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OCOBEHHOCTU BEAEHUA NALMEHTOB C BOJIE3HbIO BUJIJIEBPAHAA: OMbIT
CAHKT-NETEPBYPICKOIo roroaCKoro LEHTPA MO JIEYEHUIO TEMOOUNTNN

lopognckoi LeHTp no neyexuio remodpunum CaHkT-Netepbyprckoro MbY3 «fopofckasa nonuknuHmka Ne37», 191186,
r. CaHkT-MNeTepbypr, Poccus

BonesHb BunnebpaHnga (bB) — HacnefcTBeHHOe 3aboneBaHye, nepegatoLieecs ayTOCOMHO-AOMUHAHTHBIM
UM ayTOCOMHO-PELIeCCUBHBIM MyTeM, 06yCNOBNEHHOE Pa3fNUYHbIMU KOIMYECTBEHHBIMUA 1 KauyeCTBEHHbIMU
nedekTamy cuHTe3a dakTopa Bunnebpanaa (OB) n xapaktepusytoleecs CMMATOMaMy NMOBbILLEHHON KPOBOTO-
unocTu. B Poccum 2013 1. 6bin 06bABNEH rofoM 6one3HM BunnebpaHaa. C Lenbto pa3paboTky pekomeHgaumm
MO COBEPLUEHCTBOBaHUIO CNELMann3npoBaHHON MeAMLIMHCKOW MOMOLLM AeTAM 1 B3pocsbiM ¢ BB B Poccun B
pamMKax JaHHOTro MeponpuATHA OblI0 MPOBEAEHO PETPOCMNEKTUBHOE NCC/IefoBaHne co cbopom nHbopmaLmm
0 60MbHbIX, COCTOALLMX Ha YYETE Yy FeMaToNIOroB PErMOHOB ¢ AnarHozom BB (kog no MKB-10 D 68.0). bbino 06-
cnefoBaHo 86 NaLMeHTOB ¢ Nogo3peHuem Ha BB 13 pernoHos Poccuiickon Oepepauun. juarHos 6bin ycTaHOB-
neH nnn noaTeepXaeH y 52 (61,6%) nauneHToB. [NpefcTaBneHHble AaHHble NOATBEPAUIN, YTO COBPEMEHHOE
cocTosiHMe NnabopaTopHON cny6bl B pervioHax PO He No3BONAET BbIABNATH HAPYLLIEHUS B CCTEME reMOCTa-
3a AN YCTaHOBNIEHMA OKOHYaTeNIbHOro AnarHo3a. MprumeHeHne KoHueHTpaToB dakTopa ceepTbiBaHuA VIl +
OB npencrasnaet ana Poccmm JOCTaTOYHO HOBbIN, MOKa peAKo NPUMEHAEMbI TepaneBTUYECKUIA NOAXOL AN
OCTaHOBKM KpOBOTeYeHU y naumneHToB ¢ bB. BmecTe ¢ Tem, no pe3ynbratam 4aHHOro UCCNefoBaHWA, OH OKa-
3ancA 3G deKTVBHbIM BO BCEX CTyUYasAX €ro NPUMEHEHMA.

KniwoueBble cnoBa: 6onesHb BunnebpaHga; daktop BunnebpaHga; AecmonpeccuH; aHTureH ¢daktopa
BunnebpaHga; puctoLeTnH-kodakTopHas akTUBHOCTb.
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MANAGEMENT OF PATIENTS WITH VON WILLEBRAND DISEASE: PRACTICE OF ST.PETERSBURG CITY
HEMOPHILIA CARE CENTRE
City Hemophilia Care Centre, 191186, St Petersburg, Russian Federation

Von Willebrand disease (VWD) is a heritable disease, which can be inherited by either autosomal dominant
or autosomal recessive, caused by qualitative or quantitative deficiency of von Willebrand factor (vWF) and
characterized by excessive bleeding. In Russia 2013 was announced as a year of von Willebrand disease. For
elaboration of guidelines on improvement of specific care of children and adults suffering from vWD we car-
ried out a retrospective study. Information regarding the patients registered by regional haematologists with
diagnosis of WD (ICH-10 code D 68.0) was collected. There were examined 86 patients suspected for vWD. The
diagnosis was confirmed in 52 (61.6%) patients. This data supported opinion that present status of laboratory
service in the Russian regions is not satisfactory for detection of coagulation disorders and final diagnosis justi-
fication. Factor VIl concentrate is relatively novel but rare for Russian practice therapeutic approach for bleed-
ing treatment in the patients with vVWD. According to the results of the study it was effective in all the cases.
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Bonesnr Bunnebpanna (bB) — HacnencrBenHoe 3a-
OoseBaHue, TIepeNaroleecs: ayTOCOMHO-TOMUHAHTHBIM
WM ayTOCOMHO-PELECCUBHBIM ITyTeM, OOYCIIOBJICH-
HOC Pa3JIUYHBIMH KOJIWYCCTBCHHBIMH U KaueCTBEHHBI-
Mu aedexramu cuHTe3a (aktopa Bumnebpanma (DB)
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1 XapaKTepU3yoleecss CHMITOMAaMH MOBBILICHHON KPO-
BOTOUMBOCTH.

UzBectHO, yTo BB — Hanbonee mmpoko pacupocTpa-
HEHHOE 3a00JeBaHUE CpEIH IeMOpPPAarHYecKUuX AHuaTe-
30B. BONBIIMHCTBO HMCCIEIOBAHUIN B PAa3IMYHBIX MOIMY-
JSIMSAX ONPEACISIOT PAacIpOCTPAaHEHHOCTh 3abolieBa-
Hus kKak 1-2%, T.e. 100 yenoBek Ha 1 MJIH HaceICHUS
[1-4].

