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ABSTRACT
The disease is characterized by impaired platelet
aggregation while their number is preserved and is
manifested by recurrent hemorrhagic syndrome of
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2eMoppazuveckum CUHOPOMOM pA3/AUYHOL CcmeneHu
TpomboyumapHas azpezayusi,

HapyueHuem

. 8bIPANCEHHOCMU.
2emMoppazuveckuli  CUHOPOM,
HacsedcmeeHHble
Koazysonamuu.
bosie3nb 'nanuMaHa-Herenu JUcconaer Mexay «HOpMaJbHbIMU»

(TpoMbacTeHnus ['1aHIIMaHa) OTHOCUTCA PYTUHHBIMM  KOaryJorpamMmMaMu U

K peaKuM
TPOMOOIIMTAPHBIM KOAryJIONaTUSIM |
obycnoByseHa JedeKToM pelnentopa

HacJeJCTBEHHBIM

WHTEerpuHa allbf3 (GPIIb/IlIa),
KPUTHUYECKHU He06X0JUMOT0 A5
CBSI3bIBAHUS dbubpuHoreHa U

bopMUpOBaHUSA MEXTPOMOOLUTAPHBIX
«MOCTUKOB» B (ase MepBUYHOTO
reMoctasa. KiMHHYeckass 3HAaYUMOCTb
3ab0Js1eBaHUSA onpefesseTcs
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BbICOKUM PHUCKOM KPOBOTEYEHHH, UTO
HepeJIKO MPUBOJUT K IMAarHOCTUYECKUM
3ajJiep>KKaM M HEeIMoJIHOW MPodUIaKTUKeE
ocsiokHeHUU. [lo JaHHBIM 0630pOB IO
OpeMeHH 00JIe3HU UM KJIWHUYECKOH
3MUEMHUOJIOTHH, cpeHss
HONYJIIIMOHHAsA 4YacTOTa OIeHWBaeTCs
npuMepHo Kak 1 cayyau Ha 1 000 000,
OJIHAKO B MOMYJISILMUSAX C BBICOKOH Zj0J1eH

KPOBHOPOACTBEHHBbIX 6paKOB
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pacnpoCcTpaHEéHHOCTb MOXKeT
Bo3pactaTtb Ao mnopsgaka 1:200 000,
dbopMHUpysa odarv MNOBBILIEHHOTO pUCKa
51 NoAYEPKUBAA  pOJIb
reHeTUYeCcKOro KOHCyJbTHpoBaHUA. C
1990-x roZioB
3THoNaToreHe3a yrjayouaoch 6arogaps
uaeHtudukanuu mytauuid B ITGAZB u
ITGB3, a cucTeMaTHu3alus
MOJIEKYJIIPHBIX BapUaHTOB 1’}
dbeHOTUNIMYECKOW BapuabeJbHOCTH B
KpynHoM o0630ope (Nurden wu coaBT.,
Blood, 2011)
KJIMHUYECKass TshKeCcTb He  Bcerza
JIMHEWHO OTpakaeT CTeleHb JebULUTA

MeJUKO-

IIOHUMaHHe

IOKa3aJia, 4ToO

peLienTopa, 9TO YCI0KHAET
IIPOrHO3MpPOBaHUE pHUcKa
KpPOBOTEYEHUH o OZJHOMY
JIabopaTOPHOMY napameTpy.
[lapannenbHo pasBUBaIach

JloKkasaTesJbHasi 0a3a Tepanuu: OT
JIOMAHUPOBaHUS

TpoMboLUTOTpaHCPY3uh K  OoJiee
TOYEYHOMY
pPEeKOMOMHAHTHOTO aKTUBHUPOBAHHOIO
¢dakrtopa VII (rFVIla) y mnanueHTOB c
pedpaKTEpHOCTbIO K TpPOMOOIUTAM,
Ha/IMYMeM aHTHUTeJ UM OTPaHUYEeHHOU

HCITIOJIb3OBAHHIO

JOCTYITHOCTBIO TPOMOOIIMTHBIX
KOHL|EHTPATOB. B COBpEMEHHOM
KJIAHAYECKOM  MpaKTHUKe  aKTyaJleH
BOIIPOC ONTUMHU3ALMHU
JIMarHOCTUYEeCKOT0 MaplIpyTa U BbI6bopa
reMoCTaTU4eCcKou CTpaTeruy,

MUHHUMU3UPYIOLLEeN a/JIONMMYHHU3ALMI0
M INOBTOpHble TOCHUTAJMU3ALUN IPU
coxpaHeHUM 6e3onacHocTu. Hacrosmas
paboTta 0606LaeT 3THO-NIATOTEHE3,
KJIMHUKY, [JWarHoCTUKy U JiedeHHue
6oJsiesHu ['1aHuMaHa-Herenu c onopoi
Ha JlaHHbIEe perucTposn v
CUCTeMaTHU3UPOBaHHblE  MYOJIMKALUU
NOCNAeJHUX [JecCATUJIEeTUH, a TaKxe
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bopMyiMpyeT NpaKTUYECKHUE BBIBOJbI
JUISl KIIMHULMCTA.
Jlu3aiiH rccieloBaHus onpeJieséxH
KakK aHAJIMTUYECKU U 0630p C
3JleMeHTaMH KOJIMYeCTBEHHOI'0 CHHTEe3a
OCHOBAHHbIN Ha
pe3y/IbTaToB
pPETUCTPOB,

JlaHHBIX,
COIIOCTaBJIEHUH
MeX/[yHapOAHbIX
peryasaTOpHbIX
pelLieH3UpyeMbIX
ny6JMKauui o

JIOKyMEHTOB u
KJIMHUY€eCKHX
TpoMbacTeHUHn

I'nannMaHa. B kKadecTBe OCHOBHBIX

VCTOYHUKOB VICIIOJIb30BaHBbI: (D

MeXAYHapoaHble HabJII0laTe/IbHbIE

ganHble Glanzmann Thrombasthenia

Registry (GTR) wu

nyoJIMKal U no

MPOU3BOJHbIE
MOJIaJIbHOCTSIM
6e30MacHOCTH, (2)
peryaaTopHelii oTuyéT EBpomneickoro
areHTCTBa JIEKAPCTBEHHBIX CPEJCTB

