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COILEP KAHUEM ®AKTOPA BUJIJIEBPAHIA Y ITAITMEHTOB C

BOJIE3HBIO BUJIJIEBPAHJIA B KJIMHUKE ®I'BYH «KUPOBCKUM
HAYYHO- UCCJEIOBATEJBCKHAN UHCTUTYT TEMATOJIOT AU

N ITEPEJIMBAHUA KPOBU ®EJEPAJIBHOI'O ME/IMKO-

BUOJIOTHYECKOI'O ATEHTCTBA»
OI'bYH «Kuposckuit HUN remaronoruu u nepenuBanns kposu PMBA Poccnny»

bonesns Bunnebpanna - HacieacTBeHHOE 3a00JIeBaHE CUCTEMBI TEMOCTa3a,
XapaKTepu3yrolieecs KOJUYECTBEHHBIMU WM KayeCTBEHHBIMU HAPYIICHUSIMH
cure3a (aktopa Bumnebpanma (VWF). B omimume ot remoduianu, 3TO
3a00JIeBaHUE TIPOSIBIISCTCS B OJMHAKOBOW CTETICHM KaK Y JIMII MY)KCKOTO, TaK U
KEHCKOT0 TI0J1a, MOCKOJIbKY I'eH, Koaupyoomuil cunte3 6enka VWF, Haxoautcs B
KOPOTKOM Iuieue 12 XpoMOCOMBI U HACIEAYETCS MO ayTOCOMHO-TOMHUHAHTHOMY
WIH, B PEJIKUX CIIy4YasixX, 10 ayTOCOMHO-PELECCUBHOMY THITYy [1].

B remocratnueckux peakuusx VWF omocpenyer mporecc aaresuu
TpoMOOIIUTOB M OOpa3oBaHue TpomOa B 00JIACTH TMOBPEXKACHHUS COCYyJla 4yepes
cnenndudeckue peuentopbl: raukonporennsl (GP) 1b u 11b/llla; kpome Toro, on
oOpazyet komruiekc ¢ ¢aktopoM cBepThiBanus kposu VI (FVII) u aBnsercs
ero OEeJIKOM-HOCHUTENEM, IMPEAoXpaHsis OT MPOTCOTUTUYECKOTO pa3pyLICHUS
[2,3,4]. TlooTomy Oosie3Hb BusieOpanna xapakTepu3yeTcsi HapYIICHUSIMU Kak
COCYAMCTO-TPOMOOIIMTAPHOTO, TaK M KOAryJsAIMOHHOTO 3BEHBHEB TremocTrasza. B
HACTOsIIIEE BPEeMsI IPUHATO BBIAEIATH 3 THMa 3a00aeBanud (Tadr. ).

BrIpakeHHOCTh  T€MOpparMuecKux TMPOSIBICHWNA  3aBUCUT OT  THUIA
3a00JIeBaHUsl W YBEJIIMYMBACTCS  MPONOPLUUOHAIBHO  CTENEHU  CHIKEHUS
puctomutind kodaktoproit aktuBHOCTH VWF (VWF:RCO0) u yposus FVIIIL. Kpome
TOT0, Y OJIHOTO U TOTO K€ MalUeHTa TSKECTb KPOBOTEUEHUH MOKET 3HAUUTEIHHO
BapbUPOBaTh OT HE3HAYUTENIbHBIX /10 yrpokarolux >xu3Hu [5]. Haubonee yacto
HaOJI0JAI0TCS HOCOBBIE KPOBOTEUEHHUS, MEHOpparu, HKXUMO3HI,
NOCTTPaBMaTHUECKUE U MOCTONEPALMOHHBIE KPOBOTEUEHHUS U KPOBOM3JIMSHHUA, a
npu 3 Tumne 3a00JeBaHUS MOTYT BCTPEUYaThCSl T€MapTpO3bl Pa3IMUHBIX CYCTaBOB
[6]. BaxxHO OTMETHTH, YTO KpOBOTE€UEHHUs Ipu Oone3nu BumieOpanga moryt
HOCHUTH OTCPOUYCHHBIN XapaKTep.

