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Knaccudukanus no MKbB — 69.1 — kauecTBeHHBIH 1eheKT TPOMOOIIUTOB

TpomOouuTonaTusi — HapylIEHHE CHUCTEMbl TE€MOCTa3a, B OCHOBE KOTOPOTO JIEKaT
Ka4eCTBEHHBIN 1e(heKT U TUCPYHKLUS TPOMOOLIUTOB.

Kinaccudpukanus
TpomOouuTonaTHm XapaKTEepU3yIOTCA pa3BuTHeEM CIIOHTAaHHBIX u
HOCTTpaBMaTI/I‘-IGCKI/IX KOXXHO-CIIN3UCTBIX KpOBOTe‘-IeHI/If/'I. PaCHOBHaBaHI/IC nu

muddepeHranus TPOMOOLUTONATHI OCHOBBIBAETCS HA BBIBICHUH KPOBOTOUHMBOCTHU
MUKPOLMPKYJIATOPHOTO THMA C HapylleHHEeM (PYHKIIMOHAIBHBIX CBOWCTB, MOpdosoruun u
OMOXMMHUYECKUX XapaKTEpPUCTHK TpoMOoruToB. Ha 0a3e »TUX mNpOsSBICHUH CTPOUTCS
COBpEMEHHasl KJIaCCU(PHKAIMA TPOMOOLUTONATHH, KOTOpBIE TMOAPA3ICIAIOTCS Ha JBE
00JIbIIME TPYTIIBI — HACIECTBEHHBIE U IPHOOPETCHHEIE.

A. HacieacrBenHble ¢popMbl TPOMOOIUTONATHH
OcHOBHbBIE NAaTOreHeTHYEeCKHEe IPYIIIbI:

1. Cesa3anHple ¢ MeMOpaHHBIMH aHOManusiMu (cuHzapoM bepnapa-Cynbe, CkoTT
CHUHJIpPOM, TiceBa0o0o0ne3Hb Bumnebpanna, pombactenus [ maHimana u ap.)

2. CBs3aHHBIE C BHYTPUKIETOUYHBIMH aHOMAJIUSIMU
a) 0ONe3HN HEeIOCTATOYHOCTH ITyJia XpaHeHHsS — AS(PUUUT IUIOTHBIX U anbda-rpaHyn
(6one3np I'epmanckoro-Ilyanaka, TAP-cuHIpom, CHHIPOM CepbhIX TPOMOOIMTOB,
cuaapom Yenuaka-Xuracu, cuaapom ['pucuesi, 1euIuT IIOTHBIX TPaHyI U JIp.)
0) HapylleHHe peaklUd BBICBOOOXKIEHHUS TpaHyl U UX KOMIIOHEHTOB  (Iedekt
IIUKJIOOKCUT€HA3bl, TPOMOOKCAH-CUHTETAa3bl, TUIIOKCUT€HA3bI U JIp.)

3. Cwmemannsle TpoMOonHTapHble HapymeHus (cunapombl Mes-XerriuHa, Buckorra-
Onnpuua u z1p.)

4. JluchyHKIMS TPOMOOIMTOB IUIA3MEHHOTO TeHe3a M IMPH COCYIUCTBIX IHCIIIa3HsIX
(6one3ns BuineOpana, 6one3ns dnepca-/lanno u ap.)

DOYyHKIHOHAJIBHO-MOPGdoaoruyeckue (popMmbi:
1. Hapymenue aare3ust TpOMOOIIMTOB
* cunapoM beprapa-Cynbe (aeduuunt umm nedext komruiekca GPIb-1X-V)
* Oouse3np Bunebpanaa (nepumur unmn nedpexr vWF)
2. Hapymenue arperauuu TpoMOOLIMTOB
* tpombactenus [ mannmana (nedumut nim nedexr GPIIb-111a)
* HaciencTBeHHas apubpuHorenemus (nepunut win aedext allbB3, pudpunorena)
3. Hapymienue BbICBOOOXKICHHS U 1€(DUITUT IPaHyT
e Jlebunur nmyna XxpaHeHHS
a-rpanyn  (cuHApoM  cepbix  TpomOormtoB, APC-cunmpom, KsebOekckuit
TpoMOoIHTapHBINA cCUHApPOM, cuHApoM [lapu-Tpycco)



O-rpaHyln (OeHUIUT IIIOTHBIX rpaHy’, 6ojnesHs ['epmanckoro-Ilyanaka, cuHapom
Uennaka-Xuracu, TAP-cunapom)
0- ¥ O-TpaHy’ (Ie(UIUT TIOTHBIX U O-TPaHy)
4. Hapymenue GpopMUPOBaHUA U Ne(UIIUT CUTHAIBHBIX ITyTeH

e JlepexTsl pEUENTOPOB aroHUCTOB: TpomOokcaHa A, kosutareHa, AJlD,
snuHepHHA

e Jledexr axtuBanuu G-nporeuna: aepunut Goq, aHoManust Ges, AepuuT Ge;il

* Jledekr merabonm3ma ocharuaunuHozuTona — aedpuut pocdonumnassr C-2

e JlepexT MOOMIHM3AINH KATBIIUS

e Jledext dpochoprimpoBaHus MICKCTPUHA — NeDUIUT TPOTCHHKUHA3BI-C

* Hapymenue oOMeHa apaxuI0HOBOW KHUCIOTHI M TPOMOOKCaHa
- HapyIIeHUE BHICBOOOXKICHUS apaXuOHOBON KHUCIOTHI
- Te(HUIUT IMKIOOKCUTEHA3bI
- 1euIUT TPOMOOKCAHCUHTETA3hI

* AHOMaJIu¥ 3JEMEHTOB UTOCKENETa - CHHApOoM Buckorra-Onapuya

* Hapymenue B3auMOJCHCTBUS  TPOMOOIUT-(hAaKTOp  cBepThIBaHUS  (IedexT
dbochonunumaoB MmemOpansl) — cuHApPOoM CKOTTa

* (CoueraHHble BpPOXKJICHHBbIC HapylleHuss — aHomanus Mes-Xerrauna, Ooje3Hb
JlayHa, CHHIpOM Me€3eHXUMaJIbHOH nuciuiasuu, TAP-cunapom

TpomOonuTONATHH, CONPOBOKAAIONINECH TPOMOOUMTONEHH N

1. Mansie pa3mepbl TpoMOOLMTOB — cCUHApPOM Buckorta-Onapuya, X-creriaeHHas
TPOMOOIUTOIICHHUSI.

2. HopwmanbHble pa3mepsl — BpOXJIEHHAsE aMerakapHoOIUTapHas TPOMOOIIMTONCHNS,
TAP-cunzmpoMm, amerakapuonuTapHas TpPOMOOLMTONEHUS C  BPOXKICHHBIM
panuoyIbHAPHBIM CHHOCTO30M, ayTOCOMHO-JIOMHMHAHTHas TpPOMOOLUTOINEHUS,
ceMelHast TPOMOOIIUTONATHA C  MPEIPACHOIOKEHHOCTBIO K Pa3BUTUIO OCTPOTO
MHUEIIOMIHOIO JIEHKO3a.

