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bone3Hb ¢oH BunnebpaHpa:
nHeopmauna gna Bpayen oowen npakTukm

Oasug Jinnnnkpan v MNayna Oxxenmc

BBepeHue

Bonesus ¢pon Bunnebpanna (BB) - aTo Hanbomee wacto
BCTPEYAIOLNIICS BILJ] KOATY/IONATH, eMY IOABEPXKEHO [0
1% nacemenust Mypa. Tak KaK CHMIITOMBI 3a49aCTYI0 C1ab0
BbIpa)XeHBI, IIpeobiajaroniee OOMBIINHCTBO MALVIEHTOB
He guarHocTupyercst. Ogaako mpu Bcex ¢popmax BB moryt
ObITh TPEOYIOLIE IEIeHNST TSDKEIbIE KPOBOTEUEHIS,
0CO6€HHO BO BpeMst WIN TIOC/IE XUPYPIMIECKUX WIIH
CTOMATOIOTMYECKIX BMEILATEIbCTB.

JnarnocTuka BB c1o>xHa 1 10/>KHA IPOBOJUTHCA
BpadaMy, MIMEIOIIVMI OIIBIT JIEY€HN KOATy/TOIaTuI.
Opnako Bpaun 061elt IPAKTUKIL MOTYT U JJO/DKHBI UTPATh
BKHYIO POJIb B OOHAPY)XEHNN IPU3HAKOB U CUMIITOMOB
bB u B HanpapieHNM NaLMeHTOB HA HafiJIeXKalliee
JIedeHue.

UcTopusa bB

B 1926 r. goxtop dpuk ¢on Brmrebpaus, punckmit Bpad,
oIy 6/IMKOBaJI IIEPBLIIL TPYT C OIMCAHNEM HAC/IeICTBEHHOM
KOaryyionaTuu, CBOCTBa KOTOPOIi OT/INYA/IUCh OT
remodunn [1]. 3abomeBanne 60 HA3BAHO 110 UMEHN
€r0 MEPBOOTKPBIBATETIA.

VccnenoBanust fokropa ¢pou Butebpanpga Hadammcs ¢
HabmoieHnit 3a ceMbélil, IpoXKuBaBIueil Ha ocTpoBe DErmé
Amanpgckoro apxurnenara baaruiickoro mopst. IIpo6any
(meM. Proband) B ceMbe ymepia OT MEHCTpPYaIbHOTO
KPOBOTEYEHMA B OJPOCTKOBOM BO3pacTe, elé YeThIpe
YJIeHa CeMbM TAK)Ke YMepIIN 13-3a KPOBOTEUEHNI],
KOTOpBbIE He YIa7I0Ch OCTAaHOBUTb. B 3TOM nepsoM
uccnenoBanun JOKTop ¢oH Butebpann ormern,

YTO y TMALVMEHTOB OBbUIU INTEIbHbIE KPOBOTEIEHNS
HEeCMOTPs Ha HOpMa/IbHOEe KOIMYeCTBO TPOMOOLINTOB,
a TaKXKe ayTOCOMasIbHOe IOMVHAaHTHOE Hac/leJoOBaHNe
3a00/IeBaHAL.

B nepuog ¢ 1950-x o Hayano 1960-X IT. BBIAICHUIOCH, YTO
9T0 3a60/IeBaHMe OOBITHO COMPOBOXKAAETCS TOHVDKEHHBIM
YpOBHeM AKTUBHOCTU

¢dakropa VIII (FVIII), 1 9T0 3TOT HeUINT MOXKET OBITH
BO3MeIEH MHY3UAMY IUIa3Mbl I GpaKLuii I1a3Mbl. B
1971 r. iBe rpymIIbl MCCAEZOBATENEN CleAMN CEPbESHBIN
ripopbiB. OHM IepBBIMU ITPOBEIN VIMMYHOTOTMYECKII
aHa/mMs3 u fokasamy, 4to daxropst FVIII n pon
Bumne6panna (VWEF) - aTo pasHble IpoTenHbL. ITO
OTKPBITHE COIIPOBOXKATIOCh HOBOVI METOIVIKO
71abOPaTOPHOTO OIpeaeneH st GpyHKIUN TPOMOOLNTOB
IIpU 9TOM 3a00JIeBaHNN.

ITpupopa BB 6pi1a 4éTKO OIpereeHa OICaHIeM reHa
BB B 1985 r., 5TO cenany 4eThIpe He3aBUCYMBbIE TPYIIIIBI
uccnenoBareneii. 9To OTKPBITHE TIO3BOMUIO TITy6Ke
IIOHATD TEHETUYECKYI0 OCHOBY bB 1 mepcneKkTuBor
Pa3pabOoTKM HOBBIX IIOAXONOB K JIEYEHNIO STOTO
3a00/IeBaHNUA.

Yto Takoe BB?

BB - aT0 camas pacnpocTpaHéHHas HacneNCTBEHHAA
KoarynomnaTus y yenoseka. OCHOBHOII IIpy3HaK BceX GOpM
BB - sTo cHybkennsit yposenb VWE i anoMaIbHbIE
dopmer VWF B kpoBoTOKe.

