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TPOMBOIIUTOIIEHN N
Bacunbes C.A.7, Buvorpagos B.J1.', Masypos A.B.2, Mapkosa M.J1."

T@IbY lemaronornyeckuii Hay4Hbii yeHTp MunnctepetBa 3apaBooxpaHenns PO, Mocksa

2@IbY Poccuiickuii Kapgnonorn4ecKni Hay4Ho-npon3BoACTBEHHbI Komnnexc MunuctepeTea

3apaBooxpaHenns PO, Mocksa

Pesrome: npuseder 0630p namozenesa, ouggpeper-
YUANHOLL OUGRHOCIIUKI U CIMPAINE2UN JICHeHUA
pasnuumbix munos mpomoouumoneruu. Boioeneros
080 OCHOBHBIX MEXAHUIMA PA3BUMUL MPOMOOULL-
MONEHUU — CHUNICCHHAS NPOOVKUUA U NOBLIUCHHOE
nompebaenue mpomooyumos. CHuxicerHue 8vipa-
6OMIKU MPOMOOUUIMOB, 00YCN0BNeHHOe Oenpeccueti
Me2aKapUOUUmMOos (NpooYKmMuUeHas mpomooUumo-
neHus), 006bIHO ACCOUUUDYEMCA C aNlacnU4ecKoll
amemueri, PasnuuHbImMu POPMAmU JetiKxemun

U MUCTIOOUCHIA3UL, G MAKICE C YUIMOCAMUHECKOL
mepanueti. [losviuierroe nompebrerue mpomoouu-
M08 MONCEM ObLIMb BbI36AHO AYMO- U/ UM ANNOAH-
MUMENAMU, KOMOPble CEALIBAIOMCS C IMPOMOOUU-
Mam U CIMUMYAUPYIOM Uux Oblcmpoe yodaieHue

C NOMOULBIO PEMUI)I0IHOOMENUANGHOLL CUCTNEMbL
CeNe3CHICU UM NeveHU (ULOUONAIMUYECKAL MPOMOO-
YUMONEHUMECKAA NYPNYPa, NeKapCmeeHHas mpom-
OOUUMONEeHUA, HCOHAMANLHAS AJIOUMMYHHAS
MPOMOOUUIMONEHUHECKAA NYPRypa u opyzue
DOPMbL UMMYHHOLL MPOMOOYUMONEHULL). YCuneHHoe
nompebaenue mpomooyumos, 00yclo61eHHoe
BHYMPUCOCYOUCIILIM POMOO30M, BE0EIM K MPOM-
oovyumonerul (HeUMMYHHAR MPOMOOUUMONeHUsA
nompeonenus) npu CUHOpome OUCCeMUHUPOBAHO20
BHYMPUCOCYOUCINOL0 CEEPMBIBAMUSA, MPOMOOIMU-
YeCKOLL MmpomMOOUUMONEeHUMECKoll nypnype u 2emo-
JUMUHCCKOM YDemudeckom curopome. Hacneocm-
8eHMbLe POPMbL MPOMOOUUMONEHUL 00YCIOBNEHbL
8pONCOCHHbIMU Oepermamis NPOOYKUUL MPoMOO-
YUMOB U/ UNU AHOMATUAMU PaKmopa
Bunnebparoa. Mrnozue u3 Hux accoyuupyromcs

C HAPYUEHUAMU MOPDON02UL U PYHKLUL MPOMOO-
yumos. legpercm sulpadomu mpomoouumos
CHUMACINCA NPUHUMHOLL UX HUSKO20 COOCPICAHUA

6 KPOBU NP OONBULUHCINGE HACeOCNBEHHBIX MPOM-
bovyumoneHrutl (HeoCI0ICHeHHAS CeMeLIHAL MPOM-
oovyumonenus, TER-curopom u 0p.), Ho npu Hexo-
MOPLEX U3 HUX HAOTI0OANOCH UM 1PeONONaA2ANI0C
noswiuierHoe nompeobrerue mpomooyuumos (Cumo-
pom Buckomma-Onopura, mpomooyumapHlil mun
unu mun I1b 6one3nu Buanebpanaoa, CuHOpom
Bepuapa-Cynve).Jlabopamoprule memoobsl, UCnoib-

m Bacuibe C.A. « vasiliev@blood.ru « (495) 613-26-81

3yemule 0215 OuppeperuyansHotl OuazHOCMUKU
MPoOMOOUUMONeHULL, KII0UAION 8 CeO5L: A8IMOMA-
MUYECKULL U U3V ANBHBLLL CHem YUCAa mpPomOoyL-
MO8, AHANU3 ME2AKAPUOUUINOE 8 00PA3UAX KOCH-
HO20 MO324, UCCNO0BAHIUE MOPPON02ULL U PYHKULL
mpomooyUImos, onpeoeneHie mpomooUUmapHsLx
aymoarmumen U ananiu3 AaHmu2eHo6 -MuueHel,
onpeoeneHue Chora HCUHU U UCCIe008AHUe KD)Y20-
gopoma mpomooyumos. s neuerus npooyKmus-
HBIX MPOMOOUUMONEHULL, MPOMOOUUMONeH L
nompeoneHus (UMMYHHBEX 1 HEUMMYHHBIX (POPM)
U HACCOCNBEHHBIX MPOMOOUUIMONCHULL DeKOMEH -
OVIOMCA PASIUMHBLE CIMPAME2UL, 8 Y. MPAHCP)-
3UU MPOMOOUUIMOE, UMMYHOCYNPECCUBHASA U LUINO-
CMamuMecKas mepanis, CnaeH3KMmoMus u op.).

Kniouegwie cnosa: mpomoouumonerus, mpomoo-
YUIMbL, ME2AKAPUOUUIMNbBL, 2EMOPPAUMECKIULL CUMHO-
DOM, uouonamureckan mpomooUUmoneHu1eckas
nypnypa, aymoarmumend, mpomoouumapHo.e
aHmMuU2enbl.

POMOOLWTbI, WKW KPOBSIHbIE NNACTUHKM, Npej-

CTaBNA0T CO60M 6e3bsAepHbIe 3NEMEHTbl KPOBH,

rMaBHOW (DYHKLIMEI KOTOPbIX ABNSAETCA 06ecneye-
HU1E MOJTHOLEHHOr0 remocTasa B KpOBSHOM pyclie opra-
Hu3Mma 4enoseka. OfHOI M3 OCHOBHbIX aHOManuii TPOM-
OOLUMTOB SBNAGTCH WX KONMYECTBEHHAs HEeJ0CTaToy-
HOCTb. GHUDKEHME 4ucna TPOMOOLUMTOB B KPOBU HUXE
HOPMaJibHbIX [AMana3oHOB (HOPManbHOE KONMYECTBO
TPOMOOLUTOB B LIMPKYNSATOPHOM pYCNe KpOBW COCTaB-
nset 150000-400000 B 1 mMKJ) Ha3blBaOT TPOMOOLMTO-
neHnamu [7]. OQHAKO KSIMHWYECKME MPU3HAKW TPOMBO-
LMTOMEHNN, BbIPAXKAIOLLMECH B MOBbILIEHHOW KPOBOTO-
YMBOCTW, 0ObIYHO HAOJOAANOTCA MPU CHUKEHUM Ymchna
Tpom6ounTOB HIke 50000 B mkn. Ong Tpom6ouuTone-
HUA (KaK 1 ONng ApYyrux HapylweHWin TpoM6OoLUTapHOTo
remocrtasa) XapakTepeH MUKPOLMPKYNATOPHbIA Tum
remMopparn4yeckoro CuUHAPOMa C Hanu4eM CUHAKOB,
3KXUMO30B, NETUXWIA, HOCOBBIX U AECHEBLIX KPOBOTEYE-
HWIA, 06UITBHBIX WU ANNTENbHbIX MEHOPPArui U ¢ yanuHe-
HWEM BPEMEHM KPOBOTEYeHUs npu npobax AnBu unm
[lbloka. Pa3Butme remopparuyeckoro CMHAPOMa npu
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cofepxxaHum Tpom60LUTOB B KpoBm 60nee 50000 B MKN
yalle BCEro accouumpoBaHO C  (PYHKLMOHANbHBIMU
nedexkTamu TPOMOOLMTOB. KpUTUYECKUM AN BO3HIK-
HOBEHMSI OMACHbIX, CMOHTAHHLIX KPOBOTEYEHUA CYUTA-
etcs nopor B 10000-20000 B mkn [4].

Mo MexaHU3My pasBUTMA TPOMOOLMTOMEHUU MOXKHO
pasfennTb Ha clefytolme: NpoLyKTUBHbIE TPOMOOLUTO-
MEHUM, TO eCTb CBA3AHHbIE C HApyLIEHUEM NPOAYKLNK
TPOMOOLNUTOB B KOCTHOM MO3re, TPOMOGOLMTOMEHMUN,
06YCNOBJIEHHbIE MOBbILLEHHbIM pa3pyLleHneM-noTpeode-
HIEM KPOBSHbIX NIACTUHOK B LMPKYIATOPHOM pychie uin
opraHax makpodaranbHoi CUCTEMbI, TPOMOOLUTONEHNN
pa3BefieHNsi, HabfogaeMble Mocne 60MbWUX NoTepb
KPOBW W TPOMOOLMTOMNEHUN pacnpeneneHns, 06ycnos-
NeHHble  MOBbLILEHHON CeKBecTpauueil TPOMOOLMTOB
B CeneseHke npu cnnedomeranum [7]. Cpean tpomboun-
TOMEHWIA, BbI3BAHHbIX MOBbILIEHHbIM  pa3pyLleHnem/
noTpe6sieHMem TPOMOOLMTOB, OObIYHO BbILENAOT [BE
60MbLLUMe TPYNMbl — UMMYHHbIE DOPMbI, Pa3BMBAIOLLMECS
B pe3yribTaTe BbIPabOTKN ayTO- WK aNiNioaHTUTeN NPOTUB
TPOMOOLNUTOB, U HEUMMYHHbIE (POPMbI, KOTOPbIE yalle
BCEro OMOCPefoBaHbl MOBbIWEHHbIM  NOTPe6neHnem
TPOM6OLMTOB BCEACTBME BHYTPUCOCYAUCTOrO TPOMOO-
06pa3oBaHus. B oTenbHyl rpynny MOXHO BbIAENUTb
HacneACTBEHHblE TPOMOOLMTOMNEHUM, KOTOPbIE BCTpeYa-
I0TCS ropasfo pexke NpUOGPETEHHbLIX 1 4aCTO acCoLMMPO-
BaHbl C Ka4eCTBEHHbIMW JeeKTamMn KPOBAHbLIX NnacTu-
HOK, T.e. ¢ Tpom6ouuTonatmamu. [pegnonaraercs,
410 60JIbLUMHCTBO HACIIEACTBEHHBIX TPOMOOLMTOMNEHNI
BbI3BAHO HapyLUEeHWeM NPOAYKLM TPOMOOLIUTOB, OAHAKO
€CTb (DOPMbI C MOBbILLEHHbIM NOTPE6IeHNeM/paspyLue-
HUEM 1 CMeLUaHHble BapuaHTbl (cM. Taén. 1) [4,7,17,19].

Tpom6ouuToneHun, 06YCNOBNEHHbIE  CHUXEHHOIA
npoayKuuei Tpom6oLUTOB (NPOAYKTUBHbIE)

poAyKTUBHbIE TPOMOOLMTOMNEHWN BCTPEYAIOTCA NPU
Pa3fINYHbIX MAaTONIOrMAX CUCTEMbI KPOBM, MPWU KOTOPbIX
NPOMCXOAMT MOMABNEHNE MErakapuouMTapHOro pocTKa
KOCTHOrO Mo3ra. K Takum 3a6oseBaHuaM OTHOCATCS Criefly-
fOLLME: annacTnyeckas aHemus, pPasiinyHble POPMbI N1eiKo3-
HbIX MPOLIECCOB (KaK OCTPble, TaK U XPOHWUYECKME), MUESI0-
ANCNnacTMyeckne CUHAPOMbI, OCTPast Jy4eBas 60Me3Hb,
uuTocTaTMyeckasn 60ne3Hb NPy XMMUOTEPANUM U NTyHEeBOIA
Tepanuu, npuobpeTeHHas amerakapuouuTapHas Tpomoo-
uuToneHna  (napumanbHas TPoOMOGOLMUTAPHOPOCTKOBAS
annasms), MeTacTtasbl paka B KOCTHbIA MO3T 1 Ap.

[ind BCcex BWAOB MPOAYKTUBHOWA TPOMOGOLMUTOMNEHMN
XapaKTepHO PE3KOE CYXKEeHUe UIm 0TCYTCTBIUE TPOMOOLYU-
TapHOro pPOCTKA Ha (OOHE XapakKTepHbIX W3MEHEeHUN
CTPYKTYPbl KOCTHOrO MO3ra, TUMUYHbIX ANs TON UK UHOI
dhopmbl natonoruu Kposu. Tak, ANd annacTU4ecKoi
aHeMunm Ha (hOHe NaHUUTOMEHUN B nepudepuyeckon
KPOBW, MO [LaHHbIM TPEMNaHOBUOMNCUMN, XapakTepHO Bblpa-
)KEHHOE CY)XeHue nnaugapMa [LesTensHoro KOoCTHOro
MO03ra ¢ 3aMeLLeHNemM KOCTHOMO3IOBbIX MOMOCTEI XXNpo-
BOVl TKaHbIO (XKMPOBOW KOCTHbIA MO3T). [1pn 3TOM B KOCT-
HOM MO3re MerakapuouuTbl MPaKTUHECKWU MOSIHOCTbIO
OTCYTCTBYIOT.

1. TpombouuTONEHUM, 06YCIOBMIEHHbIE CHYKEHHOI NPoayKLuuen
TPOMOOLMTOB (NPOLYKTUBHbIE)

2. Tpom6oumMTONEHUM, 06YCNOBMEHHbIE MOBbILLEHHBLIM pa3pyLLe-
HUeM unu notpe6neHnem TPOMOOLMTOB

2.1. IMMyHHble

2.2. HeMMMyHHble

3. Tpom6oLMTONEHUM NOCNE MACCUBHBIX KPOBOTEYEHNIA (pa3Be-
JieHue)

4. TpoM6OLMTONEHUM NPU CISIEHOMEranun (CeKBecTpans)

5. HacneacTBeHHbIE TPOMOOLMTONEHIUM
Yaiye npogykTUBHbIE, OBHAKO BCTPEYAIOTCSA (OPMbI C MOBbILLEH-

HbIM Pa3pyLLIEHNeM/OTPEOSIEHNEM U CMELLIAHHbIE BaPUAHTbI

Taéanua 1. Knaccuduxanus TpoMOOIUTONICHHH.

lMpn remo6nactos3ax ¢ MUeNOAENPECCMBHBIM MOpPaXe-
HMEM KOCTHOr0 Mo3ra (pasnuyHble BWibl JIEiKO30B,
MWENnoaucnnacTuieckne CUMHAPOMbI) B TpenaHarte, Kak
npasuio, OMpPeJensercs BbIPAKEHHAR runepnnasus
LEeATeSIbHOr0 M03ra C 3aMeLLeHNEM XXMUPOBbIX MO0CTEN
NenKeMU4ecKNMmn Knetkamu. Npu 3ToM KoM4ecTBO Mera-
KapuMoLUWTOB TaKXe PEe3KO CHIKEHO WM MOSHOCTbIO
OTCYTCTBYET (Onpenenserca MeHee 1-2 merakapmouuToB
B Tpenaxare). lMpn XpoHUYeCKMX numdponponmdepaTms-
HbIX 3260/1€BaHUAX MTABHOW NPUYMHOI CHUKEHNA COAep-
XaH1s TPOMOOLMTOB B KPOBOTOKE (Hallie BCEro YMepeH-
HOr0) TaKXe fBNAETCA MOJABNEHWE MerakapumouuToB
KOCTHOrO MO03ra, XOTS NMPUCOeOMHEHWE ayTOMMMYHHbIX
KOMTMOHEHTOB MOXET YBEJIMYMBaTh rMy6UHy TPOM6OLUTO-
neHun [16]. BbipaXeHHOE CHIKEHME KOHLEHTpaLuu
TPOMGOLMTOB B KpOBM (4acTo Hike 20000 B MKIT) YacTo
pa3BMBAETCA MOC/IE NMPOBEAEHUS KYPCOB XUMMOTEpanuu
WIn Ny4eBON Tepanuu no MoBOAY KaKoW-nm6o dhopmbl
remo6,1acTo30B.

[N napyunanbHoii amerakapmoLumTapHon TpoMOoLMTO-
neHnm (TpomM60LMTAPHO-POCTKOBOI ansia3ni) XapakTepHo
PE3KOe CHIDKEHWEe YPOBHA TPOMOOLMUTOB B KPOBU Mpw
HOPManbHOM KOJIM4YeCTBE KNETOK KpacHOro um 6enoro
paga. [pu 3TOM B KOCTHOM MO3re, N0 JaHHbIM TpenaHo-
ononcum, Ha oHe HOpMasibHOr0 COOTHOLLIEHNA AedTenb-
HOT0 KOCTHOr0 MO3ra M XXMPOBbIX MOSIOCTEN, MPU COXPAH-
HOCTW BCEX POCTKOB KPOBETBOPEHNA KOJIMYECTBO Meraka-
PUOLIMTOB PE3KO CHIDKEHO UM OHW He OMpeenstoTCs.

