 44— U JIBYX A-liereld, remorsiioouHa Hb A u yBenmueHreM
remorsioonHoB Hb F u Hb A2.

IlaTorene3. MoseKy/sipHble MEXaHU3MbI NATOTeHe3a A-TaJaCCEMUM CIOXKHEe M pa3HOOOpas-
Hee, YyeM Ipu a-tanaccemuu. Tak, Aenenyy reHOB NpW 3TOM BUAE TajJacceMuH He ObiBaeT. Bme-
CTO 3TOTO BBISIBJISIOTCS] TOYEYHBIE MYTAIMM, KOTOPBIX HA CETOAHSIIHMI JeHb onrcano 6onee 100. B
pe3yJibTaTe MyTallMi NP TeTePO3UTOTHOM TaJlacCeMHUM BO3HHMKAET AUcOATaHC CHHTe3a 4-ua-liernei
r100MHA; pa3BUBaeTcs Hea(h(EKTUBHBIN SPUTPOINIOI3 M FEMOJIU3 Pa3IMIHOM CTEeTleH! TskecTu. [lpu
TOMO3UTOTHOW A3-TaJJaCCEMHM 3T MPOIECCH BHIPAKEHbI 3HAYMTENILHO CHIIbHEE U TPOSIBIISIIOT ceOsl
KaK KOCTHOMO3TOBBIM pa3pylIeHHUEM SPUTPOUIHBIX JEMEHTOB, TAK M MACCHBHBIM IOBPEKIECHUEM
SPUTPOLIMTOB B celie3eHke. Kak cieicTBre 3Toro, pa3BUBAIOTCS SKCTPaMeAyIsIpHbIE 0Yaru KOMIIEH-
CaTOPHOTO KPOBETBOPEHMUSI.

Kiunnyeckasi KapTHHA TajacceMuM pasHooOpasHa. s «OOoMbIIoi» TOMO3UTOTHOW A-
TAJIACCEMUM XapaKTEPEH BBIPAKEHHbI aHEMUYECKUI CUHIPOM, KOTOPBII BbISABISAETCS OYEHb PAHO
(B Bo3pacte 3 — 6 mec.). MI3-3a remonu3a 3TU A€TH OTCTAIOT B pa3BUTUH, UMEIOT MECTO JepopMa-
[IMM KOCTEH Yyepena, ICTOHYEHHE KOPKOBOTO BEIIECTBA KOCTE, CTIOHTAHHbBIE TIEPEIOMBI. XapaKTepHa

17



. Komnextur aBropoB. «BryTpennue 6one3nu. Tom 2»

OKpacKa KOXH, 00yCJIOBJIEHHAs OJIETHOCTBIO, JKEITYXOM U OTVIO)KEHUEM MeJTaHUHA. Pe3Ko yBearmueHsl
pa3Mepsl cesle3eHKH U MeueHr. BrIsBiseTcs: KapaAuoMeraius v MpU3HaKK CepAEYHON HETOCTAaTOUHO-
cti. MoryT ObITh KJIMHUYECKHE TPOSIBJICHUS] TeMOXPOMATO3a.

Knununueckue nposiBieHus: TeTepO3UTOTHON A-TajlacCeMUM MeHee sipKu. B OonbIuHCTBE CIty-
yaeB 3a00JieBaHNe BBISIBISIETCS CilydaiiHo. OHO MposBIIsieT ceOst yMEPEHHO BHIPaKEHHBIM aHEMHUe-
CKMM CHHIPOMOM, peske HeOONbIIOoN cruleHoMeranuen. JKenryxa BcTpevaercs: pesiko.

JlabopaTopHasi AMArHOCTHKA TAJACCEMUM 3aBUCUT OT BapuaHTa 3a00j1eBaHusl. Y OOJIbHBIX
reTepO3UTOTHON 4-TajlacCEMUEN BHISIBIISICTCS pa3HOU CTETeHH BhIPAKEHHOCTH TMIIOXPOMHAs MUK PO-
[UTapHasi aHeMusl. BcTpevaloTest OT/iesIbHble MUIIIEHEBUIHBIE SPUTPOLIUTEI, a TaKkKe KJIETKH ¢ 6a30-
dunbHON nyHKTanmen. ConepkaHre pPeTUKYIOUUTOB U CBIBOPOTOUHOIO Kejie3a 0OBIYHO HOPMAJib-
Hoe. DneKkTpodope3 reMoriioOMHa BBISBISAET JABYXKPAaTHOE yBEIWYEHHE KOMMUYECTBA TeMOIJIOOMHA
A2, KOTOpOro mMpu 44-TajacceMuy M JPYTUX TMIIOXPOMHBIX aHEMHUSX HET. Y TOJOBUHBI OOJNBHBIX
MOXeT OBbITh TaK:ke TOBbIIIeH deTanpHblii Hb F.

[Mpubnu3uTenbHO Takue ke JIabopaTOpHbIe MPU3HAKU HAXOAST MPU MAaJIOW A-TalacCeMUM.
OnHako 3mmekTpodope3 reMorioOrnHa MaTolIoruy He BhisABIIsAeT. [is d-Tanaccemuu ¢ mopakeHuem 3
reHoB Iieret roduHa (6one3nr Hb H) xapakrepHo Hanmuuue B KieTkax remorioouHa H Ha ¢one
CHMKEHU I KOJTMUeCTBa reMoryioonHa A. J171s1 TOMO3UTOTHOM A-TalacCeMHU XapaKTepPHbI BRIPaKEHHAS
TUNOXPOMHAsI aHEMHUS], YBEJIMUYEHUE COIEPKAaHUSI PETHKYJIOLUTOB B KPOBU, HOPMOITUTO3, MHIIICHE-
BUJIHBIE SPUTPOLIMTHI U MX Oa3ouibHast myHKTanus. [Ipu snekTpodopese reMornoOrHa BbISBISIETCS
PEe3Koe CHIKEHHE WA OTCYTCTBHE reMOIIOOMHA A TIpH 3HAUMTENIBHOM YBeJTMueHUU remornoonHa F.
Kpome Toro, MoxeT ObITh YMEPEHHO YBEJIMYEHO KOIMYECTBO reMorioonna A?2.

HuddepeHnuajbHbIi JMATHO3 TAJIACCEMUU ITPOBOJUTCS C APYTMMU I'€éMOTUTUYECKUMU U
TUIIOXPOMHBIMU aHeMusiMU. B otmiaue ot JKJIA, y O0bHBIX TaJlacceMHel OTCYTCTBYIOT CHUHAPOMBI
CUAEPONEHNH, He CHKEHO COAepKaHKe KeJe3a U (peppuThHa B CBIBOPOTKE KPOBU U, HA00OPOT, HE
HaOJTIoIaeTCs yBeJIMUSHNE YPOBHSI HEHACHIIIIEHHOTo cuaepodurHa. B omimaue or Apyrux remosnu-
THUUYECKUX aHEMUH, MU TaJacCeMUSIX, 32 PEKUM UCKIII0YEHHEM, MIMEIOT MECTO TMIIOX POMHBIE MHK-
POLMTAPHBIE SPUTPOLUTHL. B TPYIHBIX Cilydyasx momoraet 31eKTpodope3 TeMOrJIOOUHOB, BBISBIISIO-
U UX aHOMaJIbHBIE (DOPMBI.

JIeuenue. bonpHbIE MabIMK TaJacCEMUSIMU B CHIELIMAJIBHON Teparuu He Hy:xpaaorcs. Jledye-
HUE OOJBIINX TAIACCEMUN BKIIIOUAET: TPaHC(Y3UHM SPUTPOLIMTOB TMOCIIE MHANBUILYAIBHOTO MOA00Pa
noHopoB 110 cucreme HLA, ipuem ¢osmeBoit KMCI0TH (JOCTaTOUHO 5 MI/CyT), BBelleHHe aecgepaia
BHYTpUBEHHO | — 2 r Ha Kaxpie SO0 MJI TOHOPCKOW KPOBH M aCKOPOMHOBOM KUCTOTHI (200 Mr/cyT),
CILUIEHIKTOMHUIO, JIEUEHHE OPraHHbIX IOPaKeHUH, CBSI3aHHbIX ¢ reMocuaepo3oM. [1pu nanmunn HLA-
COBMECTUMBIX JOHOPOB KOCTHOTO MO3ra MOJIOABIM OOJIBHBIM (10 16 JieT) MokeT ObITh MpoBeeHa
aJIJIOTeHHasl TPAHCIUIAHTAIIMS, TIOC/Ie KOTOPOU Oe3perauBHAs BBKUBAeMOCTh focturaet 80 %.

IIporno3 as OONMBHBIX MaJIBIMU (DOPMaMU TajlacCeMU OJTArOMPUSATEH, a JIJIi TOMO3UTOTHOM
a-TayacceMuu cepbe3eH. Ee OCHOBHBIMU OCIIOKHEHUSIMU, KPOME 3aMeIIEHHOTO Pa3BUTHSI peOeHKa,
SIBJISIIOTCS] MH(PEKIMH, B TOM YHCIe BUPYCHbIE renatiuThiBuC,ureMocuaepo3 BHYTPEHHUX OPraHoB,
CBSI3aHHBIN C MHOKECTBEHHBIMU IreMOTpPaHCy3HAMMU.
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5.2. AHEMHAN TP XPOHUYECKHUX 3ABOJIEBAHUAX

Omnpeneaenne. AHEMUIO, aCCOIMUPOBAHHYIO ¢ MH(EKIIMOHHBIMU U BOCIIAJIMTEIbHBIMU TIPO-
1IeccaM¥ ¥l OHKOJIOTHEH, Ha3bIBAIOT aHEMUEH X pOHUYECKOTo 3a00JIeBaHu s UM aHeMuel Ha (hOHe Xpo-
HUYecKoro 3aboseBanus. [loHauamy Ka3aaochk, YTO OHM CBSI3aHBI C HAPYIIIEHHBIM YCBOGHHEM JKeJle3a
yUYacTBYIOIIIMMH B BOCTIaJIeHUH Makpodaramu. O1HaKO MO3JHee MPOSBIIICS MYJIbTU(DAKTOPUATIBHBIN
reHe3 aHeMHM XPOHWYECKOrO BOCHAJIEHUSs, MPU KOTOPHIX NMOMUMO HApYIIEHUsI YCBOCHUS Keje3a
ObLIU e111e MTPE/ICTABIICHBI: a) YKOPOUYEHHE JUTUTEIbHOCTH KU3HHU SPUTPOLIUTOB; 0) CHUKEHUE B KPOBU
YPOBHSI 9pUTPOIOITHHA.

IlaTorene3. Co3naercs BeyaTieHUe, YTO BEAYILYIO POJib B IATOTeHe3€ STUX aHEMUI UrpaeT
TUNEPIPOAYKIIMS PA3TUYHBIX IIUTOKMHOB, TPEX/Ie BCEro (pakTopa HEKpPO3a OMyXOJH, UHTEPICHKH-
HOB 1 1 6, a Takke UHTep(EPOHOB &, A U 4. B 0CHOBE pa3BUTHSI AHEMUUYECKOTO CUHAPOMA ITPU aHEMUU
XPOHHYECKOTO 3200/IeBaHUS JIEKUT YMEHBIIIEHHE JUTUTEIbHOCTH )KU3HH SPUTPOIIUTOB U HEIOCTATOY-
Hasi KOMIIEHCATOpHAasl PeaKlvsl SpUTPOIN033a, YTO OOYCIOBICHO UHIMOMPYIOIIMM BIMSHUEM LIUTO-
KMHOB Ha PUTPONO33 U YyBCTBUTEILHOCTHIO SPUTPOUIHBIX KJIETOK-TIPEIIECTBEHHUKOB K PUTPO-
MO3THHY. YCBOEHHE Xke XKese3a SPUTPOUAHBIMU KJIETKAMU-TIPEIIIIECTBEHHUKAMHI MOXET ObITh He
M3MEHEHO WJIM HapyIleHO, YTO MOXKET SIBIATHCS JOTOMHUTETbHBIM (DAKTOPOM pa3BUTHSI aHEMUM.
OrTciona MOHSATHO, YTO U3 TOW I'PYNIIbI IOJKHBI OBITh MCKIIIOYEHBl aHEMUH, OOYCJIOBJICHHBIE 3aMe-
IIIEHHEM KOCTHOTO MO3Ta OITyXOJIEBBIMU KJIETKaMH, IOTeper KPOBH, 3a00IeBaHUIMU [IEUSHH, TTOYEK,
MOYEYHOW HEJJOCTATOYHOCTHIO U SHIOKPUHONATUSIMU, XOTSI MHOTHE U3 9THX 3a00JIeBaHUI TIO CBOEH
CYTHU TOXE XPOHUYECKHE.

PacnpocrpaneHHOCTh aHeMUli HA (pOHE XPOHNUYECKOT0 3a00J1eBaHusA. YUUTHIBAs OOJIb-
HIYIO PacIipOCTPaHEHHOCTh CPEAM HACENICHU I X POHIMUECKHX 3200 IeBaHNI BOCTIAIMTEILHOTO HITH OITY-
XOJIEBOTO TeHe3a, 3TH BHUIBl aHEMHUH BCTPEYAIOTCS JOBOJIBHO 4acTo. OCHOBHBIMU WX MPHUYUHAMMU
SIBJISIIOTCS: a) BCe XPOHUYECKUe MH(EKIUH; 0) XpOHUYECKHE HEeMH(EKIIMOHHbIE BOCIIAJIMTETbHBIC
3a00JIeBaHMs, B TOM YHCIIE PEBMATOMIHBIN apTPUT, peBMaTUYeCKast JIMXOPaKa, CUCTEMHAsl KpacHast
BOJTYAHKA, TSDKEJIasi TpaBMa, OKOTH, BACKYJIUTHI U JIP.; B) 37I0KAYECTBEHHBIE OITyXOJIU ¥ FeMOOIacTO3H;
I') AJIKOTOJIbHOE MOpaskeHNe TIeYeH ; 1) TsKenas cepedHast HeJOCTaTOYHOCTb; H AP.

Kiunnyeckne nposiBjieHusi y OOJbHBIX aHEMHEW M ee TSHKECTh B TONABJISIONIEM YHMCIIe
HaAOMIOICHUH 3aBUCST OT TSHXKECTH OCHOBHOM MaTojioruy. Yaiie Bcero Ha paHHUX CTaausIxX 3a0oJieBa-
HUSI IMEET MECTO JIerKasi, pexke — CpeJJHel TsKeCTU aHeMusl ¢ KosieOaHussMu rematokpura ot 0,25
10 0,4, 9T0 HanpsAAMYIO 3aBUCUT OT KOJIeOaHMI 00beMa IUPKYIMPYIOIeld KPOBH U 00beMa IIUPKYITHU-
pyioieii iasmbl. [Ipy BBICOKOM ypOBHE B KPOBU MHTEpEHKUHA 6 HA aHEMUIO X POHUYECKOTO 3a00-
JIEBaHUSI MOXKET HACIAMBAThCsl «aHEMUSI Pa3BEACHUSI».

JlaboparopHas auarHoctuka. s aHeMUM XPOHMYECKOTo 3a00JieBaHMs TUIIMYHO HOp-
MaJIbHOE WJIM CHWKEHHOE COJIepKaHWe PETHUKYJIOLMTOB B KPOBU. AHEMHUsI OOBIYHO HOCHUT HOPMO-
[UTAPHBIA 1 HOPMOXPOMHBIN Xapaktep, a B 23 — 50 % ciay4aeB MOXET ObITh MUKPOIIUTAPHOU U
runoxpomHoi. [locneqHuii CMMIITOM BCTpevaeTcs valiie, YeM MUKPOIMTO3 SPUTPOLIMTOB, U HEPEIKO
MOXET ObITh OJHUM U3 MEPBBIX MPU3HAKOB AHEMHUH XPOHMUYECKOTO 3a00JIeBaHMS.

Takske U1 aHeMUH XPOHUYECKOTO 3a00JIeBaHMsI XapaKTEPHO CHUKEHHE TIOKa3aTesisi CBIBOPO-
TOYHOTO KeJie3a B OTCYTCTBUE YBEJIMYEHHS WU JaXe TIPU HAJTMYUK CHYDKEHHUS OOIIeH jKee30CBsi-
3bIBAIOIIEH CITIOCOOHOCTH CBIBOPOTKU. [1pH 3TOM IMoKa3aTeb HachlleHusl TpaHcepprHa vallie Haxo-
JUTCS Ha CYyOHOPMaJIbHOM ypoBHe. CHIKEHHE CHIBOPOTOYHOTO JKejle3a OTMEUAETCsl B pAHHUE CPOKH
TSKEJIOro MH(EKIMOHHOTO MPOoIiecca 1 orepeskaeT pa3BUTHEe aHeMuH. B cBolo ouepenp, 3TO CoIpo-
BOK/IA€TCSI YMEPEHHBIM CHMKEHHEM B KOCTHOM MO3re uuciia cujepoonactoB (o 5 — 15 %) u yBe-
JIMYEHUEM IreMOCHIeprHA B Makpodarax. YpoBeHb (peppUTHHA, KaK MPABUJIO, TIOBBIIIEH, XOTS TPH
conytctByomei JKJIA, koropast Bcrpeyaercs B 20 % HaOMoAeHNIA, MOKET CTaTh OTHOCUTEJILHO HU3-
KHM.
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BaxHbIM mokazaresieM aHEMUHM XPOHUYECKOTO 3a00JIeBaHMs sIBJISIETCS] yBEIMYEHUE COepxKa-
HUS B KPOBH TaKUX OCTPO(ha30BbIX OENKOB, Kak (PMOPUHOTEH, 1epyIoia3MuH, ranroriaoout, CPb,
C3-KOMITIOHEHT KOMIUIEMEHTa U aMuion] A mpoTerH. YacTto y OONbHBIX aHEMHUEl XPOHHYECKOTO
3a00JIeBaHUS IMEET MECTO YBEJMUEHUE TYMOPHEK POTUIECKOTo (DaKTOpa, MHTEPIEHKUHOB 1 1/mitu 6
1 uHTEep(QepOHOB (TIpexke Bcero a-ua-uHrepdepoHoB). B To ke BpeMs ypoBHH albOyMUHA U TPaHC-
(beppuHa, Kak nMpaBUIIO, CHUKEHBDI.

Jquarso3 anHeMnu Ha (poHe XPOHUYECKOr0 BOCHAJEHUSI CTABUTCS IO JaHHBIM OTMEYEH-
HOTO BBIIIIE HApyILIEHUs] OOMEHa jKese3a, COYETAIOIErocs: ¢ OJHOM MJIM HECKOJIBKMMU U3 Tepeduc-
JIEHHBIX BBIIIIE TIATOJIOTHIl.

HuddepeHuaibHbIi JMArHO3, MPEXKIE BCErO, IPOBOIUTCS C KeJe304e(PUIIUTHBIMU aHe-
musimu. B ommmuume ot XKJIA, npu aneMuu XpoHUYECcKOro 3a0osieBaHusI Ha (pOHe CHYKEHHSI Colep-
JKaHUs kKejle3a B ChIBOPOTKE OTCYTCTBYET CHMKEHHE 3aIlacoB KeJie3a B PETHKYJIO3HIOTEINAIbHON
CHCTEME U CUIEPONIEHNYECKHA cuHApoM. Kpome Toro, ypoBeHb (peppUTHHA B CHIBOPOTKE KPOBH ITPU
3TUX BUJAX aHEMUIl, KaK IPaBUJIO, MOBBIILIEH.

Jleuenne. OCHOBOW Teparuy aHEeMHU, OOYCIIOBJICHHOM XPOHUYECKMMH BOCTIATUATETBHBIMU
3a00JI€BaHUSAMH, SIBJISETCS JIEYEHHE OCHOBHOW Marosioru. B Tom ciyuae, eciu u3-3a aHemMude-
CKOTO CHHJIPOMA TS’KECTh OCHOBHOTO MATOJIOTMUYECKOro MpoLiecca yCyryonsercs, T. €. YCHIMBAeTCs
TUIIOKCEMUS], 3HAYMMO CHMKAETCSI KaueCTBO JKU3HM, €CTh BCE OCHOBAHMSA [UIsl IPOBEIEHUS Tepa-
UM PEKOMOMHAHTHBIM 3pUTPONOITHHOM. CTaHJapTHAs cXema JIeueHHUsl ToIpa3yMeBaeT MpuMeHe-
HUE SPUTPOIIOITHHA (MpeKc, peKopMoH U ap.) 1o 30 ME 3 pasa B Henemo. [1pu 3ToM noBbliieHne
reMOorIo0rHa MOXKeET ObITh 3a(pUKCHpPOBaHO yike uepe3 3 — 4 Hen. Ecim ke apdexTa oT mpuMeHeHusI
SPUTPOIIOITHHA HET WM CHWKEHUE TeMOIJIOONHA I0CTUTaeT Kputrueckux 1udp (< 50 r/m), To mo
KU3HEHHBIM ITOKa3aHUAM CJIeyeT IPUMEHATh TPaHC(Y3UU IPUTPOLIUTAPHON MACCHI.
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5.3. MAKPOIIUTAPHBIE (MEI'AJIOBJIACTHBIE) AHEMHNN

Merano0nacTHble aHEMHUH TIPECTABISIOT cOOOW Tpymily 3a00JeBaHui, ISl KOTOPBHIX Xapak-
TepHBI CBsI3aHHbIE ¢ HapymeHueM cuHTe3a [JHK meranoOnacTHoe KpoBETBOpPEHHE W MaKpOIMTO3
KpoBU. B ocHOBe 3a00/1€BaHU JIEKUT HAPYIIEHHE €CTECTBEHHBIX MyTel CUHTe3a IypUHOB U MUPH-
MuaAuHOB U TopMmoxeHue JJHK-nomumepuzanuy. OCHOBHBIMY NMPUYMHAMM Pa3BUTHSI MaKpPOLUTAp-
HBIX AaHEMUI CUMTAIOTCS JePUIUT (PONKMEBOW KUCIOTHI U/WiM BUTaMuHA B 5.

dTnojorua u narorese3. Pons Buramuna B, 1 (posmeBoil KUCIOTH NOKa3aHa Ha CXeMe
5.1, U3 KOTOPOI BUJIHO, YTO HEJOCTATOK (DOJIMEBOU KUCIOTHI, M B YaCTHOCTHU S, 10-MeTmi-Terparua-
podonar-noauriayTaMaTa, puBOAUT K TOPMOKEHUIO MPEBPAILIEHUS I€30KCUYPUIMH MOHO(ochaTa
B JIE30KCUTUMUIMH MOHO(ocdaT U B pe3yasrare — Kk TopmoxeHuto cuaresa JJHK. B to ke Bpems
BUTaMHH B, ipsamoro yuactus B cuntese JJHK He nprHumaet. OHaKO OH HEOOXOAUM KJIETKE IS
IIPEBPAILEHNS] TOCTYIAILIETO U3 KUILEYHUKA S-MeTuI-Terparugpodosnara (poaueBon KUCIOTH) B
AKTUBHbIE KOSH3UMHBIE (DOPMBI, B TOM YMCJIE YIIOMSHYTOIO BBIIIE NOJIMITyTamMara.

X JIHK
.‘} A
| i
ﬂﬁg P ﬂl"ﬁTd) ﬂﬂél‘tb TTT®
nTAd
ATr® n1TM®
NoJurayramar 7
TT®
MOJMTIyTaMaT ~ T
] I - nYM®
Tr® NOJUrAyTamar
£ | j}METHDHHH
;FDMOHMCTEHH
5-metun-TIreo
. Knerounas mem6paHa
5-metun-TI'e
FAY ITnasma
JAVAVAVAVA\L (VAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAVAN
[InmeBou TOHKMIA KMILIEMHUK
¢onar

Cxema 5.1. Mecto ¢onueBoii KucaoTsl U ButamuHa B, B cuntese [JHK, cBsa3anHOe ¢ nipeBpa-
1ieHueM Jie3okcnypuanaMoHodocdata (1Y MP) B gezokcurumuanaMmonogocdat (1TMP) u nanee
ne3okcutumuguHangocdar (ITAD), nezokcutumuauntpudgocdatr (ITTP) u TumuauH:
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AI'® — puruapodonar; TI'® — terparunpodonar; tATO — nezokcuaneHo3uHTprdocdar;
al'T® — ne3okcuryanutununTpudocdar; sAllTP — nezokcuumruaunatpudocdar

HawubOonee vacroit mpuunHo# nedurmra (oTMeBOr KUCIOTHI SIBISIETCS HeaJleKBaTHOE TIOCTYTI-
JIeHWe ee ¢ MuIled, B TIepByl0 odepelb Ha (hOHe MOBBIIICHHOW moTpedHocTH. [locnenHsas umeer
MeCTO y OEpEeMEHHBIX KEHIIUH U KOPMSIIMX MaTeper, y ObICTPOPACTYIIHUX JeTel, 0COOEHHO B YCIIO-
BUSIX UCKYCCTBEHHOI'O BCKapMJIMBaHUs, IIPU FeMOJIN3€, HEKOTOPBIX BUJAX 37I0KAYECTBEHHBIX U BOC-
MaJMTeIbHBIX 3a00sieBaHNi (3KC(ONMMATUBHBIN epMaTuT, Ticopuas, 6o1e3nb Kpona u 1. 1.). [Ipyroi
NpuiIrHON Jedpurmra (ponrMeBOl KUCIOTBl MOKET OBITh HApYILIEHHE €€ BCACHIBAHUS B KUIIIEUHUKE
(6one3np KpoHa, cripy) u 1uioxoe ycBoenue. [locieqHee MOXET MMeETh MeCTO TPH JITUTEILHOM
MprueMe HEKOTOPBIX MTPOTUBOCYIOPOKHBIX (IUpeHnH, 6apOUTypaThl), IPOTUBOTYOEPKYIE3HBIX (ITMK-
JIOCEpYH), TIPOTHBO3AaYaTOYHBIX U MPOTUBOANAOETUYECKUX (MET(POPMUH) MPENApaToOB U aJTKOTOJS.
Hakoner, nepunut onreBoi KUCIOTH MOKET BO3HUKHYTh B Pe3y/bTaTe mprueMa OOIbHBIM MPSIMOTO
MHrHONTOpa AMruApodoNaTpeyKTa3bl — METOTpPEKCaTa.

OcHoBHOI TPUYMHON JedulMTa B OpraHu3Me BUuTaMuHa B, ciegyer cunrarh HapylieHue ero
BCACBIBAHUsI B KUIIIEYHUKE M3-32 HEJOCTATOYHOW BBIPAOOTKM kemayakoM (pakropa Kactna. IMocnen-
Hee MMEET MeCTO y OOJIbHBIX aTPO(PHUUECKIM TaCTPUTOM, C OITYXOJIBIO JKETy/IKa, a TAKKE MOKET ObITh
CJIEJICTBMEM paHee TMEePEHECEHHBIX TaCTPIKTOMMI U CEPbe3HBIX 3a00IeBAHMI TOHKOTO KHUINIEUHHKA.
Jpyroil npuuuHoi nedpunuTa BUTaMuHa By MOkeT ObITh HOCHTENLCTBO MIMPOKOTO JIEHTENa, KOTO-
PbIi MOTJIOMIAET STOT BUTAMUH B OOJIBIIIOM KOJIMUYECTBE. 3HAUMTENILHO pexe AepuuuT BuTamuHa B ()
BO3HUKAET M3-3a HEJIOCTATKA €ro B IIMILE, HAIIPUMEp, Y CTPOrux Bererapuatiies. Kpome toro, Hapy-
IIEH1Ee BCACBIBAHUSI U YCBOGHUsI BUTaMUHA B ), Kak 1 (poIreBO KUCIOThI, MOXET HaOMoOgaThCs Ha
¢done npuema npotusoryoepkyaesnsix (ITACK) u nporuBoanadetnueckux (MeTpopMuUH) mpenapa-
TOB, HEKOTOPBIX aHTHOMOTUKOB (HEOMUIIMH) U ajikorofisi. KparkoBpeMeHHOe CHUXEHHUE aKTUBHOCTH
BUTaMHHA B |7 MOXXHO HaOI01aTh B ClTyyae MPUMEHEHH 1 aHeCTe3MH 3aKHChIo a30Ta. HakoHell, y HOBO-
POXKIEHHBIX MErao0IacTHAS AaHEMUST MOXET BO3HUKHYTh U3-3a Ae(pUIIUTA B CHIBOPOTKE TPAHCKOOA-
jgomuHa II.