INuUmeMNoOIOrna

BB pacmpocTpanena mo Bcemy Mupy, OHa TaKXKe

4aCTO BCTPEYALTCS Y KUBOTHBIX, B TOM 4UCTIE Y

cobax u csuneit. Orenka pacnpocrpanéunoctu BB B
4e/I0BeYeCKOI! IOIY/IALNY Pa3HUTCA B 3aBYCHMOCTY OT
IIOfIXOfia K AMarHo3y. B IBYX KPYIHBIX IPOCIIEKTUBHBIX
SMMUEMIOIOINYECKUX UCCTIeOBAaHIX 10 1%
UCCIIelyeMBIX (B OCHOBHOM JieTeil) IPOSB/LA/IO CUMIITOMBI
" nMerno maboparopuble mokasarer bB [2, 3]. B otmimune
OT 9TOTO PACIPOCTPAHEHHOCTD HanboIee TSHKEMON (HOPMBI
3aboneBanust (BB 3 Tuna) B HECKOMBKIUX PA3IMIHBIX
cTpaHax 6bUIa OT 1 10 3 cTyyaeB Ha MIUINOH [4].

PacnipoctpanénnocTb BB ¢ cuMniTomaMu KpoBOTe4eHNs,
06HApPYXMBaeMbIMU BpadaMit 00Ieit IPAKTHUKI -
npumepHo 1 Ha 1000. CormacHo BceM uccnenoBanuaM bB
PacnpoCTpaHEHHOCTD Y YKEHIMH IIPUMMEPHO BIBOE BbILIe
3aperucTpUpPOBAHHON PACIPOCTPAHEHHOCTY Y MY K4MH,
IIPeIIONIOKNTENBHO 13-3a TOTO, YTO MEHOpparus ObIBaeT
TOJIbKO Y >KEHIIVH.
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Ienernxka VWF

Y uenosexa VWF xopmpyeTcs reHOM B XpOMOCOMeE

12. Takum o6pasom craryc VWF kaxkzoro demosexa
IpeACTaB/IsAeT KOMOVHIPOBAHHBIN Pe3y/IbTAT KOINII FeHa
VWE, yHac/e0BaHHbIX 110 OTIJOBCKOJ 11 MaT€PUHCKO
nuHUKA. ITOT TeH OYeHb 60/bIoro pasmepa (178

T.ILH.) 1 OYeHb CJIOKHBI (52 9KCOHA), YTO 3aTPyAHACT
MOJIEKY/IIPHO-TEHETIYECKIIT aHaIN3.

IIporenn VWF

VWF cuHTe3upyercsa B K/IeTKaX JBYX BUJIOB, a MIMEHHO
B K/I€TKAX 9H/JOTEINA COCYNOB U B METaKapMOLUTAX.
Cexpetupyembiit mporenH VWE cocront n3
nosTopsAmomuxca 2050 cy61>em/mmu AMUHOKICIIOTHI,

U3 KOTOPBIX 06Pa3yI0TCsl KPYIIHBIE TIOINIMEPBI
(mynbprMepsr) nporenta. Kaxkpas us aTux cy6bequHuL
CONIEpP>KUT YYIACTKMU CBA3BIBAHNA C KOJUIAT€HOM (B
cybanporenuanbHoi Marpute), FVIII u Tpomboryramu
(peuentopst GPIb u GPIIb/IIIa).

dusnonorndeckas pyakiua VWE sasucnt ot
HOPMAaJIbHOV perynsanum pasmepa MynbTumepos VWE
U COXPAaHHOCTM Pa3/IMYHBIX YYACTKOB CBA3bIBAHNA
anemenToB VWE

ITocne cunresa VWF mu6o cexperupyercs B

IUIa3My VN CYO3HIOTeNNI, 1160 HaKaIINBACTC S

B LMTOIUIA3MATUYECKIX OPraHe/IaX SHAOTeNNs
(tenpija Beitbensi-ITanama) u tpombonynrax (anbda-
rpanyaax). VWF MoxeT BBICBOOOXAATHCS U3 ITUX
XPAaHWINIL B OTBET Ha Pas/TnIHble (PU3MOTIOTMYECKIEe 1
(hapMaKO/IOTMYeCKIe CTUMYIIBL.

buonormueckne pynknyum VWF

B oTmune oT 60/IBIINHCTBA OCTa/IbHBIX (GaKTOPOB
koaryanuu VWFE ydacTByeT B remocTase Kak
A/ITe3MBHBIIT 0€/I0K, TIPUCOETMHSIIOMUIICA K HECKOMTBKUM
NNMTAHZAM, KOTOPbIE ABJAITCA BaKHBIMI KOMIIOHEHTaMM
nporecca remoctasa (VMmmocrpanms 1).

