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[masa 1

TPOMBOTUYECKASA MMKPOAHIMONATUA

PE3IHOME

Tpombotnueckass Mukpoanruomnatust (TMA) npeacrasisieT codoit oqHO
13 HauOoJIee TSIKEIO ITPOTEKAIOIINX TPOMOOTUYECKUX OCIOXHEHM, XapaK-
TEPU3YIOLIUXCS TTOpakeHMeM MUKPOCOCYIOB Pa3IMYHbIX OPTAaHOB M COIPO-
BOXIAIOIINUXCST TPOMOOITUTOIIEHUEN Y TeMOJUTUYECKO aHeMuelt. TepMuH
«TMA» BoOpaJl B ce0s1 HECKOJIbKO HO30JIOTUI, IJI KOTOPbIX XapaKTepHbI
pa3Hble MeXaHU3Mbl BOSHUKHOBEHUSI MUKPOTpOoMO03a. B HacTosiIee BpeMst
K TMA oOTHOCSAT TpPOMOOTHYECKYI0 TPOMOOUMTONEHUYECKYIO MypIypy
(TTII), remonutuxko-ypemuueckuit cunapoMm (I'YC), remapuHUHAYLMPO-
BaHHYI0 TpoMOouutornenuto, HELLP-cunapoM. OgHUM U3 BaxXHEWILIUX
TPUITepPOB BO3HUKHOBeHUsT TMA gBisieTcss 6epeMeHHOCTb. DTOT (pakT
OTKPBIBAaeT IMPOKKE TIEPCIIEKTUBBI M3y4eHUs matoreHe3a TMA B KOHTeK-
cTe (hU3MOJOTUYECKUX M3MEHEHMI reMocTa3a BO BpeMsI OepeMEeHHOCTH.
B TO Xe BpeMs OTKpBITHE MOJEKYJISIpHBIX MexaHu3dMoB TMA mno3BoJisi-
€T TI0-HOBOMY B3IJITHYTHh Ha ITaTOreHe3 TPOMOOTMYECKMX OCJIOXHEHUI,
CBSI3aHHBIX C OEPEeMEHHOCTHIO, a TakKe Ha MaToreHe3 TaK Ha3bIBaeMBbIX
IUTAIIEHTAPHBIX aKyIIEPCKUX OCIIOXKHEHWI, B TOM YHUCJIE TSDKEIBIX (hopM
npeakaamriicuu (I19).

MOHATUE 0 TPOMBOTUYECKO MUKPOAHTIOMATUW,
TPOMBOTWUYECKON TPOMBOLIMTONEHUYECKOU NYPNYPE,
FEMOJINTUKO-YPEMWU4ECKOM CUHAPOME

TTII B Hacrosiiiee BpeMsl pacCMaTpUMBAaeTCs KakK OfHa M3 HauboJjee
TSDKEJIBIX TIATOJIOTMH, aCCOLMUPOBAHHBIX ¢ MUKPOCOCYIMCTBIM TPOMOO30M.
Briepsbie 6bu1a onucana Eli Moschowitz B 1923 r. OH HaGmonan 16-J1eTHIO0
NIEBYIIIKY C JUXOPAAKOil, aHEMHUEH, MEeTeXUsIMU, apaimyoM 1 kKomoii. Ha
ayTOIICUM OBLIM OOHAPYXEeHBbI TMAJIMHOBBIE TPOMOBI B MUKPOCOCYIMCTOM
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pycie. B 1955 r. Gasser et al. onmcan maTepbIX AeTeil ¢ OCTPOM Mmoyey-
HOI HEIOCTaTOYHOCThIO, COMTPOBOKAABIIEICS TeMOJIMTUIECKOM aHeMUEe 1
TPOMOOLIMTONIEHUEH, I BBEJ B KIIMHUYECKYIO MPakTUKy TepMuH ['YC.

