Bone3sHb BunanebpaHga



BonesHb BunnebpaHga

— Hacne4CcTBeHHOe 3aboaeBaHMe KPOBY,
XapakTepuayoweecst BOSHUKHOBEHNEM
3NM304MYECKMX CMOHTAHHbIX KDOBOTEYEHUN,
KOTOPbIE CXOXW C KPOBOTEUYEHUSAMMU

npyv reMouanmn.

3aboneBaHKMe HaceayeTcsa No

NPUHLMNY aYyTOCOMHOr0 A0MUHUPOBAHMS.
[IpMYMHa KPOBOTEYEHNM — HapYyLUEHUeE
CBEPTbIBAEMOCTWN KPOBM M3-3a HEAOCTAaTOYHOM
aKTUBHOCTUdakTopa BuanebpaHaa.

PacnpoctpaHeHHOCTb 6one3Hn BunnebpaHga
COCTaB/1eT 1 Ha 800—1000




B HacTodLLee BpeMs N3BECTHO, YTO MeH,
KOAMpYoLWMn cnHTe3 paktopa BunnebpaHaa,
pacnosaraeTcs B KOPOTKOM Maeye 12-M XpOMOCOMBI.
PakTop BunnebpaHga cMHTE3MpPYeETCA B KJIETKAX
3HA0TENNA U MerakapuounTax. NMponaa ctagum npe-
npo-dakTopa 1 npo-pakTopa, pakTop BunnebpaHaa
NpeBpaLLAeTCs B 3pEJIYO MOJIEKYY .

B npouecce remocTasa paktop Bunnebpanga
BbIMOJIHSIET PO/Ib CBA3YIOLLETO 3BEHA MEXAY
TpombounTaMmn n NOBPEXAEHHOW CTEHKOM COCYAaA.



OyHkumu ¢BB

MHULLMMPYET a4 re3nto TPOMOOLMTOB K
NOBPEXAEHHOM CTEHKE COCYAA
cTabuansnpyet uMpkyampyowmm GakTop
ceepTbiBaHMA VI 3a cuer
KOMMN1eKcoobpa3zoBaHMA C HUM

B pe3ynbTaTte cBsi3biBaHUA B ¢ peuentopom
TpombouuToB ramkonpotenHom Ib (GPIb)
MPOMCXOAAT UX aKTUBaLMSA M arperaumsa. B
peakLmsax COCyANCTO-TpOMOOLMTApHOTO
B3aMMOZAENCTBUA yyacTByeT PB, HaxoaALWmMNCa B
Nnaa3mMe, a TakXXe BbICBOOOXAAOLWMNCA U3
SHAOTENINA N CeKpeTUpyeMbin TpoMboLMTamMK



TpombouuTapHbin peuentop GPIIb/llla, koTopbIN
OTKPbIBAETCA NOCAEe aKTUBAL MM TPOMOOLMTOB, UFPaeT
BaXXHYO POJib B NOC/1eAYOWMX TPOMOOLMTAPHbIX peakymsx.
GPIlIb/llla nmeeT canT Ana CBA3bIBAHMSA C TETPANEnTULOM
aAre3nBHbIX NPOTENHOB: PUbpuHoreHa, UbpoHeKTUHa.
JlokanbHoe BbicBObOXAEHME B 13 3HAOTE/IMANBHbBIX KNETOK
M TPOMOOLMTOB MOXET CO343aBaTb BbICOKYIO KOHLLEHTPALLMIO
NPOTenHa, COCTOSLLErO r1aBHbIM 06pa3om 13 6oabLLMX
MY/ITUMEPOB, KOTOPbIE MMEOT Hanboablee CPOACTBO K
GPlIb/llla. TpomboumnTapHbin @B, BbiICBOOOXAAOLWMNCS U3
aKTMBMPOBAHHbIX KPOBSAHbIX MAACTUHOK, UrpaeT boabLioe
3HaYeHMe B UX arperayum.