JliedeHud u

(EMA) no paclivupeHUI0 NOKa3aHUH
rFVIla asig nanjyeHTOB C TpOMbacTeHUen
['nanyMaHa, (3) kJ4YeBble 0630pHI O
MoJiekyasipHod 6ase ITGAZ2B/ITGB3 wu
beHOTUNIHNYEeCKOU BapuabesIbHOCTH.
KpuTepusiMd  BKJIIOUEHUS  CJAYKHIU
paboThl, cozepalue 4ETKO
onpe/iei€EHHble KJIUHUYECKHE MCXO/bl
(kynupoBaHue
npodusaKTUKA KpPOBOTEYEHUS MPH

KpOBOTEeYEeHMUH,
BMeUIaTe/bCTBAX, HeXxeJslaTeJIbHble
sIBJIEHUS],

aJJIOUMMyHU3aLus/pePpakTepHOCTD),
a Takxke My6JMKallM{, pacKpbIBalolHe

JUarHOCTUYeCKHe QJITOPUTMBI C
GYyHKIMOHA/NIBHBIMU TecTaMu
arperanuu u/unn IPOTOYHOU
LUTOMETPHUEHN. Jna NOBbIIIEHUS
BOCIIPOU3BOJUMOCTH NpUMeHSJICA
NPpUHL U NpUOpHUTE3AL U
Jl0Ka3aTeJbCTB: perucTpsol U

CUCTeMaTH4YEeCKHE O630pbl OLl€EHHWBaJIUChb

BbIIIE OAHWHOYHbIX KJIMHHU4YECKHUX

106 ISSN 2181-287X


http://www.in-academy.uz/index.php/ejmns

EURASIAN JOURNAL OF MEDICAL AND

NATURAL SCIENCES

Innovative Academy Research Support Center
www.in-academy.uz/index.php/ejmns

OIIMCAaHUH, a peryiTOpHbIe JOKYyMEeHThI
— Bbllle BTOPUYHBIX MHTEpIpeTaLUH.

[lepuop, HaOJII0JeHUS B GTR
Y4YUATBIBAJICA COrJIaCHO OINMCAHHUIO
KOTOPThI: Habop nalueHTOB

MPOUCXOA U B
dopmate u oxBatbiBan 2007-2011
ro/bl, C

MHOTOL€EHTPOBOM

BO3MOXXHOCTBIO
pPeTPOCNEKTUBHOU
OT/le/IBHBIX C/Iy4aeB 0oJiee paHHUX JieT
1ocjie NPOTOKOJIbHOW MOINpaBKU. /[l

perucrpanuu

KOJIMYECTBEHHOTO CpaBHEeHMUs
3pdeKTUBHOCTHU reMOCTaTUYECKUX
N0JX0/J 0B MCI10JIb30Ba/IUCh

ny06JIMKyeMble [J0JIY YCIIeIHbIX UCX00B
pu rFVIla B
KPOBOTEYEHUSX U B IIepUONIepallMOHHON

HeCypruyecKkux

npoduIaKTHKe, a TaKxe
CpaBHUTeJIbHbIE CBeJleHus )
pYMeHeHUH TPOMOGOIIMTOB KakK

CTAaHJAPTHOM Tepamuu C PHUCKAMU
AJUIOUMMYHU3aLUU U pePpaKTEepHOCTH.
Pe3ysbTaTbl U3 pPa3HbIX HCTOYHUKOB
WHTEPIPETHPOBAIUCH c y4ETOM
reTeporeHHOCTH momnyJasuuil (Bo3pacr,
BbIPaXKEHHOCTh
JIOCTYITHOCTb TPOMOOIMTOB, HaJMuUe
AHTHUTEJ), TOCKOJbKY HWMEHHO 3THU
$aKTOPbI CUCTEMHO HMCKAaXKAKT MpPsIMble
CpaBHEHHUS «IpenaparT-K-npenapary» B

KPOBOTO4YHMBOCTH,

YCJIOBUSAIX  peaJibHOM  KJIMUHHUYECKOHU
NPaKTUKHU.

CuHTE3 AaHHBIX NOATBEPAUJ, YTO
3THO-MaToreHe3 6oJsie3Hu [aHMaHa-

Heresu sioruyecku cBOAUTCA K AePEKTY

duHaNBHOTO 3BeHa EePBUYHOTO
reMocTasa — arperanuy, pu KOTOpou
allbf3 B  HopMe  obGecrnedyuBaeT
CBSI3bIBaHUE dbubpuHoreHa U
CTabUIM3aL M0 epBUYHOU
TPOMOOIUTAPHOU NPOOKH.
[eneTuyeckas apXUTEKTOHUKA
3aboJieBaHUs onpeJessieTcs
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BapUaTUBHBIMU MyTauusaMmu ITGAZB n

ITGB3, 4TO CONPOBOXAAETCS
GEeHOTUNMYECKOW HEeOJAHOPOAHOCTbIO:
HNalyMeHTbl C  OJM3KUM  ypPOBHEM
3KCIpPECCUU peuenTopa MOTYT

JIlEMOHCTPUPOBATh PA3/IMYHYI0 YaCTOTY
KPOBOTEUYEHHUH,  4YTO
KOHIenIuen

U TSXKECTb
HOATBEPXKAaeTCsH
MHOTr0o(paKTOpHOU K/IMHA4YEeCKOH
3Kcnpeccud, CcPOpPMYJHMPOBAaHHOM B
o63ope  Nurden  (Blood, 2011).
ANUAEMUOTOTUIECKHU
oCTaéTcAd

pacrnpezeieHo
001 enonyJsiLiHOHHOM
nokasartesb nopazka 1:1 000 000
COYeTaeTCs] C BbIpaKEHHbBIM POCTOM
pacnpocTpaHEHHOCTH B COOOIECTBAX C
POACTBEHHBIX
6pakoB (a0 ypoBHs nopsgka 1:200 000),
YTO HUMeeT MpsMble NOCAeACTBUA [