B nacrogiee Bpemst TTII u I'YC paccMaTpuBaloTcsl Kak MpOsIBJIEHUS
TMA (puc. 1.1). DTOT naTosOornyecKuii Mpouecc BIepBbie ONUCATU Symmers
et al. B 1952 r. TMA Mopdosornyecku mposIBISIETCS YTOJIIIEHUEM CTEHOK
COCYIIOB MUKPOLUPKYJISITOPHOTO pycia (MpeuMyLIECTBEHHO KaluJUISIPOB 1
apTepro), OTEKOM M CAYIIMBAaHUEM HIOTEIMATbHBIX KJIETOK OT Oa3aJIbHOM
MeMOpaHbl, 00pa30BaHUEM TPOMOOILUTAPHBIX CTYCTKOB M YACTUYHON WU
MOJIHOM OOCTPYKIIMEl MpOCBeTa MOpakeHHOro cocyaa, py 3TOM MepuBac-
KyJIIpHOE BOCHaJEHUE HE XapaKTepHO, a TPOMOBI COCTOSIT ITOYTU UCKITIOUM -
TeJbHO U3 TPOMOOLIMTOB. OOCTPYKIIMS ITPOCBETA COCYA0B MPUBOIUT K pa3-
BUTUIO MIIEMUU U MHMAPKTOB OpraHoB. XapaKTepHbIM mpu3zHakoM TMA
SIBJISIIOTCSL. TPOMOOLIMTONIEHUSI W T€MOJIMTHYECKas aHeMMs, YTO CBSI3aHO
¢ MoTpedeHueM U pa3pylieHueM TPOMOOIIMTOB U PUTPOLIMTOB B MUKPO-
LIUPKYJIITOPHOM pYyCIIe.

Yacrora Bo3HukHOBeHUS TTII TouHo He m3BecTHa. [1lo manHbIM Torok
et al. (1995), B mepuon ¢ 1968 mo 1991 r. 3a6oneBaemocts TTII B CLLA
cocrapisina 3,7 Ha 100 000 HacemeHus [1, 2]. I[1o HEOOBSICHUMBIM TMPU-
yuHaM ¢ 1970—80-x rr. HaGmogaeTcsl HEYKJIOHHbBIH pOCT 3a00J1eBaeMOCTU
TTII. OcTaetcst HESICHBIM, CBSI3aHO JIM 3TO C YBeJIMUYeHeM 3a001€BaeMOCTH
WA 00yCJIOBJIEHO BO3pOCIIell HACTOPOXKEHHOCTHIO Bpaveil 110 OTHOIIEHUIO
K 3TOMY 3a00JIEBaHUIO M YBEJIMUEHUEM YaCTOTHI €T0 TUArHOCTUKM.

KnnHaunueckue nposiBieHust TMA 3aBUCSIT OT JIOKAJIMU3aLUK OBPEXIASHUS
MMKPOCOCY/IOB U, CJIeIOBaTeIbHO, OT BOBJICUCHUST B MATOJOTMYECKUIT TTPO-
1ecc pa3nuuyHbix opraHoB. Tak, TTII xapaktepu3yeTcsi eHTaa0ii CHMITOMOB:
TPOMOOIIUTOTICHUE, MUKPOAHTHMOITATIIECKON aHEMHUEH, TMXOPAIKO, TIopa-
JKEHMEM TIOYeK M HEBPOJOTMUYECKOW cuMNToMatnkoil. HeBpoormiaeckme
nposieHust TTII kpaitHe pa3HOOOpa3HbI U BAPbUPYIOT OT HEOOJIBILIMX HApY-
IIEHWI TTOBEACHUS W 3aTYMaHEHHOCTH CO3HAHUS IO BBIPAXKEHHBIX CEHCOPHO-
MOTOPHBIX HapyllleHU, adpazuu, cymopor u Kombl. 151 I'YC takke xapakrep-
HBI TPOMOOIIUTOITCHUST 1 MUKPOAHTHOIIATHYECKast TEMOJTUTUUYCCKAsT aHEMMST,
HO C TIpeUMYILIECTBEHHbIM TTOpaxkeHueM Todek. Takum odpaszom, ripu TTII
peo0IanaloT MPU3HAKM MOpaXXeHUsT TOJIOBHOTO Mo3ra, Toraa kak rpu ['YC
B TIaTOJIOTMYECKUIA TTPOIIeCC B OCHOBHOM BOBJIEKAIOTCS TTOUKU. Kpome Toro,
npu TTII moryr HabmogaTbcsi 00AM B KUBOTE, MAaHKPEATUT, remMaTypus,
HapylIeHUs CEepIeYHOro PUTMa, HApYIIeHMS 3peHUs. Bce 3TM CUMIITOMBI
00YCJIOBIIEHBI HApYIIEHNEM MUKPOIIMPKYIISIIIUI B pa3IMIHBIX TKAHIX M OpTra-
Hax, BKJIIOYasl KOPOHAPHBIE COCYIbI, CETYAaTKY, COCYIbl, KPOBOCHAOXKAIOIIE
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Puc. 1.1. Tpomb60oTHNYECKAA MUKPOAHTONATMA
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KeJrynoyHo-KuineuHbli TpakT (2KKT). MHTepecHO OTMETUTh, UTO B MOCJIEI -
HHE HECKOJIBKO JIET B 3HAYUTEIbHOM qoJie ciydaeB (B 5—10%) TTII manude-
CTUpPYET MOI MAaCKOI OCTPOro nmaHkKpeaTuTa. Pa3BruTre pa3BepHyTOI KapTUHBI
CUHAPOMA NTWCCEMUHUPOBAHHOTO BHYTpUCOCYIMCTOro cBepThiBaHus (IBC-
CUHAPOM), TsKesasi TIoYeuHasi, bIxaTesIbHasl, TIeYeHOYHask HEA0CTaTOYHOCTh
o0b1yHO a1t TTII He XapakTepHBI.

