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HccaedosaHvl yacmomel anneneli u 2zeHomunog 04 5 nosaumopgusmog y 300poswvix Ha6aA100aeMblX OMKPbIMOL
3a6atikansckoll nonyaayuu. Ilpu uzyyeHuu azpezayuu mpom6oyumos MakCuMaabHble ee 3Ha4eHusl Haba0aauch
y Hocumesell mpex u 6o1ee Mymaumuoix aaieset (p < 0,05). Paduyc aepeecamos y amoti sice epynnwl uccaedyemoix
6bL/1 MAKCUMAAbHBIM AUWD NPU U3yHeHUuU cnoHmaHHol — 1,7 + 0,4 onm. ed. (p < 0,05) u koanazeH-uHAyyupo8aHHol

azpezayuu - 7,6 + 2,5 onm. ed. (p < 0,05).
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Allele and genotype frequencies of 5 polymorphisms were studied in healthy population in Transbaikalian region. High
percent of spontaneous and inductive aggregation were observed in subjects with three or more mutant allele (p <
0,05). These subjects developed maximum radius of aggregates only in spontaneous - 1,7 *+ 0,4 opt.un. (p < 0,05) and

collagen-induced aggregation - 7,6 + 2,5 opt.un. (p < 0,05).
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BBEAEHUE

Ha cero/iHAIIHUH JIeHb, B CBSI3U C yCIIEXaMH B IOHU-
MaHHUH POJIK TPOMOBOLUTAPHBIX PELIENITOPOB B IIpoLieccax
TpOM6006pa30BaHMs], AaTEPOCKJIEP03a M aHTHOTeHe3a, BCe
6oJiee MpUCTaJbHOE BHUMAaHHUE UCCIe[i0BaTesIed cTaniu
NpHUBJIEKATh reHeTH4Yeckue GopMbl mosuMopdusMa
TPOMGOIUTAPHBIX MPOTEUHOB B KaueCTBe IPUYHHBI [0-
BBIIIEHHOH HAKJIOHHOCTH K apTepHabHBIM TPOM603aM.
TeM He MeHee, pOJib FeHeTUYEeCKUX 0JIUMOPPHU3MOB Get-
KOB PasJINYHBIX PELeNTOPOB NIPH 3TOM He O/JMHAKOBas,
a UMewIrecs Ha CerOAHSIIHUN JeHb JaHHble BecbMa
npoTHBOpeYnBEl. O/JHAaKO yXKe 06HApYKeHa HeKoTopast
B3aMMOCBsI3b MEX/y TeMH WU UHbIMUA GOpMaMH MO-
JMMop¢$H3Ma TeHOB TPOMOGOLUTAPHBIX PELENTOPOB U
TpoM603aMu [1-5, 7]. B COOTBETCTBHUU C UMEKOIUMHUCS
npeCTaBJeHUSIMUA TPOMOOLUTHI HUPKYJIUPYIOT B KPOBH
B OTHOCHUTE/IbHO HEAKTHBHOM COCTOSIHUH U He B3aUMO-
JNeUCTBYIOT C MHTAaKTHBIM 3H/0TEJHEM, BbICTUIAOIAM
KpOBEHOCHbIEe cocy/bl. OJIHAKO MOTMMOPGU3M HYKJIEOo-
TH/Ia B PETYISTOPHOM y4acTKe reHa MOXKET HapyllaTh
CTabUJIbHOCTb MPOTEUHA U MOJYJHUPOBATb YPOBEHD
3KCIIPECCHU pPelleNnTopa Ha MOBEPXHOCTH TPOMOOIUTA,
H3MeHsIsl ero QyHKIMIO JaXKe B YCJIOBUSIX HOPMBI [1].

Ilesib paGoOThI: OLIEHUTD YaCTOTY HOCHUTEIbCTBA I'e-
HETHUYEeCKOro NoJUMOpdr3Ma HEKOTOPBIX 6EJTKOB TPOM-
6onutapHbix penentopoB (GplaC807T; GplllaT1565C;
GplBaC434T; P2RY12 H1/H2; SELPG1087A) y 310pOBbIX
pe3u/ieHTOB 3abaiikasbCKOro Kpas, IPOKHUBAIOLIUX B T.
UuTa; BHISIBUTH QYHKIMOHA/TIbHbIE U3MEHEeHHsI mapaMe-

TPOB COCYAMCTO-TPOMOGOIIMTAPHOI0 reMocTasa (CIoH-
TaHHasl ¥ UHAYLUPOBAHHAsl arperalus TPOMGOIUTOR)
B TpyIIIe HAaGJIIOJeHUSI.