3. Kpymabsie TpomOouuTel — cuHapoMm beprapa-Cynee, cunmpom Ju Jlxopmxw,
TpoMOOIMTapHbI TUN Oone3Hn BunneOpanna, CUHAPOM CepbIX TPOMOOIMTOB,
APC-cunnpom, rpynmna cuaapomoB MYH9, X-cuerienHas TpoOMOOIIUTONICHUS C
TaJaCCEMUEH, CUHIPOM [Tapu-Tpycco, CpenuzemMHOMOpCKast
MaKpoLUTOnaTudeckass TPOMOOLMTONEHUS, AM3IPUTPONIOITUUECKAs AaHEMHUs ¢
TPOMOOIIUTONICHUEH.

b. lIpnoOperenHble (CMMOTOMATHYECKHE) TPOMOOIUTONATHH.

1. IIpu remobnacrozax

* JW3arperalnyMoHHbIe THIIOPEreHEePaTOPHbIE;

* ¢opmsl notpedbnenus (npu pazsutuu JIBC-cunapoma);

* CMEUIaHHOTO THIA.
2. Tlpu muenonponudepaTUBHBIX 3200J€BAHUAX U ICCEHIUATEHONW TPOMOOLIUTEMHH.
3. IIpu Butamus B12-nedpunurHoit anemun.



4. TIlpum ypemuu (HapylieHHE are3UBHO-arperallioHHON (PyHKIIMN TPOMOOLIUTOB, PEXe -
pPETPAKLIUU CTYCTKA).

5. Tlpu wmwuenomHol Oone3nu, Oone3Hn BanbaeHcTpema, rammamnatusx (Omokaze
TPOMOOIIMTOB MAaKpO- U MaparnpoTEHHAMH).

6. Ilpu nmpposzax, OmMyXoJsiX W Mapa3UTapHbIX 3a00JEBAaHHUIX IEYECHU (HApyLIICHHS
aIre3UBHO-arperalioHHON  (QYHKIIMM TPOMOOIIUTOB BCJEJICTBHE META0O0IMYECKUX
HapyIIEeHWH, CEeKBecTpauus TPOMOOLMTOB B TMOPTAIbHOM cHCTeMe, MOTpebieHne
KPOBSIHBIX INIACTUHOK IpH pa3Butuu [IBC-cunapoma).

7. 1lpum nuHre (HapyueHue B3auMOAEUCTBUSA ¢ 3HI0TenneM U AJ[@-arperanueil).

[Ipu ropMOHaJIBHBIX HAPYLIEHUSIX — TUIIOCTPOT€HUH, THIIOTUPE03aX.

*

9. JlekapCTBeHHbIE M TOKCHUIe€HHbIC (OpMBI (TIPU JIEYCHUH ACHHPUHOM U JAPYTHMH
HECTEPOUJHBIMH  MPOTHBOBOCHAJIUTEIBHBIMU  IpeNapaTaMu, AaHTUOMOTHKAMH -
KapOSHIIWJUIMHOM,  NEHUIWUIMHOM;  TPAaHKBWIM3aTOpaMHd,  HHUTpodypaHamH,
LUUTOCTATUKAMHU U JIp.).

10. IIpu mydeBoit 60e3HMU.

11. [Ipu MaccuBHBIX TeMOTpaHC(]y3UAX U HHPY3UAX PEONOTUTITIOKUHA.

12. Ipu 60apmuX TpoMOO3aX ¥ TUTAHTCKUX aHTUOMaX (TPOMOOLUTONATHS TOTPEOICHNUS).

Kananyeckasi KapTHHA

Knuanyeckass kapTHHa 3aBUCHUT OT KayeCTBEHHBIX U KOJMYECTBEHHBIX Ae(PEeKTOB
TPOMOOIIMTOB —  TSHKECTb T€MOPPArHYECKOro  CHHIpPOMAa MOMKET  3HAYUTEIHHO
BapbupoBaThCcsA. [Ipym J€rkoll KpPOBOTOUMBOCTH MOKET OTMEYAThCA CKIOHHOCTh K
CUHSYKOBOCTHU IPU MaJIbIX U HE3HAUUTENIbHBIX TpaBMaX, Ha MECTE CIABIMBAHUSA PE3UHKOM;
NEpUOTUYECKAE  HEOOWJIbHBIE  HOCOBBIE  KPOBOTEUEHHS, CEMEWHBbIe  JJIUTENbHbIC
MEHCTpyalluM y OKEHIUMH M Jp. B ciydae pa3BUTHUS MacCHUBHOIO I'eéMOPpParM4ecKoro
CHHJIpOMa MOTYT Pa3BUBAThCS KPOBOMOTEPH, YIPOKAIOIINE )KU3HU PeOCHKA.

A.]'IFODI/ITM AUATHOCTUKH

JluarHocTuka TpOMOOIMTONATHH HMMEET CBOM  CIOXKHOCTH. OdYeHb  4YacTo
TPOMOOIIMTONATUU MAaCKHUPYIOTCS HOCOBBIMHU KpPOBOTEUEHHS, MEHOPPArHsIMH M JIPYTHMMHU
KPOBOTCUCHHUSIMUA CIU3UCTHIX. [lo3TOMYy mNpH Hain4yue B aHaMHE3€ KPOBOTECUCHHMH I10
MUKPOLMPKYJIATOPHOMY THIy HEOOXOIMMO TPOBOAMUTH MOAPOOHBINM cOOp aHamHe3a U
COOTBETCTBYIOIIUE IUATHOCTUUYECKUE UCCIe0BaHMs (cxema 1).

[TepBbIM 3BEHOM JMArHOCTUKU SIBISIETCS IMOJAPOOHBIN cOOp aHamHe3a OOJIBHOTO.
OO0s13aTeNBHBIM SIBISIETCS COCTABIICHUE POJIOCIOBHOW C TINATEIBHBIM COOpPOM CBENEHUN O
MUHUMAJIBHONH KPOBOTOYHMBOCTH Yy POACTBEHHHKOB. BaKHBIMH BOMPOCAMU  SIBISIOTCS:
NEPBBIA AMU30/ KPOBOTCUCHUS, HAIMYNE KPOBOTCUCHHUsS IPH TMPOPE3bIBAHUN/CMEHE WIIH
OKCTPAKIUHU 3yOOB; MPOBOIWIACH JIM TOH3WIIKTOMHS, OBLTM JH OCJIOXKHEHHUS B BHJIC
JUTUTEIILHOTO KPOBOTEUYECHHS; KPOBOTOUYUBOCTH JIECEH MPH YUCTKE 3y0OB; HATHYNE HOCOBBIX
KPOBOTEUCHH, €CM Jla, TO KOTJa MOSBISIOTCSA/4aCTOTa/IJIUTEIBHOCTE; 00bEeM
MEHCTpyallii y JIeBOYEK IyOepTaTHOrO BO3pacTa; MPOBOIMINCH JIM OIEpPATUBHBIC
BMEIIATENIbCTBA, OBUIN JIH TEMOPPATUIECKUE OCIOKHECHUS?



