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AHAJIN3 MTOKA3ATEJIEH MYTAIIUU NOJJUMOP®U3MOB

B I'EHAX Y BOJIBHBIX UBC C ACIIMPUHOPE3UCTEHTHOCTBIO

Hekotopsle TeHBI, MyTalMH KOTOPBIX aCCOIM-
MpOBaHbl C HApyUIEHUSIMU B CHUCTEME I'eMOCTasa,
ABIIFOTCS ayTOCOMHO-JIOMHUHAHTHBIMH, T.€. €CJIU
HE YUYWUTHIBATh KOHKPETHYIO CTENEHb JOMHHHUPO-
BaHHUs, CAMO MPUCYTCTBUE JAHHOTO IeHa KaK B IO-
MO3UTOTHOM, TaK U B T€TEPO3UTOTHOM COCTOSTHUHU
OTIpEJICISET TMOBBIIICHNUE PUCKA PA3BUTHS CHUCTEM-
HBIX apTepuagbHbIX TpoMO0030B. OIHUM U3 HUX
ABJIAETCS HalMuue myTtanuu resa Leu33Pro B rene
ITGB3. Tak, yacrora myrauuu Leu33Pro B rene
ITGB3 no mnureparypHbIM JaHHBIM COCTaBIIS-
er 16-25% B oOmiell eBpOMeWcKor MOMyJISALUH,
CXOJIHbIC 3HAUCHUS TPEACTABICHBl M SAMOHCKUMHU
aBTOpaMH.

Mamepuanet u memoost. [IpoBeeHO TOJIHOE
KIIMHUKO-T€HETUKO-TeMOCTa3H0JIOTHYecKkoe obce-
noanue 40 OONBHBIX C BepUPUIIUPOBAHHBIM JHA-
THO30M OCTPBIX HapyUIEHUN KOPOHAPHOTO KPOBO-
oOpaleHusi, BKJIOYasi HECTAOWJIbHYIO CTEHOKap-
o, nHpapkT Muokapaa 6e3 3yoma Q u ¢ 3yoiom Q
(17,9 u 14 maniueHTOB COOTBETCTBEHHO).

Hanuumne acnupuHOPE3UCTEHTHOCTH OLICHUBAJIH
MyTeM NpPOBEACHUSA TecTa arperamuu TpoMOOoIu-
TOB. B KauecTBe OCHOBHOIO KOMILJIEKCAa IeéMOCTa-
3HOJIOTHYECKUX 00CIEeIOBAaHHI MCIOIB30BATH TECT
arperan TpoMOouuToB, AJI®-NHAYIIHMPOBaHHYIO
arperanyio TPOMOOIIMTOB, CKPUHHMHT HapyIICHUIH
B cucteMe nporenHa C u onpeneneHne pe3ucTeHT-
HocTH (aktopa V k npoteuny C.

bbln ocyuiecTBieH aHaiaM3 YacTOThl MYTAalMH
TeHOB-KaHJUJIAaTOB y OOCIENOBAaHHBIX OOJBHBIX
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U TpEABApUTENIbHOE CpPaBHEHHUE IOKa3arenen co-
CYIUCTO-TPOMOOIIUTAPHOTO 3BEHA CHUCTEMBI T€MO-
cTa3a y OOJBHBIX C HATMYMEM MYTAaHTHBIX aJUIeIICH
TE€HOB-KaHIUIATOB.

B uccnenoBanHoi momymsiuu 3TOT GakT MOA-
TBEP>KJIAETCS 3HAUMMO OOJIbIIEeH YaCTOTON HAIUYUS
MYTAHTHBIX BapUaHTOB IF€HOB-KaHIUAATOB Yy OOJb-
HBIX 10 OTHOLIEHUIO K JUTEPATYPHBIM CPEIHEIO-
MyJSIIMOHHBIM TIOKa3arelsiM. [lanee ObLT IpoBecH
aHaJu3 TOKa3aTesie CHCTeMbl reMocTasza y JIHII,
JIUTENbHOEe BpeMs nonydaronmx jedenue MbC
C MCMOJIb30BaHUEM B KQUE€CTBE CPEACTBA IEPBUYHOMN
¥ BTOPUYHOM MPO(UIAKTUKH aCTIUPHH.

