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Onpenesienue

bonesuv  Bunnebpanoa - (EHOTHUNHMYECKH TE€TEPOr€HHAas KOAryJjomaTHs ¢
ayTOCOMHO-PELECCUBHBIM WJIA ayTOCOMHO-JOMWHAHTHBIM THIIOM HACJIEIOBAHMS,
XapaKTEPU3YIOIIAsICS BO3HHKHOBEHUEM AIU30JUYECKUX CIIOHTaHHBIX
KPOBOTEUEHHM B CBS3M C HApYLICHHEM KOJIMYECTBEHHOW WJIM KAa4E€CTBEHHOU

¢yukuuu pakropa Buuieopanaa (VWF) [1,2].
ITHOJIOTUA

Otuonorueit 6onesnn BuiuieOpanaa siBisieTcss HapyileHHE (PYHKIIMOHUPOBAHUS

reHoB 12-i, 22-i map xpomocom. [1]
ONMUAEeMHUOJIOT U

bonesnr Bumnebpanna Bcrpeuaercs y 0,5-1% Hacenenus, pacpoCTpaHEHHOCTb
KJIIMHAYECKU 3HAaYUMBIX PopM Ooniesnn Bumnedbpanga — 1—2 na 10 000 yenoBexk;
bB 3 tuna Bctpeuaercs ¢ yactorod 1:500 000 uenosek. [Ipubnusutensuo y 70%
nanueHToB ¢ bB 3a0oneBaHne umeeT jerkoe KIMHUYECKOE TEUEHUE, Y OCTAbHBIX
HaOmoaloTess  cpenHeTsikensie  (25%) wmm  Tsokenbie  (5%)  KIMHUYECKHE

MPOSIBJIEHUS T€MOPPArMYECKOr0 CUHApPOMA. [2]
Kaaccudukanms [1,2]

e 1 tun - xonuyectBeHHbIN nedekt VWF (uactora 75-80%). [Ipu Gose3nu
Bunnebpanna 1 tuna konumdectBo VWF B onpesieieHHON CTETIeHU CHIKEHO,

HO (PYHKIMS KaXKI0M MOJIEKYJIbl COXpaHEHa

e 2 tun - kadecTtBeHHbIH aedekt VWF (wacrora 15%), pasmensercs Ha
noATunsl: 2A, 2B, 2M, 2N. V naruentoB ¢ 6oe3Hbi0 BuieOpanaa 2 tuna
HaOmomaroTcss kKadectBeHHble nedextet VWEF, koTopeie y OOJBITMHCTBA
MAalEHTOB BBIPAXKAIOTCA B HemponopuuoHaabHoM cHuxkeHun VWE:RCo
(VWF.CB) wmu VWF:FVIII mo otHomenuto k koauuecTBy VWE,
onpenensemMomy 1o ero antureny (VWF:Ag). Jlna auarHocTuku u

KJaccupuKalui MOATUNIOB OoJiesHn BumieOpanna 2 Tuma HUCHOIB3YIOT



aHanu3 CTpyKTypbl myiabTuMepoB VWF (c momompio smekrpodope3a B
arapo3HoOM reje, B KOTOPOM MOYKHO BHU3YaJIU3UPOBaTh MYJIbTUMEPHI).
Knaccudukanus nogruna 6one3nu Bunnedpanaa tuna 2 sisisiercs Haubosee
CIIO)KHOM 3ajjaueld, BCJIEJCTBUE TETEPOrC€HHOCTH (PYHKIMOHAIBHBIX U

CTPYKTYPHBIX A€(EKTOB.

e 3 THUN - COYETAHHBIA NePUIUT B TIIa3Me, TPOMOOITUTAX, SHAOTETUH (YacTOTa
5%), camas Tspkenas ¢opma 3abosieBaHus, Tak kak VWF mpaktudecku
MOJHOCTBIO OTCYTCTBYeT. [lockonbky oanoit u3 ¢ynkuuit VWF saBisercs
cBs3piBanue ¢ FVIII u ero 3amura oT NpexxAeBpEMEHHOTO MTPOTEOIN3A, I
NMalueHToB ¢ OoJjie3Hbl0 BuieOpanna 3 Tuma XapakTepHO HE TOJBKO

orcyrctBue VWF, Ho 1 ouenb Huzkas FVII:C.