[lpy HaNTUUMM KJIMHUYECKUX MPU3HAKOB TPOMOOLMTONATHH BTOPHIM 3BEHOM

JTUATHOCTHKY SIBJISIETCS OOIIHMIA aHAIU3 KPOBU M TOJCYET TPOMOOIIUTOB B pYYHOM peKHME B
Mmaske. Ilpu TpomOonuromaTuusx oOIIMI aHATU3 KPOBU MOXKET HE MMETh OTKIOHEHHMH OT HOpMBIL. OpHaKo,
OpU  M3MEHEHWH pa3MepoB TPOMOOLMTOB aBTOMAaTHYECKHH aHAIN3aTOp MOXET He 3adUKCHPOBaTh
(hakTHUECKOE MX KOJIMYECTBO, MO3TOMY Ba)KHO IPOBOIUTH INOJACYET B PYUYHOM pPEXKUME C MOCIETYIOLIEH
OKpackoil Ma3koB KpoBH mo PomanoBckoMy-I'mmse. Mopdonoruueckuil aHamu3 TpOMOOIIUTOB MO3BOIHT
HOJYYUT JONOJHUTENBHYI0 MH()OPMALMIO KAacaTeNbHO KOJMYECTBA M Pa3MEpOB TPOMOOIMTOB, HAJIHYMS HX
KOHIJIOMEPATOB U ApPYyrue 0coOSHHOCTH: OTCYTCTBHE aib(a-rpaHyi U o0Ias cepas OKpacka TPOMOOIMTOB
yKa3bplBaeT Ha OOJIe3Hb CEphIX TPOMOOILUTOB, IMPU BKIIOYEHUSX B JICHKOLUTHI — 0ONE3HH, 00yCIOBICHHBIE
myTtanued rera MYHO, anomanuu MoOp¢OJIOTHH 3PHUTPOLUTOB MOTYT CBHUJIETEIHCTBOBATH O OONE3HSX,
cBsa3aHHBIX C MyTamueidl reHa GATA-1. Ilpu oOHapyxkeHMM B Ma3Ke KOHTJIOMEPAaTOB TPOMOOLUTOB
HeoOXxomuMo  mpoBecTH  aubGEpeHIHanbHyl0  JHATHOCTHKY ¢ nedekToM — 3abopa  KpOBH.
IIceBnoTpoMOOIIUTONIEHUS MOKET OBITH CIEICTBHEM CKIEHBAHUS TpoMOouuToB B mpodbupke ¢ DJTA. Dto
JIETKO MOATBEPIUTh, €CIIU CJeNIaTh TOBTOPHBIH 3a00p KPOBH B MPOOUPKY C IUTPATOM.

HccnenoBanue (GyHKIMOHATIBHBIX HAPYLIICHUN TPOMOOIIUTOB.

HecMmoTps Ha TO, 4TO Ha CETOAHAMIHUN IEHb OBLIO MPOBEIEHO OTHOCUTENBHOE HEOOIBIIOE KOJINIECTBO
CPaBHUTENBHBIX MCCIEJOBAHUI arperanuu TPOMOOLMTOB Yy B3pOCHBIX M J€TeH, Ha OCHOBAHUU HMEIOIIUX
JAHHBIX MBI MOXEM CJeJIaTh BBIBOJ, YTO PA3JIM4Ms B arperaliuu UMeeTcs TOJBKO y JeTel 10 1ro roja sku3HM.
Hdern ¢ Iro roga u no 18 ner He MMEIOT cnenM(pHUYECKUX BO3PACTHBIX HOPM KaK BHYTPU TPYIHIBI, Tak B
CPAaBHEHUHU CO B3POCIBIMHU.

CKpUHHHTOBBIMHM TECTaMHM, YKa3bIBAIOIIMMM Ha HapyIIeHHe TPOMOOLUTapHOTO 3BEHAa TeMOCTa3a,
ABIISIOTCS  yAJIMHEHHE BPEMEHH KalWUIIPHOrO KpoBoTeueHHs (mpoOsl Jlproka, AiliBu) u PFA-100
(aBTOMaTHYECKUH aHATU3ATOP (QYHKIIUU TPOMOOLIUTOB).

HuarHoctuka Oosiesnu BunneOpanga. Ha HavanbHOM d3Tame JUMarHOCTUKM, B CIIydae OTCYTCTBHS
crienuduyeckol KapTHHBI 3a00JieBaHUs M CEeMEHHOTo aHaMHe3a, JOCTaTOYHO CIOXHO BepH(HUIHMPOBATH

Gone3nr BunneGpanmna u HacneacTseHHyro Tpombommromatuioo. C I[E€IBIO HCKIIIOYEHHS OOJIE3HU
Bumiebpanna HeoOXxoauMo mpoBecTH uccienoBaHus Qaxtopa Bumnebpanga (VWF) —
Ka4eCTBEHHYI0O M KOJHMUYECTBEHHYIO OLEHKY (kodakropnas aktuBHocTh (VWEF:RCo),
antured (VWF:Ag), ananus mynbrumepoB (akropa Bumnebpanna). Kpome toro, 6one3ns
Bunnebpanna Tuma 2B mommkHA paccMaTpUBaTHCS KaK BO3MOXKHBIN TUArHO3 Y MAIMEHTOB C
Tpombonuronenueil. OaHako auarHo3 Oosie3Hn BuwneOpanga He HMCKIIOYAaeT HalUdue
tpombonuronatuu. Ilo nmuteparypueiM nanubiM 11,5%  OGonesnu BuineOpanga mmeer
COUeTaHHOE TEUYCHHUE C TceBI000Ie3HbI0 BrieOpana.

OrneHka (QYHKIUH TPOMOOILUTOB. «30JIOTHIM CTAHAAPTOM» OLEHKH (YyHKIIMOHATHLHOM
AKTUBHOCTH TPOMOOIIMTOB ObUT TpU3HAH MeToJx onTudeckoil arperomerpun (light
transmission aggregometry — LTA). Meronx ocHOBaH Ha OLEHKE (HOTOMETPOM
cBeTompomyckatomiei crnocoonoctu (% arperanuu) IUTpaTHOM OoraToil TpomOoIHMTaMHU
IUIa3Mbl TpU J100aBiIeHMH B Hee aroHucra arperammu (AJl®, snuHeppuH, KOJUIareH,
apaxuJOHOBasl KHCIOTa, TPOMOOKCaH). ATTJIOTHHALUS TPOMOOLMTOB, WHIYIMPOBAHHAs
PHCTOLIETUHOM, KOTOPBIi akTuBUpyeT cBs3biBanue VWF ¢ Gplb-I1X-V, takxke uzmepsercs ¢
novomisio LTA. B wupeane, ans mONTBEpXKACHUS HapyIIEHHs arperamud TPOMOOIMTOB
UCCIICIOBAaHUE JIOJDKHO OBITh NPOBENCHO, KaKk MHUHUMYM, onuH pa3. Kpome Ttoro, mpu
MPOBEJCHUH OICHKM (YHKIIMOHATHHOW aKTUBHOCTH TPOMOOIIMTOB HEOOXOAMMO COOpaTh
NOApOOHBI aHaMHE3 O MpHEME MEIUKAMEHTO3HBIX M TOMEONATHYECKUX Mpernaparax,
KOTOpbIE MOTYT BJIHMSTH Ha Pe3yJIbTaThl aHAIN30B.



