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O6ocHoBaHHne. bone3Hb BunnebpaHga — naTosiorMs CUCTeMbl reMocTasa, XapakTepusylowascs 4ePUUMTOM nin QyHK-
LMOHa/IbHOM aHoMannen besika, y4acTBYIoLeEero B rpouecce cBepTbiBaHns KpoBu. OCHOBHbLIM MPOsSIBIEHUEM BCEX ¢QOpM
60/1€3HM SIBASIETCA reMopparmyeckmnii CUHAPOM. B ciyyae MUHMManbHbIX KIMHUYECKMX MPOSIBAEHMI AMarHoCTUKa 3abose-
BaHus 3aTpyaHnTebHa. OnucaHue KJIMHMYECKOro csy4as. Y 9-n1eTHel JeBOYKM UMEIUCh »Kasiobbl Ha YacTble HOCOBbIE
KpoBoTeyeHus ¢ 3-71eTHero Bo3pacTta. B Bo3pacTte 7 neT NpoBeAeHbl af€HIKTOMUS U TOH3UIJIOKTOMMS. Yepes CyTKM BO3-
HUKJI0 HEKYNMPYyeMoe KPOBOTEYEHME N3 OCTONEPaLMOHHON paHbl, 4719 OCTaHOBKM KOTOPOIro noTpeboBasoch nepeinBaHne
CBEXKe3aMOPOIKEHHOM M1a3mMbl. M3 ceMenHoro aHamHe3a M3BECTHO, YTO y MaTtepu AnTesbHble 06MU/IbHbIE MEHOPParuu,
3NM304 yMEPEHHOro KPOBOTEYEHUS1 B Bo3pacTe 18 neT nocnae TOH3UIIIKTOMNUM, 3NU304 KPOBOTEYEHMS BO BPEMS POAOB,
KYMUPOBaHHbIN nepeimBaHMeM CBEKE3aMOPOXKEHHOM M1a3Mbl, @ TaKKe NOSB/ISIOTCA CHOHTaHHbIE 3KXMMO3bI. Y 6abyLLKM no
MaTePUHCKON IMHUK Bbls1 3NM304 OTCPOYEHHOIO0 06M/ILHOIO KPOBOTEYEHMS U3 JIYHKN YEPEe3 CYTKM M0C/e IKCTPaKUmm 3y6a.
WcenepoBaHus 4115 BbISIBAEHUS MPUYUH FreMOpPParn4ecKoro CMHApoma y 6M3KMx POACTBEHHUKOB He NpoBoAMANU. B pe3y/ib-
Tate o6cne0BaHUs y AEBOYKM BbISIBAEH AepuUnT aHTUreHa aktopa BunnebpaHaa (cHuxeHne go 19%, Hopma 74-111%).
3aknoyeHune. [leTaM ¢ OTArolweHHbIM CEMENHbIM aHaMHE30M U ¢/6e3 MposiBAEHUSIMU reMopparMyecKoro CMHAPOMa nokKa-
3aHo npoBejeHne 1abopaTopHOro 06Cae[0BaHNs C OnpeseeHmemM aHTureHa GaxkTopa Bunnebparaa, AePUUNT nan aHo-
MaJinsl KOTOPOro SIBASIOTCS OAHUMN M3 Hanbosiee YacTbiX MPUYUH HapyLLEHUS CBEPTLIBAEMOCTH KPOBHM B JETCKOM BO3pacTe.
Knro4eBbie cnoBa: 60/1e3Hb BunnebpaHga, HOCOBble KPOBOTEYEHUS, remMopparud4eckmii CUHAPOM, CEMEMHbIN CJy4aH,
Pediatric Bleeding Questionnaire

Ana untupoBanus: lopaeesa 0.b., Jo6poTok A.B., bonotnHa E.A., babko A.10., }XpaHoBcKas H.®. No3aHas aMarHocTu-
Ka 6one3Hn BunnebpaHaa y pebeHKa M 4NeHOB ero CeMbM: KIMHUYECKUIW crnydan. Borpockl coBpeMeHHoNn neguatpum.
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Late Diagnosis of von Willebrand Disease in a Child
and His Relatives: Case Study

