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° KpaTkoe onucanue

Cunnpom Anmoy-Illynemana (USS) — penko peructpupyemasi BpOsKIoeHHas
dbopma TpoMOOTHMUECKOI TpoMboIMTOoneHn4YecKkoi mypirypsl (TTP),
BO3HMKAMOIIAs B pe3y/ibTaTe MyTal[iii B TeHe MeTa/JIONPOTeMHa3bl
ADAMTS13 (A Disintegrin And Metalloproteinase with a
ThromboSpondin type 1 motif, member 13), paciuervisioniei ¢pakTop
don Bumnebpanga (VWF). Ieduuyut ADAMTS13 criocobCcTBYeT pasBUTHUIO
MMKPOTPOMO03a, BbI3BAHHOTO COXpPaHEHMEM CBEPXKPYITHBIX MYIbTMMEDPOB
VvWF B kKpoBooo6paiieHuy. COriacHO HEMHOTOUYMCIEHHBIM MCC/IeTOBAHMUSIM
C yyacTueM 6epeMeHHbIX KeHIIMH, HeOJHOPOJHOCTD IIPOSIBJIEHMT
3aTpyAHMUIA AMArHOCTUKY 3TOM MmaTosoruu. 3abomeBaHe BO3HUKAET
HEOXMIAHHO ¥ CBSI3aHO C MOBBIIIEHHBIM PUCKOM CMEPTU MaTepu U Iiofa.

e AKTya/lIbHOCTDb

Cunzpom Anuoy-llynsmaHa
XapaKTepusyeTcs
TPOMOOLIMTOIIEeH e U
reMOJIMTUYECKOM aHeMM el C
KIMHUYECKUMMU TTOCTeACTBUSIMU
TpoM6b03a. PacmpocTpaHeHHOCTb,
COIJIACHO IOC/IeJHEMY
MeXO0TpPacjieBOMY UCCIeJOBAHMIO C
UCIIO/Ib30BaHMEM MeTa-aHa/In3a,
cocrtaBwia 13-19 ciyyaeB Ha 1 MiH
yenioBek B EBporne u CIIA.

enp

MaTepuajbl 1 MEeTOIbI
[esib MccnemoBaHus — MPOBECTY aHAJIN3
aKTyaJIbHOCTY AMATrHOCTUKN T€HEeTUYEeCKOTro
nedexra ADAMTS13 npu BpoxkaeHHoit TPP,
OIpene/nTb IMPaKTUYHOCTh U
IIPOAYKTUBHOCTDb TEXHOJIOTUIA,
TIPMMEHSIEMBIX [IJI Tepariuy BOSHUKAIIINX

dKYIIEePCKUX OCJIOKHEHU °)’IMTepaTyprIe

BbIT IPOBeZieH KOMIIbIOTEPHBIIi OVMCK MCTOYHMKM
JIUTEPATYPHI C UCIIONb30BAHMEM PA3INUHbIX S iulthond-paset thromboti miemgapathy mth sere
6a3 JAHHBIX, BHMUMAaHMe COCPeLOTOYeHO Ha 2 Kemre K Voter & Sonlesmar .. Stbmomprah
TMOC/IeIHX pa3paboTKax B 06/1acTH in Unshon Sebimen symdoome ) Hoetasetlonge, 005 Moy
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e PesynbTaThl

dusuonormnueckasl pojib MyjabrumepHoro VWF 3akmtouaeTcs B

obecrieueHUy aare3uy TPOMOOIIMTOB K CyOIHIOTENNATbHOMY

MaTPUKCY B YCJIOBUSIX TTIOBPEXIEHMS COCYAa M reMOAMHAMMUYECKOTO

cTpecca. B ycnoBusix abcomoTHoro geduirta ADAMTS13 vWF

HaXOOUTCS B «He0OpaboTaHHOV» (CBEPXKPYITHOM MYJIbTUMEPHOI) GopMe U
MIMKPOCOCY/Ibl OKa3bIBAIOTCS ITEPEKPBITHI TUTAaHTCKUMU
YIbTPAaBBICOKOMOJIEKYIIPHBIMU VWEF, Ha KOTOPBIX OCemaeT BCe BO3pacTaroliee
KOJIMYECTBO TPOMOOLIMTOB, 00pa3yst 6JOKMPYIOIIe MUKPOCOCYAVCTOE PYCIO
TPOMOOIIMTapHbIe TPOMOBI. MUKpPOAHIMONATHS IPUBOAUT K PparMeHTaLN
SPUTPOILUTOB ¥ 0OPA30BAHMIO IIN3OLUTOB.

[TepBbIiMU KIMHMUYECKMMM mpu3HakaMy USS SBJSIIOTCS OCTpasi MUKPOAHTMOTIIATHS,
XapaKTePU3YIOIIASICI MUKPOAHTMOMIATUUECKOM TeMOJIUTUUECKON aHeMMei, TSKeoin
TPOMOOIIMTOIIEHNEN Y COCYAMCTBIMU MUKPOTpOMOaMu. B pe3ynbTaTe Bo3HMKAIOIIVE
UIIeMuYecKe MmopakeHusI

MOTYT ITOPaskaTh JII000 OpraH, BKIOUas IJIalleHTY.

Bo BpeMs1 6epeMeHHOCT M3MEHEHMSI B CMCTEMe remMocTasa

MpeapacIioyaraloT NalMeHTKy K TMIIepKOoary/siunu. boabIIMHCTBO OOIbHUILI
TEXHOJIOTMYeCK) He OCHAIIeHbI IJIsl IOCTAHOBKM MPaBUJIbHOTO ¥ ITOJTHOT'O
IMarHo3a, ¥ B HACTOSIIee BpeMs TeparieBTuYeckoe pelieHne

MOSKET ObITh OTJIOKEHO M3-3a JIETKOCTU IOMYIeHMsI OINOOK B

onpepeneHuu natoinorn ADAMTS13, uTo npuBOOUT K 3aZiep>KKam

¢ ¢haTaJbHBIMM TIOCIEICTBUSIMU A1 OepeMeHHOIA.

e BpiBoabI

AKyIIepbI-TMHEKOJIOTY TO/KHBI ObITh

OCBEeIOMJIEHBI O PEIKOM M CMepTeIbHOM 3a00/1eBaHUM —
TPOMOOTMUECKOV TPOMOOIIUTOIIEHUUECKO ITypIType Ipu
cuHapome Anmnoy-IlynbmaHa. YcTaHOB/IeHME TIPaBUIbHOTO
IMar’osa ¢ nomoiubo onpeneneHnss ADAMTS13 u nipoBeneHus
IOTIOJIHUTEIbHBIX TECTOB — KJII0UeBOe COOBITUE MJIST JOCTVKEHMS
TOJIOKUTEILHOTr0 Mcxona. HacTosiTelbHO peKOMEeHAYITCS
MEXOUCLUIUIMHAPHbIE TOAXOMbI.

BepemennocTs ¢ USS craHeT oHOI 13 OCHOBHBIX 00JIacTei
aKyIlIepCKUX paspadoTOK B OMsKaIIMe ro/Ibl, HEOOXOIVMbI
IaJbHeNIIe accollMaTUBHbIe ¥ BBICOKOKayeCTBeHHbIe
uccaemoBaHus A1 GOpMUPOBAHUS TYUIIMX TepaneBTUYeCKUX
MHHOBALIMI1 ¥ BO3MOXKHOCTEI B OyIyILEM.



