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TPOMBOTHUYECKASI TPOMBOLUTOITEHNYECKASA ITIYPIIYPA
(BOAE3Hb MOIIIKOBUIIA): OB30P AUTEPATYPHI
N KAMHNYECKOE HABAIOAEHUE 3ABOAEBAHUA
Y PEBEHKA 7 AET

1Poccutickuit yHuBepcuTeT APy KOBI HAPOAOB, ZMOPO30BCKast ACTCKAsi TOPOACKAsT KAMHMYECKAasi GOALHHUIIA,
3AeTcKasi TOpOACKAst KAMHMYeCKasi OABHMIIA CBSTOTO BraauMupa, 4PoCCHMCKUM HAaITMOHAABHBIM HCCACAOBATEALCKIHI
MeAUIUHCKUY yHUBepcureT uM. H.V. ITuporosa, SPoccuiickas MeAUIIMHCKAst aKaAeMUsT HeIIPEePLIBHOTO
npodeccroHaALHOro 06pasoBanus, STopoackas Kaunnueckast GoabHuiia Ne 52, Mocksa, PO

Tpomo6oTnueckas rpomoonuronesuyeckad nypmnypa (TTII) — sTo peakas k1uHNYecKas (popmMa TPOM-
ooruueckoit mukpoanruonatuu (TMA), xapakTepu3ymasacsa TPUAA0NH CHMIITOMOB, BKJIHOUYAIOIIEH
HEMMMYHHYIO0 T€MOJUTHYECKYI0 aHeMUI0, TPDOMOOIIUTONIEHUI0 M MOJNOPraHHble HapyuieHusd (mopa-

:keHue nouek, I{HC, xerkux, cepaua, skejiygo4YHO-KMIIEYHOTO TpakTa). Hapymenue pyHKIuUil sKu3-
HEHHO Ba’KHBIX OPTaHOB O0YCJIOBJIEHO MHUKPOTPOMOO3aMuU U MIIeMUell TKaHei. ITO eTUHCTBEHHAS
dopma TMA, umeromasa 100% madoparopuoe nmoareepskaenue. [Ipmunna TTII — aGcomroTHBIN Tedu-
I[UT WK CHUSKEHUE aKTUBHOCTU MeTautonporea3sl ADAMTS13, koTopbie IPUBOAAT K MOBBIIIEHUIO

TOAOT' A

KOHIIEHTPAI¥ B KPOBOTOKE CBEPXKPYNHBIX MyJbTHMepPOB (harkTopa ¢on Buiamedpannma, o6aamaro-
X BHICOKOU a[ir€3MBHO M arperauioHHON aKTHBHOCTHI0. Y poBeHb ADAMTS13 menee 10% caunme-
TEeJIBCTBYET O BEIPAKEHHOM Je(HIIuTe MeTAJJIONPOTea3kl, MPeJoNpeeIaioNeM Pa3BUTHE TAMKEIbIX
TpoMOoTHUecKuX ocaoxkHeHuil. [luarnoctuxka TTII ocHoOBaHa HA aITOPUTME BHISBJIEHUS U MOITBEPIK-
IeHus cuMnToMokoMiuiekca TMA u MCKIIOUeHU A IPYTUX BAPUAHTOB IePBUYHOM U BropuuHoii TMA,
KOTOPBIMH SABJISIOTCSA TUINYHBIA ¥ aTHIWYHBIA I'eMOJNTHKO-YPEMUYECKUI CHHAPOM M MHOSKECTBO
BropuuHbix TMA. B craTthe nmpencraBieHo kananueckoe Habmogenue TTII y 7-meTHero majasunka.
PebGeHok mocTynmi B CTalMoHap IO YKCTPEHHBIM IOKAa3aHUAM C 'KajI00aMu Ha IOBBINIEHUE TeMIle-
patypsI Teaa xo 40,7 0C, rosoBHyI0 60JIb, BIAKHBIA KallleJb, JKeJITYXy, IeTeXuaabHble 3J1eMeHThI Ha
KOKe, moTeMHeHNe Moun. IIpu o6creqoBannu B 001IeM aHA/IW3e KPOBU O0OHAPY KEHBI TAKeJas aHe-
vus (Hb 46 r/x), orcyrcrBue TpomGonuTos; yposerb ADAMTS13 cocraBun 4% . Knnauueckas kap-
THHA, NPEJCTaBJIeHHAA CHMITOMOKOMILIEKCOM IOJMOPraHHBIX HapyIIeHMH, BKIIOYAIONINX, KpoMe
THIIMYHBIX JJIF JAaHHOTO 3a00JIeBaHN S MOPAKEeHUA ITI0YEK 1 TOJIOBHOTO MO3Ta, TAKJKe IMOPaKeHUI JIer-
KHX U IJ1a3, 1abopaTopHbIe JaHHbIe M0o3BoamIu quarnoctuposats TTII. IlanuenTy 6b1y1a HA3HAYEHA
maToreHeTHYeCKas Tepamnusd, Ha (poHe KoTopoil mocTurayra pemuccus TTII, ogHako Tskeioe Hile-
MHUYeCcKoe ImopaxxeHrue He(h)pOHOB C KINHNKO-I1a00paTOPHBIM KOMILIEKCOM II0JJHOTO He()POTHIECKOTO
cuHApoMa Ha npoTsakeHnu 8 mecaues or gedora TTII He uMeeT MOJTHOM Ta00PATOPHOM PEMHCCHH.
B craTse nmpeacTaBiieHBI HOBBIE TaHHBIE O IATOTE€He3e 3a00JieBaHNsA, AUarHoctTuke u jgeuenun TTII.
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