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YBenimueHne NpOAOSIKUTESNIBHOCTY U KaUYeCTBa KU3HW NaLMeHTOB ¢ reModomnmen A n B BO3MOKHO TOMbKO
bnaronaps 3heKTUBHON KOPPEKLUMM HapyLLeHW reMocTasa, 06ycrnoBneHHbIX 0ednUMTOM hakToOpoB
cBepTbiBaHuUs KpoBu VI n [X. PekoMbrHaHTHbIE (haKTOpbl CBEPTbLIBAHWS KPOBY 3aHUMAIOT BCe BonbLuee MECTO
B NMPOCOUNIAKTUUECKOM feyeHun naumeHToB. PaspaboTka, MpoM3BOACTBO v MPUMEHEHWE OTEYECTBEHHbIX
PEKOMBUHAHTHBIX (DaKTOPOB CBEPTbLIBAHWS PACLUMPUIIM BO3MOMKHOCTM M JOCTYMHOCTb NPOCUNaKTUYEeCKON
Tepanuu 6onbHbIX reModounmeit. PedynbTaTbl NPOBEAEHHbIX KITMHUYECKUX UCCIENOBaHNA 3CpHEKTUBHOCTM 1
6e30MacHOCTN 0TeYECTBEHHBIX NpenapaToB MPOLEMOHCTPUPOBASIN UX COMOCTABUMOCTb C MI1a3MaTUUYECKnMM
chakTopaMu CBEPTbLIBAHUS Kak Mo 3dhDEKTUBHOCTU, Tak 1 No He30NacHOCTW NPUMEHEHUS.
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Russian recombinant coagulation factors: the technological
background and the results of clinical studies
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The prolongation of survival and the improvement of quality of life in patients with hemophilia A and B are only possible if
hemostatic disorders caused by coagulation factor VIl and IX deficiency are managed effectively. Recombinant coagulation
factors are playing an ever-increasing role in the preventive care of affected patients. The development, production and use of
domestic recombinant coagulation factors opened up new treatment opportunities and improved access to preventive care for
hemophilia patients. The results of clinical studies on the efficacy and safety of the Russian recombinant factors showed that
they had similar efficacy and safety compared to the plasma derived clotting factors.
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eMochunus A (nedmumnt chakTopa CBEpPTHIBAHMSA

kpoeu VIII (FVII)) v remodomnua B (medomumnt

chakTopa ceepTbiBaHus Kposm IX (FIX)) — Hanbonee
pacnpocTpaHeHHble HAaCMeACTBEeHHble KoarynonaTtum,
TpebyloLime 3aMecTUTENbHOW Tepanuu npenapatamu
hakTOpOB CBEepTbiBaHUA KpoOBWU. ['eMopparnyeckui
CMHOPOM FeMaTOMHOrO TWUMa C KPOBOM3MUSHUAMU B
KPYMHble CyCTaBbl — HEOTbEMIIEMAs YaCTb KWU3HW Nauu-
EHTOB C AaHHOW natonorunen 6es apexksaTHON 3aMe-
CTUTENbHOW Tepanun. HecMoTpsi Ha MPeUMYLLECTBEHHO
CeMeWHbIN aHaMHe3 [MarHo3 remModunmMmM MOKeT
OKa3aTbCA HEOMMAAHHBIM ANsi CeMbM. [eHbl, Koaupy-
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towwme FVIII u FIX, cuenneHsl ¢ X-xpomocomoit. B 30%
CrnyyaeB BCTPEYAIOTCA Cllyyau CMOHTaAHHON MyTauum
aTux rexos [1].

[epBoe ynoMuHaHWe 0 HacNeacTBEHHOW Koaryno-
naTum obHapysKeHO B eBpencKux TekcTax Il Beka H. 3.,
3anpeLtalownx obpesaHve Ans Tex AeTen, y KOTOpbIX
B NpowsioM bbifia ceMeilHas UCTOPUA KaK MUHUMYM
2 yMepLumx bpaTtbes nocne 3710 npouenypsbl. Kak «kopo-
neBckas 6onesHb» reMochunus cTana LUMPOKO U3BECTHA,
MOCKOMbKY Koponesa BenukobputaHum Buktopus Bbina
HOCUTEeSIbHULIEW NaTONOrMYecKoro anmnens, nposiBuB-
wero cebs y ee NOTOMKOB MO MYSKCKO Nt [2].



