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TpomOoTuueckass TpomOoruronenudeckas mypmypa (TTII), Takxke m3BecTHa Kak 00JIe3HBb
MomikoBHIIa — 3TO PEIKOE KU3HEYTpOXKaroIIee 3a00I€BaHNE KPOBH, OTHOCSILEECS K TPYIIE TPOM-
OO0THYECKMX MUKPOAHTHOIATHI U XapaKTepU3yIoLieecsl BHYTPUCOCYIUCTHIM I'eéMOJIM30M, TPOMOOIIH-
tonenueit (<100x10%1) n 06pa3oBaHHEM TPOMOOB B MEIKUX COCY/aX, YTO IPUBOIUT K HEJOCTATOU-
HOCTU KpOBOCHA0KeHHsI OpraHoB. 3a00J1eBa€MOCTh B MUPE COCTaBJIseT 2 Ha 1 MIIH HaceleHusl, Mpu-
YeM JIMIIA )KEHCKOTo 1mojia 60Jer0T B 3-4 paza yarie, 4eM JHUIa MY>KCKOTro 1oJia.

Llenpro maHHOW pabOTHI SABISIETCS COOp, aHAIU3 M 0000IIeHHEe HH(OPMAITMK O TTaTOTCHE3e
JTaHHOTO 3a00JICBaHMS, @ TAKXKE OMMCAHUE MOJICKYJISIPHBIX MEXaHU3MOB €r0 Pa3BUTHSI.

B xoze BbIMoOIHEHHs JaHHOU pabOThl OBLIM MPOAHATM3UPOBAHBI U U3YUYCHBI JAHHBIE OTEYe-
CTBEHHOW M 3apy0eXHOI JuTepaTypsl. BT U3ydeHsl crocoObl peryisanun akTUBHOCTH (hepMeHTa
ADAMTSI13, u mexanusMm ero BzaumoeictTeus ¢ pakropom BumneGpanna.

OCHOBHYIO pOJIb B pa3BUTHHU TPOMOOTHYECKON TPOMOOIIMTONCHUYECKOH My PITYPHI UTPAET He-
nocratouHasi akTuBHOCTH ¢epmenta ADAMTS13 (A Disintegrin and Metalloprotease with
ThromboSpondin type 1 motif, member 13). B Hopme ADAMTS13 cunre3upyercs B kiietkax Uto B
MIEYEeHHU, U, BBIXOJI1 B KPOBOTOK, B3aUMOeicTByeT ¢ A2 nomeHoM ¢akropa Bumnedpanna (VWF),
pacuierisisi ero. B pe3ynprate B3auMOJCHCTBUSI CHIXKACTCS aKTHBHOCTH (D)aKTOpa, YTO YMEHBIIAET
BEPOATHOCTH CIIOHTAHHOT'O TPOMOOOOpa30BaHUSI.

B 3aBucuMOCTH OT maToreHesa BBIISISIOT Be (POPMBI TaHHOTO 3a00JIeBaHUS — BPOXKICHHAS,
TaKkXke M3BeCTHa Kak cuHapoMm Ammoy-lllynsmana, n npuoOperenHas. [IpuumHON BpoKAEHHON
(GOpMBI SBISETCSI ayTOCOMHO-PELIECCUBHAs MyTalMsl TeHa, kogupytomiero ¢pepment ADAMTS13, B
TO BpeMs Kak NpuoOpeTeHHas, OHa K€ HMMYHOOIIOCPEJOBaHHas!, BO3HUKAET B pe3yJbTaTe 00pa3oBa-
HUS ayTOAHTHUTEI K TaHHOMY (epMeHTy. B cirydae BposKIeHHOM HETOCTaTOYHOCTH WITH HAJTMYHS aH-
tuten K ADAMTS 13, pepment He criocoOeH paciieiats noiaumep VWFE, 4To NpuBOIUT K BHYTpH-
COCYMCTOM arperaliuu TPOMOOIUMTOB U 00pa30BaHUI0 MUKPOTPOMOOB, COCTOSIIIUX U3 (GUOpUHA U
¢dakTopa Bumnebpanna. Takue TpoMOBI 3aKyIIOPUBAIOT COCY/Ibl MUKPOLIMPKYISTOPHOTO pycia, Ipu-
BOJIS K UIIIEMUU OPraHoOB U TKaHel. Hanbosee yacTo onucaHHbIE MPOLIECCH BOSHUKAIOT B TOJIOBHOM
MO3re, MOYKax U MUOKapAe, peXe — B JETKUX U MEUYEHH, YTO BHI3bIBAET KIIMHUYECKYIO CUMIITOMA-
THKY.
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