AyTOCOMHBII THUI HAacJIEOBAHUS IIPEAIOIaraer
OJMHAKOBYIO YaCTOTY T€HHOW TPAHCMHUCCUH Y OOJBHBIX
000e€ro nosua, Ho GU3NOJIOTHIECKUE COCTOSIHUS JKEHCKO-
ro OpraHn3ma, Takue Kak MeHCTpyauus, OepeMeHHOCTb,
POABI CIIOCOOCTBYIOT 00OJIEE YACTOMY MPOSIBICHHUIO CUMII-
TOMOB MOBBIIIEHHON KPOBOTOYMBOCTU CPEIH >KEHIIHH.
Ilo maHHBIM pa3IUYHBIX UCCIIEAOBAHUM, KEHIIUHBI CO-
CTaBIsIOT puMepHo 60% GonbHBIX BB [5, 6].
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OpI/IFI/IHaJ'IbHaﬂ cTatbsa

Tab6auna 1
XapakTepHCTHKA 00c/1eI0BAHHBIX MALHEHTOB (1 = 86)

Yuciio manueHToB

Iokazarens

abc. | %
Bspocibie 63 73,3
Jeru 23 26,7
My x4nHbI 32 37,3
JKeHnuHbI 54 62,7
OuHoe obOparieHue 71 82,5
3a04Has KOHCYJIBTAIHS 15 17,5
CKpuHUHT 62 72
Bepuduxarus 24 28

3a Gosnee yeM 85 JieT, MPOILIEAIINE C MOMEHTA MIEPBO-
ro onucanust bB, narodusnonorus nanHoro 3abonesa-
HUS JOCTaTOYHO XOpomro m3ydeHa [7]. M3BecTHO, 4TO
0osie3Hb 00YCIIOBIICHA PA3IMYHBIMU KOJIMYECTBEHHBIMHU
1 KadeCTBEHHBIMH aedekramu cuHTe3a DB, KoTOpEIi
BBINOJIHSIET B CHCTEME TeMOCTa3a /IB€ OCHOBHBIE (DYHK-
LUK HTHULUHUPYET are3uio TPOMOOLIUTOB K TOBPEXKICH-
HOMW CTEHKE COCyAa U CTaOMIM3HUPYET LUUPKYIUPYIOMINT
¢axrop cBepreiBanus kposu VIII (DVIII) 3a cuer 00-
pa3oBaHMs C HUM KOMILIEKCA.

B 3aBucumocT ot Xapakrepa HapylIIeHUH aKTUBHO-
ctu @B BBIIENSAIOT TPH OCHOBHBIX THITA 3200JICBAHMUS:

1-¥i THIT — YaCTUYHBIN KOJIMUECTBEHHBIN fAeduiut OB;

2-i TUN — KauyeCTBEHHBIE M3MEHEHUS! CTPYKTYPHI U
¢ynkmnn OB (cymectByer okono 20 MOATHIIOB, BaXK-
Helmue u3 HuX 2A, 2B, 2M, 2N);

3-i1 Tun — nonHoe orcyrcreue OB.

Kax1oMy U3 9THX THIIOB COOTBETCTBYIOT OIPE/IEIIEH-
HblE aTO()U3NOIOTHIECKUE MEXaHU3Mbl, KOTOPbIE B 3Ha-
YUTENBHON CTENIEHU KOPPETUPYIOT C KIMHUYECKHUMH 0CO-
OCHHOCTSIMH M TePaNeBTHYECKUMH TpeOoBaHUAMH [§].

Knunanueckue nposisienus: bB Becbma paznooOpas-
HBI U MOTYT MEHSATHCS y MallMeHTa Ha MPOTSHKEHUH JKU3-
Hu. Hanbonee xapakTepHbl IPU 3TOH MATOJIOTHH HOCO-
BbI€ KPOBOTEUECHH S, MEHOPPAruu, KPOBOTEUECHHUS U3 CIIH-
3HCTBIX 00OJIOYEK TOJIOCTH pTa, Jierkoe oOpa3oBaHue
CUHSIKOB, KPOBOTEUECHHUS TOCIIE yAaJIeHHs 3y0OB, Toce-
OTepalOHHbIE KpOBOTeUeHUs. JKeny104HO-KUIIeYHbIE
KpPOBOTEUEHHSI BCTPEYAIOTCSI OTHOCUTEIILHO PEIKO H MO-
r'yT OBITH CBSI3aHBI C aHTHOANCIIa3uel. bbulo Taxoke mo-
Ka3aHo, 4TO B CJIa00pa3BUTBIX cTpaHax 0osiee MOJOBUHBI
MalMEHTOB UMEIOT TeMapTpo3bl U TeMaTOMBbI, TOJ00HO
OonpHBIM reModuiueit [6]. [TposiBneHnss KPOBOTOUMBO-
CTH OOBIYHO BapbUPYIOT OT JIETKUX JI0 CPEAHEH CTeTeH!
TSDKECTH, HO WHOTAA MOTYT OBITH OMACHBIMH IS KH3-
HHU, 0COOECHHO y OOJNBHBIX C 3-M THUIIOM U Y HEKOTOPBIX
MaIMEHTOB cO 2-M TUIioM bB.

Huarnoctuka bB 0a3upyercss Ha H3y4eHUH CeMe-
HOTO aHaMHEe3a, KIMHUYECKHUX TPOSBICHUN, pe3yabra-
TOB JIAOOPATOPHBIX HCCIIEJOBAHUNM M MOJIEKYJISIPHO-Te-
HETHYECKHX aCIIeKTOB.