Tabmuua — Tunsl 6one3un Bunnedpanna u ux xapakTepucTuKa

Tunbl XapakTepucTuka

Tum 1 YacTtuunbiii kKonnaecTBeHHbINH qedunut vWF

Tun 2 KauectBennsie nedextsl vVWF




KauectBennnie nedexktsl VWF co cHmwkenuemM vWF-3aBucumoit
Tun 2A aare3ud  TPOMOOIIMTOB M HW3OJUPOBAHHBIM  JI€PUIIUTOM
BBICOKOMOJIEKYJIAPHBIX MYJIbTUMEPOB VWEF

KauectBennnie nedextsl VWF ¢ moBbimenuem cpojactBa k GPIb

Tum 2B
TPOMOOITUTOB

KauectBennsie aedextst VWF co cHmwkenuem vWF-3aBucumoint
Tun 2M anare3uy  TPOMOOIMTOB  0€3  HM30JMPOBAHHOTO  JeduInTa
BBICOKOMOJIEKYJISIPHBIX MyJIETUMEPOB VWF

BapI/IaHTI)I (&) 3HAa4YUTCIbHBIM CHMXKCHHUECM CITOCOOHOCTH

fhop cBsa3biBaThesa ¢ FVIII

Tun 3 [IpakTnuecku noiaHoe oTcyTcTBUEe VWE

C uenbro NpenynpexacHuss U KyIMHUPOBaHUS FEMOPPAruyecKoro CHUHIpoOMa
npu Oosie3nu BusneOpanma Ha COBPEMEHHOM JTal€ MCIOJIB3YIOTCS BEIECTBA,
BbICBOOOXKAaromue u3 aeno VWF — necMomnpeccuH, U BBICOKOOYHIIIEHHBIE €ro
KOHIIEHTpaThl. B 3aBUCMMOCTH OT Tula 3a00JieBaHUS MOXKHO BBIOpaTh pa3HbIC
TEepaneBTUYECKUE MOJAXO0JbI, HANpUMeEp, AECMONpPEecCHH OynerT 3PQeKTHBEH Yy
MalMeHTOB ¢ 1 TUIOM, BO BCEX OCTaJbHBIX CIydasiX CTapTOBBIM IperapaToM
noskeH ObITh KoHIleHTpaT FVIIL ¢ vWF [5]. Cnenyetr oTMeTUTh, UTO MPUMEHEHHUE
necMmorpeccuHa  3()PQPEKTUBHO JIHIIL MEpPBbIE 3 JHSA, TaK KaK B IMOCIEIYIOIIEM
MPOUCXOIUT HCTOILIEHUE KOHIICHTpPAIMH OIMOCPENOBAHHOTO OeilKka B JEMo, 4TO
00OCHOBBIBAET Ha3HAYCHHUE 3aMECTUTEIHHONU Tepanuu JeUIMTHBIMU (aKTOpaMHu.
C 1menpl0  yCWJIEHHS TeMOCTaTHYecKoro d¢dekra TakkKe MOTYyT ObITh
pPEKOMEHIOBaHbI aHTU(PUOPHUHOIUTUYECKUE U TOPMOHAIBLHBIC MPEnapaThl.

Ha pamsbpii mMomeHT B Poccuiickot @Penepanuu  3aperucTpUpOBaHbI
caenyromue kKoHueHrpatel FVIII ¢ vWF: remoktuH, nmmyHHar, kosut JIBU,
Buare, remare” II. TlocineqHuii M3 MEpEUHCICHHBIX IPENApaToB BBI3BIBACT
HauOOJBIIMN HHTEpEC, TaK KaK €ero OTJIMYAeT BHITOJIHOE COOTHOIICHUE
koHneHtparuit FVIII/VWF — 1/2,5; y ocTaJIbHBIX JI€KapCTBEHHBIX CPEJICTB OHO
ropazmo Hmwke — 0,4-, 0,6-, 0,8-, 1/1 coorBerctBenHo. B EBpome ombIT
npuMeneHns remate 11 jgocratouno Gombioit, ¢ 1982 roma. B Poccuiickoii
Oenepanyu ero ucnoyb3yroT ¢ 2011 roga, mo3ToMy B OT€UECTBEHHOM JIUTEPATYPE
YIOMHUHAHUSI O HEM HEMHOTOYHCIICHHBI.