XOpoI1I0 U3BECTHO, YTO OCHOBHBIMU UCTOYHUKAMU (DOJIMEBOU KUCIIOTHI SIBJISIIOTCS JIMCThS pac-
TeHU#, a BUTaMUHa By — MPOAYKTH )KUBOTHOTO MPOUCXOKICHUS (MSCO, TieueHb, ppida). Bmecte ¢
TeM ero JOBOJIbHO MHOTO B CO€ U HEKOTOPBIX MOPCKUX BOAOPOCTAX (XUIKUKH, MOPCKasl Kamycra).
Hakownel1, oH MOXeT CHHTE3UPOBAThCSI MHOTUMHU MUKPOOPraHM3MaMU, B TOM YUCIIE HACEISIONIMMU
HAlll KMIIeYHHK. 3aracoB BUTaMuHa B, B oprannsme oObIYHO XBaTaeT Ha S — 6 JieT, a (horeBoil Kuc-
JIOTBI — HA HECKOJILKO MecsitieB. B xxenyike BuTamuH B, BBICBOOOKIAaeTCS N3 OETKOBBIX KOMIUIEKCOB.
Jlanee oH CBsI3bIBAETCS C YIOMSIHYTBHIM BbIIIE [TTMKOIMPOTEMHOM — BHYTpeHHUM pakTtopoM Kactna,
KOTOPbIV CHHTE3UPYETCS TAPUETATbHBIMU KJIETKAMH CIIU3UCTON 00O0IOUYKH KEYIKA. DTOT KOMIUIEKC
«ButamuH/paktop Kactia» coeaunsercs co crnienupuyeckuMy pelieriTopaMy B JUCTATbHBIX OT/Ie-
Jlax TOJB3JOIIHON KHUIIIKY, OTKYJa BUTaMUH B, MocTymnaer B MOpTajibHBINA KPOBOTOK B CBSI3U C €T0
OCHOBHBIM TIEpPEHOCUYMKOM — TpaHckoOaamuHoM I1. TIpu 3ToM BHYTpeHHU# (haKTOp B KPOBOTOK HE
MOCTYyTaeT.

Kunnnyeckasi kapTuHa. MeranoOnactHast Bip-nedunrHas aneMust BCTpedyaeTcst vaiie y
KeHIWH, 4yeM y MyxuuH (1,6: 1,0). Cpeanuii Bo3pact 60mbpHBIX — crapiie 60 set. [TockonbKy pas-
BUTHE OCHOBHOI Mpu4uHbl B)-neduiutHoi anHeMun — aTpopMuecKoro raCTputa — HOCUT ayTOMM-
MYHHBII XapakTep, 3T0 3a00JIeBaHUE YacToO coyeTaeTcs y OObHBIX C Ay TOMMMYHHBIM TUPEOUIUTOM,
6one3nbio [ peiiBca, UMMYHHBIM THITONIAPATHPEO30M, BUTHIIMTO, OOJIE3HBIO AJTMCCOHA U TMITOraMMa-
I00yIMHEMEEH. 3aMeueHo TakkKe, YTO 3Ta aHEMHSI MOKET OBITh y/IEJIOM JIMI, UMEIIIUX TPYIITy
kporu II (A), roiayOsle m1a3za, ¥ OOBIYHO COIPOBOXK/IACTCS PAHHUM TOCEIeHUEM. Y OOJBIIIMHCTBA
60nbHBIX B)-neduiuraeivm anemusivu (10 90 %) MOryT ObITH OOHAPYKEHBI AHTUTEJA K TTAPUETAITb-
HBIM KJIETKaM CJIM3UCTOM JKeJTyJKa, y MOJIOBUHBI — K BHYyTpeHHeMy (aktopy Kactina. C ogHo#l cro-
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POHBI, OHM MOTYT IIPEMSITCTBOBATh CBA3BIBAHMIO BUTAMUHA B |» ¢ BHyTpeHHUM (pakTOpOM, C Ipyrou —
MPENATCTBOBATh €r0 BCACBIBAHUIO B TIOJIB3/IOUIHON Kulllke. CieyeT Takke 3aMeTUTh, YTO aHTUTENa
K BHyTpeHHeMy ¢aktopy Kacmia ains Bir-nepuuuTHbIX aHEMUiT ABIAIOTCA crieUUpUIecKUMHU, B TO
BpeMs Kak aHTUTENA K MapUeTaIbHBIM KJIETKaM KedyJKa Yy YacTH MOXHIIBIX JKEHIIWH MOTYT OBbITh
OOHapyXeHbl 1 B OTCYTCTBUE AaHEMUH.

Knuanueckas cumrntomarka y 00bpHBIX B jo-1eduiinTHON aHemuell pa3BUBaeTcsl MeJIEHHO.
Jls1 Hee XapaKTepeH aHEMUYECKUI1 CUH/IPOM, CUMITTOMBI IOPAKEHU S KETyA0UYHO-KUILIEYHOIO TPaKTa
U, pexe, HEPBHOW CUCTEMBI B BUJIE TaK Ha3bIBaeMOro (pyHUKYJIsipHOro muenosa. [lo onucanuio U.
A. Kaccupckoro, KIMHUYECKasi KapTHHA CUHPOMA CKJIA/IBIBAETCA W3 COYETAHUW CIIACTUYECKOTO
CIIMHAJIBHOTO Mapajnya U TaOeTHUECKUX CUMITOMOB. K mepBbIM OTHOCATCS: CIACTUYECKUHA Mapa-
nape3 C IMOBBIIIEHHBIMU pedieKcaMu, KJIOHYCaMHU U MaToJIOrMYecKuMu pediekcamu baduHckoro,
Poccomumo, bextepeBa, Onnenreiima. K cumntomam, CUMYIMPYIOLIMM CIMHHYIO CYXOTKY («IICEB-
notabec»), OTHOCATCSI MapecTe3uy (OUIyILEHUE MON3aHUs MypallleK, OHEMEHUE AUCTAIBHBIX OT/Ie-
JIOB KOHEYHOCTEH ), OMOSICHIBAIOIIME OOJTU, TUTIOTOHUS U MOHMXKEHNe peIeKCOB BILUIOTH 10 apediek-
CUM, HapyIIeHre BUOPAIIMOHHON U ITyOOKO YyBCTBUTEIBHOCTH, CEHCOPHASI ATAKCH S 1 pACCTPONCTBO
(DyHKIIMM Ta30BBIX OPraHoOB. Y OOJIbHBIX MOTYT ObITh pa3jMuHble TICUXUYECKUE HapyLIeHUs, KOTO-
pble BapbUPYIOT OT JIETKOM Pa3IpaXuUTeIbHOCTH A0 IITyOOKOW JeMEHIIMH U BBIPAKEHHOTO IMCHUX03a.
OnucaHpl Takke peAKue ciaydau aTpoduu 3pUTesbHOrO HepBa. HeoOXonmumo 3aMeTuTh, U4TO BhIpa-
JKEHHOCTb MCUXUYECKUX HAPYIIEHUI Y OKUIIBIX OOJIBHBIX ¢ AepUMTOM BUTaMuHa B |, MOXeT uMeTh
CaMOCTOATEJIbHOE, HE CBA3aHHOE C aHEMMEN 3HAu€HHE U XOPOILO YCTpaHseTcs Ha (pOHE Teparnuu
BUTaMHHOM B 5.

[opaxeHue KeayI0uyHO-KUILIEYHOTO TPaKTa MpOsBIsAET ceOsl HENPUATHBIMHU OIIYHIEHUSAMU
(kKeHHMe) U OOJISIMU B S13bIKE, TOSIBJIEHUEM OOJIE3HEHHBIX TPEILLMH B YITIy PTa, CHUKEHHEM allleTuTa,
axXMIMYECKMMU TTOHOCAMU, IOXYJaHUEM. Y TaKMX OOJBHBIX MOXET ObITh BBISIBJICH aHTYJISIPHBIIA CTO-
MAaTuT, sIPKO-KPAaCHbIi, ¢ aTpO(PUPOBAHHBIMHU COCOUKAMM, «JIAKUPOBAHHBIN» 1 OOJIE3HEHHBIN S3bIK,
Ype3BbIYAiHO UyBCTBUTEJIbHBIN K Topsiuell v Kucioi nuie. ViHoraa onpezaensercs renaro- v cruie-
HoMmerasusi. [ToCKo/IbKy OOJBIIMHCTBO 9TUX W3MEHEHMH KeTyAOYHO-KHUILEYHOTO TPaKTa CBSA3AHO C
HapyieHueM cuHte3a [JJHK B ciM3ucToM snuTenu, OHM MOTYT B TAaKOM ke Mepe HaOMoaaThCs U MpH
(ponmeBonepUIMTHBIX aHEMUSIX.

Uro kacaeTcss aHEMHUYECKOro cuHIpoMa npu Bo— 1 (onueBoaepuIUTHBIX aHEMUSIX, B HEM
HeT Hu4ero ocodeHHoro. Kak u apyrue OosnbHble aHeMUed, 3TU OOJIbHBIE TIPEABSBIISAIOT Kaao0bl Ha
o0I111y10 c1adoCTh, YyTOMJISIEMOCTD, TOJIOBOKPYKEHHE, IIIyM B YIIax, cepauedueHue, O0au B cepaie
Y OfBIIKY MpH pusnueckor Harpyske. [Ipy ocMoTpe, mOMUMO ONeTHOCTU, MOKET ObITh OOHApY-
’KeHa HEKOTOpast JKeJTYIITHOCTb KOXKH U CKJIep, CBsI3aHHAsI KaK C BHYTPUKOCTHOMO3TOBBIM I'€éMOJTM30M
10X0 TU(GEPEHIMPYIONIMXCS HOPMOOIACTOB, TAK U C YKOPOUEHHEM MPOAOIKUTEIBHOCTH KU3HU
MAaTOJIOTMYECKU U3MEHEHHBIX IpUTPoluTOB. [lynbe, Kak mpaBuiio, yacTeiil. Pazmepsl cepana yme-
peHHo yBenuueHbl. [Ipu aycKybTaluy Ha BEpXYIKe cepliia OnpeensieTcs] CUCTOTMYECKUH 1y M.

Jla6opaTopHasi imarsocTuka. [[narHos Merajo0lacTHBIX aHEMUI CTaBUTCSI HA OCHOBAHUH
KJIMHUYECKOT0 aHaIN3a KPOBH, ITYHKTAaTa KOCTHOT'O MO3ra M OMOXUMHUYECKOT0 OMpe/Ie/IeHHs B KPOBU
nedunmra ButamuHa B, u/umi onueBoir kucaothl. [TockobKy maroreHeTuYeckre MeXaHU3Mb
HapyIIeHus1 reMorno33a npu Bo— u ¢onueBoaeUIUTHHIX aHEMHUSIX UMEIOT MHOTO OOIIIEro B IUIaHe
octaHoBkM cuHTe3a [IHK, aHanm3pl KpoBU M KOCTHOTO MO3ra MPU HUX MPAKTUYECKU HEOTIMUMMBI.

Tak, nyis1 06enx aHeMuil XapaKkTepeH MaKpOILUTO3, TOYHEee MAaKpOOBAJIOIMTO3 (CM. IIB. BKIL,
puc. 5.3), MOWKWIOLUKMTO3, HAJIMUME B KPOBU MOJIOMAHHBIX KJIETOK, a TaKXke PUTPOLIUTOB C OCTaT-
kamu szep (tensiia Ko u konbua Ka6o). KomuectBo peTukynonutoB cHukeHo. [lomumo ane-
MUM XapaKTePHBI JISHKOTIEHHUS 1 TPOMOOILIMTOIIEHHS], YKa3bIBatolue Ha octaHOBKY cuHTe3a JJHK u B
IPaHyJIOLUTAPHOM, ¥ B MErakapuoluTapHOM pocTKax. [IpsiMbIM OTpaxeHreM 3TOro SIBJISAETCs Hau-
Yrie B KPOBU T'MIIEpPCErMEHTUPOBAHHBIX (O0Jiee 5 sIepHbIX CErMEHTOB) HEHTPO(MUIIOB, a TAKKE TOSIB-
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JIeHUE B KPOBH TMTAHTCKUX MAJIOYKOSIEPHBIX HEUTPODUIIOB U METAMUEIIOIUTOB. Y MHOTUX OOJTBHBIX
B KPOBH OOHAPYKUBAIOTCS Jake MErajo0IacTbl, KOTOPbIE TIOCTYMAIOT B IIUPKYJISIIAIO U3 0YaroB KC-
TpaMeqyJIIPHOTO KPOBETBOPEHM S B TICUEHU U CeJIe3eHKeE.

[TyHKTAT KOCTHOrO MO3ra OOHAPYKUBAECT BBIPAKEHHYIO THUIIEPIUIA3UI0 SPUTPOUTHOTO POCTKA
C MeraJio0JIaCTHBIM THUTIOM KPOBETBOPEHUS M CO CMEIICHUEM COOTHOIICHUSI MEXIY MHUEJIOUIHBIMU
Y 9PUTPOUIHBIMU KJIETKAMHU B CTOPOHY MOCeTHUX. Pa3BuBaionmecs B yCIOBUSIX OCTAaHOBJIEHHOTO
cunte3a JHK merano6mactsl 06Hapy:KMBAIOT OTYETIIMBBIA ACHHXPOHU3M B CO3PEBAHMU SIIPA U ITUTO-
1a3mMbl. B 4acTHOCTH, B SpUTPOUTHBIX KJIETKAX COXPAHSETCS HEXHasl CTPYKTypa XpOMaTHHA, B TO
BpeMs Kak IUTOIIa3Ma CO3peBaeT M HaKarUIMBaeT TeMorIoOnH, Kak 00bdHO. Kpome Toro, co3pe-
BaIOIVe IPUTPOUTHBIC IEMEHTH OOHAPYKHMBAIOT TAKWE HEOOBIYHBIC YEPThl AUCILIA3UH, KaK MHO-
rOsIIEPHOCTh, MUKPOSIAPA, MEKbsIIEPHbIE MOCTHI, a Takke Tesblia Ko, YacTs MeTaMueolnuToB
MMeeT IMraHTCKK1e pa3Mepbl. MerakapuoluThl, Kak IPaBUIo, UMEIOT IMIepCerMEHTUPOBAHHBIE sIpa
Y JIOBOJTbHO HEKHBI XPOMAaTHH.

[Tpu OMOXMMUYECKOM HCCIICOBAHUM MOXET OBITh BBISIBJIEHO TMOBHIIICHHOE COACpKaHUE B
CBIBOPOTKE HECBSI3aHHOTO OWJIMPYOMHA WM JIAKTATACTUAPOTeHa3bl MPU HOPMAILHOM CONCpPKaHUU
xese3a v peppuTHa. YpoBeHb BUTaMuHa By nin/u onueBoil KUCIOThI, KaK MPaBUIO, CHUXKEH.
BcnomorateibHBIM TECTOM Ha HaJIM4Me B opraHu3me Aeduirra BUTaMuHa B » MoxeT OBITH orpe-
JeJieHue B MOYe COZIepPKaHUs METUIMAJIOHOBOM KHCIIOThI, KOTOpoe B ciydae B jr-nedurra Oymer
YBEJIMYEHO.

HucdcdepeniuaibHbIA JUArH03 aHeMUi, CBI3aHHbBIX ¢ HapyleHueM cuHte3a JJTHK, npexne
BCErO clie/lyeT MPOBOAUTD C alyIACTUYECKMMU aHEMUSIMU U MUEJIOAUCILIIACTUYECKMM CUHpoMOoM. B
OTJIMYKE OT arUIaCTUYEeCKUX aHeMHUU, KOCTHBI MO3T OOJIbHBIX MEraJIoONIacTHHIMKM aHeMUsIMU Oorat
KJIETOUHBIMU 3JIeMEHTaMU ¥ OOHApyXKMBaeT MerajoOacTHOe KpoBeTBopeHue. Kpome Toro, Takue
aHeMMHU, KaK MPaBUJIO, XOPOILO MOAAATCS TEPANUU BUTAMUHOM B () n/unm ¢oimeBoil KUcaoTou,
0 YeM CBUJIETEIbCTBYET OBICTPHIN MOIBEM PETUKYIOIMTOB B KPOBU, UTO MPU AIJIACTUYECKUX aHe-
MUSIX He HaOmoaaeTcs. B omimure oT MakpolMTapHBIX pepakTepHbIX aHEMUIA, KOTOPBIE MTPEICTaB-
JSI0T co0oi yacTh Muenoauciiactuyeckoro cuaapoma (MIIC), npu B r-u donmeBoaepuumTHbIX
aHeMUsIX He 0OHapyxuBaioTcs cBoiicTBeHHbIe MIIC XpOMOCOMHbBIE HApPYITIEHUsI, HATPUMED JAeIeIus
YacTU AJIMHHOIO IUIe4a XPOMOCOMBI J.

Jleuenne 6obHBIX B)— min ¢omreBoaepuIMTHEIMU aHEMUSIMUA C PABHBIM YCIIEXOM MOKET
MIPOBOAMTHLCS U B aMOYJIaTOPHBIX YCIIOBUSIX, M B cTaiioHape. [1pu 3Tom cienyer umets B BUAY, UTO
Ha3HAYeHHE BUTAMUHOB ITPY METaJI00IACTHBIX aHEMUSIX JI0 MOTyYeHUsI CTEPHATBHOM MyHKIIUH HeTrpa-
MOTHO. [[e/i0 B TOM, YTO XapakTepHOe ISl HUX Merajio0lacTHOe KPOBETBOPEHUE MOXKET UCUE3HYTh
yke Mocie OQHON MHBEKIIMU BUTaMuHa B, 4T0 KpaiiHe 3aTpy/aHseT ¥ IOCTAaHOBKY IMarHo3a, U Aajib-
Heililee jiedyeHrue OObHBIX.

Hns nedenus: Bi,-aeuimMTHON aHEMUM MOKHO UCIIONb30BAaTh JIBE JIEKAPCTBEHHBIE (DOPMBI —
[IMaHOKOOAJIAMUH U OKCMKoOaaMuH. [1py oTCyTCTBUM KJIMHUKHY (hYHHUKYJISIPHOTO MHUEJI03a BUTAMUH
By, BBOauTCs B 103e 250 — 500 MKr/cyT, a MpU HAJIMYUKM TAKOBOTO (UTOOBI MPEOOIETh TeMaTOIH-
nedanmieckuii 6apbep) pazoBas no3a yBenmmuuaercs 10 1000 mxr. [Tepeoie 7 — 10 nHel npenapart
BBOJIUTCS €XEeHEBHO, 3aTeM | — 2 pa3za B He/eNMo 10 MOJTHOM HOpMasIM3allui TeMaTOJIOrMYeCcKUX
nokazaresieil. OIHUM U3 paHHUX MPU3HAKOB 3(P(HEKTUBHOCTU MPOBOAUMON TEPAITUU CUUTAETCS YBe-
JIMYEHHE CONIePKaHKs PETUKYJIOLUTOB B KPOBH, KOTOPBIE B TIEPBYIO HEJIEITIO JIEUEHU s ONPeIeIsIIoTCs
peryisipHo. [Ipu JocTHKeHUH KJIMHUKO-TeMaToiornueckoro apdexra ButaMuH B 15, ¢ 11esbio co3a-
HUS1 JIeN0, BBOJUTCS IOTIOJTHUTENHHO ellle B TeUeHue ABYX Heflelb. [aee, eciu mpuynHOM edpuiuTa
BuTamMuHA By y 60bHOTO OBUT aTPOUYECKUI TACTPUT WM TaCTPIKTOMUS, €My MOKa3aHa TIOKHU3-
HEHHas MoJIepKMBaloIasi Tepanusi BUTaMuHoM B 1o B mo3e 250 mkr/mec. Eciu momkabiid 3¢ gekTt
MY BBeJICHNU BUTaMUHA B 1, OTCYTCTBYeT, Ga3ucHast Teparusi MOKET ObITh IOTIOTHEHA Ha3HAYEHHEM
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MaJIBIX JI03 MPEJHU30JI0HA, YTOOBI YCTPAaHUTh HEUTpaIU3ylollee BUTAMUH BJIMSIHUE aHTHUTE, BbIpa-
OaTbIBaeMbIX Ha €r0 BBE/ICHHE.

s neuenust ponreBoaePUIIMTHON aHEMUH UCTIONL3YIOT (QOJTMEBYIO KUCIIOTY B j103¢ 15 mr/
CYT, 3(p(PeKTUBHOCTb KOTOPOM TaKe KOHTPOJMPYETCs MOBBIIIEHUEM PETUKYJIOLUTOB KpoBU. CHa-
yaJjla OHa JIaeTcsl 10 HOPMAJIM3AlMK KJIMHUKO-TEMaTOJIOTMYECKUX MOKa3aTesel, a 3aTeM B TeUeHHe
JBYX HeJleNb TS CO3/IaHKs HEOOXOIMMOTO 3araca B opranu3me. [10604HbIX 3h(PeKTOB Tepanuu, Kak
npaBuio, HeT. [Iporuo3 3aboseBaHKs XOPOIIINI.
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5.4. AINTACTUYECKUE AHEMNN

[Tox anyactyeckoil aHeMHel MOHUMAIOT TaKOe COCTOSIHWE KPOBETBOPEHUs, KOTOPOE Xapak-
TepU3yeTCsi HAIMYMEM B KPOBH MAHIUTONEHUN (aHEMUH, JICWKONEHUH M TPOMOOLIMTOIIEHUHN) TIPH
pa3HOH CTEeNeH! BhIPaKEHHOCTH IMITOIIIA3UM WIIM arlla3uu KocTHoro mosra. ITo mpupone cBoeil oHa
MOXET ObITh BPOXJIEHHOHN WM MTPUOOPETEHHOM, TI0 TeHe3y — MUEJIOTOKCUYECKOW MJIM UIMMYHHOM, a
10 TEUEHUIO — CPEIHEN TSKECTHU, TSKEJION U CBEPXTSIKENION. AIIaCTUYECKUE aHEMUU BCTPEYAOTCS
c vactotont 1 — 3,5 cinyuas Ha 100 Thic. HaceneHus.

5.4.1. Bpoxkaennas anjiactuueckas aneMusi (PaHKOHHU)

[TpumepoM BpOKICHHOW arjlaCTUIeCKON aHEMHUU MOXeT ObITh anemust Pankonu. OHa Haclie-
JyeTCs TI0 Ay TOCOMHO-PELICCCUBHOMY THITY U U3-3a Hapyenus cuate3a JJHK conmpoBoxaaetcst MHO-
’KECTBEHHBIMHU CJTyYalHBIMH ITOJIOMKAMK XPOMOCOM, SHIOPEIYIUTMKAIMEH TeHOMa U X POMATHIHBIMU
0OMEHaMH.

Kunnnyeckasi kaptuna. bosesns nposiBisier cedst paHo. B kiMHMKe, Hapsiay ¢ HapylieHHeM
KPOBETBOPEHUS U CBSI3aHHOW C HUM aHEMUEH, MOKET ObITh Pa3HOM CTENEHN BHIPAXKEHHOCTH reMOop-
paruyeckuil auare3, OObsICHUMBIN TPOMOOIIUTONICHUEH, a TAKKE TOBBIIIICHHAS] YYBCTBUTEIBHOCTD K
MHGEKIUAM U3-32 TPaHyJIOIUTONEHUH. DTO MPOSBIIsSIETCs Ha (pOHE pa3TMUHbIX JIe(heKTOB Pa3BUTHUS
ckesieta (MUK poriedausi, OTCYTCTBUE JTy4eBOW KOCTH U OOJIBIINX MaJIbEB KMCTH, MaJIEHbKUI pOCT),
BPOKJIEHHOW TUIOILIA3KMHU TTOYEK, TUITIOTOHAIM3Ma, TMIIEPITUTMEHTAIIMN KOXHU U T. JI.

HauGornee cepbe3HBIMEU OCTOKHEHUSIMM AIUIACTUIECKOM aHEMHHU SIBJSIOTCS MH(EKIIMOHHBIE
OCJIO)XHEHHsSI M TeMOpparuvecKuid auare3, KOTOpble CHUJIbHEE BBIPAXKEHBI MPU TsDKEION (opme
00JIe3HH, U B TIEPBYIO OYepe/ib TPeOyeTCs: X KOPPEKIHUSL.

JlabopaTropHas AMarHOCTUKA. AHAJIM3 KPOBU OOHAPYXUBAET AaHEMUIO, TPOMOOITUTOTICHHIO
Y TPaHYJIOIMTOIIEHHIO PA3HOM CTENIEHH BBIPAXKEHHOCTH C YBEJIMUYEHHEM OTHOCUTEILHOTO COfIEPKAHUS
JUMQOITUTOB M, BO3MOXHO, IIa3MaTHYECKUX KJIETOK. AHEMHUsI HOCUT SIBHBIN MMIIOpEreHepaToOpHbIN
XapaKkTep ¢ YMEHbBIIIEHHBIM KOJIMYECTBOM PETUKYJIOIIUTOB.

ITyHKTaT KOCTHOTO MO3ra CKYJHBII M MaJIOKJIETOUHbINA. B TpernaHartax KOCTHOMO3rOBbIe hpar-
MEHTbI O€/THbI KPOBETBOPHBIMHU 3JIEMEHTAMHU, U O0JIee TPeX YeTBEepTel MX 3aMellleHbl )KUPOBOM TKa-
HbBI0. B GOJIBIIMHCTBE YYaCTKOB MaJIO U IPaHyJIOIMTAPHBIX, U SPUTPOUIHBIX, U METaKapUOIIMTAPHBIX
9JIEMEHTOB, a JOMHUHHUPYIOT JTUMQOIMTH U TUIa3MaTHUECKUe KJIETKA. BMecTe ¢ TeM MoOryT BCTpe-
YaThCsl MECTA HOPMAJIbHOM KJIETOYHOCTHU C BhIPAKEHHBIMU JTUM(POUIHBIME (DOSUTUKYTAMH.

Jnarno3 anemuy DaHKOHM MPEIIoNaraeTcsi Mpyu HAJTMYUKM B KJIMHUKE OTMEUYEHHBIX BBIIIE
COMATHUYECKHMX HAPYIIIEHUH, KOTOPbIE COYETAIOTCS C PA3BUTHEM MAHIIUTONICHUU KpoBU. OH MoATBEp-
KIaeTCs TAaHHBIMU TPEMaHOOMOIICHU KOCTHOTO MO3Ta, a TAKKe pe3y/IbTaTaMH €r0 IIMTOreHETUIECKOTO
UCCIIeZIOBaHMsI, KOTOPbIE BBIABIISIOT allIa3uio KPOBETBOPEHHUsI M XapaKTepHbIe 17151 aHeMUd DaHKOHU
MHOKECTBEHHbIE HAPYIIEHHUS] XPOMOCOM. Pelaioimm JIjisi TOCTAHOBKY JIMarHO3a SIBJISCTCS aHAJIU3
XPOMOCOM TIOCJIe KYJIbTHBUPOBAHUS KJIETOK C JMUIMOKCUOYTAHOM WJIM MUTOMHUIIMHOM C, KOTOpBIE
BBI3BIBAIOT B 3TUX KJIETKAX MHOXECTBEHHbIC MHYIIMPOBAHHBIE MyTAIIUH.

N pepeHnuanbHbIN JUATHO3 CIICTYeT MPOBOIUTD C IPYTMMU BPOXKICHHBIMU arliacTHYe-
CKMMH aHEMHUSIMH, B YACTHOCTH aCCOLIMMPYIOIMMUCS C BPOKICHHBIM TUCKEPATO30M KOKH, HapyIIe-
HHEM POCTa BOJIOC U HOrted. IIpr 3TOM MOTyT OBIThH €llle TeJeaHMIKTA3UK Ha Tesie, HAOMOIaThCs
pe3Koe BhINaeHIe BOJIOC U HAPYIIIEHHUE MOTOOTACIEH . Y TaKuX OOJBHBIX MOXET ObITh U YMCTBEH-
Hast OTCTAJIOCTh, HO XPOMOCOMHbIE HAPYIIICHUSI KPOBETBOPHBIX JIEMEHTOB JIJIs1 HUX HE XapaKTEePHbI.

JleueHne BpOXKICHHON aryIaCTUYECKON aHEMUH BKJTIOUAeT TPAHC(Y31H IPUTPOLIUTOB U TPOM-
OOLIMTOB U MPODUIAKTHIECKOE BBe/icHUe fecdepalia Win SKCUIKaaa. B ciiyyae BTOpUYHON UMMY-
HU3AIMK OOJIBHOTO Ha (hOHE reMOTpaHCQy3Hii MOTYT ObITh UCIIOB30BAHBI TTIOKOKOPTUKOM/IBI M ITHK-
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noctiopuH A. HeKOTopbsIM OOTbHBIM MOXKET ObITh MpeIokeHa CIIeHIKTOMUs. OTHAKO paAuKaIbHBIM
criocodoM JieyeHus: aneMuu PaHKOHU OCTAeTCs TPAHCIIAHTALMS KOCTHOI'O MO3Ta CO BCEMHM BbITEKa-
IOIIMMU U3 Hee MONTOKUTETbHBIMUA U OTPULIATENIBHBIMU MOCIIEICTBUSIMH.

IIporuo3 npu 3tom 3a6oeBanuu Tsokensiil. [IpubmusurensHo y 20 % OonbHBIX OONE3Hb B
teuenue 5 — 10 et MmoxeT TpanchopmupoBathesi cHadyana B MJIC, a motom B ocTpblii HemuM¢poO-
JIACTHBIN JIEHKO3.