[Ipu oOcnenoBaHWM TMAIMEHTOB HEOOXOIMMO YyUH-
TBHIBaTh, YTO HETeHETHUYECKHE (DaKTOPHI, TaKHE Kak (u-
3U4ecKasi Harpyska, crpecc, MH(EKLUUH, ypoBEeHb Iop-
MOHOB (TUPEOUAHBIC TOPMOHBI, SCTPOTE€HBI) MOBBIIIAIOT
cogepxanue OB. IIpu norpanuuHeix nokasaressix OB
HEOOXOAMMO MOBTOPATH MCCIEAOBAHUS IS BBISIBICHUS
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nerkux (opm 3aboneBanus. KoHueHTpamusi B mia3me
OVIII u OB y moneit ¢ O(I) rpynmoit KpoBu 3HAYNTEINb-
HO HWXe, 4eM y Jonieil ¢ rpymmamu A u B [9, 10]. OToT
(baxT HEOOXOIMMO YUHUTHIBATh IPU OCTAHOBKE IUarHO3a
OOJIBHBIM C TIOTPaHUIHBIMU TIoka3aressMu OVIII u OB.

B Teuenne nocnenHUX YeTBIpEX NECATHIIETHI OTMe-
YEHO HECKOJIBKO 3TaIloB B JieueHUu bB, oT mpuMeHeHus
KpUOIPENUNNTATa U CBEKE3aMOPOKEHHOHN I1a3MBbl 10
mazmMatudecknx koHueHtparoB O VIII Beicokoit cTemne-
HU OYUCTKH, IUIA3MATUYECKUX KOHLeHTparoB DOVIII +
®B wiu yucroro ®B, a Takxke pa3padOTOK pPeKOMOU-
HantHoro ®B. B nacrosimiee Bpems ais JyiedeHus bB
CYIIECTBYIOT JiBa HanboJiee pacrpoCTpaHeHHBIX Kiacca
MEINKaMEHTO3HBIX CPEJCTB!

— JIECMOTIPECCHH,;

— 3aMECTHUTENIbHAs Tepanusd IpernaparaMu-KOHIICH-

tparamu OVIII + OB.

Bwmecre ¢ TeM TeKyluil perucTpalMOHHBINA CTaryc
necmornpeccuna B Poccuiickoii @enepanuu (PD) ve mo-
3BOJISIET LIMPOKO €r0 MCHOJIb30BaTh AN JieueHus bB:
mpernapar He UMEET Takoro O(QHUIMaIbHOTO MOKa3aHUs
U TPOM3BOAMTCS B J03aX, HAMHOIO HHWXKE TpedyeMoi
JUIsl JIEYEHHs] TAaKOr0 KOHTUHIeHTa. HakonieHHbld u
MIPOaHAJIU3UPOBAHHBIN TIPAKTUYECKUN OIBIT BEICHUS
MAIKEHTOB MOT OBl CBITPaTh MOJOKUTEIBHYIO POJIb, OJI-
HaKo 70 cux nop B P®D oTcyTCTBYET €IMHBIN IOJIHBII
peructp 60mpHBIX ¢ BB, uTO MpensaTcTBYyeT cucremarn-
3alMU ¥ 0000IIEHNIO JaHHBIX 110 BEIECHUIO OOJILHBIX H,
KaK CIICICTBUE, BBI3BIBACT ONPEACICHHBIC PAa3HOIIACHS
CpeIy Bpayeil-CIenUalIuCcTOB MO0 ONTUMH3AINHA U CTaH-
JApTU3aLUH [TOIXO0B K T€PANNU 3TOM HO30JIOTHHU.

Ilens HacTOALIETO MCCIIENOBAHUS — OLIEHKA COCTOS-
HUS CTIEHUATM3UPOBAHHON MEIMIMHCKON MOMOIIM Je-
TsIM U B3pocisIM ¢ bB B wactu pernonos PO.

MaTepna.H U ME€TOAbI

UccnenoBanne nMeno peTpOCHEKTHBHBIN XapakTep W Mpo-
BOAMJIOCH IIyT€M aHKETHPOBAHUS IVIABHBIX CIICLIMAIUCTOB PEru-
oHOB. OZJTHOBPEMEHHO OLIEHHBAIM BO3MOKHOCTB JIaDOPATOPHOM
quarHoctiuku bB B pasubix peruonax PO co cbopom nHpopma-
IIUU O OOJIBHBIX, COCTOAIINX Ha yUeTe y FeéMaToJIOr0B PErHOHOB ¢
nuarHozoM bB (xkon mo MKB-10 D 68.0) [11].

O0cie1oBaHNE MAMEHTOB OCYIIECTBIUIN MO IBYM CXEMaM:

— o4Hoe oOcnenoBanue nanueHToB B Cankr-IlerepOyprekom
Topozackom nienTpe 1o sedennto remodumun (I'TJID);

— 3a0YHBIC KOHCYJBTALUK: IPOBOJMIN 3a00p M TPaHCIOPTH-
POBKY 00pa3LIOB 3aMOPOXKEHHOM I1JIa3MBbl U3 JIEUEOHO-IIPOPUIIAKTH-
yeckux yupexaenuit (JIITY) pazmuunsix pernonos PO B I'TUIT ¢
IEJTBIO BBISIBIICHHS JTaOOPATOPHBIX HAPYILIEHNH, YCTaHOBICHHSY/TIO]I-
TBEPKACHUSI IMarHo3a U BBIPAOOTKU PEKOMEHJALMi 110 JaJIbHEH-
IIeMy JISYeHHIO OOIBHOTO. B 3TOM citydae 61000pasIbl JOCTABIISIIH
u3 cyobektoB PO B Cankr-IleTepOypr mpu mojmaepKke KOMIIAaHUH
«makcoCmutKisiiin»  (BenukoOputanus). B octansnoM oOcite-
JIOBaHUE MAIMEHTOB ObLTIO HE3aBUCHMBIM, BCE MAIMEHTHI MPOIILTH
o0ciesioBaHue MO CHCTEME 00513aTEIbHOTO MEMIIMHCKOTO CTPaXo-
BaHMs IPY HAJIMYUK Yy HUX HanpasiieHus 6a3oBbix JIITY.