Background. Von Willebrand disease is a pathology of hemostatic system characterized by deficiency or functional abnormality of
the protein involved in blood clotting process. Hemorrhagic syndrome is the major clinical sign for all disease forms. Its diagnosis
can be difficult in cases of minimal clinical manifestations. Case presentation. A girl, 9 years old, had complaints on frequent nasal
hemorrhages since the age of 3. Adenectomy and tonsillectomy were performed at the age of 7 years. Uncontrollable hemorrhage
from the postoperative wound has occurred on the next day, that required fresh frozen plasma transfusion for hemostasis. Family
medical history has shown that patient’s mother has long-term heavy menorrhagia, episode of moderate bleeding at the age of 18 after
tonsillectomy, episode of bleeding during delivery (stopped by fresh frozen plasma transfusion), and spontaneous ecchymoses. The
maternal grandmother had episode of delayed profuse bleeding from alveolar socket the day after dental extraction. No studies to
identify hemorrhagic syndrome causes in close relatives were conducted. Examination has revealed deficiency in von Willebrand factor
antigen (up to 19%, normal values are 74-111%). Conclusion. Children burdened family history and with/no hemorrhagic syndrome
signs and are indicated for laboratory examination to determine the von Willebrand factor antigen, whereas its deficiency or abnormality
is one of the most common causes of bleeding disorders in children.
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OBOCHOBAHME

bonesHb BunnebpaHaa — pacnpocTpaHeHHOe Hacnea-
CTBEHHOE HapylleHWe CBEepTbIBAEMOCTM KPOBM, XxapaKkTe-
pusylouweecs AedUUMTOM MK QYHKLMOHaNbHOM aHOoMa-
nMen ooHOMMEHHOro 6enka — daktopa BunnebpaHaa.
PacnpocTtpaHeHHOCTb 60Ne3HW B AETCKOM nonynsuun —
1 Ha 10 Tbic. [1]. BnepBble 3aboneBaHne onucan GUHCKUN
Bpay IpuK GoH Bunnebpang (E. von Willebrand) B 1926 r.,
Habno4aBlWKMA Y HECKONIbKMX OG/IM3KMX POACTBEHHWKOB
CMMNTOMbI MOBbILEHHON KPOBOTOYMBOCTU (HOCOBLIE, AECHE-
Bble, JIYHOYKOBbIE KPOBOTEYEHUS, 0OU/IbHbIE MEHOopparuu,
ANVTENbHbIE KPOBOTEYEHUS U3 paH) [2].

B HacTtosiulee Bpems BblAENAOT TPU OCHOBHbIX TUNa
60ne3HU: TMN 1 — YacCTUYHbIA KOMUYECTBEHHbIN AeDULINT
daKTtopa BunnebpaHga; TMn 2 — Ka4YeCTBEHHblE CTPYK-
TYpHble M3MEHeHUs daKTopa (onucaHo okono 20 noaTu-
noB, Hanbonee pacnpocTpaHeHHble — 2A, 2B, 2M, 2N);
T™MN 3 — nonHoe otcytcTBue dakrtopa [3]. TunnyHoe npo-
aBneHne 6onesHu BwunnebpaHga — remopparMyeckui
CUHAPOM MMWKPOLMPKYNATOPHOIO WM CMELIaHHOro Tuna.
CUMNTOMbI MOTYT BO3HUKaTb KaK CMOHTAHHO, TaK U B pe3yib-
TaTte TpaBMbl. ng Tunos 1, 2B n 2M 6one3Hu Bunnebpanaa
XapaKTepHa KPOBOTOYMBOCTb MO MWKPOLMPKYIATOPHOMY
TMNY (3KXMMO3bl, KPOBOTEYEHUSA M3 CU3UCTbIX 0600YEK,
06W/IbHblE MEHOPpParnuun, KPOBOTEYEHUS B pe3ynbTate MHBa-
3UBHbIX Mpoueayp v nocne tpasm), ang tunos 2A, 2N, 3 —
Nno cmMelwaHHOMYy TUMy (KpynHble remMaToMbl MATKUX TKaHen
W remMapTpo3bl B COYETAHUU C KPOBOTEYEHUSIMU MO MUKPO-
LIUPKYyNATOPHOMY Tuny) [4].