MATEPWAJ1bl U METO bl

['pynny HabuswoaeHus cocTaBuau 198 Hepo/cTBEH-
HBIX Pe31/IeHTOB OTKPBITOM NonyaLny 3a6aiikaabCKOTO
kpas (129 xxeHiuH, 69 My>k4uH) B Bo3pacte 28,5 + 14,1
JieT. MeToI0M UCC/IeJ0BaHUS TOCAYKHUIIA TOJTUMePa3Hast
LielHasi peakLus ¢ JeTeKL el poyKTa aMIIMUKaL U1
B arapo3HOM reJie, JM60 B peKMMe peaJbHOr0 BpeMeHU
(ammindpukatop « MAXYGENE», lepmanus; «JT-96», Poc-
cus1) Ha reHoMHOH /IHK sefikoniutoB nepudepuyeckoit
kpoBu ([AHK-akcnpecc kpoBb, HII® «Jlutex», Mockaa)
C UCIO0JIb30BaHMEM KOMILJIEKTa peareHToB «[eHeTHKa
TpoMb6opunnmn» (000 «JHK-TexHosorusi», MockBa) v oT-
JilebHBIX SNP-Ha60pOB, COOTBETCTBYIOLIUX 3asIBJIEHHOMY
nosuMopduamy (HIIP «JIutex», Mocksa).

[TepBUYHBINA reMoCTa3 (CIOHTAaHHAs U UHAYIIUPOBAH-
Has arperaToMeTpusi) U3ydascs 0 TypOoUAUMeTpUye-
CKOMy MeTo/iy BopHa c momolbio JJa3epHOT0 aHaJIM3aTo-
paarperarnuu BIOLA (HIT® «buosnay, Poccust). B kauecTBe
MH/IYKTOPOB arperalnyy UCnoJ/ib30Baluch pacTBopbl AZID
pa3HbIX KOHLeHTpalLui, Kojjlareda — 1 Mr/mJ, ajijpeHa-
JavHa - 1,25 Mkr/mi, pucromunuHa - 0,8 mr/ma (000
«TexHosiorusa ctangapT», bapHayu).

M3y4aeMble MoKasaTeau NpescTaBeHbl B BU/Jie OT-
HOCHUTEJIbHBIX BEJIMUUH, CPeIHUX BEJIMYMH CO CTAaHJAPT-
HBIM OTKJIOHeHHeM (M # §). /I/1s1 OLleHKH COOTBETCTBHUS
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pacnpe/ie/ieHUi reHOTUIIOB 0XKU/iaeMbIM 3Ha4eHHUSIM IPU
paBHOBecuu Xapau-BaitHGepra u AJi cpaBHeHUs pac-
npejieJleHUH 4acTOT reHOTUIIOB U aJljlesled B [iByX Cy6-
HOMYJISILMSIX UCI0JIb30BAJICSI KPUTEPHUH X* C MONPABKOM
Heteca. [lns cpaBHEHUs CpeIHMX BEJIMYMH NPUMeEHSICH
kpuTepuit ManHa - YutHu (U-TecT). 3HaYeHUs YPOBHS
p < 0,05 paccMaTpuBaIXCh KaK CTaTUCTUYECKH 3HAYU-
Mble. CTaTUCTHYecKasi 06paboTKa JaHHBIX IPOBOAUIACH
C UCMOJIb30BaHWEM POrpaMMHOTO NakKeTa Statistica 6.1
(StatSoft, USA).

[IpoBesieHMe UCCIeJOBAHUSA 000PEHO JIOKAJIbHBIM
atuyeckuM komutetoM ['OY BIIO UI'MA, npoTokout Ne 2
ot 06.11.2009 .

PE3YJIbTATbl U OBCY>XAEHUE

Bri60p reHeTndeckoro nosuMopdusmMa npoauK-
TOBAaH HaM MHOTOYMCJIEHHBIMU paboTaMH 10 ero ¢e-
HOTUIUYECKOMY MPOSIBJEHUIO B Pa3HbIX MONY/IALUAX.
B pa6oTtax E.E. 'eprecoBo#t (2011) oTpakeHa yacToTa
nosuMopdusma unterpunoB (Gpllla (Leu33-Pro), Gpla
(C807-T)) B 3abaiikaybe U BIUSIHHUE HOCUTENbCTBA I10-
cleHUX Ha QYHKIMIO TPOMOOLUTOB, OAHAKO C Y4E€TOM
MOSIBJIEHHS] HOBBIX JIaHHBIX HAa OOJIbIIEM KOJHUYEeCTBE
HaO6JII0/IeHUH HACTOSIIMNA BONPOC BHOBb OBLI MOAHST
JUIS1 0OCYXKIeHUSI.

B pesynbTaTe uccies0BaHUs 06HApYKeHbl BCe UC-
KOMble MYTalli¥ B TOMO- U F€TePO3UTOTHOM COCTOSIHUHU
C 4YaCTOTHBIM MOJAYUHEHUEM 3aKOHY Xap6u - BaliHOep-
ra. B Tabaune 1 npezacraB/ieH aHaIU3 pacnpeseseHus
annenelt (fosu) v reHoTunos (%) usydyaeMmbix SNP-
noIMMOpPU3MOB B HAGIIOAAEMOU MOMYIALUHU.