3ab0JieBaHUe
opdaHHbIM, OZJHAKO
HepaBHOMEPHO: B

Macuitabe

BBICOKOU 4aCcTOTOH

CTpaTeruu CKPUHUHTa U
KOHCYJIbTUPOBAHUA. Kinnnuyeckum
npoduyib B OGOJBIIMHCTBE UCTOUHUKOB
OTIMCbIBAETCS KakK npeobsajaHue
C/IU3UCTO-KOXHBIX KpPOBOTEYEeHUH
(sanucTakcuc, TMHTMBOpparuy,

MeHOpparvy, IMOCTTpaBMaTUYeCKHe U
IOCTCTOMATOJIOTMYECKUE

KPOBOTEYEHMUS), NPUUYEM J1eOI0T 0OBIYHO
IPUXOJAUTCA Ha [JeTCKUW BO3pacT U

4acTo KoppeJipyeT C
«MPOBOLIUPYIOIUMU» CUTYalLUSIMU,
Korja TpebyeTcs ObICTPbIN

reMOCTaTU4eCKUU OTBeT. [IpakTh4ecKku
BaXXHBIM CJIEZICTBUEM fIBJIIETCA TO, YTO
HOpMaJibHOE YHCJA0 TPOMOOIUTOB U
OTCYTCTBHE TIpPyObIX OTKJIOHEHUH B
CTaHJAPTHOM KoaryJsjorpaMmme He
HUCKJII0YaloT TKETOHN
TPOMOOLUTONATHH, IO3ITOMY KJIHOUEBOE

3HauYeHUe npuo6peTaeT paHHee
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BKJIIOUeHHE PYHKIIMOHATBHBIX TECTOB B
JIMAarHOCTUYECKUU MapILpYT.

JlarHoCTUYeCKU aHa/Iu3
IokasadJi, 4TO HauboJee
BOCIIPOU3BOUMbIM JJabopaTOPHBIM
«MOJIMUCh-NIATTEPHOM» ABJISAETCA

OTCYTCTBHE arperauuy TpPOMOOIUTOB Ha
TUIHAYHbIE aTOHUCTDI [IPU COXPAaHEHHOU
peak ¥y Ha pUCTOLIETHH, YTO [103BOJISAET

auddepeHIUPOBATH TPOMOACTEHUIO
[1annMaHa OT HapylleHUu!
B3auMMO/eCTBHUSA dakTopa
Busiebpanja C pelnienTopaMu
TPOMOOLIUTOB. B KJIMHUKO-
JIMarHOCTUYECKHUX aJIrOpUTMaX,
OTPaKEHHBIX B COBPEMEHHBIX
NPaKTHYECKUX 0630pax,

NO/YEPKUBAETCS LIEHHOCTb NMPOTOYHOM
UTOMETPUU C OIEHKOM MapKepoB
koMmmiekca allb3 (CD41/CD61) kak
MeTo/a, BepUpULIUpYyeET
KOJIMYECTBEHHbIN JeQUIUT pelentTopa
M T1O03BOJIIET TUIUPOBATh BapUaHT
3a60/ieBaHMsl  HAa  (PEHOTUIIUYECKOM
ypoBHe. [eHeTuyeckass BepupHUKaIHUs
(no ITGAZB/ITGB3) paccMaTpuBaeTcs

KOTOPBIX

He TOJIbKO Kak IOJATBepK/eHHe
JIUarHo3a, HO W KaK MHCTPYMEHT
ceMeiHOTro obciejoBaHuUs U

pPEeNpoOlyKTUBHOTO KOHCYJbTUPOBaHMUS,
0COOEHHO B Trpynnax MOBbILIEHHOIO
pUCKa; NPU 3TOM HaIMYHe UIUPOKOH
NaJIMTPbl BapUAaHTOB MNOAYEPKUBAET
HeOOXOJUMOCTb  HUHTEpIpeTalii B
Crelyalu3MpoBaHHbIX  IeHTpax. C
MEeTOJI0OJIOTUYECKON  TOYKH  3peHHs,
KJIMHUYeCKasl 0JIe3HOCTh
MOJIEKYISIPHOM JIMaTHOCTUKHU
MaKCUMaJlbHa  TOrJla, KOrja oOHa
BCTpOEHa B
«KJIMHUKA — QYHKI[MOHAJIbHbIE TeCThI —

dbeHOTUNIUPOBAHHUE -

mocje40BaTeJIbHOCTb

FeHOTUIIMPOBAHHEY, ITOCKOJIbKY
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NOMNbITKA Ha4aTh MapuIpyT C FeHeTUKHU
OpU OTCYTCTBUU IMpeJiBApUTEJTbHOMU
bYHKIIMOHA/NIbHOM OIleHKH YBEeJIUYUBaeT
pUCK CJIy4YarHBbIX
HEOJHO3HAYHbIX BapHaHTOB. TakuM
0o6pa3oM, JAuarHoCTUYecKash CTpaTerus
JOJKHA OBbITh CTyNneH4YaTou u
OPUEHTHUPOBAaHHOW Ha KJHUHUYECKOE

HaX00K u

pelieHWe, a He Ha QOopMaJbHYIO
«TaJIOYKy» JJabopaTOPHBIX TapaMeTPOB.
TepaneBTH4YecKkuu CHUHTEe3
HUCTOPUYECKHU
oCcTaércod