lMpy YaCcTUYHOM KONIMYECTBEHHOM AeduuuTe dakTopa
BunnebpaHga KapTMHa 60M1€3HU MOXeET OblTb BblpaKeHa
MWHMUMaIbHO, @ MeTOobl CTaHAAPTHOM abopaTopHOW Auar-
HOCTMKM (OBLWIMM aHanM3 KPOBW, aHanu3 Koarynorpam-
Mbl) ManonHbopMaTUBHbI. 10 3TOM NpuyMHe 3aboneBaHne
[AMarHOCTUPYIOT CO 3HAYUTENIbHOW 3aE€PHKON, B HEKOTOPbIX
CNny4asx B CBA3W C pa3BUTUEM reMOpparm4yeckoro cMHapoma
nocne onepaTMBHOro BMellaTeNbCTBa BMIOTb A0 XU3He-
YrpoXatouero KpoBOTE4YEHUS KaK NepBoro KIMHUYECKOro
nposiBneHns 6onesHn BunnebpaHaa [5]. Beneacteme ato-
ro 60/MbWKHCTBO cllyd4aeB 6o0ne3Hn BwunnebpaHpa auar-
HOCTUPYIOT MpPW MOCTYNJEeHWU NaLMEeHTOB B CTalMOHap
C NPU3HaKaMW AIUTENbHOr0 OTCPOYEHHOIrO KPOBOTEYEHMUS
nocnie XMpypru4yecknx BmellatenbcTB [6]. Takxe akTyasb-
HbIM SIBISIETCA BOMPOC MNO3AHEN AMArHOCTUKKM 60Ne3HM
BunnebpaHaa y AeBOYeK NOAPOCTKOBOro Bo3pacrta, Ume-
IOLMX HAPYLIEHUA MEHCTPYaNbHOroO LUMKNa B BUAE MEHOP-
parvin, ocoO6EeHHO NPU OTATOLEHHOM CEMENHOM aHaMHe3e
no remopparn4eckomy cuHapomy. B aTon cBs3u npeacras-
NSETCA aKTyalbHbIM OMWCaHWe clyyas No3AHen AuvarHoc-
TUKM 60ne3Hn BunnebpaHaa y HECKONbKMUX YNE€HOB CeMbM
C LieNblo MOBbIWEHMS 0CBEOMEHHOCTN Bpayen B BOMPO-
cax paHHero BbIIBNEHUA U NPOOUNAKTUKKU remopparunye-
CKMX OCNOXHEHWIN 3ab6oneBaHus.

KNUHUYECKHUHA NPUMEP

O naumeHTe

MauneHTka 3., Bo3pacT 9 net 7 mMec, obpatunacb Ha
aMbynaTopHbIM MpueM ¢ )anobamu Ha vacTble (4o 5 pas
B MECSL) CMOHTaHHblE OGUNIbHbIE HOCOBbIE KPOBOTEYEHMS,
Kynupyemble TaMNOHaA0M HOCOBbIX XOZ0B.

AHaMHe3 60/1e3HU

[e6ioT anncTakcuca B Bo3pacTe 3 JET, CMOHTAHHbIN,
YMEPEHHOTO XapaKTepa, Kynupyluwmnca ¢ NnoMolbio Me-
XaHWYeCcKoro HagaBnnBaHWsa. MHOMOKPaATHO KOHCYNbTUPO-
BaHa OTOPMHOMAPUHIOMOrOM MO MECTY XUTeNbCTBa, NaTo-
JIOTMK CO CTOPOHbI BEPXHWUX AbIXaTeNibHbIX MyTerW W Nop-
OpraHoB He BbiiBNeHO. B Bo3pacte 9 ner B ycnoBusax
cTauMoHapa NPOBOAWMIUCE AlEHIKTOMUS WM TOH3UMIIKTO-
MU NMOJ MEeCTHOM aHecTe3ren 6e3 OC/IOKHEeHUN. Yepes
CYTKM MOCNEe XMPYPru4yecKoro BMmellaTenbCTBa BO3HUKIIO
Bblpa*KEHHOE HEKYMMPYyeEMOE KPOBOTEYEHME U3 nocneone-
pPaLMOHHOW paHbl. B oTaeneHnn peaHnMaumm No XU3HEH-
HbIM MOKa3aHWAM MPOBEAEHO MNepennBaHne CBEXKe3aMo-
POXEHHOM MNNa3Mbl KPoBU. [MpUYMHA remMopparMyeckoro
CUHApPOMa He Oblna ycTaHOBJEHa.

AHaMHe3 XH3HU

[leBO4YKa OT BTOpPOM OGEPEMEHHOCTU, MPOTEKABLUEN
6e3 nartonornn. Poabl Ha 39-M Hep nytem KecapeBa
ceyeHud. lNpu poxaeHun macca Ttena — 3050 r, anvHa
Tena — 52 cMm, oueHKy no APGAR maTb pebeHKa He nom-
HWUT. Annepruyeckve peaxkuuum y [OEeBOYKM OTCYTCTBYIOT.
BaKuMH1poBaHa B COOTBETCTBUMN C HaLMOHAbHbIM KaeH-
Japem no Bo3pacTy. Ha nepBOM rogy XM3Hu pocnia 1 pas-
BMBanacb 6€3 0CO6EeHHOCTEN.