Kommuiekc GPla/Ila urpaeT ocHOBHYIO poJib IIPH afi-
re3uy TPOMOOIMTOB K KOJIJIareHy, a TAKXKe Y4acTBYeT B
aKTHUBALMU U CTAaOUJIbHOH aZire3uy TPOMOOLUTOB K 3KC-
MOHUPOBAHHOMY Cy63H/0TeJHI0 COCy0B. [[oMUMO TPOM-
60UMTOB 0231 MHTErPUHOBBIN peLeNTOpP NPUCYTCTBYET
Ha ¢ubOpob6IacTaX, aKTUBUPOBAHHBIX T-TMMPoIUTaX,
3MUTENNANbHBIX U 3H0TEJNATbHBIX KJeTKax [1, 7, 13].
BrIsIBJIEHO HECKOJIBKO MOJTUMOPPHBIX BAPUAHTOB 3TOTO
KOMILJIeKCa, 06yC/I0BJIEHHbIX BapUabeJbHOCTbIO reHa

GPla. HykneotugHas 3amMeHa C Ha T B no3unuu 807, He
NPUBOJSALIAS K 3aMeHe aMUHOKHCJIOThI, aCCOLMUPOBaHa
C MOBbILIEHHEM IIJIOTHOCTH pelielTopa Ha TpOMOoLUTe
Y yBeJIMUeHHeM UHAYLHPYyeMOH KoJlJlareHOM arpera-
uuu TpoM60onuToB. Assiesib 807T BcTpedaercs y 35 %
npeJcTaBUTeNel KaBKa3CKOW packl, YyTh pexe — Cpesu
adpoamMepuKaHIeB U 60Jiee XapaKTepeH [J1s1 KOPEHHOT 0
HaceJieHUs1 AMepUKHU. B HalleM ucc/iel0BaHUU 4acToTa
HocuTenbcTBa 807 T-annens HaxoAUTCA B Mpefesax
0,37, c He3HAYUTEJNbHBIM pa3JUYUEM IO MOJOBOMY
NpU3HaKYy: y xKeHIuH - 0,29,y my»xuuH - 0,41 (p > 0,05)
[1, 4]. B 3a6aiika/ibCKO# MOMYJSIUK BbISIBJIEHO CJIENy-
oliee pacnpegesieHre reHotunos: Gpla807CC - 44,8 %,
Gpla807CT - 36,9 %, Gpla807TT - 18,3 %, uTo conocra-
BUMO C IaHHBIMU B IPYT'UX POCCUNCKUX CYOIONYISILUAX.
OZiHAKO OTMeuYeHo, YTO 60JIbLIas YacTOTa MyTAHTHOTO
aJljieJisi B TOMO3UTOTHOM BapUaHTe BCTpevyaeTcsl cpefu
MY>KUMH, HEeXeJIU cpeJiu *KeHIUH: 23,3 % npotus 15,5 %
cooTBeTCcTBEHHO (p > 0,05 %) (Tabs. 1).

letepogumep GPIIb/I1la sBsisieTcss HanboJiee MHOTO-
YUCJEeHHbIM IOBEPXHOCTHBIM peLeNTOPOM TPOMOOLH-
TOB, KOTOPbIM aKTUBUPYETCSl B pe3y/bTaTe Iepejadyn
curHazsa ot peuentopoB aaresuun GPVI u Gplb/IX/V,
peLenTopoB, CBA3aHHbIX ¢ G-6esKoM (HampuMep, pe-
yentopsl TpoM6uHA PAR-1 1 PAR-4), u penentopoB A[[®
(P2Y1u P2Y12). B npouecce Ca2+-3aBUCUMOUN aKTHBa-
LMY KOMILJIEKC NpeTepneBaeT psj, KOHPOPMalMOHHBIX
M3MeHeHHUH, KOTopble 06eCeYruBalOT BO3MOXKHOCTh
CBSI3bIBaHUs TpoMbouuTa ¢ pubpuHoreHom [1, 4, 5,
8]. I'enbl, kopupytomue GPIIb/II1a, okanu30BaHbI Ha
JJIMHHOM IlJIeye xpoMocoMbl 17. K HacTosileMy BpeMeH!
ONMCAH psAJ, MyTaLUH, NPUBOASALIUX K IOJUMOPOUIMY
retepoaumepa GPIIb/Illa [7, 15]. Han6osbmuii uHTEpEC
npeJCcTaBaseT TOJbKO TOYKOBAs My Talusl, IPUBOJSAILAs
K 3aMeHe JIel1{Ha Ha IPOJIMH B 33-M [10J10KEHUHU 6eJika
GPIlla. /lanHasi 3aMeHa NPUBOAUT K KOHPOPMAILHOHHOMY
“3MeHeHUI0 N-TepMUHaJbHOU AUCY/IbPUIHON METIU
GPIlla, oTHOCSALENCA K CAUTY CBSI3bIBaHUSI GUOPUHOTEHA.
3amelleHue JlelLIMHA IPOJIMHOM 06YC/I0BJIEHO 3aMeHOH
T Ha C Bak3oHe 2 rena GPIlla B mosioxkenuu 1565. Annesnb