O TBEPAWII, 4TO
TPOMO6OLUTOTPaHCHYy3US
6a30BOM  TAKTUKOM MNpPU  TAKEJIBIX
KPOBOTEUEHUSAX W TPH HHBA3UBHBIX
BMellaTeJAbCTBAX, OJHAKO eé
IpUMeHeHHe  OrpaHUYeHO  pPHUCKOM
QJUVIOMMMYHU3alUMd U TOCJAeAylien
pedpaKkTepHOCTH, 4yTO 0COOEHHO
KPUTUYHO npu NOBTOPHBIX
roCUTa/NIM3alUsAX B TeYEeHUE KU3HHU
nanveHTta. PeasbHble KJIMHUYeCKUe
JlaHHbIE GTR JAEMOHCTPUPYIOT
MaclITabHOCTb MNpo6JieMbl  BeJeHHUS
TaKHUX OOJIBHBIX: B PETUCTP BKJIIOYAJIUCH
218 nauuenTtoB K3 45 nenTtpoB B 15
CTpaHaX, YTO OTpaXkaeT KaK pejKOCTb
3a6o0JieBaHUSA, TaK U HeOO6XOAHMMOCTb
MEeXJYHapoJHOW  Koomepauuu s
HaKOIJIEHUS1 [Jl0Ka3aTesbCTB. B 3ToM
xoHTekcTe rFVIla paccmaTpuBaeTca Kak
CTpaTeruyeckyd BaKHasi aJbTepHAaTHUBa
JUISl IAMEHTOB C pePpaKTepPHOCTbIO K
TpOMOOIUTAM/aHTUTENAMHU JIMOO NP
OrpaHUYeHHOU JIOCTYTTHOCTH
TPOMOOLIMTOB, YTO NMPSIMO 3aKPEIJIEHO B
peryastopHoil oueHke EMA (Bapuanus
nokasanu, 2018). KosnyecTBeHHbIE
JaHHble 1o npumeHeHutr rFVIila B
COBOKYIHOCTHU MCTOYHUKOB yKa3bIBAIOT
Ha 3HA4YUTEJIbHbIM 00'bEM HAOJIIOJLEHUH:
B OJHOM M3 CHUHTETUYECKUX OTYETOB,
OCHOBaHHBIX Ha JaHHbIX GTR wu
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JIUTepaTypbl, OMUCAHO HCIOJb30BaHUE
rFVIla y 133 nayueHTOB JJisl JieYEHUA
333 2m0M30J0B KpPOBOTEUYEHHH U
npoQUIAKTUKHA KpoBomoTepu npu 157

XUPYPTrUYECKUX BMellaTe/bCTBaX.
Bosiee o3 HUe 0060011eHUST
3¢ PeKTUBHOCTHU JIEMOHCTPUPYIOT

BbICOKHE JI0JIU yCIEUIHOI'0 KOHTPOJIA: B
CUCTEeMAaTHU3UPOBAHHbIX
coobuiaetcs 06 apdpexktuBHocTU rFVIla
nopsagka 93% npu  HeCypruyeckux

JaHHBbIX

KPOBOTEYEeHUAX %4 CONOCTaBUMO
BBICOKUX NoKa3saTeJssax npu
XUPYPTrU4eCKUX 17} aKyLIepCKUX

CUTyalUsX, YTO OJYEPKHUBAET €0 POJib
KaK UHCTPYMEHTA «BTOPOU JIMHUU» U
KaKk OINLMUHA B YCJOBUAX JeduLuUTa
TPOMOOLUTOB. C KIMHUYECKOW MO3ULUHU
3TO O3HayaeT, 4YTO TepaneBTUYecKas

TaKTHKa J0JKHA ObITh
IepCcoHaJIM3UPOBaHa no pHUCKY
KpPOBOTe€YEeHUs] U TPaHCPY3UOHHOMY
aHaMHe3y, a npoduIaKTHKa

OCJIO’)KHEHUH AOJI2KHAa HAYHUMHATBCA C

IIJIAaHMPOBaHUA BMellaTe/bCTB v
reMOCTaTU4YeCKOro pesepBa, a He C
pEeaKkTUBHOTO Jie4yeHHUs yxKe
pa3BUBLLIErocsd TAXKEIOTO
KpPOBOTEYEHUH.

KiimHu4yeckoe ¥ Hay4YHOe 3Ha4YeHHe
00JIE3HU ['nannmana-Herenu
(TpoMbacTeHHUM ['nanuMaHa)
omnpeziesiieTcsl TEM, YTO OHa SIBJSETCS
MO/IeJIbI0 HapyuIeHUs
NepBUYHOTO TreMOCTa3a IMpPU BHeIlHe

«YUCTON»
6/1aronoJy4yHbIX PYTHUHHBIX
[IOKa3aTeJJdX  KoaryJlorpaMMbl, 4YTO
00'bEKTHBHO TOBBIIIAET PUCK MO3JHEN

BepudUKaLUU JuartHosa U
HEeCBOEBPEMEHHOI0 BbIOOpaA
reMoCTaTU4eCKOUn TaKTHKHU. B

COBpPEMEHHOU JINTepaType COXpaHseTCs
KOHCEHCYC, YTO 6a30BbIN AedeKT CBsI3aH

Volume 6 Issue 02, Part 2 February 2026

C KOJIMYeCTBEHHOM WJIM KayeCTBEHHOU
HeJ0CTAaTOYHOCTbI0 HHTerpuHa ollbf33

(GPIIb/Illa), komupyeMoro reHaMu
ITGA2B w ITGB3, BcneacTBUe 4Yero
6J10KHpyeTCsa CBSI3bIBaHUE
dubpuHoOreHa v dbopmuUpoBaHUEe
MEeXTPOMOOIUTapPHbIX «MOCTHUKOBY.
[Ipp 3TOM [Jaxxe I©puU OAWHAKOBOM
YpPOBHE 3KCIpecCcruu penentopa
HabJ/roaeTcs BbIpa)KeHHas
deHOTHUNIMYECKAS BapHabesbHOCTb

KPOBOTOYMUBOCTH, YTO MOLYEPKHYTO B
0630opHOU pabote A.T. Nurden (Blood,
2011) v paKTHUYeCKH 0OBACHSAET C1abyI0
IPOTHOCTUYECKYI0 LI€eHHOCTb «OJHOW
HUPpbI» BMECTO KOMIIJIEKCHON OLLEHKU
IIPOBOLUPYIOLIUX
¢dakTopoB. YacTtora 3a60/€BaHUSA B
o0Ler NOMyJALMM OLEHHMBAETCH Kak
nopsaka 1:1 000 000, HO B pervoHax ¢
BBICOKOM [Jl0JIe KpPOBHOPOJACTBEHHBIX
OpakoB MoOKa3aTeJlb MOXeT BO3pacTaTh
20 21:200 000 u BbILIe, YTO NpeBpaILaeT
npobsieMy u3 cyrybo opdaHHOU B
JIOKaJIbHO 3HAYUMYI0 U TpebyeT HWHOM
CTpaTeruu
HakonsieHne [JaHHBIX pPErucTpoOB W
peaJibHOM  KJIMHUYECKOMN
yKa3bIBaeT, YTO Ha PUCK KPOBOTeYEeHUH

dHaMHe3a H

CKpUHHUHTA ceMen.