Ha ceromnsmuuii neHb y psAga TpoMOOLMTONATHH CYIIECTBYET crenudpuueckas

KApTHHA HAapyILIECHUs arperamnuii, Kotopas IOMOraeT Bpady IIOCTaBUTb COOTBETCTBYIOLIUMN

nuarso3s (tabm.1).

Tabn.1 Hapymenue arperanuy TpOMOOIIUTOB B COOTBETCTBHUHU C TUIIOM TPOMOOITUTOIIATHH.

Juarnos

Hapymenue arperamun

HOHOJ’IHI/ITCJ’ILHLIG IIpU3HAaKu,
HCCJIICA0BaHUSA

Bonesns bepnapa-Cyinse

OTCyTCTBI/Ie OTBETA HAa PUCTOLUECTUH

MakpoTpoMOOIUTONICHHUSI.
Wckirounts 6one3ns BusneOpana.
HUccnenosanue xonmnuectsa Gplb B
MPOTOYHON IUTOMETPHHU.

Bonesns Bunnebpanna tumn
2B, niceB1000J1€3HD
Bunebpanna

IloBblIeHKE arrIrOTUHALUY C
HU3KOH KOHIEHTpaluen
pHUCTOLETHHA

TpombonuToneHus, BO3MOXKHO
HaJIMYMe CKJICUBAHUsI TPOMOOLUTOB.
Uccnegosanus vWE.

Tpombacrenust ['nannmana

OTCyTCTBI/Ie OTBE€Ta Ha BCC
AroHUCThI, KPOME€ PUCTOLETUHA

IIporounas nuromerpus —
uccienoBanue konmuecrsa allbp3

AcnupuHONO00HBIH
CUH/IPOM

OTCyTCTBUE OTBETA Ha
apaxuI0HOBYIO KUCIIOTY IIpU
HOpMasibHOM oTBeTe Ha U46619,
MOHWKEHUSI OTBETA C HU3KOM
KOHIIEHTpaluen KojiareHa

B anamue3e Hanuuue HHrHOHTOPA K
COX-1

Jedekr cekpennu, nedekr o-

Hanuuue cHmkKeHHOTO OTBETA K

3J'[eKTpOHHa${ MUKPOCKOIIHS 1T

Ha AJ1®

rpanyi HecKOJIbKUM aronucram: AJ[D, MPOTOYHASI LUTOMETPHUS ISl OLIGHKU
KOJUTareH, SUHHeppUH IUIOTHBIX I'PaHyJl
Hedekr perentopos A1D CHIXEHHEe WIH OTCYTCTBHUE OTBETA B anamHe3e Hanu4ue HHTHOUTOPOB

AJ1®. [TpoToyHast uuTOMETpUS 115
OlleHKH KonuuecTBa P2Y ;.

CuHzipoM cephIxX
TPOMOOLIUTOB

Tlonmxkenue oTBETa HA AKTUBALUAIO
TPOMOWHOM H/WIIU KOJUTArCHOM

Makpotpombouurtonenus. Hannuue
CepbIX TPOMOOIIUTOB (MOPGOIOTHs
tpombGouuToB). [Iporounas
IIUTOMETPUS 1JIsl OLICHKHU anb(a-
rpaHyia

M3o0mupoBaHHOE MOBBIIICHUE arperanvu I0J AEUCTBUEM HU3KUX KOHLICHTPAaLUU
pucronietuHa (0,5 mMr/mi) siBisieTcs mokas3aTelleM Hanuuus Oone3Hu Bwinebpanma tum 2B
win  ncepnobone3nn  BumneOpanga.  OT0  MOXET — CONPOBOXKAATHCS — HATUUUEM
TPOMOOIIMTONICHUHM M TPUCYTCTBUEM CIHMIIIMXCS TpoMOommuToB B Maszke. C 1embio
muddepeHManuy 3TUX JABYX 3a00JIeBaHUI HEOOXOJMMO MPOBECTH JIOTIOJHUTEIbHBIC
UCCIIEIOBaHMs MYyJIbTUMEPOB (akTopa Bunnebpanga, npoBeieHHue TeHETHUECKOT0 aHAIU3a.
B cnyuae nceBmobosiesnn Bunebpanna y mammeHTta OyIyT MOJHOCTBIO OTCYTCTBOBATh
BBICOKOMOJIEKYJIIpHBIE MyJbTUMepbl VWEF, a Taxke Oyner oOHapyXeHa MyTalusi B T'€HE

Gplba, pacnionoxeHHoM Ha xpomocome 17.

OTtcyTcTBHE OTBETa arperaluyd KO BCEM aroHHCTaM IpU COXPAaHEHWH HOPMAaJIbHOTO
OTBETa C PUCTOIIETMHOM YKa3bIBaeT Ha TpomOacTteHuto [ nmaHIMaHa. DTOT IUArHO3 MOXKET
OBITH TOJTBEPXKAECH MPOTOYHOW IMTOMETPHENW — KOJMYECTBEHHOH OIICHKOH perenropa
memOpanbl TpomOouuToB allbB3. Pasnuuaror nBa tuna tpombactenun [nannmana: npu I
TUIIE HAPYLICHO B3aUMOJEHCcTBHE TPOMOOIUTOB C (PMOPHHOTEHOM M HAKOIICHHE €rO B O-
rpany’ax, npu Il Tune naHHbIe HapyIIEHUS! OTCYTCTBYIOT. 3HAUUTENILHO MMOHWKEHHBIH OTBET



Ha Bce koHueHTpamu AJl® ykaspiBaer Ha Hanmuuue nedexrta AJld-penentopoB P2Y,. C
HeNpl0 BepU(UKALUU HapylIeHHss MEeMOpaHHBIX PpELeNnTOpOB HEOOXOAMMO IPOBECTH
reHernueckuid ananmu3 reHoB ITGA2B, ATGB3 nns tpombacrenuu ['mannmana u P2RY 12
s nepexra AJld-penientopoB P2Y ;.

[TonnmxeHne BTOpOM BOJHBI arperanmuu noj nedcreueM AJ[® u snuHedpuHa u
MOHIDKEHUE arperanyu ¢ KOJUTAareHOM MOXKET yKasbIBaTh Ha JAeduuuT myia xpaneHus. C
[EJTBbI0 TTOATBEPKICHUS NedUIUTa TUIOTHBIX TPaHyJl HEOOXOIUMO TPOBECTH JICKTPOHHYIO
MHKPOCKOIIHIO Ma3Ka WIM LUUTOMETPUYECKHM aHain3. Ha cerogHsIIHui J€Hb CYIIECTBYET
HE3HAYUTENbHBI Ha0Op TEHETUYECKUX MApKEpOB IS JaHHOU HO30050THU. C MOMOIIBIO
TEHEeTHMYECKOTO aHaliu3a MOXKHO BepuduiupoBarth 0Oone3ns [epmanckoro-Ilynmaka u
cunapoM Yenunaka-Xuracu.