CemeHHbIA aHaMHe3

Y matepu pebeHKa AMTenbHble MeHopparumn (06unbHble,
6onee 7 cyT), aNU30[4 YMEPEHHOIO KPOBOTEYEHUS B BO3pac-
Te 18 net (nocne TOH3UNIKTOMUMU) N AMU30[ KPOBOTEYEHUS
BO BpeMS POAOB MyTeM KecapeBa CEYEHWs, KynupoBaH-
HbI NepeMBaHWEM CBEXE3aMOPOXEHHON Nia3Mbl, MEPUO-
[AMYECKM BO3HUKaloLWME CMOHTAHHO 3KXMMO3bl. Y 6abyliku
Nno MaTePUHCKOW NMHWKW 3MMU304 OTCPOYEHHOrO0 OBMIBHOrO
KPOBOTEYEHUSA YEPE3 CYTKM NoCcNe IKCTpaKumMu 3yba, nepumo-
AWYEeCKM BO3HMKalOWME IKXMMO3bl. Y CTaplieh CcecTpbl
1 OTLa *Kanobbl Ha remopparMyecKkMin CUHAPOM OTCYTCTBYIOT.
PoACTBEHHMKM NaLMEHTKM Ha NpeaMeT NaToiorMn CUCTEMBbI
remMocta3sa paHee He 06cneoBaHbl.

dusuKkanbHaa AMarHocTMKa

Mpn KIMHUYECKOM OCMOTPEe B pamKax ambynaTopHOro
npuemMa Gu3nYecKoe pasBUTUE MALUEHTKU COOTBETCTBYET
Bo3pacTy. Habnoganncb elMHUYHbIE 3KXMMO3bl pa3mMepom
[0 3 CM B AMaMeETPe Ha HUKHUX KOHeYHOCTAX. Mame aeBou-
K1 6bINO MPeanoXXeHo 3anoiHUTbL COBMECTHO C Bpayom ¢op-
My neanaTpuyecKom WKanbl KpoBoToumBoctn PBQ (Pediatric
Bleeding Questionnaire) (cM. MpunoxeHWe), BKIOYAIOLLYIO
BOMPOCHLI 0 BO3pacTe, rpynne KpoBu, KOJIMYeCTBE 3MU30408
KPOBOTOYMBOCTH, UX JIOKaNU3aLuu, AJIUTENbHOCTU, KOMHO-
CNMM3UCTBIX NPOABIIEHUAX, MEPONPUATUAX, TPEBYIOLLMXCA AN
OCTaHOBKM KpoBoOTe4YeHUs. OLeHKa Mo LWKase KPoBOTOYU-
BOCTM cocTaBuna 11 6annoB, YTO COOTBETCTBYET BbICOKO-
MY PUCKY KPOBOTEYEHUSA (YCTaHaBMBaeTCA MpU OLeHKe
> 2 6annos) [7]. Ha MOMEHT OCMOTpa XMPYPru4yecK1x BMe-
LIaTenbCTB HE MPOBOAMIOCH, OAHAKO OCYLLECTBNSANACh BEHE-
NYHKUMSA 019 B3ATUS KPOBU Ha UCCNef0BaHMS.

MpepBapuUTenbHbIA AUArHo3
Dednunt daktopa Bunnebpanaa.
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

AnHamMuKa U ucxopbl

WccnefosaHue napaMeTpoB CUCTEMbI remMocTasa npu
NOCTYMJIEHUU BLISBWUIO YBEJIMYEHUE aAKTUBUPOBAHHO-
ro 4acTtMyHoro TpoM6OMnaacTMHOBOro BpemeHn (AYTB)
0o 48 ¢ (Hopma 26-40 c), cHuxeHune ypoBHs VIII dakTopa
no 25% (Hopma 60-150%) u aHTureHa daktopa Bunne-
6paHaa Ao 19% (Hopma 74-111%). YpoBeHb apyrux ¢akxTo-
poB ceepTbiBaHua (VII, X, XI, XIl) B npeagenax pepepeHCHbIX
3Ha4veHun. lpu uccnepoBaHuu arperauun TPOMOOLMTOB
C pUCTOMULMUHOM (0,77 Mr/Mi) OTKIOHEHUIN HE BbISIBJIEHO.