B xmnnke Kuposckoro HUUTUIIK remare” IT npumensiercs ¢ 2013 roxa.
[Ton HamMM HAOMIOJCHUEM HAXOJIWIUCh 3 MalMeHTKu ¢ 00je3Hbpl0 BumieOpanna,
u3 HUX y 2 Obu1 1 Tum 3a6oneBanus, y 1 - 3 tumn. [loBogom asist rocnuTanu3anuu u
HA3HAYCHUSI 3aMECTUTEIIbHOM TEpanuu SIBISUICS OCTPbIA  HEKYNHUPOBAHHBIN
reMOpparuuecKuii CHHAPOM. ITO OBLUTH HOCOBBIC KPOBOTECUEHUS U B OJTHOM CITy4ae
- TIPOJIOJDKUTENLHBIC U OOWIIbHBIC MEHOpparuu. Y MalUeHTKH ¢ MEHCTPYaTbHBIMU
KpPOBOTCUCHUSIMU BBHIsIBIICHA aHeMmus Jierkod crenenu Tspkectu (HCT — 32.3%,
HGB — 100r/a, RBC — 4,65x10 12/JI), y OCTaJIbHBIX OOJIbHBIX MOKAa3aTeIu OOIIEro
aHanu3a KpOBU OBLIM B HOPME.



C uenpio obecrieueHus: reMocTas3a BceM OOJIbHBIM COTJIACHO MHCTPYKIHUU IO
NPUMEHEHUIO BBOAMWIACH pPEKOMEHAyemasl jJo3a mpemnapara u3 pacuera 40-80
ME/kr VWF u 20-40 ME/kr FVIIIl. V Bcex manueHTOK ObUI JOCTUTHYT CTOMKHUN
kinHuyeckuil 3¢dext. I[loBTOPHBIX HOCOBBIX KPOBOTEUEHUU Ha (oHE MpHeMa
mpernapara HE OTMEYaloCh, MEHCTpYyajbHbIE TIe€MOPpPArHYecKUe BbIIEICHUS
COKPATWJIUCh U HE TMPEBBIATN (PU3HOJIOTHYECKUX OOBEMOB J0 MpEKpaIeHUs
mensis. Kpome KOHTpOJS KJIMHUYECKHX JAaHHBIX, IPOU3BOJMIACH OLICHKA
TUHAMHUKH ~ J1a00paTOPHBIX TMOKa3aTesiel: MEepBUYHOTO W BTOPUYHOTO 3BEHBHEB
reMocraza, a TaKkKe OHMOXMMHYECKHX TMapaMeTpOB  CBHIBOPOTKH  KPOBH.
ArperanroHHy0 CIOCOOHOCTh TpoMOOLMTOB ¢ AJ[®D, aapeHanuHOM, KOJIJIar€HOM
u puctomuimuoM, a Takke VWF:RCO wu3yuanu ¢ nomomiblo aHamuzaTopa
arperannu  «AJIAT-2». Ilokazarenmu BTOPUYHOIO 3BEHA T'€MOCTa3a BKIIOYAIU
ompeneneane FVII:C, AIITB, nporpomOMHOBOrO WHIEKCA, KOJUYECTBA
¢bubpunorena, mnporenna C, anturpombuna Ill, pactBopumbIX PuOpUH
MOHOMEPHBIX KOMIUJIEKCOB, (PpUOPUHONUTHYECKOW akKkTUBHOCTU. VccrnemoBanus
BBITIOJIHSUTA C TIOMOIIIBbIO aHanu3aTopa cBepThiBaHusl kKpoBu «ACKA-2-01-Actpay.
[Ipyn aHanm3e reMoCTa3MOJOTHYECKUX IIOKa3aTesle  HCIOIb30Bajd pPEareHThI
bupm «Penam» (r.MockBa) u «Texnonorus-Cranmaapt» (r.bapHaymn). AHTHreH
dakropa Bumnedpanga (VWF:AQ) ompenensiu meronom MDA [7] ¢ Habopom
«TECHNOZYM®VWF:AQELISA»  ¢upmer  «Technoclone»  (Asctpus).
buoxumuueckne — mokazaTend ~— KPOBH  OICHHBAIA 1O  KOHIEHTpAIUU
allaHMHAMUHOTpaHc(epasbl, acmapTaTaMHHOTpaHcdepasbl, OOLIETO W MPSMOTO
OwnnpyOuHa, KpeaTMHMHA, MOYEBHMHBI, oOImero Oeaka u ero ¢pakiuii.
['emocTaznonornyeckue M1 OMOXUMHUYECKUE TIOKA3aTENN KPOBU MCCIIEIOBAIN J0 U
gepes | yac mocite BBeneHus remare” I1.

