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OnpeaenexHune

TpoMbouuTonaTHa - HapyllEHUME CMUCTEMbl FremocTasa, B OCHOBE
KOTOPOro JieXaT KadeCTBeHHbIM pgedekT U AUCHYHKUMA
TpOMOOUMTOB




KnhaccmdpuKkaumA

» A. HacneactBeHHble OpMbl TPOMBOLMTONATUM

» b. [probpeTeHHble (CMMNTOMaTUYECKME) TPOMbBOLMTONATHM.




OCHOBHblE NnaToreHeTUYecKme rpynnol
Hace4CTBEHHbIX TPOMOOLMTONATHM:

1. CBA3aHHble C MEMOGpPaHHbIMM aHOMaNuAMK (cuHapoM bepHapa-Cynbe, CKOTT
CUHAPOM, nceBaobonesHb BunnebpaHaa, TpombacteHma NnaHumMaHa v ap.)

2. CBA3aHHble C BHYTPUKIETOYHbIMM aHOMAIUAMM

a) 60/1e€3HU HeJOCTaTOYHOCTU Nyaa XpaHEeHUsA - AePUUUT NNOTHLIX U anbda-rpaHyn
(6onesHb NepmaHcKoro-fNyanaka, TAP-cMHAPOM, CUHAPOM CepbIX TPOMOGOLMTOB,
CUMHAPOM Yeamaka-Xuracu, cMHAPOM [pucuennn, aeduumT NJAOTHbLIX FPpaHya U ap.)
6) HapyLlleHWe peakumMu BbICBOOOXKAEHUA rPaHy/1 U UX KOMMOHEHTOB (AedeKT
LIMKNOOKCMIeHasbl, TPOMOOKCaH-CHMHTEeTasbl, JIMNOKCUIeHasbl U 4p.)

vV v vV vV vV vV vV VY

3. CMellaHHble TpOMbGOUMTapHbIE HapyLWEeHUA (CMHAPOMbI Mes-XerrsmHa,
BuckottaOngpuya u gp.)

v

4. nchyHKUMA TPOMBOLMTOB MJIA3MEHHOIO FreHe3a M Npu COCYAUCTbIX AMCNAA3MAX

v

(6onesHb BunnebpaHaa, 6onesHb dnepca-AaHno u ap.)




OYHKLIMOHA/IbHO-MopdosiorM4yeckme popmbl
Hac/1eCTBEHHbIX TPOMGOLIMTONATUM:

1. HapylwueHue aaresum TpoMGOLMTOB

e cMHApoM bepHapa-Cynbe (aeduumnt nnm gedekt Komnniekca GPIb-1X-V)
« 60ne3Hb BunnebpaHaa (aedpuumt unu gedekt vWF)

2. HapyweHue arperaumm TpoMb0oLUTOB
e TpoMbacTeHma MNaHumMaHa (aeduumt nam gedekt GPIIb-llla)

e HacneAcTBeHHaaA ahpmobpmrHoreHemMusa (aepmumt nam gedekt allbB3,
dunbpuHoreHa)

3. HapyuweHue BbICBO6OXKAEHUA 1 AeDULUT rpaHyn. JdeduumT nyna xpaHeHUs:

o A-rpaHyn (CMHAPOM cepbix TpoMboumToB, APC-cMHApOM, KBEGEKCKUM
TPOMOBOLMTAPHBIM CUHAPOM, cuHApPOM Mapu-Tpycco)

e O-rpaHyn (AeduUuUMT NNOTHbIX FPpaHy/, 601e3Hb 'epMaHcKoro-lfyanaka, CUHAPOM
Yeamnaka-Xuracu, TAP-CUHAPOM)

e d- U O-rpaHyn (AedUUUT NJOTHLIX U A-FPaHy)




OYHKLIMOHA/IbHO-MopdosiorM4yeckme popmbl
Hac/1eCTBEHHbIX TPOMGOLIMTONATUM:

