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OTHOJIOTHUS U MATOTeHE3

Cungpom bepnapa-Cynbe — 3TO HaClIEACTBEHHOE HapyIICHUs (YHKIUU
TpOMOOIIUTOB, OOYCJIOBJIEHHOE MOTEPEN perenTopa, KOTOPbIA CBA3BIBACT (HAKTOP
Bunnebpanga Bo BpeMsi aAre3ud TPOMOOITMTOB HA paHHEH CTaguu MEPBUYHOTO
remoctaza (puc.l). DroT pemnenTtop Takxke HazbiBalT peuentopom Gplb/V/IX.
Peuientopsl — 3TO MPOTEHMHBI HAa MOBEPXHOCTH TPOMOOIIUTOB, MOMOTAIOIINE UM
B3aMMOJICHCTBOBATh/PEarupoBaTh C JNPYTMMH KJICTOYHBIMH DJIEMEHTAMH KPOBHU
unu Bemectna. [lockonbky peuenrop miss VWE oTrcyTcTByeT minm He IEUCTBYET
JOJDKHBIM 00pa3oM, TPOMOOLIMTHI HE MPHUKIEUBAIOTCS K MOBPEXAEHHON CTEHKE
KPOBEHOCHOT'O COCyJa, MPUCYLUIUM UM CIIOCOOOM, YTO 3aTpyJHSET 0Opa3oBaHHE

HOPMAJIBHOT'O KPOBAHOI'O CI'YCTKa.

Cungpom bepnapa-Cyinbe siBisieTcsi 00JI€3HBIO C ayTOCOMHO-PELIECCUBHBIM
TUIIOM HacienoBaHusa. To ecTe, o00a poauTeNs SBIAIOTCS HOCUTEISIMU
TEeHETUYECKUX HapyLIeHUH (Ja)ke eciid, Kak IpaBUJIO, CaMH OHU HE CTpPajaroT
NOJ00HBIM HApYIIEHUEM), U MEPENAIOT 3TOT U3MEHEHHBIN I'eH CBOEMY pEOECHKY.
[Togo6HO MHOTMM 0O0JE€3HAM C ayTOCOMHO-PELIECCUBHBIM THIIOM HAacJeIOBaHUSA,
OH B OOJIbLIIEH CTENEHM OTMEYaeTCs B TE€X PErHOHaxX, IJ€ YacThl Opaku MExXIy
poactBenHukamu. Cunapom bepHapa-Cyiibe MOXKET BCTPEUaThCS KaK y MYXKYHH,

TaK U Y )KCHIIIWH.

DUEPUHOCEHOS bR '.
peyenrop
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Peyenrop VWF

Pucynok 1. TpoMOOIIMT C MOBEPXHOCTHBIMH PELIEITOPAMH U TPaHyIaMu



Pucynoxk 2. ['urantckue TpoMOoIuThl ipu cuHpome bepuapa—Cyibe

C. bepnapa-Cynbe HacieayeTcs IO PELEeCCUBHO-ayTOCOMHOMY THITY.
N3BectHo 112 myranuit reHoB GPIBA (17q13.2, 45 myTanuii nperuMyiecTBEHHO
no TUIY Jeneuuu W HoHceHc-mytamuil), GPIBB (22ql11.21, 38 wmyrauuii
IPEUMYIECTBEHHO  MHUcceHc-myTammii) u  GP9  (3gq21.3, 28 wmyrauuii
IIPEUMYILECTBEHHO MHUCCEHC-MYyTaluil), KOZAUPYIOLIUX CyOBbEeIMHULIBI
riukornporenHoBoro komiiekca GPIba, GPIbb u GPIX cooTtBercTBeHHO.
Mytauus B rene GPIBB uvacTo Takke acconuupoBaHa ¢ HAIMYHEM BPOKIECHHBIX
MOPOKOB Ppa3BUTUS cepaua, JHUIEBON Manbhopmalved, armiazueid Tumyca —
CHMIITOMAaMH, XapakTepHbIMU 11l cuHapoMa Ju J[xopxu. Hanuuwme y takmx
NAlMEeHTOB MaKpOTPOMOOIMTOIIEHUHM U TEeMOPpParuueckoro CuHApoma Tpedyer
uckimouenus CBbC. Ilocne ynanenus curnanbHoro oenka redbl GP cocrosit u3 N-
TEPMUHAIBHBIX  JIOMEHOB, Oorarbix ~ moBropamu  JjeiinmHa  (LRR),
TpaHCMEMOPAHHOM CHUPATM W KOPOTKOTO LHUTOIIA3MAaTUYECKOTO  KOHIIA.
BobIIMHCTBO MyTanuid NPUBOAUT K HAPYUICHUIO B3aUMOACHCTBUA MEXIY
cyObeIMHULIAMH, B PE3yJIbTaTe YEro 3HAUMTEIbHO CHIDKAETCS DKCIPECCUsl BCEro
KOMILJIEKCA HAa MOBEPXHOCTH TPOMOOLUTOB. OJIHAKO BO3MOXKHBI BaApUAHTHI, KOTA
kommuiekc  GPIb-IX—V  coumepxutcsi B HOPMalbHOM  KOJIMYECTBE  WJIU
HE3HAYUTEIbHO CHIDKEH, HO TepsAeT CIOCOOHOCTh cBs3biBaThesi ¢ VWF. Yamne
Bcero »To accouuupoBaHo ¢ mytanueit rena GPIBA (p.Leu73Phe, p.Alal56Val u