PesyabTarbl

3a mepuon ¢ 2012 mo 2015 . B I'LIJIT" 66110 00CITEMO-
BaHO 86 manueHToB u3 28 cyonekTtoB PD, 7 dhenepans-
HBIX OKPYTOB, TTPH 3TOM OBLITH UCKITIOYEHBI TTAIIUEHTHI U3
r. Cankr-IletepOypra.

B Ta6u1. 1 npeacraBneHo pacnpeaeieHrue NaueHTOB
10 BO3PAcCTY, MOJTy, CXeMe M TUIy 00cienoBanus (O4HOE
WJIM 32049HOE, CKPUHUHT WK Bepu(UKaIUs IUarHo3a).
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HecmoTpst Ha ynaneHHOCTh HEKOTOPBIX PETHOHOB,
Hanbonee MPEANOYTUTENIbHON SBHJIACh O4yHast ¢opma
obcnenoBanus, ee BeiOpanu 82,5% manuenToB. Bo Bcex
BO3PACTHBIX TPyMIIax Ipeolragany JTUla 5KeHCKOTO T0-
na — 54 (62,7%). D10 monTBEp)KIAEeT YCTAaHOBICHHBIN
panee (akT, YTO Ha MPOTSHKEHNUHN BCEH )KU3HU Y JKEHIIIUH
OoJbIIIe MPUYUH 1T MaHU(ECTaIUU TeMOPParndecKoro
CUHIpOMa (PENPOyKTHBHBIE (PAKTOPHI), YEM Y MYKUUH
[5]. HanbGonee BocTpeOOBaHHOW MEIWIMHCKOH YCIy-
roif Bo Bcex rpymnmnax sBUJIOCH NMEPBUYHOE YCTaHOBIIE-
HUE JIuarHosa, T.e. ckpuHuHr (72% nanuenrton). Hau-
Oosiblliee YMCIIO OOCIIECIOBAHHBIX MAlMEHTOB OBUIO W3
Cesepo-3anannoro ¢enepaipaoro okpyra (C3d0) —
53 (61,6%) mamueHTa — MO CPaBHCHHIO C OCTaJbHBI-
MH IIECThI0 ¢enepanpbHbiMu OKpyramu — 33 (38,4%).
JlaHHBIN OMBIT MOATBEPIMII, YTO OKa3aHWE MEIUIIMH-
CKOM IIOMONIM TOJBKO JHWING crmiaMu MecTHEIX JIITY,
HE WMEIOIINX COBPEMEHHOW TUAarHOCTHYECKOW 0asbl U
BO3MOXKHOCTEH nuarHoctupoBarb bB, He Bcerma nmaer
HeoOXoauMbIi pesynbrar. OJHAKO HAIMYUE HA TePPH-
TOPHM 3TOTO OKPYIa WM JIPYyroro, HO JOCTYIHOIO JUIst
MAMEHTOB LIEHTPa reMOpHINH, PACIOIAralomero J10-
CTaTOYHOW JMAarHOCTUYECKON 0a30ii u oTpabOTaHHOM
MapuipyTh3anuei nmauueHToB (Hanpumep, I'LUJIT), mo-
3BOJISIET CBOEBPEMEHHO OKa3bIBaTh CIIEHUAIN3HPOBAH-
HYIO0 METUIIMHCKYIO TIOMOIIb 3TOM KaTeropuu OOJIbHBIX.

B gactHOCTH, cpenu manuenTtoB C3DO amarno3 bB
Ob1 IoATBEpPKIeH y 29 (54,7%) manuentos, y 1 manu-
€HTa ANarHOo3 HalpaBiIeHns reMo(uiust A ObIIT N3MEHEH
Ha muarHo3 bB, y 24 (45,3%) mamnueHToB AuarHo3 He
MTOJITBEPIKACH, OOJiee TOTO, y TAaHHON KaTeropuy Maru-
€HTOB He OBLIO BBISBICHO HUKAKUX HAPYIICHHI B IJ1a3-
MEHHO-TPOMOOLIUTAPHOM 3BEHE reMOCTa3a Ha MOMEHT
o0cnenoBaHusl.

W3 apyrux pernonoB P® numarnos BB Obun mon-
TBepxaACH y 23 (69,7%) u3 33 manuentos, y 6 (18,1%)
MAIMEHTOB UArHo3 He MmoaTBepxacH, y 4 (12,2%) ma-
[IMEHTOB OBLIM M3MEHEHBI JUArHO3bl, U3 HUX Y 2 Nallu-
€HTOB TUarHOCTHPOBAHA TPOMOOITUTONATHSA, Y 2 — TPOM-
Oactenus [mannMana, y 1 — HaCJIEACTBEHHBIA TEPUITUT
(haktopa ceepteiBanus [X. Kpome Tor0, v 4 OONBHBIX C
YCTaHOBJICHHBIM JTHarH030M bB ObL1 onipenenen npyroit
Tun 3a00seBaHus: y 3 OONBHBIX 1-if THIT OBUT M3MEHEH
Ha 3-#, y 1 OonbHOM — 3-# T HA 1-1 THIIL.

BrlmeniepeuricieHHbIe  AaHHBIE — MTOATBEPXKIAIOT
MIPEANONI0KEHUE, YTO CYIIECTBYIOIIEE COCTOsTHIE J1a00-
paropHOii ciryObl B pErHOHaX HE MO3BOJISIET BBISIBIISTD
HapylIeHUs] B CHCTEME I'eMOCTasa JUlsl yCTaHOBJIEHUS
MIPaBUIILHOTO IMArHo3a.

B Tab6a. 2 nmpuBeaeHo pacmpeneicHue o0ciIeI0BaH-
HBIX TIAIIMEHTOB C TOJTBEP)KICHHBIM TrarHo3oM BB 1o
THITY 3200JICBaHUSI.