Knaccuopukauyms

PasaunyatoT Tpm TMna 6onesnmn Bunnebpanaa.
1-U TUN 00YCN1I0BJIEH YAaCTUYHbIM
KOJIMYECTBEHHbIM AedULNTOM paKTopa
BunnebpaHga. Npn 3TOM MynbTUMEpPHaH
CTPYKTYpa ero coxpaHeHa. Vimeetca cHmxeHue
MPOKOAry/JISHTHOU akTUBHOCTK dpakTopa VI,
arperauum TpombouUMTOB.

YacTtoTa gaHHOM popMbl cOCTaBASEeT OT 75 % 40
80 % Bcex cnyyaes 6bonesHn BunnebpaHga.
HacnepoBaHMe ayTOCOMHO-AOMUWHAHTHOE.



Knaccupukauyms

2-U TUN 00y CN10B/IEH KAYeCTBEHHbIMM
M3MeHeHMAMK pakTopa Bunnebparga,
CBSI3aHHbIMM C HApyLeHneM GOpPMMPOBaAHUSA
MY/IbTUMEPOB M NoApa3jenseTcs Ha
noatunel: 2A, 2B, 2M, 2N



Knaccupukauyums

Tun 2A 6onesHn BunnebpaHga xapaktepusyercs
OTCYTCTBMEM FreMOCTAaTUYECKM aKTUBHbIX
bonbwmx mynstmepos ¢B B nnazme n B
TpomboumTax, BCAeACTBUE YEro HapyLLAeTCs
npouecc agresmm TpoMboLMTOB NpU
MOBPEXAEHNN MENKNX APTEPUN U apTEPUO,
KOaKTOPOM KOTOpOoW aBaseTcsa ¢B

. BO3MOXHbI ,OMWHAHTHBIN 1 peL.ecCUBHbIM TUMbI
Hac/aeh0BaHUs 3ToW GopMbl 3aboseBaHUS.
[AOMWHAHTHbIM BApMaHT HAac/1e40BaHMA TMNA 2A -
Hamnbosiee YacTo BCTpeyatowanca popma



Tun 2B obycnosneH MyTauusmu B AomeHe A1 $B, koTopbiv
COAEPXMT CanT CBA3bIBaHWA GB c rnkonpoTenHom Ib TpombounTos.
XapakTepu3syeTcs NOBbILWEHHOM aPPUHHOCTBIO MyTaHTHbIX popm GB
K TpomboumTapHomy peuentopy GPIb. OueBnaHo, 31O ABAAETCA
MPUYNHOM CBA3bIBaHUA BoNbLINX My/ibTUMEpPOB $B ¢ TpombounTamm
iN Vivo, UTO BeAeT K CHMXKEHMUIO KOIMYEeCTBa U TeX, U 4PYruX.
BbicOKOMONEKYASIPHBIX MY/IBTUMEPOB B N1a3Me 0ObIYHO HET, UX
MOXHO OOHApYXUTb ANLIb B TPOMOOLMTAX U SHAOTEINAJIbHBIX
kneTkax. OcTaBwwmecs B Naa3me MyabTMMepbl He 0b1agatoT
MONHOLEHHbLIM FEMOCTAaTUYECKUM 3G PEKTOM, MO3TOMY NaLMeHTbl
CTPAAAIOT NOBbILLEHHOW KPOBOTOUMBOCTbIO. JlaHHbIN THH
Hac/eAyeTCs Kak ZOMUHAHTHbIW NPU3HaK.



Tun 2M obycnoBneH MyTaLmen, KOTOpasa IOKANN3YEeTCs BHYTPU
AoMeHa A1 n HapyLwaeT cBf3b ¢B c TpombounTapHbIM
rAankonpoTenHom |b. MynbTMepHas CTPyKTypa NPOTEMHA He
HapyLleHa.

Tun 2NcBoe Ha3BaHWe NoAyYn OT NPOBUHLUKM HopMaHanA
(®paHums), rae bbin BbISBIEH O4MH U3 C/lyYaeB 3aboneBaHns .
[laHHbIV BapMAHT XapakTepu3yeTcs HOPMaibHbIMU YPOBHEM U
MYbTUMEPHOU CTPYKTYpon dpakTopa BunnebpaHaa, HO HU3KOM
akTuBHOCTbIO GVIII B na3me, HUxe 25%.