Ta6bnuya 1

YacTtora BcTpeyaemMocTu anneseii  reHoTUnoB n3y4aembiX MoJIMMop@duU3MoB y pe3unieHToB
Babavikanbckor nonynsuuv B reHgepHom acnekrte (n = 198)

YacrtoTa annens, p YacTtoTa reHoTMna, %
Monumopdusm Annenb FeHoTun
B rpynne XKeH Myx B rpynne KeH Myx
Gpla (ITGA2) -807C 0,63 0,71 0,59 -807cC 44,8 48,1 40,6
Phe224Phe —807T 0.37 0.29 0.41 —807CT 36,9 36,4 36,1
: : : _807TT 18.3 15,5 23,3
Gpllla(ITGB3) | -1565T | 0,82 0,81 0,82 ~156sTT 138 129 1
Leu33Pro ~1565C | 0.8 0,19 0,18 ~1565TC 16,4 17,0 15.9
: : : _1565CC 10,0 101 10,0
GplBa (GpIB-IX-V) | —434C 0,89 0,89 0,89 —434CC 81 79,0 /83
Trpl45Met —434T 011 011 011 —434CT 214 20,2 217
p ' ' ' —434TT 0,5 0,8 0
H1/HL 74,1 72,9 754
P2RY12 n 8’22 8’%’ 8’22 H1/H2 21.9 225 21,7
: : : H2/H2 4,0 4,6 2,9
SELP ~1087G | 0,89 0,89 0,87 ~1087GG 796 814 754
Thr715Pro _1087A 011 011 013 —1087GA 17.9 15,5 23,2
: : : _1087AA 25 31 1,4

MpumeuyaHue: y3-TecT, CTaTUCTUYECKM 3HAYMMbIX Pas3nnyuii Mexay reHaepHbIMN rpynnamMu He BbisiBiieHo, p > 0,05; XnpHbIM
wWpndTOM NOMeyeHa BapruabenbHOCTb HOCUTENBLCTBA B rpynnax.
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Leu33 aBsseTcs 60Jiee pacIpoOCTpaHEHHBIM B eBpONeN-
CKOH MOMy/sILUY, TOTJA KaK ayesb Pro33 BcTpevaeTcs
cyactotoit 10-15 %, TakKe KaK U B KABKa3CKOU MomnyJisi-
uuu [15]. B adppukaHcKol rpynmne 4yacToTa BCTpedaeMo-
CTH JAHHOTO aJliesisl CHMXKaeTcs 10 5-8 % U, HaKoHell,
OH NMPAKTUYECKH OTCYTCTBYET B a3UATCKOW MOMY/ISALUU
[1]. ¥ pe3ugeHToB 3a6aliKaJbCKOro Kpasi BbISBJIEHO
creaywliee pacnpeeenuve reHotumnos: Gplllal565TT -
73,6 %, Gpllla1565TC - 15,9 %, Gplllal565CC - 10 % c
yactotoi 1565C-annens 0,18, MeKNMOJOBbIX Pa3IuYUN
B HOCUTeJIbCTBE JJAHHOI 0 N0JIMMOpP$HU3Ma He BbISIBJIEHO.