B reHe3e TpomMOOLMTONEHNYECKOrO CUHAPOMA, HAbM0-
aaemoro npu B12-geduuuTHOM aHemuu W/wnu Hepno-
cTatke (DOSIMEBOI KUCNOTbI, NEXWUT Takxe (eHOMeH
peduunta npomykUmin TPOMOOLMTOB B KOCTHOM MO3re,
KOTOpbIAA COYETaeTcsd C OMNpedeneHHbIM  CHUKEHWUEM
MEMOpPaHHO Pe3UCTEHTHOCTM KPOBSHLIX MNACTUHOK.
B oTninm4me o1 Lpyrux BUAOB NPOAYKTUBHBIX TPOMOOLUTO-
NeHWA, B 3TOM CNy4ae KOJIMYECTBO MerakapuouuToB
He CHWXEHO, a Hea)(hEeKTMBHOCTb MerakapuoLmTonoasa
06YyCIIOBNEHa HapyLUeHWemM B CO3PEBaHUN Merakapmoum-
TOB, KOTOpbIE MOTYT TMOHYTL eLle A0 cTagum o6pasosa-
HUS TPOMOOUMTOB. [IMarHo3 CTaBWUTCA HA OCHOBAHUW
XapaKTepHbIX Merano6nacTHbX W3MEHeHUA B APYrux
NNHUAX KOCTHOMO3IOBbIX KI1ETOK.

K 4ucny npoLyKTMBHbLIX TPOMOOLMTONEHUIA OTHOCATCS
TaKXe HEKOTOPbIe M3 HACMeACTBEHHbIX TpombouuTone-
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HURA, NPU KOTOPbIX HApYLUEHUs 06pa30BaHnsd TPOMOOLM-
TOB B KOCTHOM MO3re UMET reHeTU4eCKI LeTePMUHINPO-
BaHHbII XapakTep.

[lng OMarHoctuky mpoayKTUBHOW TPOMOGOLUTONEHUN
HE0OX04MMO B MEpPBYH0 04epefb UMETb TOYHYI WHAOP-
MaumMi 0 COCTOSHWM MerakapuouuTapHO-TpoM6oumMTap-
HOr0 pPOCTKA KaK Ha OCHOBAaHWW MCCNefOBaHWUs B AMHA-
MUKe 06LLero aHanu3a KpoBu ¢ NoACYeTOM TPOMOOLMTOB,
TaK 1 N3Y4eHWUs xapaktepa KOCTHOMO3rOBOrO KPOBETBO-
PEHNS, MO LAHHbIM CTEPHANIbHON MYHKUMUMW 1 TPenaHoouo-
ncuu. OGHUM U3 HOBbIX METOA0B, KOTOPbIA MOXET 6bITh
noneseH Ang angepeHLnanbHOn UarHoCTUKN NpoayK-
TUBHOW TPOMOOLMTONEHNI, ABNSETCA ONpPeAeseHne nnas-
MEHHOr0 IMMKOKanWuUMHa — pparMeHTa rnamKonpoTenaa
(I Ib ToOMOOLMTOB, OTLLENAOLLEr0CA C NOBEPXHOCTU
KDPOBSIHbIX MIACTUHOK MPU UX Pa3pyLLUEHUN B CENEe3eHKe
[9,10]. ComepxaHue rAMKOKanuuMHa OTpaxaeT 060poT
TPOMOOLMTOB B KPOBOTOKE, 1 €r0 KONMU4YeCTBO B MiasmMe
CHWKAETCA Mpu  NPOAYKTUBHbLIX TPOMOOLUTOMNEHUSX,
B OT/IMYME OT TPOMOOLMTONEHNIA NOTPeOneHuns/pa3pyLue-
HUS, NPW KOTOPbIX 3TOT NOKa3aTeNlb OCTAETCA B Npefenax
HOPMbI UK NOBbILWAETCS (CM. Tabsn. 5). OfHaKo Heobxo-
OUMO OTMETMUTb, YTO NPU HEKOTOPbIX hOpMax NenKo3os,
B YaCTHOCTW, NPU MUENOMAHbLIX NENKo3ax, KOMN4ecTBO
FMWKOKaNMUMHA B NMa3Me MOXET MOBbILIATLCA BCNEAC-
TBUE HECMeundmnYecKoro OTLLEeNNeHNs FMNKOKanMunHa
C NMOBEPXHOCTY TPOMBOLUMTOB NpoTeasamu, BbICBO60Xa-
OLLMMUNCS NPU pa3pyLUEHNI ONYXOJeBbIX KNETOK. Tak Kak
NPOAYKTUBHASA TPOMOOLMTONEHNS YalLlle BCEro fBNAETCH
NNLLb OJHUM 13 NPOSBMEHNIA PA3NIUYHbIX FEMATONOTNYEC-
KWX MaTtosiorui, BbI3bIBAIOLLMX MOAABIIEHNE Merakapuo-
uMTapHoro psga, 6e3ycNioBHO, BAXHOM  ABNAETCA
ANarHoCTUKA OCHOBHOMO 3a60J1eBaHNS.

B neyeHun amerakapuouuTtapHbIX TPOMOOLMTONEHWIA
OCHOBHbIM METOAOM SIB/AETCA 3aMECTUTENIbHAA Tepanus
TpombouuTapHO Maccoi. [okazaHuem ans TpaHcdysuit
TPOMOOLMTAPHON MacChl SBISETCA MafeHne YPOBHSA
TpombounToB Hmxe 20000 B MKJ, CcoYeTatoLLleecs
C NpOrpeccrpoBaHNEM TreMOpParM4eckoro CUHAPOMA.
AGCONMIOTHBIM NOKasaHuem Ans HeMeANeHHbIX TpaHcdy-
31 TPOMOOLIMTAPHOI Macchl SBMSETCA Hann4me MeJKo-
TOYEYHbIX TemMopparvii Ha KOXe fuua U CnuM3ncTon
nonoct pra (yrpo3a KpoBOM3NMAHMA B MO3r). [ng
NPOUNAKTUKN TeMOPParn4eckoro CUHAPOMA Yy naumeH-
TOB, MOJSTYHAKLIMX BbICOKOLO3HYH MOAUXMMUOTEPANNAIO,
UM y B6OJIbHbIX, KOTOPbIM NPOBEeHA TpaHCMaHTaumus
KOCTHOrO M03ra, OCYLLUECTBAAOTCA NNaHOBble TpaHCMy-
311 TpomM6OLMTAPHOI Macchl 2-3 pasa B Hegento (6-8 [o3
Unn 4-6 MApA KNEToK Ha OAHY TpaHcysuio). Y naumen-
TOB, MOJYYaKLWMX YaCTble TPAHCY3UN TPOMOOLMTAPHON
Maccbl, HanpumMep, ¢ TakUM 3ab60/1eBaHNEM, KaK annacTu-
yeckas aHemus, napuuanbHas TpoM6OLNTApPHOPOCTKOBAS
annasus u Ap., MeTO40M, KOTOPbIA NO3BOMSET CYLIECT-
BEHHO COKPaTUTb 06bEMbI TPOMOOLMTAPHBIX TpaHCMY-
31iA, ABNSAETCA BHYTPMBEHHOE BBEMEHME Npenapartos,
obnafatLmnx aHTUOUOPUHONUTNYECKON aKTUBHOCTbLIO
(TpaHekcamoBOW KNCNOTbI, 8-aMUHOKANPOHOBOW KUCIIOTI
n op.). KoHeyHo, pafukanbHbiM 1 3 deKTUBHbIM METO-

[I0M 60pbObI C aMerakapyuoLMTapHoOi TPOMGOLIMTONEHNEI
ABNSIETCS Tepanis 0CHOBHOTO, MPUBEALLEr0 K AeuLuTy
KPOBAHBIX NNACTUHOK, 3a60NeBaHMS.

Tpom6ouutoneHun, 06YCNOBNEHHbIE MOBbILWEHHBIM
paspywenuem/noTpe6neHuem TpomooLUTOB

Kak ykasbIBasioch BblLLE, TPOMOOLMTONEHNUM, 06YCNOB-
NEHHbIe MOBbILUEHHbIM paspyLleHueMm u/wnn notpebne-
HUEM TPOMOOLIMTOB, MOXHO Pa3fenuTb Ha ABe 60MbLIne
rpynmnbl — UMMYHHbIE 1 HEUMMYHHbIE. IMMYHHbIE TPOM-
OOLMTOMEHUN PA3BMUBAKOTCA B pe3ynbraTe BblpaboTKK
B OpraHu3mMe ayTo- Unn annoaHTUTeN NpoTUB TPOMOOLM-
TOB W BCNEACTBUE 3TOM0 YCKOPEHHOrO paspyLUeHus
CEHCUOUNU3MPOBAHHBIX  aHTUTenamu  TPOMOOLMUTOB
B MakpodaranbHON CUCTEME CENe3eHKWU W/unm neveHu
[8]. HemMMyHHbIE (DOPMbI Yalle BCEro CBA3aHbI C MOBbI-
LLEHHbIM NOTPebneHneM TPOMOOLMTOB B COCYAUCTOM
pycre B CBA3W C BHYTPUCOCYAMCTbIM TPOM6G006Pa30Ba-
HUEM 1 arperauueit Tpom6ounToB. OQHUM U3 KITHO4EBbIX
NPU3HAKOB KaK MMMYHHbIX, TaK 1 HEMMMYHHbIX TPOM60-
LMTONEHNIA NOTPE6NEHNS, OTNINYAIOLLNX UX OT NPOLYKTUB-
HbIX TDOMOOLMTONEHIIA, ABMAETCA HOPMASTbHOE, A MHOTAA
11 NOBbILUEHHOE COflepXKaHune MerakapyuoLnToB B KOCTHOM
mo3re.

WUMmyHHbIE TPOMGOLUTONEHNH
B 3aBMUCUMOCTYM OT NaToreHesa, T.e. MexaHu3ma Bbipa-

O0TKM  AHTUTPOMOOLMTAPHBIX ~ AHTUTEN,  pasfuyaioT
HECKONbKO (POPM MMMYHHbLIX TPOMOOLWUTOMNEHUA (CM.
Ta6n. 2).

Han6ornee 13BECTHOE U PAcNpoCTpaHeHHOoe 3a60neBa-
HUe 3TOW rpynnbl — WAMonaTuyeckas TPOMOOLUTOMNEHM-
yeckas nypnypa (UTM). Yactota T cocTaBnseT npuénu-
3utenbHo 1/10000, npu 3ToM BO B3POCNOM BO3pacTe
XKEHLLWHbI 3a60/1eBal0T NPMONIM3NTENBHO B 2 pa3a Yallle,
4eM MYXX4MHbI (B I€TCKOM BO3pacTe 4eBOYKU U MaTb4UKL
3a60n1eBalOT C OAMHAKOBOW yactotoi) [13,17]. Panee
amnarHo3 UTTT cyutancs B 3HaYUTENbHON CTEMNEHU ANarHo-
30M UCKIIIOYEHUS [ApYrux naTonormii ¢ aHanoruyHou
CUMMNTOMATUKON, OHAKO B HACTOSLLEEe BpeMs CHUTaeTcs
[0Ka3aHHbIM, 410 UTIT npeacTasnseT co60i ayTOMMMYH-
HYt0 NaTomnoruio, U No3ToMy 370 3ab0JSieBaHWe 4acTo U
6onee NPaBMNbHO Ha3bIBAKOT U AMArHOCTMPYHOT KaK ayTo-
VUMMYHHYK0 Tpom6ouuToneHuto [1]. AHTUTena npu knac-
CN4eCcKol ayTOMMMYHHON TPOMOOLMTOMNEHNN Bblpabarbl-
BAKOTCS NPOTUB HEU3MEHEHHbIX TPOMOOLUTAPHBIX AHTUTE-
HOB, T.€. MPUYMHON X 06PA30BAHMA ABNIAETCA HE U3MEHE-
HUE aHTUIEHHON CTPYKTYpbl TPOMOOLUTOB, A HapYyLLIEHne
TONIEPAHTHOCTI WMMYHHOW CKUCTEMbl 6OSILHOrO K CO6C-
TBEHHbIM aHTUreHaM. YalLe BCero ayToaHTuTesa Hanpas-
NeHbl MPOTWB [NaBHbIX W HamboNee MMMYHOrEHHbIX
6enkos Mem6paHbl Tpom6ouuTos — [T HIb-1llan I 1b [15].
B psge paboT onucaHbl (YHKLUMOHANBHO aKTUBHbIE ayTo-
AHTUTENa, KOTOPble MOTYT UHTMOMPOBATL UM AKTUBMPO-
BaTb  TpOMOGOUMTHI.  WHrmbupyrowme  ayToaHTuTena
06bI4HO HampaeneHbl NPOTUB (DYHKLWOHANBHO BaXHbIX
peuentopos Tpom6ouuTos (I b-llla, T Ib, peuenTopsl
KonnareHa v fp.) u o6nagatoT cnoco6HOCTbIO 6J10KUPO-
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3abonesanue

XapakTepucTuka aHTUTPOMOOLMTAPHLIX aHTUTEN

1. Miamonatunyeckas (ayToumMMyHHas) TPOMOOLUTONEHN-
yeckas nypnypa

AyToaHTuTENa NPOTUB HEU3MEHEHHbIX AHTUTEHOB TPOMOOLIMTOB 60/ILHOMO
(06b14HO [T lIb-Illa n ' 1b)

2. TpaHCUMMYHas HeoHaTanbHasa TPOMOOLUTONEHUS

AyToaHTUTENA MaTEPM C ayTOUMMYHOI TPOMOOLMTONEHWNEN, NPOHUKLLNE
B OpraHn3m nnopa

3. [anTeHoBbIe (TeTEPOUMMYHbIE) TPOMOOLUTONEHUN
3.1. JlekapCTBEHHbIE TPOMOOLMTONEHNY

3.2. Tpomb0LMUTONEHNI, aCCOLMUPOBAHHbIE C BUPYCHOM
NHekumen

[anTeHOBbIE ayTOAHTUTENA NPOTUB U3MEHEHHbIX UITA YY)XKEPOJHbIX aHTUrEHOB
Ha NOBEPXHOCTM TPOMOOLUTOB

AHTUTENA NPOTUB KOMI/IEKCA J1IeKapcTBa (renapuH, XMHUH/XUHUAWH 1 [p.)

C TPOMOOLMTAPHBIM AHTUTEHOM

AHTWTENA NMPOTHB BUPYCHBIX aHTUTEHOB, (DMKCUPOBAHHBIX Ha TPOMOOLMTAX,
WAN NPOTUB U3MEHEHHBIX TPOMOOLNTAPHBIX AaHTUTEHOB, UMMYHbIE KOMMEKCHI,
(huKCMpOBaHHbIE HA TPOMBOLMTAX

4. AnnouMMyHble TPOMOOLUTONEHUN

4.1. HeoHatanbHas annonmMmyHHas TPOMOOLMTONEHNYEC-
Kas nypnypa

4.2. PedppakTepHOCTb K NepesiuBaHnio TpOM6OLUTOB

4.3. TlocTTpaHcdy3noHHas TPOMOOLMTONEHNYeCKas
nypnypa

AnnoaHTuTena npoTUB ana0aHTUIreHOB TPOMOOLMTOB N0AA UKW NEPENNBAEMBbIX
TpomM6oUNUTOB

AnnoaHTuTena matepu, NPOHUKLLNE B OPraHn3M nnoja. HanpaeneHbl NpoTMB
annoaHTUreHoB TPOMOBOLMTOB N0AA M 0TUR, OTCYTCTBYHOLLMX HA TPOMOOLMTAX
matepm (06b14HO HPA 1a)

AnnoaHTuTena NnpoTUB aHTUreHOB TPOMOOLIMTOB A0HOPA (0B) (06bIYHO
HLA-aHTUreHbl)

AntuTena npotus HPA 1a-annoaHTureHa, nepekpecTHO pearnpytoime ¢ TpOM60o-
UuTaMu peumnueHTa, otpuuatenbHbiMu no HPA 1a-aHTureHy

Tabauna 2. iIMmMyHHBIE TPOMOOITUTONECHHH.

BaTb UX PELENTOPHYH aKTUBHOCTb. AKTUBALMA TPOMOO-
LMTOB ayTOAHTWUTENamMM yalle Bcero 06YCNnoBfeHa TeMm,
YTO aHTWUTENa MOryT OIHOBPEMEHHO B3aWMOJIECTBOBATbL
CO CBOMM TpombouuTapHbIM aHTureHom (CD36, CD9, [Tl
lIb-llla) n Fc-peuentopom TpOMOOUMTOB W Yepes 3ToT
PeLenTop CTUMYNUPOBaTb aKTUBALMIO U MOCNEAyHLLY0
arperaumio KpoBsiHbIX NNAacTUHOK. O4eBUAHO, YTO MHIU-
OupytoLLe aHTUTeNa MOTYT YBENUYMBATL PUCK PA3BUTUS
remMopparn4yeckoro CUHAPOMA, aKTUBUPYHOLLUME — PUCK
pas3BUTUS BHYTPUCOCYANCTOro TPOMO6006Pa30BaHUS.