p.-Asn41His). Tlpum nmaHHBIX MyTalUsaX OTMEUAETCSs JOMUHAHTHBIM  THII



HacienoBanusi CBC. XapaktepHoil knuHudeckor kaptuHou i CbC siBisieTcs
yMepeHHasi TPOMOOIIMTOIIEHUS C HE3HAYUTENbHO YBEJIMYEHHBIM CPETHUM 00bEMOM

TPOMOOLIUTOB.

JIlmarHoctuka

I[I/IaFHOCTI/IKa 3a00JIeBaHUS IMPOBOJUTCH IMO3TAITHO:

| aTan. 'emopparudeckuii CHHAPOM
[TanuenTs! ¢ c.bepuapa- Cyibe NpeabsSBIsSIOT *Kalo0bl HA'

e KpoBonoaTéku npu HECUIIBHBIX yIIHOax

e HocoBoe kpoBoTeueHHE (IMUCTAKCUC)

e KpoBoTounBOCTh NECEH

e Tspkenple  WIM  JUIMTENIBHBIE  MEHCTPYAJIbHBIE  KPOBOTCYECHHE
(MeHOpparusi), KpOBOTEUEHHE BO BpPEMS OBYJISLIMM JTMOO KPOBOTEUEHHUE
BO BPEMS WM I1OCJIE POJIOB

e AHOMajgbHOE KPOBOTEYEHUE BO BpEMs WM IIOCIE XUPYPIHUYECKOTrO
BMEILIATEIbCTBA, YIaJICHUU WIH JIEYEHUH 3yO0B

o [Ipuobpemennviti CHEC mooicem ecmpeuamvbcsi y OONbHLIX OCMPLIM
MUETIOUOHBIM  JIeUKo30M. B pezynbmame noeviuienus Koumyenmpayuu
2PAHYIOYUMAPHOU  2IACMA3bL  NPOUCXOOUM  paspyuieHue KOMNIeKca

GPIb-1X-V na nosepxnocmu mpomboyumos
Il ctamus

e PAK

o VYIMHEHWE BPEMEHH KaNWUIIPHOTO KpoBoTeueHus (mpoOnl JIpioka,
AiiBn)

e Mopdonoruueckuii  aHaau3 TPOMOOIIMUTOB  TO3BOJIAET  TOJYYUTH
JOTIOJTHUTENBHYI0 WH()OPMAITUIO O KOJIUYECTBE U pa3Mepe TPOMOOIIUTOB,

HaIn4Yun nux KOHI'JIOMCPATOB. B rpymnme HaCJICACTBCHHBIX



Il >Tam

TPOMOOIIMTONATUH € TPOMOOIIMTONEHUEH BBIACISIOT MOATPYNIBLI B

3aBUCUMOCTH OT pa3Mcepa TpOM60HI/ITOB:

* C MHUKPOTPOMOOLUTONEHUEH — pa3Mep TPOMOOIIMTOB MEHEe 2 MKM

(cungpom Buckorra—Onapuya, X-clerieHHass TPOMOOIUTOIICHHUS);