VWF npucoegunsercs k:

1. TpombounTam u Cy63H[OTENNIO, YTO CIIOCOOCTBYET
afire3uu TpPOMOOIIUTOB.

2. AKTUBMPOBAaHHBIM TPOMOOLMTAM JJISI COEICTBUS UX
arperanum.

3. FVIII pna npenoTBpalieHns MpeXgeBpeMEHHON
Aerpajanym 9Toro Koakropa CBEPThIBAHMUA.

Unnoctpauusa 1

Ponb dakTopa choH Bunne6paHga B remocrase

+ Cnoco6cTByeT npucoeanHeHnto TpoMGOLUTOB K
CTeHKe NOBPEXAEHHOIO cocyaa

* YyacTByeT B arperaumu TpomGoLmUTOB

* [MpoTteunH-TpaHcnopTép Ansa gaktopa VI

Tunbl BB

B 2006 r. MexayHaponHOe 06111ecTBO [0 BOIIPOCaM
TpoM603a 1 TeMOCTasa OIIyO/IMKOBA/IO CBOY IIOC/IEIHIIE
pexkoMeHmaruu 1o kinaccudukanuu BB [5].

B coorBercTBuM ¢ 3TOI KITaccudukaruert BB 6piBaet
KonmmaectBeHHo (Tun 1 1 3) uim kavecTBeHHOI (THUII 2)
(Mnnocrpanus 2).

bB 1 Tuna

10 Hambomee pacupocTpanénHas popma bB: ~80% Bcex
cny4aes. HacnenoBaHue - ayTOCOMHO-/JOMUHAHTHOE C
HEIOJTHOI YacToTol nposAsenns. [Ipu saboneBanun 1
Tuna cHmkenne ypopua VWF B mmasme — o1 1€rkoro 1o
ymepenHoro (0,05-0,50 ex./m). @ynxuyonanpHo VWE
HOpPMaJI€H " KO&I‘Y}IHI.U/IOHH&H AaKTVBHOCTDb (baKTopa
VIII (FVIIL:C) cHm>XeHa MpOIOPLUOHATIBHO €I0 YPOBHIO
B 11asme. CUMIITOMBI y IIAVIEHTOB - 3TO pa3INIHbIE
KOJXKHO-C/IM3NCTDBIE KPOBOTEYEHNIA, CTEIIEHD UIX TAXKECTU
06BIYHO COOTBETCTBYeT cTenenn pedurmra VWE

bB 3 Tuma

Pacripocrpanénnocts BB 3 Tuma xonebmercs mexay 1 un 3
CTy9asiMIL Ha MVWUIMOH B GOJIBIINHCTBE OIS, XOTSI
B HEKOTOPBIX MeCTaX, I7ie Yallle BCTPeYaroTCs KPOBHbIE
OpaKit, pacIpOCTPAHEHHOCTD 3HAYUTEIHHO BHIIIE.
3aboeBaHne nepegaéTca Kak ayTOCOMHO-PeLeCCUBHBIN
IIpU3HAK, Y OOIBIIMHCTBA ManyeHToB ¢ bB 3 tuma
CUMIITOMBI KPOBOT€YEHUA PENKYU WM OTCYTCTBYIOT.

ITpu BB 3 tnma yposens VWF Bcerna Hike 0,05 en./min

n gacto HeonpepnenmuM. Yposenb FVIIL:C B m1asme
cHIDKeH fo nmokasareseit ot 0,01 mo 0,10 ex./mi. Y Taknx
[AI[MEHTOB OBIBAIOT PELUAVBUPYIOIYE TSDKEIbIE KOXKHO-
C/IM3YUCTbIe KPOBOTEUEHN S, @ TAK)Ke YaCTble KPOBOTEUEHN S
B MATKME TKAaHU U CKeJIE€THO-MbILIEYHbIE KPOBOTE€UEHM .
IIpu HeajeKBaTHOM JIEYEHNM CO BpPEMEHEM BO3HUKAIOT
MOBPEX/IeHN 1 OIIOPHO-IBUTATE/IbHOIO AIIIapara, 1

B CpefHeM Bo3pacTe nanueHTtaM ¢ bB 3 tuna moxer
0Tpe6OBaThCSI SHAONPOTE3NPOBAHIIE CYCTABOB.
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bB 2 tuma

Hacrosas knaccudukanys bB Bbifensier yeTbipe sIBHBIX
nopTuma bB: 2A, 2B, 2M u 2N. Kimmandeckne nposBieHns
BapuaHTOB 2 Tuna BB cxopnbl ¢ TakoBbIMK 1 THITA
3ab0eBaHuL.

BB muna 2A

ITpu atom 3ab0/meBaHNy OBIBAET MOTEPSI TPOMOOLUTAPHO-
saBucumolt ¢pyuxunu VWE n3-3a orcyrcrBust popm
3TOro 6eJIKa C BHICOKOJ MOJIEKY/IAPHOI MacCOIt.