Kommiekc GPIb/IX/V siBasieTcss OCHOBHBIM TPOMGO-
LUTAapHbIM pelleNTOpoM AJsA ¢akTopa Busiebpanzaa
Y TPOMOUHA, a ero MJOTHOCTb COCTaBJsIeT 0KoJO 25
ThICAY MOJIEKY/I HA TPOMOOLUT. JlaHHbIN penenTop obe-
ClieyrBaeT MPUKpPEINJeHUe TPOMOOLUTOB K Cy6aH 0Te-
JIMIO 3a cYeT B3auMogelicTBus dakropa Buniebpanza c
N-koHI1eBbIM loMeHOM (1-282) GPIba [2, 14]. K HacTos-
1leMy BpeMeHHU OIKCaHbl N0JIMMOpPQHble BapUaHTbI TeHa
B /IBYX JIOKYyCax, UMelolle pa3Hble aMUHOKHUCJIOTHbIE
M0CJIeJOBATEJILHOCTH B «TSDKEJIOW» IeMH KOMIJIeKca
(GPIba). 3amena C Ha T B nosioxkenuu 3550 rena GPIba
IPUBOAUT K 3aMeHe TPeOHHWHA Ha MeTUOHUH B MIO3ULUU
145 (Thr145Met) [14]. CnenyeT 3aMeTUTb, YTO AUMOP-
$13M TpeOHUH/MeTHOHUH 00YCJIOBJINBAET U AHTUTEH-
Hble pa3Jinyusl TPoMGOUUTOB 1o cucreMe HPA-2a/2b.
3amena Thr145Met npuBoAUT K KOHGOPMALMOHHBIM
M3MEHEeHUsIM B 00J1aCTH, MPUMbBIKAOLENH K MeCTy CBsl-
3biBaHUsA dakTopa PoH Bussnebpanga c GPIba, xoTs in
Vitro 1,0 HaCTOSIILEr0 BpEMEHU KaKUX-JI1M60 U3MEHEeHU N
B CBSI3bIBAHMU JIMI'AH/IA C PeLleITOPOM He 6blJ10 06Hapy-
»keHo. Asiesib Met145 BcTpevyaeTcsi NpUGJIU3UTENBHO Y
10 % Bcero 6es10oro HacesieHus, y 14 % ssnoHueB u 18 %
appoamepukaHiieB [1, 15]. B nonyasauuu 3abaiikasib-
ckoro kpast Met145 nnu Gplfa434T 3aperucTpupoBaH
B 11 % cay4aeB c pacnpejeseHHeM [eHOTUIIOB MOJIH-
mopdusma: Gplfa434CC-78,1 %, Gplfa434CT - 21,4 %,
GplBa434TT - 0,5 %, npuyeM MyTaHTHbIe FOMO3UTOThI
B HallleM UCC/leZlOBaHUU BCTpevasIMCh JIMLIb CPe/IH XKeH-
IIMH, OAHAKO HOCUTEJIbCTBO MUHOPHOTO aJljiesisi ObLIO
pPaBHO3HAYHbIM B 060UX [10JIOBBIX IPyINax.

BoJiblllyI0 POJIb B pery/isiiuy arperanydu UrpawT
TpoMmbouuTapHsle peuentopbl AP - P2Y1 u P2Y12.
[locnenuuit cnapeH c Gi-pern,enTopoM U NpU aKTUBALUU
nop aerictBueM A/I® nHrubUpyeT aJleHUIaTUUKIA3y U
obecneyuBaeT CHIXKeHUe YpoBHs LAM®. 3To npuBoJUT
K akcnipeccuu GPIIb/I1la Ha mOBepXHOCTH TPOMOOLIUTOB
Y aKTHUBaLMu arperanuu. P. Fontana u coaBtopsl (2003)
BbISABUJIU B reHe P2Y12 4 myTanuu: 3 aMMHOKHUCJIOTHbIE
3amenbl C139T, T744C, G52T u oy BctaBky ins801A. Bee
4 BapuaHTa noJMMopdr3Ma HaCJleJyIOTCS CLEeNJIEHHO U
06ycaBaMBalOT GOpMUPOBAHUE ABYX ramaotunos H1
(C139,T744,G52 u oTcyTcTBUE BCTaBKU) U H2-ramiotun
(139T, 744C, 52T, ins801A). YactoTa ramsotunos H1 u
H2 B monynsuuu cocrasiasiet 0,86/0,14. laminorun H2
aCCOLUUPYETCS C TUIEPAKTUBHOCTBIO TPOMOOLIUTOB U
CH>KEHUEM BHYTPHUKJIETOYHOUM KOHLleHTpayueid tAM®
[15]. B uccieayeMoii HaMu MOMYJSIUM A0JH ajlieseid
He OTJIMYa/IMCh OT obuenonyasyuonHbix 0,85/0,15, a
pacrnpesie/ieHle TeHOTUIIOB: 6bLIO caenytomuM P2RY12
H1/H1 - 74,1 %, P2RY12 H1/H2 - 21,9 %, P2RY12 H2/
H2 - 4 %. Kak oka3asiocb, HOCUTEJNbCTBO MyTAaHTHOTO

FOMO3WUTOTHOIO ral/IoOTHIA Yallle BCTPeyasoch Y JKeH-
LIMH, YeM Y MY>K4HH: 4,6 1 2,9 cooTBeTcTBEeHHO (p > 0,05).