* ¢ HOpMOTpoMmOouHTONEHUEH — oT 2 A0 4 MKM (BpOXICHHas
amerakapuoluTapHas TPOMOOIUTOTICHHS, TAP-cungpom,
aMerakapuoluTapHas TPOMOOLIUTONICHUS c BPOXKICHHBIM

paauoyIbHAPHBIM CHHOCTO30M);

* ¢ Mmakpompomboyumonenueu — 6onee 5 mxm (CUH/IPOM BEPHAPA-

CVJIBE, niceBnoboine3ns Bumiedpanaa, CHHIPOM CepbIX TPOMOOITUTOB

C uenpt0o  BepuHUKAMM  JUArHo3a  TPOBOJST  UCCIIEIOBAHUE
(YHKIIMOHATBLHOM aKTUBHOCTH TPOMOOIIMTOB METOJOM MPOTOYHOM
UTO(DITIOOMETPHH.

TecTt ocHOBaH Ha OMpENETICHUU CHENU(PUUECKUX AHTHUTEN, MEUYEHHBIX
bmroopodopamu, CBSZBIBAIOIIMXCSI C TPOMOOLMTAPHBIMU AHTUTCHAMU.
Oco0EHHOCTBIO HACTOSIIIETO METOJIa TAKXKE SIBISIETCSA TO, YTO MCCIETYIOT
TPpOMOOIIUTHI KaK B TIOKOE, TaK W TMPU aKTUBAIUU TENTUIHBIMH
aHaJoraMu KoJulareHa u TpoMOUHa.

B omauyue om opyeux mpomboyumonamuii ChC umeem xapaxmepuyro
1abOPaAmMoOpPHYI0 KaApMUuHy — MAKpOmMpoMOOYUmMoneHus 6 Maske Kpoeu,
CHUJICEHUe azpe2ayuu mpomoOoOyumos ¢ pUCMOMUYUHOM HA (DoHe
HOPMANLHOU azpe2ayuu ¢ OCMATbHbIMU A2OHUCTAMU, MAKAHCE MOHCEm
HAO100amubCsi NOHUMICeHUe azpezayuu ¢ mpomounom. Ilpu uccreoosanuu
MpoOMOOYUMO8 MemoOOM NPOMOYHOU YUMODI0OMempuu ommedaemcs

cruxcenue komniexkca GPIb-1X-V.



PeayaeTarel Hecaelosanna GYHKUHOHATLHOI AKTHEHOCTH TPoMG0-
HHTOE METOI0M NPOTOMHOE HHToOdNooMeTpHE ¥ Goasnoii C.

IHaveHHE NapaMETpa

[MapameTp y Gonuoi C. A{,E{,EHPT:HK] o

CD42b, yenea.:

HEAKTHBHPOBAHHEIE TPOMOOLHTE 0 2471-5347

AKTHEHPOBAHHEIE TPOMOOUHTEL 0 1991-5136
CD61, yenen.:

HEAKTHBHPOBAHHEIE TPOMDOLHTE 6738 19824000

AKTHEHPOBAHHEIE TPOMBOUHTEI 10542 3R28-7030
PACI], yenen.:

HEAKTHBHPOBAHHEIE TPOMOOLHTEL 128 89-135

AKTHEHPOBAHHEIE TPOMBOUHTEL 936 884-2476
Mepacrine, ycn.en.:

HEAKTHBHPOBAHEEE TPOMOOLHTEL 2114 655-1179

AKTHEHPOBAHHEIE TPOMBOUHTEL 1090 107-236
Huneke akTHBaLMH 1.9 3.4-6.7
CD62p, yenen.:

HEAKTHEHPOBAHHEIE TPOMOOLHTEL 1089 304-631

AKTHEHPOBAHHEIE TPOMBOUHTEI 49365 11453-17159
Annexin V, %a:

HEAKTHBHPOBAHHEIE TPOMOOLHTEL 0.9 0.33-15

AKTHEHPOBAHHEIE TPOMBOUHTEL 27 2.5-38

Mpusmevanne CD42b - GPIb-IX-V; CD61 - cymmapnas (pakuns
uuTerpuna allbpl (GPIIb-11la); PAC] - aktienas dopuma HHTErpaHa
allbf3; Mepacrine — nanuune nnoTusx rpanyn; CD62p — P-cenextun
a-rpanyn; Annexin V - focharHann-nonomHTeNEHEE TPOMOOUHTE;
VCILell. — YCTAOBHEIE eHHHIE fiToopeceniHg.