Pe3ynomamel u obécyyncoenue. B HaieM wuc-
cnenoBannu y OonbHBIX MBC wacTora MyTaHTHOI
ajuieii B TOMO3UTOTHOM COCTOSIHUM COCTaBMJIA
32,5%, B rereposurotHom — 15,0%. Hamuume
myTtanuu reHa [TGB3 kak B romo-, Tak U B rere-
PO3UTOTHOH (hopMe ObLIO aCCOLMHUPOBAHO C OTHO-
CUTEJIbHBIM TPEBBILICHUEM IIOKa3aTeleil cocyau-
CTO-TPOMOOIIUTAPHOTO TeMocTa3a B rpyrmme oocre-
JIOBAaHHBIX OONBHBIX. Tak, CTENEHb MPEBBILICHUS
AJ1®-vHAYyUUPOBAHHOM arperauuu 10 HHACKCY
arperanuu TpomoonutoB (MAT) cocrasmma 21,5 %,
CUAT — 18,5%. HampotuB, uHIEKC ne3arpera-
IUU TPOMOOIIUTOB y 00CIIEZIOBAaHHBIX C MyTaHTHBIM
TEHOTUIIOM HUMEJ TEHACHIMI0 K CHIDKEeHHIo. Jlis
BBISIBJICHUSI aCHUPUHPE3UCTEHTHOCTU MCIOIb30Ba-
Jach arperanus TPOMOOIMTOB, WHAYIIUPOBAaHHAS
aJJpCHAUIMHOM. B OTHOIIEHMM KOHTPOJIBHOW TpyII-
bl €€ moKa3areau ObLIM 3HAYUTEIbHO YBEIHUYEHBI
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HAYYHO-INTPAKTUYECKASI KOHDPEPEHLINS

(CUAT — na 22,3%, p<0,05), omHako oOparmaio
Ha ceOs BHUMaHUE OTCYTCTBHE CYIlIECTBEHHBIX pa3-
JUYUNA MEX]Ty TpyTHnaMu O0JIbHBIX C TOMO3UTOTHBIM
Y T€TEPO3UTOTHBIM MYTaHTHBIM (PEHOTHUIIOM.
[Tokazarenu [Tapyc-Tecta u onpenenenue Gpaxro-
pa V-PC Takxe npoaeMOHCTPUPOBAIH HATUYHE CTa-
TUCTHUYECKH 3HAYMMBIX DPA3IUYUil B 3aBUCUMOCTH
oT BbIsiBIeHHON MyTauuu reHa ITGB3. Heckonbko
0oJee BIpaXKEHHBIME OHU OBLITN MPU TOMO3UTOTHOM
MyTaHTHOM ¢enoturne (Ha 28,9% u 25,6 % 1o or-
HOIIICHUIO K TPYIIIIEe ¢ TOMO3UTOTHBIM HOPMAJIbHBIM
dbenotunom, p<0,05 B 060uX Cirydasx).

Buvieoowvi. B o6ciienoBaHHOM Tpynme ObUTH BbI-
SBJICHbl ~ CTAaTUCTUYECKU 3HAYMMbIE  Pa3IN4usi
MoKa3zaresneil CUCTeMbl Tremocra3a y OONBHBIX
Ka3aXCKOW HaIlMOHAJIBHOCTH, CBS3aHHBIE C Ha-
muuneM mytauuu Leu33Pro B rene ITGB3, npu-
YeM CTENEHb HapyIIEeHUH aJpeHAINH-3aBUCHMOMN
arperaliid  HECKOJBKO IPEBOCXOAMJIA Hapylle-
Hus AJl®-3aBucumoi. Takum oOpa3oMm, mpen-
BapUTEIbHBIE JAaHHBIE JAIOT HEKOTOPbIE OCHOBA-
HUS CBSA3BIBATh JIAHHYI0 MYTALMI0 C PAa3BUTHUEM
ACIMPUHOPE3UCTEHTHOCTH.

B HacTosiiee BpeMsi aHTUKOATYJISIHTHAsI TePaIus
SBJIIETCSA OJIHUM M3 CaMbIX BOCTPEOOBAaHHBIX IOJ-
XOOB B COBPEMEHHOW NPAKTUYECKOW MEIUIIUHE.
[IpuMeHeHNne aHTUKOATYISTHTOB YacTo TpedyeT Tiia-
TENBHOTO JaOOPaTOPHOTO MOHUTOPHUHTA, KOTOPBII
HEBO3MOXEH 0e3 obOecredeHus AOKHOTO YPOBHS
BHYTPHJIA0OPATOPHOTO KOHTPOJISI KayecTBa HCCIie-
JIOBaHUIA.

Boiensor 1Beé OCHOBHBIE TPYIIIbI aHTHKOAry-
JISHTHBIX MpEenaparoB: MPSMOT0 U HENPSIMOTO Jei-
ctBus. [lepBble NEHCTBYIOT MyTEM HEMOCPEICTBEH-
HOTO MHTUOMpPOBaHUS TPOMOMHA U JIpyrux (axro-
pOB cBepThIBaHUA. BTopas rpymnma aHTHKOAryJsH-
TOB — 3TO BELIECTBA HEMPSIMOTO AJIUTEIBHOTO JIEH-
CTBUSI, KOTOpbIE HApPYILIAIOT 00pa30BaHUE B MEYEHU
aktuBHOM ¢opmbl BuTamuHa K. TpyaHoctu mpu
JICUEHUU HETIPSIMBIMU OpPaJIbHBIMHU aHTUKOATYJISIHTA-
MU 3aKII0YAI0TCS B HEOOXOAMMOCTH BBIOOpA TaKoi
ONTUMAJILHOW J/103bl Mperapara, Kotopas obecre-
gyBayia Obl MPEIOTBpPAIICHHE TPOMOOOOpa3OBaHUS,
HE BBI3bIBasl IPH 3TOM KPOBOTEUEHUS.