Ha pucynke 1 orpaxena numHamuka mnokazarenend FVIIIE:C, vWF:Rco,
anturena VWF (VWF:AQ) 1 GpyHKIIMOHATBHOM aKTUBHOCTH TPOMOOIIUTOB.

[Ipu aHanu3e MOJyYEHHBIX JTAHHBIX YCTAHOBIIEHO YBEIUYCHHE AKTHUBHOCTH
FVIII:CB 1,4 - 5 pa3, VWF:RCo B 2 — 2,5 paza, konuenrpanuu VWF.Ag B 2,4 - 10
pa3. BbisBieHBI pa3HOHAINpaBICHHBIE M3MEHEHUS B arperalioOHHBIX CBOWCTBAX
TPOMOOITMTOB; B MEPBOM CJIy4Yae YCTAHOBJIEHO CHM)XCHHE CTETMICHH MX arperaiuu,
uHaynupoBanHo AJI®, anpeHamIMHOM, KOJIJIAr€HOM; BO BTOPOM — IOBBILICHHUE,
XOTSI B TOM W JIPYrOM CiIy4asiX y MairMeHTOK Obul | Tum 3a0o0sieBaHus; y TPEThe
OONBHOM arperarorpamMmbl 70 U TOC]IEe BBEICHHUS Mperapara HEe U3MEHSIUCH U
Obun B TIpenenax (Qu3nosorndecko Hopmbl. [lokazareny BTOPHYHOTO 3BEHA
reMoctaza ObulM 0Oe€3 BBIPAKCHHOW TWHAMUKA WM HE BBIXOAWIM 3a Mpenesbl
HOPMAJTbHBIX BEJIMYUH.
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Pucynok 1. lunamuka nokasateneit FVIII:C, vVWF:Rco, anturena VWF (VWF:AQ) u
(GyHKIIMOHATBLHOM aKTUBHOCTH TPOMOOIIMTOB y MAIIMEHTOK ¢ Oosie3Hbi0 BumieOpanma
(1,2 — | tum, 3 — 11l Tum 3a6oseBanms) 10 ¥ MOCTIE BBeACHHsT remare’ I1.

VY Bcex keHIMH c OoJe3Hbpto BuineOpanma OuoXuMHUYECKHE TMOKa3aTelu
KpOBU, B TOM 4ucie U OenkoBble (ppakuuu (anbOymunsl, al-, a2-, Bl-, B2-, y-
IIOOY/HMHBI), KaK J0, TaKk M Tociie BiuBaHusA kouueHntpara FVII/NWEF Obun B
npezaenax GU3noJI0THUeCKON HOPMBbI U HE UMEJIH BBIPAKEHHOUM TMHAMUKH.

Takum obpazom:

® [ONy4eH MOJOKUTEIBHBIA OIBIT HCHONb30BaHMsT remate” II y GOIBHBIX

Oome3nnro BumieOpanna;

y BCEX MALMECHTOK, IMOJYyYarolIUX HaHHBIM Mpernapar, JOCTUTHYT CTOMKUU

KIMHAYECKU () PeKT, TOoATBEPKACHHBIN JTaO0OPATOPHBIMU HCCIICIOBAHUSIMU,

® JMHAMHUYECKas CTAOMJIBLHOCTh OMOXMMUUYECKUX TIOKa3aTejaed KpOBH 0 H
II0CJIE BBEACHUS remare® II CBUJICTEIILCTBYET 00 OTCYTCTBUU TMOOOYHBIX

3(PeKTOB €O CTOPOHBI TEYEHW M TOYEK U XOPOIIeH NEePEeHOCUMOCTH
npernapara;



® TIOJyYeHHBIC Pa3HOHAIPABJICHHBIC CIIBUTH IOKa3aTesield TPOMOOIUTApHOTO
®

3BEHa I'eéMOCTa3a, KOTOpble ObUIM OTMEYEHBbI MOCie BiauBaHUS remate Il
00OCHOBBIBAIOT HEOOXOAMMOCTh IPOBEACHUS JANbHEUIIINX UCCIIEI0OBAaHUI.
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