5.4.2. IlpuoOpeTeHHbIEe aniacTHYECKHEe aHEMHIH

Boigensior e (popmbl MPUOOPETEHHBIX AIUIACTUYECKUX AHEMHIA: MUEAOMOKCUMECKYIO W
UMMYHHYIO.

tHouaorus. [1osBaeHNI0 MUETOTOKCUYECKON (hOPMBI TPUOOPETEHHOM aIlIaCTUYECKOl aHe-
MUH COCOOCTBYIOT: paualvsl, HUTOCTATUKH, MHCEKTULIU/IbI, MBILIbSIK, OPraHUYECKHE PACTBOPUTEIIH
u JAT. B To ke BpeMs UMMYHHbII MEXaHU3M MOBPEXKIAECHUS KOCTHOMO3IOBOTO KPOBETBOPEHUS
[IPOCMaTpUBAETCs MPU AEHCTBUM Ha KJIETKU TaKUX JIEKApCTB, KaK JIEBOMULIETUH, CYIb(aHUIaMUIbl,
HEKOTOpbIe YPOCENTUKU M COJIM 30J10Ta. Kpome Toro, oH sIBHO MPUCYTCTBYET MPH BO3HUKHOBEHUU
arIacTMYecKol aHeMun y OonmbHBIX remarutamu (A, B m C), nepeHecmmx BUPYCHYIO MH(EKIHIO
SnmreiiHa — bapp, y OepeMeHHbIX U T. 1.

IIaTorene3s. B ocHOBe pa3BUTHS alUIACTUYECKUX AHEMUU JIEXKUT PE3KOE YMEHBILIEHHE B KOCT-
HOM MO3re KOJIMYECTBA MOJUITIOTEHTHBIX CTBOJIOBBIX KJIETOK M HECIOCOOHOCTb MX MJTH CTPOMBI 0Oec-
MIEYUTh MOJHOLEHHBIN reMoro33. B yactu cirydaeB 9T0 MpOUCXOIUT U3-3a IPSMOTo MOBPEXKAAIOLIETO
JENCTBHS HAa CTBOJIOBBIE KJIETKM HEOJIAronpUATHBIX (haKTOPOB BHEIIHEW Cpejibl WM LIUTOCTATUKOB,
B YaCTH — Yepe3 UMMYHHbIE MEXaHU3MBbI. B J11000M citydae HeJOCTaTOYHOE KOJIMYECTBO B KOCTHOM
MO3re MOJMIIOTEHTHBIX CTBOJIOBBIX KJIETOK MPHUBEAET K HEAONPOLYKIIMU KPOBETBOPHBIX JIEMEHTOB
BCEX POCTKOB U YPOBHEW CO3pPEBaHMs, K 3aIyCTEHUIO KOCTHOrO MO3ra (CM. LIB. BKJIL., pUC. 5.4) U K
Pa3BUTHIO MAHLIMTONIEHUN KPOBH.

Kinnnveckas kapruHa. KivHuueckue nposiBiieHUsl alulaCTUYeCKO aHEMUM MOTYT ObITh
Pa3IMUHBIMUA. B HEKOTOpPBIX ClTy4yasiX OHa BO3HUKAET OCTPO U OBICTPO MPOrpeccupyer, B APYrux —
3a00JIeBaHUE TeYeT OTHOCUTEJIBHO CIIOKOWHO. Ha rnepBoe MecTo B KJIIMHUYECKON KapTUHE BBICTYIIAET
aHEeMUYECKUI CHH/IPOM. BosbHBIE XkalyloTcss Ha OOmIylo c1aboCTh, ONBIIIKY, CepAleOreHrne U Ha
TUIOXYIO TIEPEHOCUMOCTh (PU3NYECKUX Harpy3oK. YIIIyOneHue TPOMOOIMTONIEHUH MOXET PHUBECTH
K MOIKO’KHBIM KPOBOU3JIMSAHUAM, KPOBOTOUMBOCTH JJECEH, MEHOPparusM U NOBTOPHbIM KPOBOTEUe-
HHSIM CO CTOPOHBI CIM3UCTHIX 00osoveK. [1posiBienneM riryOboKoi HEUTPOIIEHUH MOTYT OBITh pely-
AUBUPYIOLIME UH(EKIMHY, BKJIIOYask aHTUHY, CTOMATUT, THEBMOHMIO, TAPAIIPOKTHT.

B aHanm3e KpoBM BBISABIIAETCS HOPMOXPOMHAs aHEMUSI PA3HOM CTENEHH BbIPA)KEHHOCTHU U CHU-
’KEHHOE KOJIMYECTBO PETUKYIOUMTOB. KomuecTBoO JIEMKOLIMTOB HUKE HOPMBI 32 CYET YMEHBILIEHHUS
YHCIIa TPaHYJIOLUTOB. B TSKETbIX Cllydasx MOXeT ObITh arpaHyJIonUTO3, aOCOMIOTHAST MOHOLIMTOIE-

HUs 1 MMponenusi. KonrdyecTBo TpoMOOIIMTOB CHUKEHO, B TSKENbIX cinydasix 10 20 % 10° u Huxe.

Junarno3. Mpicib 00 armiacTUYecKod aHeMHM JOJDKHA BO3HUKATh Y Bpaya MpU HAJTMYUH
y OOJIBHOTO KJIMHUYECKUX TPOSIBJICHUI HEAOCTATOYHOCTU SPUTPOUIHOTO (aHEMUSI), MEraKapuoLH-
TAPHO-TPOMOOIIMTAPHOTO (reMOpparMueckuii 1uare3) M IpaHyIoOUUTApHOrO (MH(MEKIMN) POCTKOB
KPOBETBOPEHMS, a TAaKK€ OTMEUEHHbIX BbIILIE U3MEHEHMI KpoBH. [1OCKONBKY IMyHKTAaT KOCTHOTO
MO3ra Y MHOTUX OOJIbHBIX aIUIACTHUECKMMU aHEMHUSIMU TIOTYYUTh HE YAAETCs, aIeKBATHBIM METOIOM
JIUArHOCTUKM CUUTAETCs TpernaHoouorncust. [TocnenHsist BhISBISAET BhIPAXEHHYIO arljla3vio KPOBETBO-
peHus ¢ 3aMeleHreM OOJIbIIel YacT KOCTHBIX (pparMeHToB (> 75 %) upoBoil TKaHbo. B 60Ib-
IIMHCTBE aHAJIM3UPYEMbIX YUYAaCTKOB SPUTPOUIHBIE, IPAHYJIOLUTAPHBIE Y METaKApUOLIUTAPHBIE 3Jle-
MEHTHI OTCYTCTBYIOT, @ BCTPEYAIOTCS] B OCHOBHOM JIMM(OLIMTHI U TIa3MaTUYeCKUe KJIeTKU. B To xe
BpeMs OT/eJIbHbIe (DparMeHThl KOCTHOTO MO3ra OOJIbHBIX aIUIACTUYECKHUMU aHEMHUSIMUA MOTYT OBITh
JOCTAaTOYHO KJIETOYHBIMU M COIepkKaTh TMM@ouIHbIe (hoUHKYIIbL. IIpu 3TOM cunTaercs, 4To OCHOB-
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HBIMHU KPUTEPUSMU JJIs1 JUArHO3a TSKeJI0M (pOPMBI arjlaCTUUECKON aHEMUU SIBJISIIOTCS: KOJIMYECTBO

rpanyiaouuroB meree 0,5 % 10%/1; komauectBo TpomoboruToB MeHee 20 % 10%/; CKOPPUIMPOBaH-
HOE Ha HOpMaJIbHbIE IU(PHI IPUTPOLIUTOB KOJIMYECTBO PETUKYJIOLUTOB MeHee 1 % mpu KJIeTOUHOCTU
KocTHoro Mo3ra MeHee 30 %.

HuddepeHuaibHbIl JUATHO3 AIIACTUYECKONW aHEMHU CJIeyeT MPOBOOUTH C JAPYTUMU
BUIaMU aHEMUH, B MIEPBYI0 ouyepeib ¢ B1o— u honmeBoaepuuTHHIMU, MUETOAUCIIACTUYECKUM CHH-
APOMOM, OCTPbIM JIEMKO30M U METACTa3aMU paka B KOCTHbBIM MO3r. B oTiMume oT armiacTudeckon
aHemuu, Tipu Bo— 1 ponreBogepuIMTHBIX aHEMUSX B OOJIBITMHCTBE CITyYaeB MHUEJIOIUCILIACTHYC-
CKOTO CMHIPOMa M OCTPOTO JIEWKO3a KOCTHBIA MO3T OOrar KJIETOUYHBIMU 3sieMeHTamu. Kpome Toro,
B HEM IIpe/ICTaBJIeHbI B YBEIMYEHHOM KOJIMUECTBE OJIACTHBIC JIeMEHTHI. B ciydae e aruia3um KocT-
HOT'O MO3ra U3-3a METaCTa3UPOBAHUS Ty/1a PAKOBBIX KJIETOK UX IJIACTHI B TPEMaHaTax KOCTHOTO MO3ra
OOHapYyKUBAIOTCsI 6€3 OOJIBIIIOTO TPy/A.

Jleuenne mprOOPETEHHON arIaCTUYECKON aHEMHHM IPEJCTaBIIsAeT COOOM CIOXHYIO 3a1ady.
OHO HauMHAETCS C U3BATHS Y OOJBHOTO OMACHBIX B OTHOIIEHWH arljla3uy KOCTHOTO MO3Ta JIEKapCTB
Y 3alIUTHI €r0 OT JEWCTBUS IPYruX MOTEHIIMAIBHBIX HHAYKTOPOB aruiaszun. [lo Mepe HeoOXommumo-
CTH MTPOBOJIUTCSI 3aMeCTUTE IbHAS Teparnusi (TpaHC(y3Ur IPUTPOITUTAPHON MACcChl U TPOMOOKOHIICH-
tpara). OcymecTBisieTcss MPO(PUIAKTUKA U JieueHne WH(EKITMOHHBIX M TPHOKOBBIX OCJIOXHEHUI
COOTBETCTBEHHO aHTHOMOTUKAMHU, B TOM YHMCJIe HEaICOPOMPYEMBIMH B KUIIIEUHHUKE, U TIPOTHBOT PUO-
KOBBIMU ITpenaparamu (Hu30pai, JU(IIOKaH, HUCTATUH, BU(EH I, KaCHO(YHIVH).

CnenuyaabHble METOOBI JIEYEHUsl TAXKEJION MIUONATHYECKON aIljIJaCTUYECKOH aHEMHUH BKIIIO-
qaiotT: a) aHtTrmMdortapHeiid mo0yarH (AJIT); 6) OGonblme 1036l TTIOKOKOPTUKOUIOB; B) ITHK-
JIOCTIOPUH-A WM CaHIMMYH; T) TeMOIO3THYeCKUe (PaKTOpbl pocTa (IPUTPOIOITHUH, I'PAHYJIOLM-
TapHO-MakpoarajbHbIi U Jp.); 1) TMKI0(POCchaH; €) TPaHCIUIAHTALIMI0 KOCTHOTO MO3ra.

Haznauenne AJIT" mosBosnsier nomyuuth 3hdekt y 50 — 60 % 6onbhbix. Yame Bcero AJIT
MIPUMEHSIIOT B COUETAaHUM C OOJIBIIIMMU JI03aMU METUIIIIPEIHN30JI0HA, KOTOPHIN, TOMUMO YCUJICHUSI
CaMo¥ Teparuu, OMOraeT 0CclIabuTh Takue MoOoYHbIe 3P DEKTH AHTUIMMQOIMTAPHOTO TIIOOYIUHA,
KaK JIMXOpaJIKa, TUTIOTEH3HsI, CBIBOPOTOUYHAsI O0JIe3Hh U HEKOTOpbIE Ipyrue. Bo3MOKHO Takke KOM-
OMHMPOBaHHOE JieueHHe Tsokesor (hopmbl artacTuueckor anemun AJIT, BHICOKUMU JO3aMHU METHIT-
MIPEIHU30JI0HA U CAaHTUMYHA, KOTOPOE, TI0 HEKOTOPBIM CTaTUCTUKAM, MOXeT ObITh 3(pdekTrBHO y 70
— 80 % GombHBIX. HakoHelT, y HEKOTOPBIX OOJIBHBIX ¢ UIMMYHHBIMU (DOpMaMH aruiacTHIeCKOi aHEMUH
tepanuio AJII" MOXHO ycrelHo KOMOMHUPOBATh ¢ Ha3HaYeHUeM IuKJIogocdaHa.

AJIbTEpHaTUBHBIM METOJIOM JICYCHMS allIACTUYECKON aHEeMUH MOXKET OBITh MYJIbC-Teparusi
Metuinpeaan3onoHoM (1,0 r/cyt) B teuenue 3 — 5 nHeil. PanukalibHBIM k€ METOIOM JIEUEHUs
TsDKEJION (POPMBI AruIaCTUYECKOW aHeMUU SIBJISIOTCS MUeNoTpaHcIuianTamu. [locne TpaHcminaHTa-
UM TSATWIETHSIS BBUKUBaeMOCTh HaOmonaercst y 60 — 70 % OONbHBIX.

Jns1 nedyeHusi armiaCTUYECKOW aHEeMUM CpedHEd TSKeCTH MPUMEHSIOT TIIOKOKOPTUKOUIBL,
Harpumep MpeJHU30I0H B 103e 1 Mr/Kr/cyT B TeueHue 1 — 2 mec. ¢ MOCaeayIoIM MOCTENeHHbIM
CHMKEHHMEM J03bl, U aHIPOreHbl (OKCUMETANIOH 2,5 Mr/Kr/cyT). ITpu orcytcrBun appexta nokasana
CIIJIEHOKTOMMS.
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5.5. TEMOJINTUNYECKHUE AHEMHUN

Iemomutiueckue anemuu (I'A) TIpeacTaBiSIOT KpailHe pa3sHOPOAHYIO TPYIITy 3a00JieBaHUI
KPOBH, MPU KOTOPBIX YKOPOUEHA MPOAOJIKUTEIBHOCTD KU3HU SpUTpoluToB. [1o cBOEGl nmpupoae oHu
MOT'YT OBITb BPONHCOEHHBIMU Y NPUOOPENMEHHBIMU.

[TpexneBpeMeHHOe pa3pyllieHue IPUTPOIIMTOB MOKET TPOUCXOAUTH ABYMs Iy Tsamu. [1epBbiii,
OoJiee 9acTO BCTPEUAIOIIUICS, — BHECOCYAMCTHIA WJIM BHYTPHUKJIETOYHBIA IeMOJIN3, TP KOTOPOM
SPUTPOLIMTHl pa3pyllaAlOTCs MakpogaraMy peTHKYJIO3HIOTeInalbHON cucteMbl. Kak mpasuiio, oH
MPOUCXOAUT MPY HATMYMHU HA TTOBEPXHOCTU SPUTPOLIMTOB AHTUTEN, K KOTOPHIM Makpodaru mposiB-
JISTIOT OCOOBIN HHTEpeC.

Jpyroii MpUYMHON BHYTPHUKJIETOYHOTO TeMOJIM3a MOKET OBbITh IMOBBIIIICHHAST BPOKICHHAS WIN
npuoOpeTeHHas 1ehopMadeTbHOCTh SPUTPOLIMTOB, 3aTPYIHSIOMIAS UX TPOXOKACHUE Yepe3 CUHYCO-
Wbl CEeJIE3EeHKU U, OTCIOAA, YXYIIIAIIas UX BbKUBaHUE. B ciyyae BHYTPUCOCYAUCTOTO reMoIn3a
pa3pylleHre SPUTPOLIUTOB MTPOMCXOIUT HEMOCPEJCTBEHHO B COCYAMCTOM PYCIIe, a UX COIEPKUMOE
MOCTYMAET MPsAMO B KpoBb. Kak mpaBUsio, MOBBIIIEHHOE pa3pyllIeHUe SPUTPOLIUTOB COMTPOBOXKIACTCS
KOMIIEHCAaTOPHBIM YCUJICHUEM WX MPOAYKIIMU, HEpeaKo B 6 — 8 pas.

5.5.1. Bpok/1eHHbIe reMOJIMTHYECKHEe aHEeMUH

B a1y rpynny I'A BxoasaT aHeMuM ¢ HapylleHHeM MeMOpaHbl SpUTPOLIMTOB (PUTPOLIUTONA-
Thn), nedekTom pepmeHTOB (hepmeHTonaTum) 1 qeeKToM reMOorIoOrHa (TeMOTIOOMHOTIATHIH).

Hacaedcmeennvuit muxkpocdepoyumo3. BpoxaeHHas MHUKpocgepouuTapHas reMOIUTH-
YyecKkas aHeMHs TPEACTaBIIsieT COOOW TPYMNITy CEMEWHBIX 3a00JIeBaHMi, OOYCIIOBJIEHHBIX IaTOJO-
rueii MeMOpaHbl SPUTPOLUTOB. Y Tpex 4eTBepTedl OONbHBIX 3abo0jeBaHHe MepefacTcs Mo ayTo-
COMHO-JJOMHUHAHTHOMY THUILY, Y YETBEPTH — [0 ayTOCOMHO-PELIECCHBHOMY.

mw: @@

() Benok p55
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MMO3MH e
3‘)..!: Annyuus
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B-CriekTpuH 41

Yuacrok IMporodunament
camocHopku aKTUHA

Puc. 5.5. Cxemarnueckoe MNpeCTaBjIeHUE CTPYKTYpbl LIUTOCKETIETa SPUTPOLIUMTA YeslOBEKa
(Blood. Principles and Practice of Hematology. — Philadelphia: Lippincott, 1995. — P. 1726): T'®A
— mukodopuH A; I'OC — rukopopun C

[Natonorus SpUTPOLMTOB MPU HACIEJCTBEHHOM MUKPOC(hEpoLUTO3e 00yCIoBIeHa Je(eKTaMu
I'€HOB OCHOBHBIX MEMOPaHHBIX OEJIKOB LIMTOCKENIETA SPUTPOLIUTOB (pHC. 5.5), @ UIMEHHO CHIEKTpUHA,
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TeHBbl 4 U & KOTOPOTO pacIojoKeHbl B JIOKycax xpoMocoM 1q22-q23 u 14q23-q24.2 cOOTBETCTBEHHO;
ankuprHa (8pl11.2 — 70 %), AE1 — oOmennuka anmoHoB (17q21-qter — 25 %) wnm Genka 4.2
(15q15). Heo6xoaumMo OTMETHTh, 9TO, HECMOTPSI Ha OTMeUeHHbIe TeHeTUIecKHe AePeKThl 1 aHOMaJTb-
HbIE IIUTOCKEJIETHBIE OEJTKH, KOCTHBIM MO3I 3THX OOJIBHBIX MPOLYIUPYET IPUTPOLIUTHl HOPMATbHOM
dopmbl. OgHAKO BBUILY TOTO YTO YaCTh MEMOpaHbl He TIOIEPKUBACTCS OSJTKaMH [IUTOCKEJIeTa, MPU
MIPOXOXKJIEHNU CHYCOB CEJIE3€HKM OHA yTpauuBaercs. B pe3ysbpraTe OTHOIIEHME TUIOAIU SpPUTPO-
IIUTa K ero o0ObeMy MoCTeneHHO yMeHbIaercs. KineTku craHoBsaTcs: cpepruuecKiuMu (CM. 1IB. BKJL.,
puc. 5.6), a pa3mMepbl X OTYETIUBO yMeHbIalTcs. Oomas aedopmMadeTbHOCTh TAKUX SPUTPOLIUTOB
erte OOJIbIIIe CHUXKAETCs. B UTOre OHM HE MOTYT MPOMTH B OTBEPCTHS CEIe3EHOYHBIX CHHYCOB, 3aXBa-
TBIBAIOTCSI MaKpoaraMu U pa3pyialTcs.

Kimanyeckasa kaptuHa. KiimHuueckas cMMIITOMaTMKa HACIEACTBEHHOIO MUKpPOC(hepoLu-
TO3a BKJIIOYAET aHEMMYECKUIl CUH/POM, KEJITYXY, U3MEHEHUE KOCTEN CKeJIeTa M CIIEHOMETaIUIO.
AHEMHMYECKUI1 CUHIIPOM, KaK ITPaBUJIO, BbIpakeH yMepeHHO. [IposiBiieHune KenTyxu BappbupyeT U BO
MHOTOM 3aBHUCHT OT (DyHKIIMOHAJIBHOTO COCTOSIHUS nedeHu. Ecii oHa paboTaeT Xopolo, KeJITyXH
MOJeT He OBITh JJake TIPY BBIPAKEHHOM TemMonu3e. B ciiyuyae ke (pyHKIIMOHAILHON HEIOCTATOYHO-
CTU MEYEHU JJa)Ke YMEPEHHBIN reMOJIM3 MOXKET COMPOBOXKIATHCS BblpakeHHOW kenTyxoi. [louru y
BCeX OOJBbHBIX UMEET MECTO CIJIECHOMETAJIHsI pa3HOU CTeNeH! BbIpaXeHHOCTU. Upe3BhIYaiiHO Xapak-
TEPHBI TaKKe TaKMe U3MEHEHH s KOCTeH, KaK «OallleHHbIN Yeper» U «BbICOKOE HEDO», KOTOpHIE SIBJIS-
I0TCS1 TPSIMBIM OTPa)k€HUEM HEHOPMaJIBHOTO pa3BUTH S INIOCKUX KOCTE HOBOPOXKAEHHBIX B YCIIOBUSIX
PE3KO aKTMBMPOBAHHOT'O FEMOJIM30M 3PUTPOII033a. OCHOBHBIMU OCJIOKHEHUSIMH 3200JI€BaHUSI MOTYT
OBbITh TEMOJIMTUYECKUE U allIACTUYECKUE KPHU3bl, 4 TAKXKe jKeTYHOKaMEeHHast O0JIe3Hb.

JInarno3 3a60eBaHKsI CTABUTCS MIPH HATTMYKMHU Y OOJTBHOTO MOBTOPSIONIEHCS B TEUSHUE )KU3HU
KEJITYXU, OTMEUYEHHBIX BBIIIE U3MEHEHUI CO CTOPOHBI KOCTHOW CHCTEMBl M CIUIEHOMETAJIUU IpU
BBISIBJICHUH TTOJJOOHBIX CUMIITOMOB Y HECKOJIBKMX YJIEHOB ceMbu. [lonTBepkaaercs Auar1o3 ooHapy-
KEHHEM B KPOBU MUKpOC(epoLUTOB (MeHee 6 |1 B IMaMeTpe), YBEJIUUYEHHBIM COIEPKAHUEM PETH-
KYJIOLIUTOB, aKTUBAIMEN PUTPOUIHOTO POCTKA B KOCTHOM MO3I€, BBISIBIIEHUEM YKOPOUYEHHOH JJIH-

TEJILHOCTH XW3HU SPUTPOLIUTOB IOCJIE MEYEHUS UX Cr®!. Ocmormueckas croikocTb SPUTPOLIUTOB
NIPY HACJIEACTBEHHOM MHKPOC(EponnTo3e MOKET OBITh CHUKEHA, XOTSl Y HEKOTOPBIX OOJBHBIX 3TO
CTaHOBHTCSI OYEBHJHBIM TOJIBKO TTOC/IE CYTOYHOM MHKYOAIY SpUTPOIUTOB IipH Temrieparype 37 °C.
C npyroit CTOpOHBI, CHOHTaHHBIH JIM3UC IPUTPOLIUTOB MoCIie 48-4acOBOW MX MHKYOALIMY 10 CPaBHE-
HHIO C KOHTPOJIEM MOKET ObITh yBeIMYeH BO MHOro pa3. ConeprkaHue reMorinoOnHa KpOBH OOBIYHO
npebiaer 90 r/71, HO B MEpHOA KPU30B MOKET PEe3KO CHWKaThcs. [Ipu 0boCcTpeHrr MOKeT OBbITh
OTMEYEHO MOBBILLIEHUE B KPOBU HENPSIMOro OMIMPYOMHA, YBEJIMUEHHOE COAEpkKaHUe B KaJle CTep-
KOOWJIMHOTE€HA U CTEpKOOWJIMHA, a B MOYe — ypOOWIMHOreHa 1 ypoouiuHa. Ilpu ynbTpa3BykoBoM
MCCIIeIOBAaHUY TIEYEHH MOXKET OBbITh BBISIBJIEH XOJIEJMTHA3.

HMndpchepennuanbHbIil AUArHO3 MUKPOCHEPOLIUTAPHON aHEMHH CJIeAYEeT IPOBOAUTH C APY-
T'MIMHU TEMOJIUTUYECKMMHU U HETeMOJIMTUYECKUMH aHEMUSIMU M Pa3IMYHBIMU BUAAMU JKEITYX, B TOM
qucie JOOPOKaYeCTBEHHBIX. B oTiIume oT Apyrux reMoMMTUIecCKUX aHEMHIA, AMarHo3 MUKpocgepo-
LMTApHOI aHEMUH CTABUTCSA C YYE€TOM HACJIEAACTBEHHOM TPUPO/IbI 3a00/1eBaHN s, BO3BMOKHOCTH XapaK-
TEPHBIX U3MEHEHUH IJIOCKMX KOCTEH U BbIpaKEHHOCTH (peHOMEHa MUK pOC(epoLurTo3a.

OTmMunTh MUKPOC(HEPOLIMTAPHYI0 AHEMHUIO OT HETEMOJIMTUYECKUX KEJITYX IOMOTaeT BbIpa-
’KEHHBIII MUKPOC(HEPOLIMTO3 U PETUKYJIOLUTO3 B KPOBH, CHUKEHUE OCMOTUYECKON CTOMKOCTH SPUT-
POLIMTOB, HAJTMYME B KOCTHOM MO3re KOMIIEHCAaTOPHOW PeakLIMi SPUTPOUIHOTO POCTKA HA TEMOJIN3, a
Takke OOHapyKeHHe CTUICHOMETaIny Oe3 MPU3HAKOB MOPTAIbHOM TMIIepTeH3uu. B TpymHbIX ciryyasix
MOTI'YT TIOMOYb MOJIEKYJIsIPHO-OMOJIOTMYECKUE UCCIIEI0BAHMS TEHOB.

Jleuenne. EQMHCTBEHHBIM CIIOCOOOM JieyeHUsT MUKPOC(HEPOLUTAPHON aHEMMU SIBJISETCS
CIIJIEHIKTOMHU 1.

Hacaeocmeennwtit 3aaunmoyumo3. JIpyruMm BUIOM BPOKIEHHOW SPUTPOLMTONATHU SIBJIS-
€TCsl SJUIMITOUUTO3 (CM. 1IB. BKJI., puC. 5.7).
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B ocHoBe 3a0oneBaHus JiekaT MyTallMK TeX ke TeHOB 4 U A Llenel CIeKTPUHA, PaCIoOXeH-
HBIX COOTBETCTBEHHO B JIOKycax xpomocom 1 (1q22-q23) u 14 (14q23-q24.2), a Takxke Oenka 4.2
1 rkogopuHa C, TeHbl KOTOPBIX PacroiokeHbl B JJOKycax xpoMmocoMm 15 (15q15) u 2 (2q14-g21)
COOTBETCTBEHHO. UTO KacaeTcst OKOHYATEIbHBIX IPUYMH Pa3Inurs B (hopMe SPUTPOLIUTOB MTPU MUK-
pocdepoLrTo3e 1 AUIMITOLUTO3E, OHU 10 KOHI[A HE SICHBI.

Kiunnyeckasi KapTHHA, TPUHIUIBI JUATHOCTUKH U TePANMHU HAIOMUHAIOT TAKOBBIE TIPU
HACJIEJCTBEHHOM MUK POC(HEPOLUTO3E.

TI'emoaumuueckas anemus, césa3annas ¢ 0edpuyumom 6 pUMpoOUUmMax 2A10K030-6-gpoc-
dam-oezudpozenasvl. B cuimy 0cCOOEHHOCTEN CTPYKTYpBI SPUTPOIIMTA YeJIOBEKa, He COAepKAIlero
HU Siipa, HU MUTOXOH/APHIA, HU pHOOCOM, €JMHCTBEHHBIM MCTOYHMKOM €ro SHEPruu sIBIISETCS ITI0-
ko3a. OHa audpyHIUpyeT B SpUTPOLIUT U3 IUIA3Mbl KPOBU M IPEBpALIAETCs B IIIOKO30-6-ocdar.
[Nomansiomias yacts IMoko30-6-dgocdara (10 90 %) ucrnonb3yercs B Xo[e aHa POOHOTO INTMKOJIN3a,
OCTAJILHOW — ¢ TIOMOUIbIO MeHTO30(pochaTHOro 1myHTa. OCHOBHBIM (PEPMEHTOM, y4YacTBYIOIIUM B
MPEeBPAICHUN TJIIOKO3bl U SHEPrOCHAOKEHUN SPUTPOLIUTA, SBJSETCS TTIOK030-6-hocdar-aeruapo-
reHaza (I'6dJ1), kotopas HeoOXoaUMA ISl CHHTe3a HUKOTHHAMUIIUHYKJIeoTrapocdaTa 1 roTa-
THOHA. B uTore npu HepocTaTKe NaHHOTO (DepMEHTa B SPUTPOLIUTE OH HEAOMONYyYaeT U HUKOTHHA-
MUIMHYKJIeoTUA]OoCcaT, U ITOTATHOH. B TO ke BpeMs N3BECTHO, YTO BOCCTAHOBJICHHE IITIOTAaTHOHA
SIBJISIETCSI OCHOBHBIM MEXaHM3MOM 3allUThl FeMOITIOOMHa M1 MEMOpaH SPUTPOLIMTOB OT OKHCIICHUS
U, CJIeIOBATEIbHO, OT Pa3pyILIeHUs IMOj JeWCTBUEM MHOTMX OKHUCISIOIIMX BEIIECTB, B TOM YHCIE
JIEKapCTB.