4. HapyweHne ¢popMUpoBaHUS 1 AedUUMT CUTHANbHBIX MyTEN

» [lecbeKTbl peuenTopoB aroHMCTOB: TPOMOGOKCaHa A2, konnareHa, AA®, anuHedpuHa
o lledeKT akTMBaumu G-npotemHa: gedbmumnt Gaq, aHomanma Gas, gedbuumt Gail
o [ledekT meTabonmama docdartnanamHosmtona - gebuumt docdonmnassl C-2
o [ledbeKkT Mmobuan3zaumm Kasbumsa
o [lebekT pochopuMpoBaHUA NIEKCTPUHA - AePUUNT NPOTEMHKMHA3bI-C
« HapyweHue o6MeHa apaxmM0HOBOM KMCNOTbI M TPOMBOKCAHA
- HapyLUeHWe BbICBOGOXKAEHWUA apaxmMIOHOBOM KMC/IOTbI
- AeULUUT UMKNOOKCUTEHa3bI
- AedUUUT TPOMBOKCAHCHUHTETa3bI
o AHOManNuM 3NeMeHTOoB UMTOCKeNeTa - CMHAPOM Buckotta-Ongpuya

» HapyuwieHne B3aMmoaencTBma TpoMboUmnT-haKkTop cBepTbIBaHMSA (AedeKT dochonmnuaos
MeMbpaHbl) - cMHApoM CKoTTa

» CoyeTaHHble BpOXKAEHHbIE HapYyLUEeHMA - aHOMannAa Mesa-XerrimvHa, 6onesHb JlayHa, CUHAPOM
Me3eHXMMasIbHOW aucnnasmm, TAP-CMHAPOM




TpomboumTonaTtmm, conpoBoXaatoLmecs
TPOMOGOLIMTONEHMEN

1. Manbie pa3mepbl TPOMOOUMTOB - CMHAPOM BucKoTTa-Ongpuya, X-cuenieHHas
TPOMBOUMTONEHUA.

2. HopManbHble pa3mepsbl - BPOXKAEHHAsA amerakapmoumTapHas TpPOMBOLIMTONEHMS,
TAP-cMHApPOM, aMerakapuoLluTapHas TPOMOOLMTONEHUSA C BPOXKAEHHbIM
paZIMoy/ibHapHbIM CUHOCTO30M, ayTOCOMHO-JOMMHAHTHAs TPOMBOLMTONEHMS,
ceMenHan TpoMboLMTONaTMA C NPeapacnosIOXEHHOCTbIO K pa3BUTUIO OCTPOro
MMENOUHOI0 JIEMKO3a.

3. KpynHble TpoMboumThbl - cCMHAPOM bepHapa-Cynbe, cuHapom Aun Axopaxu,
TPOMBOLMTAPHbIM TN 6oNe3HU BunnebpaHaa, CUHAPOM CepbIX TpoMboLmToB, APC-
CUMHAPOM, rpynna cuHgpomoB MYH9, X-cuenneHHaa TpoMboUUTONEHUSA C
Tanaccemmen, cmHapom Mapu-Tpycco, CpeanseMHOMOPCKasa MakpouuTonaTMyeckas
TPOMBOLUUTONEHUSA, AN3IPUTPONOITUYECKAA aHEMMA C TPOMBOLIMTOMNEHMEN.




[IprobpeTeHHbIE (CMMOTOMATHUYECKUE)
TpoMboumMTONaTmMU:

1. MNpv remo6acTo3ax 6. Mpu uMppo3ax, onyxossx 1 NapasmMTapHbIX 3a60/IEBaHMUAX NEYEHU
(HapyLeHMa aare3mMBHO-arperauyyMoHHoM dyHKUMM TPOM6GOLMTOB

* An3arperaunoHHbIE r'MNOPEr€HEPATOPHbIE; BC/IEACTBUE METABO/IMYECKMX HAPYLUEHWUI, CEKBECTpALUS

TPOM6OLMTOB B NMOpPTa/ibHOM CUCTEME, NOTPEBIEHME KPOBSIHbIX

NNaCTUMHOK npu passutum ABC-cuHapoma).

o hopMbl NoTpebdeHna (npm passutmm ABC-
CUHAPOMA);
7. MNpy uuHre (HapylieHWe B3aMMOAEMNCTBMA C dHAoTENMEM U ALAD-

« CMELLaHHOro THMa. arperaupeii).

2. Npu MMeﬂOHpenMCbepaTMBHbIX 3a00N1€BAHUAX 8. py ropMOHa/IbHbIX HAPYLIEHMSAX - FUMO3CTPOreHMH,

M 3CCEHLMANbHON TPOMOOLUTEMMM. FUNOTMpeo3ax.