YCHIEHHE MeCTHOTO 0Dpazosanns OXa, tpombuna u pudpuna. Ben-
ay ocobennocted natoreneia ChC » napymenns cBAIH AMEIOIHACE
TPOMOOUHTOR ¢ vWF npH EHIHEYVTPOIEAHINY KPOBOTEUSHHAY pe-

KpI/ITepHI/I IIOCTAaHOBKH JHArHoO3a

e Hanuuue remopparudeckoro cuHapoMa y OOJBHOTO U €ro
POJICTBEHHUKOB

e [lom MHKPOCKONOM TPOMOOLMTHI BBHITJISAST KpyMHEE, 4YeM OOBIYHO -
MakpoTpoMOOIUTOTICHUS

e [IporouHas HUTOMETPHS: arperanus TPOMOOIIMTOB CHUXKEHA, CHIYKEHHOE
kojmuectBa wiaM otcyrctBue peuentopa VWF  (Gplb/V/IX) nHa
MOBEPXHOCTU TPOMOOITUTOB.

L4 OTCYTCTBI/IG AITJIIOTHHAIWKU C pPUCTOOCTHHOM



Jleuenue

e Jlannas rpymnma OOJBHBIX HYXKJIACTCS B KOPPEKTUPOBKE JUETHI: IMUINA JTOHKHA
ObITh BUTaMHHH3UpOBaHa (BuTaMuHbl C, P, A), uHCKIIOUYAOTCA YKCYyC-
cojaepkaiye OJro/1a, KOHCEPBUPOBAHHBIC TMPOAYKTHI C HCIIOJIb30BaHUEM
CaJIMLWIIATOB, TAK K€ PEKOMEH/IyETCSI BKIIOUNUTH B PAIIMOH apaxuc.

e lickmouaroTcss mpemnaparbl, KOTOPBIE BBI3BIBAIOT HAPYIIEHUS CBOWCTB
TPOMOOIIMTOB: acCIHpHH, HEHApPKOTUYECKUE  MPOTUBOBOCHAIUTEIbHBIC
Mpenaparel,  J€3arperaHTbl, AHTUKOATYJAHTHL.  lIpoBoguTcs  caHanusd
XPOHUYECKHUX 0YaroB HMHGEKIMH, JEeYCHHUE COIMyTCTBYIOIIMX 3a00JIeBaHUM,
BAKIIMHALIMSA IPOTUB renatura A u remnarura B.

e AHTUOUOPHHOTUTHYECKHUE Ipenaparsbl - TpaHEKCaMOBast KHCJIOTA,

AMHWHOKAIIPOHOBAA KHUCJIOTa

-  UHrUOUpYIOT JeMCTBHE aKTUBAaTOpa IUIa3MUHA M IUIa3MUHOTEHA,
00Ja1at0T TEMOCTATUYECKUM JCHCTBUEM IPU KPOBOTEUECHUSIX, KPOME TOTO,
OKa3bIBAIOT MPOTHUBOAIEPTUYECKUN U MPOTHBOBOCTIAIMTEIBHBIN A3P(DEKT 3a
CUeT MOJAABJICHUS OOpa30BaHMS KWHUHOB U JIPYIMX AKTHUBHBIX MENTHAOB,

YYaCTBYIOIUX B AJNICPTUUCCKUX U BOCHTAIIMTCIIBHBIX PCAKIINAX.

-Ha3HAYaeTCsl C IENbl0 MPEAYNPEXKACHUS Pa3BUTHS KPOBOTECUYEHHUI MpH
IIPOBEICHUH MAaJbIX ONEPAaTUBHBIX BMEIIATENBCTB M CTOMATOJIOTUYECKOTO

JICUCHMUS.