OB30OP JIUTEPATYPbI

CornacHo paHHbIM BceMupHon opranunsaummn 3ppa-
BooxpaHeHusi, Ha 5000 HOBOPOKAEHHBIX MYMCKOIO
nofa, BHe 3aBUCMMOCTM OT PacoBOMN NPUHAANIEKHOCTM
W HaUMOHanbHOCTU, poxaaeTcsa 1 Manbymk C remo-
counuent A [1]. B cTpykType 3abonesaHuii, obbeau-
HEHHbIX TEPMWMHOM remodunus, Ha remocpunuio A
npuxogutcs 85% cnyuaes, Ha remodomnmmio B — 13% u
Ha pomio remocounuu C (medouunT dpakTopa CBEPTbI-
BaHus Kposu XI) — He Bonee 2% cnydyaes. HopManbHbIM
cumTaetca amanasoH aktusHocTu FVIIIE n FIX 50-150%.
B coOTBETCTBMM C MeXOYHAPOLHbIMU U POCCUNCKUMU
KITMHUYECKUMU PEKOMEHAAUNAMMN, B 3aBUCUMOCTM OT
aKTUMBHOCTM (DaKTOPOB CBEPTbIBAHUA KPOBM BbIOENSAIOT
nerkyio (> 5%), cpenHeit Taskectun (1-5%) u Taxenyio
(< 1%) dpopMbl 3abonesanus [3]. Yalle MHbIX BCTpe-
yaloTca nocnegHue 2 opMbl, OCHOBHbLIMK NpPOSBe-
HUSIMW KOTOPbIX YK€ B MepBble rofbl XM3HN pebeHka
SBMAIOTCA reMapTpo3bl U KPOBOU3MUSAHUA B MbILLLLbI,
CMopagnyeckne Cryyan KpoBOTEYEHUI U3 CIIU3NUCTBIX,
He 3aBUCSALLME OT CTEMNEHW NOBPEXKAEHNS TKaHeN. Takxke
C BO3PacTOM YyYyallaeTCsi PUCK KU3HEYTrpoKaloLwmx
KPOBOTEYEHWUI U KPOBOUSMUAHUIA CO CTOPOHBI sKenynoy-
HO-KWULLEYHOr0 TPaKTa, LLeHTparibHOM HEPBHOW CUCTEMBI,
B obnactu wewn/ropna v 3abpIOLIMHHBIX FEMaTOM.
[MauneHTbl C TSXKeNowW M cpegHeTsKenon dopMamm
reModuIMN Hy}KOAITCS B 3aMeCTUTENbHON Tepanuu
0eMUMTHBIM haKTOPOM CBEpTbIBaHWUS KpoBU. [lnarHos
remMopunumn ycTaHaBnmnBaloT Npu Hanmuum 2 n3 3 kpute-
pves: aktuBHocTb FVIII unun FIX Huske HOpMbI, Hannune
MyTauuu B 1 13 NpencTaBrieHHbIX FeHOB /WK OTCYT-
CTBWE NPUOBPETEHHBIX KOarynonaTui.

HecMoTpsA Ha MpOCTOTY AMArHOCTWKMK, COrfacHo
nocrnegHeMmy onybnukoBaHHOMY MeTaaHanuay Komu-
TeTa Mo faHHbIM 1 femorpadunm BecemmpHon dhenepaumm
remocpunmu, pacnpocTpaHeHHOCTb AaHHoro 3abone-
BaHWA Bbille, YeM npeanonaranock paHee [4]. Oxupae-
MOE UMCMO MauMeHTOB C reModunmern BO BCEM MUPE
coctasnsiet 1 125 000, n3 kotopbix 418 000 poskHbl
uMeTb Taxenylo popMy 3abonesanus. PaccuntaHHas
pacnpoCcTpaHeHHOCTb CriyYaeB Ansa Bcex hopM remo-
¢unum A n B Ha 100 000 myskumH cocTtasnsiet 17,1 n
3,8 COOTBETCTBEHHO, )15 TKeNon GopMbl 3aboneBaHns —
6,0 1 1,1 coOTBETCTBEHHO. YCTaHOBMEHWE ANarHo3a npw
POKOEHUN SBUIIOCH BaXXHOW BEXOW Ha MyTW K OLIEHKe
NOTEPSHHbBIX NIET }KMU3HW W NIET SKU3HU C UHBASIMOHOCTbHIO
n BpeMeHeM BonesHu. Mpn poxaeHUn pacnpocTpaHeH-
HocTb Bcex doopM remocpmnum A n B Bbilwe u cocTas-
nset 24,6 n 5,0 cnyuas cootBeTcTBeHHO Ha 100 000 nuy
MYIKCKOrO Nofa, TsKenbix hopM 3aboneBanust — 9,5 u
1,5 cnyyas cooTBETCTBEHHO. 3TU AaHHble MO3BOSIMNN
coenaTb BbIBO[, YTO AaXe B CTPaHax C BbICOKUM YPOBHEM
Aoxopa MMeeT MeCTO HeoCTaTOK NPOACIIKUTESNIbHOCTH
MU3HKM, cocTasnsiowmin 30% (37% ans Taxenoi dopmbl)
npu remocounum A n 24% (27% nns Taxenoi dopmbi)
npv remodpunum B.