BB muna 2B

9rot nopTum BB - Kaccuyecknit TeHeTIYeCKII PU3HAK
¢ MyTanueit npuodperenns gynxunu. MyTauuu bB tumna
2B ycunusaior csispiBanne VWF ¢ TpomborirapabiM
peLieniTopoM ImKonpoTeyHa Ib 1 BbIsbIBaIOT ClIOHTaHHOE
B3aumopeiicTue mexxay VWE 1 rpombonyramu B
KPOBOTOKE; TaKIIe SB/ICHN He IIPOVCXOIAT, eCTINn

VWF nopmanbHbii. B pesynbrare aHOManbHOTO
B3aMMOJIEVICTBISI TPOMOOLITOB y 9THX MALNEHTOB

9acTo 6bIBaeT TPOMOOLMTONEHNS (HM3KIIT YPOBEHbD
TPOMOOLUTOB) IEIKOIT/yMEPEHHOI CTeIeHN.

bB muna 2M
9toT mogTun bB - MyTanus ¢ notepeit QyHKININ,
9KBMBaJIEHTHasA TUIy 2B.

BB muna 2N

bB tuma 2N HacmegyeTcs KaK ay TOCOMHO-PeIleCCUBHBII
IIPU3HAK, BRI3BAHHBI My TAIMAMM YIaCTKA CBA3bIBAHISA
FVIIL

Unnioctpauumsn 2

Knaccudmkaumsa 6onesHu ¢ooH Bunne6paHga

Pykosoacteo 2006 r. MexxayHapogHoro obLiecTsa no
BOMpocam TpoMbo3a u remocrtasa [5]:

Tun 1 Cnabbin/ymepeHHbin gecpuumt VWF

HOpMarnbHOro KavyecTea
Tun 2  KayecTBeHHble MyTauuu

Tun 2A: TpomboLmTapHo-3aBMcMmasi
bYHKUMSI NpY aHOMarnbHbIX MynbTUMeEpax

Tvn 2B: noBbiweHHas adpUHHOCTb K
CBA3bIBAHUIO TPOMOOLIMTOB

Tun 2M: cHUXXeHHas TpomboLuTapHo-
3aBucMmas yHKUMS Npu HopMarbHbIX
MynbsTUMEpax

Tun 2N: cHwxeHHoe npucoegunHeHve FVIII

Tun 3 Taxéneii gedpuumnt VWF

OwarHocTtuka 6B

Jlmarsoctuka BB TpebyeT BHUMATETbHOTO OTHOIIEHVIA

K TPEM KIMHMYEeCKNM 11 TabOPaTOPHBIM IIapaMeTpaM
(Mmmroctpauus 3): aHaMHe3 0OMIbHBIX KOXKHO-CTM3UCTBIX
KPOBOTEYEHMI ¥ TTallMi€HTa, CEMEITHbIN aHaMHe3
OOMIBHBIX KPOBOTEUEHMIT 11 TaOOpAaTOPHbIE aHAIUSBI,
OTpa’kalollyie KOMMYECTBEHHbIE 1/ KadeCTBEHHbIE
oTknmonenns VWE

Unnroctpaumua 3

Kputepuu guarHocTuku 6onesHu oH
Bunne6paHga

1. AHamMHe3 0OUNbHbBIX KOXXHO-CIMU3UCTbIX
KpOBOTequMVI Yy naulneHTa

2. JlabopaTopHkIn aHan13 remocTasa ans
noatesepxaeHus 5B

3. ObunbHbIE KPOBOTEYEHUS] B CEMENHOM aHaMHe3e

Cumnrombr bB

Knnandeckas oneHka BB B 60/IbIIOI CTEIIEHN 3aBUCUT
OT Hamm4ust 0O'beKTUBHOI NCTOPUM OOVMIBHBIX KOXKHO-
CIMBUCTBIX KpoBoTedeHmIt nannenta (VimocTpanys
4). MHOTMe CMMITOMBI KpoBoTeueHu T mpyu bB Taxxe
9acTo 6bIBAIOT U Y 00bIYHBIX mofert. CTaHgapTHas
ucropysA 60/Ie3HN IOMOTaeT 0OHAPY KUTD HALMIEHTOB

C Ype3MEPHOI TEH/IEHIIMEN K KPOBOTEYEHNAM,
IIOMVIMO 9TOTO TeHePb eCTb OTHOCUTENBHO KPATKIE 1
YTBEPKAEHHbIE OIIPOCHUKY JI/I1 OLIEHKM KPOBOTEYEHUIA,
OHM YIIPOIIAIOT MAEHTU(UKALVIO U KIACCUPUKALINIO
“KkmHMYecKux Koarynomnaruit” [6, 7].

Hanboree yacTble CUMIITOMBI Y TTalMeHTOB ¢ BB:

* penuAUBUPYIOIIME KPOBOTEYEHNA U3 HOCA

* JUIMTENbHbIE KPOBOTEYEHN IIOCIE IOPE3OB

* YacTbIe CUHAKNI

* KPOBOTOYMBOCTD JIECEH

* MEHOpparus

* JUIMTEbHbIE KDOBOTEYEHNA OC/IE MEANIIMHCKIX
BMEIIATENbCTB

* TSDKENBIE WU J/IUTE/IbHbIE KDOBOTEYEHNA IIOCTIE
ponos
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Unnioctpauusn 4

OunarHocTn4yeckue cMMNTOMbI 60ne3Hu poH
Bunne6paHga

» YacTble CUHSAKM

+ inuTenbHble KPOBOTEYEHMS Nocrne Nope3os

+ KpoBoTeueHus 13 Hoca

» KpoBoToumBOCTb A€CEH

* MeHopparus

+ KpoBoTeueHus mocrne ctomaTonornyeckux npoueayp
» KpoBoTeueHus nocne xupypruyeckunx npoueayp