Hedunur I'6D]] cBsazan ¢ X-XpoOMOCOMOI M MO3TOMY MOpakaeT B OCHOBHOM MYX4YMH. OH
3aperucTpUpoBaH MpuUOIM3UTENHLHO Y 200 MITH YeJIOBEK, )KUBYIIMX B OCHOBHOM B CpeTu3eMHOMOPbE,
Ha bimxnem Bocroke, B 3anaanoi Adpuke u YOro-3anagHoi Aszuu.

Kiaunnueckasi kapruna. [leduuut ['6D]] oOHapyxuBaeT ce0s1 B KJIMHUKE OCTPBIM BHYTPHU-
COCYAMCTBIM I'€MOJIN30M, KOTOPBII YacTO BO3HUKAET Ha (POHE OCTPHIX MH(PEKIIMOHHBIX WA KAKUX-TO
APYrux 3a00JIeBaHUi, a TaKKe MOCIie MpreMa pa3IMYHbIX MEJUKAMEHTOB UJIH €/1bl KOHCKUX O000B.
Knunnueckuie mposiBiieHrst reMoin3a 00bIYHO 0OHAPYXKUBAIOT cedst Ha 2 — 5-11 IeHb Tocyie BO3/IeH-
CTBUSI TIPOBOLIUPYIOIIETO areHTa. BrIpa)keHHOCTh CHMITTOMOB MOXET OBITh Pa3IMYHON — OT JIETKOW
JKEJITYITHOCTHU 10 OCTPOY MOYEYHON HEeJOCTAaTOYHOCTH. [ TaBHBIMM ke NPU3HAKAMU BHYTPHCOCYIH-
CTOro TemMonm3a OyIyT JMXxopaaka (Kak Mpy Majisipuu), 00U B TOSICHUIIE, MOSIBJIEHHE TEMHOW WU
YEepHOU MOYHM M3-32 MPUCYTCTBUS B HEW TeMOIJIOOMHA.

JlabopaTopHas AuarHocTUKa. B MeXKpU30BHIN Mepuoj KapTMHA KpOBU He M3MeHeHa. B
Nepro]] Kpr3a BBISBISIETCS] aHEMUsI, MHOTJA OYEeHb TsDKenasi, ¢ (pparMeHTHUPOBAHHBIMH SPUTPOLIH-
TaMHu, TeJbllaMu [ eliHIa (OKUCICHHBIN JeHATypUPOBAHHBI TeMOIIOOMH) (CM. IIB. BKIL., pHC. 5.8)
B PETUKYJIOIUTAX, MOBBIIIEHHBIM PETUKYJIONUTO30M. [Ipr OMOXMMHUYECKOM HCCIIeIOBAHIH B KPOBH
HAXOJIST CBOOOHBIN FeMOIJIOOMH, YMEHBIIIEHUE COJIePXKaHMUsI CBSI3BIBAIOIIEr0 CBOOOIHBINA TeMOIJIO-
OVH ranTorjaoOMHa ¥ yMEpeHHOE TOBbIIIEHHe HerpsMoro OmnrpyouHa. B moue takxke oOHapyx u-
BalOT CBOOO/IHBIN I'eMOIJIOONH, a IPY YMEPEHHOM I'eMOJIM3e M HAUTMYMH KJIETOYHOTO OCaIKa — TeMO-
cugepuH. B cBa3u ¢ Tem, uto KommuectBo '6®P/] B peTUKYIOLMTAaX U MOJIOBIX PUTPOLIMTAX BBILLIE,
YeM B 3peJibIX, Ae(UIIT STOro (pepMeHTa y O0JIBHOTO MOKET ObITh BpEMEHHO 3aMacKupoBaH. OHaKo
noBTopHoe onpezenenre ['6M ]I nocne KynupoBaHHs KpHU3a BbISABISAET €ro JepUIIUT.

Huarno3 I'6®/1-nepunTHON reMOIMTUYECKON aHEMUM CTaBUTCS Ha OCHOBE XapaKTEpPHBIX
oco0eHHOCTel reMonu3a. B yactHocTH, osiBneHus Ha (poHe MH(pEKIUK U TPUeMa JIEKapCcTB HEMO-
THUBUPOBAHHO BBICOKOH TEMITEpaTyphl Tesa, 60Jiell B MOSICHULIE, TEMOITIOOMHEMIHY, TEMOTTIOOMHY PUH
Y XapakKTepHOU 1)1 Hee TeMHOW MOYH, a TaKKe CHUKEHHS rantoriaoonHa KpoBu. OKOHYATETLHBIN
AMArHO3 CTABUTCS MOCIIE BhIsIBIIEHUsT y 6onbHOrO Aeduimta 6D/,

HuddepeHnuaibHbiil JHATHO3 3TON (POPMBI FeMOJIMTUYECKOM aHEMHUU IPOBOIUTCS C
MapOKCHU3MaJIbHOW HOYHOW reMorioOnHypueit (6one3nr Mapkuadapa — MUKeIn) U reMOJTM3UHOBOM
dbopmoii TproOpPeTeHHOM TeMOTUTUIECKON aHEMUH (CM. HUKE).
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JIeyeHHe NOKA3aHO TOJIBKO MPU FEMOJIMTUYECKOM Kpuse. OHO HauMHaeTcs ¢ HeMeAJIEHHOM
OTMEHBI BHI3BABILIETO TEMOJIN3 Mpenapara (aenarui, (peHaleTvH, aCIMprH B OONBINUX 032X, CYJIb-
(panmnamuspl, HUTpOoypansl, ITACK u 1. 1.). [IpoBogutcs nHgy3noHHOE BBeAeHUE (PU3MOI0rnye-
CKOTO pacTBOpa, HaIMpaBJIeHHOE Ha MPO(IIAKTUKY OCTPOI MOYEYHON HEIOCTaTOUHOCTH. B TskesbIx
CIIy4asix MPOBOAST OOMEHHbIE NIepeIMBaHMsI KPOBH U METOJIBI SKCTPAKOPIIOPATILHON IETOKCHKALIUH.
TpaHcdy3us SpUTPOLMTAPHON MACChl [TOKa3aHa TOJIBKO B ciTy4dae Tsokesor anemuu. [Ipu sTom B kaue-
CTBE JJOHOPOB HE JOJIKHBI KICIIOJIb30BAThCS POIICTBEHHUKHU OOJIBHOTO, Y KOTOPBIX TAKKe MOKET UMETh
mecto aedurmt ['6D/I.

[MpodunakTvKa reMOIMTUIECKUX KPU30B 3aKJII0YAETCSl B CBOEBPEMEHHOW UarHOCTHKE 3a00-
JIeBaHUsSI, B TOM YKCJIEe y POJACTBEHHHKOB OOJIBHOTO, TIIATEIILHOM OMpoce OONBHBIX Mepes Jaueit
JIEKapCTB O HAJIMYMK TEMOJIMTUIECKMX KPU30B B aHAMHE3e, a TaKke B 00bsSCHEHUH OOJBHBIM HE00-
XOIVMOCTH OCTOPOKHOTO OOpaIlieHusI C JIEKapCTBAMH B OyIyIIEM.

TI'emozno06unonamuu — 3710 rpymnmna reMOJIUTUYECKUX aHEMHI, OOYCJIOBICHHBIX BPOK/IEHHBIM
nedexkroM CTpyKTyphl rioouHa. OnmcaHo okosno 200 KIMHUYECKH 3HAYMMBIX eMOITIOOMHOIIATHH,
B OCHOBE KOTOPBIX JIekKaT MyTaluu rjoouHa. OIHAKO TOIBKO HEKOTOPBIE U3 HUX COMPOBOXKAAIOTCS
Pa3BUTHEM aHEMUYECKOTO CHHPOMA.

dTnonaroreHes. B Hopme KpoBb B3POCIBIX JOIEH CONEPKUT TPH THIA reMorioonHa. OCHOB-
HBIM siBJIsieTcs reMorioouH A (Hb A), cocrosiuii u3 1ByX a-1ierei 1 qByx a-1iereit rmoduna (a232).
Ha nero npuxomutcs 96 — 98 % Bcero reMoryioOnHa (CM. I1B. BKIIL, puc. 5.9).

B remorno6unax F 1 A2, KOTopble COCTaBIISIOT COOTBETCTBEHHO 1 — 2 % min 2 — 3 % ot o0111ero
coziepXkaHus TeMoroorHa, f-1ers roouHa 3ameHset y-tienb (Hb F — a2y2) umm 8-niers (Hb A2 —
0202). CuHTe3 Ka 10 I1eNH IJI0OMHA KOOUPYETCs OTAEIbHBIMU TeHAMU, KOTOPbIE HAXOASITCS Ha XPo-
Mocomax 11 u 16. Haubosee gacto BeTpevarompecs remorioouHonaruu (S,CuE)oOycioBieHs aHo-
Maien (-1ieriei rIoorHa, a o-1ienb MPU STOM HOpMaJsibHas. 3HAYMTEILHO peXe BCTpeyaeTcs Haclle-
JOBaHUE BYX PA3IMYHBIX MMATOJIOTMUYECKUX BAPUAHTOB B-LIEMHU TIIOOMHA, 110 OJHOMY OT KaXJ0To U3
ponuTesnei — IBOMHAS TeTePO3UTOTHASI TeMOTJIOOMHONATH S, TPUMEPOM KOTOPOM SIBJISIETCS] TEMOTJIO-
ounonatust SC. Cpeny reMoryIoOMHONATHIA, CBSI3aHHBIX ¢ Hb S, TONMBbKO rOMO3HUIOTHBIE WU TBOWM-
HbIE TeTePO3UTOTHBIE BAPHAHTHI OOHAPYKMBAIOT BRIPAXKEHHBIE KIIMHUUYECKHe MposiBieHus1. HapoTtus,
HecTaOUJIbHbIE TIOIBAPUAHTHI TEMOITIOOMHA BCTPEYAIOTCS TOJNBKO MPU TETEPO3UTOTHBIX BapUaHTaX,
MOCKOJIBKY TOMO3UTOTHBIE OOBIYHO HECOBMECTUMBI C )KU3HBIO.

CrpykrypHble 0cOOeHHOCTH TpuMepHO 90 % aHOMaNTbHBIX IeMOITIOOMHOB 3aKJIIOYAIOTCS B
3aMeIIeHNH OJHON aMUHOKHCIIOTHL. XOPOIIeH WUTIOCTpaIeld TeMOTrTIOOMHOIIATUN MOKET ObITh cep-
MOBU/IHO-KJIETOUHAs] aHEMHUSI.

Cepnosuono-kaemounas anemus (CKA) — 310 BpoKJIeHHAsI TEMOIUTHYECKAs aHEMUsI, 00Y-
CJIOBJICHHAS1 HOCUTEILCTBOM reMOIJIOOMHA C U3MEHEHHO! CTPYKTYPOH, IMojTy4uBIiero Ha3ganue Hb S.

Amuaemuoaorus. CKA 6puta ormucana Herrick B 1910 r. OHa BcTpedaetcst BO BceX pernoHax
MUpa, XOTs Yale B Hebnaromnoay4yHoi no maispuu Adpuke. B EBponie 6oibiiie Bcero Hocuteneir Hb
S npuxoautcs Ha xkutenent CpeauzeMHoMopbs U KaBkaza. C qpyroii CTOpOHBI, B CUITY CIIOKMBIITUXCS
uctopuieckux ocooeHnocrert popmupoBanus HaceneHnus B CIIIA CKA ¢ 72 000 3apeructpupoBaH-
HBIX OOJIHBIX CPEY HACJICICTBEHHBIX MATOJIOTHI CTOUT Ha MEPBOM MecTe.

IlaTorene3. CyTth 3a00/eBaHUsI COCTOUT B TOUYEYHON MyTallMu B 6-M KOJOHE TeHa AA-1ern
[I00MHA, CIIE/ICTBUEM Yero SIBNISIETCS 3aMelleHUe ITI0TAMUHOBOWM KMCIIOTHI Ha BajiMH. BrimoueHue
as-11eny B TeTpamep MpuBoAMT K odpazoBanmio Hb S. HepactBopumocTs geokcureHrpoBanHoro Hb
S IpUBOAUT K €ro NOJMMEpU3alliK U, KaK CIIeJICTBHE, K CHUKEHHUIO JepopMadeIbHOCTH U 00pa3o-
BaHMIO CEPIIOBUIHBIX SPUTPOLIUTOB (CM. LIB. BKJL., puc. 5.10). B ocHOBe 3a001eBaHusI JIEKUT TOYEU-
Hasl MyTalus B TeHe Aa-1Ienu MIOOWHA, PacroyioxkeHHOro Ha xpomocome 11 B jokyce 11pl15.4. B
pesynbrate ToueuHoit GAG D GTG myrtanuu B 6-M KofoHe a-lienu IioduHa (hopMUpYIOMascs B
pe3yJIbTaTe TPaHCIISAIMU A-LIeTb TIO0MHA TIOJTy4YaeT BMECTO ITyTaMHUHOBOU KUCJIOTH BaIMH. B cBOIO
odepe/ib, BKJIIOYEHHE TaKUX As-1IeTell B COCTaB TeTpamepa IJI0OWHA IPUBOIUT K TOMY, UTO U3-32 IUIO-
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xou pactBopumocty Hb S B ycI0BUSIX J€OKCUTeHAIIMH WITH BBICOKOI KOHIIEHTPALIMK TeMOTJIOOMHA OH
MOJIMMEPH3YeTCsl. DTO MPUBOUT K HAPYILICHUIO €CTECTBEHHOM Ae(popMabeIbHOCTH SPUTPOLIUTOB U K
MX CEPIIOBUIHOKJIETOYHOCTH (CM. IIB. BKJI., puc. 5.11). EcrecTBeHHO, 4TO, TPOXO/s IO COCYAUCTOMY
pYyCIly ¥ celie3eHKe, TaKhe SPUTPOIMTHI MOBPEKIAIOTCS, pa3pylialoTcs U, 6oiee TOro, OTBETCTBEHHBDI
3a 3aKyIMOPKY YacTH MEJIKMX COCYAOB U MIEMHUI0 CHAOXaeMbIX MU OPTraHOB M TKaHEH.

Kiaunnveckasi kapruna. Knuanveckue nposienenust CKA BapradenbHbl v 0osee BbIpakeHbl
ripu romosurotTHoM (Hb SS), yem nipu rereposurornom (Hb SC) Bapuante. O6ocTpenue 3adoseBa-
HUSI HOCUT KpU30BbIi Xapaktep. [Ipu 3ToM yacTb OOJIbHBIX B MEKKPU30BbIN MEPUOJL YyBCTBYIOT ceOsI
XOPOLIO, B TO BpeMs KaK KpailHe TsKeJble BAPMAHThl MOTYT 3aKOHUYMTHCS JIETAJIBHBIM UCXOIOM €111e
B PaHHEM JIETCKOM Bo3pacTe. B kauecTBe mpoBOLMPYIOIIMX KPU3bl (PaKTOPOB BHICTYNAIOT: 1) MH(EK-
1uu; 2) crpecc; 3) 00e3B0KUBAHUE U YBEJMUEHHE OCMOJISIPHOCTH TUIa3Mbl; 4) CHUKEHHE TapIrualib-
Horo aasneHusi Oy B KpoBH; 5) Xo0nof; 6) MpuMeHeHe COCYI0CYKMBAIOIIMX MTPernaparoB; 7) HEKOTO-
pble Opyrue peske BcTpevaroiyecs npuurHbl. Kak mpaBuiio, 3a0oneBanue ce0s He POsIBIISIET 10 TeX
nop, noka He npousoizet 3ameHa Hb F va Hb S, uto o6sryHo iMeet mecto uepes nonroaa. Bengyiee
MECTO B KJIMHUKE 3aHIUMAIOT IEPUOANYECKY BO3HUKAIOIINE 00U B Pa3JIMUHbIX yYacTKax Teja v Xpo-
HUYECKasi FeMOJIMTUYECKas aHeMUs1, TPOTEKAIOIas [0 TUIY KPU30B C BHECOCYAUCTHIM KOMIIOHEHTOM
remosu3a. Y3 apyrux nposiBjieHui XapakTepHbl Tskeble MHPEKLIUH, KaK MPaBUIo, HAYMHAIOIIUECS
yke B paHHeM JieTcTBe. Kpome reMoIMTuuecKuX Kpu30B BO3MOKHO Pa3BUTHE AIVIACTUYECKUX KPH-
30B. CepIiOBUIHOKJIETOUHBIN KPU3 XapaKTEepU3YeTcsl MOsIBJIEHHEM OCTpPBIX O0Jel B KOCTSIX, CIMHE,
KHUBOTE, KOHEYHOCTSIX, B 00JIACTH TIeUeHU U/UJH cesie3eHKH. Kak yke roBopuiioch, 001eBOi CHHIPOM
CBSI3aH C OKKJIIO3UEH COCY/I0B U Pa3BUTUEM MH(APKTOB B TKAHAX, HAa (POHE KOTOPBIX HEPEAKO UMEET
MECTO MPUCOEVUHEHNE OPraHHOI U MOJMOPTaHHOM HEIOCTATOYHOCTU. B yacTHOCTH, Ta e MpUYMHA
JIEXKUT B OCHOBE TOBBIIIEHHON CKJIOHHOCTU K MH(PEKIIMSIM, KOTJIa N3-32 MHOKECTBEHHBIX TPOMOO30B
COCYJIOB U CMHYCOB CEJIE3EHKHU pa3BUBaeTCs (PyHKIMOHAIbHAS aciyieHus. HakoHel, Takoil e reHes
CBOMCTBEHEH U HEBPOJIOTMYECKUM OCJIOKHEHUSAM (MILEMUYECKUE U FeMOpparnyeckre MHCYJIbTHI C
Pa3BUTHEM Mape30B, Mapanyeil, CyJopor, TOJIOBHBIX OoJeid, pBOTH, (otododun). 3nech He0OXO0-
JAMMO TIOMYEPKHYTh, 4TO Y 00bHbIX CKA MOryT OBITH HEMBIE KPYITHBIE MHOKECTBEHHbBIE MH(PAPKTHI
MO3ra, KOTOPbIE MOTYT MTPUBOAUTH K HEOOBSICHUMOMY IPyTMMU MPUUMHAME CHKEHUIO UHTEJUIEKTA
Y TIAMSITH.

Kpaiine xapaktepHo, XoTb U BapuadenbHo, npu CKA mnopaxeHue mapeHXUMbl MeYeHH, Kell-
YEBBIBOJSIIEN CHCTEMBI U MoveK. Tak, jKeTYHOKaMeHHasi 00JIe3Hb MPOSIBIISIETCS yKe B JETCKOM BO3-
pacre. Kak BapuaHT ceprOBU/IHO-KJIETOUHOI'O KPU3a YaCTO Pa3BUBAETCS OCTPbIM NIEUYEHOUHBIN KPU3
C HEKPO30M IeNaToIMTOB, KOTOPHIN MPOSIBIISIET ce0sl renatoMerairueil, HApacTaHueM KeITyXH, JIUXO0-
pankoii, yBemmueHrneM ACT u OwmupyOonna. Kak mpaBuio, IIMTETBHOCTh MEYEHOUYHOTO Kpu3a He
MIPEBBILIAET ABYX HE/eNb, HO MOXET MHIYLMPOBATh IEYEHOYHYI0 HEI0CTaTOYHOCTh. [Ipyrum Bapu-
AHTOM TeYeHOUHOro Kpu3a y 0ombHbIX CKA sIBJISIeTCSs1 OCTpBIN MEYEHOUHBIN KPU3 C CEKBECTpaIHei,
KOTOPBI MPOSIBIISIETCS OBICTPHIM YBEJIMUEHUEM PAa3MEpPOB MEeYEeHH U ITaJIeHUEeM YPOBHsI TeMOIJIOOMHA
B KpoBu. CrieyionyM BapuaHTOM MEUYEHOUHOTO KpU3a MOXKET OBbITh OCTPBIM MEUSHOUHbI KPHU3 C
BHYTPUIIEYEHOUYHBIM XOJIECTA30M, KOTOPBII MPOSIBIISETCS BRIPAKEHHOW runeponpyonsemuei (6e3
yBEJIMYEHUS TEMIIEPATYPHI), OOISIMU B TIEUYEHH, JISUKOIIUTO30M, IEYEHOUYHON HEJOCTATOYHOCTHIO U B
KOHEYHOM UTOre MPUBOIUT K cMepTu. Kpome Toro, B renese nopaxeHus neuenu y 6ompHbix CKA
MOTYT y4acTBOBAaTbh TAK)KE BUPYCHBII IeNaTUT WM Ay TOUMMYHHBIN TeNaTUT U FEMOCUIEPO3.

[NopaxeHre MoYeuHbIX COCYI0B U KJIIYOOUKOB (CM. IIB. BKJI., puc. 5.10) compoBoxkaaercs pas-
BUTHEM OCTPOW WJIM XPOHUUYECKOH [MOYEUHOM HelocTaToYHOCTHU. [1py 9TOM Kak BO BpeMsl TeMOIUTH-
YECKOro KpH3a, Tak M JJUTEIbHOE BPEMs MOC/Ie HEr0 MOTYT UMETh MECTO: TUIIOCTEHYPHUS, IIPOTEU-
HYpUsl, TeMaTypus U CHIKEHHE KJIyOOUKOBOU (priibTpaiy. HeyauBUTENbHO, YTO B STUX YCIIOBHUSIX
JOBOJIBHO YacTO Pa3BUBAETCS] BTOPUYHAS apTepUaJIbHAsL TUIIEPTEH3US.

Hanee 6ompHbIM CKA CBOWCTBEHHO MOpaXeHUE CepAlla U JIETKUX, B YACTHOCTH pa3BUTHE
OCTpOro MH(papKTa MUOKapAa WM UIIEMUYECKOW KapIMOMHUOIIATUU C MPUCOEAVHEHUEM TSIKEJION
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CepIeYHON HeI0CTaTOYHOCTU. B cBOI0 ovepep, HapyIIeHHe MUKPOLMPKY/IALUMN B JIETKUX U TPOM-
©03BI JIETOYHBIX COCYJOB MPEIPACIIONaraioT K pa3BUTHIO OTEKa JIETKUX U TSKEJIOH JIETOYHOM TUrep-
TeH3uu. VI3 apyrux nposiBieHuit 3a001eBaHus CJaeayeT YIIOMSIHYTh O: a) YaCTOM CHMKCHUH 3PeHUs,
CBSI3aHHOM C Pa3BUTHEM PETUHONATHH; 0) HEKPO3aX U SI3BEHHBIX MOPAKEHUSX KOXKH; B) BO3MOXKHO-
CTU U3MEHEHM S KOH(UTypalMy KOCTEW Yepera 1 3aMeyIeHns] (PU3NYECKOro U IICUXUYECKOTO Pa3BU-
THS TALIMEHTOB.

Jst sxenmyH ¢ CKA xapakTepHbl JEUCMEHOpes], OIMKUCTO3 TMYHUKOB, (pUOpOMATO3 MOJIOU-
HBIX JKeNe3, a B ciiydyae OEpeMEeHHOCTH — BBICOKUN PHCK JIETAIBHBIX OCJIOKHEHUH Kak ISl MaTepH,
Tak W JyIs IJI011a, a 1JIs MYKUUH — [pUanu3M, UMIOTEHIUS U, PEKE, TUIIOTOHAU3M.

JlabopaTtopHble JaHHbIe. [MIIOXpPOMHBIE MHMKpPOLMTAPHBIE AWUCKOIMTH B Ma3Kax KpOBU
coricteeHHbl Hb SC, Hopmoxpomusbie sputpouutsl — Hb SS- u Hb S+ &-tanaccemusm. [Ipu Bcex
Bapuantax CKA BcTpeudaercsl MOWKWIOUMTO3. XapaKTepHO TAK)KEe CHUKEHHE TeMaTOKpUTa, Yucia
SPUTPOLIMTOB M TOKa3aTesiell reMOorIoOrHa KPOBU KaK B MEKKPU3OBBIA MEPUOI, TaK M B TIEPHUOL
kpu3a. [IpakTudecku y Bcex OONbHBIX MMEET MECTO PeTHKYJIoIuTo3. OH MeHble BeipaxeH rnpu Hb
S+ a-ranmaccemus mojiBapuaHTe, a OOJbIle — B MEPUOJ TEMOIMTHYECKOTO Kpu3a. XapaKTepHO MOsIB-
nenue Howell-Jolly Tener; B sputponmTax. B 1o %e Bpems Tonbko Hb SS-nopBapuanTy 3a601eBanus
CBOMCTBEHHBI MMOBHIIIICHHBIN JISHKOITUTO3 U TpoMOormTo3. Hakowerr, xapakrepusie 111 CKA yBenn-
YeHUE HEKOHBIOTMPOBAHHOTO OMIMPYOMHA, JIAKTATAETUIPOreHasbl, CHIKEHHE TanTornoOnHa OTpa-
Kal0T CTeNeHb reMOoJIN3a.

HMuarno3. Meicib 0 CKA BO3HHKaeT y Bpaua Mpu HAJIMYMK Y OOJBbHBIX MPHU3HAKOB XpPO-
HUYECKOM TeMOJIMTUYECKON aHEMUU BPOXKJIECHHOIO XapakTepa, MpoTeKalomeld Ha (hOHE TsKEbIX
MH(EKIMA ¥ COMPOBOKAAIOIIEHCS MIIEMUYECKUMH OOJISIMHU Pa3nruHOl Jokanm3anuu. [lonTeep-
KJAeT JUarHo3 HAJIM4YMe B Ma3Kax KPOBU CEPIOBUAHO-KJIETOUHBIX SPUTPOLIMTOB, a TaKXke JEKTPO-
(opeTryeckre 1 MOJIEKYJISPHO-OMOIOTMUECKHE UCCIIEIOBAHM S, HATIPABJICHHbBIE Ha TIPEIMET BhIsIBIIE-
Hus Hb S. Yro kacaercst pasrpaHuueHnsi pa3IMyHbIX MOIBAPUAHTOB 3a00eBaHusl, B yacTHocT Hb
SS, Hb SC um Hb S+ a-tanaccemust, 17151 TOCTHKEHU ST 9TOU 1IEJTM HEOOXOIMMO TIPOBEICHUE CTICTIH-
aJbHBIX uccieaoBanuil. Cpequ HUX: a) eKTpodope3 reMorioorHa Ha HeJLTI0I030al[eTATHOM IJICHKE
ripu pH 8,4; 6) anekrpodope3 remoriodrMHa Ha UTpaTHOM arape ripu pH 6,2; B) TectT Ha pacTBOPH-
MocTh remorsioouHa; T) JHK-tunupoBanue (ITLIP, pecTpuKIIMOHHBIA aHAINU3, ajljieb-crenudude-
ckas rubpuamusanus u ap.). B Menbineit mepe pasrpannuenuio nogsapuantoB CKA nmomoraer ananmms
Moponoruu 3puTpolrMTOB. B YacTHOCTH, CEprOBUIHBIE IPUTPOLIUTHI UMEIOT MECTO IIPYU TOMO3UTOT-
Houi (Hb SS) CKA, a muiueneBuasble 3putpouuTsl — ipu couerannu CKA c a-tanaccemueil.

HuddepeHuaibHbIi JHATHO3 CIIEYET TPOBOAUTH C APYTUMU FEMOJIUTUYECKUMH aHEMU-
SIMM HACJIEICTBEHHOTO XapaKTepa, B YaCTHOCTH C IpUTPOLMTONIATUAMU. B oTimune ot Mukpocgepo-
[IUTO3a U JJUTMITOLMTO3a, B Ma3Kax KpoBu 00sbHBIX CKA MpUCYTCTBYIOT XapaKTepHbIE CEPIIOBU/IHBIC
SPUTPOLIUTHI, KOTOPBIE NEPBBIM JIByM NATOJIOIUsM He cBoiicTBeHHBl. Kpome Toro, s CKA xapak-
TEPHBI IEPUOJMUECKH BOSHUKAIOIIKE OOJM B Pa3/IMYHBIX YUaCTKaX Tesla, HepeJKO 3aKaHYMBAIOIINECs
MH(pAPKTaMH, a TAKXKE TSKEJIOo MpoTeKaolue nH(ekuuu. Bmecte ¢ TeM /1711 OKOHYATeIbHOW BepH-
cdukaiu CKA 1 ee nmogBapuaHTOB KpaiiHe KeJaTelbHO onperenenue remoriioonna Hb S no nepe-
YKCJIEHHBIM BbIILIE METOIMKAM.