AKTyanbHOCTb CBOEBPEMEHHOI0 3PPeKTUBHOrO
neyeHns reModunMmn — KOppeKLnn fediexkTa CBepThbI-
BaHWA KPOBW 51 NPefOTBPaLLEHNSA TAXENbIX MHOIo-
KPaTHO MOBTOPSIOLLMXCSH KPOBOTEUEHWUIA, NPUBOAALLMX
K MHBanuamsauum 60MbHbIX, — COMHEHUIA He BbI3bI-
BaeT. CoBpeMeHHble MeToAbl NeyeHuss reModunmm
BK/TI0YAIOT KyMMPOBaHWe 3M130[40B KPOBOTEYEHMUS, UX
NPOOMNaKTKY C NOMOLLbIO 3aMEeCTUTENBHON Tepanuu,
reHeTMYeCKoe KOHCYNbTUPOBaHWE CeMbM, husnye-
CKYI0 peabunutaumio Ans ynyylleHns KauecTBa sKU3HU
naumenTos [3, 5]. Llenbio npodhunakTnieckoro neyeHns
ABMAeTCA nepeBof TAxenow opmel reModmnmm B
CPEeOHIo UIN METKYI0.

MOMHO BbIAENUTb HECKOSIbKO 3TanoB B pa3BUTUM
MeTOO0B 3aMeCTUTENIbHOM «dDaKTOPHOW>» Tepanun reMo-
hunumn, KoTopble NPeABOCXUTUMN «HedaKTOPHYI0» U
CTanu NpeaLlecTBEHHNKAMN «FeHeTUYECKOW> Tepanum
paHHoro 3abonesanus [1, 2, 5].

Ewe B cepeavHe nNpoLfioro Beka nioav NpuCTy-
MUIN K NeYeHnio reModonnnm nNyTeM BBEEHUA CHavana
LieSIbHOW KPOBW, 3aTEM CBEKE3aMOPOXKEHHON M1asMbl 1
KpuonpeuunuTaTa nnasmbl C BbICOKOW KOHLEHTpaLmnen
thunbpuHorena, FVIII n FIX [2, 5]. Kpuonpeunnurat mor
TPaHCMOPTMPOBATLCH U BBOAUTLCS CaMMM MaLMEHTOM.
370 BbIN 3HAUMTENbHBIN LIAr K CO30aHNI0 KOHLEHTPaToB
nnasmatunyeckux FVIII n FIX, nonyyeHHbix B nocne-
OYIOLEM M3 Nfla3Mbl KPOBM YenoBeKka. Boicovanwas
nonynsapusaunsa noHopcTaa B koHue 1970-x — Havane
1980-x ronoB paBana BO3MOXHOCTb MPOU3BOAWTD Mnas-
MeHHbIn KoHueHTpaT FVIII u FIX ¢ ncnonb3oBaHneM
nnasmbl bonee yeM y 2000 noHopoB nepBoHavasnbHO bes
BUPYCUHAKTUBUPYIOLLMX TEXHOMOMMIA. 3HAUMMBIA yCrex
B Tepanuu «no TpeboBaHWio» 1 BO BHEAPEHUU Npodu-
NaKTUKN KPOBOTEYEHWI Mna3MaTUyeckuMu haktopamu,
NPUBEALLNIA K YAIMHEHWIO NMPOAOIIKUTENBHOCTH SKU3HM
nauneHToB, BblN OMpayeH BbIIBAIEHHBIMKM (DaKTaMm
TpaHcMuceumn BupycoB renatuta B v C v B mocnepyoLem
BMPYyCa UMMyHoOedMUMTa YerioBeka. 3apaskeHne npak-
TUYECKM MOSOBMHBI Nyna NauueHToB ¢ reModunmen B
CLUA v EBpone BupycoM uMMyHopeduumTa Yenoseka
n 80% 6onbHbIx renatutom C cnocobcTBOBanNo NOUCKY
BMPYCVHaKTUBUPYIOLLMX TEXHOMOI M.