¢ CHHIAPOM BI/IJIHe6paHI[a - INOBBIICHHUC YYBCTBHUTCIIBHOCTHU TpOM6OHI/ITOB K

VWF BcneacTBue MyTaiuu perentopa Ha MeMOpaHe TpoOMOIIUTOB;

e npuoOpereHHass ©Oone3Hp BwineOpannma - 1nOpu ayTOUMMYHHBIX,

muMmponpoaudepaTUBHBIX 3a007€BaHUAX, A0PTAITBHOM CTEHO3E.
Kannnyeckue nposiBjaieHust

bonesnr BuieOpanga xapakTepus3yeTcsi MOBBIINIEHHON KPOBOTOUYMBOCTBIO IO
CUHAYKOBO-TEMAaTOMHOMY THIy U TMPOSBISAETCS KOXHBIM T'€MOPpParnyecKum
CUHJIPOMOM, MEHOPPArusMH, 1€CHEBbIMU, HOCOBBIMU KPOBOTEUCHUSIMH,
JUTUTEILHBIMA ~ KPOBOTCUEGHMSIMU ~ TIOCJI€ paH M OMepaluii, MAaCCUBHBIM
KPOBOTE€UEHHUEM nocjie AKCTPAKIUU 3y0a, JKely10YHbIMH

KPOBOTECUEHHSIMH, TIOCIIEPOIOBBIMH KpoBOTeueHUs MU [1].

Ha Teuenne OosiesHn BueOpanaa BIMAIOT — pa3iidyHble  BHYTPEHHHUE
(renetnueckue myTtanuu B rene vWF) u BHenHue (rpyrina KpoBH NalUeHTa, CTPECC,
buszndeckue Harpy3Kku, 0epeMeHHOCTh, BocnalieHne) ¢hakTopsl [2].

[Tpu 60ne3un Bunnedpanaa 1 u 2 TunoB npeodiaiaeT MUKPOUUPKYISITOPHBIN TUIT

KPOBOTOYMBOCTU: 9KXHMMO3bI, KPOBOTCUHCHUA N3 CIIU3UCTLIX (I[GCH@BBIC, HOCOBBIC,



JYHOYKOBBIE), MEHOpPparuH, KPOBOTEUEHUS MpU MPOBEAECHUU XUPYPIHUECKUX
BMEILIATEIbCTB U MHBA3UBHBIX JUArHOCTUYECKHX Mpouenyp. [2]

[Tpu Tunax bB, xapakTepu3yronmxcs BbIpakeHHbIM cHIKeHneM ypoBHs FVIII (2A,
2N, 3), yacTo HaOII0AAETCs CMEIIaHHBIN (MUKPOLUUPKYIATOPHO-TEMATOMHBIN) THIT
reMopparnyeckoro cujpoma. bB 3 tuna 1o cBOuMM MPOSIBIICHUSIM CX0Ka C TSHKEJIOU
¢dopMoil reMopuiuu A BBUAY IOYTH MTOJIHOTO oTcyTcTBUsI VWF U, Kak ciencTsue,
FVIIIL. Ilpu nanHoM Turme 3a00eBaHUS B KIMHHYECKOW KapTHUHE MPeoOsamaroT
HapyILIEHUsl OIOPHO-ABUIAaTEJILHOIO alllapara B pe3yJbTaTe PEeUUAUBUPYIOIIMX
KPOBOM3IUSHUN B CYCTaBbl (T€MapTPO30B), TEMATOMbI MSATKUX TKaHEW pa3iIM4yHON
JIOKaIU3alMy CIIOHTAaHHOTO XapakTepa, 3a0prollnHHbIe TemMaToMbl. HecmoTps Ha
UJEHTUYHOCTh KIMHUYECKUX IPOSBIICHNH, y TAIMEHTOB ¢ bB cuMnromaTuka mexee
BBIpaXEHA, YeM y OOJBHBIX TeMO(QUINEH, U BCETAa COYETAECTCSA C KPOBOTECUCHUAMU
10 MUKPOLUUPKYJIATOPHOMY THUITY. [2]

K xu3Heyrposaromum KpoBOTEUEHHIM, XapaKTepHbIM s 6ose3Hu Bunnebpana
3 Tuma OTHOCATCS KPOBOTECUCHHS/KPOBOMBIUSHUS B IICHTPAIBHYIO HEPBHYIO
cuctemy (ILIHC), kpoBOTeUEHUA/KPOBOUIIUSAHUS B KEIYyAOYHO-KUILIEYHBIA TPaKT