NpaKTHUKU

CUJIbHEe BJIUSIIOT JlOCTYIHOCTb
CBOEBpPEMEHHOW  Tepamnu{, 4YacToTa
WHBa3UBHBIX BMelIaTeJbCTB,
NOAPOCTKOBAsA MeHopparus U
TpaHCPY3MOHHAA Harpyska, 4eM «THII»
3aboJieBaHUSA B YIPOILEHHOU
knaccupukauuu.  HakoHen,  BaxHO

YYUTBIBATh, YTO TEPMHH «06OJIe3Hb
['maHnmMaHa-Heresn» B KJIMHUYECKOM
06uxoJile HepeaKO HCHOJb3yeTcsl Kak
CUHOHHUM TpoMb6acTeHuHu [JlaHIIMaHa, U
Py NOATOTOBKE PYKOIMCH K IoJadye B
KYpHaJl 1iesiecoo6pa3Ho (PUKCUPOBATH
3KBUBAJIEHTHOCTb TEPMHHOB YXKe B
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omnpeJie/IeHUsIX, 4TOObl  HCKJIIOYUTh
HEO/JHO3HAYHOCTh TPAKTOBKH.

C MO3UIUU KJITMHUIIMCTA KJII0YEeBON
npo6JieMoit oCTaéTcs
«JJMarHOCTUYeCKasl cjienasi 30Ha», Korja
penuUBUPYIOIUMHU

CJIU3UCTO-KOKHBIMHU KPOBOTE€YEHUAMU

nanueHT C

JOJIT0 HabJuirogaeTcsad 6e3  1eJIeBOTO
GYyHKLMOHANBHOIO
NOTOMY YTO YHCJO TPOMOOIMTOB U
CTaHJAPTHbIE

TeCTUPOBAHMUS,

NOKasaTeJu
NJIa3MEeHHOTO reMocrasa He
JleMOHCTPUPYIOT TI'PYObIX OTKJOHEHHUM.
HUMeHHO 03TOMY COBpeMeHHbIe
MOAYEPKUBAIOT
HeoOX0JUMOCTb PaHHEro MpUMeHeHUs
TEeCTOB arperanuu TpPOMOOLUTOB U
NOCJIeAYIOILEro dbeHOTUNIMPOBAHUSA
allbf33 METO0M NPOTOYHOU

OUTOMETPHUH, INOCKOJIBKY 3TH METOAbI

HCTOYHHUKHU

OpsMO OTpaXKalT QYHKIMOHAJIBHYIO
peLenTopHOro
M03BOJISIIOT

HECOCTOSITEJIbHOCTh
KOMILJIeKCa U
auddepeHMpoOBaThL 3abo0JieBaHHE OT

JApyrux HacJie[ICTBEHHBIX
KpPOBOTOYHUBOCTEM. [IpakTHYeCcKHu
3HaYMMbIM JIMarHOCTUYECKUM
«IOAINCh-NIATTEPHOM» ABJIAETCA

OTCYTCTBUE arperaliid Ha TUIHYHbIE
aroHucTbl (A]®, KoJs1areH, aipeHa/lvH)
OpU  COXpaHEHHOW  peakUMH  Ha
PHUCTOLETHH, 4YTO JIOTUYHO OTAeJseT
TpoMbacTeHUIo [JlaHIIMaHa OT 60JIe3HU
Businebpanja u nedeKToB
vWF-GPIb.  Ilpu

00CYXKJleHUM KayecTBa [JIMarHOCTUKHU

B3aHMMOJIeHCTBUA
HEe06X0AUMO YYUTBIBATD, YTO
npejaHasiuTHYeckve (GakTopbl (BpeMs
JocTaBKU o6pa3sna, BausHue HIIBC,
aHeMM3allusi, BOCHaJieHHe) CIOCOOHBI
CYLIeCTBEHHO MCKa3UTb pe3yJbTaThbl
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arperanuu U
nceBJlOHEeraTUBHbIE 3aKJIIOUEeHUs,
03TOMY  UHTepIpeTanus  JOJKHA
NPOBOJAUTBLCS B LIEHTPaX C OMNBITOM
TPOMOOLUTAPHOU GYHKLMOHA/IbHOU
JIMarHOCTUKHU. Bompoc reHeTudeckoro
TECTUPOBAHUSA CJielyeT pacCMaTpPUBATh
«ly6IMpOBaHUE»

CO3/1aTh

He KaK
GYyHKLMOHA/JbHBIX METOJO0B, a Kak
3aBeplIAIIMKA CJIOM [J0Ka3aTesbCTBa,
KPUTUYECKH BaXXHBIM /[JJI1 CEeMeHHOTIO
obcJie;0BaHuS, penpoAyKTUBHOTO
KOHCYJIbTUPOBAHUSA U TNOATBEPXKJEeHUSA
peAKUMX BapUaHTOB C NOrCPAHUYHOMU

GEeHOTUIIHMKOM. B 0630pax no
reHeTH4YecKol 6a3e NOJYEPKUBAETCS
HUpoTa CrneKkTpa BapHUaHTOB
ITGAZB/ITGB3 W  HEBO3MOXHOCTb

CBECTH KJIMHHUKY K OJHOMY 4YacCTOMY
«MaKOPHOMY» BapHaHTY, 4TO

apryMeHTHUPYeT
MO3TalHbIM MOJAXO0J, K AUAarHOoCTUKe. B

KJIMHHUYECKOU JIOTUKE 3TO O3Ha4aeT, 4YTo

JAOIIOJIHUTEJIbHO

ONTHMaJIbHBIN MapLIPYT — «KJIUHUKA —
bYHKIIMOHAIbHbIE TECTHI -
deHoTUNMPOBaHUE -
reHOTUIIMPOBaHMWE», a He IOoIbITKa
HayaTb C MOJIEKYJIAPHOTO aHaau3a 6e3
bYHKIIMOHAJIBHOTO
IIOCKOJIBKY 3TO YBeJIMYMBAeT J0JII0

