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Yro Takoe 6onesHb Bunnebpanga (bB)?

Bonesnp BuneOpanna (bB) npencrapiser co0oit HapylIeHHE KPOBOTE-
geHws. Y cTpamarormmx bB mMeercs mpoOiiema, cBs3aHHAs ¢ OCITIKOM KPOBH,
MIPU3BaHHBIM PETYJIUPOBATh MPOIIECCHl KpoBOoTeUeHNs. JInbo Oenka Hemo-
CTaTOYHO, TMOO HapyIlleHa ero QYHKILUs, U JJisi CBOPAaunBaHUsl KPOBH H
TIPEKpaIICHIs KPOBOTEUEHHUS TPeOyeTcst OONbIIe BPEMEHH.

CymiectBytoT pa3Hbie THIbI BB. Bee oM BbI3BaHBI HApyILIeHUSIMH B Oeke
— ¢akrope Bumteopanna (OB). [1pu moBpexaeHIN KPOBEHOCHOTO COCYIa
W Hauyaje KpoBoTeueHuss @B cnocoOCTByeT CLEMISHUIO APYT ¢ IPYTroM
KJIETOK KPOBH, Ha3bIBAEMBIX TPOMOOLIUTAMHU, U 0OPa30BaHUIO CTYCTKA,
MPEKPAIIaroero KpOBOTCUCHHE.

BB — Hanbonee pacrnpocTpaHEHHOE CPEAHU JIIOACH HapylICHHE CBEPThHIBA-
foliei cuctemMbl KpoBH. OHO BCTPEUAETCs KaK y MYKUHH, TaK U Y KEHIIHH.
B nenom BB He Tak cepbE3Ha, Kak Apyrue HapyleHUsT CBEPTHIBAEMOCTH
KpoBH. MHorue moay, umeromue bB, MoryT u He 3HaTh 0 cBOEM 3a00ite-
BaHWH, ITOCKOJIbKY CUMIITOMBI HAPYIICHUA CBépTI)IBaeMOCTI/I KpOBHU BbIpa-
JKEHBI Y HUX B OY€Hb MTKOH dopme. Jlms GonpmmHCTBa TMioneid ¢ BB ux
Oone3Hb 1100 BOOOIIE HE OKa3bIBACT BIMSHHE HAa UX KHU3HB, THOO MTOYTH He
MIPUYHHSAET UM HEYTOOCTB JI0 TEX MOp, TIOKA HE CITyYUTCS CephE3Hast TpaBMa
WM He NoTpeOyeTcst Xupypruueckoe BMemaTenscTBo. M, TeM He MeHee,
Bce GopMmbl BB MOTyT BBI3BIBaTh MOBBILICHHYIO KPOBOTOYHBOCTb.

OTKypa 6epérca bB?

OO6sryaO bB miepenaérces HacaeCTBEHHBIM Ty TEM, Yepe3 TeHbI OJTHOTO U3
ponurenei peOEHKyY roboro nona. B HEKOTOPBIX Cilydasx HapyIIeHHs CBEP-
TBIBAEMOCTH KPOBH HAOJIOAIOTCS B OHOM ¥ TOH K€ ceMbe Ha IPOTSHKEHUN
nokoseHuil. [Ipu 3ToM cUMITOMBI ATUX HAPYLICHUI B TAKOH CEMbE MOTYT
OBITH OYECHB Pa3HBIMH. B Apyrux e ciydasx ceMelHO# HaclIeICTBEHHOCTH
He HaOmronaercs, u bB Bo3HUKaeT B pe3ynbrare HEKOETo CaMOIIPOU3BOJIb-
HOTo M3MeHeHus B rene bB 110 poxxaenus pebEnka.
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KakoBbl cumntombl BB?