(OKKT), kpoBOTECUCHHS/KPOBOUBIUSHHIS B IIICH/TOPIIO, 3a0PIOIIMHHAS TeMaToMa. [2]

Pucynox 1. CmemanHblii (CHHAYKOBO-T€MAaTOMHBIN) TUIT KPOBOTOYHBOCTH



JInarnocruka

JlnarHocTvKa Ha4yMHAETCS CO cOOpa NMEPCOHAJIBHOIO M CEMEHHOI0 aHaMHe3a O
HAJIMYUA TEMOPPArudecKoro CHHAPOMA: JKajo0 Ha JIETKO TOSBIISIONINECS
HKXUMO3bI, HOCOBBIE KPOBOTEUEHUSI, TEMAaTOMbI B paHHEM JETCTBE; BOSHUKHOBEHUE
CIIOHTAHHBIX KPOBOTCUEHUM, JIMTENbHbIC KPOBOTEUECHHUS IMIOCIE TpPaBM WIIHU
XUPYpPruyecKkoro BMmelIatenbcTBa. ['emopparnueckue mposiieHus npu  bB
Hecnenru(UUHbBI U CXOJIHBI C MPOSBICHUSMU MIPH JIPYTUX HAPYIICHHUSIX FEMOCTAa3a.

3anoao3puTh bB BO3MOXXHO IPU HAIMYUU CIIEAYIOIUX KIMHUYECKUX MPU3HAKOB:

¢ KPOBOTCUCHUA U3 HC3HAYHUTCIIBbHBIX ITIOPC30B WUJIHN PpaH, KOTOPLIC AJIATCA Ooiiee

15 MUH W/UaM OTCPOUEHHO BO3HUKAIOT B T€UEHHUE 7 JHEH MOCIE TPABMBI,

® JIIM304bI JJIUTCIBHOI'O nim ITIOBTOPHOT'O KPOBOTCUYCHHUA IIO0CJIC
XUPYPruU4CCKOro BMCIIATCIIbCTBA HJIM OSKCTPAKIHNH SY6OB, B TOM YHCIIC

OTCPOYEHHOI'0 XapaKTepa B TeueHue nepBbix 7—10 nHe;

¢ CIIOHTAHHBIC HWJIKWM IOCTTPABMATHUYCCKUC TI'CMAaTOMbI MSATKHX TKaHCﬁ,

HeXapaKTepHbIE JJIs1 00bemMa TPaBMBI;

® HOCOBBIC KPOBOTEUEHHUS, KOTOpble IsATcs Oosiee 10 MHH, HECMOTpsS Ha
bu3HUecKyo KOMITPECCHIO, 1581051 TpeOytomue MEIUIUHCKOTO

BMCIIATCJIbCTBA,
¢ HAJIN4YMC KPOBHU B KaJIC oe3 BPII[PIMOfI IPUYHHEI,

¢ JKCIYAOYHO-KHIICYHBIC KPOBOTCUCHHA, HC O00BACHUMEBIC S3BaMH HWIJIH

MOPTaJIbHOW THUIEPTEH3UEN;

e J1100BIC OOMJIbHBIE MATOYHBIE KPOBOTEUEHUS, KOTOphIe misitcs Oonee 7—10

JTHEH;
® [PU3HAKU ME3ECHXUMAaJIbHOW IUCIUIA3UU U AHTUOIUCTIIIA3UY;

® HaJIM4uc 336pIOIHI/IHHBIX reMaToM HJIKM IreMapTpPO30B B AaHAMHE3C,



® pa3BUTHE FEeMOPPArndeckoro CUHApPOMa Ipy NpUEeMe TaKUX MPEenapaToB, Kak
aneruncanuuuioBas kuciora, HIIBC, xnommmorpen, Bapdapun wiun

renapuH;