3aboneBaHMe 4acToO NpOTEeKaeT NoA BUAOM Jierkon Gopmel
reMopuanm A, Ho HacneLyeTcsl Kak ayTOCOMHO-A0OMWHAHTHbIN
MPW3HaK K1, B OTINYME OT reMOPUINN, UM CTPAAAIOT AnLa oboero
nona.



3-U TUN — Hamnbonee Taxenan popma C
NoAHbIM gedunyntom pakTopa Bunnebpanaa.
JTa GOpMa XapaKTePU3yeTCst OTCYTCTBUEM
dakTopa BunanebpaHga B nnasme,
TpOMbOUMTaX U COCYANCTOM CTEHKE.
YposeHb pakTopa VI Huxe 10 %.
HacnepaoBaHMe — ayTOCOMHO-peLeCCUBHOE
.YacTtoTa BcTpeyaeMocTn 3aboneBaHuns 3-ro
TMna 6onesHn BunnebpaHga meHee 5 %.



KanHuka

Ob6uabHbIE HOCOBbIE
KpoBoTeyeHusa 5% — 60%
[lecHeBble
KpoBoTedeHus 7% - 51%
* BbipaXk€HHbIN KOXHbIN
reMmocmHapom 12% - 24%
(3KXMMO3bI, pexe
reMaToOMbl)
KpoBoTeyeHuns nocse
yaaneHus 3ybos 1% -
13%

KpoBoTeueHuss nocae TOH3UI3KTOMUN 2,4%
-11%

[NocnepogoBbie KpoBoTeveHUs 6% - 23%
MeHopparum 23% - 44%

[emapTpoO3bl ?

BHyTpuyepenHble KpOBOU3NNAHUSA ?

[locnie-  MHTpaonepaunoHHbIe
KpoBOTEeYeHUA?



JlnarHoctuka

1) OCHOBHbIE METO/bl
ANATHOCTUKN:

— BPeEMS KPOBOTEYEHUS;
- 4yncio TpomboumToB;
- AlNTB;

— aKTUMBHOCTb paKTOopa
VIII;

— aKTUMBHOCTb paKTopa
Bunnebpanaa;

2) NoATBEpPXAatoLwme TecTbl:

— aHTUreH dpaktopa BunnebpaHga (MeTogom
NODA);

— PUCTOMULUNH-UHAYLMPOBAHHAsA arperawums
TPOM-

bounTOB ANA AMArHOCTUKKM noaTuna 2B, npu
KOTOPOM OHa NoBbllweHa b0 B HOpMe.



MeToabl neyeHust 6os1e3Hu

JleyeHue 3aBncKT OT TUNa bonesHn Bunnebpanaa,
YaCTOTbl KPOBOTEUYEHUWN N BEPOATHOCTM PA3BUTUS
CUJIbHOTO KPOBOTEYEHMS.

[Tpu neckou popme 6one3Hu

BusiiebpaHda pekoMeHayeTcs:

M36eraTb NPUMEHEHUSA HECTEPOUHbIX
npoTmeoBocnannTesibHbix cpeacts (HIMNBC), Takux Kak
AcnnpuH n bynpodeH.

[IpMHMMaTb NeKapCTBEHHbIE NPenapaTbl 4N
npesoTBPALLEHMA CUJIbHBIX KPOBOTEYEHUM NPU TPABMaAX,
BO BPEMS XMPYPrnYeCcKmMX onepaLmmn n posos..
N36eratb nprema NpOTUBOCBEPTLIBAOLLMX
NeKapCTBEHHbIX NPEnapaToB, TakMx Kak BapdapuH u
[enapuH, n aHTMarperaHTos (Knonugorpen).