Pesynbrarsl CBUAETENBCTBYIOT O TIpeoOagaHny Tia-
meHToB ¢ bB 1-ro tuma — 35 (67,3%) OombHBIX, 9TO CO-
OTBETCTBYET AAHHBIM JIUTEpaTypsl [1, 2, 6, 12]. Boicokas
noiisl manueHToB ¢ bB 3-ro Tuma (28,8%) MoXHO 00b-
SICHUTB TeM, uTo Ha oOcnenosanue B I'LIJII" Hampasism
MAIMEHTOB ¢ HanOoJIee THKEIO0H KITMHUYECKON KapTHHON
3a00JIeBaHUS ¥ CO 3HAYUTEIHHBIMUA HAPYLICHUSMHU B CH-
CTeMe reMocTa3a, KOTOpble BOZMOKHO OBIJIO BBISIBUTH B
HecnenuanmsupoBanHeix JIITY. V 2 nanuedToB quarso-
ctupoBana bB tunm 2N (Hopmanaust). laanslil quarHos

Original article

Tabnuma 2
PacnipeesieHne nanueHToB 10 THITY 6oJie3HH Builiiedpania

Yuco narueHToB
Tun BB

adc. %
Tun 1 35 67,3
Tumn 2N 2 3,8
Tum 3 15 28,8
Bcero... 52 100

ObUI YCTaHOBJICH Ha OCHOBaHMM aHaMHE3a W TUIA Ha-
cienoBaHus (B ceMbe HaOMIOJAIMCh TeMOpparuieckue
MPOSIBJICHHUS Y JIUIL 00OUX TOJIOB), PE3YyJIbTaTOB J1abopa-
TOPHOTO 00CIIeIoBaHus (IIPOKOArYIISIHTHAS aKTUBHOCTD
¢axropa cBeprbiBanust VIII 3HaUNTENHbHO CHMXKEHA, OT
2 no 40%), BBISIBICHUH HOPMAJIbHBIX WM HE3HAYUMO
CHIDKEHHBIX 3HaueHuil antureHa ®B (VWF:Ag), pu-
crorietud koakropHoii akruBHocTH (VWF:RCo) u pu-
CTOLETHH HWHAYIMPOBAHHON aKTHUBAIMH TPOMOOIMTOB
(PUIIA).

YautsiBas TOoT ¢akt, uro npu bB mMmeetcs nBoitHoM
nedekt B cucteme remMoctasa [13—15], menbro nedeHus
BB sBisinack KOppeKLus JaHHBIX HAPYIIEHUN: C OIHON
CTOpOHBI, HOpManu3anus cBs3biBaHud OB B mimaszme
KpoBu ¢ TpomOouutamu, cyosnporennem (VWE:Rco,
VWEF:CB), ¢ napyroii — NOBBILIIEHHE CHHUXEHHOTO CO-
nepxanust OVIII B kposu. Kak Obu10 ykazaHo BbIlIe, B
CBSI3M C T€M, YTO Yy JIOCTYIIHOTO B Hallel cTpaHe Jiec-
MOIIPECCHHA OTCYTCTBYIOT O(UIIMaIbHbIC ITOKA3aHUS
W JIeKapCTBeHHBIE (OPMBI B HAJISKAIINX JTO3UPOBKAX,
mpenapartoM BbIOOpa sBHIIMCH KoHIEHTpaTsl D VIII +
O®B. B PO 3apeructpupoBaHo OOJBIIOE KOJIUIECTBO
koH1eHTparoB @ VIII ¢ paznuunbiM conepxanuem OB,
OJTHAKO UX COCTaB Kak pa3 nmo @B wacto sBAsieTcs He-
cTaHAapTH30BaHHBIM. [lodTOMy Takue mpemnaparsl He
MOTYT obecneynBaTh Hajuiexamryo 3(G(eKkTUBHOCTb U
0e301acHOCTb, OCOOCHHO NPU CaMOCTOSTEIILHOM IIpH-
MEHEHHH B JIOMAIIHUX YCIOBHSIX.

[IpemaparamMu BbIOOpPa C W3BECTHOW CTaHJAPTH-
3UpOBaHHON akTuUBHOCThIO DB sBisdrorca: I'emare I
(«Cu D¢ On bepunry, ['epmanust) u Bunare («Okradap-
May, [lIsetiniapust). o 2015 r. mpenaparsr 'emare I1 u
Butate He BXOmWiIM B CHCOK ¢eepaabHON Mporpam-
MBI BBICOKO3AaTPATHBIX HO3OJIOTHH («7 HO30JIOTHI), UX
3aKylaJd B OTPAaHUYEHHOM KOJIIMYECTBE U3 CPEACTB pe-
THOHaJIBHBIX OrokeToB. [To3TOMY 10 HacTosero Bpe-
MEHM AJIsl KyIHPOBaHMUS M NPO(PUIAKTUKU KPOBOTEUE-
HUH ucronb3oBaiy npenapar Ummynar («bakcrep Al,
ABCTpHS), B TOKa3aHUSIX K IPUMEHEHUIO KOTOPOTO TaK-
ke ykazana bB ¢ nepunutom O VIIIL

C 2012 r. mox HamuM HaOIIOOEHUEM HAXOIUIIMChH
16 GonbHBIX, U3 HUX 10 MAIMEHTOB METCKOTO BO3pac-
Ta 1 6 B3pOCIHBIX, MoMydaBmUX mpernapar [emare I1
(Tadua. 3). [IpuunHO Ha3HAYEHHS Mpernapara CiIyKuia
HU3Kas 3 (HEeKTUBHOCTH paHee MPUMEHSIEMBIX KOHIIEH-
tparoB @ VIII. B ocHoBHOM maruenTts! 0sutn 13 C300
u 1 6onmpHON 13 FOxHOTO DO. [Ipenapar ['emare I1 um
3aKyHaJM U3 CPEACTB pernoHanbHOro Oromxera. ['ema-
te Il npumensinu y nanuentoB ¢ bB 1-ro Tuna Tspxenoi
¢dopmbl 1 3-ro THNa. BBepenue mpemapara ocymiect-
BJISUIH OOJIbHBIE CAMOCTOSTEIBHO Ha JIOMY WIIH B amOy-
JATOPHBIX U CTALlMOHAPHBIX yCJIOBUAX. B cramuonape
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Tabnuma 3