JIeuenne. Xors panukanbHoro jedeHuss CKA mnoka He nmpuayMaHO, OCHOBHBIE CUMITTOMBI
3a00JIeBaHUSI MOTYT OBITh YCTPAaHEHBI WJIM CMSTUYEHBI TPH YBEJIMYEHUH 0ObeMa BHITUBAEMOM KU
KOCTH, WCIIONb30BAHUM AHAJIBIETHKOB, AHTUOMOTUKOB U, B CIy4ae HEOOXOTMMOCTH, 3aMECTUTEIIb-
HOH Tepariuy JJOHOPCKUMH SPUTPOLIUTAMH B 00beMe, 00eCTIeUrBaIOIIeM MOAIepKaHNe TeMOrJIoOnHa
kpoBu Ha ypoBHe 100 r/n. IIpu stom nonsg Hb S nomxna cocraBisats < 50 %.

[NockonpKy yBenuyeHue B KpoBU (PETAILHOTO reMOorIoOMHa, UMeloniero 6oaee HU3Koe Cpojl-
CTBO K KHCJIOPOAY, YMEHBIIAET BbIPAKEHHOCTb TKAHEBOW I'MIIOKCHUHM, TO Ha3Hau€HME Ipenaparos,
yBennuuBaoiux kommuectBo Hb F y GoMbHBIX ceproBHIHO-KJIETOUYHOM aHEMHUEN, MOKHO paccMmar-
pUBaTh Kak KOMITIOHEHT IaToreHeTnyeckoi tepanuu. C 3Toil Lesblo UCHOoNB3YIoT: 1) TuapoKcuMoye-
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Buny (0,15 — 0,3 mr/kr), koTopas yBenuuuBaeT copepxkanue Hb F myTem TopmoxkeHHs1 puOOHYKI€0-
TU]I-PEAYKTAa3bl;

2) 5-azarutuauH (runomerunvpoanue THK — yBenmueHne sKcripeccuu reHa a-rioovHa u,
orciona, yeenuuenue Hb F); 3) nenmradbun (runomerumvpoBanue [JHK c yBenmueHuem skcripec-
cuu reHa a-roduHa u HapactanueM Hb F); 4) aprunun Oytrpar (AHTMOUTOP TMCTOH/IEAIETHIIA3HOTO
KOMILIEKCa); 5) SpUTPOINOITHH.

BaxubiM komnioneHToM JieueHus1 CKA sBiisieTcs npouIakTUKaA Pa3BUTUSL FEMOJIMTUYECKOTO
KpHU3a C y4eTOM IepeUYHCIIeHHBIX Bbille (haKTOpOB pHcKa. B 3ToM muane ocoboe 3HavYeHHe UMeeT
npodunakTrka uHbpekui. B To ke BpeMs mpoduiakTuka TpoMO030B 10 KOHIIA He pa3padoTaHa,
MOCKOJIbKY 3a MX reHe3 npu CKA OTBETCTBEHHBI HE TOJBKO TMIEPKOArY/ISLUOHHBI CUHIPOM U
HapyIIeHUe PeosIOTMYECKUX CBOWCTB KPOBU, HO M U3MEHEHUE aHTUTPOMOOTUIECKOU M a/Ire3UBHOM
dynkuum sunorenus. [o-suaumomy, Gosee MPEeAnoYTUTENLHO B STOW CUTYallM Ha3HAYCHUE J1e3-
arperaHToB, YeM NPsSIMBIX aHTHKOAryJISHTOB, XOTSI B TIEPUOJ TEMOIMTUYECKOTO KpH3a MOXET OBbITh
OIpaB/IaHHO TaKke MPUMEHEHHEe HU3KOMOJIEKY/ISIPHBIX renaprHoB. [ocKombKy ycTpaHeHue Halmo-
JAIOIIErocst BO BpeMsi TeMOJIMTUYECKOT0 Kpr3a O0JIEBOro CMHAPOMa MOXET MPeIOTBPATUTh Hexkela-
teabHbli 111 CKA cna3m nepudeprudeckux cocyoB, YMEHBIIUTh TKAHEBYIO TUIIOKCHUIO U AAJIbHEH-
111ee HapacTaHue reMoJIn3a, OHO MaToreHeTHYeck 3HaYMMO. C 3TOM 11e/IbI0 OOBIYHO UCHONIB3YIOT KaK
HapKOTUYECKHE, TaK Y HEHAPKOTUYECKUE aHAJIbI€TUKH, Ba30IMJIaTUPYIOLIHE ITpenaparhl, aHTUKOAry-
JISHTBI, A€3arperaHThl, THAPATALMIO U UHTAISALMIO KUCIOPO/A.

[Tpu Ta:xenom Teyennn CKA BO3MOXKHO BBIIIOJTHEHUE aJIJIOTEHHOU TPAHCIIAHTALIMU KOCTHOTO
MO03ra, 3(pPeKTUBHOCTH KOTOPOU cocTaBiisieT 0kojio 70 %.

B kavecTBe npoduIakTUKK reMOCHIEpO3a J0JKHBI IPUMEHSTHCS XEIaTOPhl JKeJle3a Mo KOH-
TpoJieM ypoBHs (pepputrHa. Tak Kak y O0JIBHBIX Ha (DOHE TEMOJTI3a ¥ AKTUBHOTO SPUTPOII033a UMEET
MECTO TIOBBIIIIEHHOE TIOTpedieHre (hoIMeBOM KUCIOTHI, TOKa3aHO MPO(HIAKTUIECKOe IPUMEHEHUE
(ponueBoit KUCIOTHI B 103€ 2 — 3 MI/CYT.

ArnuacTryeckue Kpusbl, KOTOpbIEe, Kak MPaBUIIO, pa3BUBAIOTCS Y AETE MOC/e NapBOBUPYCHOM
MH(EKIMH, MOTYT MOTPeOOBaTh a/IeKBaTHBIX TpaHC(y3Uid SpUTPOLUTOB. B 3TOM Ciyuae BOCCTaHOB-
JIeHUE TeMOII033a OOBIYHO MPOUCXOIUT CIOHTAHHO B TeueHue 10 — 14 cyt. Bmecrte ¢ Tem cnenyer
MIOMHUTD, YTO JIJIUTEJIbHAS 3aMECTUTEIbHAS Tepanus JOHOPCKUMHU SPUTPOLIUTAMU MOKET IIPUBECTU
K JUIOCEHCHOMTN3AIIMY TAIIEHTOB, YTO AUKTYET BpayaM HeOOXOIMMOCTh IPUMEHEHUsT SPUTPOLIH-
TApHBIX CPeJ] C YYETOM MHIVBUAYATBHOTO MOAOOPa JOHOPA, a TAKKE UCIOJIb30BaHUe (PUITbTPOBaH-
HBIX, OTMBITBIX WJIM Pa3MOPOKEHHBIX SPUTPOLIUTOB.

5.5.2. IlpuoOpeTeHHBbIE reMOJIUTHYECKIIE AaHEMIH

STy JOBOJBHO OOMIMpPHYIO Ipymiy I'A mpeictaBisioT 3a00/eBaHUs KaK UMMYHHOH, Tak U
HEMMMYHHOM Mpupozbl. [lepBbie cBsi3aHbl ¢ BHIPAOOTKOM B OpraHu3Me arrIiOTHHUPYIONUX aHTUTEN
PA3IMYHBIX KJIACCOB K IPUTPOLIUTAM OOJIbHOTO, BTOPBIE — C IOBPEXAAIOIINM JICHCTBUEM XUMUUYECKUX
1 pu3nYecKux (haKTOPOB OKPYKaIOIIEH Cpe/ibl, a TaKKe KJIAaHHbIX U COCYAUCTBIX IPOTE30B.

B rpynny ummyHHbIX ['A BXOAAT 3a0071€BaHN s, IPU KOTOPBIX pa3pylIeHHe SPUTPOLIUTOB MPO-
WCXOJMT I0A BIUsAHMEM aHTuTeN. Cpeli HUX BBIAGISIOTCS U30MMMYHHbIE, TPAHCUMMYHHBIE, TeTe-
POMMMYHHBIE U Ay TOUMMYHHBIE aHEMUH.

B 10 e Bpems 1o xapakTepy MOBPEkJAIOIUX SPUTPOLIUTHI AHTUTENI IMMYHHbBIE TeMOJIMTHYE-
CKHE aHEMHUM MOTYT OBITh: a) C HEMOJIHBIMU TETUIOBBIMH arryIlOTUHUHAMU; O0) C TETUIOBBIMU T€MOJIH-
3MHAMU; B) C MOJHBIMM XOJIOJOBBIMM arryIlOTUHUHAMU; T') C JBYy(pa3HbIMU FeMOIM3UHAMU, PHUYEM
TOsIBJIEHHE B KPOBU OOJIBHOTO arryIloTUHUHOB CIIOCOOCTBYET Pa3BUTHIO BHECOCYAUCTOrO reMOn3a, a
IeMOJIM3UHOB — BHYTPUCOCYAHUCTOTrO.

KiMHMueckuii onbIT NOKa3bIBAET, YTO HAMOOMBIINI YIeJIbHBII BEC B IpyIe NPUOOPETEHHBIX
uMMYHHBIX ['A (10 97 %) npuxoAnTCs Ha aHEMUM C HENOJHbIMU TEIUIOBBIMM arrmoTUHUHaMu. B
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OOJBIIIMHCTBE CITyYaeB IeTePOMMMYHHBIX TEMOJUTHUECKMX aHEMHUH K BBIpAOOTKE aHTUTEN MPUBO-
AT UH(EKIMY WK JIEKapCTBa, KOTOPBIE B 3TOM CJIy4yae BBITIOTHSIOT POJIb MPOBOIUPYIOIIEr0 CUHTE3
aHTHTeN ranteHa. B cinydae ke ayroummyHHBIX ['A Bedyiiee MecTo B MaTOreHe3e reMOJTMTHYECKOTO
CHH/IPOMa UMEET CPBIB ICXOHOM TOJIEPAHTHOCTH JTMM(OITMTOB K COOCTBEHHBIM KJIETKaM OpraHu3Ma.

Hmmynnasa zemorumuueckas anemus ¢ menaogvimu azearomununamu. Ita dpopma ['A
MOXET HAUMHATLCS TO-pa3HoMy. Pexke umeeT Mecto oueHb OypHbIN MPOIIecC, Yalle — MOAOCTPBIN 1
naxe XpOHWYECKuil. B mepBoM ciydae Ha (poHE MOIHOro O1arononyuusi y OOJBHOrO HEOXKHUAAHHO
najgaeT reMoroOrH, MOBBIIACTCS TeMIleparypa Tela U TeMHeeT mMoua. Ilpuuem jmxopanka, Kak
MIPaBUJIO, TEM BBIILIE, YEM OCTpee MpoTeKaeT caM remonu3. Cesie3eHKa He YCIEBAeT yBEJIMUUThCA.
KocTHbIil MO3r O0Orat KJIeTOYHBIMH JIEMEHTAMH C PACIIMPEHHBIM SPUTPOUIHBIM POCTKOM. B KpoBH
MOMHUMO YBEJIMYEHHOTO KOJIMUYECTBA PETUKYJIOLMTOB MOXET ObITh aJaNTallMOHHBIN JIEHKOIMTO3 U
BBIPaKEHHBIN CIBUT JIEMKOLIMTapHOI (popMyJibl BiieBO. Hepeko BCTpeyaloTes TakkKe IpUTpOKapUo-
IUTHL. B Apyrux ciyyasx temn pa3ButHsi OOJIe3HH He CTOJb OypHbIA. BobHBIX Oosbiie GECTTOKOST
c1abOCTh U JpyTrye MPU3HAKY aHEMHUYECKOTO CHHAPOMA, XOTSI MOXKET OBITh 3apErrCTPHUPOBAHO U JIeT-
KO€ TOBBIIIIEHUE TEMIIepaTyphl Tejla, U YBEJIMUYEHNE CeIe3eHKU, U Pa3IMYHON CTENeHH BhIPaKEHHO-
CTH JKEJITYIIHOCTb KOXHU M CKJIEp.

Jnarno3 umMmyHHOU ['A ¢ TEMIOBBIMU arrTIOTUHUHAMU CTaBUTCSI HA OCHOBAHUM TIOSIBJICHUS
y OOJIBHOTO aHEMHYECKOTO CHHAPOMA, HE CBSI3aHHOTO ¢ KpoBomoTepeil. OH 4Yalle BCero BBISBIIS-
ercs Ha (poHe Kakou-HUOYI» MH(EKIIUU WK TIpUeMa JISKapCTBa, COMPOBOKAAETCS pa3HOW CTETICHU
BBIPAKEHHOCTH KEJITYXOM, BHICOKUM PETUKYJOLMTO30M U BBIPAKEHHOH aJaNTallMOHHON peakiuen
SPUTPOUIHOTO POCTKA KOCTHOTO Mo3ra. ['eMoiu3 MokeT ObITh MOATBEPK/AEH BBISBICHUEM Y OOJb-
HOT'O YKOPOUEHHS KM3HU SPUTPOIIMTOB U TIOBBIIIEHUEM B KPOBU HETIpsIMOro ommpyonHa. IMmyH-
Hasl MPUPOJA TEMOJN3a JIOKA3bIBAETCS TIOJIOKUTEIILHOM TpsiMoit ipodoit KymOca, oOHapykuBaromie
HasMuue (PUKCMPOBAHHBIX Ha pUTpouuTax OosmbHOro antuten. Ecnu pesynbrarsl poOs KymoOca
OyIlyT OTpHULIATENIbHBI, MOKHO HCIIONB30BaTh OOJIee YyBCTBUTENIBHBIN arperalldOHHbIN TECT.

Huddepennuaibabiil JUarno3 uMMyHHou ['A cienyer npoBOIUTh C BPOXKJIEHHBIM MUK-
pocdepoumTozoM. [TocTaBUTh OKOHYATEIBHBIN AUArHO3 IOMOTAeT TO, YTO MPU MUKPOC(epoITo3e
aHeMUsl U CBS3aHHAsl C HEl KeJTyXa HOCUT OTUET/IMBBIA ceMelHblid Xapaktep. OHa BCTpevyaercs y
HECKOJIbKUX YIEHOB OJIHOW U TOU K€ CEMbU M MOXET COMPOBOKIATHCSI OTMEUEHHBIMHU BBIIIIE U3Me-
HEHUsIMU B KOCTHOM crcTeMe. Kpome Toro, IMarHoCTMYecK 3HAYMMOW B OTHOIIEHUH MMMYHHOTO
reMosi3a OyJeT noyoxuTtesbHas nmpoda Kymoca.

Jleuenne I'A c TermyoBbIMM arrmOTUHUHAMM HAYMHAETCS C OTMEHBI MPOBOIMPYIOIIUX €€
nekapcTB. HeomnoxHasi Tepanusi BKJIIOYAaeT Ha3HAUCHUE TTIOKOKOPTUKOWAOB M3 pacuera 1 Mr/kr
Macchl Tena. [1pu otcyTeTBum 3¢pekra HauaIbHYI0 103y IPEIHN30I0HA YBEINIMBaIoT B 1,5 — 2 paza
WJIY 3aMEHSIIOT €ro Ha METUJINPEJHU30/I0H (MeTtunipen). [Ipu JoCcTHKeHIH MONIOKUTETHHOTO 3 heKTa
I03Y ITIOKOKOPTUKOMUIOB MOCTENIEHHO CHIKAIOT. Ecii Ha 3TOM (poHE HACTynaeT peryanB reMosn3a,
UCTIONB3YIOT PUTYKCUMa0 WJIM UMMYHOJETIPECCAHThl, B YaCTHOCTU a3aTHONIPUH (MMYypaH) U CaHIu-
MYH (LMKJIOCTIOPHH-A).

Crenytomeid TMHUEH OOOPOHBI CUMTAETCSl HA3HAYEHUE aHTHIMMQOIMTAPHOrO IOOYIMHA U
cruienskToMust. [onoxkurenbHbii 3hdekT oneparmu Haomopaercs y 65 — 70 % 6ombHbIX, y 15 % ype-
XKAIOTCsI TeMOJIMTHYECKHE KPU3bl, KOTOPBIE TETIEph IPOXOAAT O€3 WM C YMEHBIIICHHBIMU JTO3aMU CTe-
pounos. B To ke Bpemst y 20 % OOJIbHBIX CIITIEHIKTOMUSI 3 (PpeKTa He MPUHOCUT. B 3THX cuTyanmsx
MOT'YT ObITh TIOKa3aHbl U PUTYKCMMAO0, ¥ TaKhe UMMYHOAEIIPECCAHTBI IUTOCTATUYECKOTO JICHCTBUS,
Kak IUKJI0(dochaH, BAHKPUCTUH (OHKOBHH), XJIOpPOYTHH U anb(a-nuHTepdepoH. B kauecTBe BaKHOTO
CTaOMITM3UPYIOIIEr0 UMMYHHBIN IIPOLIECC CPENICTBA MOXET ObITh PEKOMEH/IOBAH TaKKe PEIITEbHbIN
OTKa3 OT preMa MOJIOYHBIX ITPOLYKTOB U ;KUBOTHOW MUIIH, KOTOPbIE, KAK U3BECTHO, SIBJISIIOTCS MOIII-
HBIMH €CTECTBEHHBIMU ajliepreHamMu. K coxkaneHuio, HeCMOTps Ha BCE TU TeparieBTUYECKUE YXHII-
peHus, y psaaa OONbHBIX TPUOOPETEHHBIMU UIMMYHHBIMU TEMOTUTUYECKUMH aHEMUSIMU OCTAaHOBUTD
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MaTOJIOTMYECKUI TIPOLIECC A0 KOHIIA HEe YIAeTCsl, YTO BHIHYKIAeT OOJBbHBIX K UTUTEIbHOMY TIpUEMY
Y TJIIOKOKOPTUKOMIOB, 1 IMMYHOAEIIPECCAHTOB CO BCEMH BHITEKAIOLIMMU OTCIO/IA TTOCIIE/ICTBUSIMHU.

IIporno3 3adoneBaHrs JOCTATOUHO Cepbe3Hblid. OCHOBHBIE OCIIOKHEHUS — KEITIHOKAMEH-
Has O0JIe3Hb, TECHO CBSI3aHHBIC C Tepanuel TIIOKOKOPTUKOUIAMU pa3InuHble NH(PEKIIUH, CTEPOH/I-
HBII [rabeT, si3BeHHast O0JIe3Hb, apTepualibHas TUIIEPTEH3H S, HAAMOYEYHUKOBAsI HETOCTATOYHOCTb,
OCTEONOPO3 U HEKOTOPHBIE JPYyTHeE.

Hmmynnas zemoaumuueckas awemusi ¢ x040008vlmu azearomununamu. CoeoOpasue
3TOl (hOPMBI MPUOOPETEHHON TEMOJTUTHUECKON aHEMUU COCTOMT B TOM, YTO OHA BCTpevaeTcs mpe-
HMMYIIECTBEHHO Y MOKHWJIBIX JIIOJIEN M YaCTO COMTPOBOXKIAETCs pe3Ko yBesmdeHHOH (110 90 mm/41) CO,
KOTOpasi B TEPMOCTATe «HOPMAIM3YyeTCsi». M3 Ipyrux BaKHBIX KIMHUYECKUX U J]AOOPATOPHBIX MPH-
3HAKOB JOJKHBI OBITh OTMEUEHBI: BhIpaKeHHAsI TOJIMAT TTIOTUHAOEIBHOCT SPUTPOLIUTOB, 3aTPYAHSIIO-
111ast orpe/esieHre TPYIITbl KPOBH, HAJIMUKE B CHIBOPOTKE KPOBU M-TpafueHTa, JOKHOMOMOKUTEb-
Hasl peakuys BaccepmaHa, a Tak:ke Mporpeccupyoliyi BO BpeMeHu cuHapoM PeitHo.

Huarao3. MpICJb 0 BO3MOXHOCTH y OOJBHOTO TakoW HEOOBIYHOW (hOPMbI TEMOTUTHIECKON
aHeMHHY BO3HHMKAET y Bpaya B ciiy4ae pe3ko yBearmueHHoN COD 1 OOMbIINX CIIOKHOCTEH C onperesne-
HUEM Ipynrbl KpoBr. OKOHUYATEIBHBIN IMarHO3 CTABUTCS C YYETOM MOJIOKUTETBHON PEeaKI|y arriio-
THHAOEJIPHOCTH JJOHOPCKUX PUTPOIMTOB | rpynmbl B CHIBOPOTKE KPOBU OOJIBHOTO, MOCTABJIEHHOH B
XOJIONMJIbHUKE, ITPU OTCYTCTBUM TakoBoi B TepmocTtare (37 °C).

HuddepeHnuaibHbIN JUATHO3 CIIEyeT IPOBOIUTD C APYTUMHU (pOpMaMU FeMOJTUTUYECKUX
aHEeMMWIi, B TOM YHCJIE CBS3aHHBIX C MEXaHMUYECKUM IMOBPEKACHUEM pUTpOUTOB. [lomMoraer otm-
YHUTh €€ OTMEYEHHBIN Bbillle (DEHOMEH MaHArrII0THHAOSIBHOCTH SPUTPOLIUMTOB | rpyIimbl, BHIpakeH-
HOCTb arTTIOTUHALMK B XOJOAWJIbHUKE TIPU OTCYTCTBUM €€ B TEPMOCTaTe, a TAaKXKe YeTKasi pa3HUIla B
onpeaenennu COD npu pa3IuyHbIX TEMIEPATYPHBIX peKUMaXx.

Jleuenne. I'A ¢ XOJONOBBIMH ArrTIOTUHUHAME Ha TEPAIMIO TIIOKOKOPTUKOUIAMU pearnpyeT
110x0. [T03TOMyY OCHOBHOI JIMHKEH 0OOPOHBI CUUTAIOTCS UIMMYHOJIETIPECCAHTHI, B TOM YUCJIE C LIUTO-
CTaTUYECKUM JICUCTBHEM (MMypaH, 1ukjiogocdan, X10pOyTHH U MesdaiaH).

IIporuo3 3aboneBaHust JOCTATOYHO Cepbe3HbI. B yacTHOCTH, BO3MOXHa TpaHcdopmanus B
naparpoTeMHEMHUECKHIA TeM00IacTo3 (MHOKECTBEHHAsI MUEJIOMA).

Hmmynnas eemorumuueckas anemus ¢ zemoauzunamu . Ipu I'A, 0OycnoBiIeHHON MOsIBIIe-
HHEM B KPOBH TEIUIOBBIX WIIH, peXe, AByX(Pa3HbIX reMOIM3NHOB, HApYIIEHHE 1IEJIOCTHOCTH SPUTPO-
UTApPHON MeMOpPaHbI TPOUCXOAUT C MIOMOIITBIO (PMKCUPOBAHHOTO HAa TEMOJM3MHE KOMIUIEMEHTA.

Kiaunnueckasi kapruna rpu ['A ¢ remonusnHamu 10BoJbHO cBoeoOpasHa. [Tonaganue remo-
[I00MHA MTPSIMO B KPOBb, & OTTY/IA B MOUY MTPOSIBJISIETCS B KJIMHUKE TMOBBIIIIEHUEM TeMITepaTyphl Tela,
OO0JISIMU B TIOSICHUIIE, TIOSIBJICHUEM KPACHOU MM TEMHOW MOYM U, PEAKO, IPUCOSTUHEHUEM YMEpEH-
HOM xentyxu. OHaKo B clly4ae, eclii CBOOOIHOIo TeMOrJIoOWHa B MOYY HOCTYIAaeT Majio WM OH
AKTHUBHO TEPEBOAUTCS HAXOMAIIMMICS TaM KJIETKAMHU B TEMOCHIEPUH, IIBET MOUYM MOXET OBbITh HE
W3MEHEH.

B anayimsze KpoBM MMEIOT MECTO aHEMHsI PA3HOUM CTENEHH BBHIPAKEHHOCTH U PETUKYJIOLUTO3.
Broxummdeckoe MccieloBaHue KPOBHU B TIEpUO 00OCTpeHHsI OOHAPYKUBAET YBEJIMYeHHE CBOOO-
HOTO TeMOITIOOMHA W CHIKEHUE TanToroOnHa. AHAIU3 MOYM, CHEJaHHBIA B TIEPUOJ ee MOTeMHe-
HUS1, OOHAPYKMBAET MPUCYTCTBUE B HEll CBOOOJHOTO reMOroOrnHa. B To ke Bpems Mpy HaJIMYUH
MOYEBOTO OC3/IKa B AHAIM3UPYEMBIX KJIETKaX MOXeT ObITh OOHApPYKEeH reMOCHICPHH (CM. IB. BKJL.,
puc. 5.12). VI3 1pyrux crienayibHbIX UCCIIEIOBAaHUI 3aCTyKUBAIOT BHUMaHUs poda Kymoca, caxa-
PO3HBII M KUCTIOTHBIH TECTHI, MPOOa HA OCMOTUYECKYIO CTOMKOCTh SPUTPOLIMTOB U ONpeiesIeHHe JTH-
TEJIbHOCTU UX KU3HHU.

HMuarno3 I'A ¢ reMoM3MHaAMU CTaBUTCS HA OCHOBAaHMM XapaKTEPHOU KIMHUYECKOW KapTUHBI
Y OTMEYEHHBIX BBIIIIE JAaHHBIX JJAOOPATOPHBIX MCCIIEJOBAHUH.

HuddepeHnuaibHbIil JMArHO3, MPEKIE BCEro, CleAyeT MPOBOIUTh C NAPOKCU3MAIbHON
HOYHOW reMoryioouHypueit (6onesu» Mapkuadasbl — Mukenu) u ¢ apyrumu Buaamu ['A.
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B ormume ot 6one3nn MapkuadaBbl — Mukeu, mpy KOTOPOM pa3pyllieHre MaToIOrHIecKy
M3MEHEHHBIX W YPE3BBIUAIHO UyBCTBUTEJIBHBIX K KOMILUIEMEHTY SPUTPOILMTOB MPOUCXOINT B YCIIO-
BUSIX HOUHOTO CHMKeHHUs1 pH KpoBH, IpH 3TUX BUIAX aHEMHI HUKAKOM CBSI3U CO BPEMEHEM CYTOK
HeT, moJiokuTesbHa mpoda KymoOca. [ToMoraer mocraHoBKa caxapo3HOTO M KUCJIOTHOTO TecToB. B
OCHOBE CaxapO3HOro TeCTa JIE)KUT CIIOCOOHOCTh CaXxapo3bl YBEJIMUMBAThH CBS3BIBAHUE KOMIUIEMEHTA
sputpormramu. [ist ee moctaHoBKU OepyTcst 3 mpoOUpKu. B mepBoit SpUTpOIMTEl OOJTBHOTO CMEIITH-
BaIOTCsI C CBIBOPOTKOM JIOHOpa ¥ caxapo3oi. Bo BTopoll mpoOrpKe SpUTPOIMTH JOHOpA CMEIIBa-
I0TCSI C CHIBOPOTKOM OOJIBHOTO M caxapo30i. B TpeThel MpoOrpKe IpUTPOIMTHI OOILHOTO TOMeTa-
I0TCS1 B COOCTBEHHYIO CHIBOPOTKY U caxaposy. [Ipu 6one3nn Mapkuadgabl — MUKeIM MaKCUMAITbHBIN
reMosn3 Oy/ieT B TIepBOM MPOOHpPKe, cliadee — B TPEThel U OTCYTCTBYeT — BO BTopoi. OObsACHACTCS
3TO TeM, YTO IIPU STOH MATOJOTHH PE3KO YBEJIMUMBAETCS MOTpedIeHre KOMIUIEMEHTa, M OTCIONA €ro
cofepkanue OyIeT BBIIIE B CBIBOPOTKE JOHOPA, YeM caMoro OoJbHOro. B To ke Bpemsi Hem3MeHeH-
HbIE SPUTPOLMTHI JOHOPA B CHIBOPOTKE OOIBHOTO C MAPOKCU3MAIBHOW HOUHOHM IreMOIJIOOMHYpHel He
paspyialorcs. B ciyyae ke MMMYHHBIX aHEMMI TeMOJIU3 JA0JIKEH (PUKCUPOBAThCS B TPEThEU MPO-
OvpKe, Iie MPUCYTCTBYIOT M aHTUTENA, U YyBCTBUTEIIbHBIE K HUM SPUTPOLUTHL. B HacTosiiee Bpems
BBIsIBJIEHHE KJIOHOB MAPOKCU3MAIBHOW HOYHOW IreMOITIOOMHYPHH JOCTATOYHO MPOCTO OCYIIECTBIIS-
eTCsl METOJIOM MPOTOYHOM (hIIyOPOMETPUH, HALIEICHHON HA pacrio3HaBaHue Je(PUIMTHBIX MO aHKep-
Homy nipoteuny (CDS5 u CD59) numdornnTos.