JuarHocTuka TpoMOOIMTONCHUU. B cilydyae Hanuuus y manueHTa B OOIIEM aHaIn3e KPOBU

TPOMOOIIMTONICHNH, HEOOXOAMMO OEHUTh pa3mep TpombOoruToB (Cxema 1). [lannas
KJaccuukanus ocHOBBIBaeT Ha orieHke MPV (mean platelet volume) — cpeanee 3HaueHne
o0beMa  H3MEPEHHBIX  TPOMOOLMTOB,  KOTOpPOE  HM3MeEpseTcsl  COBPEMEHHBIMHU
reMaToJIOTHYeCKUMH aHallM3aTopaMu (pacmpesesieHne TpoMOonuToB mo odwvemy). Kpome
TOTO, pa3Mep TPOMOOLMTOB MOJATBEPKAACTCS TMPH  MCCIEIOBAHUU  MOP(OIOTUH
TPOMOOIIMTOB B Ma3ke. BhIIensio Makpo-, HOpMO- U MUKPOTPOMOOIIMTONEHUIO. AHaMHeE3
3a0oJeBaHus MO3BOJISET MU (HEepeHIUPOBATh NIPHOOPETEHHBIN U HACIIEACTBEHHBIN XapaKTep
TPOMOOIMTONCHNH. Y JeTe TPOMOOLUTONCHUH Yallle SBISIOTCS MpUoOpeTeHHbIMH. [leOroT
3a0o0neBaHMs, CEMEHHBII aHaMHE3, pe3yNbTaTbl NPEIBIAYIIMX aHAJTU30B KPOBH TaKKe
MO3BOJISIIOT  ONPEACTUTh XapakTep BO3HUKHOBEHHUs TpomOouuToneHun. Kpome Toro,
HaJIMYME COIYTCTBYIOIUX 3a00J€BaHUN MMEET 3HAUYMMYIO POJb B IOCTAHOBKE IMArHo3a:
ckenernsle aHoManmuu (TAP-cunnpom), umMmmynoaeduuut (cunaapom Buckorra-Ongpuda),
0one3HH ToYeK M moTeps ciyxa (Oone3Hu, oOycnoBieHHble MyTauueil rena MYHO).
MHorue TpoMOOIIMTOIIEHUH aCCOLIMUPOBAHBI C HapyIIeHUEeM (PyHKIHI TPOMOOIIMTOB.

MHUKPOTPOMOOLIMTONIEHUS] M HapyIIEHHE arperamud TPOMOOIMTOB YyKa3bIBaeT Ha
HaJIMYMe KayeCTBEHHOTO WJIM KOJMYECTBEHHOro nedekra crenudpudeckoro denxka WASP
(Wiskott-Aldrich syndrome protein). Jlns kimaccuueckoil ¢opmbl cunapoma Buckorra-
Onugpuua (CBO) xapakTepeH KOMILJIEKC HApyLIEHWH, B KOTOPBIA BXOJAT IOBBIIICHHAS
KPOBOTOYHMBOCTb, PELUUBHPYIONIUE OaKTepUaibHble, BUPYCHbIC M TPUOKOBBIC HH(EKINH, a
TaKXKe KOKHast
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u sk3ema. CymectByer Oonee nérkas ¢opma TedeHus 3abosieBaHus - X-CHETUICHHAS
TpoMOoIMTONIeHUsI. 3a00JIeBaHUE XapaKTEPU3YeTCs OTCYTCTBHEM BBIPAKEHHBIX NMPU3HAKOB
MMyHOzepuuTa 1 3k3eMbl. C 1enplo BepuUKAMK JHAarHO3a JAHHOW Tpymme OOJbHBIX
HEOOXOMMO TMPOBOJUTH IYHKIHMIO KOCTHOI'O MO3ra M aHalM3 MuenorpaMmel. B
muenorpaMmMe 1npu  CBO  oTMewaercss  HOpMalbHOE  KOJHMYECTBO  HEU3MEHEHHBIX
MerakapuouToB. MmmyHonoruueckue nedextsl y 0onpHbIX CBO sBIsAIOTCS pe3yIbTaToM
HapyIIeHUs] TOMEoCcTa3a JIUM(POLUTOB, KOTOPBIH TMPOSIBISAIONIETOCS B PE3KOM CHIDKCHHH
nponopuuu  T-nmumdoruroB 1 B-nmumdoruros. Ilpu wuccnenoBanuu  (yHKIMOHATIBHBIX
HapymeHni TpoMOonuToB y 60mbHBIX ¢ CBO 00HapyXHBaeTcsi MOBBIIMICHHAS YKCIPECCHS
docharuanincepuna U 00pa3oBaHME MHUKPOYACTHII B OTBET Ha CTUMYJ. BeposTHbIM
MEXaHU3MOM Pa3BHUTHUS TPOMOOIUTONCHUM SIBJISETCS MOBBIIICHHOE YJaJleHHE TPOMOOIIMTOB,
JKCIpeccupyrommx  (ochaTuauiceput, Makpodaramu cene3eHKH. J[Is moaTBep KIeHus
muarnoza CBO u  X-CHEIUICHHON TPOMOOLMTONEHUH HEOOXOAUMO TMPOBECTH aHaJIH3
sKCHIpeccuu Oenka | onpenaeneHue myranuu rena WASP.

HopmouuTapHast TpoMOOLIMTONIEHUST Yallle BCETO acCOLMHMPOBAaHA C HACIEICTBEHHBIM
nedexToM merakapuononsa. /[marHocTuka JaHHOW TpymIbl OOJBHBIX 00s3aHA BKIIOYATH B
ce0s1 aHaJIM3 MyHKIMH KOCTHOTO MO3Ta JJISi UCKIIOYCHUSI IPUOOPETEHHBIX NPUYMH Pa3BUTHUS
TPOMOOIIMTONCHUH (HallpuMep, HHPMIBTPALUIO KOCTHOTO MO3Ta), C LIEIbI0 KOJTMUYECTBEHHOTO
M KayeCTBEHHOI'0 aHAJIM3a MEraKapHOLUTAPHOTO POCTKA, a TAKKE - HAJIWYMUA aHOMAJIHH
APYTUX POCTKOB KOCTHOrO Mo3ra. TpomMOomuronatus y HOBOPOXIEHHBIX SBISETCA
OTHOCUTEJIPHO YacThIM SIBJIEHMEM M 4Yalle BCEro CBs3aHa C IPEHATAJbHBIMM WJIHU
nepuHaTadbHBIMU  akTopamu. Peakue HaciencTBeHHble 3a0ofeBaHMs, Takue Kak
BpOXJeHHass —amerakapuonurapHas TpomOouurtonenuss (CAMP), TAP-cunzpom u
amerakapuoluTapHas TPOMOOIMTONCHUS C BPOXKICHHBIM pPaJHOYyJIbHAPHBIM CHHOCTO30M
(ATRUS), xapakTepu3ylOTCs HaJIHMYUEM TSDKEIOH TpOMOOIMTONEHUEH C TepBbIX THEH,
KOTOpasi COXpaHsETCsl M IIOCIE OKOHYaHWS HEOHATaJIbHOIO Iepuoja. Y MaHHOM TIpyHIbl
OOJIbHBIX HAOJII0AeTCsl U30JIMPOBAHHOE MOPAKEHUE METAaKapHOILUTAPHOIO POCTKA KOCTHOTO
MO3ra M TOBBIIIEHHOE KOJMYECTBO TpoMOOMOdTHHA B Iia3Mme. Hamuume CKeneTHBIX
aHoMayinii  mo3BosisieT  nuddepenimpoBarb TAP-cuHApoM HW  aMerakapuoIUTapHYIO
TPOMOOIIMTONICHUIO C BPOXKICHHBIM pPaJuOYJIbHAPHBIM CUHOCTO30M. [y Bepuukanum
BPOXJIEHHON aMerakapHoIUTapHOH TpPOMOOLMTONIEHUH HEOOXOAMMO TPOBECTH aHAIIU3
MyTaiui c-Mpl - reHa, KOJUPYIOIUi perenTop TpOMOOO3THHA.