AyToaHTuTENa, pearupyoLime ¢ TpomoéoLUTaMN, BbIsB-
NAOTCA U MPU HEKOTOPbIX APYrMX ayTOMMMYHHbIX Narto-
norusx, TakWX Kak aHTUOCHONUNUAHLIA CUHAPOM,
CUCTEMHAs KpacHasi BONMYaHKA, PEBMATOMAHbIA apTpuT
[12]. Hanmyme Takmx aHTUTEN 4acTo Koppenupyet
CO CHXEHHbIM COZIePXKaHUem TPOMOOLUTOB Y aTUX 60Mb-
HbiX. B CBA3W C 3TUM npennonaraeTcsi, 4T0 B TaKuUX
CNy4asnx TPOMOOLUTONEHNS TaKXXe Pa3BUBAETCA MO ayTo-
VMMYHHOMY MeXaHu3my, xapaktepHomy ans UTI1. bonee
TOro, Hanpumep, Npu aHTMOCHONUNUIHOM CUHAPOME
B KPOBM 4aCTO BbISIBNATCA aHTUTENa, pearupytoLlue
He TOMbKO C OTPULATENIbHO 3apsXKeHHbIMU DOCEoNNMIm-
JaMu (KapamonunuH) u b2-rnukonpotenHom | (dpocdo-
NNNUA-CBA3LIBAIOLLMA GENIOK NNasmbl), HO, KaK W Mpu
WTM, co cneuncpnyeckumu TPOMOOLMTAPHbIMI AHTUIE-
Hamu — [T 1Ib-1lla n TTT Ib. OgHAKO HYXXHO Y4MTbIBATb, YTO
eCNN CMCTEMHOE ayTOMMMYyHHOe 3abofieBaHue, Hanpu-
Mep, aHTMOCHONUMUIAHBIA CUHAPOM, COMPOBOXKAALTCS
Tpom603amu, noTpebneHne TpOMBOLUTOB B pe3ynbrarte
BHYTPWCOCYAMCTOr0 TPOM6006PA30BaAHNS TaKXKE MOXET
BHOCWUTb CBOW BKJ1af, B Pa3BMTIIE TPDOMOOLMTONEHUN.

Kak y)xe 0TMEYanocb Bbllle, MOSBEHNE ayTOAHTUTEN
NpoTUB TPOMOOLMTOB NBNAETCA [OCTaTOYHO YaCTbIM
SIBNIEHNEM NpU NUMAoNponngepaTuBHbIX 3a60N1eBaHNSX,
1 XOTS MPW 3TUX NATONOrMAX FMABHOW NPUYNHON CHUKE-
HMS Yyucna TPOMOOLMTOB B KPOBU SBMSETCS YrHETEHUE
MerakapuouuTapHoro pocTka KOCTHOro Mo3ra, npuco-

e[IMHEHE UMMYHHOW KOMMOHEHTbI YCUNNBAET TPOMOOLIM-
TOMEHNIO.

iHorma B Ka4yectBe OTAENbHOWA HO30J/10MMYECKON
(bopmbl paccMaTpuMBalOT TaK Ha3biBAEMYO HEOHATASTbHYIO
TPAHCUMMYHHYI0 TpOMOOLMTONEHMID. JTa  naTonorus
BCTPEYAETCS Y HOBOPOXKAEHHbIX, POXKAEHHbIX OT MaTepeil
C ayTOMMMYHHOW TPOMOOLMTOMEHWEA, W  CBfi3aHa
C NPOHUKHOBEHUEM MATEPUHCKMX ayTOAHTUTEN B Opra-
HM3M nnoja. B otnuyme oT annoMMMyHHOR HeoHaTaslb-
HOW TPOMOOLWUTOMEHUN aHTWUTENa  BblpabaThiBAOTCA
He BCNeACTBUE aHTUMeHHbIX Pasnuynii Mexay TpomMooLm-
TaMu mMatepu 1 Nnofa 1 pearupyroTt Kak ¢ TpomboLmTamm
maTtepu, Tak U pebeHka. [nybuHa TpOMOOLMTOMEHMN
HOBOPOXJEHHOr0 3aBUCWUT OT TSXKECTW 3aboneBaHus
y matepu. G4eT TpOMOOLMTOB Y pebeHka 06bI4HO Hopma-
NKU3YeTCA Yepes HECKOMbKO HeAenb nocne pogos.

B oTaenbHy0 NOArpynny BbIAENOT ranTeHoBbIe (reTe-
POMMMYHHbIE) Tpom6bouuToneHun. Mpwn 3Toi Natonoruu
ayToaHTUTeNa BbIpabaTbiBAOTCA MNPOTUB W3MEHEHHbIX
UM YYXKEPOLHBIX AHTUTEHHbIX CTPYKTYP HA NMOBEPXHOCTU
TPOMOOLMTOB, NOABAAILLNXCA, HANPUMEP, B pe3ynbTaTe
BO3/eCTBUSA JIEKAPCTB WUJIN BUPYCOB.

BbIpaboTKy ranTeHOBbIX aHTWUTENT W JIEKAPCTBEHHYIO
TPOMOOLMTONEHNIO Haubonee 4acTo BbI3blBAKT npena-
paTtbl XMHWUH/XWHUAWHOBOIO psida (MCMNONb3YHTCS TaKXKe
B KayeCcTBe MWLUEBbIX A00ABOK B TakuWe HanUTKW, Kak
TOHUK, LBENC, HEKOTOPbIE BWUAbI COAOBON BOAbI) U rena-
PUH. VI3BECTHO, Y4TO XUHUH/XUHUAMH cBA3bIBaeTcs ¢ [T Ib,
a renapuH — ¢ Tpom6éouuTapHbim IV chaktopom [3,20].
O6pasytolimecs B pe3ynbrate 3TUX B3aWMOMEACTBWIA
KOMMNEKCbl TPOMOOLMUTAPHBLIX 6ENKOB C JieKapcTBamMu-
ranteHamum CTUMYNUpYIOT 06pa3oBaHue ranTeHOoBbIX
ayToaHTUTENT 1 NOCNEAYIoLLYt0  TPOMOOLMUTONEHWMIO.
JleKapCTBEHHbIE TPOMOOLMTOMEHUN HOCAT BPEMEHHbIN
XapakTep M 00bIYHO 1CYE3al0T TMOoCne NpeKpaLleHus
npmema npenapartos. I3BeCTHO, 4TO renapuHoBast TPOM-
OOLMTONEHNA NHOTAA OCNOXHAETCSH Pa3BUTMEM OMACHbIX
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TPOMBOTUYECKMX OCIIOXHEHWA — renapuHoBas TPOM60-
LMTOMNEHMA, accounmnpoBaHHas ¢ Tpoméosamu [20]. Mpea-
noJsiaraeTcs, YT0 NPUYMHOI MHAYLMPOBAHHOIO renapuHoOM
BHYTPWUCOCYAMCTOr0  TPOM6B00OPA30BAHUA  ABNAETCA
B3aMMOJENCTBIE ayTOAHTMTEN MPOTUB KOMMJEKca rena-
puH-TpOMOGOLMTapHbIN  hakTop IV ¢ Fc-peuentopom
TPOMOOLMTOB. 3TO B3aMMOJENCTBUE CTUMYSIMPYET aKTU-
BaLMIO 1 NOCNeAYHLLY0 BHYTPMCOCYANCTYIO arperauuio
TPOMOOLNTOB.

[eTepOMMMYHHblE TPOMOOLMUTONEHMN, aCCOLMUPOBAH-
Hble C BUPYCHOW MHG)eKLMeN, Halle BCero BCTPEYarTCs
y neteii. [1o 2/3 cny4aeB TpoMOOLUTONEHUN Y [16TEN acCo-
LMMPOBAHO C NPEJLIECTBYHOLWMMU BUPYCHBIMU MHGEKLIM-
MW, TaKUMW KaK BETPSIHKA, KOpb, afeHOBMPYCHas
WHGEKLUMS U Ap., WK BakuuHaumeid. Y 6ONbLUUHCTBA
[eTeli TPOMOOLMTONEHNS, aCCOLMMPOBAHHAA C MHMEK-
LUMeid WNU  BakKUWHALUWEN, HOCUT OCTPbIA  XapakTep
W NPOXOAWUT 4epe3 HECKONbKO Hedenb WM Mecsues.
OpHako B 10-20% cny4aes Tpom6oLMUTONEHMSA NPUOGPe-
TaeT XPOHNYECKY0 hopmy. Y B3POCHbIX XOPOLIO WU3BEC-
THO O YacToi accouwauuu TpombouutoneHun ¢ BUY-
nHdekumein (BOIMOXHO, 410 npu BUY-nHekumn Tpom-
GOUMUTONEHUS UMEET He TONbKO WMMYHHbIA XapakTep,
HO W CBSi3aHa C ienpeccuen merakapuouuTos). Mpegno-
naraetcs, 4TO BUPYCbl MOTYT U3MEHATb AHTUMEHHYIO
CTPYKTYpPY TPOMOOLMTOB Kak B pe3ynbrate B3auMOgeiic-
TBUS C MeMOpaHHbIMI 6enKamMu, Tak 1 BCIeCTBIE Hecne-
LMGUYECKON (PUKCALMN HA NOBEPXHOCTA TPOMOOLUTOB.
B pesynbrate MOXeT NPOWUCXOAUTb, BO-MEPBbIX, BbIpa-
60TKa aHTUTEN MNPOTUB WU3MEHEHHbIX TPOMOBOLNTAPHbIX
AHTUIEeHOB, a BO-BTOPbIX, B3aUMOAENCTBIE NPOTUBOBM-
PYCHbIX @HTUTEN C BUPYCHbIMK GenKamu, OUKCUPYHOLLIA-
MUCS Ha MOBEPXHOCTW Tpom6ouuToB. [lo-BUAUMOMY,
HOrga BO3MOXHbI MEPEKPECTHble PeaKLMn aHTuTen,
BblpabaTbIBAKOLLMXCH NMPOTUB BUPYCHbIX BENKOB, C HEN3-
MEHEHHbIMW aHTUreHamu TpomboLuToB. OaHAKO HEOBXO-
OUMO OTMETUTb, YTO BCE 3TV MEXaHM3Mbl NOKa eLLe ABIIS-
tOTCS B CYLLLECTBEHHOI CTENeHN NPeanoNioXnTeNbHbIMU U
X [0Ka3aTeNbCTBO TPe6yeT fasibHeALWnX NCCea0BaHnA.

OTaenbHyt rpynny cOCTaBNAOT NaToNorun, Npu KoTo-
PbIX NPOUCXOAUT BbIpaboTKa aHTUTEN NPOTUB aNfoaHTU-
reHoB TPOMOOLMTOB, T.6. anIOMMMYHHbIE TPOMOBOLMTO-
NeHnm.

[Tpn HeoHaTanbHON anIOUMMYHHOR TPOMOOLMTOMNEHN-
4eCKOWM Nyprype aHTMTena BbipabaTblBaKOTCA B pe3ysbTaTe
VMMYHU3ALMKN MaTepy anfi0aHTUreHHbIMI LeTepMUHAH-
Tamu, CofiepXKalmMmMmncs Ha TpomboLMTaX 0TLA U PeBeHKa,
HO OTCYTCTBYHOLUMMI HA MAaTEPUHCKUX TpomboLuTax [14].
AnnoaHTuTena BbI3bIBAKT Pa3BUTUE TPOMOOLUTONEHUM
y nnioja, Kotopas COXpaHseTcs M Yy HOBOPOXAEHHbIX
neTeli B Te4eHue 2-3 Hef. nocne pofoB. Hanbonee 4acTon
NpUYMHON Npofykumn annoantuten (5o 70-80% B espo-
NeNCcKMX Nonynauuax) ABNAeTCA HECOBMECTUMOCTb POLM-
Teneil no annoaHturedy HPA-1  (Human Platelet
Alloantigen 1) unu PLA cornacHo ctapoi knaccuguka-
LK1, KOTOPbIA NPeLCTaBMEH B [ABYX annefbHbIX hopmax,
HPA1a n HPA1b (PLA1 n PLA2), 0TnnyaroLwmxcs 3aMmeHo
NeLMHa Ha MPONIKH B 33-M nonoxxeHun monekynsi [ 1l1a.

O6bI4HO NPOUCXOAMT UMMYHU3ALMS MaTepu, rOMO3UroT-
HOM no 6onee pepkomy annoanTureHy HPA1b (romosm-
rotbl Mo aHtureHy HPA1b B eBponeiickux nonynsumsax
COCTaBNAOT  NPUONM3UTENBHO  2%), a/I0AHTUTEHOM
HPA1a, npucyTcTBYOLWMM Ha TpOMOOLMTAX 0TUA 1 NNoAa.
Puck annonmmyHn3aumn no Takomy MexaHusmy npaku-
yecku Ha 100% accoumnpOBaH C Hanu4uem y marepu
autureHa rucrocosmectumoctn  HLA-DR3  (wb2a).
HacTtoTa pa3BuTUSA HeoHaTasnbHOW annouMMYHHOW TPOM-
6ouuToneHum coctasnset 1/3000-5000 HOBOPOXKAEHHBIX,
a KOJTIMYECTBO TSXKESbIX OC/TIOXKHEHWIA, B MEPBYI0 04epelb,
BHYTPMYEPENHbIX KPOBOTEYeHM, poxoant no 20%.
BaXHO OTMETUTb, YTO B OTAINYME OT HECOBMECTUMOCTU MO
Rh-aHTureHy, ata natofnorus MOXeT PasBuUTbCA YKe npu
nepsoii 6epeMeHHOCTW. [IMarHocTMka HeoHaTanbHOM
A/INIONMMYHHOA ~ TPOMOOLMTONEHUYECKOA  Mypnypbl
CBfI3aHa C BbICHEHEM PEaKTUBHOCTU aHTUTEN M3 CbIBO-
POTKM MaTepy MO OTHOLIEHWO K TpombouuTam 0Tua
1 pebeHKa U TUNMPOBAHMEM POAUTENEN Mo anfoaHTUre-
Ham TPOMOOLNTOB.

Mo annoMMMyHHOMY MeXaHW3My MPOUCXOAUT TaKXKe
pa3BuTUE pePpakTepHOCTM AOHOPOB NPU NEPennBaHNAX
TPOM60UMUTOB. HECMOTPA HA TO, YTO 3TU CNy4an He OTHO-
CATCA K COOCTBEHHO WMMYHHbIM TPOMOOLMTONEHNAM
(nepenuBaHne TPOMOOLMTOB MPOBOAMTCA YXKe BCIEAC-
TBME BO3HMKLLEA TPOMOOLMTOMEHUN, MPU4EM O0O6bIHHO
HEVMMYHHOTO reHe3a), OHU UMEHT 4acTblf UCXO[ B ayTo-
VMMYHHYIO NaTofiornto, Koraa B pesysbrate MHOroKpar-
HbIX MMMYHU3AUWIA Mpu  MOBTOPHbIX NepennBaHnUAaX
Ha4MHAIOT BblpabaThbiBaTbC AHTUTENA, pearupyloLime
He TOMbKO C TpOM6OLUUTaMU JOHOPA, HO U C TPOMOOLM-
TaMu 60/1bHOr0. VI3BECTHO, YTO MpW pasBUTUK pedpak-
TEPHOCTWN K NepesiMBaHnsM TPOMOOMACCHI aHTUTES1a YaLlie
BCEro HamnpaeJieHbl He NPOTUB Creuuduyecknx Tpomoo-
LIMTApHbIX anfoaHTUreHOB, a MPOTUB AHTUTEHOB FUCTO-
coBmecTMmocTu [1,4]. B cBSI3M C 9TUM BaXKHO NPOBOANTH
noa6op [OHOPOB, COBMECTUMbIX Kak Mo TpoOM6OLMTAp-
HbIM, TaK 1 M0 HLA-aHTUreHam, 1 CTPEMUTLCA K YAANeHMo
NPUMECEN NIeNKOLMTOB U3 TPOMOOLUTAPHON MACChI.

K pefkum annoMMMyHHbIM MatosiorusM OTHOCUTCS
NOCTTPAHCY3MOHHAsA TPOMOOLIMTONEHNYECKAs Nyprypa,
Hanbonee TSXeNbIA BapyuaHT pedopakTepHOCTL K Nepesin-
BaHUAM TPOMOOLMTOB. 3TO 3a60neBaHnWe pPa3BMBAETCS
06bI4YHO Yepe3 Hefleio nocsne TpaHcqy3nu TPOMOOLMTOB
U XapakTepuayetcsa  [Ny60oKoil  TPOMOOLUTOMNEHWEN
C KPOBOTEYEHWAMM, B T.4. BHyTpUYepenHoiMn. B 60nb-
LUNHCTBE Cy4YaeB 3a60neBanu Nau, y KOTOPbIX OTCYTCT-
BYeT a/lJIoAHTUreH, (TO €eCTb rOMO3UroTel no 6onee
penkomy HPA1b-annoantureHy) nocne TpaHcqy3uii
HPA1a-nonoxuTesibHbIX TPOMOOLMTOB. pakTU4eckn BO
BCEX OMUCAHHBIX CRyYasx NOCTTPaHCMY3MOHHASA nypnypa
pa3BMBanacb Yy POXABLUMX >KEHLUWH WM NALWNEHTOB,
KOTOpPbIM paHee nepennsanucb TPOMOOUWTLI, TO €CTb
Yy TeX, KTO Y>Ke 0fIHaX /bl 6bln UMMYHU3UpoBaH no HPA1a-
aHTureHy. NMpomcxoamT BbIpaboTKa aHTUTEN NPOTUB 3TOr0
AHTUreHa, KOTOPbIe MO HEMOHATHbIM MPUYMHAM pearu-
PYtOT He TONbKO C LOHOPCKUMK Tpom6OoUMUTaMKu, HO U
C TpombouUuTaMK naumeHTa, oTpuuaTenbHbiMu no HPA1a,
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bonbHble TA-lgG+ CbIBOPOTO4HbIE AHTUTENA+ N
TN, netn 100% (25) 8% (2) 25
T, B3pochble 95% (20) 52% (11) 21

Ta6auna 3. JlaboparopHast AMArHOCTUKA IMMYHHBIX TPOMOOITUTOIICHHH.

