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remopparuvyeckoe 3aboneBaHue,
BO3HMKalolee BcrneacTteue
HapylweHusa pyHKUnn pakTopa
BunnebpaHaa.

B 1920r. MuHot u Jlm onuncanu B oA4HOU ceMbe 5 OONbHbLIX, UMEILUX

remMopparn4dieckKkume nposaBrieHnA C paHHero BO3pacTa. MNpu obenenosaHnn y aTvx 60mnbHbIX

ObINO BbISBNEHO YOMMHEHWE BPEMEHW KPOBOTEYEHUS, MPU HOpMasribHOM BPEMEHU CBEPTbIBAHUSA KPOBW, HOPMAalibHOM
Konnyectse TPOMOOUMTOB M HOpManbHOW PeTpakuun KPOBSIHOMO crycTka. MIHy3ns KpoBu gaBana MnonoXUTENbHbIN
reMocTaTuyecknm adqexT.

B 1926 roay 3puk ¢oH BunnedbpaHg onucan O60fbHbLIX C aHarMOrM4Howu

KPOBOTOUYMBOCTbLIO, MPOXMBAKOLWMX HA ANaHOCKUX OCTpoBax (CDVIHHSIHJJ,VISI),
0ob03HauMB UX COCTOSAHME, Kak «HacnegcrtBeHHasa ncesgoreMounvs», a 3atem «KOHCTUTYLMOHHas

TpOM6OLl,I/ITOI'IaTVIF|», AoKa3aB OOMUHAHTHbLIN NyTb HacnegoBaHUA.

B 1971 rogy LlmummepmaH OTKpPbIN FMKONPOTEMUH, U3BECTHbIN KakK hakTop
BunnebpaHaa.

YacTtoTa KnuHun4yeckm sHauymmbix cpopm (30% ot Bcex) — 1: 10.000




dakTop hoH Bunnedbpanpa —

— [TIMKONPOTENH — [TIMKONPOTEUH Nfia3Mbl KPOBN,
UrparoLmn BaXKHY porb B — [TIMKONPOTEUH Nia3mbl
KPOBU, UrpatoLLIMA BaXKHYO POrb B reMocTase, a UMEHHO
obecrnevnBaoLLnmM NpUKpensieHme

— [TIMKONPOTEUH Nia3Mbl KPOBU, UTPaOLMIA BAXKHYHO POsib
B remocTa3se, a MMeHHO obecnevymBaoLwni

NpUKpenneHne TpPoMOOoLMTOB K y4aCTKy NOBPEXOAEHHOIO
— [TIMKOMNPOTEUH Nia3Mbl KPOBU, UTPAKOLLMIA BAXKHYHO POSIb
B remocTas
npukpenne |
KogupyeTtc
pacnonox
doakTopa

0

nedekTbl

pa3BUTUIO ‘eBan‘/'l, B
yucne KOTC\\. IM Ha 12-1
XPOMOCOM!( . s6paHaa

NMPUBOOAT K pd3Bu 1L LLIJIE3SH DV JIeVpPdHLd 11 MHUIVIX LPYTUX



OyHKUMKM paKTopa BunnebpaHaa

- OnocpegoBsaHue agresmm TPOMOOUMUTOB K KomnsareHy
cybaHO0TENNSA B YCIOBUAX BICOKOWN CKOPOCTM TOKA KPOBMU

» CsasbiBaHUe dpakTopa VIII:

= 3awmTta  OT npexaeBpeMEHHOW NpPOTEONTIUTUYECKON
NHaKTMBaLUmn

- [locTaBka ” co3gaHMe BbICOKOM KOHUEHTpauun B
obnacTtn noBpexaeHns

« AKTUBHOCTb npornopuuoHanbHa MOJSIEKYNAPHON Macce
(4em OonblUe pasMepbl MyribTUMEpPA, TEM OH aKTUBHEE).



|
bone3Hb BunnebpaHaa

bone3Hb BunnebpaHpa — HacneactBeHHoe 3aboneBaHue —

HacneacrBeHHoe 3aboneBaHune KPOBMH, XapaKkTepusyruLwieecd
BO3HUKHOBEHUEM ANN3oONYECKNX —
HacneacrBeHHoe 3aboneBaHune KPOBMH, XapaKkTepusyruLwlieecd