e 0ose3Hu BunneOpanaa B ceMeiHOM aHaMHE3e.
[Ipu mnpoBeneHnn (UBMKAIBHOTO OOCIEIOBAaHUS PEKOMEHAYyeTcs oOpalaTh
BHUMAaHUE Ha HaJIM4YUE KOXHOIO TIeMOpPpParnyeckoro CHHAPOMA pa3Iu4YHON
BBIPAKEHHOCTU B BUJE MHOYKECTBEHHBIX 3KXHMO30B U I'€MAaTOM MSTKHX TKaHEW.
Bo03MOXHO BBISIBJICHHE MPU3HAKOB MOPAXEHMsI CYCTaBOB B BUAE Jedopmaluu,
OTEKa U JIOKAJbHOTO MOBBILIEHUSI TEMIIEPATYPbI KOKU (OCTpPbII reMapTpo3) U/Win
IIPU3HAKOB HAPYIIECHUS MOABMKHOCTH, 00bEMa JABUKEHUN CYCTAaBOB, TUIIOTPOPUHU
MBI KOHEYHOCTH Ha CTOPOHE IOPAKCHHOIO CyCTaBa, HapyLICHUE IOXOIKHU
(mnedopmupyromias aprponatus) npu bB 3 tumna. [Ipu ocMoTpe Tak:ke MOTYT ObITh
OOHapy>KEHbl KPOBOTEUEHMSI U3 CIU3UCTBHIX (HOCOBBIE, NECHEBBIC, JYHOUKO-BBIE,
MeHopparuu). OCcMOTp THO3BOJISIET ONPEIENIUTh TSKECTh COCTOSHUS MalUeHTa U
HEOOXOJAMMOCTh  MPOBEACHMS  CIECHU(PUUYECKON  3aMECTUTENbHOW  W/WUIU

reMOCTaTHYeCKO# Tepanuu. [2]
JlaGoparopHas nuarsoctrka 6oje3au BumieOpanaa BkirogaeT B ce0s 3 atana: [1,2]

e DOran l: ompeneneHne KOJIMYECTBA TPOMOOIIMTOB, BPEMEHU KPOBOTEUEHUS,

nporpomMOUHOBOTO MHAEKca, AUTB.

e Dran 2: uccnenoBanue konuyectBa (aktopa VIII, VWF, pucrouerusn-

KO(aKTOpHOI aKTUBHOCTH.

e Dram 3: TeCT Ha PUCTOLETUH-UHIYIIUPOBAHHYIO arperaiuio TPOMOOIIUTOB,

uccienoBanne CTpykTypol 1 pyHkiuu VWE,

Tabnuma 1. JlabopaTtopHbie kpuTepun TUIIOB Oosie3HN BuseOpanaa [2]



Tun domesan Bunneoparaa
Hccneaopanne -
1 2A 2B M 2N 3
KOJ‘II:]_ZH&CTBO N N LN N N N
TpoMDOIHTOB
Bpena _
TN i T T N T
CBepTBIBAHHA
AUTB TN T/N TN TN TN TN
FVIIL:C LIN VIN YIN VIN ¢ <10%
vWF:RCo <20% \: 1 N 5%
vWF:Ag 1IN 1IN /N N/ 5%
vWF:CB VIN W \ VIN N 5%
OtHOmeEHE
vWF:RCo / =07 <0.7 <07 N/ > 0.7 | BapuabemsHo
vWF:Ag
T npu mmskoit
RIPA V/IN J/IN KOHIIEHTpa- V/N N OTcyTeTByeT
LHH
M Abs BeickoMo- | Ahbs BRICKOMO-
: 3,315:;1;1@1;1 N/ JEKYAPHBIX IeKyILAPHBIX N N Ot1eyTeTBYET
v
MYIBTHMEPOE | MYIBTHMEPOB

KpI/ITCpH}IMI/I YCTAHOBJICHUA NHUAI'HO3a bB sBnstoTcs CJIICOYIOIINC ITIOKA3aTCIIN:

1. AnamHe3 3a00J1€BaHMsI, KOTOPBIN JOJIKEH BKIIIOYATh 2 T€MOPPATHYECKUX

AMU30/1a, TPEOYIOMUX TEPAMUH UK 3 TeMOPPArHIeCKUX dMHU30/1a OTHON U

TOM K€ JTOKAJIU3all1H.

2. OTSIFOHICHHaSI HACJICACTBCHHOCTD - IOBBIIICHHAA KPOBOTOUYUBOCTD Y

POACTBCHHUKOB 1 crenenu poAacTBa.

3. JlaGopaTopHble TaHHBIE.

I[I/IaFHOB YCTAaHABJIIMBACTCS ITPHU HAJIMYHUH IBYX U3 TPCX KPUTCPUCB.