I'YC B TUNMYHBIX clydyasX XapakKTepeH ISl JEeTCKOro Bo3pacTa, B TO
Bpemst Kak TTII pa3BuBaeTcs y B3pOCIBIX MPEUMYIIECTBEHHO B BO3pa-
cre 40 ner. Ognako cymectByeT U apyrag ¢opma I'VC, paspupaloiascs
Y B3POCJIBIX U KIMHUYECKU BO MHOroM Heotauuumas oT TTII. Kpome Toro,
b y 40% maumentoB ¢ TTII BeIsIBAsIETCST KiiaccuuyecKasi TeHTaaa CUMIT-
TOMOB. B TO Xe BpeMsi HeBposiornyeckasi cumnroMaTtuka npu TTII ObiBaeT
BbIpaxkeHa B 78% ciyuaeB, a ipu ['YC — y Tpetu nauueHToB |3, 4]. B csizu
¢ atuM auddeperimponats I'YC ot TTII, ocHOBbIBasICh HA KIMHUYECKUX
JAHHBIX, YaCTO ObIBaeT HEBO3MOXHBIM. IMEHHO MO3TOMY MOAXOA K KJlac-
cudukanuu I'YC u TTII 661 usMeHeH. B HacTosiiee BpeMsi, OCHOBBIBasICh
Ha eIWHCTBE TATOJIOTUUECKHX MPOIIECCOB, B OCHOBE KOTOPHIX JIEKUT TMA,
I'YCu TTII oobeaunenst B moHsitue I'YC/TTII. OTneabHO BBIACISIOT JIUIITH
I'YC y nereit, BBI3bIBA€MBII IIUTATOKCHHOM M IITUTAITOHOOHBIM TOKCUHOM 1
accOLMMpPOBaHHbIN ¢ uHdekuuen Shigella wnu E. coli. DTo cBsI3aHO ¢ TeM,
YTO METOABI JeYeHUsI U UCcXoAbl Npu AeTckoil ¢opme I'YC 3HAYUTENBHO
omimyarotcst ot TakoBbix 1pu ['YC/TTII B3pocbix.