Tpumeuanue. Tpomboyum-accoyuupo8antvlie UMMyHOI00YIUHbL onpedensnu memooom PHA, a ceieopomounsie anmumena —
memodom UDA. [pusedenvi: npoyenm om 06uje2o uucia 601bHbIX U KOIUYECcmaeo 001bHblx (6 CKOOKAX) ¢ NOBLIUEHHBIM YPOGHEM

TA-19G u coieopomounvix anmumen. N — yucno 6016HbIX.

TO €CTb anNOUMMYHHbIE aHTUTENA HAYMHAKOT NPOSABNATH
ce6s Kak ayTOMMMYHHbIE.

IuddepeHuymnanbHas AMarHocTMka UMMYHHbBIX TPOM-
OouunTONeHNA [O/MKHA ObiTb HanpasfieHa B TMEpBYHO
oYyepedb Ha [0Ka3aTeNlbCTBO €€ WMMYHHOW MPUPOAbI
1 UCKIYEHNe OUarHo3a NpoAyKTUBHbLIX TpOMOOLMTONE-
HUA KOCTHOMO3rOBOr0 reHesa, HeMMMYHHbIX TPOMOOLM-
TOMEHUA NOTPe6reHns U HacneACcTBEHHbIX dopm [8].
[lo npoBefeHuUs nabopaToOPHbIX WCCNeAoBaHUA npu
aHanuse ucTopum 60Ne3HM Heobxoaumo 06paTUThb
BHIMaHWE Ha BPEMS Ha4ana u AJIUTeNbHOCTb 3a60sieBa-
HUSA, BO3MOXHbIE accouuaumm ¢ npuemoM JeKapcTs,
BUPYCHbIMI MHAEKUMAMI W BaKLMHAUMAMU (OCOBEHHO
y [eTeit), BepoATHOCTb (BUY-nHduunposanus, uctopuio
NpefLLIecTBYIOLNX NepennBaHnii TPOMOOLNTOB, Han4mne
TPOMOOLUTONEHNN 1 TEMATONIOrMYecKnX 3ab0neBaHum
Y POLCTBEHHMKOB. Tak Kak OCHOBHOW AudpdpepeHumanb-
Hblii AMArH03 AO/MKEH NPOBOAUTLCS MEXAY WMMYHHOI
TPOMOOLUTONEHNEN W NPOAYKTUBHOW TpombouuTone-
HUel, 06YCIIOBMEHHON MOAABMIEHNEM MerakapuoumTos,
B psife CNy4aes LeecoobpasHo NpoBOAUTL MCCNe0Ba-
HUA KOCTHOro mosra. Yaule Bcero 310 Tpebyercs npu
ANuTeNibHOM (6onee 6 Mec.) TPOMOOLMTOMNEHUN, pe3uc-
TEHTHOW K JeNCTBMIO KOPTUKOCTEPOUAOB 1 BbICOKUX 03
IgG, B NOXuII0M BO3pAcTe W NpK COOTBETCTBYOLLMX NOKa-
3areniax 06LLero aHanmsa Kposw (JIEKOLWUTO3, aHeMuS,
aTUNUYHbIE KNETKN 1 Ap.).

B HacToswlee BpeMa 417 OMArHOCTUKM W UCCIeL0Ba-
HUSA NaToreHesa MMMYHHbIX TPOMOOLUTONEHUIA pa3pabo-
TaH TaKkXe psA cneunanbHbIX MeTO40B, KOTOPbIE Hanpas-
NEeHbl, BO-MEPBbIX, HA XapakTePUCTUKY aHTUTpo6oLUTap-
HbIX @HTUTEN M aHTUTEHOB TPOMOOLIMTOB U1, BO-BTOPbIX, HA
OLIEHKY CKOpOCTM 060poTa TPOMOOLMTOB (CM. Tabs. 3).

MNpuMeHeHNe 3TUX METOA0B He Bceraa 06s3atenbHo [18].
B Tex cny4asx, Korga Ha 0CHOBaHUM W3Y4YeHWs aHaMHe3a
I KIIMHNYECKMUX JAHHbIX AUArHO3 UMMYHHOI TPOMOOLUTO-
NeHnn ABNseTcs Hanbonee BEPOATHLIM U HOpMAN3aLmus
cyeTa TPOMOOLMTOB HABNIOAAETCA NOCSE JIEYEHN KOPTK-
KOCTepOoMaamMu U BHYTPUBEHHBIMU NHLEKLNAMMW UMMY-
Horno6ynuHa G, nx NPUMeHeHNe He ABNAETCH HeobXoam-
MbIM. TO Xe camM0e MOXXHO OTMETUTb Ans TpomboLumTone-
HUW Y [IETEN, BbI3BAHHOW BMPYCHOM UHMDEKLMEN, KOTopas
CYe3aeT nocse BbI3JOPOBIIEHMS OT OCHOBHOrO 3abone-
BaHua. OOHaKo 9T MeTofbl ClefyeT NPUMEHsTb
Ans nofaTeepxaeHus guarsosa UTI npu Tpom6oumTone-
HUW, PE3UCTEHTHOW K [AENCTBUIO KOPTUKOCTEPOMUZOB
W BHYTPWBEHHbIX IgG, nepen NpoBefeHWEM CMNEH3KTO-
MWW, MPWU HEOHATANbHOM ansio- N TPAHCUMMYHHON TPOM-
ooumToneHun v ans noaobopa AOHOPOB Npu pedipakTep-
HOCTU K MepenuBaHnim TpOMOOLIMTOB.

lNepBas rpynna MeToL0B N0O3BOJIAET NPOBOLMUTB UCCIIE-
LOBaHNe aHTUTPOMOOLIMTAPHBIX @HTUTEN U aHTUTEHOB [2].

Konnyectso TpOM6OLMUTACCOLMMPOBAHHBIX UMMYHOT-
no6ynuHoB (TA-lgG) onpefenstoT No YPOBHIO CBA3bIBAHMUS
C OTMbITBIMW OT M/a3Mbl TpoméouuTamMu 60J1bHOIO
BTOPbLIX aHTUTEN NPOTUB MMMYHOINO6Y/MHOB YefioBeka
[6]. B 3aBUCUMOCTI OT TMNA METKI 3TN U3MEPEHNSA NPOBO-
OATCA C MOMOLLUbK pagmouMMMyHHOro aHanusa (PUA),
UMMyHO(PepmMeHTHOro aHanuaa (IPA) nim ¢ nomoLLbio
NOTOYHON  uuTOQPSIOOPOMETpUK  (Haubonee  4acTo
B nocnegHee Bpems). [A3BecTHo, 4TO0 ypoBeHb TA-lgG
nosbiweH y 90-100% 6onbHbIx ¢ ATIT (cm. Tabn. 4) [17].
OpHako B nocneaHue rodbl 6b110 YCTaHOBEHO, HTO MOBbI-
weHue TA-lgG He ABnfeTca creunmduyecknm nokasare-
neM MMMYHHOW TPOMOOLMTOMEHUM W MOXET WHOrga
HabN0AaTbCA MPU  TPOMOOLMTONEHUAX HEUMMYHHOIO

WccnepoBauune

MeToabl

1. AHanu3 aHTMTPOMOOLMTAPHBIX AHTUTEN N AHTUrEHOB

1.1. Tpom6oLMT-acCOLMMPOBaHHbIE UMMYHOM06YNNHBI (TA-1gG)
1.2. CbIBOPOTOYHbIE aHTUTENA, pearnpytoLme ¢ TpoméouuTamu
[0HOPOB

1.3. AHTUreHcneunguyeckne TeCTbl ONpeLeneHns aHTuTe,
OnpeaeneHue ayTo- 1 anaoaHTUreHoB

1.4. OnpeAenexne annoTunoB TPOMOOLNTAPHbIX AHTUTEHOB™

PUA, N®A, noTo4Has LutonoopomeTpus
PVA, N®A, noTo4Has uuTodtoopoMeTpus

«GaHaBny» IDA ¢ ncnonb3oBaHEM MOHOKIOHANbHbIX aHTUTEN Ans
MMMOOUIN3ALMN aHTUTeHA

DA, «canasuy» VDA, nonumepasHas LienHas peakums ¢ Ncnonb3oBsa-
HUEeM crneunduyecknx npaiimepos

2. AHanus 060poTa TPOMBOLMTOB B KPOBOTOKE
2.1. OnpeaeneHne nNNasMeHHOro rUKoOKanuumuHa

2.2. Onpeenexne BPEMEHU XU3HN TPOMOOLUNTOB™

«GaHagny» NOA
S1Cr- nnm "'In-me4eHHbIe ayTONOrNYHbIe (MK OHOPCKIE) TPOMOOLUTHI

Taomuua 4. TpomOoruT-accouunpoBanubie |gG 1 CBIBOPOTOYHBIC aHTUTENA, PEATUPYIOLIHE C JOHOPCKUMH TPOMOOLIUTaMH, y OONBHBIX

HWTII nerckoro u B3pocioro Bo3pacra.

* [Ipumensiemcs 05 OUAZHOCMUKY HEOHAMANbHOU ALIOUMMYHHOU MPOMOOYUMONEeHUYeCKoll nypnypbl.

**[Ipumensiemcst peoko u 0ObIYHO 6 UCCTIe008AMENbCKUX YEsX.
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AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

reHes3a 1 HeKOTOpbIX Opyrux natosiorusx. Tem He mMeHee,
OTCYTCTBME MOBbIWEHHbIX 3HaveHnii TA-IgG  moxeT
CNYXWTb CEPbe3HbIM OCHOBaHMEM /11 OTK/IOHEHUS
anarHosa UTI. Kpome Toro, ypoBeHb TA-lIgG 06b14HO
KOPPENUPYET ¢ ry6uHOIA TPOMOOLMTONEHUM 1, NO-BULM-
MOMY, OTpaXaeT MOBbILLIEHNE CKOPOCTU Pa3pyLIEHUs
TPOMOOLUTOB PETUKYNOIHAOTENNANIbHON CUCTEMON.

CbIBOPOTOYHbIE (LIMPKYIMPYIOLLME) aHTUTPOMOOLMTAP-
Hble aHTUTEsIa ONPeLeNAT No UX CNoCcO6HOCTM pearnpo-
BaTb C AOHOPCKUMU Tpomboumtamu. ocne uHKybauuu
TPOMOOLMTOB JOHOPA C CbIBOPOTKOM 60/ILHOTO KOSINYEC-
TBO CBAA3ABLUMXCA UMMYHOIIO6YIMHOB ONpeaenstoT TeMu
e metogamu, 410 M TA-IgG. CbIBOpPOTOYHbIE aHTUTENa
onpegenstotcs y 40-60% 60NbHbIX ayTOMMMYHHON TPOM-
oouutonenuen (ATM) (cm. Tabn. 4). OTCyTCTBNE peakLmm
Yy HEKOTOPbIX O6O0SIbHbIX MOXET O6biTb 06YCNOBEHO,
BO-NEPBbIX, FANTEHOBO UMK YYyXKEPOJHON AN JOHOPCKMX
TPOMOOLMTOB NMPUPOLON aHTUTEHA W, BO-BTOPbIX, HU3KUM
cofiepXKaHuem LMPKYNUPYIOLLMX aHTUTES BCBIIEACTBUE UX
NpeuMyLLECTBEHHON (huKCauuu Ha TpomboumTax 607b-
HOro. [lns npoBepKu ranteHoBOW NPUPOAbI NMPW nekapc-
TBEHHbIX ~ TPOMOOUMTOMEHWAX  Peakuuio  MpOBOAAT
B MPUCYTCTBAU COOTBETCTBYIOLLEro npenapara (06bI4HO
XUHUH/XUHWAWH unun renapuid). OnpegeneHne retepore-
HO NpPWUPOAbI AHTWrEHa NpU BUPYCHbIX WHMEKLMAX
BO3MOXHO TONbKO B CreuUManbHbIX WCCNef0BaHUsX.
OfHaKoO MOXHO OTMETUTb, YTO MPU TPOMOOLMTOMEHMSAX
B [IETCKOM BO3paCTe, Ha4ano KOTOPbIX BO MHOMMX Clyyasx
acCoOLMUPOBAHO C BUPYCHOI MHADEKLMER, CbIBOPOTOUHbIE
aHTUTeNna, pearupylowme ¢ TpomMGOUMUTAMU [AOHOPOB,
BbIAENsTCA B 2-3 pasa pexe, Yem Y B3pOCSbIX 60/bHbIX
(cm. Tabn. 4). 3T [aHHble MOTYT CNYXUTb KOCBEHHbIM
MOATBEPXKOEHNEM  BbICOKOW  4acTOTbl  ranTeHOBOIA
npupoabl aHTUTPOMOOLMTAPHBIX aHTUTEN NpWU AETCKOI
TPOMBOLUTONEHUMN.

TeCT Ha BbIABNEHWNE CbIBOPOTOYHbLIX AHTUTENT MOXET
ObITb 3(PPEKTUBHO MCNONbL30BAH A1 Noa6opa AOHOPOB
Npu pasBuTUK pedopakTepHOCTM K NepesiMBaHnsM TPOM-
6omaccel. lcnonmb3oBaHne B TecTe  TPOMOOLUTOB
OT LUMPOKOro CrekTpa LOHOPOB MO3BONAET Nofobparb
LOHOPCKWUE TPOMOOUMTBI, MUHUMANbHO pearupytoLue
C CbIBOPOTKOI1 60JIbHOrO [5].

AHanornyHble MeTOANYECKINEe NOAXOAbI UCTOMb3YHTCS
ONs onpefeneHns annotTunos TPOMOOLNTAPHbLIX aHTUre-
HOB, HanNpuUmep, NP1 HeoHaTalIbHON TPOMOBOLIUTONEHNYEC-
KOW nypnype. B 3TOM cry4ae uccneayroT peakLnio CbiBo-
POTKM Matepu ¢ TpombouMTaMu oTua U pebdeHka (ecnu
BO3MOXHO) W Peakuuio CbIBOPOTOK C U3BECTHOM Creuu-
(buyHoCTbIO (Hanpumep, aHTM-HPA1a) ¢ TpomboumTamu
martepu, oTua u pebeHka. MonoxXuTenbHas peakLns cbiBo-
POTKM MaTepy NO OTHOLUEHMIO K TpombouuTam oTua
1 pebeHKa U pasnuyue annoaHTUreHoB Y poAuUTenen
(MO peakTMBHOCTM CbIBOPOTKW C M3BECTHOW Creundmy-
HOCTbO) MO3BONAET MPEANONOXUTb  anNOUMMYHHbII
XapakTep HeoHaTanbHOW TPOMOOLUTONEHNN.