3. Mpu BUTaMMH B12-aedrUMTHON aHEMMM. 9. J/leKapCTBEHHbIE M TOKCUIeHHble hOpMbI (MU eYeHUM

aCnMpuHOM U ApyrmmMnm HeCTepoOUJHbIMKA NMPOTUBOBOCHIA/IMTE/IbHbIMU

4. Tput ypemnn (HapyLueHme aaresusHo- npenapaTtamm, aHTUBMOTMKAMM - KapGEHLMMIMHOM,
arperaumoHHOM (QyHKLMM TPOMOOLIMTOB, PEKE - eyl MHOM; TPAHKBUAM3ATOPaMM, HUTPODYpaHaMM,

peTpaKLmMu CrycTka). LUMTOCTaTUKAMU U Ap.).

5. Mpu MMenoMHoM 601e3HM, 6ONE3HMU 10. Mpw Nly4eBOM GONE3HM.
BanbaeHcTpeMa, rammanaTtuax (6710kage
TPOMOGOLMTOB MaKpo- U NapanpoTeEMHaMM).

11. Tlp1 MacCUBHbIX reMOTpaHCPY3UAX U UHPY3UAX
PeonoJIUrJIIOKUHA.

12. MNpu 601bLIMX TPOMOO3aX U MMraHTCKMX aHrMOMax
(TpomboumTonaTUA NoTpedbaeHUs).



KAIMHUYeCcKaa KapTMHa
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C6op aHaMHe3a

» PpOJOC/IOBHAsA C TWAaTe/IbHbIM C6OPOM CBEJEHUIM O MMHUMA/IbHOM
KPOBOTOYMBOCTU Y POJCTBEHHUKOB

> I'IepBbIl\;i 3Mn30/ KpoBOTEYEHUA

Ha/IM4Me KpoBOTEUYEHMA MPU NPope3biBaHUM/ CMEHE MIM SKCTPAKLIMM 3y60B

v

npoBoagu1aCb JiM TOH3UNJIOIKTOMAA, Obl/IM I OCNIOXKHEHMA B BHUae AJIMTEJIbHOIO
KpOBOTEYEHUA

KPOBOTOUYMBOCTb JIECEH NPU YUCTKE 3y60B
Ha/IM4YMe HOCOBbIX KPOBOTEYEHMM (KOraa NoABNATCA/YacToTa/ AIMTENbHOCTD)

06bEM MEHCTPYALMM Y JEBOYEK NyGEPTATHOrO Bo3pacTa

vV v v Vv

NMpoBOAUIUCE JZINU ONepaTMBHbIE BMELLATE/IbCTBA, 6b12I1 N remopparunyeckume
OCJ/IOXXHEHUA




O6LWMM aHa/IM3 KPOBU U NOACUET

TPOMOOLIUTOB

MOKET HE MMETb OTKJIOHEHWUM OT HOPMbI (MCKJIYMTD
TPOMOOLMTOMNEHMIO)

HEO6X0AMMO MPOBOAMTL MOACHET B PYHHOM pEXUME

MOP®dOIOrMYECKMIA aHa/IM3 TPOMBOLIMTOB (pasMepbil,
HaJIMYMe UX KOHIJIOMEpaToB, OTCYTCTBME anbda-
rpaHyn, obuwas cepad oKpacka TpOMOOLUUTOB -
6021€3Hb CepbiX TPOMOGOLMTOB)

MOPdONIOrMYECKMI aHaNIU3 APYrnx (pOpMEHHbIX
3/IEMEHTOB (BKJIOYEHUS B IEMKOLMTbI - 6ONE3HM,
o6ycnoB/ieHHble MyTaumen reHa MYH9, aHomanuu
MOpd00rMm 3pUTPOLMTOB - 6ONE3HU, CBA3AHHbIE C
MyTauuen reHa GATA-1)

b depeHumanbHana AMarHoCcTMKa ¢ AedeKToM
3abopa KpoBM (NCEBAOTPOMOOLMTONEHUA MOXKET ObITb
cneacTBMEM CKIeMBaHUA TPOMOOLMTOB B NPOGUPKE C
JATA)




CKPUHUHIOBblE TECThI

» UccnenoBaHME BpEMEHM Memoa ,quka

Karnnua1apHOro KpoBotTe4eHuA

0 _J
(Npo6bl AbtoKa, ABm) 1% C’A\
» PFA-100 (aBTOMaTMYECKMM a 4 6
aHa/M3aTop YHKLMU \ Y
TPOMOGOLMTOB)

(




OueHKka PyHKUMM TPOMOOLMTOB
ONTUYECKas arperomMeTpus

Huarnos Hapyuenue arperauuu JlONONHHTEIBHBIE PH3HAKH,
HCCIIE/10BaAHNS
bonesus bepuapa-Cynbe OreyTerBue 0TBETA HA PUCTOUETHH MakpoTpoMOOLHTONEHHSL.