[To pexoMenmamuum BceemupHoOil opranuzanuu
3npaBooxpaneHuss (BO3) nmns KoHTposst Tepanuu
HENpsIMBIMUA  OPaJIbHBIMH aHTHKOATyJAsSHTAaMHU He-
obxonumo ompenenats MexayHapoaHnoe Hopwma-
nuzoBanHoe Otnomenue (MHO). Metoa ompene-
nenusst MHO O6bi1 npunsatr BO3 B 1983 . u BBeneH
B KJIMHUYECKYIO MPAKTHKYy C IIeJIbI0 CTaHAapTH3a-
MU Pe3yJIbTaToOB OIpe/leJIeHHs] POTPOMOMHOBOTO
Bpemenu (I1B). MHO paccuutsiBaercs no gpopmysie
MHO= (IIBw/IIB, ) ", rae [1Bn — I1B na3mel
nauuenra (cex), I1IB, , — cpenHee HOpMaibHOE
[1B (cex), MUY — Mexnaynapoansiii Manekc Yys-
CTBUTEJILHOCTH.
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BHYTPUWJIABOPATOPHBIN KOHTPOJIb KAYECTBA
KOATYJIOJIOTMYECKUX UCCJEJOBAHUM ITPU AHTUKOAT YJISHTHOM TEPAIIUU

B nenom, mupokoe BHEApPEHUE OINpPEAEICHUS
MHO B Mupe B nociegHue roJpl MpUBEIo K 3Hauu-
TEJIbHOMY YJIYUIIEHUIO KaueCTBAa KOHTPOJISI aHTUKO-
aryJsiHTHOW Tepanuu. Tem He MeHee, IS Moayde-
HUS aJIeKBAaTHBIX PE3yJIbTaTOB TPeOyeTCsl TOUHOCTh
U MPaBWIBHOCTh OMNPEIEICHUSI Cpa3y HECKOJIbKHX
BEJIMYMH, BXOIAIIUX B popmyny pacuera MHO —
IIB, 1B, ,,, » MWY.

Cpenu mapameTpoB, BIHUSIOIIUX HAa TOYHOCTH
onpenenenuss MHO, Uuctutyt Knmuanueckux u Jla-
oopatopueix CranmaproB (CLSI) Bwimenser mo-
rpemHocTh onpeaenenus MUY TtpomOornactuna
IIPOU3BOAMTEIIEM: B PE3YJIbTATE HAKOIUIEHUS CUCTE-
MaTUYECKUX OIIMOOK Ka)XIOH CTaauu KaTuOpOBKH
Yy HEKOTOPBIX IIPOU3BOAUTENCH KOHEUHOE 3HAUECHUE
MUY tpomboriacTiHa yKe€ MOKET HeCTH B cebe
norpemHocTh 10 % u 6o1ee. JlomycTUMO UCIIONB30-
BaHue TpomborutactuaoB ¢ MUY ot 0,9 no 1,7.

Hcnonp3oBanue HerouHoro 3uavenus [IB
TaK)K€ MOXET OKa3blBaTh BIMSHUE Ha 3HAUCHUE
MHO, npuBoas K €ro cucreMaTHueCKOMY 3aBblllIe-
HUIO WIN 3aHKeHNI0. CleyeT NOMHUTB, YTO CaMO
o cebe 3HavueHue [I1B HOpmanbHOM THOGUIH3UPO-
BaHHOM IUIa3Mbl B 001IeM ciyyae He pasuo 1B,
u TpeOyeT IOMOTHUTEIbHONH KOPPEKTUPOBKU CO-
IJIaCHO PEKOMEHIALUSAM IPOU3BOIUTEIS.

Kpome Toro, BaxxHO TO4HO M3meputh I1B ruras-
MbI NAI[MeHTa, HE JOMYCTUB OLIMOOK Ha MpeaHau-
TUYECKOM U aHAJUTHYECKOM (JTabOpaTOpHOM) STa-
nax uccienoBanus. Ha pesynbraTel ompeneneHus
[IB Binuser Takke KOHLICHTPALMS HCIIOJIB3YEMOIO
IIpU B3SITUM KPOBU aHTUKOAryisiHTa. B Hacrosinee
BpeMs 1o pexkomenaarusM CLSI npu BeIoaHEHUN
KOAryJIOJIOTM4ECKUX HCCIEAOBAHMM  IPEIIIOYTH-
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