ITocie BHeApeHWS Tepallii CBEXKe3aMOPOKEHHOM TIIa3MOI M 3HAUNTEITh-
HOTro CHWXXeHUs JietaJbHOCcTU Y 00abHbIX TTII ynanoch mpociaeauTs najib-
HENIIYI0 Cyab0y 3TUX MALMEHTOB, U CTaJ0 OYEBUAHBIM, 4YTO 3THOJ0orus TTTI
XapaKTepu3yeTcs 3HAYNTEIbHBIM pa3Hoo0pa3reM, KaK 1 JTajbHellIee Teue-
HHUe 3Toro 3adosieBaHus. B HacTosllee BpeMs BbIIEISIOT HACIEICTBEHHYIO
(cemeiinyio, BpoxneHHyto) dopmy TTTI, KoTopass HOCUT Ha3BaHUE CUHIPO-
Ma Ammoy—IlIyaeMaHa 1 00ycIOB/IeHAa TEHETHUECKUM JIe(PEKTOM TPOTea3hl
VWF — ADAMTS 13, u npuobpereHnyo ¢opmy TTII, oOycaoBieHHYIO
dopmupoBanueM aHtutes K ADAMTS 13 uiau ee uHrubutopa. Myraunu
BTreHe ADAMTS 13 BBI3BIBAIOT 3HAUNTEJIBHOE CHIDKEHHE YPOBHEH 3TOTO (hep-
MEHTa B TUIa3Me KPOBY WJIN BhIpaskeHHOE HapyIIeHNe eTo aKTUBHOCTH. [1pn
TSKEJIOM, TeHeTU4YeckKu o0yciioBiieHHOM aeduuute ADAMTS 13 snuzonst
TTTII mMoryT HayaThCsl C paHHETO JETCTBA, OMHAKO y psifa O0JbHBIX 3a00J1€e-
BaHWE JOJITO MOXKET He TPOSBISATHECS BIUIOTH IO BO3ICHCTBUS KaKOTO-JIMOO
CHJIBHOTO TIpOBOLIMpYIONIero dakropa. Hampumep, TpUTTEpOM pa3BUTHS
nepBoro anu3ona TTIT y Takux 6071bHBIX MOXET CTaTh OepeMeHHOCTh. Kpome
TOTO, CTUMYJIOM K pa3BUTHIO ocTporo 3mm3ona TTIT y GoIBHBIX CO CHIDKEH-
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Ho¥ aktuBHOCThIO TTII B rmia3zmMe KpoBUM MOTYT CTaTh pa3jinyHble MH(PEK-
LIMOHHBIE 3a00JIeBaHUsI U CENTUYECKHUE COCTOSTHUS, COMPOBOXIAIOIIMECS
MAacCCHUBHBIM BbIOPOCOM MPOBOCHATUTENbHBIX IIMTOKMHOB, a TaKXe IpUeM
OpaJIbHBIX KOHTPALENTUBOB, TaK KaK COAEpXalllMecs B HUX 3CTPOTEHBI
CTUMYJIMPYIOT BBIOPOC YIBTPABBICOKOMOJIEKYISIPHBIX MyIbTuMepoB VWF 13
SHIOTEIUOLMUTOB. Y psina OOIbHBIX C BBIPAXKEHHBIM HACJIEACTBEHHbBIM AeU-
mutoM ADAMTS 13 (aktuBHOocTh ADAMTS 13 B tutasme kposu <5—10%)
TTII nmpyuHUMaeT XPOHUYECKOE DPELMIMBHPYIOLIEE TEYEHHME C POXIEHUS,
a BeAyIIMM CHHAPOMOM CTAHOBUTCS IIPOTpecCUpylomias ITodeuyHast HeIo-
CTaTOYHOCTh. BriepBhle ABYX Takux aeteil ormcaiu Schulman B 1960 1. 1
Upshaw B 1978 T., B 4ecTb KOTOpBIX Takas peuuauBupytowmas ¢popma TTII
C MPEeUMYIIECTBEHHBIM MOpaxkeHUEM MOYEK y JeTell cTaja HOCUTh Ha3BaHUe
cungpoma Ammoy—Iynemana. Ilpu peakoit BpoxaeHHoil ¢dopme TTII
peLMIMBBI MOTYT BO3HUKATh Kaxable 3—4 Hen. Takyro dhopMy 3a001eBaHUs
4acTo Ha3bIBaIOT XpoHnYeckoil peunnubupytomein TTII.

Y n1ByX TpeTeit 60JIbHBIX C OTHOCUTETHLHO 00Jiee pacIpOCTPaHEHHOM MpH-
obpeteHHo# hopmoii TTII B ciydae ycrnenHoi Tepanuy MOBTOPHBIE 330~
JIbl HE BO3HUKAIOT, TOT/Ia KaK y TPeTH OOJIbHBIX Pa3BUBAIOTCS PEIIUAUBHI [4].
Korma mMeHHO pa3oBbeTcsl pellMIuB, Tpelncka3aTh HEBO3MOXHO. Ilepron
PEMUCCUN MOXKET JUTUTHCSI OT HECKOJIBKUX JTHEH 0 IeCSITKOB JIET, OMHAKO
HauOoJiee 9acTo PelManB pa3BUBaeTCs B TEUEHUE TO/1a TTOCTIe TIEPBOTO AU -
3oma TTII. Tpurrepamu pa3BuTHs pellAMBa MOTYT CIYXKUTb O6pEMEHHOCTb,
XUPYPruyeckoe BMEIIaTeIbcTBO, MH(MEKIINS, BAKITMHALIMSI.