lpoBeaeHo uccnegoBaHue NapaMeTpoB CUCTEMbI FEMO-
CTaza y POACTBEHHUKOB. Y MaTepu BbIAB/IEHO CHUXKEHWe
dakTopa VIl go 21% (Hopma 60-150%), aHTUreHa dpaKTopa
BunnebpaHga 0o 13% (Hopma 52-152%) v yBenuyexHue
AYTB po 44 c (Hopma 26-40 c). YpoBeHb Apyrnx dakro-
poB ceepTbiBaHua (VII, X, XI, XIl) B npeagenax pepepeHCHbIX
3HayeHun. Y cecTpbl NauMEHTKM ypOBEeHb aHTUreHa dak-
Topa BunnebpaHga 100% (Hopma 58-136%), daxtop VIII
70% (Hopma 60-150%), y otua — aHTUreH dakropa
Bunne6bpaHaa 156% (Hopma 52-152%), daktop VIII 100%
(Hopma 60-150%). Ha ocHoBaHWW anob, AaHHbIX aHam-
He3a MauWMeHTKM U POACTBEHHUKOB W peaynbratoB nabo-
paTopHOro o6cnefoBaHust y NauUMEHTKUM AMarHOCTMpOBaHa
60one3Hb BunnebpaHaa, Tmn 1.

MporHo3

MporHo3 ang »u3Hu 6naronpuaTHbIM NpK cCnepoBa-
HMU NaLMEHTKOM peKomeHZauusaM Mno npefoTBpalleHuto
KPOBOTEYEHUIN, B YAaCTHOCTM MpPK coBNOAEHUN NoJobpaH-
HOV 3aMecTUTe/NlbHOW Tepanuu npenapaTtamMmu dakTopa
Bunne6paHga un VIl daKTopa cBepTbiIBAEMOCTU KPOBMW.
3amecTuTenbHas Tepanus AOIKHA MPOBOANTLCSA KaK MOXK-
HO paHblle NPU TPaBMaTUYECKUX MOBPEXKAEHUAX UK NOSAB-
JIEHUU MPU3HAKOB KPOBOTEYEHMS. XMPYPruyecKkoe fieyeHue
JONYCTUMO TONIbKO MPW HanM4yMM BCEro HeobXxoAMMOro
ob6beMa npenaparta, cogepraliero gaxktop BunnebpaHaa
n/vnn VIl daKkTop cBEPTLIBAEMOCTH, @ TaKKe BO3MOXHO-
CTV NabopaToOpPHOro U KIMHUYECKOrO KOHTPOA 3pdEKTUB-
HOCTM remMocTasa.

BpemeHHan wKana
XPOHONOrMs OCHOBHbIX COOLITUIM Yy NauMeHTKK J. npea-
CTaBJ/IEHa Ha PUCYHKe.

OBCYXAEHMUE
MpeacTtaBneHHbIV KIMHUYECKUIA ClydYal NOKa3bIBAET BaK-
HOCTb CBOEBPEMEHHOM AMArHOCTUKKM 6one3Hn BunnebpaHaa,

TaK KaK peuuanB reMopparMyeckoro CMHApPOMa MOXKET 6biTb
BHe3anHbiM, C Pa3BUTUEM XW3HEYrpoMXaloLllero KposoTe-
YEeHUs U HEeoBXOAMMOCTbIO 3KCTPEHHOW rocnutTanmnsaumu
M XUPYPrMyeckoro BMellaTenbcTBa. PaHHAS AMarHocTuKa
Heobxo4Mma B TOM YMUCIE U C LeSblo NPOOUNaKTUKK peLuu-
OMBOB remopparmyeckoro cuHgpoma. AuddepeHunanbHyto
[MarHoCcTUKy cnegyet NpoBOAWUTb C reModUInsSMKU, Hacnea-
CTBEHHbIMM Tpomb6ouuTONaTUAMKU, TPOMOOLMTOMEHUAMMU,
nebnuntamm apyrux GpakTopoB CBEPTbIBAEMOCTU KPOBMU
(viI, X, XI, XIlI, Xlll). CornacHO POCCUUCKUM KIUHUYECKUM
peKoMeHaauuam no sedyeHuto 6one3vn Bunnebpanpa [8],
a TakXKe 3apybexkHbiM WMCTOYHMKam [9], B KayectBe mep
NPOodPUNAKTUKM PEKOMEHAYETCS OCMOTP NauMeHTOB remaTo-
10roM, CTOMaTto/0roM, FTMHEKOIOrOM M OPTOMEAOM ABaxfbl
B rof, oCcTajbHbIMK cnieunanmcTtaMm — no HeO6X04AUMOCTH.