[Tpu maxenou gopme 6onesHu BunnebpaHda npyem HMBC n

MPOTUBOCBEPTbLIBAOLWMX MPENAPATOB 3aMpeLLaeTcs.
[pumeHatoTCA cneaytowme cnocobbl ieyeHus:
[ecmonpeccrH — nekapCcTBEHHbIM Npenapar,
CNoCOOCTBYIOLLMN NPEKPALLEHMIO KPOBOTEYEHMUS.
3aMecTUTeNbHas Tepanus — NPUeM JIeKAPCTB, COAEPXKALLMX
dakTop Bunnebpanga.
AHTUOUOPUHONUTUYECKME NPenapaTbl, KOTOPbIE MPENATCTBYIOT
pa3pyweHuto TpoMboB nocae nx obpasoBaHUs.
[opMOHaNbHas Tepanus y XeHWMH 418 NpeAoTBpaLLeHUs
0BU/IbHBIX MEHCTPYa/IbHbIX KPOBOTEYEHWM.
OurbpnHoBbLIV KNen Ui TPOMOMHOBBIM Nopowok. MpenapaThbl
HAHOCATCA Ha paHy, YTOObl OCTaHOBUTbL KPOBOTEYEHME.



[lecMonpeccrH — 3TO CUHTETUYECKMW aHaNor
BA30MpPeCcCMHA, KOTOPbIN OKa3biBAeT BA30MPECCOPHOE,
aHTUAWNYPETUYECKOE AENCTBME U CTUMYANPYET BbIpaboTKy
dakTopa Bunnebpanga n VIl koarynsiumoHHoro ¢paktopay
nauneHTOoB C bone3Hbio BunanebpaHga v remopunmen A.
Hanbonee spdekTnBEH 3TOT NpenapaTt Npu 1-M Tmne
3a601€eBaHMA U NPU YMEPEHHOM Ka4eCTBEHHOM AedekTe
(kpomMe Tuna 2B). [Npn HOCOBbIX KPOBOTEUEHUAX U ANA
NPOPUNAKTUKM reMmopparnm y 60s1bHbIxX 60/1€3Hbt0
BunnebpaHaa npumeHsOT npenapaTbl 4eCMONPeccuHa,
Takue Kak «IMOCUHT» («Emosint», 4 n 20 mkr/amn,
npounssoauTens "Kegpuon", tanus).



B nocneaHee Bpems paspaboTaH npenapat «Bunate»
— BbICOKOOYMLLEHHbIN KOHLLEHTPAT pakTopa
BunnebpaHga c ABONHOMN BUPYCMHAKTUBALMEWN,
KOTOPbIN MOKA3aH Npu NeYeHUN peLnanBmnpYyOLLMX
HOCOBbIX KPOBOTEeUYEHUN Yy 60/bHbBIX 60N1€3HbIO
BunnebpaHga, a Takxxe npu nogroToBKe K
XUPYPrnyeCcKoOMy JIEYEHMIO 3TUX BOABHbBIX 1 NpU
HN3KOW 3P PEKTUBHOCTMN NPenapaToB
AecmornpeccuHa. DTOT npenapaT YHMKaeH
dunsmonormyeckmn cbanaHCMpoBaHHbLIM
cooTHoweHnem VWF(RCo)/FVIlI=1/1, a TakXe Tem, 4To
NpW ero U3roToBAE€HMU He UCNO/Ib3YeTCs aabbyMuH.



PekomeHaauum no gucnaHcepmsauum 601bHbIX.

[Mpn BbIsBNAEHMN 3a601€BaHUS He0bXx0AMMO NpoBOAUTL COHOP
CeMeMNHOro aHamHe3sa 1 obcaegoBaHme 6AMKANLLINX
POACTBEHHUKOB. Bce nauuneHTbl ¢ 6onesHbo BunnebpaHaa 401KHbI
Haxo4MUTbCA Ha yyeTe y rematonora. bosbHbie C KAMHNYECKUMU
NposBAEHUAMM NoasexaT obcnes0BaHNIO HE MEHEe OAHOro pa3a B
rog, 6e3 KAMHNYeCKnX NPOSIBNIEHNI - NO NOKA3aHUAM, NpU
0b60CTpEeHMN reMopparmyeckmx NposiBJIEHUMN.

[MauneHTam NpOTUBOMNOKA3aH NPMEM aCNMPUHA, MPOU3BOAHbIX
aLeTUICaINLNN0BON KUCAOTbl U HECTEPOUAHBIX
MPOTMBOBOCMNAANTE/IbHBIX NPenapaToB. [poTMBOMNOKa3aHbl TakXe
KOHTAKTHbIE BUAbI CMOPTA, TakMe Kak Xokkeun, ¢ytbon, backetbon n
bokc.