AHTUreHcneumgunyeckne TeCTbl ONPeaeneHns aHTuT-
POMOOUMTAPHBIX AHTUTEN MPELnonaraT BbISBIIEHUE
AHTUTEST He MO peakuun ¢ LesbiMiu TpombouuTamm, a no

CBA3bIBAHUIO C OTAENbHbIMU MONEKYNaMU-MULLEHAMMN.
T MeToLMYecKMe noaxonbl no3onawT: 1) oTnyuTbL
BbIPABOTKY CneLudUYeCcKX aHTUTPOMOOLUTAPHBIX aHTU-
Ten OT Hecneumdunyeckoro noBbileHns ypoBHs TA-lgG;
2) pasnuyartb aHTWUTeNa, HanpasfeHHbIe NPOTUB Cheuu-
(p1yecKmnx aHTUreHoB TPOMOBOLMUTOB, OT aHTU-HLA-aHTU-
Ten (Hanpumep, Npu pedpakTepHOCTN K NepesiBaHusam
TPOMOOLMTOB); 3) NPOBOAUTL aNnOTUNUPOBAHIE MHANBN-
JyarnbHbIX OGeNIKOB NPU HeoHaTaNbHON annoMMMYHHOR
Tpom6ouuUTONEHNN. [N aHTUreHcneumdu4eckoro BbisB-
NEHNSt aHTUTEN W ONpefesieHns UX aHTUreHHOM Hanpas-
NEHHOCTW ObININ MCNONb30BaHbl Pa3NMYHble UMMYHOXU-
mudeckne metoabl (DA, PUA, MMyHOOGNOTTUHT U 4p.).
OnHako B nocneaHee BpemMs HambonbLLee pacnpocTpaHe-
HUE TMONYYMIN HECKONbKO MOANMDUKALNA «CIHABUY»
N®A nnun PUA ¢ ucnonb3oBaHWEM MOHOKJIOHAMbHbIX
aHTUTEeN Ansg ummobunusauum aHtureHa. B Haumbonee
npocToii  moamdukauum  «caHauy»  IOA-aHTUreHbl
MUMMO6UIU3YIOT NYTEM MHKYy6auumn nm3ata TpoM6oLNTOB
60/IbHOr0 (MPsIMOA BapuaHT) Wau [oHopa (Henpsmoli
BapKaHT) ¢ COPOMPOBAHHBIMI Ha MJIACTUK MOHOKNOHAb-
HbIMW @HTUTENaMK NPOTUB aHTUreHOB TpombouuTos ([T
[Ib-lla, I b n gp.). B Henpamom BapuaHTe TPOMOOLUTDI
[OHOpa npeaBapuTenibHO 06pabatbiBalOT CbIBOPOTKOM
00MbHOrO0 UM NPOBOAAT MHKY6ALMIO C CbIBOPOTKOM NOCIe
(buKkcaumm aHTUreHoB. 3atem TPOMOOLUT-ACCOLMMPOBAH-
Hble aHTUTEna (MPAMONM BapWaHT) WIN CbIBOPOTOYHbIE
aHTUTeNa (HenpsMOii BapuaHT), CBA3aHHbIE C AaHTUrEHOM,
BbISIB/ISOT C MOMOLLbHO MEYEHbIX BTOPbIX aHTUTES NPOTUB
MMMYHOMOGY/IMHOB YesioBeka. B 6osiee CIOXHbIX MOLM-
(puKaumMax MOHOKNOHANbHbIE aHTUTENa (B HEMpAMOM
BapuaHTe BMECTE C CbIBOPOTKOM) CHa4ana MHKy6upyoT ¢
LieSIbHbIMM TPOMBOLMTAMU, A YXKe 3aTeM JIN3UPYIOT TPOM-
OOLMUTBI 1 PUKCUPYIOT aHTUreHbI HA NOBEPXHOCTMN C MOMO-
LLIbK) BTOPbIX aHTUTEN NPOTMB UMMYHOMNO6YIMHOB Heno-
BeKa uin Mbiwn. 1o JaHHbIM PasnuyHbIX aBTOPOB, NpU
WTM nonoxutenbHble 0TBETbI B aHTUreHCNeLUMDUYECKIX
Tectax peructpupyrorca y 60-80% 60nbHbIX Npu Ucchne-
JOBaHUM TpombouuT-accouumpoBanHbix Uy 30-50%
00JIbHbIX — MPW UCCIEL0BAHUMN CbIBOPOTOYHbIX aHTUTEJT.
[na onpefeneHns annotTunos TPOMOOLUTAPHBIX aHTK-
reHOB, B NMEPBY0 04epefpb, NPK ANArHOCTUKE HeoHaTanb-
HOM TPOMBOLMTONEHMMN, KDOME VMMYHOMOrMYECKIX METO-
[OB C UCMONIb30BAHWNEM Creundu4ecknx CbiBOPOTOK,
B NMOC/eHIE rOAbl CTaNM aKTUBHO UCMOMb30BaTLCA MONE-
KynspHo-6uonoruyeckne Metofbl. OnpeaeneHue anioTu-
MoB y 0TLA, MaTepu U pebeHKa NpoBOAAT C MOMOLLbIO
MonMMepasHoil LIeMHOM peakuum ¢ UCnosib30BaHNEM Cre-
UMMHECKNX NpaimMepoB, KOMMIEMEHTAPHbIX 04HOMY M3
aNNenbHbIX Y4aCTKOB reHa TpombouuTapHoro 6enka(-os),
ONpefensioWmUx pasnnyine Mexay aHTureHamm otua
1 matepu. ITOT METOZ MOXET ObITb UCMONb30BAH B COYE-
TaHUN C UMMYHOJIOTUHECKUM (DEHOTUMMPOBAHNEM TPOM-
OOLMTAPHbIX AHTUTEHOB WNKM OTAENbHO, Y4TO OCOGEHHO
aKTyasibHO Npu OTCYTCTBUN HEOOXOAMUMbIX CbIBOPOTOK.
Btopas rpynna mMeTofoB CBfi3aHa C OLEHKOW o6opoTa
TPOMOOLWUTOB, KOTOPbIA CHUMXEH Npu NPOAaYKTUBHOM
TPOMOOLMTOMEHN, HO MOBbILLIEH NPU TPOMOOLIUTONEHUSAX
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noTpe6neHns/paspyLLeHns, rMaBHON U3 KOTOPbIX fABJIS-
eTCS UMMYHHast TPOMBOLIUTONEHMS.

B nocnegHue roabl Hanbonee 4acTo AN 3TUX LiEnen
MCMONb3YETCA METOA ONpPEAeneHNst NNa3MeHHOr0 KO-
KanuuuHa. MMukokanuuuH npeficTaBnseT co60i KpymnHbIi
aKcTpauennonapHein doparmeHT M 1b, oTwennsemslit o1
TPOMOOLWUTOB MpWU AENCTBUM MpPOTEa3 W, B YaCTHOCTH,
OQHOII U3 BHYTPUKNETOYHbIX Ca*-3aBUCUMbIX MpOTeas
(kanbnuH) TPOMOOLNTOB. bbINO NOKAa3aHO, YTO KOHLEHT-
paums rukKoKanuuyHa oTpaxaet 061t 060p0T TPOMBO-
LIMTOB B KPOBOTOKE U 3aBMCUT Kak OT 06LLEr0 Konn4ecTea
TPOMOOLMTOB B KPOBU, TaK U OT CKOPOCTU UX paspyLue-
Hud. MpennonaraeTcs, 4T0 370 06YCNOBJIEHO BbICBOOOX-
JEHUEM TNINKOKaNULMUHA NpY pa3pyLLeHun TpoM6OLUTOB
B PETUKYNOJHAOTENNANbHON CUCTEME. KONN4ecTBO ru-
KOKanuLUMHA CHUKAETCA NPY TPOMOOLIMTONEHMAX, 006YC-
NOBJIEHHbIX CHUXEHHOW NPOAYKLMENR TPOMOOLMTOB, HO He
N3MeHAETCA, 60 He3HAYUTEeNbHO BO3pacTaeT (B Havanb-
Hblil nepuog 3a60sieBaHns) Npu UMMYHHbIX TPOMOOLMUTO-
neHusx. B nocnegHem cny4ae pe3ko BO3pacTaeT Tak
Ha3bIBaeMbIi MMKOKANMLUHOBBIA MHAEKC, TO 8CTb COAEP-
)KaHue Mna3mMeHHOro ruKoKanuumuHa, HOpMUPOBAHHOE Ha
HOpPMalbHOE CofepXXaHne TPOMOBOLUTOB B KPOBU, KOTO-
Pbli NPAMO NPONOPLIMOHANEH CKOPOCTU Pa3pyLleHUs W
06paTHO NPONOPLNOHANEH BPEMEHN XXN3HI TPOMOOLINTOB
B KpPOBOTOKe. JTOT MokKasaTeNb 6onee MHGOMATUBEH,
TaK Kak YpOBEHb IMUKOKANULMHA B NNa3Me 3aBUCUT TaKXXe
OT KOHLEHTpauum TPOMOOLMTOB, a TMUKOKANNLIMHOBbII
MHABKC (DAKTMHECKM MOKA3bIBABT, CKOMbKO FMUKOKANN-
LMHA [O/MKHO 6bIN0 6bl ObITb B Nnazme 60NbHOrO Mpu
HOPMaslbHOM COJiepXXaHuu TPOMBOLUTOB U COOTBETCTBY-
tOLLIeI CKOPOCTU UX pa3pyLueHus. Mpu amerakapuouuTap-
HbIX TOOMOOLUTONEHMSAX 3TOT FMNKOKANULIMHOBBINA UHAEKC
NPaKTUYECKN HE OTIIMHAETCA OT HOPMbI (CM. Tabsn. 5).
Takum 06pas3om, onpefeneHne rmKokanuuHa nomoraet
Pas3NUYUTb UMMYHHYK TPOMOOLIMTOMNEHMIO OT TPOMOOLM-
TOMNEHMN, BbI3BBAHHON YrHETEHUEM NPOAYKLMUM TPOMOOLN-
TOB. OO6bIYHO TMUKOKANMLUWMH B Mia3me ONpeaensioT
C NMOMOLLbO «CaHABUY» VIDA.

OnpefeneHne BPeMeHN XXNU3HKU TPOMOOLUTOB U, COOT-
BETCTBEHHO, CKOPOCTM UX 060pP0OTA MOXHO TakXXe NPOBO-
OUTb G UCMONb30BAHWEM PAANOM30TOMHO-MEYEHHbIX

(06b14HO S'Cr man ™'In) ayTONOMNYHbLIX MAWM AOHOPCKNX
Tpom6ouuTOB. BCneacteme MOBbLILEHHOMO paspyLLeHns
TPOMOOLMTOB WX BPEMS XNU3HW NMPU UMMYHHBIX TPOMBO-
LMTONEHNAX yKopoyeHo. OfHaKo 3TOT MeTo[ B NocneaHee
BPEMSA MPUMEHAETCA PeaKo (rmasHbIM 06pa3oM, B CBA3M
C HeobXOAMMOCTbIO BBELEHUS B OpraHn3M 60J1bHOIO
pagynon30TOMNHOA METKW) W, B OCHOBHOM, B UCCNeA0Ba-
TENbCKNX LIENsX.

Vipnonatuyeckas (ayToMMMyHHas) TPOMOOLMTONEHN-
yeckas nypnypa Tpe6yeTr OrnpefesieHHbIX, aaanTupoBaH-
HbIX 11 0TPABOTaHHbIX, METOLOB fie4eHus. BHavyane Ha3Ha-
4aeTCcs NPEAHNU30SI0H UK BbICOKNE J03bl BHYTPUBEHHOIO
VMMYHOrno6ynuHa. B cnyyae Hed EKTUBHOCTI NPOBO-
OUTCA CM/IEH3KTOMUA. B Tepanum Takxe MOryTt ObiTb
NCNOJNIb30BAHbI LIMTOCTATMKM (A3aTMONPUH, LMKI0GOC-
hammna, BMHKpUCTWH). 10 NOKA3aHWUAM NPUMEHSOTCS:
LMKNOCNOPUH A, nNynbc-Tepanus MeTUANPeAHN300HOM,
AaHason, nnasmadepes. MHorna agdekTUBHbI BbICOKME
[03bl ACKOPOMHOBOIA KUCNOThI. 13-3a BbICOKOrO YPOBHS
ayToaHTUTeN K Tpom6bouuTam 60sbHbIM UTT-TpaHcdy3um
TPOMOOLMTAPHOI MacChl MPAKTUYECKM HUKOTA HE NMPOBO-
[ATCA.

MMpu ranTeHoBbIX TPOMOOLMTONEHUAX UCKITHOHAIOTCA 13
ynoTpe6sieHns nauueHTamu npegnosiaraemMble ranteHbl.
[Mpwn renapmH-nHAYLMPOBAHHOK TPOMOOLMTONEHMN rena-
PUH OTMEHSIETCS HEMEAMEHHO NPU NafeHnn Ynucna TPom-
6ouuToB HiKe 50%. Tak Kak rnaBHyt0 0NacHOCTb Npw
9TOM 3260/1eBaHNM NpPeLCTaBsET He cama TPOMOOLMTO-
NeHNs,, a BO3MOXHOCTb OMACHbIX TPOMOOTUYECKMX
OCNOXHEHUIA, renapuH 3aMeHsOT Ha Apyrue aHTukoary-
NAHTBI  (Hanpumep, TUPYAWH). VHOrga npuMeHsoTes
BbICOKME [03bl WMMYHOrM06YNMHA ANd TOro, YTO6b
3a6n0KnpoBaTb  FC-peLenTop3aBUCUMY0  aKTMBALMIO
TPOMOOLMTOB aHTUTENamMn NPOTMB KOMMEKca renapuHa
C TpombouuTapHbIM dhakTopom 4. Mpu XUHUHOBOWN-XNHK-
OVUHPOBOM TPOMOGOLUTONEHUN OTMEHAIOTCA J1IeKapCTBEH-
Hble npenapatbl W MPOAYKTbl MUTaHMS, COLep>Kaline
XUHWH. B 0CTpbIN Nepnog TpOMOOLMTONEHUYECKOTO CUHA-
pOMa MOXET Ha3Ha4aTbCs NPeaHM30M0H. CnneHaKTomMus,
LMTOCTATUKL MPAKTUYECKU HE TPUMEHAIOTCA.

Mpu UTT, npoTeKakoLLe ¢ UMMYHHbIM TUPEOUAUTOM I
TUPEOTOKCMKO30M, 60MbHbIM Ha3Ha4YaeTcs NPeAHN3010H,

Tpomb6oumnTbl [MUKOKanuuuH, MUKOKanuuuHOBbLINA N
x1000/mkn MKr/Mn MHOEeKC*
[loHopbI 2317 2,56+0,10 2,93+0,15 66
nTn 22+2 2,91+0,28 56,68+6,93 69
p (BOHOPbI) <0,001 0,240 <0,001
AmerakapuoumuTtapHas TpombouuToneHns * * 30+6 0,18+0,02 3,22+1,60 11
p (BOHOPbI) <0,001 <0,001 0,696
p (TM) 0,165 <0,001 0,003

Ta6auna 5. CoxneprkaHue NIMKOKAIUIMHA B IUIa3Me KPOBU M INIMKOKAJIMIIMHOBBIM HHAEKC y OOJBHBIX C Pa3IndHBIMU GopMamMu

TPOMOOIIUTOIICHUH.
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Tpumeuanue. I[Ipugedernvl cpeoHue 3HaUeHUs = OUUOKU CPEOHe20; p — O0CIMOBEPHOCIb OMIUYUIL 0N 2PYINbL OOHOPOS U SPYNNbL
6onvnwix ¢ UTIT (t-kpumepuii Cmoviodenma 0ist cpeonux); N — Yuio 00HOPO8 Ui GONbHBIX.

* [UKOKATUYUHOBDLIL UHOEKC paccuumuleany no gpopmyne: konyenmpayus enuxokaiuyuna (mxelmr)x[250000 (ropmarshoe
cooepaicarue mpomboyumos ¢ 1 mxa)lcooepoicarnue mpomboyumos ¢ 1 mxi).

** Anaacmuyeckas anemusi (N=9), memacmaswl ¢ kocmuwiil mose (N=2).
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AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

TUPEOCTaTUKM (Tamason n ap.), NpOBOAUTCA nasmadde-
pe3. B cny4yae HEOOXOLMMOCTU XUPYPru4eckoro onepa-
TWBHOIO BMELLATEeNIbCTBA MEePBOHAYaNbHO B 3YTUPEOUA-
HOM  COCTOSIHUW  OCYLLECTBNAETCH  CTPYM3IKTOMMUS,
a MoTOM, NPY HaNUYUU NOKA3aAHWIA, — CTINIEHIKTOMMUS.

Mpn BTOPMYHBIX ayTOMMMYHHbIX TPOMOGOLUTONEHUSX,
COMPOBOXJAKLWMX  peBMaTuyeckme  3abosieBaHus,
TaKTUKA JIE4EHNUS NPaKTUYECKN He OTINYAETCH OT TaKo-
BOI, WUCMONb3YytoLLecs npu 06bI4HbIX BapuaHtax WTI
(HasHa4aeTca NpeaHW30MO0H, MO ONpejeneHHbIM Nokasa-
HUAM NPOBOAMTCA CMIIEHIKTOMMA W T.4.). B nedveHun
AHTMOCHONUMMLHOMO CUHAPOMA [N Tepanum TpoM60-
TNYECKIX OCMIOMHEHNI MPUMEHSAOTCS TaKXKe HU3KOMONe-
KYNAPHbIA  WUNKU HEePaAKLNOHNUPOBAHHBIA  TenapuHbl,
aueTuncannumnosas Kucnota, niasmagepessl.

Mpn MMMYHHbIX TPOMOGOLWTONEHMAX NNOAA BeAeTcs
HabnoaeHne, Tak Kak yepe3 1-2 Hefl. ypoBeHb TPOMOOLU-
TOB 06bIYHO CMOHTAHHO Hopmanuayetcd. OgHako npu
TSKESIOM  remopparn4eckoM  CUHAPOME  BO3MOXHO
CNOJIb30BaHNE CTEPOMHBIX FOPMOHOB U pefKko — 60J1b-
HOMY pebGeHKy TNpOBOAUTCA O06MEHHOe MepesimBaHue
KpoBU. 13-3a HanMums B MOJIOKE POXXEeHWULbl 60MbLIOro
KOMNYeCTBA aHTUTEN 3amnpeLieH0 KOPMIIEHUE HOBOPOX-
[EHHOro rpyapto cTpagatoLen UTI matepu.