+ O6UnbHbIE NOCNepoaoBble KPOBOTEHEHUSI

* MbiweyHble rematomsl (BB 3 Tuna)

* lemapTpos (BB 3 Tnna)

OO/IBIINHCTBE CTyvaeB 3ab0/IeBaHMe HACIELYeTCsT KaK
TOMIMHAHTHBI IpusHaK. OpHako Tsokénasa popma bB
3 Tuma HaC/lIeyeTCsa PeLleCCUBHO, IPUYEM Y POJUTETIEN
KIIMHNMYECKNE CMMIITOMBI 06I)I'~IHO HE IIPOABJIAIOTCA.

UnnrocTtpauma 5

Tun 1 BB

MyTu HacnepoBaHusA 6one3Hn cooH Bunnebpanaa

AyTOCOMHO-AOMWNHAHTHO
YacTtota npossnenuns ~70%

BB 2 tuna 2A, 2B 1 2M - AyTOCOMHO-4OMUHAHTHO
2N - AyTOCOMHO-peLiecCnBHO

BB 3 Tvna AyTOCOMHO-peLeccMBHO

Y HeKOTOpBIX XXeHIIVH ¢ BB MeHopparust MoxeT 6bITb
€/IMHCTBEHHBIM NPOABJIEHNEM KpoBOTedeHumii. 1o aToit
HpUYMHe 0COOEHHO BaXKHO CHIe/aTh IIOAPOOHYIO OLIEHKY
XapaKTepa IPOXOXKIeHNA MeHCTpyanit [8].

JlmTenbHble 1 0OUIbHbIE KPOBOTEYEHN YaCTO
PEeTUCTPUPYIOTCA IOC/IE XMPYPIUIECKUX IPOLENyp B
IIOJIOCTH PTa, HAIPUMED, ITOC/IE yIaTeH)s MUHIAINH VI
3y60B MyApOCTH. B oT/IM4Me OT BBILIEYIIOMAHYTOTO IPK
bB penko BcTpevaroTca KpOBOTEUEHNA B MATKME TKaHM,
MBIIIEYHbIE TEMATOMBI M TEMAPTPO3bI, KPOME KaK IIPK
TsKEmolt BB 3 tuma ¢ ouenp nuskum yposnem FVIII
HeonpepensaeMbiM yposHeM VWE

Tax KaK y MHOTMX ITALIME€HTOB TEHAEHIVA K
KpoBoTedueHMsM mpu BB oTHOCKTENBHO HebonbIas, 1
IpO06/IEMBI IOSB/ISIOTCS TOTIBKO TIPY MHAYIIMPOBAHUN
remMocTasa (T.e. Ipy OIepalysIX WIN TPAaBMaXx), TO
0YEeBMHON K/IMHNYIECKON ICTOPUY CIIOHTaHHbBIX
KPOBOTEUEHMIT MOKET U He OBITb. ITO 0COOEHHO KacaeTcst
MaJIEHbKIIX JIETeil VI MY)XUIH, Y KOTOPBIX He OBIIO C/TydaeB
VHAYLMPOBAHMA CUCTEMbI F€MOCTa3a.

Y nmanyenToB ¢ Tsxénon popmoit bB (3 tuma)
CHMIITOMBI TaKUe e, KaK IIPV TeMO(UIINY - TeMapTPO3bI
U MbIIIIEYHbIE TeMATOMBbI, 3TO IPOMCXOANT 13-32

COIy TCTBYIOLEro HU3Koro yposua FVIIL.

CeMmeliHblii aHaMHe3

B 6onbinHcTBe c1y4aes BB Hacmenyercs, 03TOMY 4acTo
VIMEeTCsI CeMEITHBIIT aHaMHe3 OOM/IbHBIX KPOBOTEYEHIIT
(MnmocTpanus 5). OFHAKO CUTyanusa OCTOXKHAETCA

TeM, YTO IIPY HEKOTOPBIX popMax 3abo/ieBaHMA ObIBaeT
HEIIONTHOE IIPOsBJIEHNE CUMIITOMOB KPOBOTeYeHMs. B

Bpadam o611elt IPaKTUKIL, Y KOTOPBIX €CTh IALMEHTBI C

anamHesoM BB, cnenyer:

e HampaBuTb TaKMX AIMEHTOB B LIEHTP, I/l UMEIOTCA
CIIEL[VA/ICTBI B 06/IaCTH JIeUeH Vs KOAry/IOMaTHil.

 He genmarp ana/msos Ha BB B maboparopusix, He
MIMEIOIIVX OIIbITAa OLeHKM ypoBHA U GyHKIMit VWE

n FVIIL

JIabopaTopHbIe aHATN3BI

B mabopaTopusix remoctasa BayKHbIMI KOMIIOHEHTAMU
IarHoCTuku bB aBiseTcsa konmmyecTBeHHOE U
KaueCcTBeHHOe u3MepeHe ypoBHA 1 pyrkuyu VWE

FVIII (Mnnroctpanus 6).