I'nmaBHbIMHM cumnToMamu BB siBidroTCA cnegyronme:
* JIETKOE MOSIBJICHUE CUHSIKOB
* 4acTOE WM JUIUTEIIbHOE KPOBOTEUEHHUE M3 HOCA
* KpPOBOTOUUBOCTH AECEH
* JUTUTENILHOE KPOBOTCUCHHE TP HEOOJBIIUX MOpPE3ax
* CHWJIBHOE WJIU JJIUTENbHOE MEHCTPYaJIbHOE KPOBOTEUCHUE

®* KpOBOTCYCHHC B BCpXHeﬁ U HUWKHEH 4acTax JKCITYyAOYHO-KHUIIECYHOT'O
TpaKTa

¢ AJIUTCIIBHOC KPOBOTCYCHHUE IMOCJIC TPABMbI, XUPYPTUYCCKOTO BMEIIa-
TCIBCTBA, ITOCCIICHUA CTOMATOJIOTHYCCKOT'O KaOuHeTa Win poaoB

YV muorux gronel, umeromux bB, cuMnToMbl HE3HAUYUTENBHBI LT OTCYTC-
TBYIOT coBceM. Y Jtozieii ¢ BB B Gosiee cepbE3HOl opMe HapyleHUs
CBEPTHIBACMOCTH KPOBHU BRIpAKEHBI Oojiee oTuETIBO. Kpome Toro, ¢ Teue-
HUEM BPEMEHHU CUMIITOMBI MOTYT MeHAThCs. HOTa Hanmnyue bB MoxHO
00HApPYKUTh TOJBKO BO BPEMs CUJILHOTO KPOBOTEUCHHUS MOCIIE CePhE3-
HOTO HECUACTHOTO CJIy4asi U CTOMATOJIOTHUECKON MJIH XUPYpPTHUIeCKOi
OTmepaluu.

CumnTomer BB Oonee xapakTepHBI sl )KEHIUH, YeM JJIS MYXYHUH.
Kenmuuel, crpagatomue bB, 3agactyio umeror 0ojee CUIbBHOE WU
JUIUTEIBHOE KPOBOTEUEHUE IIPU MEHCTPYaALUAX U ITOCIIe pooB. HekoTopsie
JKEHIMHBI ¢ BB cTpafaroT oT CHIIbHBIX MEHCTPYaIbHBIX OOJIEH NI HEpery-
JSIPHBIX MEHCTpYaIuil.

Hexoropyto pois B 3TOM MOXKET UTpaTh Tpymima KpoBu. Y nonei, ¢ 1(0)
rpynmnoil KpoBu, ypoBeHb @B 3ayacTyro HUXKe, yeM y JIFOAEH ¢ rpynnamMmu
kposu [1(A), [HI(B) wmu [V(AB). 310 03HaYaeT, 4To y JFOJICH, CTPAIArOIIUX
bB u umeronmux nepByio rpyniy KpoBH, BEPOSATHOCTh BOSHUKHOBEHUS
po0IIeM, CBSI3aHHBIX C KPOBOTEYEHHUEM, MOJKET OBITh BHIIIIE.
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HacnepoBaHue 6onesHn BunnebpaHpa

H

HacneposaHue 6one3Hn BunnebpaHga

OTtcyTcTByeT - JNerkas popma - Taxkénaa

dopma
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Kak guarHoctupytor bB?

Yeranosuth auarnos bB Henerko. Tem, ko mogo3pesaet y ceOst TpodIeMbl
C KPOBOTEUYECHHEM, CIIEAYEeT OOPATUTHCSA K TeMATONIOTY, CIIEIHATH3UPYIO-
meMycs Ha Koarynonarusx. Hamiexamee o0cienoBaHre MOXHO POUTH
B ICHTpPAX, 3aHUMAIOIMUXCA JICUCHUEM MMOBBIINIEHHOM KpPpOBOTOYMBOCTH.
ITockonpky O6em0k DB BBIMONHSAET HECKOIBKO Pa3HBIX (MYHKIIHH, IS
nuarHoctuku bB cienyet npoiTn HecKoJIbKO J1a00paTOpPHBIX TECTOB.