MaxkpoTpoMOOIIUTONIEHUST Yy JIeTel dYalie UWMeeT MNPUOOPETeHHBI XapakTtep.
WNnunonarnyeckas tpomoOoruronennyeckas myprypa (MTII) sBnsercs ocHOBHON HpUYMHOMN
Pa3BUTH T€MOPPArHuecKoro CHHIApOMa y JAeTeil B pe3ylbTaTe AECTPYKIHs TPOMOOIMUTOB
BCJICJICTBHE OOpa30BaHUsl aHTUTEN K UX MEMOpAaHHBIM aHTUTEHaM. Y OOJBIIMHCTBA TaKUX
OOJIBHBIX SMHU30/bI KPOBOTEUCHMS HOCAT OCTpBIA Xapakrep. Kpome Toro, mpuoOpeTeHHas
TPOMOOIIUTONICHUSI MOXeET ObITh O00yCJIOBIEHA MPHUEMOM JIEKAPCTBEHHBIX CPEJCTB,
MHQEKIMOHHBIMU TpOLlecCaMu, BociajieHneM. OJHaKo B ciydae, eciH y JAeTel ¢ AUarHo30M
WTII TpoMOOIMTONEHUST OKa3bIBAETCS pepakTepHOi K MPOBOJUMON Teparnuu W/ UiIu €ClIH B
CeMbE€ €CTh TpPOMOOIIMTONEHUS B aHaMHe3e - HEOOXOJUMO 3aMoJ03PUTh HAIWYHE
HaCJIe/ICTBEHHON TPOMOOIMTONIEHHU. B ciyyae Halmu4us XpOHHUUECKOW TPOMOOLUTONICHUH U
KPYITHBIX TPOMOOLIMTOB B Ma3Ke B MEPBYIO OUepeab HE0OX0IuMO oOcieoBaTh Ha HAIWYHE



6one3nn Bumnebpanaa tun 2B, 0cobeHHO ecin 00HApYKUBAIOTCS CKICEHHBIE MEXITy cOOOn
TpoMOomuThl (niceBnoOone3ns BuneOpanma). MccnemoBanme ¢akropa BumnebOpanma u
arperaiii TPOMOOIIMTOB NOMOXET YCTaHOBHUTH 3TOT JauarHo3 (cM. Bbime). IloHmkeHHOe
cootHomenne VWF:RCo/vWF:Ag, uzonupoBaHHas arriOTHHAIMS TPOMOOIIMTOB C HU3KOH
KOHIIGHTpaLMEel PUCTOIIETHHA YyKa3bIBaeT Ha Haimuuue Oone3nu BunneOpanma tun 2B wnm
niceBo6osie3Hp Bunnebpanna.

Hanuuue B rpanynonurax ¥ MOHOIUTAX OONbIINX 0a30(MIBHBIX BKIIOYEHUH (Tener
Jlene) B Ma3zKe KpOBM IpH OKpacke 1o PoMaHoBckomy-I'MM3e sBIIs€TCS MapKepOM IpyHIIbI
cuaapomoB MYH9. B nannyro rpynmy CHHAPOMOB BXOIAT aHoMmanus Mes-XerrinHa,
cuapombl @extHep, DmmTeitHa, CebacThsiHa. B OCHOBE MATONOTHM JICKHUT MyTalusl TeHa
MYH9, komupyromiero TsDKenyr Ienb HemblmieyHoro wmwuosuHa I[[A (NMMHC-IIA).
TpoOouuToneHUsT CONMPOBOXKIAACTCA TIOpPAaXKEHHWEM TMouyeK (HedpuT), HEUpO-CEHCOPHOU
TYroyXxOCThbI0O W KaTapakTOW, HO HaJM4YUe JAHHBIX MATOJIOTUH HE SBIAETCS 00s3aTeIbHBIM,
ocobenHo y xereil. OOHnapyxenue arperatoB NMMHC-IIA B HeliTpodmiax MeToa0M
UMMYHO(]IIOOPECIICHIIMN TOATBEP)KIAeT TUarHo3 JaHHOW Tpymnmbl cHHAPOMOB. C Ienbio
OIpeIeICHUSI KOHKPETHOM MyTallui PEKOMEHAYETC IIPOBEACHUE TeHETUUECKOr0 aHAJIN3a.

OOHapyxeHne B Ma3Ke OOJBIIMX OJIEAHBIX TPOMOOIIMTOB, MOJTBEPIKICHHBIX
MOCPEJICTBOM 3JIEKTPOHHOW MMKPOCKONHUH, YKa3bIBaeT Ha CHHAPOM CEPBIX TPOMOOLMTOB
(mepunur ansga-rpanyn). Hapymenue QyHKIUM TPOMOOIIMTOB MPOSBISETCS B CHUKCHUU
arperaiii ¢ KOJUIareHOM W/uiau ¢ TpomOuHoM. [locnmenHue ucciepoBaHHs MOKa3ai, YTO
JaHHAasI IATOJIOTUS CBsI3aHa ¢ MyTalueil B xpomocome 3p21.1-3p22.1, Ha ceroaHsILIHUN J1€Hb
BbIsIBIIeHB! MyTauuu B reHax AR-GPS (4-Mb unrepBan xpomocomsl) u NBEAL2. bone3nb
CephIX TPOMOOIIMTOB YACTO COMPOBOXKAAETCS HAJIMYUEM CIUIGHOMETaJluHk, BTOPHYHOTO
Muenoguopo3a, MOBHIIIEHUEM YPOBHS BUTaMuHa B, B ma3me KpoBu. B myHKTaTe KOCTHOTO
Mo3ra oOHapyxuBaercss (uOpo3 pa3NUYHON CTENEeHW MpH HOPMAJIBHOM KOJIMYECTBE
METaKapHOILUTOB.

OTcyTCTBHE arTIIOTHHAIMKN C PUCTOLETHHOM M MaKpOTPOMOOLIUTONIEHUS XapaKTepHBI
s cuaapoma bepHapa-Cynbe. Tak ke MokeT HaOMIONAThCS MOHMKEHHME arperanuu C
TpoMOHMHOM Ha (hOHE HOPMAJBHOMN arperaluu ¢ ocTalbHbIMU aronuctamu. Jlepunur Gplb-
IX-V MoxeT ObITh NOATBEPKIEH METOAOM MPOTOYHOH HUTOMETPUH M NPU FeHETUYECKOM
ananmu3e renoB GPIBA, GPIBB u GP9. B pesynbrate nedpunmra Gpl-IX-V nHapymaercs
CBSI3bIBaHME TPOMOOLUTOB ¢ (akTopoM Buiiebpanaa, a Takxke CTAHOBUTCS HEBO3MOXHBIM
¢ukcarms TpoMOMHa Ha ux mnosepxHocTu. Cunapom bepnapa-Cynse mnposiBisercs
3HAYUTEIBHON KPOBOTOYMBOCTHIO MHKPOLMPKYJIATOPHOTO M CMELIAHHOTO THUIA, KOTOpas
IPOSIBIIIETCS YKE Cpas3y MOCIE POXKICHHS.