KOHTEKCTa,

BapUaHTOB HeoNpe/leJIEHHOTO 3HaYeHUs
U YCJIOXKHSIET KJIUHUYeCcKoe pelieHue. B
pe3y/sibTaTe 06CYyXJeHUe JUAarHOCTUKHU
BBIBOJUT Ha  BOIPOC
OpraHM3alMM MOMOILM: NpU OpdaHHbIX

HEeN30eXXHO
TPOMOOILUTONATHUIX HauboJiee
CylLIeCTBEHHOE BJIMSIHUE Ha  HCXOJ
OKa3blBaeT He  PeJKOCTb  CcaMou
MyTallid, a CKOPOCTb IMOMNaJaHus
namyeHTa B

I,Z[I/Iar‘HOCTI/I‘{EECKI/II\/’I KOHTYP.

NpaBUJIbHBIN
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Ta6aupa 1. [luarHocTHYecKue KPUTEPUU U OXKHUJAeMble HAXOAKH MNpHU
6osie3HM ''tannMaHa-Herenu (a1 audPpepeHuuabHOM BepuPUKaALUHU)

YpoBenn Tect/MmeToOA, Oxujgaemas HaxoaKka  [JuddepeHuuanbH
AUATHOCTUKH npu 60J1e3HU bIi KOMMEHTAapui
I'1anuMaHa-Hereu
KinmHunuecknit AHaMHe3 PaHHUH fe610T, TsxkecTb
KPOBOTOYMBOC C/IN3UCTO-KOXKHbIE BapuabesibHa U He
TH, cCeMeHHbIN KpOBOTEYEeHUH, Bcerja
aHaMHe3 NOCTHpoLeAypHbIe KOppeJIUpyeT C
KpOBOTeYeHHUH], JIabopaTOpHBIM
MeHopparus «THUIIOM»
CKpUHUHT O6mui aHau3  Yacto 6e3 BbIpaXKeHHbIX «HopMasnbHas
reMocrasa KpOBH, OTKJIOHEHUH; KoaryJjorpamMma» He
[1B/MHO, TPOMOOIUTHI OOBIYHO HCKJIIOYaeT
AYTB HOpMaJIbHble TPOMOOLIUTONATUIO
@®yuknuoHanbHa  OnTuveckas OTtcyTcTBUe/pe3koe CoxpaHEHHBIN
s AMAaTHOCTHKA  arperoMeTpusi CHUXKeHHUe arperanuuy Ha OTBET Ha
(LTA) Al® /xonnareH/aapeHa PUCTOLIETHUH
JIUH; peakLUs Ha noMoraeT OT/JIN4aTh
pucTtoueTuH coxpadieHa ot vVWF-nmatosioruu
®eHOTUNIMPOBAH [IpoTodHas CHMXeHHEe UIH [logTBEp)KIaeT
ve UTOMETPHUS OTCYTCTBHE 3KCIIpeccuu  AedeKT peLentopa
(CD41/CD61) allb3 (3aBUCHUT OT Y noJiep>KMBaeT
BapUaHTa) TUIIMPOBAHHE
dtuosorndyecka [eHeTHyeckoe [laToreHHasi(ble) KputuuHo aia
1 BepuPUKaLUs  TeCTUpPOBaHUE MyTauusi(u) CEMENHOTO
(ITGA2B/ITGB3 obcsie0BaHUSA U
) KOHCYJIbTUPOBaHMUSA
TepaneBTH4YeCKOe obcyxaeHue BKJOYaiu 218 mnamueHToB H3 45

3aKOHOMEPHO KOHLEHTPUPYETCS Ha
JuJieMMe «TPOMOOLUTHI KaK CTaHAAPT»
POTUB CHIDKAIOIIUX
TpaHcy3UOHHbBIE OCJIOX)KHEHUST»,
MIOCKOJIbKY HMEHHO TIOBTOPSIEMOCTD
3MM30/I0B KPOBOTOYHMBOCTH B TeUeHHE

«CTpaTeruu,

KU3HU GOPMUPYET HAKOIJIEHHBIA PUCK
QJIJIOMMMYHU3aLMU U pePpaKkTepHOCTH.

Hab6sroaTenbHble JlaHHbIEe
MeXYHapOIHOT0 Glanzmann
Thrombasthenia Registry (GTR)
JleMOHCTPUPYIOT Macutab

KJIMHHUYeCKOoHn HArpy3kKku: B PErucrTp
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eHTpoB B 15 cTpaHaX, a d4ucJIo
rocnuTaav3sanuii/obpauieHun

VUCYUC/IAJIOCH COTHAMM M OTpaxaso
NIOBTOPHbIE
XUpypruyeckve cuTyayud. B aTou
goruke rFVIla paccmarpuBaeTcs Kak

KpPOBOTE€4YE€HHUA 54

Ba)KHAsl OMNIMS, TpexJe BCero y
NalMeHTOB, KOTOpble He MOTYT ObIThb
addexTHBHO

TPOMOOIUTAMHU

NpoJiedyeHbI

(aHTHUTEN1a/pedpaKTEPHOCTL) UJIU B
YCJOBUSIX OTPAaHUYEHHOU JOCTYMHOCTH
TPOMGOIIUTHBIX ~ KOHI|EHTPATOB, 4TO
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OTPaXXEHO B PEryJIITOPHbIX MaTepHuasiax
EMA no noka3aHHI0 IpU TPOMOACTEHUU
[J1aHuMaHa. JlonmoJiHUTEe/IbHAA
neHHocTb rFVIIa B fucKyccuu cocTOUT B
TOM, 4YTO J[laHHble, COOpaHHble AJs
pacliMpeHus1 JoKa3aTesJbHOW 6asbl,
BKJIIOYAJIH 3HAYUTEJbHbIN 00bEM
3MHM30/|0B: B OJJHOM M3 HWHTerpasbHbIX
OTYETOB onucaHo npumeHeHue rkVilay
133 mnamueHTOB AJs JedyeHusa 333
3MU30/10B
npodUJAKTUKH KPpOBOTeYeHUs npu 157
XUPYpPrUYEeCKUX BMellaTeJbCTBax. [l