JlabopaTtopHoe TectupoBanue bB Taxke mpenctaBiser onpenenéHHyIo
TpyaHocTh. Hanmnune BB Henap3s ycTaHOBUTH ¢ IOMOIIBIO OOBIYHBIX
aHaJIU30B KpOBU. B TecTupoBaHue BXOAUT U3MEPEHUE YPOBHS M aKTHB-
HOCTH Kak @B, Tak u qpyroro cBEPTHIBAIONIETO KPOBb OeKa, Ha3bIBae-
moro ¢akropom VIII (FVIII). 3agacTyio TecTsl MpOBOASTCS HOBTOPHO,
IIOCKOJIBKY Y OJJHOTO U TOro ke uenoBeka yposHu @B u FVIII B pa3Hbie
MIEPHUOJIBI MOTYT PAa3JINYaThCsI.

Pa3nuyHblie Tunbl bB

CymectByeT Tpu 0CHOBHBIX TuNa bB. Ilpu kaxaoMm U3 3TUX TUIIOB Hapy-
IIEHHE MOXKET UMETb JIETKYI0, CPEAHIOI0 WIH TKETYI0 (hopMy. CHMIITOMBI
KPOBOTEUYEHUS IIPU KAXKJOM THUIIE BECbMa HEIIOCTOSHHBI U 3aBUCAT OT
aktusHOcTH DB. ITockonbKy npu kaxaoM tuie bB npumensiercs pazHoe
JiedeHne, BaXKHO 3HaTh, KAKUM TUIIOM bB cTpagaer manueHr.

Haubonee pacnpocrpanéuubiM siisiercss BB 1 Tuma. Y nanuentos ¢ bB
1 Tuna yposenr ®BIO ke HOpManbHOT0. CUMIITOMBI OOBIYHO OYEHB
cimabwie. Tem He MeHee, BOBMOKHOCTh CepPhE3HOTO KpoBOTeUeHHs 1pu bB
1 Tuma coxpaHseTcs.

[Tpu BB 2 Tuna nmeet mecto nedext B ctpykrype @B. Hapymraercs GpyHk-
nroHupoBanue 6enka @B, B pesynbrare yero aktuBHOCTH @B cTanoBuTCs
HIDKe HOpMasibHOH. CyliecTByeT HeCKOIBKO pas3HbIX gedexToB BB Tuma 2.
CumnToMsl 0OBIYHO YMEPEHHBIE.

Haubosiee cepbé3noii hopmoii 3adoneBanus sipinsercss bB 3 tuna. [lpu
bB 3 tuma ypoens @B 1100 0ueHb HHU30K, TUOO0 OTCYTCTBYET COBCEM.
Cumntomsbl Oornee TshkENbIe. Y crpanatonux bB 3 Trma Bo3MOXXKHO KpoBO-
TEUCHUE B MBIIIIIBI U CYCTaBbl, HHOT/IA 0€3 BCAKHUX TPaBM.
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Kak neuyart bB?

BB MOXHO JIe4UTh ¢ MOMOIIIBI0 CHHTETHYECKOTO TIpernapara Moy Ha3BaHueM
JIECMOIIPECCHH, C TIOMOIIIHIO KOHIIEHTpara (hakTopa CBEPTHIBAHS KPOBH, COIEP-
kartero @B, nim ¢ TOMOIIBIO APYTHX JIEKAPCTB, MOMOTAIOIIMX OCTaHABINBAT
KpoBoTeueHus. TuIl JieueHust 4acTH4HO 3aBucHT OT Trna bB. IarwmenTam ¢ erxoit
(hopmoit bB nedermie 3agacTyro He TpeOyeTcs, 3a HCKITFOUEHIEM CITyJaeB XUpyp-
THYECKOTO WM CTOMATOIOMMYECKOTO BMEIIATENBCTBA.