P-cesleKTHUH TPOMOGOLIMTOB BaxkHel1as aAre3UBHas
MoJIEKYJa, Heo6xoAuMast AJ1s1 B3aUMOZEHCTBUSA C Hecy-
muMu PSGL-1 MMMyHHBIMU KJIeTKaMH, TaK Kak onocpe-
JyeT aJire3uIo MJIaCTUHOK K MOHOL[MTaM, HeiTpoduiam
u suMdonuTam, NIpuBoAs K GOPMUPOBAHUIO TPOMGO-
LUTapHO-1eHKOLUTAPHBIX KOMIJIEKCOB. [loBbIIIeHHAs
3Kcnpeccusi P-cesleKTHHa OTMeyaeTcsl B aTepOCKJIePo-
THYeCKUX OJISLIKAX, U 3TO M03BOJIsIeT NpeANoiaraTh
poJib P-ceslekTHHA B pa3BUTHUM aTepoCKJ/epo3a U KO-
pOHapHBIX 3a60JsieBaHUM cepAua. B reHe P-cesiekTrHa
uaeHTuduupoBaHo 13 noauMopdu3MoB: NATh B
5’-¢sraHKupyooIEel 06/1acTU reHa U BOCEMb B 3K30HaX,
YyeTblpe U3 KOTOPBIX ONPeesIIOT 3aMeHY aMUHOKHUCIOT
(ser290asn, asn562asp, leu599val, thr715pro, T741T
(A/G)). Nonumopdusm P-cesiektrna (ser290asn), kKak u
nosumopdusm E-cenextuna (ser128arg; G98T) acconu-
HPOBaHbI C YBEJUYEHHBIM PUCKOM Mpex/eBpeMeHHbIX
KOpOHapHbIX 3a60JieBaHUH cepALa. ['pynna ¢ppaHIy3cKux
ucciaenoBaresei (Herrmann S.M. et al,, 1998) nosara-
10T, YTO OJIMMOPGHBIN BapuaHT Pro715 P-cesiekTrHHaA
WrpaeT 3alJUTHYIO POJib OT BOSHUKHOBEHUS HHPapKTa
Muokapza [5, 6, 11, 12]. K coxkaneHuto, MaTepuaJsibl 4a-
CTOTHOTO pacnpezie/ieHus ajijieiel B NONyJsUsaX Mupa
BJIUTEPAType HaM He BCTPETUJINCh, HO B HallleH MOMyJIs-
uuu fosdg SELP1087A coctaBuiia 0,11, a pacnpezenenve
reHoTUNoB 6bL10 caeaywinee: SELP1087GG - 79,6 %,
SELP1087GA-17,9 %, SELP1087AA - 2,5 %. OTMevasiocb
HEKOTOpoe npeobJialaHue HOCUTEeJbCTBA MYTaHTHOTO
reHOTHUIIA CPe/IM XKEHIIUH, HeXXeJIU YeM CpeJild MY>KUHH:
3,1 % u 1,4 % cooTBeTcTBeHHO (p > 0,05).

B pe3ysibTaTe aHasiM3a acconanyy noaumopdusma
HaMHU OTMeYeHO MYJbTUT'€HHOE HOCUTEJbCTBO MUHOD-
HBIX aJ/ljiesied 3-X U 6oJiee U3y4aeMbIX OJIUMOPPHU3MOB
y 25 ucciefyeMbIX, B TOMO- U F€TEPO3UTOTHOM COCTOS-
Huu. Haubosiee yacTo BcTpevasvnch accoquanuu (n = 13)
Gpla807T||Gplllal565C||SELP1087A annienen.

[Ipu oLleHKe arperanoHHON ClIOCOOGHOCTH TPOM6O-
LMTOB BO BCEH MONYJISALIMU Hab/II0JaeMbIX MaKCUMaJIbHAsI
arperayys TpoMOOLMTOB HabJI0Jalach Ha HHAYKIUIO
MaJsibiMu go3amu AJI® ¢ popmupoBaHuem Haubosiee
KpYNHBIX arperaTos, O4HAaKO NPOLEHT arperupoBaH-
HbIX TPOMOOLUTOB GbILJ MaKCUMaJsIeH NIPU BHECEHUU
KOJlJIareHa U PUCTOMUIMHA, YTO, BEPOSTHO, BbI3BAHO
MaKCUMaJIbHO GbICTPON 3KCIpeccued MHOTOYHUC/IEH-
HbiX Gpla807T u Gplllal565C peuentopos (Tab.. 2).
MuHUMabHasA CKOPOCTb MHAYLIUPOBAHHOMN arperayuu
3aduKcUpoBaHa NPU BHECEHUHU CJ1abblX arOHUCTOB:
aJipeHaJIMHa U MUHUMaJIbHO BO3MOXKHBIX 103 A/l®, yTo
CBSI3aHO C KOCBEHHOM aKTHUBaLMel MOJIeKyJ aJire3uu
yepes, HapuMep, aApeHOPeLeNnTOPbI.