Pacnpenesienne nanueHToB
1o aemMorpagpuyecKuM NPU3HAKAM U JHATHO3Y

IToxazarens 3HaueHue

ITon:

MY’KCKOH 4

JKEHCKHH 12
Bospacr, rozsr:

netu (n=10) 3-12

B3pocibie (n = 6) 2146
Macca tena, Kr:

neru (n=10) 16-45

B3pocibie (n = 6) 50-62
OCHOBHO# JHArHO3:

BB, 1-if Tum, tsoxenas popma 4

BB, 2-ii Tun -

BB, 3-ii Tun 12
ComyTCTBYIONIMI HArHO3:

remmatut C 2

renarut B -

mpenapar NPUMEHSUIM C LEJbl0 OCTAaHOBKH OCTPBIX
KPOBOTEUCHHH, NMPU NPOBEACHUU ONECPATUBHBIX BMeE-
marensCTB (y 2 OO0NBHBIX), BO BpeMsi OEpEMEHHOCTH
u ponoscrioMokeHus (y 5 6onpubIX). Hanbonee yacto
MAUEeHThl TPUMEHSUIH Tpenapar B peXuMe 1o Tpedo-
BaHUIO MpH KpoBoTeueHMsX (7 6ompHBIX). Takxke [ema-
te I1 ObUT MprMeHeH y 3 OONBHBIX JETCKOTO BO3pacTta
C BBICOKMM PHUCKOM KPOBOTECUCHHI B pexkuMe Mpodu-
nakTuku u3 pacuera 30-50 ME/kr maccer Tema ot 1
1m0 3 pa3 B Hemenmo. [IpodunakTudeckoe JiedeHUE BO
BpeMs OEPEMEHHOCTH, a TAKXKE C IEIBI0 MPOPIITaKTH-
KM KPOBOTEUEHHUS B POJAX M IOCICPOIOBOM IEPHUOJE
npoBoawsn y 1 6ompHOM ¢ 3-M TunoMm bBuy 4 —c 1-m
turioMm bB, Tsxenoit popmel. [Ipu npoenennn nomari-
Hero jedeHus 3¢GEeKTUBHOCTD Ipenapara U3yJaid Ha
OCHOBaHUHU CaMOOLEHKU O0JIbHOTrO: «3()(HEKTUBHO» —
KPOBOTEUEHHE OCTAHOBMJIOCH, «4aCTHYHO 3()(EKTHB-
HO» — KPOBOTEUEHHE YMEHBIIMIIOCH, HO TIPOI0JDKACTCS,
«HEedI(PEKTUBHO» — KPOBOTEUEHUE HE YMEHBIIMIOCH.
[Ipn amOynaTopHOM M CTAllMOHAPHOM JIEYEHHH OCY-
HIECTBIISUIN Ta00PaTOPHBIN KOHTPOJIb 3aMECTUTEIbHON
Tepanuu — OIpeeNIeHne HHJEKCAa aKTHBHPOBAHHOTO
JaCTUYHOTO TpomobOorutacTuHOBOoro BpeMenn (AUTB),
aktuBHOCTH DOVIII M pucromeTnH xodakTOpHONH ak-
TUBHOCTH JI0 UHBEKIMH, yepe3 20 MUH U Tiepen clie-
nyroouiei nHbeKknue. DPpPeKTUBHOCT NMPOdUIaAKTH-
YECKOT'0 JICUCHHUS] OLICHUBAJIH 110 KOJMYECTBY BO3HUKA-
IOLIMX CIOHTAHHBIX KpOBOTeueHUH B Mecsau. Cienyer
MOJYEPKHYTh, YTO MPH BCEX BHJAX JICUCHUS TEpaIus
obu1a A dexTuBHON U Oe3omnacHoil. [Ipu nedeHun Ha
JIOMYy OLI€HKa MallMeHTOB BO BCEX CIydasX OCTAHOBKHU
KpOBOTEUCHHH Obla — «3((PEKTUBHO», KPOBOTEUCHUS
KyNIHpPOBAJINCh, B OCHOBHOM, OJHOM MHBeKLHeH. ITpu
MPOBEJICHNH MPO(PHUIAKTHIECKOTO JICUCHHS 3HAUYNTEIIb-
HO CHHU3MJIOCH KOJMYECTBO CIIOHTAHHBIX KPOBOTEYE-
HUHA WJIM OHU TPAKTHICCKH HE HAOIIOMATNCh. YMEHB-
LIMJIOCH KOJIMYECTBO MPOITYCKOB MOCEIEHHUS AETCKUX
YUPESKICHUH y eTeH, yay4IlIniIoch KauecTBO KU3HU.
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Ob6cyxaeHue

B P® 2013 rox 0611 006sB11EH «I 0110M O0Ne3HN Buii-
neOpannay. OQHAKO pe3ysbTaThl IPOBEICHHOW PabOThI
CBUJICTEIBCTBYIOT, YTO COBPEMEHHOE COCTOSIHHE JIa0O0-
paropnoii ciyx0b1 B JIITY pernonos PO ne mozsomsier
C JOCTaTOYHOM CTETEeHbIO HAJC)KHOCTHU BHISBIISTH HApY-
IICHUSI B CUCTEME TeMOCTa3a JJIsl YCTAHOBJICHUSI OKOH-
YaTeIbHOTO AUATrHO3a HAPYIIICHUI CBEPTHIBAHUS KPOBH,
B ToM uuciie 1 bB. Ha ocHOBaHMU MTOJIyYE€HHBIX JIaHHBIX
MOTYT OBITh TaKXKE CIETIAHBI 3aKITIOUCHHUS:

— KIIMHUKO-IMAarHOCTHYECKHE JTadOpaToOpuu Peruo-
HanbHBIX JIITY, B 0CHOBHOM, BBIIOJHSIOT HEOOXOAUMBIN
Ha0Op CKPUHWHTOBBIX TECTOB, MO3BOJISIONINX 3aI0J0-
3pUTh HaNMW4YHe Y OOJBHOTO HACJIEACTBEHHOW KOaryso-
MaTuu;

— B 30-50% pernoHoB CyLIECTBYIOT KOaryjaorude-
CKHe JIa00OPaTOPUH; KOTOPBIC BBIMTOJHSIOT TOJILKO 00s13a-
TEJIbHbIE TECTHI JIJIsl yCTAHOBJIEHUA uarHo3a bB;

— JMar"octuka nmoAaTurioB BB Bo3MoO)kHa TOJNLKO B
HECKOJIbKUX PETHOHAX;

— OompesieTieHre CTPYKTYpbI MyibTiMepoB vVWE He mpo-
BOJWTCS IaKe B HAYYIHO-HCCIIEIOBATEIbCKMX IIEHTPAX.

ITockonbky Bemymue reMoUIbHBIC IEHTPH PO
BBITIONHSIOT OCHOBHYIO paboOTy MO OOCIETOBaHHUIO U
BEJICHHUIO OOJILHBIX M3 PETHOHOB, B METOIOJIOTHIECKOM
TUTaHe MPOBEIeHHAst padoTa IMmoKasasa, 9To P 3209HOM
o0ciIeI0BaHNH MMallMEeHTOB (00pa3Ilbl KPOBH MAIIMEHTOB
quist uccnenoBanust B I'LIJII cobupanm Ha MecTax) ObLT
BBISIBJICH PsIT HEOCTATKOB:

— HeCOOJIOJICHHE TTPABUII 3aMOPO3KH M TPAHCIIOPTH-
POBKH 00pa3IioB IIa3MblI;

— HECOOJIOJICHUE TPaBWJI MPUTOTOBIICHUS AJTHKBOT
TUTa3Mbl, HEOOXOIMMO TSI TATbHEHIIIETO NCCIIeIOBaHMS;

— HEJ0CTAaTOYHOE KOJIMYECTBO 00pa3IloB TIa3Mbl Ha
OJTHOTO TAIMeHTa (KOJIMYECTBO ATMKBOT JIOJHKHO OBITH
He MeHee 3).

OTH MOMEHTHI CIIEAyeT 0043aTeIbHO YUYUTHIBATD MTPH
TUTAHMPOBAaHUH OTIPABKH 00Pa3IOB IJ1a3Mbl TIAIIMEHTOB
B 3aBHCHMOCTH OT MecTa 3a0opa B reMaTOJOTHYECKYIO
71a00paTopHIoO.

ITpumenenue konuentparos OVII + @B npexacras-
JsieT g Poccuu I0CTaTOYHO «HOBBINMY, ITOKA €Ie He
BE€3J1€ IPUMEHIEMBIH, HO IEPCIIEKTUBHBIN TEpAIeBTHYE-
CKMH MOJXO JIsl OCTAHOBKM KPOBOTEUEHUN y MallUeH-
toB ¢ bB. B uwactHoctu, npenapar I'emare I1 oka3zancs
3(D(PEeKTUBHBIM BO BCEX CITydassX MPUMEHEHUS, BKIIFOUYas
te, xorna npenaparsl @VIII ¢ HU3KUM coaepkaHueM
®B 6 Ma03()PEKTUBHEIL.

O¢ddexruBroCTh ['emare [1 o0kazanack BRICOKOM U ITpH
WCTIOJIh30BaHUU €T0 JIJISl MPO(PHUIAKTHKH KPOBOTEUECHUI
IIpU OIlEpaTUBHBIX BMelaTenbCTB. [Ipu npoBeaenuu ca-
MUX OTIEPATUBHBIX BMEIIATEILCTB HEOOXOIUM TTOCTOSH-
HBI JTaOOPaTOPHBINA KOHTPOJIb IMOKa3aTeliel reMocTasa.
bonpmme onepaTuBHBIE BMEIIATEIHCTBA BOZMOKHO MTPO-
BOJUTH NpH akTHBHOCTH OB He Menee 100%, npu sToMm
HEOOXOMMO TIIATEILHOE COOIONECHUE XUPYPTUIECKOTO
(MexanMueckoro) remocrasa. B pannuii mocieonepanu-
OHHBIN TIEPHUOT HEOOXOIUMO TTOACPIKUBATH AKTHBHOCTH
OVIII u ®B ne amwke 50—70%, 3aTeM TpOBOIAUTH TTOCTE-
IEHHOE CHIKEHME J03bl IpernaparoB HauuHas ¢ 4—6-X
CYTOK IOCJIE ONEPALIMH U TPABMBI.
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IIpakTrueckn abcomoTHas Oe3omacHOCTh [emare I1
ITO3BOJIMIIA WICTIONIF30BaTh €r0 M B TPOTpaMMax JOMalll-
HEro JICUYeHUs, B PeKUMaxX MPOPHUIAKTHKN U TIO0 TpeOo-
BaHU10. [Ipu mpoBezieHNN TOMaITHETo JedeHus dPPeK-
THUBHOCTD npenapata coctaBuiia 100% Bo Bcex ciydasx.
[IpoBenenre NPOMUIAKTHYSCKOTO JICUCHUS SIBISETCS
B2)KHBIM aCIIEKTOM ITPH JICUCHUH MArueHToB ¢ bB.