TpomGoynToneHny NoTPe6REHNs HEUMMYHHON NPHPOZbI

K aToi rpynne 3abosieBaHUin OTHOCAT TpOMOOLMUTOMNE-
HUW, Yalle BCEro BbI3BaHHbIE MOBbLILEHHLIM NOTpebIe-
HUMEM TPOMOOLMTOB B pe3ynbTaTe BHYTPMCOCYAMCTOrO
TPOM6006pa3oBaHMA (3@  MCKITKOYEHMEM  HEKOTOPbIX
HACNeACTBEHHbIX TPOMOOLMTONEHWIA/TPOMBOLMTONATINA,
COMPOBOXAAKLLNXCH YCKOPEHHbIM BbiBeeHUEM TPOM6O-
LLMTOB U3 KPOBOTOKA B pe3ynsrate MoOAuUKaLMM uxX
nosepxHocTn). CHuXeHne cofepxaHus Tpom6oUUTOB
B KPOBOTOKE M0 3TOMY MexaHu3my Habntofaetcs npu
CUHOPOME [MCCEMWHMPOBAHHOTO  BHYTPUCOCYAMCTOrO
CBEPTbIBAHUSA, TPOMOOTNHECKO TPOMOOLUTONEHNYECKOIA
nypnype (NNG) 1 reMonMTU4ECKOM YPEMUYECKOM CUHJ-
pOMe, MaCCMBHbIX TPOM6032ax U peakux hopMax Hacnenc-
TBEHHbIX TPOMOOLMTONEHWNIA, CBA3AHHbLIX C MOBbILIEHHON
CKJIOHHOCTbI0 K BHYTPUCOCYAMUCTON arperauuu Tpom6o-
uutoB. llo-Buaumomy, notpebrieHne TPOMOOLMTOB
B pesynbTate BHYTPUCOCYAUCTbIX TPOMOO30B MOXET
TaKXe BHOCMTb CBOIi BKNaj B passutie TpombouuTone-
HUM MPY aHTUOCHONNNNAHOM CUHAPOME U HEKOTOPbIX
C/lydasX MMMYHHOW TPOMOOLIMTOMEHWM, COMPOBOXAALD-
LLieNCA aKTBaLIMEN TPOMOOLINTOB.

Tpom6oumToneHus npu octpom [BC-cuHapome passu-
BAETCA B pe3ynbrate NoTpednieHns KPOBSAHBIX MIACTUHOK
B MHOXECTBEHHbIE ANCCEMUHMPOBAHHBIE MUKPOTPOMObI.
[MoaTomy rny6uHa TPOMOOLMTONEHIUMN B U3BECTHOI CTENEHN
OTPaXKaeT TAKECTb [AMCCEMUHMPOBAHHOTO TPOMOOTUYEC-
KOro npouecca. Xots He06X0AUMO OTMETUTb TOT (PaKT, 4TO
He npu Bcex BapuaHTax [BC-cuMHApoMa pa3BuBaeTcs TPOM-
ooumuToneHuns. 3To HEO6XOAMMO Y4NUTbIBATH B TEX CMy4asXx,
Korfa npy [0CTaTO4HOM YPOBHE TPOMOOLMUTOB B KPOBU Y
naumeHTa Bce e Habst0faeTCcs BbIPAXKEHHbIA remopparu-
4eCKNIA CUHAPOM MUKPOLMPKYNSATOPHO-reMaToOMHOr0 TUna.

Hago oTmMeTuTb, 4TO KPOBOTOYMBOCTb npu octpom [BC-
CWHAPOME HOCWT CNOXKHBIA, MHOTO(DAKTOPHbINA XapakTep.
OfHOW M3 MPUYKMH ee BO3HUKHOBEHMS MOXET SIBNATHCS
npuobpeTeHHas  TpombouMTONaTUs,  PasBUBAKOLLAACH
B pe3ynbrare NoBTOPHOr0 nonagaHus B KPOBOTOK TPOM60-
LIMTOB, YKE NPUHUMABLLKX y4acTue B TPOM6006pa30BaHNm
W, B CBA3N C 3TUM, (DYHKLUWNOHANBbHO ManoaKTUBHbIX.
Moatomy [An1s BbIPABOTKM 1 TaKTUKU TPaHCHY3NOHHON
Tepanuu npu [1BC-cuHapome Hepeako HeO6X0AUMO 1cchne-
[0BaTb arperalmoHHble OYHKLMN TPOMOOLMTOB C TaKUMK
aroHucTamm, kak pucrouetud, A®, konnareH. [JonosnHu-
TEeJTbHYI0 UHDOPMALMIO 0 COCTOSAHWN Y 60SIBHOMO LMPKYIIU-
PYHOLLMX TPOMOOLIMTOB MOXKET [aTb UCCeA0BaHNe MOPO-
norMn TPOM6OLIMTOB NMPM NOMOLLM CBETOBOM MUKPOCKOMNAK:
BbISIBNAOTCA  [€reHepaTuBHble  (DOPMbl  TPOMOOLMTOB,
MHOXXECTBEHHbIE arperarb!.

TpomboTn4eckaa TpomboUMTONEHUYECKAs nypnypa
(TTM) npeacTasnsier co60i LOCTATOMHO PESKYHO NaTOM0-
rUI0, KOTOpPas XapakTepu3yeTcs AMCCEMUHUPOBAHHbLIM
TPOM6006pPA30BaHNEM B apTepuanbHOM MUKPOCOCYAuC-
TOM pycrie. B coctas TpoM60B BXOAAT NPEMMYLLECTBEHHO
TPOMOOUUTLI U Mano mbpKHa, YTO yKasbiBaeT HA TPOM-
OOUMTapHbIA TeHe3 TPoMO03a W BTOPWUYHBLIA Xapaktep
aKTVUBALMK KOArynsauyOHHOM0 Kackaja.

OcHoBoii natorexesa UTI saBnseTcs nopaXKeHue aHA0-
TeNManbHbIX KNETOK COCYAWUCTO CTEHKM U MOsBEHWe
B KPOBOTOKE HEOObIYHO KPYMHbIX MyNbTUMEPOB (hakTopa
BunnebpaHnpa, KoTopble B YCNOBUSIX apTepuanbHOro
KPOBOTOKA (BbICOKME CKOPOCTM CABUra) MOTYT CTUMYIIU-
poBaTh arperawuuio TPOMOOLMTOB 1 NMOCEAYHOLLee TPOM-
6006pa3oBaHue. [lopaxeHne 3IHAOTENIUS MOXET ObiTh
BbI3BaHO GaKTepManbHbIMI JHLOTOKCUHAMM, AHTUTENAMMN,
VUMMYHHbIMW  KOMANEKCAMU U APYTUMW  NPUYUHAMMN.
Bbi6poc npy nopaxeHun 3HLOTENNA NONUMEPHBIX hOpM
(haktopa BunnebpaHga 06ycrnosneH AeuUUTOM WUAN
CHWKEHNEM Yy 3TUX 60JSIbHbIX (DYHKLMOHAIIbHOW aKTMB-
HOCTW cnewuuanbHO NpoTeasbl, pacLiennsatwLlen nogob-
Hble MONMMMeEpbl (KOTOpble 06pasyloTcs B MpOLecce
CuHTe3a haktopa Bunnebpanga) Ha 60iee Meskue Mynb-
Tumepbl [11]. Mpu cemeinton opme TTI gedonumnt aTon
npoTeasbl, N0-BUAMMOMY, UMEET FEHETUYECKMNIA XapaKTep.
[Mpn 6onee pacnpoCTpaHeHHON HecemeliHoi dhopme TTI
y 60/1bHOr0 06HAPYXNBAETCA MHTUOUTOP NPOTEA3bl AHTU-
TENbHON NPUPOLbI.

B cumntomokomnnekc, Habnopatowmincs npu TTI,
BXO/AT: BbIPQXXEHHAsA TPOMOOLUTONEHNS; aHEMUS 11 TEMO-
M3 ¢ pparmeHTauuein 3puTpoLUTOB (MO-BUAMMOMY,
MeXaHWU4eCcKO! NPUpoAbl); HapyLLeHUs MO3roBOro KpoBo-
obpalleHms ¢ opmupoBaHMEM  3HLedhanonartum;
pacnpocTpaHeHHas NoIMHeNponaTnsg; noveyHas LUCHYH-
KUWS; MHOTGA — Pa3BUTME HEKPO30B KOXKHbIX MOKPOBOB
B CBA3Y C HApYLUEHNEM MUKPOLMPKYNALMMN. XapaKTepHbIM
NnabopaTopHbIM ANArHOCTUYECKUM npu3Hakom TTI gBns-
eTCA Hanu4nme B KPOBW KPYMHbIX MOAUMEPOB hakTopa
Bunne6panga. Tpom60OUMTOMNEHNS MPOTEKaeT Ha (hoHe
HOPManbHOrO U MOBbILUEHHOTO COLEePXKaHNA Merakapu-
OUMTOB B KOCTHOM MO3re, 4YTO ABMSETCA TUMUYHbIM
MPU3HAKOM TPOMOOLMUTOMNEHUN NOTPe6NeHNs.
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leHe3 TPOMOOLMTOMEHNUN NPU TEMOSTUTUKO-YPEMUYEC-
KOM CMHOPOME CerofjH pacCMaTpmBaeTcs C TeX XKe nosu-
LA, 4TO W NPK TPOMOOTUYECKON TPOMOOLIMTONEHNHECKON
nypnype. Cuyutaercs, 4to npu TTI1 6051ee BbipaXeHa HEBPO-
formyeckas, a npu reMoIuTUYeCcKOM YPeMU4eckoM CUHA-
pome — noyveyHas ancqyHKLmMs. Kpome Toro, reMonntiko-
YPEMUYECKUM CUHAPOMOM Yalle CTpajalT [eTW, 4em
B3pocsible. [Niy61uHa TPOMOOLMTONEHNN MPU TEMOJTUTUKO-
YyPemMn4ecKOM CUHAPOME MeHee BbipaxeHa, yem npu TTT1.

MaccuBHble TPOM603bl HEpPedKO MPOTEKAT C Bblpa-
)KEHHO Tpom6oumToneHnen. Pa3suTue Takux Tpom60308
MOXET ObITb pe3y/bTaTOM MONUTPaBMbl, ANMUTENbHbIX
OpTOMNEeANYeCcKNX onepauuii, CUHAPOMA MACCUBHbIX TPAHC-
(pysuii, mapaHeonnacTM4eCKNX peakunin, a WHOTAA — Kak
32KOHOMEPHbIN UCXOA TnepKoarynauMoHHOro CUHApoMa
UMM TEMATOrEHHOr0 TPOMOOMUANYECKOr0 COCTOSHMS.
Tpom6OUMTONEHNS B 3TUX CRy4YasX HOCWUT OTYETNNBO
npexofalnii xapaktep. Mpu 3ToM Ha poHe TPOMOOLUTO-
NEHUN 4acTo Ha6NOLAETCA KNUHUKO-MHCTPYMEHTaNIbHAs
CUMNTOMATMKA TPOMOOIMOOIIMN MESIKIX BETBEIA NIEr04HON
aptepui. TpOMOOLMTOMNEHNS NPU MACCUBHbIX TPOMBO03aX,
KaK npasuio, Herny6okasa (4ucrio TpomM6oLMTOB COCTaB-
nset 90000-130000 B mMKI) WU perpeccupyeT 4OCTAaTOYHO
6bICTPO NMPU NPOBEAEHUN a[IeKBATHO Tepanuu.

Mpu octpom [BC-cuHapome npoBOAUTCA Tepanus
OCHOBHOr0 3260M1eBaHNs, NPUBEALLIEr0 K PA3BUTUIO OUCCE-
MWUHUPOBAHHOIO CBEPTbIBAHWA KPOBW. [loKasaHuem Ans
TpaHcdy3uin TPOMOOLUTAPHOI MaCChl ABNAETCA aKTUBHbINA
reMmopparuyeckinii  CMHAPOM  MUKPOLMPKYNATOPHO-reMa-
TOMHOTO TUNa, NPOTEKatoLLMIA Ha GHOHE rMy6oKOoi TPOMOO-
UMTONEHUM W/UnK BbIPXEHHOI TpomboumTonatun. OfHo-
KpaTHO, pexe MOBTOPHO, BBOAMTCA 4-6 103 (3-4 mnph
KNETOK) TPOMOOLMTAPHOI MACChl, NONYYEHHOW Mpeanoy-
TWTESTIbHO OT OJIHOr0 A0HOPA. BaXKHeiiLmm crnocobom Tepa-
num octporo ABC-cuHapoma aBnstoTcs TpaHcdy3um 60nb-
LUMX 06bEMOB CBEXE3aMOPOXXEHHO NNa3mbl (04HOKPATHO
cTpyiiHo BBoautes o 1,0-1,5 n, npu Heo6xoaumocTu
TPaHCy3MM NMOBTOPAOTCH).

Mpu neveHumn TTIT OCHOBHOE 3HA4EHUE UMEOT NOBTOP-
Hble TPaHCMY3UM 60bLINX 06LEMOB CBEXE3AMOPOXKEH-
HOIA Nna3mbl B COYeTaHUK ¢ nnaamadpepesamu. Mpu ayto-
VUMMYyHHOM Bapuante TTI1 HasHa4yatTCa CTepPOUAHbIE
TOPMOHbI, LMTOCTATUKM (BUHKPUCTUH, Luknoocdamug),
MHOTAA  OCYLLECTBIAGTCA  CrIEHIKTOMUA.  [loBbilLEHME
4ucna TpPOMBOLMTOB B KPOBW B Neproj Tepanuu ABnseTcs
MapKepom AOCTVKEHUS peMuccun 3abonesaHus. B neve-
Hum TTT1 TpaHcdy3um TPOMOOLMTAPHON MacChl He adpdpek-
TUBHbI U HE NMPUMEHSIOTCA. [1pn reMOoNUTUKO-YPEMUYECKOM
CWHOPOME NMPUHUMMBI Tepanun Te Xe, YTO W Npu ayTouM-
MyHHOM BapuaHte TTI1. [lononHuTeNbHO NPOBOANTCS
AHTNOMOTMYECKAsS [EKOHTAMUHALMA KWLIEYHWKA, NO Mno-
BOJZly OCTPOM MOYEYHOI HEAOCTATO4HOCT NO NOKA3aAHUAM
OCYLLIECTBNAETCA reMoAnanna u/unu reMogounbsTpaLms.

TpomGoynTonenna pasBefeHns npH  MaccUBHbIX
KPOBOTEYEHNAX

Tpom6oumMToneHns pasBefeHUs pPas3BuUBABTCA MoCIe
MaCCWBHbIX KPOBOTEYEHW NpK BO3MELLEHWUM KPOBOMO-

Tepu 3pUTPOUMUTAPHOI MACCOM, NIasMol W ApyrumMun
pacTBopamu. Tpom6oUWTONEHUS NPKU  KPOBOMOTEPSAX
HOCUT YMEPEHHbII XapakTep WU MCYe3aeT BCKOpe nochne
0CTaHOBKM KPOBOTEYEHUS.

TpombGoynTonennsa pacnpeneneHns npu cniaeHome-
ranmm

113BeCTHO, 4TO B HOpPME LMPKYNUPYOLLME B KPOBU
TPOMOOLUWTLI COCTABNAOT NpU6NU3UTENbHO 70% OT KX
o6Lero 4ucna, a 30% AenoHuUpytoTcs B cenesexke [3,4].
Mpn BbIpaXEHHO CnieHOMEranum 370 COOTHOLLEHME
MOXET MEHATbCA W B YBENNYEHHOW CeNe3eHKe MOXET
cekBectpupoBatbes 10 80-90% TpombounToB. Tak Kak
ONa perynaumm TpoMboLnTon033a BaXXHa He KOHLeHTpa-
L1 TPOMOOLMTOB B KPOBOTOKE, a 06LLas Macca TpoM60-
UMTOB, TO MOAO6GHOE nepepacnpeneneHne npuBeaeT
K LMPKYNATOPHON TpOMOOLMTONEHUM. Takum 06pasom,
COYeTaHne TPOMOOLMTONEHNUM C YBENIUYEHNEM CESIe3EHKU
(Mpn OTCYTCTBMM KOCTHOMO3IOBbIX MATONOMAN), CKOpee
BCEro, ykasblBaeT Ha TPOMOOLIMTONEHUIO pacnpeaeneHus.
BaXHO OTMETUTb, 4YTO MMMYHHas TPOMOOLMTOMNEHUS
06bI4HO MNPOTEKAET NPU HOPMATbHOM pasmepe Ccesie-
3EHKMW.