MomuMo criyyaeB nepefayn Bupycos renatnta Bu C
CYLLECTBEHHbIM HEJOCTAaTKOM MCMOMb30BaHUA nnas-
MeHHbIX MpenapaToB (PaKTOPOB CBEPTbIBAHUS SBMA-
eTCA OrpaHWYEeHHOCTb Yefl0BEYECKUX pecypcoB ANA
MX MaccoBOro Co3paHusa 13 nnasmbl kposu. Hanbonee
NepcrneKTUBHbIMM 1 Be3onacHbIMM B 3TOM acnekTte
CTanu pekoMbuHaHTHble mpenapatsl, paspaboTaHHble
C NPUMEHEHUEeM TEXHOMOTUI FeHHON MHkeHepun [6].
OCHOBHbIMU MPEVMYLLIECTBAMU TaKOW Tepanuu no cpas-
HEHWIO C NNa3MeHHbIMU PaKTOpamMmn CBEPTbIBAHUA KPOBU
ABNAIOTCHA: HE3aBUMCMMOCTb OT AOHOPCKOM MfasMbl,
BbICOKasi CTEMEHb OUYUCTKM OT COMYTCTBYIOLLMX BEeIKoBbIX
KOMMOHEHTOB, BbICOKas crneundnyeckass akTUBHOCTb
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n BupycHasa besonacHocTb. OTKpbITMe reHa FVII B
1984 r. no3BonnsI0 HayaTb pa3paboTKy peKOMBMHAHTHbIX
KOHLIEHTPaTOB Ha OCHOBE MOJEKYSIAPHbIX TEXHOMOMMI.
KoHueHTpaT pekombBuHanTHoro FVIII (rFVIII) crtan
pocTyneH B 1992 r., koHueHTpaT FIX — 8 1998 . [5].

CoBpeMeHHble peKOMbBUHaHTHbIe haKTopbl CBEpP-
TbIBAHUA KPOBW CIIOXHbI B Npou3BofAcTBe. Ha nepBoM
3Tane BbIfefIeHHbI YEeNOBEYECKUWA TFeH, KOAUpy-
ownin cuntes FVIII unu FIX, BcTpamBaloT B reHom
KNEeTOK-NPOAYLIEHTOB, KOTOPbIE MOTyT NMPOAYLMPOBaTH
COOTBETCTBYIOLNIA peKOMBMHaHTHbIN chakTop. Mpu
3TOM KOHCTpyupoBaHHasa Mornekyna [QHK BcTpauBa-
eTcs B BekTop (Ha ocHose BupycoB NuBo nnasmua) u
nocriegHW BHEAPSETCS B KNETKy-NpPoayLEHT pekoMbu-
HaHTHOr 0 Besika (KNeTK1 MUKPOOPraH13MOB, PacTeHMN,
MJTEKOMUTAIOLLNX).

Cnepnylowmin 3Tan BKIIOYaET 3aMOpaskMBaHue U
XPaHEHWe KMeToK-NpoAayLeHToB. [locne oTTauBaHus
B CreumanbHoOM BuopeakTope KNeTku BbicBObOKAaloT
B nuTaTenbHbl pacteop rEVII unu pekoMbuHaHTHOro
FIX (rFIX). 3aTeM pekoMbBUHaHTHble Benku oumnLiaioT
C NOMOLLbIO PasfUYHbIX METOAOB, BKIIIOYAA XpoMaTo-
rpadmio, B Lenax obecrneyeHns MakcMmanbHon 6e3o-
MacHOCTV mpenaparta.