Heknwuute donesus Bunnedpana.
Hceenenopanne konnuecrsa Gplb s
MPOTOYHOH LHTOMETPHH.

bonesns Buedpanaa tun
2B, ncespodonesds
Buiebpanaa

[loBblIeHHE ArTIHTHHALMH C
HU3KOH KOHUEHTpauHei
PHCTOLETHHA

TpoMOOUHTONEHNS, BO3ZMOKHO
HAIMYHE CKICHBAHNS TPOMOOLIHTOB.
Hecnenosanus vWE.

Tpomdacrenus ['nanumana

OreyrerBue 0TBETA HA BCE
ArOHHCTEL, KPOME PHCTOLETHHA

[IpoTounas yuromeTpus —
uceneaoBanue Kkoaunuecrsa wllbp3

AcnupuHonoaodHbIi
CHHPOM

OreyrerBue 0TBeTa Ha
ApaxHA0HOBYIO KHCIOTY [TPH
HOpMaJIBHOM OTBeTe Ha LU46619,
MOHHKEHMS] OTBETA C HU3KO
KOHUEHTPAUMEH KOJLIAreHa

B anamuese Hanuuue HHrudUTOpa K
COX-1

Hedexr cexpeunn. nedexr o-
rpaHy

Hanuuue CHHIKEHHOI0 OTBeTa K
HECKOJIBKMM aroHucram: AJld,
KOJUIAreH, 3UHeQpHH

IeKTPOHHAS MHKPOCKOIHS WK
NPOTOUYHAN UMTOMETPHS AL OUEHKH
IL1IOTHbIX IPaHYy

Jederr peuentopos AJlD

CHHMKEHHE WK OTCYTCTBHC OTBCTA

na AJld

B anamuese Hanuuue HHrHOUTOPOB
AJID. [MpoTouHas LHTOMETPHS 11
OLEHKH Koauuectsa P2Y ;.

CuHHAPOM cepbiX
TpOMOOLUTOB

[lonnKeHHe OTBETA HA AKTHBALIKK)
TPOMOHHOM H/WIIH KOJUIATEHOM

Makporpombouuronenus. Hanuune
cepeiX TPOMOOUUTOB (MOpQoIOrs
tpombouuTos). [lporounas
LHTOMETPHS U151 OLEHKH aibga-

rPaHy




lneTa

» BUTaMMH C
» BUTAMMH P
» BUTaMMH A
» PEKOMEHAYeTCA BKJIOYMUTb B PaUMOH apaxmc
UCKJIKOYAKTCA:

> YKCyC-coAepralme 61043
» KOHCEpPBMPOBaHHbIE MPOAYKTbI C UCMOJIb30BaHMEM CaIMLMIATOB
» npenapaTtbl, KOTOPbIE Bbi3bIBAOT HAPYLUEHUS CBOMCTB TPOMOOLIMTOB:
» acnupwuH,
p  HEHapKOTHMYECKME NMPOTMBOBOCMAJIMTE/IbHbIE NPENapaThl,
> Je3arperaHrbl,
>

AHTHUKOAryJ1aHTbl




OcTaHOBKA KpOBOTEYEHUM

» KOMMNPECCUMU TaMMOHOM MU
candeTKom, NponUTaHHbIX
aMMHOKANpPOHOBOM MU
TPaHEKCaMOBOM KUC/I0TOM

» CUCTEMHOE BBeJEeHMe npenapaTos:
AHTUDUOPUHOSIUTUYECKUNE
cpeAcTBa (TpaHeKcamMoBas
Kncnota), gecmonpeccmH (DDAVP)
M aKTUBMPOBAHHbIN
PEKOMOMHAHTHbIX haKTop
cBepTtbiBaHUA KpoBu VIl (rVila)

» nepesnBaHUS TPOMBOLUTOB
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