JJ1s1 OLleHKHU BJIMSIHASI HOCUTE/bCTBA MYTaHTHBIX
aJlyesied Ha arperanuio TpoMOGOIMTOB BCe UCCIeyeMble
COIJIACHO TeHOTUIY ObLIM pacnpejesieHbl B 4 rpynnbl:

1) maiueHTbl - HOCUTEH «JUKOTO» aJljiesis u3yda-
eMbIX N0JMMOPU3IMOB B TOMO3UTOTHOM COCTOSIHUH,
n=234

2) nocutenu ITGA2(Phe224Phe) B romo- u retepo-
3UTOTHOM COCTOAHUH, h = 31

3) nocutenu ITGB3(Leu33Pro) B romo- v reTeposu-
TOTHOM cocTOossHUU, n = 11
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Tabnauya 2

CrnoHTaHHada U UHAYLUMPOBaHHasA arperauMoHHas akTUBHOCTb TPOMGOLUTOB Nnepudepuieckoin KpoBu

y pesaupeHToB 3abaiikanbckoro kpas, n = 192 (M £ 3)

Arperaums
CMOHTaHHanA AOQ® 2,5 mr/imn | AQD 1,25 mr/mn aapeHanuH KonnareH PUCTOMULMH
CreneHb, OE 1,32+0,7 77129 6,88+2,8 6423 6,6 3,3 6424
CreneHb, % 24+22 60,1+ 17,2 26,2+ 15,4 65,9 £ 25,8 74,2 £32,1 73,1+38,7
CxkopocTb, OE 0,3+0,15 21,6 £10,9 16,2+ 10,4 73+33 13,9+8,6 13,1+4,4
CkopocTb, % 1,92 £ 0,63 64,6 + 20,3 40,6 £ 17,4 53,9+ 25,3 95 + 33,9 73,56 +29,4
Ta6nunuya 3

CrioHTaHHasi U UHAYLMPOBaHHAas1 arperaynoHHasl akTUBHOCTb TPOM6GOLNTOB rnepugepunyeckori KpoBu
y Hocuteneii reHeTtn4yeckoro nonumopgpuama GPIA(C807T), GPIIIA (T1565C), GPIBx(C434T), P2RY12(H1/H2),
SELP(G1087A), n=192 (M £3)

Fpynna CnoHTaHHas And 2,5 mr/imn | Aad1,25 mr/mn AppeHanuH KonnareH PuctomuuuH
OE 1,19+ 0,33 83+28 6,6 +3,1 6,1+2,1 56+2,6 6,724
! % 1,2+0,7 55,4 + 23,9 38,3+16,2 64,7 £ 26,8 61,3 +£23,9 57,5+ 26,9
5 OE 1,29+ 0,5 8,6 +3,0 6,4+32 69+24 6,4 +3,3 65+24
% 1,6 £0,74 63,7 + 28,9* 44 £ 16,0 75,2 £ 34,1 75,1 +20,9 60,1+ 24,7
OE 1,3+0,23 62+24 7624 6,1+1,9 6,625 6,1+2,2
3 % 22+1/1 57,1+21,1 45,1+ 18,2 65,8 + 28,2 84,9 + 38,9* 65,9 + 18,6
4 OE 1,7+04* 76+35 6,9+34 6,5+3,0 7,6 £2,5* 6,727
% 1,82 £0,9* 75,8 £+ 15,2* 38,9+22,1 83,0 + 38,5* 112,1 £ 51,0* 117,2 £ 52,7*

MpumevaHue: u-TecT, * — cTaTUCTUYECKas 3HAYMMOCTb Pa3INYNiA MO CPABHEHMIO C MepBOW rpynnon HabnoaeHus, p < 0,05; u-TecT,

! — cTaTUCTMYECKas 3HAYMMOCTb Pasnnynii Mo CPaBHEHMIO C YeTBepPTOM rpynnoii HabnoaeHus, p < 0,05.

4) HOCUTeJHU Tpex MyTalUil B rOMO- U TeTEPO3UTOT-
HOM COCTOSIHUM, N = 25

['pymmnel, BKIOYAIOLMe HOCUTeIel MUHOPHOTO ajlyie-
a5 GplBa(Trpl45Met), P2RY12(H1/HZ2), SELP(G1087A)
BblJleJIeHbl He OblJIM B CHUJy MaJjloro KOJM4YecTBa Ha-
OJIIOEHUH.