Huddepenunanbupiii quarHo3 bB y B3pociblx MpPOBOAAT CO  CIEAYIOLIUMU

3200JIEBAHUSIMU:

JNuddepennmnaibaas TuarnocTuka [2,3]

® HACJICICTBEHHBIC TPOMOOIIUTOIIATHH,

® TeMO(uUITHS;

e 0Oone3nb Panmro-Ocnepa;




¢ TCMOPPArndCCKUC MC3CHXUMAJIbHBIC JTUCIIIA3UH;
L TpOM6OHI/ITOHCHI/II/I;

o neduumt apyrux pakropon ceepThiBanus kposu (VII, X, XI, XII, XIII).
Jleuenne [1,2,3]

[ens neuenus bB - noBbillIeHUE KOHIEHTPAIIUHY WK 3aMelIeHHe (PYHKITMOHAIBHO
HEMOJHOLIEHHBIX ()aKTOPOB CBEPTHIBaHUS KPOBH. JleueHne MoKeT ObITh
npoQHIaAKTUYECKUM WM 1O TpeOOBaHMUIO - NpU KpoBoTeueHuu. [lanmentam ¢ bB
pEryisipHOE MPOPHIAKTUIECKOE JIEYEHUE HA3HAYAIOT PEXE, YEM ALIUEHTaM C
remopunreil. OqHaKo Npu peuuANBUPYIOUINX KPOBOU3IIUSHUSAX B CYCTaBBl,
KEITYTOUHO-KUIIEYHBIX M MATOYHBIX KPOBOTECUCHHSIX MPOPUITAKTUUECKUN PE-KUM
MOKET CTaTh ONTUMAIbHBIM METOJOM JICUEHUs NalueHToB ¢ bB.

He Bce nanuentsl ¢ bB Hyxkzaatotcst B Ha3HaueHuu tepanuu. Kpureprem Hayana
JICUEHMS IPU HAJTMYMK BEpUPUIUMPOBAHHOIO TuarHo3a bB sBistorcs cnepyromue
MOKa3aTellu:

BO3HUKHOBEHUE YMEPEHHBIX/TSKEIIBIX, CIIOHTAHHBIX/TIOCTTPAaBMAaTUYECKUX

KpPOBOTEUYEHHI;
XAPYPTUYECKOE BMEIIATEIbCTBO;

PELUIUBUPYIOIINE KPOBOTESUCHUS JTFOO0H CTETICHH TSKECTH, CHIKAFOIIUE

Ka4yCCTBO KHM3HHU.

[Tockonbky BB sBisieTcsi KOMITJIEKCHBIM 3a00J€BaHWEM, BO3HHUKAIOIMIUM B
pe3yJibTaTe Pa3IMUHbIX T€HETUUYECKUX NIe(PEKTOB M pa3IuyarolUuMcs MO CTEICHU
TSDKECTU, B TEPANUU MOMXET HCMOJIb30BAThCS IIMPOKUN CIEKTP JIEKAPCTBEHHBIX
Mpenaparos, IMOMHMMO 3aMECTUTEIbHOM Tepanuu M1a3MaTUYCCKUMU
koHueHtparamu FVIII, conepxamumu vWF. Takue Meroabl BKIOYAOT

WCITOJIb30BAaHNUE TOPMOHOB, aHTH(UOPUHOIUTHIECKUX CPEICTB U JIECMOIIPECCUHA

(DDAVP):



® JIECMOINPECCHH (CUMHTETUYECKHI aHAJIOT Ba30MPECCHHA), OAHUM U3 3(PhHeKToB
koToporo siBisiercst BoiOpoc VIII ¢akropa cBepteiBanuss u VWF u3

COCYIUCTOM CTeHKH; 1o 0,3 MKI/KT T/K, B/M, B/B MEJIJICHHO;
e TpaHekcamoBas kuciora 10-20 Mr/kr B/B, 3aTem Per 0s 2-4 pasa B JCHb;

e Hsram3mwiar (aunuwHOH) 125-250 mr B/M, B/B mimu 500-750 wmr per os, 3-4

p/neHb;

e xonmenrpat ¢akropa VI, cogepxkammit VWF (1 ME - 2% ¢axrtopa VIII,
1,5% VWF). Pacuet 10361 o opmyie:

X=Mx (L-P)x0,5 (pekomennaruu ['HI[ M3 PD),

rae X - 103a akTopa CBEpThIBAHMS KPOBH JIs1 OAHOKpaTHOro BBeAeHUs (ME); M -
Macca Teja MalueHTa, Kr; L - MpOoLEHT ’keraeMoro ypoBHs (akTopa B IjIazme

nanueHTa; P - HICXOHbBIN ypOBEHb (pakTOpa y ManueHTa 10 BBEICHUS MIpenapara;

e (axrtop VIII pekoMOMHaHTHBIN (ITpU UHTHOUTOPHOU (hOpMeE).
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