Uro kacaeTcsl pa3rpaHUYeHUs] TeMOJIMTUYECKMX aHEMUH C TETUIOBBIMH U JIByX(Da3HBIMH I'eMO-
JIM3UHAMU, €0 OCYIIECTBIISIOT ClIeAyomuM o0pa3oM. bepyT Tpu mpoOUpKH ¢ KPOBBIO OOIBLHOTO.
OnHy MoMeImanT Ha24YBTEpPMOCTaT, BTOPYIO — Ha TaKoe XK€ BpeMsl Ha XOJIO[, a TPEThIO — Ha Yac B
TEPMOCTAT U Ha Yac — Ha X010/, [1py HaJImunu B CHIBOPOTKE KPOBH TETUIOBBIX TEMOJIM3UHOB FeMOJN3
OyleT B MepBoii MpoOUpKe, a IPU HAIMYMU IBYX(pa3HBIX — B TpeThell. HakoHell, reMosu3 rnaToioru-
YECKUX SPUTPOIMTOB PE3KO YCHIMBAETCS JOOABICHUEM K HIM CJ1a00ro pacTBOpa COJISTHON KHUCIIOTHI
(kucnoTHas rpoda Xema).

Jleuenne I'A ¢ TerioBBIMU reMOJIM3MHAMY TIOHAYATy HE OTJMYaeTcs ot crangaptHoro. [pe-
raparaMy BbIOOpa SIBJISIOTCS TIIIOKOKOPTHKOMIBI, 1032 KOTOPBIX JOJIKHA OBITh aIeKBATHOM, YTOOBI
ocTaHoBUTH remonu3. [lonoxkutenbHbi 3(pPEeKT Teparuy OLeHUBAETCS 110 HOPMAJTU3allMU TeMIiepa-
Typbl. [locne JOCTH)KeHUsT KIMHUYECKOro 3(¢eKTa, KOTOPBIi MOXET ObITh 3apeructpupoBan y 90
— 95 % OonBHBIX, J03a MPETHU30JIOHA WM METHUIIpe/ia MOCTeNIeHHO CHIkaeTcs. [Ipu 3Tom mosHas
KJIMHAYECKasl PEMHUCCH S TOCTHKUMA JIUIIb Y 5 % OOJbHBIX.

Bropoii «mHMeln 0O0pOHBI» MPH TEMOIUTUYECKUX AaHEMHSIX C TEIUIOBBIMHM T€MOJIM3UHAMU
SIBJISIETCS CTUIEHIKTOMU S, 9(P(PEKT OT KOTOPOr MOXET OBbITh Y 66 — 68 % mpoorepipoBaHHBIX 0OJIb-
HBIX. YacTb OONBHBIX MOCTIE OTepalii CHOBA JAIOT PeAKHe TeMOJIMTUYECKUE KPU3bl, He Tpedyolue
Ha3HAYEHHM s ITTIOKOKOPTUKOUIOB WK Kynupyiompecs: UMU. Y 20 % 60mbHBIX 3(heKTa OT CIIIeHIKTO-
MUH JOCTHYb HE YIAEeTCs, YTO OINPaBAbIBAET Ha3HAUSHHE MMMYHOIETIpeccuBHON Tepanuu. CornacHo
HAKOIJICHHOMY OIIBITY, TIPEINOYTHTENIbHEE UCTIONB30BaTh IUKJIO(OochaH WM BUHKPUCTUH, YeM a3a-
THOTIPHH (MMYpaH), HECMOTPS Ha TO YTO MOCJIETHHUN IaeT 3HAYUTEIHBHO MEHBIIE OCIIOKHEHU.

38



. Komnextur aBropoB. «BryTpennue 6one3nu. Tom 2»

5.6. TEMOPPATMYECKUE TUATE3bI

I'emopparnveckue quaTe3bl PeICTaBISIOT COOOM CIOKHYIO TPYIIITy 3200JIeBaHMIA, CBSI3aHHBIX C
HapyIIeHUeM COCYICTOrO, TPOMOOLIMTAPHOTO W/WJIM TUIA3MEHHOTO 3BeHbeB remMocTta3a. OHM BCTpe-
yatorcsi ¢ yacrorout 10 cyyaes Ha 100 Toic. Hacenenust. VX iedyenue TpedyeT OT Bpaya CrieIUaIbHbIX
3HAHUU U OOJIBIIOTO MPAKTUYECKOTO OIBITA.

MEXaHU3MOM K CBEpPTHIBAHUIO KPOBHU SBJISETCS MOBPEXKAECHUE LEJIOCTHOCTU COCYIUCTON
CTEHKH, KOTOpOE, C OIHOM CTOPOHBI, aKTHMBUPYET a[Are3uio W arperamnyio TPOMOOLMTOB, C JPYyrou
(uepe3 XII KOHTaKTHBII (PaKTOpP) — 3aIlyCKAET BHYTPEHHUI MEXaHU3M IUIa3MEHHOIO 3B€Ha reMocTas3a
(cM. 1IB. BKIL, puc. 5.13). [I71s1 OCTAHOBKYM KPOBOTEUEHH S U3 KAIMJUISIPOB U COCYA0B MaJIOro KaJmopa,
KaK IMPaBUJIO, I0CTATOUYHO MIEPBUYHOM T'€éMOCTATUIECKON MPOOKH U3 MAcChl aAr€3MPOBAHHBIX K KOJI-
JIareHy Y arperupoBaHHBIX TPOMOOIMTOB, B 0OPa30BaHUU KOTOPOU MPUHUMAIOT TAKXke MPsIMOe yJa-
crue pudpuHoreH u paktop Bumiedpanna (PB). [lepBriit obecrieunBaeT KOHTAKT TPOMOOITUTOB IPYT
C IPYroM, a BTOPOM OTBETCTBEH 3a KOHTAKT TPOMOOIIMTOB M KOJUIareHa.

OCHOBHBIMM MEXaHU3MaMH OCTAHOBKH KPOBOTEUEHHIA U3 Oojiee KPYIHBIX COCYJOB SIBIISIOTCS
YMEHBIIIEHHE MX MPOCBeTa U Bhinagenue ¢pudpuHa. Pudprun oOpasyercs: n3 (puOpUHOreHa moyj Aeu-
CTBUEM TPOMOMHA, KOTOPBIH OTIIEIUISIET OT (pUOpHUHOreHa MPeTsATCTBYIOIME TOJMMepu3armm puo-
punonentuasl A u B. B utore ¢pudpuHoren npeppaiaercs B (puOpuH-MoHOMep. Jlanee oH MOKET
TpaHchopMupoBaTh (PMOPUH-MOHOMEPHBIE KOMIUIEKCHI, KOTOPBIE TIO/I BIUSIHUEM (PUOPUHCTAOMITH-
supyiomiero (akropa XIII nmpeBpariaiorcsi B HepacTBOpUMBIN (puOprH. B TO ke Bpemst yactsb puod-
PUH-MOHOMEPHBIX KOMILJIEKCOB CHOBA Pacraaaercs 10 (puOpUH-MOHOMEPOB WM MOTJIONIAETCS KIIeT-
KaMU PETHKYJIO9HI0TEINAIbHON CUCTEMBI.

Knaccudukamnus reMmopparnyecknx Juare30B:

II1. 3aboneBaHrs COCY/IOB:

1. HacnencrBeHnsle.

2. IlpunodpeTeHHbIE.

3. Bei3BaHHbIE JIEKAPCTBAMU.

1. Hapymienust TpoMOOIMTOB:

1. KonnuectBeHHble:

a) HaCJIe[ICTBEHHEIC;

6) mproOpeTeHHbIE.

2. KauecTBeHHbIE:

a) HaCJIe[ICTBEHHEIC;

0) MproOOpeTeHHbIE;

B) BbI3BAHHBIC JIEKAPCTBAMU.

[I1. Hapyiienus ¢akTopoB CBEpThIBaHUSI KPOBU:

1. HacnencrBennsie:

a) onuH (akTop;

0) MHOKECTBEHHBIE (PAKTOPHI.

2. IlpnobpeteHHble: a) onuH (akTop;

0) MHOKECTBEHHBIE (PAKTOPHI.

IV. MHoxectBeHHble AedekTsl cuctembl ThNa JIBC-cunapoma.

EcrecTBeHHBIMU ITPOTHBOBECAMY CBEPTHIBAIOIIEH CUCTEMBI KPOBH sIBJISIIOTCS aHTUTpoMOMH 111,
cuctema nipotenHoB C U S, TIa3MUH U pocTakIvH. [loa BIusHIEM renapuHa NepBblid CiocoOeH
OJIOKMPOBATh MPAKTUUECKN BCE OCHOBHBIE STAITbl TVIA3MEHHOTO 3BeHa TeMOCTa3a, BKJI0Yast peBpa-
meHue ¢pudpuHoreHa B (puOpUH-MOHOMEP. AKTUBHUPOBAHHBIN IJ1a3MeHHBIN MpoTeuH C B MPHCYT-
CTBUM MIPOTEHMHA S CIIOCOOEH pacHIeIUISITh MPOTEOIUTHUECKH akTUBMpoBaHHbIe (paktopel VIII 1 V u
TaKUM 00pa3oM TOPMO3UTH 0Opa3oBaHKe aKkTUBHOTO (pakTopa X u TpoMOuHA. [11a3MuH npruHUMAaeT
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HETIOCPE/ICTBEHHOE yUYacTHe B MPOTEOTUTHUYECKOM pacIleryieHnH HuTeld (pnOprHa, a mpu HeoOXOIu-
MOCTHU CIIOCOOEH pa3pyllarh W Apyrue Ijia3MeHHble (haKTOphl CBEpThIBaHUS KpoBU. UTO Kacaercs
MPOCTALMKJIMHA, OH aKTUBHO MPETSTCTBYET arperaluy TPOMOOIUTOB.

5.6.1. Tpomo6onuTONEHNHI

Onpenenerme. Ilon Tp0M6OI_II/ITOHCHI/IHMI/I IMOHUMAIOTCA Takue 3a00JIeBaHUA U CUHPOMBI,

MIPY KOTOPBIX KOJMUYECTBO TPOMOOIIMTOB B KpoBU He focturaet 150 % 10°/n. VenbHblit Bec TpPOM-
OOIMTOIICHHIA B TPYIINE TeMOPPArHIecKrX AUATe30B JOBOILHO BBICOK (15 — 20 ciyyaeB Ha 100 ThIC.
Hacesienust). OH1 MOTYT OBbITh BPOXJIEHHBIMU U TPUOOPETEHHBIMH M BHI3BIBAIOTCS: &) HEIOCTATOUHOM
MPOAYKIMEN TPOMOOIIMTOB B KOCTHOM MO3re; 0) CEeKBEeCTpalvell X B COCyllax WU B CEJIe3eHKE; B)
pa3BeieHNEM, B YaCTHOCTH, TIEPETUTON KPOBBIO; T') IOBBIILIEHHBIM Pa3pyIlIeHUEM WITH IOTpeGIeHneM
TpomborumToB (Tadm. 5.1).

Tabauya 5.1
OcHOBHbIE MIPUYUHBI YBEJINUYEHHOTO MOTPEOJeHUSI UM Pa3pylieHusl TPOMOOIMTOB

MMMYHHOR OPUPOIBL

HenMMyHHON IpHpPoIb
Bpoxkmennbie TTpuobpeTenHble

Cepriedno-cocyucrbie 3abosesanus ITpueM nekapere ma-|Ocrpas MMMYHHasg TpPOM-
AOPTOKOPOHApHOe IYHTHPOBAHME TepPLIO bouuTonennyeckas Imyp-
JOBC-cunzipom AJIIOMMMYHHAsl HEOHa- | 1ypa
ITpuem nexkapcTs TanbHas TpPoMOOUM- | XpOHWYECKas MMMYyHHas
DKmamncus TOIEHHSA TpoMOOUMTOIIEHIYecKas
I'emoznanus HeonatasnpHble nHdek-| nypmypa
I'eMOIUTHYECKO-YPeMUYeCKHi CHH/IPOM | LIHH Wnaynpposannas — nexap-
T'unepcrnneHnsm MmmyHHas TpomOOLM-| CTBAMM HMMYHHAas TPOM-
Hudekuun TONEHHYeckas nypuy-| GouuToneHHs
CocyaucTbie IPOTe3bl pa y Marepu [MocrrpancdysnonHas
3aboneBanus novexk mypuypa
Bonesns Momkosuia

BerpeuaeMocTh BPOKIEHHBIX TPOMOOIUTONEHUI: CUHIPOM Anmopta; cuHapoM bep-
Hapa — CyJibe; BpOXKIEHHbIN 1e(pUIMT TPOMOONOITHHA; aHeMUs1 PaHKOHU; CUHJPOM CEpbIX ILIACTH-
HOK; aHomaiiisi Mest — XerrmHa; cuapoM Buckorra — Ongpuya.

Bpoorcoennas ungpunvmpayus kocmuozo mozea:

a) BPOXXJCHHBIE JIEUKEMUU;

0) BpPOXKXIEHHBIN PETUKYJIOIHIOTETNO3;

B) BPOXKAECHHBII MyKOIIOJIMCaXapua03;

Bpoorcoennas epanynemamosnas 6one3nb.

Ipuem nexapcme mamepuio:

a) 5TaHOJIa;

0) THa3UJIOB;

B) TOJIOyTaMH[A;

I') CTEPOUJIOB (3CTPOr€HOB WJIM MPEIHNU30HA).

Mamepunckue ungpexyuu:

a) LMTOMETaJIOBUPYCHAS;

0) BUpYyca rernaruTa;

B) KPAaCHYXH;

T') OCTIBI.
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Hmmynnore mpomoouumonenuu (UT) npeactaBisior cOOpHYIO IpyIiny 3a001eBaHUM, CBA3aH-
HBIX C BBIPAOOTKOM aHTHTEN K MPeABAPUTETIHHO U3MEHEHHBIM WM JJake K HEM3MEHEHHBIM TPOMOO-
mutam. [lo cBoell mprpose OHU MOTYT OBbITh BPOKAEHHBIMU M TIPHOOPETEHHBIMH, & C YUETOM MeXa-
HU3Ma 00pa30BaHMs AHTUTE MOAPA3IEIISIOTCS Ha:

a) NU30MMMYHHBbIE, WJTH aJJIOMMMYHHBIE, IIPY KOTOPBIX pa3pylleHre TPOMOOLIMTOB 00YCIIOBJICHO
WJIM UX HECOBMECTUMOCTBIO 10 OTHOM M3 IPYIIT KPOBH, UM TPaHC(Y3UeH pELIMIIEHTY YyKUX TPOM-
OOLIMTOB MPH HAJIMYUM y HETO paHee BBIPAOOTAHHBIX AaHTUTEIN K HUM;

0) TpaHCUMMYHHBIE, CBSI3aHHBIC C TIEPEX070M K peOeHKY uepe3 TUIaleHTApHbIA Oapbep aHTUTEN
OT paHee UMMYHHU3MPOBAHHOW MaTepH;

B) TeTepOMMMYHHbIEe, OOYCJIOBJICHHbIE TNEPBUYHBIM HAPYIIEHWEM AHTUI€HHOW CTPYKTYpBI
TPOMOOIITOB BUPYCOM, JIEKAPCTBOM WJIM APYTHM areHTOM, BBICTYTIAIONINM B POJIM IalTeHa;

I') ayTOMMMYHHbIE, IPU KOTOPBIX M3-32 CPHIBA TOJIEPAHTHOCTH JTMMMOUTHON cUCTEMBI TUMQO-
IIUTHl HAYMHAIOT BHIpAOaThIBATh AHTUTENA K CBOMM MCXOJHO HEM3MEHEHHBIM TPOMOOIMTAM.

Kak nokazano B Tabi. 5.2, Ba)KHOE MECTO CPEIU 2eMmePOUMMYHHBIX MPOMOOUUNMONEHUT] 3aHU-
MaloT 3a00JIeBaHMsI, CBSI3aHHBIE C MPHEMOM JieKapcTB. [locienHue yare BCero BBICTYNAIOT B POJIH
rafnTeHa, KOMIUIEKC KOTOPOrO ¢ UMMYHHBIMH O€JTKaMH I1J1a3Mbl HAXOJUTCS HAa TPOMOOIHTE, (PUKCH-
PYeT KOMIUIEMEHT, a 3aTeM YyAAJISeTCs] U3 IUPKYJISALUN MakpodaraMi BMecTe ¢ HECYIIUMHA UMMYH-
HbIe KOMIUIEKCH TpoMOonTamu. EcTecTBEHHO, UTO MpU OYepeTHOM IIOMa/IaHUM JIEKApCTBa B Opra-
HU3M CEHCUOMIIN3UPOBAHHbIE UM OOJIbHBIE OOHAPYKAT OBICTPOE CHIKEHHE KOJIMYECTBA TPOMOOIIUTOB
1, HA00OPOT, UX MOBBIIIIEHNE BCKOPE MOC/Ie OTMEHbI IIpernapara.

Tabauua 5.2
JlekapcTBa, BbI3bIBAIOIIE€ HMMYHHbIE€ TPOMOOIUTONEHUH
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[ | Conn 3onora DeHnnbyTa3oH MBIIbAK
['emapuH o-MeTtunaona denonpoden
XHUHUAWH BneoMuuH KnuHopun
Jubenunruganroud | Xjopnponamuj XUHUH
CynbdannnaMusisl Auerazonamuz ITack
MupomeTanuH AMITHIHJIIHH Ieramuden
AcnupuH H3onunasuy HumeTHauH
IM'mnoruazmna Tonﬁy'ramm,u AHTO30JIMH
Oxcudenbyrazon Tpumeronpum Huasokenn
dypocemun IMTenuyuAIUH [Tedanotun
Pudamnuimn Bapbutyparsi
Hamepcrsnka OxcureTpanuKInH

II | AnnonypuHon Hurpormuuepus AHTHNIHPHH
[Tedanexcun [MTapameTannoH HosoGuonmx
Xopavasenokcus [TpuHUIMANIAMUA Knonasenam
Huasemnam [TpumumoH DeHUTOMH
[eHTAMHIIMH [MponunTuoypauun | JIMHKOMHIIMH
HMMunpamux Canuuunar Hatpus | Tworyanan
Jleamuson CrupoHONaKTOH Menpobamar
JIupoxkauH CrpenToMHLIHH Tuoypatun
MeTHLIHUIHH Tobpamuuuu U apyrue

Aymoummyruas mpomoouumonerust TIPeICTaBiseT coO0M YacTo BeTpeyvarolieecs: 3a00eBa-
HHe KpOBU. B ee OCHOBe JIe)XUT 0Opa3oBaHue C Mocienyomiel pukcanmeid Ha TpOMOOITUTAX UMMY-
HoroOyrHa G, KOTOPBIA U OTBETCTBEHEH 32 UX OBICTPOE pa3pyllieHre B PETUKYIOIHI0TeINATbHOMI
CHCTEME.

Henocratok TpoMOOIIMTOB B KPOBH TMPOSIBIISET ceOsl B HECKOJIBKUX HarlpaBjieHusx. Bo-mep-
BBIX, HE 00pa3yeTcsi UJIM TUI0XO0 0Opa3yeTcst TpPOMOOIMTapHAsT TIPOOKA, YTO TIPHUBOIUT K YBEITUUYECHHIO
JUTUTENIBHOCTA KPOBOTEUEHHS U MOSIBJICHUIO 9KXUMO30B U CHHSIKOB B MeCTaX HeOOJbIIHX TpaBM. Bo-
BTOPbIX, U3-32 HEAOCTATOUHOI'O MOCTYIUIEHHS] TUTATEIbHBIX BEIIECTB K SHJOTEIHIO, TIABHBIMU «KOP-
MUJIBIIAMI» KOTOPOTO SIBJISIIOTCS. TPOMOOIIUTHI, HAUMHAET CTPAJaTh COCYAUCTasl CTEHKA, YTO, HECO-
MHEHHO, CIIOCOOCTBYET U TOSIBJICHUIO, M TIPOTPECCUPOBAHMIO TEMOPPAruuecKoro auaresa.

[o TeyeHmIo ay TOMMMYHHYIO TPOMOOLIMTOTIEHUYECKYIO ITyPITyPY MOKHO Pa3/euTh Ha OCTPYIO,
PELMAMBUPYIOIIYIO M XPOHUUYECKYIO (POPMBI.

Ocmpasi popma 60n1e3nu OOTEe CBOWCTBEHHA JIETSM, B PABHOW Mepe MaJbuuKaM M JeBOUYKAM.
OHna yacTo BO3HUKAeT Ha (hOHE MEePEHECEHHBIX CE30HHBIX (3MMa — BECHA) BUPYCHBIX MH(EKIUil, B
TOM YHCJIe TUITUYHBIX JIETCKUX MH(EKIMA ¥ OCTPBIX PecrnupaTopHbIX 3aboseBanuil. [IpomexyTok
BpEMEHU MeX 1y MOsIBJIEHUEM Iy PITypbl U MIEPpEeHECEHHOW MH(EKIMEe, KaK MPaBUIIO, COCTABIISIET JIBE
HeJesd, a CpeHss MPOJOJDKUTENLHOCTh u3Mepsiercs: 1 — 2 mec. Dta ¢dopma OnaronpusiTHee, 4em
XPOHUYECKAsl, XOTSl MPU OTKa3e OT IIIOKOKOPTUKOUIHOW TEeparuy CMepTeIbHbIE UCXOIbl HE CUMTA-
I0TCS1 PEAKOCTBIO.
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Xponuueckoii ¢popmoii IPeUMYIIECTBEHHO CTPAIAOT B3POCIIbIe, MPHYEM KEHIMHBI B 2 pa3a
yarie MyxuuH. Hepenko 3a0oneBanue Moxet rpongomkarscs 30 siet u 6onee. Uro kacaercst pemuc-
CHi, TO OHM B OCHOBHOM 3aKJIIOYAIOTCSI HE B HOPMAIM3AIIUK KOJIMYECTBAa TPOMOOIIUTOB, a B MCYE3-
HOBEHUU reMOpparui.

Peyuousupyrowumu popmamu ayTOMMMYHHON TPOMOOLIMTOTIEHUH MOTYT OOJIETh M B3POCIIbIE,
u getu. [Ipy 3TOM HaMIIO HE TOJBKO MOBTOPHBIE PEIMIMBLI 3a00JIeBaHus1, HO U MIOJIHBIE peMuccuu. B
OOJBIIIMHCTBE CITyyaeB IMMYHHAas! TPOMOOLIMTONIEHUSI pa3BUBAETCsl O€3 OTUYETIIUBON CBSI3H C KAKMM-
00 conmyTCTBYIOIMM 3a0oneBanueM. C JIpyroil CTOPOHbI, CUMIITOMAaTUYECKUE BapHaHThI O0JIE3HU
BCTPEYAIOTCS TPU XPOHMUECKOM JIMM(OIEHKO3e, MUEIIOMHON OOJIE3HU, XPOHUYECKOM aKTUBHOM
renaTure, CACTEMHON KPacHOUM BOMYAaHKE, PEBMATOMIHOM MOMUApTpUTe, AU EPy3HOM TOKCHUECKOM
300€ U psaie Opyrux 3a00JICBaHU.

Kiaunnyeckasi kaptuHa. bosbHble 0OpaiaioTesi K Bpady U3-3a KPOBOMBIUSHUMA B KOXKY U/
WM KPOBOTEUEHHI U3 CIM3HUCTHIX. V3M00IEHHON JIOKAIU3aIel MeJTKOTOUEUHBIX UM TTeTeXUalTb-
HBIX KPOBOM3JIHUSHUI SIBJISETCS KOXa HIKHMX KOHEUHOCTEH, rie BHYTPHKANWUISPHOE [aBJICHUE
BBIIIIE, YeM Ha BEPXHUX. YacTh MeTeXUaJbHBIX KPOBOMZIUSIHUN MOXKET CIMBATHCS, 00pasysl KXU-
Mo3bl. [To Mepe mporpeccupoBaHus MATOJIOTMYECKOro MPOIecca KPOBOUBIHMSHUS MOTYT MOSIBIISITHCS
Y Ha TYJIOBHWIIE, MOpaXaTh CETYATKYy Ila3za U jAaxe Mo3r. OTHOCHUTEIbHO YacTo MpPU MMMYHHOM
TPOMOOIIMTONIEHUH BCTPEYAIOTCS HOCOBBIE KPOBOTEUEHHUSI, TUTIEPIIOMMEHOPPEsl U KPOBOTOYUBOCTb
JeceH, OCOOEHHO TMOCyIe YUCTKU 3yOOB. XapaKTepHO Takke 00pa3oBaHKMe CUHSIKOB B MECTaX WHBEK-
1uid. B To jke BpeMsi KpOBOTEUEHUSI U3 KENTyIOYHO-KUIIEYHOTO TPAKTa, MOUEBBIICTUTETLHOM U JIbIXa-
TEJIbHOIM CHCTEM BCTPEUaIoTCs peske. Y 4acTu OONbHBIX MIMMYHHBIMH TPOMOOIIUTONIEHUSIMH BaXKHBIM
KJIMHAYECKUM CUHIIPOMOM MOXKET ObITh aHeMUs1. B 3TOM cityuyae MosiBIISIOTCS KalnoObl Ha c1aboCTh,
yuareHue cepaieOrueHrst U roI0BOKpyKeHHUE.

OOBEKTUBHOE HCCIIeI0OBaHNE OOJIBHOTO BBISIBIISIET OTMEUYEHHbIE BBIIIE N3MEHEHHSI CO CTOPOHBI
KOXH ¥ CJIM3UCTBIX, MOXKET OBbITh aHEMHU3AIMs PA3HOW CTENIEHU BBIPAKEHHOCTU. YBEIWYEHHE celle-
3€HKH M MEUYeHN MaJIoXapaKTepHO. B TO ke BpeMsl y HEKOTOPBIX OOJBbHBIX UMEET MECTO YBEJTMUCHHUE
TMM(paTHUECKHX kKese3, 0COOEHHO B 0OJACTH IIeH, UYTO B COYETAHUH ¢ CyO(eOpHIIbHON TemMrepary-
POii Tesla HepeaKO CUMYJIUPYET CUCTEMHYIO KPACHYIO BOJTYAHKY.

JlabopaTopHas guarHoctuka. CamMpIM MPOCTHIM TECTOM Ha TPOMOOITUTOIIEHHUIO, KOTOPBI
MOXeT OBbITh TIPOBE/IEH B aMOYJaTOPHBIX YCIOBUSIX, SIBIISICTCS YGEAUUEHIUE BDEMEHU KPOBOMEUEHUS .
[Nocnennee orpenensieTcs MOCIe HAHECEHUST HA KOXKY MEJKOU paHbl. Iyl cTaHIapTU3aluK pe3yiib-
TAaTOB TMOCJIEHION JTy4Ille HAHOCUTh Ha CPEJJHEN TPETH MpPEAIUIeYbsi, B YCIOBUSAX TYro HaJOKEHHOM
Ha TUIeY0 MaHXETKH OT MPpUOOpa ISl U3MEPEHHsI apTepHaIbHOTO JIaBJieH!sl. B HOpMe JUIMTebHOCTh
KPOBOTEUEHHUSI U3 TIOBPEXKJEHHOIO COCyAa He AO/KHA MPEBBIIIATh MOTYyTOPa MUHYT.

JIpyruM BaXHBIM OPHEHTHPYIOIMM Ha TPOMOOIUTONEHHIO TECTOM MOXET OBbITh CHHKCHHUE
PETPaKLUK KPOBSHOIO CTyCTKa. DTO MPOUCXOOUT M3-3a HEAOCTATOUYHOTO TOCTYIUICHUS B ILIa3My
BBIPAOATHIBAEMOr0 TPOMOOLIMTAMH PETPAKTO3MMa U HAIJISAHO MPOSBISAET ceOs HEBO3MOKHOCTHIO
TMIOJTyYeHHsI CHIBOPOTKH M3 B3SITOM O€3 aHTUKOATYJISIHTa CBEPHYBILEHCS KpoBH. B TO ke BpeMs cBep-
THIBAEMOCTh KPOBHM y TaKMX OOJIbHBIX HOpMasibHasl. He M3MeHeHBl Takke KaodMH-KeaTrHOBBIH
Y ayTOKOAryJsIMOHHBIN TECThl. BBUIY MOCTOSHHON HUPKY/ISAIMUA B KPOBU aHTUTPOMOOIMTAPHBIX
aHTHTE, (PYyHKIIMOHAIbHASL AKTUBHOCTh TPOMOOITUTOB OOJIBHBIX UMMYHHBIMU TPOMOOLIMTONIEHUSIMU
MOXeT OBITh M3MEHEHA, YTO HAXOAUT OTPaKeHUE B CHIKEHUH MX CIIOCOOHOCTH MPUJIMIIATH K CTEKITY,
a Takxe B HapymeHuu AJIP-, TpoMOMH- U KoJTareH-arperamyu.