Jecmonpeccun o6braH0 3pdexturen npu nederany bB 1 Tnna n momoraet
MPeNOTBPAIATh WX JEUYNUTh HAPYILIEHHUs] KPOBOTEUEHHUs TPH HEKOTOPBIX
¢opmax BB 2 tuna. OH Hcnonb3yeTcs JUisl OCTAHOBKH KPOBOTEUCHHSI
MIPU HECUACTHBIX CIy4asxX WM BO BpeMs XHpyprudeckor onepannu. OH
WUHBELHUPYETCS WU BBOIUTCA C TOMOIIBIO HOCOBOT'O a3p030JIs M MOBBIIIAET
yposHu @b u FVIII, nomoras kpoBu cBEPTHIBATHLCS. []eCMONPECCUH ITOMO-
raeT He BceM. Bpady cieyer nmpoBecTH HCCIeq0BaHNe PEaKIUH MTallUeHTa
Ha JIaHHOE JIEKApCTBO. B Heasne TecTsl ciieayeT NpOBOAUTH 10 TOTO, Kak
MOHA/I00UTCSI JICUCHHE.

Konnenrparsl ¢akTopoB IPUMEHSAIOTCS TOTA, KOTJA 1€CMOIPECCHH
Hed((DEeKTUBEH WIIM CYLIECTBYET BBICOKAsl CTENEHb PHUCKa CepbE3HOTO
kpoBoreueHus. Konnenrparsl ¢pakropos copepkar ®B u FVIIL. Dot Buj
nedeHus npeamnouruteneH npu bB 3 tuna, 6onemmaCcTBE hop™m bB 2 THITa
U CEpBhEZHBIX KPOBOTEUEHUSIX WM 3HAYUTEIBHOM XHUPYPIUYECKOM BMeEIIa-
TEJIbCTBE NIPU Beex Tunax bB.

KpoBoreuenue u3 cau3ucToit 000104Kku (M3 HOCA, PTa, KAIICYHUKA WU
MAaTKH) MOJKET PErYJIMPOBATHCS TAKUMH MPENapaTaMu, Kak TPAHIKCAMOBAsI
KHCJI0Ta, aAMHHOKAMPOHOBAsI KHCJI0TA JIH00 (puOpUHOBBIi Kiaei. Tem
HE MEHee, 9TH JICKapCTBa B OCHOBHOM HCTIOJIB3YIOTCS ISl COXpAaHEHUs, a
He 00pa30BaHUs CTYCTKOB.

T'opMoHaIBHBIE CpeICTBa, HATPUMED OPAJIBHBIE KOHTPALIENTHBEL, TOMOTAlOT
noBelcuTh ypoBHU OB n FVIII u perynupoBars MEHCTpyaJIbHOE KPOBOTE-
yeHHe. Ecnu iedeHne ropMOHAIbHBIMU CPENCTBAMY HE HA3HAYEHO, TO JUIA
JIeYeHUs] CUIIBHOW MEHCTPYyallu MOTYT OKa3aTbes 3(QEKTUBHBIMU aHTHU-
(uOpHHOTUTHYECKHE CPEIICTBA.

OTH cpe/icTBa MOTYT HMETh TT0O0YHBIE AP PeKTHI, MoITOMY MarmeHTam ¢ bB
ciefyeT 0OCyauTh BOBMOXKHbIE TOOOUHBIE 3(D(hEKTHI CO CBOUM BPauoM.
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OcobeHHoCTU BB y AeBoUYEK U }KEHLUH