CrnoHTaHHag arperanus TPoM60oUUTOB (Tabu. 3)
O6blJIa MUHMMaJIbHA B NEPBOU rpynme HabJIOAeHUS —
1,19 £ 0,33 onT. ex., MaKkCMMaJibHble 3HAUYEHUS pajuyca
arperaToB HaGJIIOAA/IMCh Y PE3UJEHTOB C MyJbTUI€H-
HbIM HacJieloBaHueM nosiumopéusma - 1,7 + 0,4 ont.
ell. (p < 0,05), 9yTo 6€3yCJIOBHO CBA3aHO C F€HETUYECKU
3aBUCHUMOM 3KcIpeccued MeMOPAHHBIX PELeNTOPOB
MJIACTUHKHU U CybaKTUBaLued TpoMbouuTa aaxe 6e3
NPUCYTCTBUSA NPEJUKTOPOB 3TOTO Mpolecca (Hamps-
>)KeHHe CABUTra, 0OHAKEHHBbIU CyOG3H/JOTENUN U T.A.).
OJlHaKO MaKCHMaJbHbIM NPOLEHT arperupoBaHHbBIX
TpoM60oUUTOB (2,2 = 1,1) Bce xKe oTMevaJsicsl y HocuTesiel
Gpllla1565C-aniens, Koaupywuero KOHGopMaHuOHHO
HM3MEeHEeHHY0 CyO'be JUHULY 0OHJIbHO IPUCYTCTBYIOLLETO
Ha MeM6paHe GPIIb/Illa peuenTtopa. Tak:ke U3BECTHO,
YTO CIIOHTAHHAaA arperanus oCyllecTBJISETCS [VIaBHbIM
06pa3oM NpH yyacTuu GUOGPUHOTEeHa, BCTYNAIOLIETO BO
B3aumo/enctue ¢ GPIIb/Illa penentopomM, 61arogaps
YyeMy MeX/y OTAe/IbHbIMU KPOBSIHBIMU IJIaCTUHKAMU 06-
pasyroTcs MocThl. [Ipy aHa/IM3e UHAYLMPOBAHHOM arpe-
raiyy B MPOLEHTHOM OTHOLIEHUH MpeJcKa3yeMo MakK-
CUMaJIbHOe ee Bblpa)keHue NPU BHECEHUH BCeX UCINO0JIb-
3yeMbIX UHAYKTOPOB HAGJII01a/I0Ch Y HOCUTEJIEN TPpeX U
60J1ee MMHODPHBIX asjesieil. OJHaKo pajuyc arperaTos

Y 9TOM 2Ke TPyNIbl HAGJII0AAeMbIX MAKCUMAIbHbBIM ObLJI
MpY BHECEHUH PacTBOpPa KoJlslareHa - 7,6 + 2,5 onT. e, u
puctoMuiuHa - 6,7 + 2,7 onT. ef. [Ipu unaykuuu AJI® u
aJipeHaJIMHOM Haubo0J/IbLIMH pafinyc arperaToB 6bL1 I10-
JiydeH y HocuTesield nosumopdusma ITGB3(33Pro). Yeu-
JIeHHe arperalyy B JAHHOM CJIy4ae MOXeT ObITb CBSI3aHO
CTeM, UTO aKTHUBALUSA A-aJpeHOPELEeNTOPOB IPUBOJHUT K
VHTMOMPOBaHUIO aleHU/IaTLMKJ/1a3bl U MHYLIUPOBAHUIO
JIOCTYITHOCTH GUOPUHOTEeHOBBIX MecCT cBsi3u B GPIIb/IIla
c mocaefyolen arperagueit [3].

SAKJTIOYMEHUE

B pesysnbTaTe uccaesoBaHUsA 06Hapy»eH BeCb
M3y4yaeMbld reHeTHYeCKUH MoJuMopdU3M C pacrupe-
JleJleHUeM aJljieJlell U TeHOTUIIOB COTJIAaCHO 3aKOHY
Xapau-Balin6epra AJis OTKPBITOM MOMyJSUU C He-
KOTOPbIMU I'eHJepPHbBIMU 0COOEHHOCTSAMU B HOCH-
TEeJIbCTBE, HO PAaBHOLLEHHBIMHU 00IeNONY/ISI[HOHHBIM
NoKasaTe/JsIMU. V3yyeHUe aAire3suBHO-arperaliuOHHON
AKTHUBHOCTU TPOMOGOLUTOB Y 3/J0POBBIX PE3U/IEHTOB-
HOcHUTeJIed Pa3INYHOT0 TeHeTHYEeCKOTo oJiuMopdusMa
IpU OTCYTCTBUH MpPOArperaHTHbIX YCJIOBUH MOKa3aao
CpaBHUTeJIbHOe U3MeHeHre QYHKIMK KPOBSHBIX IlJa-
CTUHOK B 3aBUCUMOCTHU OT HaJIMYUsI UJIU OTCYTCTBUS
reHeTH4YecKoro AedeKTa, YTO NPOrHOCTUYECKU MOXKET
HMeTb 60JIbLIOE 3HAUYEHHE B YCJIOBHUAX MPOBOKAIUU
(aTepockJ/iepo3, U3MeHeHNe apTePHUATbHOTO 1aBJIeHHUs U
CKOPOCTH TOKa KPOBH U T.A.). [lo/1y4eHHbIe pe3y/IbTaThbl
reHOTUIIMPOBAHUS 110 OCHOBHBIM IIPOTPOMGOreHHBIM
MyTalusaM/noauMopdusmMy B 6yAylleM MOMOTYT usbe-
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KaTb UJIKX CHU3UTDb PUCK Tp0M6OTI/I‘{eCKOF0 3MH3044, a
TaK»Xe IIOMOYb IIpHU HeO6XO,£[l/lMOCTPI Hop,6opa Tepannuu
Cy4eToM q)apMaKOFeHeTquCKOﬁ PE3UCTEHTHOCTH UJIN
YYBCTBUTEJIbHOCTHU K IIpernapaTam.
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