BO3HUKHOBEHUNUEM 3MNMN30ANYECKNX CIMOHTAHHbIX KPOBOTEYEHUWU, KOTOPbIE
CXOXU C KpoBOTEYHEHUAMMU TMNPU

[lpyymMHa  KpOBOTEYEHUUN —  HapyLleHue [TpnymnHa
KpOBOTEYEHUN — HapyLwleHne CBepTLIBAEeMOCTU KPOBU n3-3a
HegoCTaTO4YHOU aKTUBHOCTU [MpnymnHa
KpOBOTEYEHUN — HapyLwleHne CBepTLIBAEeMOCTU KPOBU n3-3a
HegoCTaTO4YHOU aKTMBHOCTU paKTopa Bunnebpanaa, KOTOPbIW
yyacTByeT B [TpnymnHa KpOBOTEYEHUN —
HapyLlleHne CBepTLIBAEMOCTU KPOBU n3-3a HegoCTaToO4YHOU
aKTUBHOCTM dpaKTopa BunnebpaHaa, KOTOPbIW yyYyacTByeT
B aare3unm [MpnymnHa KpOBOTEYEHUN —
HapyLleHne CBepTLIBAEMOCTU KPOBU n3-3a HegoCTaToO4YHOU
aKTUBHOCTM paKTopa BunnebpaHaa, KOTOPbIW yyacTByeT

B aare3mm TpomMooUNTOBHA [TpnymnHa KpOBOTEYEHUN —

~
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Pasnunyatot Tpu Tuna bonesHn BunnebpaHaa.

* 1-M THII 00YCJIOBJIEH YaCTUYHBIM KOJINYECTBEHHBIM
nedpunutom dakropa Bunnebpanga. Ilpu sTom
MYJIbTUMEPHAaA CTPYKTypa ero coxpaneHa. Mimeercs
CHIDKEHME ITPOKOAryJISTHTHOHU aKTUBHOCTU (PaKTOpa
VIII, arperamnuu TpoMOOIIUTOB, UHAYIIUPOBAHHOMU
PHUCTOIIETUHOM, PUCTOLETHHKOMAKTOPHOM
aKTUBHOCTHU, aHTUTreHa pakTopa Buiiedbpannaa.
Yacrora 1aHHOU POPMBI COCTaBJIAET OT 75 % 110 80 %
Bcex cirydaeB Oosie3HH Bunebpanaa. HacienoBanue
ayTOCOMHO-/IOMHUHAHTHOE.



e 2-1 TN OBYyCroBreH Ka4YeCTBEHHbIMU N3MEHEHUAMW (PaKTOpa
BunnebpaHga, cBsizaHHbIMW C HapyLLeHNneM popMUpoBaHUS
MYNbTUMEPOB N noapasaensercd Ha noatunel: 2A, 2B, 2M, 2N.

« ®eHoTMN noaTMNA 2A SBNSETCA pe3ynsraToM HapyLeHUs OBYX
PasfiMYHbIX MEXaHN3MOB: AedeKTa CUHTE3a BbICOKOMOJSIEKYITAPHbLIX
MYNbETUMEPOB U NOBLILLEHNSA NMPOoTeonm3a paktopa BunnebpaHaa.
[Mpn noaTune 2B oTmevaeTcs NOBbILLEHHOE CPOACTBO (pakTopa
BunnebpaHga k peuentopy Ha membpaHe TpombounToB
rmmkonpoTteuny Ib.

 MoaTun 2M xapakTepusyeTtcs HapyLLeHnemM cBs3n dpaktopa
BunnebpaHga c peuentopom riunkonpotenHom lb Ha membpaHe
TPOMOOLINTOB.

e NMoaTnn 2N xapakTepnayeTcs HopMasbHbIM YPOBHEM haKTopa
BunnebpaHga v HU3KOM NpoKoarynsiHTHOWM akTUBHOCTLIO, YTO
obycnosneHo HapyweHuem casun paktopa VIl n gaktopa
BunnebpaHpa.