KpPOBOTEYEHU N 5|

IPaKTHUYeCKOIo Bpaya 3TO epeBOUTCS
IJIAHUPYEMBbIX
IPUOPUTETOM

B MNpaBWIO:  IpH
BMellaTebCTBax

CTAaHOBUTCS He «BbIOGOp Mpemnapara», a
CO3/laHHe TMPOTOKOJIa MNPOPUIAKTUKU
KpPOBOTe4YeHUs1 (BKJIOYas JIOKAJbHbIN
AaHTUOUOPHUHOJUTHKH,
TpaHCPY3UOHHBI IJIaH U KPUTEPUH
3CKaJlalluu), MIOCKOJIbKY
OpraHM3allMOHHble  OLIMOKM  yalle
NPUBOJAT K  OCJAOXKHEHHUSM, YeM
OTCYTCTBHE peJKOro Impernapata B
MoMeHTe. OJJHOBpeMEHHO O0O6CYyX/eHHe
6€e30MaCHOCTH JO/HKHO YYUTBIBATh, YTO
JI06ble TeMOCTaTUYeCKUe CTpaTeruu
TpeOyIlOT OLEHKM TpPOMOOTHYECKUX
PUCKOB M KOMOPOUAHOCTH, XOTS Y

reMmocTas,

OOJIBIIMHCTBA MNALMEHTOB MOJIOLOTO
Bo3pacTa 6a30BbId TPOMOOTHYECKUHN
npodusb
KJIMHHUYecKas

HEBBICOK, a
yrposa
KpoBOoTedeHUeM. HakoHel, BaXKHbIM

OCHOBHad
CBA3adHa C

OCTAaéTc BONPOC KayeCcTBa JKU3HHU:
npoduIaKTHKa aHeMH3alluH,

palOHaJ/JIbHAaA KOppeKorud MEHOpparuu

U oby4yeHHe namueHTa
«CaMOMEHEPKMEHTY»  KpPOBOTEYEeHHUH
YMEHBIIAIOT  YaCTOTy  3IKCTPEHHbBIX

O6paH_[eHHﬁ U KOCBEHHO CHHKAIOT

TpaHCPY3UOHHYIO Harpysky, 4YTO
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0COOEHHO 3HAYMUMO NP A0JTOCPOUHOM

HaOJIIOJeHUH.
CpaBHUTeIbHbIN

JUHAMUKHU

aHaJIu3
JlOKa3aTeJIbHOCTU
nokasbiBaeT, 4yto mnocjae 2000-x romos
JIMCKyCcCcus CMeCTUJ1aCh oT
ONUcCaTeJbHON KJMHUKH K peaJibHbIM
JlAHHBbIM PErucTpoB U pPeryJasaTOPHOU
OlLlEHKEe, a 3TO Ka4eCTBEHHO HW3MEHMUJIO
«ypPOBEHb YBEPEHHOCTHU» B yIpaBJIEHUU
puckowm. [ly6nnkanuu Ha ocHoBe GTR B
Haematologica (2015)
cUCTeMaTU3upoBaiu 3PPeKTUBHOCTb
NOJAXOZIOB TMpPH KPOBOTEYEHUAX U
omnepanusx, a nocjaeaywiide oT4ETbl U
onenkn EMA 3akpenuau IOKa3aHUA
rFVIla ass Tex KIMHUYECKUX CUTYaLuH,
rie TpPOMOOLMTHI He 006ecrneyuBalT
0°KHU/IaeMOT0
HeJoCTynHbI. [Ipyu 3TOM 06CYyXeHUe He

pe3yjabTaTa HJIN

JIOJDKHO HWTHOPUPOBATh OrpPaHUYEHUE
HabJIt0/1aTe/IbHbIX
pervcrpoBas UHGoOpMaL s MoABepKeEHA
cesJleKIIMU (B perucTp yaile MonajaroT

JAAaHHDbIX:

6osiee TsKEJbIE C/y4Yau), a CXeMbl
JiledeHUsl TeTepoTreHHbl MO0 [l03aM,
COYETAHUSM M KPUTEPUSAM «ycCIexar.
CnenoBaTesibHO, KOPPEKTHEE TOBOPUTH
He 0 <YHUBEPCaJbHOM JIy4llleM» METOJIE,
a o0 cTpaTUGULMPOBAHHON TAaKTHKe, T/
BBIOOD omnpeneisieTcs TAXKECThIO
TEKYLIEro 3MK30/1a,

aHTUTeJ/pedpPaKTEPHOCTH,

Ha/JIM4ueM

JIOCTYITHOCTbI0O KOMIIOHEHTOB KPOBH,
XapaKTepoM BMeIIATeJNbCTBA U ONBITOM
IeHTpa. B KauyecTBe NepCHEKTHUBHOIO
HamnpaBJIeHUs B OOCYXXJ€HUU JIOTUYHO
BbI/IEJIUTD TPaHCIJIAHTALUIO
reMOI03TUYECKUX CTBOJIOBBIX KJIETOK
KaK IOTEHIHAJbHO H3JI€YHMBAIOLIYIO
OMI[MI0 B OTJIEeJIbHBIX CJy4asX, HO OHa
ocTaéTcs OTpaHUYEHHOU o

[IOKA3aHUAM W PHUCKAM, a4 3HAYUT He
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dbopMHUpyeT  MaccoByK0  CTpaTerwuio.
OAHOBpEMEHHO COXpaHsSIeTCs] UHTepeC K
reHeTHYECKUM U KJIETOYHBIM

TEXHOJIOTUAM, OJJHAKO JI0 UX PYTUHHOTO
BHeJIpEHUA KJHWHHYeCKasd IpaKTHUKa
OyfeT omnupaTbCd Ha  yJy4ylleHue

MapuIpyTU3ALUH, npopUIAKTUKY
OCJIOXKHEHUH U CTaHJAPTHU3ALUIO
NPOTOKOJIOB nepunpoueaypHoOro
BeJleHUs1. TakuMm o06pasoM, TrJiaBHas
NpAaKTHYeCKasd «TO4YKa poOCTa» — He
TOJIBKO pacliupeHHe apceHasa, HO U
CHUXXKeHHe BapuabesbHOCTH
MeIMIIMHCKUX peleHui MeXAy

YUIpeXJIeHUIMH, YTO OCOGEHHO BaXKHO
Jis1 opdpaHHbIX 3a00/1€BaHUM.