JInarno3 TpoMOOLIMTONEHUN CTABUTCS HA OCHOBAHMM XapaKTEPHOW KIMHUYECKOH KapTHUHBI
Y YIOMSIHYTBIX BBIIIE JJAOOPATOPHBIX TECTOB, IPUYEM OKOHYATETbHBIA BHIBOJ O HAJMYUM y OOJIb-
HOT'O TaKoro 3a00JIeBaHUs JIENAETCsl TOJIBKO TMOociie OOHApYKEeHUsI B KPOBM YMEHBIIIEHHOTO (MeHee

9
150 % 107/n1) xomuectBa TpoMmOoLMTOB. [locneqHue sydrie ornpeaensth BMeCTe ¢ KIMHUYECKUM
aHAJIM30M KPOBH, KOTOPBIH Cpasy ke MO3BOJIUT OTBEPrHYTh BTOPUYHbIE TPOMOOIIUTONIEHUH TIPU JIei-
KO3aX U aruiacTU4ecKoil aneMuu. Bmecte ¢ TeM B Ma3Kax KpOBHU MOKET ObITh MPE/ICTABICHO YBEH-
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YEeHHOE COolepKaHue MerarpoMOonuToB. Kak cieacTBie NOBTOPHBIX TeMOpPPAruil MOXET Pa3BUThCS
TUNOXPOMHasI KeJie30/1e(pUITHAS aHeMUsl. YTOUHEHHe AMarHo3a TpedyeT Mpou3BOICTBA CTEPHAIIb-
HOH MyHKIMH, KOTOPasi MOXET OOHApyKUTh HE TOJIBKO YBEIMYEHUE COACPKAaHMS MErakapuoLUTOB,
HO U U3MEHEHUE UX CTPYKTYpHI (TAIIEpcerMeHTanus sapa). B kauectse BCIIOMOraTesIbHOTO IUarHo-
CTUYECKOTO TeCTa MOXKET OBITh UCIOIB30BAHO OIpeeieHH e B TUIa3Me M Ha TPOMOOIUTAX OOJIBHOTO
AHTUTPOMOOLIMTAPHBIX aHTUTEN. Eciu TakoBble OOHApYXeHBI, AUArHO3 MIMMYHHOUH TPOMOOIMTOIE-
HUM MOXHO CUMTaTh JOKa3aHHBIM; €CJIM HET, TO OTBEeprarb TaKoW JUarHo3 Bce-TaKU IpexAeBpe-
MeHHO. [IeJIo B TOM, UTO TUTP YKa3aHHBIX QaHTUTENI MOXET ObITh HEIOCTATOUYHBIM ISl X UJICHTU(DU-
Kalu, a HanboJsiee HACBIIIEHHbIE aHTUTPOMOOIIUTAPHBIMUA aHTUTEIAMH TUIACTUHKHY yXKe 3aXBavueHbI
U paspyuieHsl Makpogaramu. Kpome Toro, ciaeayer MMeTh B BUAY, UTO OIpeJesieHUe aHTUTE Ha
MOBEPXHOCTH TPOMOOIIUTOB COMPSIKEHO C OOJBIIMMU METOOMYECKUMU TPYAHOCTSIMH U TTOSTOMY B
KJIMHUYECKUX YCJIOBUSIX UCIIOB3YETCS PENIKO.

HMudpcpepeHnuanbHblii AUATHO3 WMMYHHBIX TPOMOOIMTONEHHI TPOBOISAT C TaKOBBIMU
HEMMMYHHOTO TeHe3a, a Takke C CUMIITOMATHYECKHMMHU TPOMOOLUTONeHussMUA. B miepBoM ciryuae
MOMOTaeT MOCTABUTh AUATHO3 OTCYTCTBHE Y OOIBHBIX MMMYHHBIMHU TPOMOOIIMTOIIEHUSIMU 320071eBa-
HUI CepIeYHO-COCYMCTON CUCTEMbI, OCOOEHHO KOPPUTUPYEMBIX TOCTAHOBKOW MCKYCCTBEHHBIX KJla-
MIAHOB Cepala WIN COCYIUCTBIX MPOTE30B, HAIMYME B KOCTHOM MO3r€ YBEJIMYEHHOI'O KOJIMYECTBA
METaKapHOLMTOB U TIOJIOKUTEIbHbIE TECTHl HA aHTUTPOMOOIIUTAPHBIE aHTUTeNA. [IJ1s1 MCKITIOUeHu st
JIEWKO30B U arjia3uil KpOBETBOPEHU S YUUTHIBAIOT JAHHBIE KJIMHUUECKOTO aHAJIN3a KPOBU U COOTBET-
CTBYIOIIME U3MEHEHHUsI KOCTHOTO MO3ra. [[Jsi UCKITIoueHrsI CUCTEMHOM KPAacHOW BOTYaHKH, OONIE3HU
I'peiiBca ¥ PeBMATOMIHOTO TOMMAPTPUTA YUUTHIBAIOT HAIMYME Y OONBHBIX CBOMCTBEHHBIX TaKUM
MaTOJIOTUSIM CUMITTOMOB U COOTBETCTBYIOIIHE JTabopaTtopHbie TecThl (LE-KIeTKy, aHTUHYKJIeapHBbIi
(pakrop, antutena k HatuBHOU JIHK, peBMaronHblii pakTop, yBeIMUYEHHUE FTOPMOHOB IIMTOBUIHOW
KeJIe3bl B KPOBU U T. [1.).

Jleuenue. ITockonbky HekoTopbie BUbl T TeCHO CBsi3aHBI C IPUEMOM JIEKAPCTB UJIH C Tiepe-
HECEHHOU HeJJaBHO MH(EKIIMel, MepBoi 3a/1auei Jieyallero Bpaya siBjisieTcsi OTMEHa 3TUX Ipernapa-
TOB M YCTPaHEHUE U3 OPraHW3Ma COOTBETCTBYIOLIETO MH(PEKIIMOHHOIO areHTa.

Uro kacaeTcss OCHOBHBIX METOJIOB crienmduyeckoro jedenus UT, onu cnepymomue:

— IJIIOKOKOPTUKOM/IBL;

— IMMYHOJIENTPECCAHTHI (a3aTUONPHH);

— BHYTpUBEHHOE BBeJicHre Oombinx 103 1gG;

— aHTUIMMOIMTAPHBIN TJIOOY/INH;

— UIMMYHOKOPPEKTOPBI (CAaHAUMMYH);

— CILJIEHIKTOMMUSI;

— MaJible 103bl BUHKPUCTUHA WJT BUHOJIACTHHA;

— UHTEp(QEpOH-4;

— JlaHa3011;

— anrutena k CD20 (mabtepa);

— POMMILIACTHH;

— U Jpyrue, pexe UCIOoNIb3yeMble TOJXO/IbI.

[Tpu BeIOOpE Tepanuu UT yunthiBaloT Bo3pacT OobHBIX. OCHOBHBIM K€ MOKa3aHUEM K ee
HavyaJly CUMTAETCs] HaJTu4Ke y OOJNIBHOTO BBIPAKEHHOTO FeMOPParnieckoro CUHAPOMa, a He YpOBEHb
TPOMOOIIUTOTICHUH.

Hauunator neyeHue ¢ Ha3HavyeHUs MpeAHU30JI0Ha B 03¢ 1 Mr/kr Beca. DPdeKT Tepanuu
(ocnabieHrie UM MCYE3HOBEHHE TeMOPparnueckoro quaresa, a Takke yBeJInveHHe Jucia TpoMOo-
IIUTOB) OOBIYHO peructpupyercs yepes 5 — 7 aueid. [Ipu orcytcTBum apdeKTa nepBoHavaIbHasI 1032
MpeJHU30/I0HA yBeanuuBaercs B 1,5 — 2 u gaxe B 3 pasa. [lokazanueM [yisi CHUKEHHS J03bI ITpe-
HU30JI0HA (HEe ObIcTpee, yeM 5 Mr B 4 JiHs1) Oy/leT MoJHasl JTMKBUIAIMS TeMOPPAarunieckoro auaresa
Ha (pOHE OTUETIIMBO HAMETUBIIIEHCS TEHACHIIMU K MOBBIIIIEHUIO KOJMUYECTBA TPOMOOLIMTOB B KPOBH.
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Ecnu B x071€ OTMEHBI INTIOKOKOPTUKOHUIOB TeMOPPArMIeCcK Uil iaTe3 BO30OHOBIISETCS WITH OyIeT 3ape-

TUCTPUPOBAHO KPUTHUECKOE CHIKEHUE TpoMOoLuToB (Huxe 10 % 10%/m), TEPAIUIO [IPEAHU30JIOHOM
3aMEHSAIOT Ha KOPOTKUM KypC MeTHIIpeqHU3010Ha (30 MI/KI/CyT B TeueHHe S5 QHEN) WIN MOAKIIIO-
4aloT K OCHOBHOU Tepanuu azatronpuH (0,05 % 3 pa3a B ieHb).

AJnbTepHaTUBHBIM MOJIXOIOM K JiedyeHuI0 ocTpbiX (popm UT sBnsieTrcs BHyTpuBEHHOE (B Teye-
HUe 5 JHel) BBejieHrne OOJBIIHX J103 (3 T) XOPOIIIO OYUIIIEHHOTO UMMYHOII00yMHa G, KOTOPBIA 0CO-
OeHHO BakeH y JeTeil 1 OepeMeHHbIX.

Bropoii «iHuelt 000poHbl» XxpoHndeckor UT sBisoTcs aHTUIMMDOIUTAPHBIN TIIOOYIUH 1/
WM CcIUleHIKTOMUSA. OCHOBHBIMU MOKA3aHUSAMU ISl CIUVIEHIKTOMUU CUUTAIOTCS:

— HejocTaToyHas 3(p(PEeKTUBHOCTh paHee MPOBOIUMMOI Tepanuy INIIOKOKOPTUKOUAMH, B TOM
Yuciie B KOMOMHALMK C UMMYHOJICTIPECCAaHTaMM;

— OrpaHMYEHHbIE BO3MOKHOCTH JITTUTEIbHOM TepaIuM IIIOKOKOPTUKOMIAMHU Y OOJIbHBIX caxap-
HBIM Ja0eToM, SI3BEHHOM OOJIE3HBIO, apTEPUATTbHON THIIEPTEeH3HeH, OCTEONOPO30M M HEKOTOPHIMU
APYTMMH HapylLeHUsIMU OOMeEHa;

— cnocod npouIaKTUKU Oymaymux Karactpod y xkenmuH ¢ T, HamepeBaommxcs: poxarb
NIETEN.

CruieHIKTOMMS TPOBOAUTCS B YCJIOBUSX CIELMATN3MPOBAHHOTO XUPYPruuecKoro crallioHapa
0/l KOHTPOJIEM I'eMOIrpaMMBbl M YPOBHSI TPOMOOLMTOB. [l MpeaoTBpalieH!sl pa3BUTHS Hexkela-
TEJIbHOI Ha/AMOYEYHUKOBOK HEI0CTaTOUHOCTH TUIAHOBAsI /1032 INTIOKOKOPTUKOUIOB HEMIOCPEICTBEHHO
niepe]; ornepanyenl JoJkHa yABOUThcs. Kpome Toro, u3-3a BBICOKOIO pHCKa pa3BUTHsI THEBMOKOK-
KOBOTO CETICHCa y CIUNICHIKTOMHUPOBAHHBIX OOJIBHBIX BCE FOTOBAIIMECS K CIUIEHIKTOMHU TMallEHTHI
JOJIKHBI OBITH MTPE/IBAPUTEIHO MMMYHU3UPOBAHBI ITHEBMOKOKKOBBIMH BaKI[THAMMU.

B pesynbrarte Takoit TakTUKYM BeaeHUs 6osbHbIX UT croiikoro nonoxurenabHoro aggekra yna-
ercst joctiub y 90 % nereit u npudmsutessHo y 60 — 70 % B3pocibix. Y3 1pyrux ciocoOoB JieueHus,
UCIIONB3YeMBbIX 1151 JleueHUsl peppakTepHbIX K cTaHgapTHOM Tepanuu UT, 3aciykuBaloT BHUMaHHUS:
a) OoJbIIKe 103bl METWIIPEIHU30JI0HA; 0) MIMMYHOCYTIPECCUBHAS Teparnus MUKI0hochaHOM W
a3aTUONPUHOM; B) BUHKPUCTUH, BUHOIACTUH, KOJIXULIMH WY TONO3U/; I') HU3KHKE 103bl aHTUpe3yc-0
(D) mmmyHorno6ynina G; 1) maHason; ) a-uHrepdepoH; e) adepe3 wim mwiasMadepes ¢ aHTHCTa-
(PUITOKOKKOBBIM IPOTEMHOM A, KOTOPBIE HAIIPABJIEHB] HA YAAJIEHUE U3 LIMPKYJIALMU aHTUTPOMOOLM-
TApHBIX aHTUTEJT; ) OOJIbIINE JO3bI ACKOPOMHOBOW KHCJIOTHI; 3) JIAICOH; ) JedeOHoe aHTu-CD20-
aHTHUTENIO — Ma0Tepa; K) POMUILIACTHH.

Mexanusm nevictus ipu UT ankanongoB 6apBrHKa pO30BOro (BUHKpUCTHHA M BUHONACTHHA),
KOJIXMIMHA M TPYTITH AJIKAJIONOB TOAO(pUUIOTOKCHUHA (BETIE3H M STOIO3U/T) TPHOIM3UTEIBHO O1-
HakoB. OH CBfI3aH C NPAMbBIM BO3JENUCTBUEM YKa3aHHbIX MpPENnapaToB Ha OCHOBHOU OMOPHBINA OeIoK
IUTOCKENIeTa TPOMOOLMTOB U MakpodaroB — TyOynmuH. [lockonbKy mocnequuii (hopMupyeT MUK-
pOTpyOOUKH, 63 KOTOPBIX TMOJTHOLEHHBIN (harolMTo3 HEBO3MOKEH, 3Ta (PyHKLMS MakpodaroB BO
BpeMsl JIUeHUs Ha3BaHHBIMU IIPenapaTaMy YaCTUYHO YTPauuBaeTcs, B TOM YUCJIE U B OTHOLIEHUU
MOKPBITBIX aHTUTEJIAMU TPOMOOLIUTOB.

OO6buHO BUHKpUCTHH A jiedenusi UT BBomutcst BHyTpuBeHHO B jo3e 0,5 mMr oguH pas B
HEJIeN0, ¥ Takas Tepalnus MpofoJiKaeTcs B TeueHue 6 Hel. D(PPEKTUBHOCTh TEpaMy OLEHUBAIOT
yepe3 2 — 3 Hepl., a B ciyyae ycnexa 3p@eKT MoxeT coxpaHaTecs 6 mMec. u Oonee. [lo HepaBHero
BPEMEHU OCHOBHBIM CUTHAJIOM [Is1 OCTAHOBKM T€PAaNIMK BUHKPUCTHMHOM $IBJIsLIACh Nepudepuueckast
HelponaTys B BUJIE MOJMHENPONaThH, JIOKAJIbHBIX HEBPUTOB U N1APe30B, B OCOOEHHOCTH KUILIEUHHKA,
YacToTa KOTOPBIX MPU UCIONB30BAHUM BBIIEYOMSHYTHIX MaJbIX /103 BUHKPUCTHHA CTajla MUHU-
MAaJIbHOM.

Konxuuus, nono6HO BUHKPUCTUHY U BUHOJACTHUHY, CBA3BIBAETCS C TYOYJIMHOM U HapylIaeT
TaKMe 3aBUCUMbIE OT MUKPOTPYOOUEK MPOLIECCH B MaKkpodaraabHO-MOHOHYKJIEAPHOU CUCTEME, KaK
(paroumTo3. B pesynbrare ero npruMeHeHus MOJIHbIe U YacTuuHble pemuccu T ynaercs noiayduTsb
y 20 1 40 % OONBHBIX COOTBETCTBEHHO.
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Uro kacaeTcs 3TOMo3M/a, STOT Mpenapar MOKeT 00eCeUnTh JUTUTEIbHbIE CTOMKUE PEMUCCUH
y OombHBIX ¢ HenaBHO Bo3HuKIIerd WUT. IIpu 3ToM 0%kugaeMoro MuenoTokcudeckoro 3gexra ot
AENCTBHS 3TOMO3U/1A He HaOII0aaI0Ch.

BuyTpuBennsie nHpy3un ummyHornooymuaa G B go3e 400 Mr/kr/cyT, BBOOUMBbIE B TEUYSHHUE 5

JHEeM, CIocOOHBI IOAHATH YPOBEHb TPOMOOIIMTOB KpoBH Bhile 50 % 10%/n y 83 % neveHbIX mauueH-
ToB. OTHIM U3 0OBSICHEHHH TOJIOKUTEIBHOTO d(hpekTa mMmyHornoOyamnHa ripu UT sBnsercs Gmo-
kaga Fc-peuentopa Makpodaros u oTcioia MEHbIIIEe MOBPEsKAaoIiee BO3AECHCTBYIE MOCAEAHUX Ha
LUPKYJIUPYIOLIYE B KPOBH TPOMOOLIUTHI.

OCHOBHBIMM kK€ HEJOCTATKAaMU Teparnuu OOJBIIMMHU JO3aMH UMMYHoOrIo0ynuHa G ciemyer
CUMTaTh €€ IOPOrOBU3HY M HECTOMKOCTh 3(pdekTa. I[ToaToMy HasHaueHue BBICOKMX /103 UMMYHOIJIO-
OynuHa G, npexje BCero, onpapJaHHO JJ1s1 KYIMPOBAaHUS OCTPO BO3HUKAIOLIETO reMOpPparunyeckoro
CHH/IpOMa y IeTel, a TaKXke KaK BaKHbIN 3Tall MOATOTOBKH K CIUIEHIKTOMUM.

AJTbTEepHATUBHBIM TTOAXOOM s Onokazasl Fe-perentopa MakpodaraibHOMOHOHYKJIEApHOH
cucteMsl y Rh-niosutuBHbIX 00mmbHBIX ¢ 1T MOXeT ObITh BHYTPUBEHHOE MIJIM BHYTPUMBIILIEYHOE BBE-
nenvie antr-Rho nvmyHornoOynraa G B go3ax 0,75 — 4,5 mr B TedeHue 1 — 5 gHeid.

JlaHazoi1 rpeacTaBisieT co00M aKWJIMPOBAHHBINA B 17-1 MO3UIIMK CUHTETUYECKUI aHJIPOTEH C
MUHMMAJIbHBIM BUPUAIM3UPYIOIUM 3(pdekToM. KmHMYeCcKuil OMbIT MOKa3bIBAET, YTO ITOT I(PPEKT
naHasosna npu I'T BO MHOTOM 3aBHUCHT OT AJIMTENIBHOCTU TepaIiy, BO3pPACTa U NoJia OOJIbHbIX, 4 TAKKe
OT COCTOSIHMS UX CeJIE3eHKU. B yacTHOCTH, KEeHIIMHBI pearupyioT Ha JaHa30J1 Jiyyllle MyK4iH. B To
e BpeMsl paHee CIIJIEHIKTOMUpoBaHHbIe OobHBIE (50 — 60 %) Ha 1aHa30J1 IPAKTUYECKU HE pearu-
pyior. IMMyHOMoayupyommii a¢gekt aanazona rnpu UT cBA3bIBAIOT C yMEHbIIEHUEM MTPOLYKLIUH
AHTUTPOMOOLIMTAPHBIX aHTHUTEJ, a Takxke ¢ yMeHblleHreM uucna Fc-(IgG-) peuentopoB Ha ¢aro-
UTHPYIOIIMX TPOMOOIUTH KJIeTKax. PekomMeHIyeMble HaualbHble O3Bl JaHa30J1a JOJKHBI OBITh HE
MeHee 600 — 800 mr/cyT, B TO Bpems Kak AJid nogaepxkanus a(pgekra gocrarouHo npuema 200 mr
IBa pa3a B HEZEJIO.

[MonoxwutenbHbN 3(pdeKT d-uHTepdepoHa Py JeYeHN B3pOocibix 6ombHbIX ¢ VT cBs3bIBaloT
C ero MpsIMbIM MHIMOMPYIOIIUM BiIUsIHUEM Ha B-kietku. OObdHO /17151 nonmyveHus 3¢ deKTa OH BBO-
auTcs B go3e 3 MUMH efl. B TeyeHue 12 nHeid. OcHOBHbIE TOOOUYHBIE 3(pheKThl MHTEphEPOHA — Pa3Iny-
HblE AJUIEPrUYeCKUe peakLuy, JIMXOPaJKa Pa3HOM CTENIEeH! BbIPaXKEHHOCTH, A IJIABHOE — yTSKEJICHUe
caMoil TpOMOOIMTONEHNH (M3-32 €r0 MPSIMOTO TOPMO3SIIIETO BJIMSIHUS Ha JIeJIeHNe KOCTHOMO3TOBBIX
3JIEMEHTOB).

W3 apyrux cnoco6os tepanuu UT 3aciaykMBalOT BHUMaHUS: a) €XKeJHEBHAS] OYMCTKA TUIa3MBbl
OT aHTUTPOMOOIIMTAPHBIX AHTHUTEN; 0) yIajJeHre aHTUTPOMOOLIMTAPHBIX aHTUTEI C MOMOIIBIO I1J1a3-
Macdepesa co cTapMIOKOKKOBBIM MPOTEMHOM-A; B) MCHOJIb30BaHUE OOJBIIMX [03 aCKOPOMHOBOM
KHCJIOTHI, BBOAUMBIX BHYTPUBEHHO; I') NPUMEHEHHE JallCOHa; /1) BHYTPUBEHHOE BBEJCHUE AHTH-
CD20-anTuTena — MadTepsl; €) UCIIONb30BAHUE arOHUCTa TPOMOOLMTAPHOIO PELenTopa POMUILIA-
cruHa. [IBa nocnenHux npenapara goporu. OIHaKO MOJIOKUTEIBHBIN OIBIT UCTIONb30BAHUSA UX IIPU
TSOKENBIX, pepakTepHbIX K craHzaptHou Tepanuu ¢gopmax WUT, B Tom uucne nocie amoTI'CK,
00HAEKUBAET.

5.6.2. TpomoOomuTONIATHH

Onpenenenne. TpoMOOIUTONATHN — ITO BPOKJICHHBIC HAPYIIIEHUS] TPOMOOITMTAPHOTO 3BEHA
remMocrasa, CBA3aHHbIE C HpOIIYKHI/Ieﬁ KOCTHBIM MO3I'OM HEIOJIHOLIEHHbBIX B OTHOLIICHUU aAI€3UU,
arperaiuvl WM PeakiMd BBICBOOOXIeHH (CeKpeluu) MiacTUHOK. OHM HaceqyloTcsl O ayTo-
COMHO-/IOMHMHAHTHOMY WJIM PEIIECCMBHOMY THUITY M UMEIOT OTHOTUITHYIO KJIMHUYECKYIO KapTUHY.

Hapymenne anresust TpoMOOIMTOB K CYOSHIOTENMATBHBIM 3JIEMEHTaM MMEET MECTO TpH
6one3nu BepHapa — Cynbe. B ocHOBe HapyIlieHUsI TeMOCTa3a JeKHT JAePeKT TPOMOOIIMTApHON MeM-
OpaHbl, 2 IMEHHO OTCYTCTBME Ha Hell MIMKomporenHa Ib, 4TO MpUBOOWT K HApYIIEHUIO B3aMMO-
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nerictBusi TpoMOOIUTOB ¢ @B (cM. 1B. BKIL., puc. 5.14), a yepe3 Hero — ¢ CyOIHI0TETUATBHBIMU
CTPYKTypaMu COCyAMCTOW cTeHKH. [Ipumepom 3a0oseBanus ¢ HapylieHueM (as3bl IEpBIUYHOM arpe-
raiy TPOMOOITUTOB MOXKET ObITh TpoMOacTeHus [ TaHIMaHa, pr KOTOPOU TJIABHYIO POJIb B MATOTe-
He3e HapyIIeHUH TPOMOOITUTAPHOTO 3BeHa TeMocTa3a urpaet aepurut/ e ekT MeMOpPaHHOTO TIIMKO-
npotenHoBOrO KoMmrtekca [Ib/I1la, seustomierocs perentopom st pudpruHoreHa. BaanmoneiicTere

nocseiHero ¢ nmkonporernHoM IIb/IIa n Ca*" HeoGXOIMMO LISt arperaryu TpoMOOLIMTOB U peTpak-
MM KPOBSTHOTO CT'YCTKa. B MTore TpoMOOIMTH OONBHBIX TpoMOacTeHuel [ aHMana He CriocoOHBI
pearupoBarh MOJHOLEHHO HU Ha OJWH U3 CTUMYJIATOPOB arperauuu, B Tom uucie Ha AP, aape-
HaJIMH U KosutareH. [Ipy 3TOM MMeeT MecTo Takke OTYETIMBOE CHUKEHUE PETPAKIIMU KPOBSHOIO
CrycTKa.

Kiananuyeckasi kapTuHa. [emopparnyeckue nposiBIeHHs TPH HACIIEICTBEHHBIX TPOMOOIH-
TONATUSAX TOSIBJISIOTCS B PAaHHEM [ETCTBE U MMEIOT OJHOTUIIHBINA Xapaktep. JJOMUHHMpPYIOT meTe-
XUU U MATHUCTBIE KPOBOU3IMAHUSA Ha Koxke. OHM MOABJIAIOTCA CIIOHTAaHHO WM 1OCje HEOOMbIINX
TpaBM. XapakTepHbl TaKKe JIECHEBble, HOCOBbIE W MaTOUHbIE KpOBOTeueHus. Pexe BcTpevarorcs
XKEJTyIOYHO-KUIIIEYHblEe KPOBOTEUYEHHS U KPOBOTEUEHHUsI BO BpEMs ONEpalivii U poOJIOB.

Jnarao3. Meiciib O BPOXX/ICHHOH TPOMOOLIMTONIATHN BO3HUKAET y Bpaya P HAJIMYMH B KJIU-
HUKE KPOBOTOUMBOCTU KAaMJUISIPHOTO THIIA, HAIMYMH YUIMHEHHOW KPOBOTOUMBOCTU Ha (pOHE HOp-
MaJIbHOTO COZIEpKaHUsl TPOMOOIIMTOB B KpoBH. JlabopatopHoe oOciesoBaHre MO3BOJSIET BHISIBUTh
NIepBUYHOE HapyIlIeHUe aJre3un, arperaliy Win CeKpeLu B TPOMOOLMTaX, KOTOPOE MOXKET COIPO-
BOK/IAThCSl TaKKe HApyIIEHUEM PETPAKLIMU KPOBSHOTO CI'yCTKa.

Mnd depennmanbHbIi JHATHO3 TPOMOOLMTONATHN CleqyeT TPOBOIUTH C JPYTUMHU TEMOp-
paruveckMM AuaTe3aMu, TPOSIBISIONIMME ceOsl HapylieHneM (PyHKIMHA TPOMOOIIMTOB, B YaCTHO-
ctH ¢ 6one3nbio BuneOpanaa. B ommmume ot tpombactennu [maniMana, mpu KOTOPOi HapyIeHbI
BCE BUJIBI arperaiyy TPOMOOIMTOB, Npubone3Hn BusuieOpanaa mpeskze Bcero HapymaeTcst peak-
sl HA PUCTOMUIIMH (PUCTOLIMTHH), KOTOpasi Koppurupyercsi fodasnenreM ®B. B ommune ke ot
6ome3nn Bunnedpansa npu cunnpome beprapa — Cynbe nodasienune @B He KOppUTrHpyeT BhIsIBIICH-
HBbII JepeKT HapyILeHHO! arperauuy TPOMOOLMTOB Ha PUCTOLIMTHH, IIOCKOJIbKY OH CBSI3aH C OTCYT-
cTBMEM Ha TpomoOouuTax Ib rmmkonporenHoBoro penentopa ains ®B. Kpome toro, npu 6one3Hu
Buinebpanaa, NOMUMO HapyllleHusl B a/ilre3ul TPOMOOLIMTOB, HAOMOJAETCs CHI)KEHUE KOoaryJisilu-
oHHou aktuBHOCTH (paktopa VIII (VIII: C), mockonbky B HOpMe PB BBHIIONHAET pojib HOCUTENSA KOA-
TYJIAIMOHHOro KoMIioHeHTa pakropa VIII u 3ammiaer ero ot paspyiuenus B kposu. Hakoner, npu
cunapome bepHapa — Cysbe B Ma3Kax KpOBHU MOTYT ITPUCYTCTBOBATh TMTAHTCKUE TPOMOOLIUTHI, YTO
1151 6one3Hn BusuieOGpania He XapaKTepHO.

Jleuenne. Hekotopoe ynyuiieHne (pyHKIIMOHAIBHOW aKTUBHOCTH TPOMOOLIMTOB IPU KPOBO-
TEYEHUH MOXET OBITh JOCTUTHYTO C IOMOIIBIO AUIIMHOHA (BHYTPUBEHHO, per os) Wi 1 % pacTtBopa
AT® (o 1,0 r BHYyTPUMBILIEYHO €5XEJHEBHO) CO *:keHOU Mar"e3uer 1o 0,5 r 3 pasa B CyTKH B Teue-
HUE Mecsla WA BHYTpuMblieuyHo 10 nHbekimii agpokcona (o 1 miu 2 — 4 pasa B nens). [lonoxu-
TeJIbHBIN 3 PEKT TPUHOCUT (pUTOTEpaNKs (HACTOM KPANMBBI, THICAYETMCTHUKA U TIOIOPOKHUKA).