- HacneposaHue 6onesHn BunnebpaHga 2-ro Tuna ayToCOMHO-
OOMWHaHTHOE, 3a ncknt4deHnem noatmna 2N, roe oHO peLIECCUBHOE.
UacToTa BcTpedaeMocTu AaHHbIX dopm cocTaBnsaeT oT 5 % o 15 %
BCex cnyvaes bonesHn BunnebpaHaa.



e 3- TMN — Hanbonee TsXKenasa popma C rNosHbIM
nedpuumntom cbaktopa BunnebpaHga. 3ta dopma
XapakTepusyetcsa oTcyTcTBnem dpoakropa BunnebpaHga
B nnasme, TpoMmbounTax u CoCyancton CTeHKE. YPOBEHb
doaktopa VIII Hmxe 10 %. HacnegoBaHune —

. 3aboneBaHne NPoaABIAETCA Yy roMO3UroT C
OAVHAaKOBbIMWU AeMEKTHbIMWU annensmMn nnu OBOUHbIX
reTepos3nroT ¢ ABYyMS pasnnyHbIiMN AedEKTHBIMU
annenamu. Y nauneHToB ¢ 3-M TUMNOM UMEETCH
BEPOSATHOCTb NOABMEHUSA annoaHTUTen K daktopy
BunnebpaHaa. YactoTta BcTpevyaeMmocTu 3aboneBaHus
3-ro Tmna 6one3nn BunnebpaHaa meHee 5 %.



- Kpome TOro, cywectsyetr TpoMmoouUTapHbIN TUN OONEe3HU
BunnedbpaHpa, KoTopbin 0OYyCrnoBneH MyTaLUnen B reHe
TpombounTapHOro peuenTtopa rnukonpotenHa lb, Bcneacrene
KOTOPOW NOBbILLAETCS YyYBCTBUTENBHOCTL AAHHOIO peLenTopa
K BbICOKOMOSEKYNSAPHLIM MYIibTUMEpaM hakTopa
BunnebpaHaa. PeHoTun aHanornyeH noatuny 2B.

» [pnodpeTeHHbLIN cMHApPOM BunnebpaHaa onpenensierca y
NaunMeHToOB C ayTOUMMMYHHbIMW, NMuMdoonponudpepaTuBHbIMU
3aboneBaHusiMn, 0bycnosneH NosiBNeHNeEM NHrMbuTopa
npoTuB dpakTopa BunnebpaHaa, a Takke Ka4eCTBEHHbIMU
aHomanuamun paktopa VI B cBs3n ¢ agcopbunen
BbICOKOMOJTEKYSTAPHbLIX MYNETUMEPOB MaTONOrM4yeCcKumMm
benkamu.



KAnMHM4YecKne npoasaeHma (no
NUTEPATYPHbLIM AAHHbIM)

» OBuUrbHbIE HOCOBbLIE KPOBOTEYEHMUA

« KpoBoTeueHuna n3 crnmanctbix 000ro4eKk NofocTu pTa
» BblpaXXeHHbIN KOXHbI reMOCUHAPOM

« KpoBoTeueHuna nocne yoaneHus 3ybos

» KpoBoTeYeHUa rnocrie TOH3UNEKTOMMU

» ['emapTpo3bl (peako)

» BHyTpnyepenHble KpOBOMINNAHNS

 [locne- n nHTpaonepaumnMoHHbIE KPOBOTEYEHUS
» CUHHSIKN Ha KOXe

« ['emaTtomsbl

 )Xenygo4yHo-KMLWEYHBIMU KPOBOTEHYEHNAMN



/InarHocTmMKa 6os1e3Hu BunnebpaHaa

- 'emopparnuyeckuydi aHaMHe3 MalMeHTa WJIN

POJICTBEHHUKOB

» CKpUHHUHT (Bpems KPOBOTEUEHHS,
ucciaenosauue Ha PFA 100)

- OnpenesieHue AKTUBHOCTU dakTopa
Buniiebpanga

» JlonoJIHUTEJIbHbIE  TEeCThl  JAJIA  yTOUHEHUS
¢dopmbI 6B



/IMarHoCTUYECKUE TeCTbl

» Bpems kpoBoTeueHuUs (yaJIUHsAETCA B 50%)

 AKTUBHOCTbD:
= Pucromuniya kogakropHas akTuBHOCTh (VWF:RCo)
- KosutareH cBgaapiBaromasg akTuBHoOCTb (VWF:CB)
= ®@axkrop VIII cBaspiBaroiasi aktTuBHOCTh (VWF:FVIIIB)
= MceseqoBaHne aHTUTeHAa aKTUBHOTO IIeHTpa

« AaTuren (VWF:Ag)

- Arperanus TpOMOOIIMTOB C PUCTOMUIITHOM
(pucronieTHoM wau arrpuctuioM) (RIPA)

« AxktuBHoOCcTbh (. VIII (FVIII:C)
» KosmruecTBO TPOMOOIIUTOB
» AHaAJIU3 MYyJIbTUMEPOB