KNACCUDUKALINA

B Hactosiiiee Bpemsi mpuHsATa ciaenyromnas kinaccubukauus TMA
(tabn. 1.1).
Tabnnya 1.1
MaTonoruyeckue npouecchbl, aCCOLUUPOBAHHbLIE C TPOMOOLUTONEHUEN
M MUKPOAHrUonaTU4ecKum remMmoniu3om

Tpom6oTHyeckass MMKpOaHruonaTus

Tmh:
* 1ehMUMT aKTUBHOCTYM NpoTeasbl dpaktopa hoH Bunnebpanpa (VWF) ADAMTS 13;
* CEMeNHan — BPOXK[EHHAsA, XPOHNYECKas peLnamnBupytoLas, CuHLpom Anioy—
Lynbmana (nedoekt reHa ADAMTS 13, nocTosHHOE CHYKeHMe akTueHocT ADAMTS 13
B nnasme Kposu 1o 5-10%);
* NPUOBPETEHHAA — CMOPAAMYECKas, PeLnaNBUPYIoLLas B TPETU ClyYaes (MHIMOUTOPBI
ADAMTS 13 unu aytoantutena IgG k ADAMTS 13, koTopble BbisiBNAtOTCA y 44-94%).




16 nasa 1. TpomboTU4ECKAs MUKpOAHTMonaTus

Oxonuanue maon. 1.1

Tpom6oTu4eckas MMKpoaHruonaTus

ryc

TunuyHas (anuaemuyeckas) opma: LWNraToKCUH-accoLmmpoBaHHblil [YC y peteil.

ATuUnNNYHbIE OPMbI:

* CeMeliHas/HacneACTBEHHAA/BPOXIEHHAA/XPOHNYECKAs peLnanBnpyroLLas (opmbl
(medpekT thaktopa H, komnoHeHTa komnnemeHTa C3);

* NPUOBPETEHHAs/CopaanNyeckas (aHTUTena K KOMMNOHEHTaM KOMMIEMEHTa).

BropuuHas copma I'YC/TT:

* UHLYLMPOBAHHASA NEKAPCTBEHHBbIMI NpenapaTtamm (TakuMn Kak opanbHble
KOHTPALLeNTUBbI, UHTMOUTOPBI (DYHKLIMA TPOMOOLUTOB KNOMUAOTPEN U TUKIONUAKH,
UMKnocnopuH A, Mutomuumnt G, TaKponumyc, reMmuntabuH, KOM6UHMPOBAHHAS
NPOTUBOOMYXONeBas Tepanus);

* MOCTUHMDEKLMOHHAA (S. pneumoniae);

* TPAHCNAHTALMS KOCTHOTO MO3ra;

* ly4eBas Tepanus;

» 6EPEMEHHOCTb;

* CUCTEMHble 3a60/1eBaHus [CUCTEMHAA KpacHas BonvaHka (CKB), aHTuocdonunuaHsii
cungpom (A®C), BackynuTsl];

* ynoTpe6reHne ankorons;

* MeTacTaTN4eckne onyxonu;

* XMPYPruyeckme BMeLaTenbCTBa,;

* OCTPbIA pecnmpaTopHblit guctpecc-cunapom (OPLC);

* MonaTnyeckas.

IOBC-cunppom.
Mapokcu3manbHas HOYHas remorno6unypus

TAXEJIbIE ®OPMbI FECTO3A KAK NPOSABNIEHNE
TPOMBOTUYECKOW MUKPOAHIMONATWUW: HOBbIW B3rnfaf
HA KIINHWYECKYHO KAPTUHY

B 1954 1. Pritchard et al. BnepBble ONKCAIN TPU ClIydyasi FecTo3a, MpU KOTO-
PBIX HAOIIOAATMCh BHYTPUCOCYIUCTBIN TeMOJIN3, TPOMOOLIMTOIIEHUS M Hapy-
meHue GyHkumuu nedeHu. B 1976 r. Pritchard onvcan 95 KeHIIUH C TECTO30M,
y 29% w3 HuX HabJOAaIaCh TPOMOOLIUTONEHNS, a y 2% — aHeMus. B 310 Xe
BpeMst Goodlin orticai 16 KeHIIMH ¢ TSZKEJTbIM TeCTO30M, COIMPOBOXKIABIIM-
¢Sl TPOMOOILIMTOTIEHUE U aHEMMEN, Y Ha3BaJl TaHHOE 3a00J1eBaHUE «BEJIMKUIA
rojapaXxarejib», TakK KakK IPOSIBJICHUST T'eCTo3a MOTYT OBITh HEOOBIYATHO pa3-
HooOpa3Hbl. TepmuH «HELLP-cunnpom» (Hemolysis, Elevated Liver enzymes,
Low Platelets) BnepBble ObUI BBeAEH B KJIMHWUYECKYIO TpakTUKy Weinstein
B 1982 r. nj1s1 0603HaUYE€HMS Ype3BbIYATHO MPOrpecCcUpyronieil hopMbl recTosa,