[Tomumo cyry0o MpakTHYECKUX AaCIEKTOB IPOBe-
JIEHHBIM OMPOC BBISBWI U Psii HEPEIICHHBIX TEpareB-
THYECKUX TpoOiieM. BIIOTh 0 HACTOSIIETO BpEMEHU
HE 0TpabOTaHbl JO3UPOBKU U PEIKUMBI IPOPHUIAKTHYC-
CKOTO JICUCHUS ¥ ManueHToB ¢ bB (Bo3MoXkHO, ciemayeT
OPHUEHTHPOBATHCS HA O3B y OONBHBIX TeModuineit).
He omnpenenensl noka3zanusi K IPOBEACHUIO MTEPBUYHON
1 BTOpUYHOHW npoduiakTuku. Het ybeaurenpHbIX AaH-
HBIX O JUTUTEIIbHOM BO3/ICHCTBHH 3aMECTHTEIHHON Tepa-
nuu O VIII + ®B na mamuenTos ¢ bB.

Baxnoii npobnemoii npu bB siBnsercs Beaenue na-
LIUEHTOK BO BpeMsi OEPEMEHHOCTH, POJIOB U B IOCIIE-
POIIOBOM TEPHUOJIE, BOIPOC MPEEMCTBEHHOCTU MEXKIY
BpauaMu pa3HbIX CHEUATBLHOCTEH, B YACTHOCTH MEXKITY
aKyIiepaMu U TeMaToJIOTaMHU.

N3BecTHO, yTO Y nanueHTtok ¢ bB He HapymatoTcs
3auarre ¥ BerHAmmBaHue [S5]. OgHako TedeHue OepeMeH-
HOCTH Yy HUX UMEET PsiJ 0COOCHHOCTEH: y OOJBIITHHCTRA
nauueHTok ¢ 1-m tunom BB aktuBHOoCcTE @B 1 OVIII
MTOJTHUMAETCS M JOCTHTaeT HOPMAJBHBIX BEIUYHUH CO
Il TpumecTpa 10 PONIOB M CHIDKAETCS B TIOCIEPOTIOBOM
nepuone, oaHaKo y narnueHtok ¢ bB 3-ro tuna Hopma-
JU3aIUH JaHHBIX [TOKa3aresneil He npoucxonuT. CrioHTaH-
HbIC MATOYHBIC KPOBOTEUCHHUS y OepeMeHHbIX ¢ BB MoryT
BCTpeuarscsl ¢ 4acToToil 10 33%, NpenMyIecTBEeHHO B
[ Tpumectpe [5]. KpoBoTeueHus B paHHEM MTOCIEPOOBOM
MepUo/ie BCTpEUaroTcsi ¢ yactoToil ot 23 mo 59% [17].
OTcpoueHHBIC KPOBOTEUCHHUS MOTYT BO3HUKATh B CPOKH
1o 5 Hen mocine poxoB y 20-29% [5, 18, 19].

IIpodmmakTiKy KpOBOTEUEHHWH HEOOXOMUMO IPOBO-
Juth nipu aktuBHOCTH OB 1 ®VIII menee 50%. Haunnars
ee peKOMeH/TyeTcs 3a 2—3 JHS J0 MPEAIoiaraeMbIX pojIoB
Y TIPOBOJIUTB JI0 5 HE B TIOCJIEPOIOBOM TIEPUOJIE; CIETYET
TaKOKe cTaparscst He npuMeHsATh npenaparsl OVIII ¢ Hu3-
KUM HECTaHJapTU30BaHHbIM conepxkanueM OB. Ponnnb-
Hutam ¢ BB B ¢Bsi3u ¢ 0OMacHOCTHIO KPOBOTEUCHUSI TPEOY-
eTcs OoJiee MPOOJDKUTEIbHOS HAOMIOJICHNE B CTAIIMOHAPE
MOCTIC POMIOB I OTIEPAIIMH KecapeBa CEUCHUS — 2—3 Hel.
OueHb BaKHBIM aCHEKTOM OCTaeTcs JJabopaTOpHBIN KOH-
TPOJIb Ha BCEX dTAllaxX BEJICHNUS OCPEMEHHBIX.

BriBoabl

e HecMOTpsl Ha To uto bB pacnpocrpanenHoe re-
Mopparudeckoe 3a00JieBaHHE, BBISBICHHE MMAIIMCHTOB
¢ bB B peruonax P® ocraercs 3HaYUTENBHO HUKE pac-
YETHOTO;

* 1abopaTropHasi TUarHOCTHKA U WHTEPIPETAIUs T10-
JyYEHHBIX PE3yIbTaTOB HEPEAKO 3aTpyJHEHA B PErHO-
Hax P®D, qiis yero HEOOXOAMMO JaIbHEHIIIEE COBEPIIICH-
CTBOBAHUE JIAOOPATOPHON CITY>KOBI HA MECTaX;

* JledyeHue manueHToB ¢ bB mpencramisier onpene-
JICHHBIE TPYAHOCTH, HEOOXOIUMO MaNbHENIIee Hh3yde-
HUE TIOKa3aHUH W METOIUK IS TIPOBEICHUS TTPO(HIIaAK-
TUYECKOTO JICUCHHS, TAKTHKHU BBEJCHHSI OEPEMEHHBIX U
TpaHC(Y3UOHHOTO MTOCOOUS MPHU ONEPATHBHBIX BMEIIIa-

Original article

TEIhCTBAX, a TAKKe MPOBEIEHUE MOHUTOPUHTA TTPUMe-
HeHus koHueHTparoB @VIII + @B B xupypruu u aky-
IIePCKON TPaKTHKE.

KoupuuKkT nHTEpecoB. ABTOPbI 3asBJIAIOT 00 OTCYTCTBUH KOH(IMKTA HHTEPECOB.
®unancupoBanue. JloctaBka Ouonorudyeckux o0pasunoB nanueHtoB B CaHKT-
ITerepOypr ocymiecTBisuIach npu mnopnepxke kommnanuu «ImakcoCmutKisiin» (Bean-
KOOpHTAHHUS).
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