UnnrocTtpaums 6

Na6opaTtopHble aHanu3bl Ha BB
AHanus LUenb
KoarynsunoHHas akTuBHoOCTb | V3mepenue
daktopa VIl (FVIII:C) PyHKLMOHaNbHOM

akTuBHocTM dpakTopa VI

AHTUreH caktopa hoH
Bunnebpanga (VWF:Ag)

M3mepeHne konuyectsa
VWF

PuctoueTtnH-kodakTopHas
n/vnu konnarex-
CBA3bIBatOLLAs aKTUBHOCTb
(VWF:RCo u/vnn VWF:CB)

MamepeHne
dPYHKUMOHaNbHON
aktusHoctn VWF

MynsTumepsbl dhakTopa oH

[Mo3BonseT yBnaeTb,

VHAYLMpOBaHHas
puctouetuHom (RIPA)

Bunnebpanaa HaCKOIbKO XOPOLLO
MynbTUMEpU3oBaH
(coeamnHEH B LienoYykn)
moHomep VWF

Arperauus TpomboLuTOoB, N3wvepeHnne

yyBcTBUTENBHOCTU VWF K
pucToueTuHy (cnocobcTByeT
AnarHoctuke BB tuna 2B)
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Pe3yanaTb| na60paToprlx aHarnun3oB, XapakTepHblie AnA BB Pa3HbIX TUNOB

Tun 1 Tun 3 Twun 2A Twun 2B Tun 2M Tun 2N

BB: Ag lwn || OoTCyTCTBYET l l 1 HOopMa unu |

(<0,05 en./mn)
BB: RCo lwm || OoTCyTCTBYET Livm ||| 1l 1l HopMa unu |
(<0,05 eg./mn)

FVIII:C HopMma unm | 0,01-0,10 eq./mn HopMa unm | HopMa unm | HOpMa U | Llwm ][]
OTHoleHne >0,6 He <0,6 <0,6 <0,6 >0,6
VWF:RCo / MHPOPMaTUBHO

VWF:Ag
MynbsTumepbl Hopma OTCYTCTBYyET noreps norepsi Hopma Hopma

MynbsTUMEpOoB MyIETVMEPOB
C BbICOKOM C BbICOKOM

(1 BO3MOXHO MOREKyNspHOn
cpenHen) maccomn

MOMEKYNSAPHOW

mMaccomn

|: HeOOJIBIIIOE CHIDKEHME | |: YMEpPEHHOe CHIDKEHNe | ||: CHIbHOE CHIDKEHIE

Bpauam o011ieit IpaKTUKK HeOOXOIMO 3HATD
crnenyrouye GpakTel 0 TaGopaTopHbIX aHaMN3ax Ha BB:

e VWF u FVIII aBnA0TCA IpOTENHAMU OCTPOIT asbl,
II0O3TOMY MX YPOBEHD B II/Ta3Me MOXKET CUIbHO
Ppas3nMYaThCA B 3aBUCUMOCTY OT PAJla BHEITHUX
IIPUYMH, BKIIOYAA CTPecc, GU3NYECKYI0 HarpysKy,
a3y MeHCTpya/IbHOTrO LIUKIIA, IIPUEM TOPMOHOB 1
6epeMeHHOCTb.

o Tenernmueckue paKTOPBI, BKIIOYAsI TPYIITY KPOBH,
MOTYT CYIIeCTBEHHO BIMATb Ha YPOBHU (aKTOpa 1
FVIII B nymasme.

e MextabopaTopHas CTaHJapTU3aLuA HEKOTOPBIX
ana/m3oB Ha bB (manp. VWEF:RCo un ananus
mynpruMepoB VWE) okasamach 04eHb CI0XKHOM
3a71agenn.

VuTepuperanus pe3yIbraToB 1a60paTOPHbIX
AHANM30B I TMarHoCcTuKu bB yacTo oyeHb Cl1oKHA
(VInnrocrpauus 7). Bo n3bexxanne HenmpaBuIbHOM
BVIATHOCTYIKY HACTOATEIBHO PEKOMEH/YeTCsI, YTOObI
3TOM YaCThIO MATHOCTUKI 3aHMMA/INCh Bpayu,
MMelole onbIT neyenusa bB.

Bompoc ncnonbsoBanns aHanmmsatopa GyHKIvm
tpombonuroB PFA-100° o gnarsoctuku BB ocraéres
HepaspeméHHbIM. B 11e/10M IIMTeNbHOCTD KPOBOTEYEHM
He JTO/DKHA MCIIONIb30BAThCA B KAYECTBE CKPUHUHT-TECTA
Ha BB. OfHaKo MOTyT ObITh MCK/IIOYEHNA [0 IPUHINAIY
reorpaduieckoro nonoxxkenus. Tam, rae HeOCTYTTHBI
CIienya/IbHble aHa/MU3bI Ha BB (T.e. B HEKOTOPBIX pernoHax

Pa3BUBAIOLINXCS CTPAH), 0OHAPY>KEHIE HI3KOTO YPOBHSI
EVIII mipu 6071bII0I {INTeIBHOCTI KPOBOTEIEHIIST MOXKET
CII0COOCTBOBATD AMATHOCTHKE MAalLMeHTOoB ¢ BB 3 Tuma.