VY xeHuuH, crpagarimux bB, cuMnTomel yaie Bcero 6oyiee MHOTO-
YUCJICHHBI, YeM Y MY)KYUH, 9TO 00YCJIOBIEHO MEHCTpYyaIueil U pogaMH.
Oco0eHHO CHIIEHOE KPOBOTEUEHHUE MOKET MOSBUTHCS Y JEBOYEK BCKOPE
1ocJjie Hayaja MeHcTpyauuil. Y xeHwuH ¢ bB MeHcTpyanus 3adactyto
uMeeT 6oee TSHKENBIN H(UTH) IUTHTETEHBIN XapakTep. ITO MOXKET IMPHUBO-
JIUTh K aHEMUH (ITIOHWKEHHOMY YPOBHIO XKeJie3a B KPaCHBIX KPOBSHBIX
TeJIbIaX, BHI3BIBAIOIEMY CIa00CTh U yTOMIISIEMOCTh). JKeHiunam ¢ BB
CIIeZIyeT peryisipHO 00ClieIoBaTbCs Ha HATMYHE aHEMHUU.

JKenmuna ¢ BB pomkHa 00paTuThCs K aKymiepy cpasy Mocje Toro, Kak
OHa 3aImoI03pHiIa OEPEeMEHHOCTh. AKYIIEp JODKEH padoTaTh B KOHTAKTE C
LEHTPOM, 3aHUMAIOIIMMCS JICUCHUEM HapyLLICHUI CBEPThIBAEMOCTH KPOBH,
U yAETSITh 0c000€ BHUMAaHKE TaKOH KEHIIMHE B TIEPHO]] €€ OepeMEeHHOCTH
1 pozoB. [Ipn GepeMeHHOCTH JKeTIIUHBI HCIIBITHIBAIOT TIOBBIIIICHNE YPOBHEN
®B u FVIII, npu3BaHHOE 00€CTIEYHNTD JIYUIITYO 3aIIUTy OT KPOBOTEUCHUS
npu pozaax. OAHAKO MMOCIIE POJIOB YPOBHU CBOPAYMBAEMOCTH KPOBH ITOHH-
JKaroTCs, Uy KeHIIMH ¢ BB MokeT HayaTbCcsi KpOBOTEUEHHUE.

JKenmunuel ¢ BB, BcTynatonue B MeHoMay3y (OKOHYaHHE MEHCTPYAIIHiA,
00b19HO B Bo3pacTe 45-50 5et), moaBepraroTcst 00Jiee BRICOKOH CTETICHU
PHUCKa HEMPEICKA3yeMOTr0 U CUIIBHOTO KpoBOoTeueHusl. [loaToMy sxeHIMHE
¢ BB, npubmmkaromeiics K MeHoIay3e, BaKHO TOJICPKUBATh ITOCTOSIHHBIN
KOHTAKT CO CBOMM T'HHEKOJIOTOM.

6 Yro Takoe 6onesHb BunnebpaHga ?

WFH-Russian-F.indd 6 @ 11/5/08 2:21:28 PM



®

Ba)XHble coBeTbl cTpagaowmm bB

* VwmeiiTe npu cebe nHpopMaIuio 0 CBOEM 3a001€BaHIH, HA3HAYEHHOM
JICYCHHH, a TAKOKe UMs M HOMep TenedoHa Balllero Bpaya Wik JIe4eOHOro
LEHTpa. B 9KCTpeHHBIX CiTydasix O TOM, YTO Y Bac HapylieHa CBEPTHI-
Ba€MOCTb KpOBHU, MEANICPCOHAT U3BECTUT MeI[I/I]_[I/IHCKI/Iﬁ 6paCHeT NI
APYroe yInoCTOBEPEHHE JTUIHOCTH.

o [lepenaiite B mkosbl nHGOopMaluo o BB u 0 ToM, kKak BEIXOIUTH U3
BO3MOXHOU cuTyannu. Hanbomee yacto BcTpedaronascs B MIKoJIax
po0iemMa — KpOBOTEUEHHE M3 HOCA.