HacnepctseHHbie TpomMGoYNTONEHNN

HacnepcreeHHble Tpom6ouuTonenun [19] npencras-
NAT CO60M pefikne 3a60neBaHns, KOTOPbIE N0 NaToreHe-
TUYECKOMY NPU3HAKY MOXHO Pa3fenuTb Ha ABE rpynmbl.
K nepBoii rpynne OTHOCATCA HACNEeACTBEHHbIE aHOMan N
CO3peBaHNs U/vnu NPoayKuMn TpomMooumuToB. bonbluas
MX YaCTb aCCOLMMPOBAHA C HAPYLUEHUAMU DYHKLUN
TPOMOOLMTOB, U NO3ITOMY 3TU 3a60MeBaHNSA Halle onpe-
LensioT Kak HacnefcTseHHble Tpombouutonatum [3].
Kpome Toro, TpOMOOLMTONEHIUS HACTEACTBEHHOIO Xapak-
Tepa MOXeT HabaaTbCA NPU reHeTUYECKUX aHOMANUAX
(hbaktopa Bunnebpanga, nposBneHnem KOTOpbIX ABIAETCA
ero noBbILLEHHAA PEAKTUBHOCTb MO OTHOLLEHUIO K TPOM-
oouuTam u, B CBA3N C 3TUM, CKIIOHHOCTb K BHYTPUCOCY-
OUCTOi arperaumn KPOBSIHbIX MACTUHOK M UX MOBbILLIEH-
HOMy noTpe6neHnto. CNUCOK HAcNeLCTBEHHbIX Matosio-
WA, OLHUM W3 NPU3HAKOB KOTOPbIX ABNAETCA TPOMOOLM-
TOMNeHUs, NpuBefeH B Tabnuue 6.

1. AHomanum TpoM6OLUTOB

1.1. TeHeTMYecKas MakpoTpoOMOOLMTONATIS
1.2. Cuaapom bepHapa Cynbe

1.3. Cunppom Aaxyca

1.4. bonesHb Bunnebpanpa Tpom6oLMTapHOro Tuna
.5. CuHapom cepbix TpOM6OLUTOB

.6. Cunppom BuckotTa Ongpuya

.7. TAP-cungpom

.8. Cunppom Yeanaka-Xugacu

1.9. Cungpom Mes-XerrnmHa

1.10. CuHapom PexTHepa

1.11. MoHpeanbCKuit CMHAPOM

2. AHomanum ¢haktopa BeunnebpaHga
2.1. bonesHb Bunne6bpanpa tuna |IB

2.2. CemeliHble (hOpMbl TPOMGOTUYECKOA TPOMOOLUTONEHM-
yeckoil nypnypbl (aHomanuu ADAMTS 13)
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Taéanua 6. HacieacTBeHHbIE TPOMOOIUTONICHNH.
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AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

[TepBas rpynna 605e3Hel cBA3aHa ¢ pa3BUTHEM TPOM-
GOUMUTONEHUN NO NPUYMHE HACNEACTBEHHbIX aHOMaruii
TPOMOOLNTOB.

[eHeTn4eckass ~ MakpoTpoMoounUTONaTns  SIBNSETCS
@IMHCTBEHHON HACNe[CTBEHHON naTtofiornei, npu KoTo-
pon TPOMOOLMUTOMNEHUS He acCoLUMpPOBaHa C KakuMU-
NNéo (PyHKLUMOHANTbHLIMI HApYLUEHUAMW TPOMOOLUTOB.
EAVHCTBEHHOI Ka4eCTBEHHOW aHOManuen TPOMOOLMTOB
ABNIAGTCA WX YBENWYEHHbIA pa3mep. Tun HacnegoBaHUs
9TOM NATONOrnK — ayTOCOMHO-JOMUHAHTHbIA. TpOMOOLK-
TOMEHWS HOCUT YMEPEHHbI XapakTep (B OCHOBHOM 6oree
50000 B MKn) 1 N0 MexaHWU3My ABNISETCA, CKOpPee BCEro,
NPOAYKTUBHOW, TaK KaK BPEMS >KU3HU TPOMOOLUTOB
(B Tex cny4asx, Koraa OHO M3MepsIoCh) HUKOTAA He OblI0
YKOPOYEHHbIM, KakK Mpu TPOMOOLMTONEHUAX noTpebre-
HUSA. VIHTEPECHO, 4TO reHeTM4eckas MakpoTpom6oLuuTO-
MeHns Yalle accouumpoBaHa C HOPMalibHbIM COAEpXa-
HMEM MEerakapuouuToB B KOCTHOM Mo3re. COBOKYMHOCTb
9TUX NPU3HAKOB NPEANosaraet, CKOpee BCEro, Ka4ecTBeH-
Hbli  OeDeKT NpOAyKUWUM/CO3PEBaHMS  TPOMOOLUTOB,
KOCBEHHbIM MPU3HAKOM KOTOPOro ABNAOTCA UX MOPEO-
NornyeckKne W3MEHeHWs, B YaCTHOCTW, YBENUYEHHbIN
pasmep.

Cuxapom bepHapa-Cynbe SBNSETCS  KNACCUYECKOM
HacneACTBEHHOW TpOMOOUMTONEHUEN, 0O6YCNOBIEHHON
reHeTUYECKUM OeUUUTOM WM CHUKEHHON (OYHKLMO-
HaNbHOW akTUBHOCTbIO Komnnekca 1 1b-IX-V Tpom6ouu-
TOB YeNioBeKa. ATOT KOMMMIEKC SBNAETCA PELEnTOpoM
(hakTopa BunnebpaHga, v rnmaBHbIM LWArHOCTUYECKUM
KpUTEpUEM 3TOI MaToNorum CIy>XXUT OTCYTCTBUE (pakTopa
Bunne6paHa-3aBMcuMMOil - arperaumi, MHOYLMPOBAHHON
PUCTOLETUHOM, NPU HOPMAnNbHOM COAEPXXaHUN U HOP-
MarnbHO aKTUBHOCTM camoro paktopa BunnebpaHpa.
JlnarHo3 MoxXeT 6bITb NOATBEPXAEH C MOMOLLbIO 6UOXK-
MUYECKUX UMM UMMYHOXUMUYECKUX METO0B, NO3BOJIAI0-
wux 3apeructpuposatb gedpouuut M Ib-IX-V. Tpom60o-
LMTbI NP 3TO NATONOMAKN UMEIOT YBENNYEHHbIE Pa3Mepbl,
4TO TaKXe ABNAETCS OJHUM U3 ANArHOCTUHECKNX NPU3HA-
KOB. Tpom6ouuTOneHUs 0O6bIYHO MMEET YMEepPEeHHbIN
xapaktep. M3sectHo, 410 T Ib ABNAETCA BbICOKOCHANN-
POBaHHbIM GENIKOM, U B 3HAYUTENIbHOW CTEMNEHU UMEHHO
9TOT TNIMKONPOTENS ONpenensaet oTpuuateSibHbli 3apsag
mMem6paHbl TpombounToB [4,7]. O4eBngHO, 4TO Aeduunt
9TOro 6esika MOXeT NPUBOANTL K N3MEHEHMIO NMOBEPXHOC-
THOr0 3apafa TPOMOOLUTOB U UX YCKOPEHHOMY paspyLie-
HUKO B PETUKYNOIHAOTENNANIbHOW CUCTEME CEJIE3EHKM
U/unu neyveHn (M3BECTHO, YTO 06paboTka TPOMOOLMTOB
(bepMeHTOM HelpamuHMA30i, OTWIENNALWEA 0T uX
MOBEPXHOCTU CManoBble KUCNOTbl, NPUBOAUT K YKOPOYe-
HUI0 BPEMEHU UX XWN3HW B KDOBOTOKE). B COOTBETCTBUM C
9TON TMNOTE30M Y HEKOTOPbIX OOMbHbLIX 6bIN0 3aperucT-
PUPOBAHO YKOPOYEHWEe BPEMEHU >XU3HM TPOMOOLMTOB
MPW UHbEKLMM UM PAIMOU30TONHO-MEYEHHbIX ayTONOr Y-
HbIX TPOMOOLIMTOB. TeM He MeHee, B HEKOTOPbIX Clydasx
YKOPOYEHMS BPEMEHMN XIN3HN TPOMOOLMTOB HEe Habsoma-
NOCb 1 04EBUAHO, 4TO TPOMOOLUTONEHUS Y 3TUX 6ONbHbIX
MMena npOAYKTUBHBIA xapakTep. Tun HacnegoBaHus
cuHapoma bepHapa-Cynbe — ayTOCOMHO-PELIECCUBHBbIA.

CuHgpom Aaxyca npenctaBnser Co60M  peakyto,
OMUCAHHYI0 NINLLIb B HECKOJSIbKUX paboTax HacnefCTBeH-
HY0 NATONOTUI0, FMABHbIM XapaKTepPUCTUYECKM NPU3HA-
KOM KOTOPOW SABNAETCA HapyLieHue cuanuposanms M1 [b.
Tpom6OUMTBI KPYMHbIE, UX arperaunoHHas akTUBHOCTb —
B npefenax HopMbl. TPOMOOLMTONEHNSA UMEET BblpaXKeH-
Hblli Xapaktep C remopparu4eckum CWHAPOMOM W,
no-snanMMomy, 06YCNOBfiEHA MOBbILWEHHbIM pa3pylLe-
HUEM TPOMOOLMTOB BCAEACTBME CHUKEHHOrO COMepa-
HUS CMAOBBIX KUCIIOT.

Cungpom  BunnebpaHga Tpom6ouUTapHOro  Tuna
Pa3BUBAETCS B Pe3ynbTaTe Ka4eCTBEHHOIO HACNeCTBEH-
Horo fedpekra '] 1b, pe3ynsTaToM KOTOPOro ABNAETCS ero
MOBbILIEHHAA PEAKTUBHOCTb MO OTHOLUEHWIO K (DAKTOpY
Bunnebpanga. 3ta natonorus Moxer 6bITb JUArHOCTUPO-
BaHa Mo NOBbILLEHHOI PeaKTUBHOCTM TPOMOOLMTOB 60Mb-
HOIO B OTBET Ha HM3KIE A03bl PUCTOLIETMHA (NOBbILLEHHAS
(haktop Bunnebpang-3asucumas arperauus) n HU3KoMy
COLepPXXaHW0  BbICOKOMOMEKYNAPHbIX  (hopM  hakTopa
Bunnebpanga B nnasme Kposu (BCeACTBIE €ro B3aUMo-
JEeACTBUA  C  UMPKYNupylowwmuMun  TpomboumTamm).
[Mo-BuAaMMOMY, NMpW 3TOW NATOSIONAM CHUXXEHUE Yucna
TPOMO6OLMTOB B KPOBOTOKE 06YCII0BMEHO WX NOBbILLIEHHON
CKMOHHOCTbIO K BHYTPWUCOCYLMCTON arperaumu, 10 ecTb
TPOMOOLMTONEHNS ABNSETCA PE3YNbTaTOM MX MOBbILLIEH-
HOrO noTpebneHns. XapakTtep HacnefoBaHWs — ayTo-
COMHO-Z0MUHAHTHBINA.

[MaBHbIM NPU3HAKOM CUHAPOMA CEpPbIX TPOMOOUNTOB
ABNIAETCSA OTCYTCTBUE WUNIN PE3KOE CHUXKEHUE KONNYecTBa
TPOMOOLMTAPHBIX o-TPAHYN U UX COLepXumoro (pubpu-
HOreH, TPOMOGOCMOHANH, TpoM6ouUTapHbIA aktop 1V,
B-Tpom6OrnoGynuH 1 Apyrue 06enku), 410 nNpupaet
«Cepbli BUA>» TPOMOOLMTAM MPK OKpacke no PoMaHOBC-
KOMY. ECTECTBEHHO, 4TO CEeKpeuns U3 a-rpaHyn Takxe
HapyLleHa unu otcyTcTByeT. Konuyectso 6esika Mem6paH
a-rpaHyn, P-cefieKTuHa, MOXeT 6bITb KaK HOPMasbHbIM,
TaK U CHWXEHHbIM. 3TOT CWHAPOM XapakTepusyercs
TaKXXe KPYMHbIM pasmMepoM TPOMOOLMTOB, HapyLUEHHON
arperauuen B OTBET Ha KOMJareH v TPOMOUH 1 YMEPEHHO
BbIPaXEHHbIM AU DY3HbIM (PUOPO3OM KOCTHOr0 MO3ra
C COXPaHHbIM MerakapuoLuTapHbIM POCTKOM (Merakapu-
OLUMTOB [OCTaTOMHOE KONUYECTBO). TpoMOOLMTONEHMS
HOCUT YMEpeHHbIn XapakTep (Y4MCcro  TPOMOOLMTOB
B nepudpepuyeckoir kposu — 80000-130000 B mkn) wu,
CKOpee BCero, BNAETCA CNEACTBUEM  HapyLleHus
npoLecca co3peBaHns TpOMOOLMTOB, OAHUMI U3 NPU3HA-
KOB KOTOPOro SIBAANTCA AeUUNT a-rpaHyn U KPynHblil
pasmep TPOMOGOLUTOB.

CuHgpom Buckotra-Ongpuya. HacnefoBaHue 3T0ro
CWHAPOMA PeLecC1BHO acCoLMMPOBAHO C X-XPOMOCOMOI,
No3TOMY 60NET TOMbKO LA MYXXCKOro nona. [ns aToro
3a60neBaHMsA XapakTepHa BbIPaXEHHas TpombouuTone-
HUS, MeSIKUi pasmep Tpom6ounTos (1-1,5 MK) 1 gedpuunt
TPOMOOLUMTAPHbIX d-rpaHyn. B cBA3n ¢ aedouumtom
FPAHYN U CHUKEHHOW CeKpeumen MuX COLEepXMMOro
HAONIOAAIOTCA  XapaKTEPHble  HApYLUEHWUs  arperaum
TPOMOOLMTOB (OTCYTCTBME BTOPOM BONHbI AlJd-arpera-
UMK, CHUKEHHas arperaums Ha konnared w gp.). Kpome
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JedheKToB TPOMOOLMTOB, 3Ta NATONOTMUSA aCCOLMMPOBAHA
TaKXXe C HapyLUEHWAMMN B APYrUX CMCTEMAX — OTMEYaeTcs
9K3eMa, AeuuUmMT KNeTo4Horo (onucaH aedouunt T- unu
B-numaoLmnToB) 1 rymopasnbHoro (1305MpoBaHHas Heflo-
CTaTOYHOCTb MMMYHOrN06YNMHOB Knacca A, G unu M)
VMMYHWUTETA, COYETaKLLMECH C MOBbILIEHHON CKITOHHOC-
Tbl0 K UHGeKUMsM. Tpom6BOLNTONEHUs Npu CUHOPOME
BuckotTta-Ongpuya 00ycnoBreHa, N0 KpanHeihd Mmepe,
YaCTUYHO, WX TOBbILEHHbIM PA3PYLUEHUEM, TaK Kak
OMmMcaHbl Cry4an noBbILWEHUS YnUcna TPOMOOLMTOB Nocne
cnneHaktomun. OgHaKo MOPCONOrNYecKue M3MeHeHus
TPOMOOLUTOB — MENKUA pasmep U LePUUNUT MIOTHBIX
rpaHyn — npeanosiaratoT AedekT UX CO3peBaHus 1, cooT-
BETCTBEHHO, BO3MOXHOCTb KOJIMYECTBEHHOI0 HapyLLIeHus
UX NPOLYKLNN.

TAP-cungpom  (TpoMOOLMTONEHUSI ¢ OTCYTCTBUEM
JIY4€BOM KOCTU) XapaKTepU3yeTCcs BbIpaXXeHHOW TpOM60-
uuToneHuen, OeUUUTOM J-TpaHyl 1 BPOXKAEHHbIM
OTCYTCTBMEM ny4eBOil KocTW. VHorma arta nartonorus
COYETaeTCsd ¢ Nnopokamu cepaua. B ceasm ¢ gedpuuutom
rpaHys XapakTepHbl HApYLUEHWS CEKpeLun 1 arperaunu
TpombounToB. Hacneamyetca TAP-CUHAPOM ayTOCOMHO
peueccuBHO. Tak Kak KONIMYECTBO MerakapuounToB
B KOCTHOM MO3re npu 3TON NaTosiormn CHKEHO, TPOM60-
LMTONEHNSA, 04EBWUAHO, ABNAETCH NPOAYKTUBHOM. VHTe-
PECHo, 4TO TpOMOOUMTOMEHWs, npuyeM rnyéokas
(0o ypoHa 10000 B 1 MKN) NpOSBNAETCA B paHHEM
BO3pacTe, a 3aTeM KOJIM4eCTBO TPOMOOLMTOB B KPOBOTOKE
BOCCTaHaBNNBAETCA BNNOTb 40 HOPMAsbHbIX 3HAYEHUIA.
Bnocneacteum - annu3ofbl  TPOMOOLMTOMEHUM — MOTYT
HabAaTbCA HA POHE BUPYCHBIX UHAEKLINIA.

Mpn cungpome Yeamaka-Xvgacu TPOMOOLUTONEHNS
TaKXxe Co4eTaetcs ¢ AeuUNUTOM d-rpaHysl U COOTBETC-
TBYHOLMUN HAPYLUEHMAMU CEKPeLuUn 1 arperauum Tpom-
6ouuToB. Kpome TOro, Habt04aeTcsd yMepeHHbIN rnasHoii
1 KOXHbIA aTIbOVHU3M U UMMYHOMOTNYecKne OUCHYHK-
LMK, KITMHUYECKM BbIPXAOLLMECS B YACTbIX FPUOKOBLIX U
6akTepuanbHbIX MHgEKUMAX. Hacneayercs 310 3ab0nesa-
HME ayTOCOMHO-PELIECCMBHbIM MyTeM. [1aToreHe3 Tpom-
60LNTONEHUN HE SICEH, HO B CBA3M C AeULNTOM rpaHys
NpesanonaratTcsa HapylleHWs B MpPOLECCe CO3peBaHus
TPOMOOLMTOB.