ITomMmMo HapyIIeHusA reMocTasa y nmannueHTos ¢ bB,

B YaCTHOCTH Y )KEHIINH C MEHOPpAruei, MOryT ObITh
TaK>Ke IMPOSIBICHUA XPOHIIECKOI KPOBOIIOTEPH C
>Kere30/1eUIIUTHOI aHeMel MO0 TONIBKO eUIITOM
)Kenesa 6e3 aHeMIIL.

Mpodmnakruka un nevyeHue
KPOBOTE4YEeHUMN

B nenom neyenne BB noppaspesnsercs Ha iBa Buja:
a['bIOHKTHMBHAA Tepallns, Halle/leHHas Ha obecliedeH e
HENPAMOTO YIy4lIeHNs TeMOCTasa, U JIe4eHne,
HaIpaB/IeHHOE Ha IOBbILIeHNE B I1asMe yposHeit VWE n
FVIII [9].

A'bIOHKTUBHAS Tepanus

IIpu BB MO>XXHO ycnelmHo ncrnonb3oBarh pAJ, BUIOB
a/IbIOHKTVIBHOJ T€PAINy, B YaCTHOCTH, Ha BPEMI
He6O/IbIINX XUPYPIUIECKIX M CTOMATOTIOTNYECKIX
npouenyp u npu Menopparuu (Jimocrpanys 8).
STV BUABI TepanMy BKITIOYAIOT VICIIONb30BaAHNE
aHTUPMOPMHOMMTIKOB, TAKIX KaK TpaHeKCaMOBas

Y aMMHOKAIIPOHOBAs KUCIOTA ¥ Hapy>KHbIe
reMOCTaTU4eCKe CPEeCTBA, TaKye KaK (pUPIHOBBII
KJIeil Ha OTKPBITbIE YYaCTKM KPOBOTE€UEHNA. Y KEHIINH
C MEHOpparmueii NpyMeHeHe TOPMOHA/IbHON Tepanumn
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B popMe KOMOMHMPOBAHHOI KOHTpauenun (eé
MeXaHM3M JielICTBIA, KaK MUHVMMYM YaCTUYHO, COCTONUT
B TOM, 4TO 3CTporeH nosbimaet yposHu VWE n FVIII);
JUIN IIPOTeCTEPOH-COfIep>KAIIX BHY TPUMAaTOYHBIX
crcTeM (Takux Kak Mirena®) 4acTo faéT CyIiecTBeHHBIN
kmHIIecknit addext. Kpome toro, y i ¢ gedpuunrom
>Kejie3a 3aMeCTUTe/IbHAs Tepalys IIpernapaTami >keiesa
IIPUBOJMUT K IIOBBILIEHNUIO Ka4yeCTBA XU3HIL.

Unnroctpauusa 8

AObLIOHKTUBHasA Tepanus npy 6one3Hu oH
Bunne6paHga

AHTUUBPUHONUTMKKM  TpaHekcamoBas kucrnoTa
AMUHOKanpoHoBas k1cnota

DnGpUHOBLIN Knen

ScTporeHsl

Tepamus, ycwmBaromas geiicteue pakropa
7151 GBICTPOrO MOBBIIIEH S Y IIALIIEHTOB YPOBHEI!
VWF u FVIII mnpoko NpuMeHATCA IBa IOAXO0Ha:
IapeHTepajIbHOE VIV Ha3aIbHOE IIPUMeHeHNe
IeCMOIIPeCCIHA U BHY TPVMBEHHbIE NH(Y3UN
ITa3MaTiyecKux KoHnenTparos VWE/FVIII
(Mnmoctpaums 8).

Hecmonpeccun

Hecmonpeccnn (1-pe3amuuo-8D-apruumH-

Baszomnpeccut [DDAVP]) - aTo cunTeTnyeckmit

aHaJIOT aHTUAMYPETUYECKOTO TOPMOHA Ba3ONPECCHHA.
JecMmonpeccuH ncnonb3yeTca s nedenus bB yxe

6otee 25 1eT, HAKOIUIEH OOIbIION OIBIT BHYTPUBEHHOTO,
IIO/IKOXKHOTO VM BHY TpMHAa3aIbHOro BBefenu [10]. Baxuo
3HATD, 9TO reMocTaTtndeckas fo3a DDAVP npesbimaeT
T03Y, UCTIO/Ib3YEMYIO JI/ISl JIEYEeHNA SHyPe3a.

IMTo6ounble 9¢h(eKThI ZeCMOIIPECCIHA XOPOLIO U3y UYeHbI, I
B [IOZIaBJ/ISIIOIEM OO/IBIIMHCTBE C/Iy9aeB OHU IPEXOMSIIN
U He3HA4MTeIbHBL. Hepenko 6bIBAIOT yMepeHHas
TaXMKAPAMs, TOTIOBHAS 60T, TIOKPACHEHNE JINIIA, a

13-3a TOJIOBOKPY>KEHIsI IIOC/IE IPUEMA Y HEKOTOPBIX
[AI[MEHTOB MIPeIapar Iydiile IPUHUMATD CHU/SI IV JIEXA.
Y4auTeIiBasi yMepeHHOE aHTUANYPETUIECKOE IeVICTBIE, B
TeYeHNe CYyTOK IOCTIe IpréMa HeOOXOANMO OrPAHIINTD
oTpebIeHe XUIKOCTI 10 06'bEMOB BO3MEIIEHIS.