* 3aperucTpupyuTeCch B EHTPE, CICIUATH3UPYIOIIEMCS Ha JUATHOCTUKE
U JICYEHUH HapyLICHUH CBEPTHIBAEMOCTH KPOBU. Takue LEeHTPbl MOT'YT
MIPEUIOKUTEH HAWITYUIIIHE COBETHI 110 YXOJy U MHYI0 HH(OPMAIIHIO.

* CoBeryiiTech CO CBOMM BpPadyoOM IO MOBOAY BCEX MPUHUMAEMBIX
nexkapcTB. HekoTopbIX mpenapaToB, OTIIyCKAaeMbIX 0€3 PELenToB,
cienyeT u3berarp, MOCKOJIbKY OHH MPEMSTCTBYIOT CBOPAYUBAEMOCTH
KPOBH.

e Per YIIAPHO 3aHUMAaNTEeCh (1)I/I3I/I‘-ICCKI/IMI/I YIpaXKHCHUSIMMU, YTOOBI coxpa-
HATH CUJIY MBI U CYCTAaBOB U OCTaBaTbCA 3JOPOBLIM.

* Bo Bpems moe3ok HaiuTe agpeca U Homepa TeJae(pOHOB IIEHTPOB,
CHEUUalu3UPYIONUXCS Ha JICUCHUU HApYIICHUH CBEPTHIBAEMOCTH
KPOBH U PAcIOJOXKEHHBIX B T€X MECTax, Ky/Ja Bbl HAIPaBIsAETECh.
Boszpmure 3Ty nHpOpMAaImio ¢ coOoi.
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Ucnonb3oBaHHbIe pecypcbl

World Federation of Hemophilia
www.wih.org

* The Basic Science, Diagnosis, and Clinical Management of
von Willebrand Disease

* Pregnancy in Women with Inherited Bleeding Disorders

* Gynecological Complications in Women with Bleeding
Disorders

* Desmopressin (DDAVP) in the Treatment of Bleeding Disorders:
The First 20 Years

Canadian Hemophilia Society
www.hemophilia.ca

e All About von Willebrand Disease
* Amicar and Cyklokapron, A Guide for Patients and Caregivers
® Desmopressin, A Guide for Patients and Caregivers

U.S. National Hemophilia Foundation
www.hemophilia.org/resources/handi_pubs.htm
¢ von Willebrand Disease: Just the FAQs
* A Guide for Women and Girls with Bleeding Disorders
* Project Red Flag - www. projectredflag.org

Association francaise des hémophiles
www.afh.asso.fr

* La maladie de Willebrand
* www.orpha.net/data/patho/Pub/fr/Willebrand-FRfrPub3497.pdf

Schweizerische Himophilie-Gesellschaft
www.shg.ch

* Formes particulieres d’hémophilie, la maladie de von Willebrand
¢ Informationen zur Hamophilie, Von Willebrand Krankheit
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Ucnonb3oBaHHbIe pecypcbl

Haemophilia Foundation Australia
www.haemophilia.org.au
* A Guide for People Living with von Willebrand Disorder

* Meeting von Willebrand Disorder for the First Time: A Guide

for Parents
* Understanding von Willebrand Disorder: A Guide for Teachers

Angelo Bianchi Bonomi Haemophilia Thrombosis Centre
¢ von Willebrand Disease: A Complex, Not Complicated Disorder

(If Known)
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FEDERATION MONDIALE DE L'HEMOPHILIE
FEDERACION MUNDIAL DE HEMOFILIA

Treatment for All

World Federation of Hemophilia
1425 René Lévesque Boulevard West, Suite 1010
Montréal, Québec H3G 1T7
CANADA
Tel.: (514) 875-7944
Fax: (514) 875-8916
E-mail: wth@wfh.org
Internet: www.wfh.org
[JaHHan ny6nuKauusa ctana BO3IMOXKHOW
6naropapa HeorpaHU4YeHHbIM 06pa3oBaTeNbHbIM
rpaHTtam, sbigeneHHbim CSL Behring u Grifols.
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