Cuxgpom Mesi-XerrimHa nposiBnseTcs B BUAE Bblpa-
)KEHHOM Tpom6ouuTOneHun. TpoMOOUUTLI  KPYMHbIE,
OAHAKO (PYHKLMOHANbHBIX [edeKTOB He 06Hapy>XeHo.
XapakTepHbIM MpPU3HAKOM 3TOW NaTonoruu SBMsercs
TaKXXe Hanuume B HeTpodunax Tak HasbiBaeMbIX Tenel,
[ene. KpynHblii pasmep TPomOOLMTOB npennonaraet
HapyLUeHUs npoLecca CO3peBaHns U, COOTBETCTBEHHO,
NPOAYKTUBHbIA TUM TPOMOOLIMTONEHUMN. XapakTep Hacne-
[0BaHMS 3TOr0 CUHAPOMA — ayTOCOMHO-LOMUHAHTHbIIA.

Mpu cungpome @exTHEpPa HAOMIOJAIOTCA Te XKe
NPU3HAKK, 4TO U Npu cuHapome Mea-XerrnnHa, 0JHaKo
B COYETAHUW C IMYX0TON, KaTapakToil 1 HedoponaTtuen.

MoHpeansckunii CUHAPOM XapakKTepU3yeTcs YMepeHHON
TPOMOOLUTONEHNEN, KPYMHbIMWA TPOMOOLMTAMU, CKMOH-
HbIMU K CMIOHTAHHOI arperawyu, HO HECKOJTbKO CHYDKEHHO
TPOMOUH-NHAYLUMPOBAHHON arperaumen. B Tpom6oumtax

BbISBNAETCSH CHVDKEHUE aKTUBHOCTU KasibManuHa (KarnbLui-
3aBUCUMAA  BHYTPUKIETOYHAs MpoTeasa), WrparoLLiero
BXXHYI0 POJib B perynauun paboTsbl Lutockesneta. [peano-
naraeTcs, Y70 MMEHHO [edeKT B (DYHKLMOHUPOBAHUN
KasibnamHa sBIfAeTCA 0CHOBOI 3TOM naronoruu. lNaroreHes
TPOMOOLMTOMNEHUN He ACEH, 04HAKO MOBbILIEHHAsA CKJIOH-
HOCTb K arperauuu 1 HapyLIeHus LUTOCKeeTa no3BonsoT
NPeanonoXnTb YCKOPEHHOE NOTPe6neHne /unu paspyiue-
He TPOMOOUUTOB. HacneanyeTcs MOHPeanbCKUi CUHOPOM
2yTOCOMHO-A0OMVHAHTHO.

Hy>XHO OTMETMTb, YTO HAC/eACTBEHHbIE TPOMOOLMTO-
natum He BCErga COMpOBOXKAAKTCH TPOMOOLUTONEHUEN.
Takne N3BECTHble HACNEACTBEHHbIE MATONOrMN TPOMBO-
UMTOB, Kak Tpomb6acTeHus [maHumaHHa (gedpuunt [T
[Ib-1lla), n3onupoBaHHbIA gedpuumnt d-rpaHyn, aeduunt
peuentopoB konnareHa (M1 la-1lla n T VI) u HekoTopble
Apyrue npoTekatT Npu HOPManbHOM COLePXXaHUU TPOM-
60LMTOB.

Ko BTOpOM rpynne HacneACcTBEHHbIX MaToNOrui, npu
KOTOpPbIX HabMaaeTcd TPOMOOLUUTONEHMS, OTHOCATCS
HEKOTOpPble  TeHEeTW4Yeckue  aHomanum  dhaktopa
Bunne6paHza, KOTOpbIe BbIPAXAKTCS B €0 MOBbILLIEHHOI
PEAKTMBHOCTM MO OTHOLUEHUID K Tpom6ouuTam M, COOT-
BETCTBEHHO, B MOBbILLEHWUI BHYTPUCOCYANCTOI arperauuu
TPOMOOLMUTOB W, BCNEACTBME 3TOr0, B MX MOBbILLIEHHOM
noTpe6reHunn.

bonesHe Bunnebparga tmna 1B npefcTaBnser cobon
peakyr aHomanmto (<5% ot o6Liero 4ucna 60MbHbIX
¢ 6051e3HbI0 BunnebpaHaa), XxapakTepHoi 0CO6eHHOCTbI0
KOTOpOil ABNIAIETCA Ka4eCTBEHHbIA [edekT akTopa
Bunne6panpa, (yHKUMOHANLHO BbIpaXatoLMICa B ero
NOBbILIEHHON PEAKTUBHOCTY M0 OTHOLLEHUIO K TPOMOOLM-
TapHomy peuentopy — I Ib. Cnenctenem aToro sBnseTcs
CKJIOHHOCTb TPOMOOLMTOB K BHYTPUCOCYAWUCTOW arpera-
LW 1 UX MOBbILLIEHHOE noTpebneHne. bonesHb Hacneay-
eTCsA ayTOCOMHO-OMUHAHTHO.

CemeriHbie GhopMbl TPOMOOTUYECKON TPOMOOLUTOMNE-
Hu4eckoui  nypnypsl. TlaToreHes 3T10ro 3abonieBaHus,
TAKXKe CBA3AHHbIA C MOBbILEHHOW PEaKTUBHOCTbIO
(haktopa Bunnebpanga (nonumepHble OpMbI), paccmoT-
PEH paHee.

[ns onarHocTuku Bcex oopM HacneACTBEHHbIX TPOM-
6ouMTOneHNn  6e3yCNOBHO HEOOXOAWMbIM  SIBNISETCSH
noapo6HbIA aHamMHe3 3a60MeBaHNS C LieNblo BbISCHEHUS
ero HacneACTBEHHOW npupodpl. BaxHon aBnsertcs
NHGopMaLMs 0 BpeMeHI Havana 3aboseBaHns (C LeTcTea
I BO B3POCIIOM BO3PACTE) U CEMEIHbIIA aHAMHES (Hanu-
4ie TPOMOOLMUTOMEHUI 1 FEMOPPArnyeckoro CMHApOMa
Y POACTBEHHNKOB, BOSMOXHbIE POACTBEHHbIE CBA3N POAU-
Tenen). Tak Kak MHOr1e HaceCTBEHHbIE TpOMboLMUTOMNE-
HUM AcCCOLMMPOBAHbI C MOPAONOrNYECKUMN U3MEHEHU-
MW TPOMOOLMTOB (pasmep, OTCYTCTBUE FpaHyn u ap.),
B&XHO HE TOJSIbKO MOACHMTATb TPOMOOLMTBLI C MOMOLLbIO
ABTOMATUYECKOr0 CYETHNKA, HO M 1CCneaoBatb UX ¢ no-
MOLLbI0 MUKpOCKONUW. [N noAaTBEPXAeHUs AnarHosa
Tex )OpM HaCcneCTBEHHbIX TPOMOOLMUTONEHUIA, KOTOPbIE
COYETaTCs C (PYHKUMOHANbHBIMU AeddeKTaMu TpoM60-
LMTOB, HEOBXOAMMO NPOBECTW UCCIIEL0BAHNE arperawum,
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

VHOYUMPOBAHHON  PasnuUyHbIMK - UHAYKTOPaMM
PUCTOLETUH, KOJareH, TPOMOUH).

B neyeHum HacneACTBEHHbIX TPOMOOLMTONEHUIA Npes-
naraeTcsa UCMNosb30BaTh CReAyoLLMe Noaxobl. bonbHbIM
He PEeKOMeHAyeTcs ynotpe6feHne NPOAYKTOB MUTAHMS,
CMOCOGHbIX YCUNUTb MPOSABNIEHUA TeMOpparn4eckoro
CUHIpOMA (aNKOronb; NpOAYKTbl, COAEPXKALLUME YKCYC).
Cpean pekomeHZyemblX [062BOK MOXHO NPeanoXuTb
0TBap Kpanuebl Kak ¢ NPOMIAKTUYECKON Lienbio, TaK U
ONs KYNMPOBaHWUA remMopparu4eckoro cuHgpoma. Otme-
YEHO TaKXXe YMeHbLUEHNe reMopparnii Ha hoHe BKNHOYe-
HWA B ANETY 0pexoB apaxuca. [pu neveHuu apyrux 3a6o-
NeBaHnin Heo6X04MMO MO Mepe BO3MOXHOCTU OrpaHuyu-
BaTb Npuem MeLMKaMeHTOB, CMOCOOHbLIX YrHeTaTb (PYHK-
LM TPOMOOLMTOB, B NMEPBYIO 04epelb acnupuHa, napaue-
Tamona, MHAOMeTauMHa WM ApYrux  npenaparos,
VHIMOMpyLWmMx Metabonn3M apaxugoHOBOA KWUCIIOTbI.
OnacHo NpUMeHeHNe aHTUKOArynsHTOB, B T.4. renapuHa,
a TaKXXe (PUOPUHONTUTIKOB.

MpumeHsiemass Tepanus [O/MKHA ObiTb HanpasfieHa
Ha NpeaoTBpaLleHne 1 60pbOYy C reMopparnieckum CUHL-
pomoMm. [ins KynupoBaHus reMopparuyeckoro CUHapoma
PEKOMEHLYETCA MNPUMEHEHWe dTamauiata, afpoKcoHa
B CTaHAAPTHBIX UJIN BbICOKNX [032aX, A TAKXKe Pa3/nyHbIX
npenapaTos, 06nagawwWwmx aHTUPUOPUHONIUTIYECKON
AKTUBHOCTLI (e-aMUHOKANPOHOBOW KMCMOTbI, aMUHOME-
TUNGEH30MHON  KUCNOTbI, TPAHEKCAMOBOW  KWUCNOTbI).
Y nauneHToK ¢ 06WIIbHbIMW W ANUTENbHBIMU MEHOpPpari-
AMMW HEPESKO UCMONb3YITCA KOMOUHUPOBAHHbIE TOPMO-
HasbHble KOHTPALenTMBbl. 4acTble HOCOBblE KPOBOTEYe-
HUS TPEOYIOT aKTUBHOW MECTHOI Tepanuu ¢ UCMosib30Ba-
HUEM TaMmMOHazbl, MHTMOUTOPOB (UOPUHONM3A W/ MK
a[IpOKCOHa.

[MOKOKOPTUKOWAHBIE TOPMOHbI NPWU HACNEACTBEHHbIX
TPOMOOLMTONATUAX, B T.4. ACCOLUUPOBAHHBIX C HACNEAC-

(AfO,

OpHako nosiBrieHMe B KPOBW 6O0JIbHbIX BbICOKMX TUTPOB
ayToaHTUTEN K TpomboLuTam (06bI4HO BCIIEACTBUE NPej-
LUECTBYIOWMX MEepenuBaHniAi  TpPOMOOLMTOB)  TpebyeT
NPUMEHEHNS NpefHN30M0Ha. G 3TON Xe LieNbi BO3MOXKHO
NPUMEHEHNe VMMYHOTNOBYNNHOB AN BHYTPUBEHHOIO
BBeAeHMs. CnieHaKTOMUS ANS JIEYEHNS HACEACTBEHHbIX
TpOMOOLMUTONATUIA, NPOTEKAKOLLMUX C TPOMOOLMTOMNEHNEN,
TaKXXe Hea(peKTMBHA, a ee NPUMeHeHUe Ans 60pbObI
C VUMMYHHbIMW OCNOXHEHWUSIMI [0CTATOYHO PUCKOBAHHO
113-32 BO3MOXHOCTW TSKENbIX KPOBOTEHYEHMIA B MOCNEO-
nepauuoHHom nepuoge. OnHako npu cuHapome BuckotTa-
Onapuya 66110 NOKA3aHO NOBbILLEHNE YPOBHS TPOMOOLIM-
TOB B KPOBW W CHUDKEHWE TSXKECTU reMopparuyeckoro
CUHAPOMA B pe3ynbrarte CryieHIKTOMUN.

KapanHanbHbIM METOLOM KYNMPOBAHUS OCTPOrO TsXe-
NOr0 KPOBOTEYEHUS MPU HACNEACTBEHHbIX TPOMOOLNTO-
naTusax SBAATCH TPOHCMY3NK afieKBaTHbIX 103 TPOMBO-
LMTapHON maccbl. He06X04MMO NMOMHUTb, YTO MPU TPOM-
OOLUTONEHUAX/TPOMOOLMTONATMAX C AEULUTOM TPOM-
OoLUMTapPHBLIX MeMOpPaHHbIX GEJTKOB NepesinBaHine TpomM60-
LIMTOB HEN36eXHO 6yAeT NPMBOAMTL K M30UMMYHM3ALIMN
1 NMOSIBNIEHWNIO B LMPKYNATOPHOM pycne 60/1bLIOro Konu-
4eCTBA aHTUTEN K TpoMBOLMUTaM. TO 3acTaBnseT npuobe-
ratb K UCMOMb30BaHNIO TPOMOBOMACCH! TOMBbKO B KPANHUX
CNy4assx, N0 >KM3HEHHbIM MokasaHuam. [lpu Opyrux
(bopmax HacnefCcTBEHHbIX TPOMOGOLUMUTOMNEHMA 4YacToTa
MMMYHU3aLNKU B OTBET HA TPAHCY3nn TPOMOOLUTAPHO
MacCChl CYLLLECTBEHHO HUXE, YeM MpW NaTtonorusax Memo-
PaHHbIX MMKONPOTEN0B.

[Mpn TOPNNAHOM TEYEHUMN HACNEACTBEHHbIX TPOMOOLIM-
TONATWIA, TAXKEIOM, NN0X0 NOAAAKOLLEMCA TepaneBTUYec-
KO/ KOppeKLmMun, remopparn4eckom CUHAPOME BO3MOXKHO
MpOBEJEHNEe anjIOreHHOl TpaHCnnaHTauum KOCTHOMO
mo3ra. [okasaHa BO3MOXHOCTb BbI3[OPOBJIEHUS 6OJb-
HbIX C CUHAPOMOM BuckoTta-Ongpuya nocne ycnewiHbIx
TpaHcnnaHTauun.

KysHeuos A.W., VigenscoH J1.11., Masypos A.B.
Onpefenexne aHTUTPOMOOLUMUTAPHBIX aHTUTEN

pasnnyHbIMK PopmMammn UMMYHHOR TPOMBOLM-

TONeHUn NPAMbIM PaANONMMYHHBIM METOLOM.

dusunonorus kposu. (Pes. Lndpdpman ©.10x).

C.I. v ap. VIMMyHO(EPMEHTHBI METOA onpe-

060poTa TPOMOOLUTOB B KDOBOTOKE 1 Andhde-
peHUManbHas LUarHocTuka TpOMOOLUTONEHWIA.
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THROMBOCYTOPENIAS

Vasiliev S.A.', Vinogradov V.L.", Mazurov A.V.2, Markova M.L.
"Hematology Research Center, Ministry of Health of Russian Federation, Moscow
2Cardiology Research Center, Ministry of Health of Russian Federation, Moscow

Abstract: pathogenesis, differential diagnostics and treatment strategies of different types of thrombocytopenias are
reviewed. Two major mechanisms responsible for development thrombocytopenia might be distinguished — decreased
production and increased consumption of platelets. Decline of platelet production due to the depression of megakaryocytes
(productive thrombocytopenia) is usually associated with aplastic anemia, different forms of leukemia and myelodysplasia,
or cytostatic therapy. Increased consumption might be induced by auto- and/or alloantibodies which bind to platelets
and stimulate their rapid removal by the reticuloendothelial system of spleen and liver (idiopathic thrombocytopenic
purpura, drug-induced thrombocytopenia, neonatal alloimmune thrombocytopenic purpura and other forms of immune
thrombocytopenia). Enhanced consumption of platelets due to the intravascular thrombosis leads to the thrombocytopenia
(consumptive nonimmune thrombocytopenia) in disseminated intravascular coagulation Syndrome, thrombotic
thrombocytopenic purpura and haemolytic uremic syndrome. Hereditary forms of thrombocytopenia are caused by
congenital defects of platelet production and/or maturation and anomalies of von Willebrand factor. Many of them are
also associated with the impaired platelet morphology and function. Defective platelet production is considered as a
cause of low platelet count in the majority of hereditary thrombocytopenias (pure familial thrombocytopenia. TAR
syndrome, and others) but in some of them the increased consumption has been detected or proposed (Wiscott-Aldrich
syndrome, platelet type and type lIb von Willebrand disease, Bernard-Soulier syndrome). Laboratory methods used for
the differential diagnostics of thrombocytopenias include: determination of platelet count by automatic counting and
microscopy, analysis of megakaryocytes in the bone marrow, investigation of platelet morphology and function, detection
of platelet autoantibodies and analysis of target antigens, determination of platelet life span and turnover. Different
strategies (among them platelet transfusion, immunosuppressive and cytostatic therapy, antithrombotic therapy,
splenectomy and others) are recommended for the treatment of productive, consumptive (immune and nonimmune
forms) and hereditary thrombocytopenias.

Key words: thrombocytopenias, platelets, megakaryocytes, haemorrhagic syndrome, idiopathic thrombocytopenic
purpura, autoantibodies, platelet antigens.
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