-J1032 TPAHEKCaMOBOM KHCIIOTBHI cocTaBiigeT 15-25 mr/kr mepopanbHo 3-4
pa3a B jeHb win 10 MI/Kr BHYTpUBEHHO 3-4 pasa B JieHb. Ee Takke MOXXHO
MCIIOJIB30BaTh ISl OJIOCKAHUS JUIsl pTa B CIyyae JECHEBBIX KPOBOTECUCHHUI
— nmo 10 mn 5% pactBopa 4-6 pa3 B J€Hb, B CiIydae 3arjiaThbIBAHUS
SKBUBaJeHTHass no3a cocraBiger 500 wr. AHTHPUOPUHOTUTHKU
NPOTHUBOIIOKA3aHbl MPU TEeMAaTypUH H3-3a OMACHOCTH Ppa3BUTHUS OCTpPOM

MMOYCYHON HEJJOCTATOYHOCTH.

e [Ilpenaparsl qecMoOpoccuHa



- JlecmoripeccuH SBISETCS CHHTETHYECKMM aHAJIOTOM Ba3OMPECCHHA
(aHTUANYPETHUECKOTO TrOpPMOHA). Nwmeer BBIPA)KEHHBIN
NPOKOAryJISIHTHBIA 3(QEeKT — TMOBBIIIAeT KOHICHTpAIUio (akTopa

ceepthiBanus kposu VIII (FVII) u vWF B mnasme.

-Crangaptaas no3a DDAVP cocrasmser 0,3 mr/kr (He Gomee 20 wmr)
BHYTPUBEHHO (WJIM MOJAKOKHO) wian 300 mr mHTpaHazaibHO (150 Mr y

nere ¢ Becom meHee S50 Kr).
e [lepenuBanue TPOMOOIMTOB

-MOXXET OKa3aTbCid HEOOXOAMMBIM ISl  JICUCHHUS  TSKEJIOro WU
HEKOHTPOJUPYEMOTO  KPOBOTEUEHMS, JUOO  JJIsi  MPEIOTBpAILCHUS
KPOBOTEUEHHSI BO BpEMSA WM IMOCIE XUPYPrHYECKOrO0 BMEMIATEIbCTBA.
Hecmotps Ha BBICOKYIO 3((PEKTUBHOCTH MEpEUBaHUS TPOMOOLIUTOB €ro,
M0-BO3MOKHOCTH, CTapaloTcs H30erarb BBHUJY TOTO, YTO Yy HEKOTOPBIX
JIOJIEM MOTYT BBIpa0ATHIBATHCS AHTHUTENA K TPOMOOIIMTaM, YTO JeaeT

NOCJIEYIOUIUE TIepeTuBaHNs MeHee 3PPEKTUBHBIMH.

o PexoMOMHAHTHI aKTUBUPOBAHHBIM (aKkTOp cBepThiBaeMocTH KkpoBu VII

(rFVIla)

-B tepaneBruueckux noszax rFVIla HanpsMmyro, HE3aBUCHMO OT TKAHEBOIO
dakTopa, aktuBupyeT ¢dakTop X Ha TOBEPXHOCTH AKTUBHUPOBAHHBIX
TPOMOOIIMTOB, JIOKAIU30BAHHBIX B 30HE MOBPEKICHUS. ITO MPUBOJIUT K
o0pa3oBaHHIO M3 MNPOTPOMOMHA TpPOMOWHA B OOJBIIOM KOJUYECCTBE

HE3aBUCUMO OT TKAaHEBOTO (paKkTopa.

-To ectb, (hapmakogunamuueckuii >¢pdext dakropa VIla 3axnrovaercs B

YCUJICHHOM MECTHOM oOpa3zoBanuu (paktopa Xa, TpoMOuHa U HudOpUHA.

-CraproBas m03a cocraBisieT 90 MKI/KT C TOBTOPHBIM BBEJICHHEM KaXKIbIC

2-3 yaca 10 MOMEHTa OCTaHOBKH KPOBOTEUCHHUSI.



e [opMoHanmpHOW Tepanmuu (MPOTHUBO3aYaTOUYHBIE TpemapaThl) W/ WU
BHYTPUMATOYHBIE CPE/ICTBA /CUCTEMBI, BHICBOOOXKIAIOUIUE JIEBOHOPTECTPEN

(Mirena IUS) miis KOHTpOJIE OOMIBHOTO MEHCTPYAJIBHOTO KPOBOTCUCHHSI.
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