IIporuo3 mpu HacjeACTBEHHBIX TPOMOOIMTONATHUSX, KaK MpaBuUiIo, OnaronpusTHeIA. Ecre-
CTBEHHO, OH YXYJILIAaeTcs NP KPOBOM3IMAHUAX B MO3I U B CETUaTKy IVIa3, NPUBOASIIMX K Liepe-
OpaJIbHBIM HapyIIEHUSIM U K MOTepe 3pEeHHUs.

5.6.3. BazonaTtuu

I'emopparnveckue auatesbl, CBSI3aHHBIE C MIOPAKEHHUEM COCY/IOB, MOTYT UMETh BPOXEHHbIN 1
MPUOOPETEHHBIN XapaKTep.

HacJiencTBeHHbIE reMOpparnyeckue Ba3onaTuu BKIOYaoT 6oe3Hb Ociepa, CMHIPOMBI
UYepnoryoosa — Dnepca — [lannoca u Mapdana, a Takxe reMaHroMbl. VX maTtoreHes3 Tak Wiv HHave
CBSI3aH C HEMOJHOIIEHHOCTHIO, TOYHEE C HEMPABIIIbHBIM Pa3BUTHEM COEAMHHUTENHHON TKAHU, B TOM
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yrcnie cyOaHAOTeNusl cocyJoB. KpoBOTOUMBOCTh 0OYCIIOBIEHA MAJION PE3UCTEHTHOCTHIO U JIETKOM
PaHUMOCTBIO COCYIMCTON CTEHKHU, B YACTHOCTU B MECTaX TEJICAHTMIKTA3UH, a TaKKe Cladoi CTUMY-
JSAIMEN B 9TUX y4YacTKax aAre3uy M arperayuy TpoMOOIIUTOB.

KpoBoToUMBOCTH MY HACTEACTBEHHBIX Ba30MaTHIX OOHAPYKUBAET ceOsl B IETCKOM BO3pacCTe.
Peub uaer o Jerko BOZHHUKAIOIIMX FeMOpparusix B KOXKY, KPOBOTEUCHHUSIX U3 CIM3UCTBIX 000JI0YEK
HOCA, POTOBOM TOJIOCTH, KEJIYIOYHO-KHUIIIEYHOTO TPaKTa. XapaKTepHbl KPOBOTEUEHUS U3 JIECEH BO
BpeMsl YMCTKH 3yOoB. OnacHbl KPOBOMZIUSIHUS B MO3T M BHYTPEHHHE OPraHbl.

JIlnarno3 craBUTCS Ha OCHOBAHWM PAHO BO3HMKINETO FEéMOPPArMyeckoro avare3a y OONbHBIX
C BO3MOXXHBIMU JIe(heKTaMHU COEAMHUTENTLHON TKaHH, MPOSIBIISIONIMME ceOs1 pa3IMnIHBIMHU TOPOKAMU
Pa3BUTHS, HO TIPH OTCYTCTBUHM KaKHUX-JTUOO BBIPAKEHHBIX W3MEHEHUN B TPOMOOIIMTAPHOM 3BEHE
reMocrasa. B kadecTtBe BCMOMOTaTesbHOTO Pa3rpaHUYMBAIOIIETO TECTA MOXKET ObITh MCIOIb30BaH
aCIIMPHH, TP Ha3HaueHuu Kotoporo (0,5 r) y OOJbHBIX ¢ Ba30MaTHsIMHU TeMOpPPAarnyecKuil auares
JOJKeH YCUJIMBATBCS, A TIPH TPOMOOIIMTOIICHHUSIX HapacTaeT He3HAYMTEbHO.

JIeueHHe HacjeCTBEHHbIX Ba30MaTUl HOCUT CUMIITOMATUYECKUI XapakTep. 11 ocTaHOBKU
KPOBOTEUEHMSI UCTIOB3YIOT TeMOCTATUYECKYI0 TYOKY, (PMOpUHOTeH, MPHKUraHHe KPOBOTOYAIIHMX
COCYIIOB U T. 1.

IIporno3 jyis KU3HU OTHOCUTESTBHO OJIarOMPUSATHBIN, XOTS OCHOBAHUH JJ1s1 OECTIOKOWCTBA Y
TaKUX MALMEHTOB B )XU3HU MPEAOCTATOUHO.

IIpuoOpeTeHHbIe BA30NAaTHH € NPOSIBJEHHSIMH reMOPParnyecKoro quare3a BCTpeva-
I0TCSI B KJIMHUKE 3HAUMTENIBHO Yallle BPOXKICHHBIX (Talu. 5.3), XOTS B KIMHUUYECKOM ILJIaHE MAJio
OTJIMYAIOTCS OT HUX.

OcHoBHbIE JIeKapCTBAa, BbI3bIBAIOIINE BA30NaTHH: aCTIMPHH, O/, N30HUA3M, Merpooa-
Mar, METWJIIONA, UIEPa3uH, XMHUWH, TUITOTHA3U, MBIIIbSIK, TOIOyTaMU], aJUIOIyPUHOI, pe3ep-
IIMH, UHIOMETALlH, COJIY 30J10Ta, (bypOCEMUL, SCTPOre€Hbl, JUTOKCHH, XJIOPIIPONIaMU, XUHUH, CYJIb-
(baHmnamuipl, 1€EBOMULIETHH, BapdapuH U Jp.

JInarno3 npuoOpeTeHHBIX Ba30MaTUH CTABUTCS MPU HAIMYMU B KJIMHUKE Pa3HOW CTETEeHH
BBIPQXKEHHOCTU TOPAKEHUI COCYIOB (aTepocKiepo3, AuabeTnyeckast aHrMonarus, CUCTEMHbIE Bac-
KYJIUTHI ¥ [Ip.) B OTCYTCTBHE OTMEUEHHBIX BBIIIIE HAPYIIEHUI TPOMOOIIUTAPHOTO 3BEHA TeMOCTa3a.

JleueHne HanpaB/ieHO Ha KOPPEKIMIO OCHOBHOTO 3a00JIeBaHusI M HeCTIeI(PrUecKoe yCTpaHe-
HUE CUMIITOMOB IeMOPparu4yecKkoro auaresa.

Tabauua 5.3
3abo0aeBaHusA COCYT0B, MPOSIBJISIIONIHECS MOBHIMIEHHOII KPOBOTOYHNBOCTHIO

HacnezgcTeennbie 3ab01eBaHus [TproGpeTenHkle cCOCYAUCTRIE 3a00MeBaHNA

Cunnpom YepHoryGoBa — Daepca — [las- | KomnareHo3b!

Joca
Cunapom Mapdana Cungpom KymnHra
IMcergokcanToOMa MakpornobynuHemus
Heduuut pucTaTHOHNHOBOM [3-cuuTeTasel | MHOXKeCTBEeHHAA MUeIoMa
I'emopparuyeckas TeleaHruaKTasus AMUTTONIO3

JUIEPrUYecKue nyprypsl
LUpKyIUPYIOLIMe HUMMYHHbIE KOMILIEKChI
AyTO3pHUTPOLIMTAPHAS CeHCHOUMH3AIHSA
[ToBpex/IeHNs COCYIOB, BEI3BAHHBIE JIEKAPCTBAMH
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5.6.4. KoaryionaTum

Onpenenenne. KoarynonatusMmy Ha3bIBaIOTCSl TeMOppardyeckue uaTesbl, CBS3aHHBIE C
HapylIeHHeM TUIa3MEHHOTro 3BeHa remMoctasa. OHM HOCAT WM BPOXKAEHHBIH (6one3ns BuieOpanna,
remoumn), wim npuodpereHHslit xapakrep (ABC-cunapom).

BoJse3ns Buuteopanga

Bone3np BuneOpania siBisieTcsi caMo pacrpocTpaHeHHON (DOPMON Cpe/ii HaCIIeICTBEHHBIX
reMopparuyeckx 1uare3oB. 3a0ojieBaHue MepeaeTcs Mo ayTOCOMHO-JIOMUHAHTHOMY WJIM peliec-
CHBHOMY TUITy ¥ BCTpeUaeTcst Kak y MyK4YMH, TaK U y skeHIIuH. [Tockosbky ®B HeoOXomum iis moi-
HOIICHHOH a/IN€3UH U arperaiuy TpOMOOIIUTOB U JIJIS TOIePKaHMUS aHTUTeMOMUITBHOTO TIIOOY/IMHA,
€ro HeJJOCTaTOK MPUBOIUT K HAPYIICHHUIO KaK COCYTUCTO-TPOMOOIIMTAPHOIO, TaK U TUIA3MEHHOTO 3Be-
HbEB reMocrasa. B cBoio ouepenp, HaTMUKE TBOMHOTO JeeKTa B CUCTEMe reMocTa3a MPUBOAUT K
TOMY, 4TO O0Ne3Hb BuineOpanaa, ¢ OHOW CTOPOHBI, HATIOMUHAET TPOMOOLIMTONATHIO, C IPYTron —
reMo(primio.

IlaTrorene3. ®akrop Bunedpanaa nmpeacrapiseT coO0i INTUKOMPOTENH C MOJIEKYJISIPHON Mac-
cou ot 500 go 12 000 — 20 000 kla (cm. UB. BKJIL., puc. 5.13). OH COCTOUT U3 OIHOTHUITHBIX TUMEP-
HBIX MPOTOMEPOB (CYObEIMHUIL), KOTOPbIE KOAUPYIOTCS TEHOM XPOMOCOMBI 12, 1 CUHTe3upyeTcs B
KJIETOUHBIX CTPYKTYypax HJOTeNHs U Merakapuonutax. CUHTe3MpoBaHHbI B Merakapuonurtax OB
MOCTYTIAeT B TPOMOOIIUTHI, XPAHUTCS B 4-TpaHy/Iax U BHIOPACHIBACTCS U3 TIOCIICTHUX TOJ1 BJIMSIHAEM
BBI3BIBAIOIIIUX arperanuio ctumysios. Poms @B B remMocTase cBsizaHa ¢ ero MyJbTUMEPHBIM CTPOEHHEM
Y HAJIMYMEM B KaXJIOW M3 ero cyObeluHHUI] cTporo audepeHIIMpPOBaHHbIX JOMEHOB CBSI3bIBAHUSI
C pelenTopoM TPOMOOIUTAPHON MeMOpaHbl, KojtareHoM, daktopom VIII v renapuHOnogoOHpIMU
[JIMKO3aMUHOIIIMKaHaMU. B utore oH (hyHKIIMOHUPYET Kak Oestok — Hocutenb (aktopa VIII u oqHo-
BPEMEHHO OMOCPEyeT a/re3ui0 TPOMOOIIMTOB K CYO3HIOTEUATIBHBIM CTPYKTYpaM TOBPEKICHHBIX
cocynoB. [1pu aTom @B BBINIOTHSAET POJIb MOCTA, COSAUHSIIONIETO PELENITOPHI TPOMOOITUTAPHON MEM-
opanst Ib u 1Ib/VIIla (cm. 1B. BKIL., puc. 5.13 u 5.14), a ¢ Apyroii cTOpoHbI — KoJUTareH, Muouo-
PUWUIBI 97IACTUHA, TeNapUHONONOOHBIN ITMKO3aMUHOIIMKaH. HapyiiieHue myTeil cMHTe3a U CeKperuu
®B npuBOAUT K BOHUKHOBEHHUIO pa3MuHbIX (hopM Oose3nn BuiuieOpania, pa3inJaroniuxcs u 1o
TSDKECTH, U TI0 JJaOOPATOPHBIM MTPOSIBIICHUSIM.

Kinnnveckasi kapruHa. bone3ns BuuieOpania nposiBisier ceOsi o4eHb paHo. Y aered B
BO3pacTe OT rojia 0 5 JIeT MOTYT OBbITh TOIKOXHBIE TEMOPPAruM U KPOBOTEUEHHS M3 CJM3KCTHIX
000JI0YEK TOJOCTH pTa U HOoca. [IpMUMHON MOBBINIEHHON KPOBOTOUMBOCTU MOTYT OBITh TPaBMBI U
pazyYHbIe XUPYPruyecKre BMEIaTeIbCTBa (TOH3WIIIKTOMUS, aICHOIKTOMUS, SKCTPAKIIUH 3yOOB).
Hapsiny ¢ 9TuM ObIBAIOT U CaMONPOU3BOJIbHBIE HOCOBBIE KpoBoTeueHus1. Ha ¢hoHe BUpYyCHBIX MH(EK-
U BEPXHUX JbIXaTEIbHBIX IMyTEH MOCIeAHUE MOTYT CTaTh MPO(Y3HBIMU U MPUBOAUTH K AHEMUH.
[Tpu nosiBNeHNU MEHCTPyaluil y JeBOYEK OHU MOTYT MPOIOJIKATHCS OT HEJIENH JI0 Mecslia U HOCUTD
xapakrep MeHopparuil. [Ipu Tskenom TeueHuH 3a00JeBaHUsI BCTPEYAIOTCSl CIIOHTAHHO BO3HUKAIO-
[1e KeTYJIOYHO-KHUIIIEYHble KPOBOTEUEHH S, allOIUIEKCUH SIUYHUKOB, KPOBOM3IIUSIHUS B CETYATKY
71a3a, FeMapTpO3bl U J1aXkKe MEKMBIIIEYHbIE TeMaTOMBI. | eMapTpo3bl, HE CTONb YacThle Mpu O0JIe3HU
BunneGpanaa, 0ObIYHO MOpaXaloT KOJIEHHbIE, JIOKTEBbIE U FOJICHOCTOITHBIE CyCTaBbl. [Ipy 3TOM KJH-
HUKO-PEHTIeHOJIOTMYEeCKasl KapTUHA reMapTPO30B MOX0Ka Ha reMO(UIIbHbIE.

B nenom kimMHUYecKoe TedeHne OOJIe3HU OTIMYAeTCs OOMBIIMM MOMMMOP(U3MOM KIIMHU-
YECKMX CHUMIITOMOB, YTO B IMEPBYIO OUYEepe/lb CBA3AHO C PA3MYHBIM COACPKAHMEM U XapaKTepoM
CTPYKTYpHbIX u3MeHeHuil @B mna3mbl u TpomOoUTOB. Ha OCHOBaHUM STHUX KPUTEPUEB BHIIEISIOT
HECKOJIBKO TOIBAPMAHTOB WM TUIOB Oosie3Hu. [lepBbiii, Hanbosee 4acTto BCTPEYAlONIMIACS THII,
BBIJIEJISIETCSA HA OCHOBAaHMM YMEHBIIEHHOTO COJAEp:KaHUsI B KPOBU CTPYKTYpPHO HemzMeHeHHoro OB
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1 MojHoro Habopa MynbTMepoB. Tum I Moxer ObITh OXapaKTepu30BaH HOPMAJIBHBIM WIIU CYyO-
HOPMaJIbHBIM YPOBHEM H3MEHEHHOTO MO CTPYKType IiasMeHHoro ®B, B MyibTrMepHOM Habope
KOTOPOTO WJIM OTCYTCTBYIOT BBICOKOMOJIEKY/IsipHbIe (popMmbl (roarun IIA), wim nmeer mecro ero
noBbineHHast appuHHOCTD K Ib-perenTopy TpoMOOIMTApHOI MEMOpaHbl, 4TO OOHAPYKHUBAET ceOst
YCKOPEHHOW PUCTOMHIIMHOBOM arperaipei TpoMOOIMTOB B Ij1a3Me OonbHOro. HakoHen, mpu camom
TSDKEJIOM | penko BeTpedaeMoM Tturie 111 @B He omnpezensieTcss coBceM HU B TUIa3Me, HU B TPOMOO-
uTax. B TeueHun 3a00sieBaHNsI OTMEUAOTCS TIePHOb 00OCTpeHMid U pemuccuid. [Ipu aToM B Xo71e
B3pOCIIeHUsI OOJIBHOTO TSKECTh KIIMHUYECKUX CUMIITOMOB OCTabeBaer.

Juarno3. Meiciib 0 Oone3Hn BusuieOpania BO3HMKaeT y Bpavya MpH HAJTMYUKM B KJIMHHUKE
PaHO BO3HHUKAIOIIETO TeMOPPAarnyecKoro auare3a, 0OHapyKMBAIOIIEro OTHOBPEMEHHO HapYIIEHUs 1
TPOMOOIIMTAPHOTO, ¥ TVIA3MEHHOT'0 3B€Ha reMocTasa. [{narno3 noATBepKAaeTcs CleyIoNMMu J1abo-
paTopHbIMU IIpU3HAKaMu: 1) yBeJM4eHue NepBUYHOMN UIUTEIBHOCTH KPOBOTEUEHUS; 2) CHUKEHNE
PYICTOMUIIMHOBOHM aATe3WBHOCTH M arperaiuv TPOMOOIUTOB, ycTpaHsieMoe jaoOaBieHreM PB; 3)
yIJMHEHNE aKTUBUPOBAHHOTO TMapIUaIbHOrO TpomoboriactuHoBoro Bpemenu (AIITB); 4) cHuxe-
HUE KoaryJasiuMoHHou aktuBHOCTU (paktopa VIII; 5) cHmkenue yposas @B B maszme (onpeaensercs
MMMYHO(EPMEHTHBIM METOJJOM) UJI HApyLIEHUE €r0 MYJbTUMEPHON CTPYKTYPBI.

Hudcdepenuaibubiii Juarao3 6ore3nu BueOpanaa npesxkiae Bcero mpoBoasT ¢ reModu-
mueit A. OnbIT MOKa3bIBAET, YTO HAMOOJIbIINE JUArHOCTUIECKUE TPYTHOCTH BO3HHUKAIOT IPH pasrpa-
HUYEHUH JIeTKUX (hopM O0JIe3HE|, KOra CToJb XapakTepHoe 151 Oone3Hn BuieOpanaa yBeanueHue
IJTUTENTIBHOCTA KPOBOTEUEHHS U HapyIIEHUE aJre3ud TPOMOOIIMTOB MOXKET OBITh HE MPEICTABIICHO.
C npyro#t CTOPOHBI, 3TH JJAOOpATOPHBIE MPU3HAKU MOTYT OOHAPYKUTHCS M3-3a 0O0Opa30BaHUS AHTHUT-
POMOOLIMTAPHBIX aHTHUTEN Ha (POHE YACTHIX MEPETMBAHUI KPOBU Y YACTH OOJBHBIX C FeMO(IITHSAMHI.
B stom cnyvae pemnaroniiee qUarHoCTUYECKoe 3HaueHne OyAeT MMeTh IpsIMOoe OrpeesieHrue coaep-
’KaHUsl aHTUreHa ¥ akTUBHOCTH DB, koTopble pu reMoUINK UK HE OTIIMYAIOTCS OT HOPMBI, WX
JaKe TOBBIIIEHBI.

Jleuenmne. Ilpy Jerkux U yMEepeHHBIX KPOBOTEUEHHSX Y OObHBIX ¢ I Thnom OGomnesnn Bu-
neOpaHa ¢ HOpMabHBIM cofiepkanrieM @B B TpomOonmrax nokazano memieHHoe (10 — 20 muH)
BHYTPUBEHHOE BBEJICHUE aHAJIOra €CTECTBEHHOIO aHTUANYPETUYECKOrO0 TOpMOHa (JIECMOIpPEecCcrHa)
B 1o3e 0,3 mkr/kr maccel Tesia B 30 — 50 M1 M30TOHMUYECKOTO pacTBOpa HaTpus xjopuaa. [lpu stom
nioBbiiienre OB u aHTUreMOo(MITLHOTO TI00Y/IMHA perucTpupyeTcs yxe depe3 30 MUH MOc/ie Hadasa
MH(pY3UHU U AocTUraer Makcumyma uepe3 1,5 — 2 4. OH yaep:KuBaeTcsi Ha TAKOM ypOBHE B Teue-
Hue 12 4, otyero TpedyeT NOBTOPHOro BBeleHusl. OIHAKO JICUUTh IECMOITPECCUHOM OoJiee 3 CyT He
PEKOMEH]IYeTCsl B CBSA3M C OIYCTOIIEHUEM MOCIeTHUM I'paHy/1 xpaHeHus1 OB B kieTkax sHA0TE M U
OTCIOfIa — C HEOOXOIMMOCTBIO CHHTE3a B HUX HOBBIX TIOPIIMK 3TOTrO (haKkTopa.

JL71s1 iedenrst OOJIBHBIX C BapriaHTaMHu 3a0osieBanus, rae OB B rpaHyiax X paHeHHUs1 OTCYTCTBYET,
UCTIONB3YIOT CBEKE3aMOPOKEHHYIO TUIa3My WM Kprornpeuunurar, dorateiii @B. Ipu onpenenenun
reMOCTATUYECKOM JI03bl Ipenapara pyKOBOACTBYIOTCSI KOPPEKLMEN MPOKOAryIsIHTHOW aKTUBHOCTU
(pakropa VIII u nepBuuHON JJIMTEIBHOCTH KpOBOTEUEHUSA. DPPEKTUBHOCTh TEPANIUU OLEHUBAIOT
KJIMHUYECKU — [10 YMEHBIIEHUI0 MHTEHCUBHOCTU Y ITPOJOJIKUTEILHOCTY KPOBOTEYEHUI U paccachiBa-
HUIO KPOBOM3IUSHUI. B cilyyae nepenvBaHus npenapaToB KpoBy, cogepxkaiux 1 OB, u anturemo-
(buITbHBIIA TI00Y/IMH, YPOBEHB MOCIIETHETO YBEIMYUBACTCS MTPOMOPIIMOHAIBLHO BBEIECHHOMY (DaKTOpPY
U TIOJJIepKMBAETCS Ha XopoieM ypoBHe. HeoOXomuMocTh B 3aMECTUTENILHON Tepariui aHTUTEMO-
(bUTbHBIM ITIO0YJIMHOM BOZHHMKAET TOJIBKO MPU MPOQY3HBIX U JATUTEIbHBIX KPOBOTEUEHUsIX. B aTOM
ciyyae paktop VIII BBoAKUTCS BHYTPUBEHHO JJO OCTAHOBKM KPOBOTEUEHMS Kaxple 24 4 U3 pacuera
20 en./xr maccel Tena. YTo KacaeTcsl OCTAHOBKU KPOBOTEUCHUI M3 CIM3UCTBIX 000JI0YEK IMOJIOCTU
pTa ¥ HOca, JJIsl 9THUX IIeJIell MOKET ObITh PEKOMEHIOBAHO MECTHOE MCIOIb30BaHUE U TPOMOMHA, U
reMOCTaTUYeCKON ryOku miy Mapiu. [TporHo3 mpyu pa3iuyHbIX MMOABapUaHTax 3a001eBaHUsT HEOIH-
HakoB. OH Gosiee OnaronpusATeH MNPy yMepeHHO BhIpakeHHOU hopme Oone3nu BuiieObpannga. B o
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ke BpeMsl TspKesoe TeueHe Oosie3Hu, Hepeako Haomopawieecs y 0ombHbIX ¢ I Trimom Oone3nu
BuuieOpania, MOXET MPUBECTH K aHKUJIO3Y CYCTABOB U K TSIKEJIOW aHEMUH.

T'emodpuinn

I'emodunmm 06pas3yoT rpyIiy HacleJCTBEHHO OOYCIOBIEHHBIX 3a00IeBaHUI KPOBH, CBSI3aH-
HBIX C HApYIIEHHEM TIa3MEHHOTO 3BeHa reMocTasa. [1o coBpeMeHHbIM KJIacCH(HUKALIUAM MOTYT ObITh
BhiesieHb remodunn A, B, C, D u E.

I'emocnims A — HaciieICTBEHHbI reMOppParuuecKuil 1uaTes3, CBsI3aHHbIN ¢ HAPYIIEHHOH IPo-
aykipen antureModuibHOro riodynuHa i ¢aktopa VIIIL. TTockonbKy OTBETCTBEHHBIN 32 3TOT
OEJIOK TeH JIOKAJIN30BaH Ha X-XpOMOCOME U SIBJISIETCS] PELIECCUBHBIM, reModuiiriell A B OCHOBHOM
O0met0T MyX4MHbI. JKEHIMHBI e, HOCUTENM TeHa TeMOpWINU, UMEIOIIUe BTOPYI0 X-XpOMOCOMY
(reTepo3uroTH), TUM 3a00JIeBaHUEM He CTpafaioT. VICKJIIoUeHne COCTaBIISIOT JIMIIb JEBOYKHU-TOMO-
3UTOTHI, KOTOPBIE POIVWIUCH B CEMbe OOJBHOrO reMopuiIrell OTIia U MaTepu — MEePeHOCYMKA ITOU
nedextuBHON X-xpomocombl. Kpome Toro, y 10 — 15 % GonbHBIX ¢ IPUOOPETEHHOM B XOJIe KU3HU
MyTaryed reHa aHTUreMo(bMIIBHOTO 100y MHa reMoviisl A MOXET UMeTh U HeHacJIeJICTBEHHBIN
Xapakrep.

IlaTorene3. HapymieHue reHa, OTBETCTBEHHOTO 3a CHHTE3 aHTUTeMO(MIIBHOTO IJI00YIINHA,
yaile BCEero acCoLMUpyeTcsl ¢ MPOoayKIMen (PyHKIIMOHAIbHO HenosnHoueHHoro (aktopa VIII (remo-
bumusa A+) umm, pexe, ¢ ero KOIMYeCTBeHHBIM JiehekToMm (remodmusa A—). B moOom ciydae
cHUkeHue akTuBHOCTU paktopa VIII mpuBoaWT K pe3KoMy 3aMemJIEeHUIO CBEPTHIBAHMSI KPOBU IO
BHyTpeHHeMmy nyTH. [Ipu 3ToMm crenensb nedunmta dpakropa VIII TecHO cBsizaHa C BBIPakE€HHOCTBIO
reMOpparnyeckoro auare3a, Yro HaXOAUT OTpaxkeHue U B Kiaccudukaimm 6one3nu. B yactHocTH,
npu TsKeson popme remopunu A aktuBHOCTh (paktopa VIII He mpesbimaer S5 %, npu cpegHen
TSKECTU TedeHus1 oHa BapbupyeT oT S 10 10 %, a npu serkoit — npessimaer 10 %.

Kimanyeckas kaptuHa. OCHOBHBIM CUMIITOMOM B KJIMHUYECKOW KapTUHE SIBJISIOTCS NIEpU-
OIMYECKU TIOBTOPSIOIIMECS SMU30/bl KPOBOTOUMBOCTH. Kak MpaBuio, OHM perucTpupyloTcs B paH-
HEM BO3pacTe, HO MOT'yT nosiBUTHCA U nozaHee 20 siet. HecmoTpst Ha poskieHre ¢ TeHOM reMouInm,
HOBOPOJK/IEHHbIE JIETH KPOBOTOYAT PEIKO, B TOM UMCJIE MOC/e Nepepe3ku MynoBuHsl. [lo nomyroaa
CKJIOHHOCTb K KPOBOTEUEHMSM BBISBIISIETCS Y HEMHOTMX, U OHM MOTYT TOSIBUTHCSI IIPU HaJpbIBE
Y3IEUKH s3bIKA WM TIOApe3aHru Horte. [Ipope3biBaHre MOJIOYHBIX 3yOOB MPOXOOUT O6e3 KPOBOTO-
yrBOCcTH. OJJHAKO OCTpBIE Kpasi CAMUX MOJIOUHBIX 3yOOB MOTYT OBITh TPUYMHON KPOBOTEUCHUH U3~
3a MPUKYCOB SI3bIKA, IIeK 1 ry0d. Korga pebeHOK HauMHaeT BcTaBaTh U MPOOYET XOOUTh, BO3MOKHOCTb
TpaBMaTU3aLMKU pe3Ko Bo3pacTaeT. M3-3a Toro, 4to OH najaer, NosIBJSIOTCS TeMaToOMBbl TYJIOBULIA U
rosioBbl. Korzia sxe peGeHOK HauMHAeT aKTMBHO XOIUTh U Oerarh, OTKPBIBAIOTCSI BOBMOKHOCTH IS
KPOBOU3JIMSIHUSA B CYCTaBbl, IIPEXK/IE BCETO KOJIEHHBIE, JIOKTEBBIE U TOJIEHOCTOIHBIE. « CIIOHTaHHBIE»
KpOBOTEUEHUS! (BHE TpaBMaTHU3allUM), MPEkK/Ie BCEro, MPUCYLIM TsxkenpM popmam remopunu. C
APYroy CTOPOHBI, OTIEPATUBHBIE BMEIIATENILCTBA, JaKe SKCTPAKIIMS 3yO0B, OOBIYHO COMTPOBOKAAIOTCS
MOBBIIIIEHHOW KPOBOTOYMBOCTHIO. [TOCKONIBKY 0Opa3oBaHue MEPBUYHONW TPOMOOIUTAPHOW MPOOKU
MY TeMO(PUIINY He HAapYIIEHO, 3TH MOCTONEPAIIOHHBIE KPOBOTEUEHHS y OOJIBHBIX reMO(HIIHE BO3-
HUKAIOT He cpa3y, a Yepe3 HECKOJIbKO YacoB, HO W3-3a OTCYTCTBHS BHINAIeHUsT (PUOPHHA MOTYT ITPO-
JOJDKATbCS JHAMU U JaKe HeJeIsSIMU.

51



. Komnextur aBropoB. «BryTtpennue 6one3nu. Tom 2»

KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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