MeanKamMeHTO3HOE Jfle4eHne MoKa3aHo MnauneHTam
C 9MM304aMW YMEPEHHbIX WUAN TAXKENbIX CMOHTAHHbIX WK
NoCTTpaBMaTUYECKUX KPOBOTEYEHUIN NGO C peunanuBupy-
IOLWMMU KPOBOTEYEHUSAMMU JIIOOON CTEMNEHU TAMECTU, CHU-
KaoWNMK KavyecTBO KMU3HU pebeHKa, a TaKkKe B cryvasx,
Korga nfaHupyeTcs Xupypruyeckoe BmelaTenbctso [8].
C aTOoM Uenblo nNpeanaraeTcs MCNOAb30BaTb CUHTETUYE-
CKWIM aHanor BasonpeccuHa (4ecMonpeccuH), MHFMOGUTOPbI
dnbpmnHONM3a (TpaHeEKcaMoBas KMcnoTa, aMMHOKaMnpPoOHO-
Bas Kucnota), KoHueHTpaT FVIII ¢ go6aBneHnem dakrtopa
BunnebpaHga [8]. NMaymeHTam ¢ TaxKenon ¢opmon 60ne3Hu
BunnebpaHia ¢ peunamBUpyOLLMMU KPOBOTEYEHUAMU U3
C/IU3UCTbIX 060/I04YEK MU C KPOBOUSNUSHUSMKU B CyCTaBbl
MOXeT OblTb PEKOMEHAOBAHO NpoduUNaKTUYecKoe BBeae-
HWEe npenapaTtoB 3aMeCTUTENIbHOM Tepanuu B AOMallHWX
ycnosusx [9]. C npodunaKTUHECKON LeNbio pa3 B rog
pPEKOMEHAYETCS KOHTpOInpoBaTh NoKasatenu A4TB, pucto-
LLeTUH-KOhaKTOpHYyt0 akTuBHOCTb (von Willebrand Factor
ristocetin cofactor activity, VWF:RCo), akTMBHOCTb daKTo-
pa VllIl, KnnHM4YecKoro aHanunsa Kposu [8, 9.

MpK NNaHMpPOBaHWUM XMPYPIrMYECKOro NeYeHns nauueH-
TOB ¢ 60ne3Hbl0 BunnebpaHaa no NoBOAY COMYTCTBYOLLMX
3aboneBaHnM HeOOXOAMMbl yd4acTue xupypra, aHecTe3uo-
nora, remartofiora u no6bIX APYrMx Bpayen, y4acTBYOLWMX
B JIeYEHUU NaLMeHTa, a TaKKe KOHTPO/b Bblllenepeyuc-
JIEHHbIX MOKa3aTefien KoarynorpamMmbl U GaKTopoB CBep-
TbiBaHMs KpoBM [8, 9]. B Takux ciy4asx B 3aBMCMMOCTH
OT NabopaTopHbIX U KIAMHWYECKUX AaHHbIX (MPOSBAEHUS
KPOBOTOYMBOCTU B MOMEHT WUCCNefoBaHUs) MHAUBUAYab-
HO pellaeTcs BOMPOC O NPoBeAeHMM NnepuonepaumoHHOM
NPodUNaKTUKKM NyTEM BBEOEHUS KOHLLEHTpaToB (GaKTopoB
cepTtbiBaHusa (FVIII + FW) u ucnonb3oBaHua gecmonpec-

PUcyHOK. XpoHonorus teqeHnsa 6one3nn Bunnebpanaa y naLumeHTKn 3., KtoYeBble COObITUS
Figure. Chronology of the von Willebrand disease course in patient E., key events

YacTble (10 5 pas B MecsL)
CMOHTaHHbIE HOCOBbIE
KpOBOTEYEHMUS,
KoHcynbTraumu JTOP-Bpayen

BblparkeHHOoe HeKynupyemoe
KpOBOTEYEHME B NOCTONEPALMOHHOM
nepuoae nocne afeHIKToMun
1 TOH3UNIIKTOMUM (NepennBaHune
CBEXXE3aMOPOXKEHHON NNa3mbl)

OKXMMO3bI, KpOBOTEYEHWE
M3 NYHKU Yepes CYyTKU
nocne yganeHus 3y6a




CVHa Npu pasBUTUU KPOBOTEYEHUS B MOCNeonepaLMoOHHOM
nepuoge [10]. Tak, Hanpumep, Yy NaUMEHTOB C HEe3Hauu-
Te/lbHbIM PUCKOM KpOBOTEYeHMs Mo wKane PBQ wnaun npwu
MasblX XMPYPruyecKux onepauusix (Hanpumep, opasnbHble,
CTOMaTONOrMYECKME, BarnHanbHble) 4acTO MOXHO MCMOSIb-
30BaTb TO/IbKO aHTUOUOPUHOAUTHUYECKYIO Tepanuio [10].
Mpn NOAroTOBKE NauMEeHTOB K MOAOCTHLIM XMPYPrUYECKUM
BMelaTenbCcTBam MM MPU MaCCHUBHbIX KPOBOTEYEHMAX
peKoMeHayeTca BBeAeHWE KOHLEeHTpaToB GaKTOpoB CBep-
ToiBaHus (FVIII + FW) ¢ conpoBoAUTENbHOM TEpanmMen UHIn-
6utopamu pubpmHonuiza [10].