JleueHnue

JletTh ¢ OWarHo30M  HACTEACTBEHHAs TPOMOOLMTOMATHS  HAOMIONAIOTCS B
CHEIUAIM3UPOBAHHBIX T€MATOJIOTHUECKUX [eHTpax. [laHHast Tpynma OOIbHBIX HYKIACTCS B
KOPPEKTUPOBKE AHMETHI: MUIA JOJDKHA OBITh BUTaMUHU3MpoBaHa (BuramuHbl C, P, A),
UCKIIIOUAIOTCSL  YKCyC-COoJiepKaiiue  OJioja,  KOHCEPBUPOBAHHBIE  MPOAYKTHI €
UCIIOJIb30BAHUEM CAJIMLMIIATOB, TaK K€ PEKOMEHAYETCS BKJIIOUUTH B PAIMOH apaxuc.
WckmouatoTcss mpenaparbl, KOTOPbI€ BbI3BIBAIOT HAPYILICHUS CBOMCTB TPOMOOIUTOB:



aClMpUH, HEHAPKOTUYECKUE IPOTUBOBOCHAIMTENBHBIE MpenapaThl, J€3arperaHThl,
AHTUKOAryJssHThI.  [IpOBOAWTCS caHalUsl XPOHWYECKUX OYaroB WHQEKIUU, JIECUCHHE
COITYTCTBYIOIIUX 3a00JIeBaHMM, BaKIIMHAIIUS [IPOTUB Tematuta A u renatura B.

IIpy pa3BUTUM JIETKUX MECTHBIX KPOBOTEUEHUN BO3MOYKHA MX OCTAHOBKA IIyTEM
KOMIIDECCUM  TaMIIOHOM MM  cal(eTKoW, MPONUTAHHBIX aMHHOKAIPOHOBOM WU
TPAaHEKCAMOBOM KHUCIOTOH. IIpu pa3sBUTHM KpPOBOTEYEHUH CPEAHEM M TSAKEJIOU CTEIECHU
HEOOXOIMMO CHCTEMHOE BBEACHHUE IIPErnapaTroB: aHTU(UOPHUHONIUTHYECKUE CPEICTBA
(TpanekcamoBast kucnora), necmonpeccud (DDAVP) u akTuBUpoBaHHBINA PEKOMOMHAHTHBIHN
daxTop cBepreiBanus kpoBu VII (rVIla). XXusHeyrpoxaromue cOCTOSHHS 4acTO TPEOYIOT
NepeTUBaHus TPOMOOLIMTOB C IEIbI0 KOMIIEHCALIUU MX BPOXKICHHON TUCHYHKLINH.

AHTU(OUOPUHONIUTUYECKUE TIPENapaThl - TpaHEKCaMOBasi KUCIOTa, aMUHOKAIPOHOBAS

KHCJIOTa - HMHTHOMPYIOT JEHCTBHE aKTHUBATOpa IUIa3MHUHA M IUIa3MHHOTEHa, 00JaIaroT
F€MOCTaTUYECKUM  JIEHCTBUEM IIPU  KPOBOTEUEHHUSX, KpPOME TOIO, OKAa3bIBalOT
NPOTUBOAJIEPIMYECKH ¥ MPOTHBOBOCHAIMTENBHBIM 3(PQEeKT 3a cyeT NOoJaBICHUS
00pa30BaHUsl KWHUHOB U JPYTUX aKTHBHBIX MENTHOB, YYaCTBYIOIIUX B aJUIEPTUUYECKUX U
BOCTIAJIMTENBHBIX peakuusX. Y TMAIHEeHTOB € TPOMOOLMUTONATHSIMM HUX 4Yalle BCEro
IPUMEHSIOT B ClIydae pa3BUTHsI HOCOBBIX, JI€CHEBBIX KPOBOTEUEHUH, MEHOpparuu. Taxoke
MX Ha3HAyYaroT ¢ LEJIbI0 MPEYyNPEXKACHNS Pa3BUTHS KPOBOTEUEHUI IIPU MTPOBEIEHUHU MaJIbIX
OIEpaTUBHBIX BMEIIATEIBCTB U CTOMATOJIOIMUYECKOTO JIedeHHsI. BO3MOXKEH nepopasibHbIN U
BHYTPHBEHHBIH MeToJl BBeaeHHsA. [Ipemaparom BbeIOOpa B JaHHOW TpynIme sBISETCS
TpaHeKcaMoBas KUCIOTHI. [1o cpaBHEHUIO ¢ aMUHOKAIIPOHOBOM KHUCJIOTON OHa o0JsiafaeT B 8
pa3z Oombineil aHTHQUOPUHOIUTHYECKON aKTUBHOCTHIO. J[03a TpaHEKCaAaMOBOW KHCIOTHI
cocrasiser 15-25 mr/kr nepopanbHo 3-4 pa3a B AeHb win 10 Mr/kr BHyTpuBeHHO 3-4 pa3a B
neHb. Ee Taxke MOXHO MCIONb30BaTh I IOJOCKaHMs U1 pTa B CilIydyae JECHEBBIX
kpoBoreueHuii — no 10 mu 5% pactBopa 4-6 pa3 B JeHb, B Cilydac 3arjaTbIBaHUSA
SKBUBAJIEHTHast 1o3a cocraBister 500 mr. AHTHUQUOPUHOIUTUKM MPOTHBOINOKA3aHBI MPHU
reMaTypHuH U3-3a OIaCHOCTHU Pa3BUTHS OCTPOM MOYEUHON HEJOCTATOUHOCTH.

HCCMOHDGCCI/IH ABIIACTCA CHUHTCTUYCCKUM aHaJI0ToOM Ba3oIlpecCruHa

(aHTUAMYpPETHYECKOTO TOpMOHA). VIMeeT BbIpaKEHHBIH MPOKOATYISHTHBIA 3(dexr —
NOBBIINIACT KOHIEHTpauuio (akropa ceeproiBanust kposu VIII (FVIII) u vWF B masme.
Hasznauaetcs npu xonudecTBeHHOM aedurute Gaxropa Bumnebpanaa. Ero MoxHO BBOAUTH
BHYTPUBEHHO, MOJKOXHO M HMHTpaHa3aibHO. CrangaptHas noza DDAVP  cocrasnser 0,3
Mmr/kr (e 6osiee 20 Mr) BHYTpUBEHHO (WK 1OoAK0KHO) uiau 300 mr uHTpaHa3anbHo (150 mr
y gereil ¢ Becom MeHee S50 kr). MakcumanbHble 3HaueHuss VWF B miuasme aocTurarorcs
yepe3 30 — 60 MMHYT npu BHYTpPUBEHHOM HMHBEKIMH M 4depe3 90 — 120 MuHyT npu
Ha3aJbHOW U MOAKOKHOM aaMHMHHCTpauuu npenapara. Oteer Ha neueHue DDAVP moxer
ObITh pa3znuuHbli. [loaTOMY nepen HazHaue€HHEM JAHHOTO MIpenapata HEOOXOIUMO BBECTH
NpOoOHYIO TEpaneBTHUECKYIO 703y MPH OTCYTCTBUH KpoBoTeueHHs. Ecimu dyepe3d 30 MUHYT
i 60 MUHYT (BHYTPMBEHHOE U IOJKOKHOE BBEJIEHUE, COOTBETCTBEHHO) y MALMEHTA
HaOmomaeTcss oxupaembld noaseM KoHueHtpauuu  FVIIL, to DDAVP HazHauaiorT B
KauecTBe remocraTuueckoi tepanuu. Ilpm tepamun DDAVP wMoxer HaOmomarbes
3a/iepKKa )KMJIKOCTH B OpraHU3Me U TMIIOHATPUEMUs, [I03TOMY B TeUeHHUE 24-X 4acoB MOCE
BBEJICHUS TIpenapaTa NalMeHTaM pPEKOMEHAYeTCs OrpaHHYuTh 00BeM MoTpedisieMoit