'nanuMaHa-Herenu
npejcTaB/seT coboit peaKyIo
HaCJeJCTBEHHYI0 TPOMOGOLMTONATHIO,
NaTOreHeTUYeCKOM OCHOBOM KOTOpOM
SBJISIETCA
KayeCTBEHHbIH  JepeKT MHTerpuHa
allbf3, Hapymatomuii GpUHANMBHBIN 3Tal

BoJie3Hpb

KOJIMYEeCTBEHHBIU UJINA

MEPBUYHOrO0 reMocCTasa — arperamuio
TPOMOOIUTOB. CoBpeMeHHbIE
MOJIEKYJIIPHO-T€HETHUYECKHE

Huccaen0BaHus, ocobeHHo mocyae 2000
roja, CYLLLeCTBEHHO
IIOHMMaHUe CIeKTpa MyTalud TIeHOB
ITGAZ2B wn ITGB3, npojeMOHCTPUPOBAB

paclupuIn

BBICOKYIO reHeTHUYeCKYyH0
reTeporeHHOCTh 3ab0J/1eBaHUA u
OTCYTCTBHME  CTPOTOM  KOppeJsLuu

MEeX/ly TUIOM MYTalUd U TSIKECTbIO
KJIMHUYECKUX NpOsiBJIEHUH.
Knunuyeckass kapTuHa d¢opmupyertcs
NPEUMYILECTBEHHO CJIU3UCTO-KOXKHbBIM
reMopparuyeckum CUHAPOMOM C
JIeGI0TOM B IETCKOM BO3paCTe, IPU 3TOM
TSDKECTh KPOBOTOYMBOCTU 3aBHUCUT He
TOJIbKO OT MOJIEKYJIAPHOro AedeKTa, HO
M OT BHeIIHUX (AKTOpPOB, BKJIIOYAs

TpaHCPY3UOHHY HArpysKy U 4acTOTYy
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WHBAa3UBHBIX
JluarHoctuyeckasi CTpaTerusi /JOJDKHA
ObITb MHOTOYPOBHEBOM U BKJIKOYATh
KJIMHUYECKYIO OLIEHKY,
GYHKIMOHA/NIbHbIE TEeCTbl arperamu,
¢deHoTunupoBanue allbf3 Metomom
IPOTOYHOU [IUTOMETPUH U
MOJIEKYISIPHO-TEeHETUYECKYI0

BMeIaTeJbCTB.

BepuduUKanuw, UYTO  obecrneyuBaeT
JauddepeHLMaTIbHON

AVUArHOCTUKHW WM IO3BOJIAET NPOBOAWTDL

TOYHOCTb

MeJMKO-reHeTU4ecKoe
KOHCYJIbTUPOBaHUE CEMEM.
TepaneBTHUYecKkue
3BOJIIOIIMOHUPOBAIHU oT
IpPEeUMYILECTBEHHOTO  UCMOJIb30BaHUA
TPOMOOLUTHBIX TpaHCPy3HUHl K OoJiee
I depeHIMpOBAaHHON
y4YUThIBaIOLIeN pHUCK
aJIJIOMMMYyHU3aluU U peppaKTepHOCTH.
BBeneHue
aktuBupoBaHHoro ¢akrtopa VII (rFVIla)
Y pacuiMpeHue ero noxkasanuu B 2010-e
rozbl YAYUIIUIN
KOHTpOJIS KpPOBOTEUYEHUH U
npoQUIAKTUKHA  TNepuolNepaluoOHHbIX
OCJI0’KHEHUH y NalyeHTOB c
PE3UCTEHTHOCTbID K TPOMOOIMTAM.
MexayHapo/iHble perucTpsl
IpOJileMOHCTPUPOBAIH BbICOKYIO

MO XO0/Abl

CTpaTeruy,

PEKOMOUHAHTHOTO

BO3MOKHOCTH

3pdeKTUBHOCTD rFVIla npu
HECypru4ecKMX U  XUPYpPruyeckKux
anu3ojax KpPOBOTEYEHMH, 4TO
NOoATBepXKJAaeT €ero 3HAa4YUMOCTb B
COBpPEMEHHOM KJIMHHUYECKON NpaKTHKe.
BMecTte ¢ TeM JiedeHHe OCTa€TCA
NperuMyLieCTBEHHO

CMUMIITOMaTU4YeCKUM, a paJUuKaJbHble
MeTO/ibl, TaKHWe KaK TpaHCIJIaHTalUus
reMONn03TUYEeCKUX CTBOJIOBBIX KJIETOK,
NPUMEHSIOTCA
NOTEeHLMAJIbHBIX PUCKOB.

OT'pPaHHUYEHHO H3-3a
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Takum obpaszomM, KJIIOYEBBIM FeHHOH Tepanuu U KJIETOYHbIX
HallpaBJIeHHEM JaJabHENIIero TE€XHOJIOTUH OTKPBbIBAIOT MEPCIEKTUBY
COBEpPILIEHCTBOBAHUS MeJULIMHCKOHN IaTOTreHETUYECKOU KOpPpEKLUU
ITOMOIITA ABJISIETCA paHHASA 3a60JieBaHMs, O/IHAKO HA COBPEMEHHOM
JUAarHOCTHKa, CTaHJapTHU3aLus 3Tane OCHOBHbIM (AKTOPOM CHHXKEHMS
NepUINpoLeaypPHbIX  MPOTOKOJOB U OCJIOKHEHHH OCTaéTcss OINTUMM3alHuA
pa3BUTHE NepCoOHaJIM3UPOBAHHBIX OpPraHU3alMOHHbIX W  KJIWHUYECKHX
CTpaTerum BeJleHHUA MarueHTOB. aJITOPUTMOB.

JlanbHeHIIMe UCCe0BaHUsI B 00J1aCTH
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