Cpeav nepenoBbiXx METOAOB fie4yeHus 6one3Hn Bunne-
6paHaa 1-ro 1 2-ro TMNOB B KayecTBe npenapata nepson
NIMHWUK Yy NaLMEHTOB cTaplle 2 neT NpUMEeHsieTcs LecMo-
MPECCHUH, KOTOPbIN CTUMYNNPYET BbICBOOOXKAEHNE daKTopa
BunnebpaHga U MOXET CNoco6CTBOBaTb YBEIMYEHUID KOH-
ueHTpaumm FVIII [10]. Y nauneHToB ¢ HeTSenbimu Gpopma-
MW 60ne3HK BunnebpaHaa BO3MOXKHO NpUMEHEHWe npena-
paToB fecMOonpeccuHa BHYTPMBEHHO, MOAKOMXKHO MW B BUAE
HasanbHoro cnpes [10]. [pumeHeHWe y aeTen B Bo3pacTte Ao
4 neT NpoOTMBOMNOKa3aHo. [JecMONpPeccuH Takxe nNpoTMBOmMo-
KasaH npu 6one3Hu BunnebpaHaa 3-ro Tuna n3-3a Hegocta-
TOYHOM 3PDEKTUBHOCTU M Mpu TUNe 2B n3-3a NoBbILWEHHOIO
CBSI3bIBaHMA C TpOMOOLMTaMK C NOC/EAyoLLEN TPOMOOLMTO-
nexHunen [10]. MHOrMe nauuneHTbl ¢ 601e3HbI0 BunnebpaHga
2-ro TMMNa He pearuvpyroT Ha AECMOMNPECCUH W HYXAaloTcs
B Apyrux metogax nevyenuns [10]. Taknm 60MbHbIM, @ TaKKe
nauneHTam ¢ 6one3Hblo BunnebpaHga 3-ro Tuna nokasaHa
MHOY3UA KoHueHTpaTa daKTtopa cBepTbiBaHus VI, KoTo-
pPbIi COAEPKUT U KOMMOHEHTbI paKTopa BunnebpaHaa [10].
MpeanoYTnTENbHO MCMNOAL30BaTb Npenapatbl, B KOTOPbIX
coaepxaHue ¢aktopa VIl He npeBblWaeT KOHLEHTpaLuio
dpakTopa BunnebpaHga, Tak KaK U36bITOYHAs aKTMBHOCTb
dakTopa VIl B KpoBM 60/bHbIX ¢ 60/1€3HbI0 BunnebpaHaa
MOXET NPMUBECTU K pa3BuTHio Tpomoo3o. [10]. lMpenaparhl,
KOTOpble cofepKaT BbICOKOMOJIEKYASPHbIE MYyJbTUMEPDI
dakTopa BunnebpaHpga, obnagatoT 60siee BblparKeHHbIM
remoctatuyecknm adpdektom [10]. Ana naToreHeTUM4ecKon
Tepanum naumMeHToB ¢ 60ne3Hblo BunnebpaHga 3-ro tvna
B HacToslee BpeMS AOCTYMHbI TOIbKO OYMLLEHHbIE BUPYC-
WHaAKTMBUPOBaAHHblE npenapaTtbl M3 rpynnbl «PaKkTopbl
cBepTbiBaHus KpoBu» — FVIII, daktop Bunnebpanga,
FVIII + ¢dakTtop BunnebpaHaa, M3roToBAEHHbIE M3 LOHOP-
CKoW nnasmbl Yyenoseka [10]. Mpn NpUMMEHEHUU U30NUPO-
BaHHOIO KOHUeHTpaTa daKkTopa BunnebpaHaa ans octaHOB-
KW KPOBOTEYEHMS Y NALUEHTOB C 3-M TUNOM WU TSKENbIM
1-Mm TMNOM 60Ne3HU AOMNONHUTENbHO MOKa3aHO BBeAeHue
KoHueHTpaTa FVIII [11]. UeneBas nosa npenaparta nepej
XMPYPrMYECKMM BMeELIATENbCTBOM [O/KHA ONpeaensaTbecs
WHOMBMAYaNbHO — B 3aBMCMMOCTM OT TuMna npoueaypsbl
M KpOBOTEYEHMIW B aHamMHese [11].