xuakoctu. ITo 3T0il sxe npuunHe, AECMONPECCUH HE IPUMEHSETCA y AeTel Miaale 2-X JieT.
DDAVP cnegyer Ha3HayaTb C OCTOPOYKHOCTBbIO Yy TAllMEHTOB C TUIIEPTOHUEH,
OpOHXMAJbHOH AacTMOW, THUPEOTOKCHKO30M M XPOHHYECKUM HEPpUTOM. AOCOIIOTHBIM
IPOTUBOIIOKA3aHUEM SBIISIOTCS AMMiencusi, oepeMeHHOCTh. CepaeyHast HeIOCTaTOYHOCTh U
MPOTPECCUPYIOLIUI aTEPOCKIIEPO3.

Tpancdysus TpoMOOIHMTOB - KpacyroibHBIM KaMHEM B TEpalUU HACIEICTBEHHBIX

TPOMOOIIMTONATUH C YIPOKAIOIIMMHU JKM3HM KpPOBOTCUEHUSIMH M y TALUEHTOB C
Hea(ppeKTUBHOM remocTaTHYECKON Tepanueil HecrenupUuecKuMH mpenaparaMu. bonbHbIe
C TSDKEIBIMU HACJIEJCTBEHHBIMU Jedektamu TpomOouuToB (cunapom bepnapa-Cyibe,
curapom Buckorra-Onapuua, Tpombactenus [ nanimMana) 4acTo HyKAal0TCs B PETYIISIPHBIX
TpaHchy3UsIX TPOMOOLIMTOB, HECMOTPSI HAa PUCK PAa3BUTHUS aJUIOMMMYyHH3amu n6o k HLA
aHTUTeHaM, JHMOO K MOBEPXHOCTHBIM IIIHMKompoTenHam TpomoOorutoB (Gpl-b-IX-V umn
allbB3). PasButrue pedpakrepHocTH K TpaHCPY3UHM XapaKTepU3yeTcs  OBICTPHIM
HUBEJIIMPOBAHUEM  TEPEIUTHIX  TPOMOOIMTOB M3  KPOBOTOKA U OTCYTCTBUEM
tepaneBTrueckoro 3¢gdexra. Crneunanuctsl United Kingdom Hemophilia Center Doctor’s
Organization (UKHCDO) pekoMeHIyloT MpOBOAUTh TpPAaHCPY3UH TPOMOOIMTOB,
coBMecTUMBIX 110 HLA, ¢ 1epi0 NOHM)KEHUS pUCKa Pa3BUTHA aJUIOMMMYHU3ALNU y TAaHHON
rpynmnsl nanueHToB. OJHAKO, 3TO HE BCErJa BO3MOXKHO, OCOOCHHO B CiIydae pPa3BHTHUS
OCTPOTO, JKU3HEYTPOXKAIOIIEr0 KPOBOTEUEHUSL.

PexoMOMHAHTLIA aKTUBUPOBAHHLINA (hakTop cBeprhiBaeMocTtu Kpou VII (rFVIla)

sBisieTcsa 3(pPEeKTUBHBIM TeMOCTAaTHUECKUM CPEJCTBOM y JETEH W B3POCIBIX C JTUArHO30M
TpoMOoIMTONaTHs, OCOOEHHO y TMalUMEHTOB ¢ TpomOacTeHueil [maHnmana u 0oOJE3HBIO
bepnapa-Cynbe. B tepaneBtnueckux noszax rFVIla HanpsMyto, HE3aBUCUMO OT TKaHEBOI'O
dakTopa, akTtuBuUpyeT (akrop X Ha TOBEPXHOCTH AKTUBUPOBAHHBIX TPOMOOIIMTOB,
JIOKAJIM30BAHHBIX B 30HE MOBPEKICHUA. DTO NMPHUBOJUT K O00pa30BaHHMIO M3 MPOTPOMOHMHA
TpoMOUHa B OOJIBIIIOM KOJUYECTBE HE3aBUCHMO OT TKaHEBOro (akTopa. [Ipyrumu cioBamu,
dapmakonunamuueckuii d¢pdexr ¢akropa VIla 3aximoyaercs B YyCHICHHOM MECTHOM
oOpaszoBanun (akropa Xa, TpomOuHa u ¢ubpuna. rFVIla sBasercs npenapatoM BeIOOpa y
OONBHBIX TpoMOacTeHuel [maHIMaHa ¢ alJTOMMMYyHHU3alMed WM C PePpaKTePHOCTHIO K
Tparcdysusim  TpoMOouuToB. CraproBas no03a cocTaBisieT 90 MKI/KT € TMOBTOPHBIM
BBEJICHMEM KaxJple 2-3 yaca [0 MOMEHTa OCTAaHOBKM KpoBoTeueHus. OpHako, Ha
CETOAHSIIHUN JIEHb HET IOCTATOYHOTO 00beMa KIMHUYECKUH MaHHBIX 00 3PdexTuBHOCTH
JeiicTBUs mpenapaTa y OOJIbHBIX ¢ TPOMOOLUTONATHSIMU.

JucnancepHoe Ha00aeHHe 00IbHBIX TPOMOOLMTONATHAMH.

[TarueHTsl ¢ TPOMOOLUTOMATHSMH  JIOJDKHBI ~ TMPOXOJIUTH  PETYJISPHBIC
TUCTIAHCEpU3AllMM, HE3aBHUCHMO OT HAJIMYUS TeMOpparuvyeckux smu3oioB. Ocmotp
neanaTpa W reMarojiora MHUHMMyM | pa3 B 6 MecsleB, OCMOTpP OTOJApHUHIOJIOTa H
cTomarosiora MUHUMYM 1 pa3 B roa. Kpome Toro, Heo0X0AuMO MPOBOJUTE JTA0OPATOPHBIIA
KOHTPOJIb - OOIIMI aHanu3 KPOBH, OOMIMK aHAIM3 MOYH, KOaryjorpaMma, arperamus
tpoMbouutoB ¢ AJlID, osnuHeppuHOM, KOJIJIArEHOM, apaxUIOHOBOW  KHUCIOTOM,
TPOMOOKCAaHOM - MUHHMYM 1 pa3 6 MecsIieB.
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