JleyeHue

« Cnenuguueckas Tepamnus:
e 3aMmecTtuTesibHaA TepamnuA npemnaparaMmu ¢. VIII ¢ B
e J/lecMmoIipeccuH
e TpomOOKOHIIEHTpAT

- Hecrienmuduueckas Teparms
e /IMITMHOH
¢ AMHUHOKANIPOHOBAsA KUCJIOTA
e MecTHbIe KPOBOOCTaHABJIMBAIOIILE CPEJICTBA
e MexaHudeckuii reMmocras



Bbi6op nevyeHmnsa B 3aBUCUMOCTH OT

TUMNA
Tun BB JleyeHne [pyrne BapuaHThbl
1 [lecMmonpeccuH KoHueHTpaT VIII+hB
1 TXKenbIn KoHueHTpaT GVIII+PB TpoMbOKOHLEeHTpaT
2A KoHueHTpaT QVIII+dB [ecmonpeccuH
2B KOHLeHTpaT hVIII+dhB flecmonpecciH
oM KoHUeHTpaT hVIII+dhB flecmonpecciH
2N KOHLEHTpaT hVIII+dB flecMonipeccuH
3 KoHueHTpaT GOVIII+PB TpoMbOKOHLEHTpAT




|
[lecmonpeccuH (DDAVP)

« Ilokasau nipu Tune I &
¢ BHYTpI/IBeHHO - 0,3 MKF/KF = 10“_/’———’J
WM UHTPAHA3AJIbHO - 300MKT &

(o 150 MIK B KaXAyIo
HO3/IPIO) X 1 pa3 B CyTKH

« Bo3Mo:KkHO IIOBTOPHOE
BBeJIeHME Ha CJIeAYIOIIUU JIEHb

- PazBuBaercsd Taxuduiakcus

« IIpoTuBONOKa3aH y AeTer 0
4X JIeT: MOIKET IIPUBOJUTH K
TUIIOHATPUEMUH

Iwy Bleeding
Time (min)

Plasma Factor Level (%)

150

-
o
=]

Plasma Factor Level, %
o
(=]

« KenaresnbHO IIPOBO/IUTD
aHanu3 SP@PEKTUBHOCTU §
KaX/I0TO IIalfeHTa ° . . .

Days




Jlo3upoBKa KoHueHTpaTtoB ¢ VIII-OB npn 6one3Hu BunnebpaHaa,
He oTBeyvawuwen Ha gecmonpeccuH (no Many4qyu, 1997)

Tun KpoBOTEUEHUA ‘(ﬂéo;;zr) Yucno nHdysnii B AeHb Yuet acpchekTa
MNoppepxaHne
Bonbuwasa xupyprusa 50-100 |ogwH pas B AeHb nnu yepes geHb [ . VII>50 eg/mn 10
OHel
Manasa xupyprus 30-70 O4VH pa3 B AeHb NN Yepes AeHb [ TO e 5 aHeil
YpaneHune 3y60B 30-70 OAHOKpAaTHO TO Xe 12 yacoB
CnoHTaHHble nan
nocTTpaBMaTnyeckue 20-40 OAHOKpaTHO
KpOBTEYEeHUS
yepes AeHb ([0 OKOHYaHMS EAKK, Tparexca-
MeHopparnm 20-70 Pe3 A A MoBas
MEeCAYHbIX)
K-Ta, 3CTPOreHsbl
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PacueTt no3bl KoHueHTpata @. VIl ¢ ¢.
BunnebpaHaa (pekomerHaaumu MHL PAMH)

+ X =Mx(L-P)x0,5.

- I'me X - 1o03a @QakTopa cBepTbIBAHUA KpPOBU JIsA
ogHokpatHoro BBefeHus (ME); M - wmacca Tena
[alMeHTa, Kr; L - IIPOLEeHT Ke1aeMOoro ypoBHs (PakTopa
B IUTa3Me ITalleHTa; P - McxXoHbIM YPOBEHDb (paKTOpa y
[alMeHTa 0 BBeJeHUs pemnapara.

« IIpu sTomM Hamo yuuThiBaTh, uTo 1 ME @dakropa VIII,
BBEJICHHOI'O HA 1 KI' MacCChl TeJia MaIllMeHTa, IMOBBIIIAET
cozepskanue pakropa VIII B m1a3me nanyenTa Ha 2 % .