PelleHne 0 NpUMEHEHUN reMoCcTaTMYeCcKoro npenapara
NPUHUMAIOT NaLMEHT UK €ero POACTBEHHUKM B COOTBETCTBUM
C peKkoMeHaauunamu remaTtoniora. lMaumeHTam ¢ 601€3HbI0
BunnebpaHga perynspHoe npodunakTiMyeckKoe sevyeHue
Ha3Ha4valT pexe, YeM nauueHtam ¢ remoduaven [11].
OAHaKo Npw pPeLMANBUPYIOLLMX KPOBOM3NUAHUAX B CyCTaBbl,
ENYAOYHO-KMLWEYHbIX U MaTO4YHbIX KPOBOTEYEHUAX NPObU-
NaKTUYECKNIN peXnM onTumaneH. MNpodunaktmyeckoe npu-
MeHeHMe KoHUeHTpaTa dakTopoB cBepTbiBaHus (FVIII + FW)

pPEKOMEHAOBAHO MauMeHTaM C TaXKeNblM KIAWMHUYECKUM
TeyeHnem 6one3Hn BunnebpaHaa (Kak npasuno, 3-ro tuna)
C peunaMB1pyoLWNUMU KPOBOTEYEHUAMU U3 CIN3UCTLIX 060-
JIOYEK WU C KPOBOU3NUAHMAMU B cycTasbl [11]. MNpu npo-
PuUNaKTU4YecKon Tepannum peKoOMeHI0BaHO KOHTPOINpOBaTb
dakTop BunnebpaHaa no cuTyauuu, a TaKKe B MaaHo-
BOM nopsigke 1 pas B rog [11]. O6 yny4dweHun cocTos-
HWS 340POBbS U MOBbLIWEHUN KavyecTBa KU3HU NauMeHTOB
c 6onesHblo BunnebpaHga MOXHO CyAuTb MO OTCYTCTBMIO
cny4yaeB reMopparMyecKkoro cMHApoma, perpeccy uam ocrta-
HOBKE MPOrpeccMpoBaHnst KOCTHO-CYCTaBHbIX U MblLIEYHbIX
AereHepatuBHbIX UBMEHEHUI, OTCYTCTBUIO CMOHTaHHbIX KPO-
BomnsnuaHun [10, 11].

B HacTosillee BpemMs aKTMBHO UCCNEAyT KIMHUYECKME
NnepcrneKTuBbl FTEHHOW Tepanuu (BEeKTopHas TEXHONorus
WU pefakTMpoBaHMe reHoma npu MOMOLLM TPaHCAYKLMK
W TpaHCchEKLMM ayTONOTMYHbIX KNETOK ex Vivo C nocneayto-
Len TpaHcnnaHTaumen peumnuenTy [12]). PaspaboTKa reH-
HOW Tepanuu, BEPOSTHO, MO3BOJIUT YCTPAHUTb OrpaHuye-
HUSI COBPEMEHHOW 3aMeCTUTENIbHOM Tepanun U TeEM CaMbiM
NONIOXWUTENbHO MOBAMATb Ha Ka4yecTBa XM3HU MaLMEHTOB
¢ 6onesHblo BunnebpaHaa.

3AKJ/IIOMEHME

Ons cBoeBpeMEeHHOW [OMarHOCTUKKM 60/1e3HU Bunne-
6paHaa Heo6X0AUMMO COOTHOCUTb KIIMHMYECKME NPOSBAEHUS
remopparM4yeckoro CMHAPOMa y NaumeHTa ¢ JaHHbIMK ONpoc-
HMKa PBQ u TwaTtenbHO co6paHHbIM CEMENHbIM aHaMHEe30M
ANS UCKIOYEHUS HacNeACTBEHHOro XxapakTtepa naTonoruu
remocTtasa. Heo6xoaMMO MOMHWUTbL O TOM, YTO 3a «0ObI4HbIMMW»
HOCOBbIMWU KPOBOTEYEHUSIMWU MOTYT CKpPbIBaTbCA CEPbE3HbIE
HapyLleHns B cUCTemMe remocTasa.

WHO®OPMUPOBAHHOE COIIACUE

NHdopmMpoBaHHOE 4OGPOBONLHOE corflacue Ha nyénu-
Kauuio pesynbratoB 1abopaToOpHOro U MHCTPYMEHTaNbHOIO
obcnenoBaHus pebeHKa OT ero 3aKoOHHOro npeacraBuTens
He nonyyanu. PaboTta He COAEPIKUT CBEAEHNIN, HA OCHOBaHMHK
KOTOpPbIX PE6EHOK MOXKET 6bITb UAEHTUDULMPOBAH.
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