K cuacrblo, cry4an runepBoieMun 1 TSHKENO
TUIOHATpueMun (YTO MOXKET IPUBECTH K CYFOPOram)
PEenKY, U dallje BCEro CIy4aoTcs 160 y O4eHb MOIOLBIX
HAI[MEHTOB, 1160 OCTIe POofoB. [leCMOIPeCCHH YCIIeLIHO
1 6€30I1aCHO MCIIONb3YeTCsI IS IIPEJOTBPAIeHIS
KPOBOTEUEHMIT HA PAaHHNX CPOKAX 6epeMEeHHOCTI.

JlecMOIIpeccuH UCIONb3yeT st ISt POQUIAKTUKI WIH
Jle4eHNs KPOBOTEYEHMII Y HEKOTOPBIX IAIleHTOB ¢ bB
tunos 1, 2A, 2M u 2N. [lecmompeccut HeapheKTnBeH
111 nmanueHToB ¢ bB tuma 3 u MmoxxeT ycyry6MTb
TPOMOOLIUTOIIEHIIO, KOTOPAs YaCTO OBIBACT Y MALVEHTOB
¢ bB tuna 2B.

IInkoBBIIT reMOCTATHYECKUIT 9 (EKT CTAHAAPTHOIL

To3bl fecMonpeccyHa (0,3 MI/KT) HaCTyIaeT B IIePUOT,
Mexny 0,5 1 1 4acom 1mocjie npuMeHeHusl, CpefHee
mocTuraemoe nospireHne yposssa VWE/FVIII B 3-5 pas
BbIe 6a30B0ro ypoBHsi. OFHAKO 13-3a OTHOCUTEIBHOI
HENPENCKa3yeMOCTY PeaK U Ha IECMONPECCHH

BCeM manyentam ¢ BB Heobxomumo npoiitu mpo6HOoe
JledeHe, YTOObI OLIEHNTb VX MHUBIIYA/IbHbI yPOBEHb
orseTa. [Ipy perncrpaunm afeKBaTHOTO YIy4IIeHN
remocrasa (>3-xparHoro nosbimenns VWE:RCo u
VWE:Ag no yposreit >0,30 ef./MI) 3TOT METOJ, MOXKET
[IPUMEHATHCS LIS TPOGUIAKTUKY KPOBOTEIEHMIT IPK
He6O/IBIINX XUPYPIUIECKIX M CTOMATOTIOIMIECKIX
BMeEIIATENbCTBAX, a TAKXKE IIPY TAXKETBIX MEHCTPYaTbHBIX
KpoBoTedeHusix. Ecmm rpebyeTcst perysipHoe
NIpUMEHEHNE IECMOIIPECCHA, €T0 MOXKHO ITPMHMMATD He
Yale pasa B [IeHb, I JJaXKe IIPY 3TOM yCJIOBUY yPOBEHb
OTBeTa [IOCTEeNeHHO CHIDKaeTcs (~70% mepBOHAYaIbHOTO
noBbirenust VWF n FVIID).

Konuenmpam VWEF/FVIII

Ecmu pecmonpeccrH He s deKTUBeH WK
[IPOTMBOIIOKA3aH HarenTaMm ¢ BB, m16o B cyuae
BBICOKOTO PMCKa CEPhEZHOIO KPOBOTEYEHNA, UM €CTIN
HeoOX0AVMast J/INTENIbHOCTD IOAAEP)KKI FeMOCTasa
npespimaet 2-3 gus, yposau VWE u FVIII moxxnO
MIOBBIMIATH MHQY3UAMYU KOHIIEHTPATa STUX IIPOTENHOB
13 11asMbl. HeBO3MOXXHOCTD BUPYCHOV MHAKTUBALAN
Kprompennmnurara (paHslire 3T0 ObUIO Teparet
Ber6opa npu BB) 1 oTcyTCTBME TUIIEH3MPOBAHHOTO
pexombuHanTHOrO KoHIeHTpara VWF mpuserno k
HIMPOKOMY MCIIOTb30BaHMIO HECKOIBKIX IPOJYKTOB
VWE/FVIII u3s nmasMsl.

UnnrocTtpaumsa 9

CrtpaTernu noBbiweHUA ypoBHA dakTopa ¢hoH
Bunne6GpaHpa

1. BbicBoGoXaeHWe cobecTBeHHbIX 3anacos VWF
OecmonpeccuH (DDAVP) - BB, MK, BH

2. BBepeHue koHueHTpata VWF
KoHueHTtpatel VWF/FVIII u3 nnasmel

BB: BHyTpMBEHHO
MK: nogkoxHo
BH: BHyTpuHa3ansHoO
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