Komnanusa «EHEPWUYM» Bnepsble B Poccuu
co3pana MHHOBALMOHHYIO 3KCNPECCUMOHHYI0 NaTdhopMy
Ha ocHOBe 3(PPEKTUBHbLIX NIa3MUOHbIX BEKTOPOB U
KNETOYHbIX IMHUIA MIEKOMUTAIOLLMX, MO3BOMMBLLYIO
HanaguTb CuHTe3 dapmcybcTaHUMA MOPOKTOKOra
anbcpa (BDDrFVIIl), HoHakora anbda (rFIX) u anTa-
Kora anbca (aktuemposaHHoro) (rFVila), socTpebo-
BaHHbIX NS neyeHus remocpounum A n B, B ToM uncne
OCJIOXHEHHbBIX pa3BuTUeM UHrnbuTopos [7]. PaspaboTka
npenapaToB Ans fIeYeHnsa reModninm BKIoYana MHoOro-
3TanHbIM NPOLECC, COCTOABLUMI U3 MOCNEeAoBaTENbHO
MPOBOAMMbBIX (DU3NKO-XMMUUYECKUX, LOKITMHUYECKUX U
KIIMHUYECKMX UCCIIef0BaHNA MEPCMEKTUBHBIX MOJIEKYIT B
COOTBETCTBUM C POCCUIACKUMM U MEXAYHAPOLAHBIMU pery-
NATOpHbIMK TpebosaHusamu [8, 9].

B xone [OKNMHMUYECKKX MCCnenoBaHuiA npenapaTos
BDDrFVIIl (Oktodbaktop), rFIX (MHHoHadakTop) Ha
pereBaHTHbIX JTabopaTOPHbIX KMBOTHBIX BbIIM MOMYYEHbI
pesynbTaTbl, MOATBEPAMBLUME WX BesonacHoCTb, cneuu-
dhmueckyio hapMaKoMOrnMyecKylo akTMBHOCTb, @ TaKXe
HU3KYI0 UMMYHOT€HHOCTb. KnnHWYeckne nccnenoBaHus
npenapaTos (DaKTOPOB CBEPTbIBAHWUA KPOBU MaHMPO-
BanMCb ¥ NPOBOAMIIUCL B COOTBETCTBUM C POCCUNCKUMM
TpeboBaHMAMK K MPOBEAEHMIO KIIMHUYECKUX UCCIEeno-
BaHWIM NIeKapCTBEHHbIX CPEACTB, @ TaKKe PyKOBOACTBaMM
EBponeickoro areHTCTBa MO JIEKAPCTBEHHBIM CPeacTBam
No KIMHUYECKUM uccnepoBaHusaM npenapatos FVIII
(EMA/CHMP/BPWP/144533/2009) v FIX (EMA/CHMP/
BPWP/144552/2009) [10-12]. KnuHunyeckue uccre-
LOBaHWsI NPOBOAMINCH MOJTAMNHO C NOCefoBaTENbHbIM
U3yYeHNeM U1 OLIEHKOW hapMaKOKMHETUYECKMX CBOMCTB,

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
2021 | Tom 20 | Ne 4 | 209-213

BesonacHoOCTU 1 3PPEKTUBHOCTH NMPENapaToB y pasHbIX
rpynn nauMeHToB 40 v nocre perucTpauuu [13].

Ona neuyeHua remocunuu A Bbina HavaTa
paspaboTka 0TeYyeCTBEHHOr0 MOPOKTOKOra anbda
(OxkTodpakTtop). B 2011 r. B xoae | dpasbl KIMHUYECKMX
nccnenoBaHui bbinn M3yyeHbl NepeHoCcMMocCTb, besonac-
HOCTb M (DapMaKOKMHETUYECKME CBOMCTBA MOPOKTOKOra
anbgha nocfie 0HOKPaTHOr0 NPUMEHEHNS Pa3HbIX 403
y 12 paHee neyeHHbIX NauMeHToB C remodunven A
(BospacT 39,4 + 11,1 rona). B xone uccrnenosaHus bbinu
YCTaHOBMEHbI XOPOLLas NepeHocnMocTb 1 BesonacHocTb
npenapara B aManasoHe 0o3 ot 10 go 60 ME/Kr y nauu-
EHTOB C TSKENION U CpelHeTsXenon dopMamMm reMo-
domnum A nocrne ogHOKpaTHOrO BBefeHuWS. [IpuMeHeHne
MOPOKTOKOra anbda B go3ax 25 n 50 ME/kr npveoamno
K HopManusauumn aktuHocTu FVIII n akTMBMpoBaH-
HOIO0 YaCTUYHOrO TPOMBONNACTUHOBOIO BPEMEHU YXKe
uepes 15 MuH nocne BeegeHust, nocne Aosbl 50 ME/kr
HopMarnbHasa akTuBHocTb FVIII coxpaHanack B TeyeHue
Kak MUHUMYM 6 4, a CHMKeHue akTmsHocTu FVIII MeHee
5% oTmeuanock cnycTa 48 u. lNepuoa nonyebiBeAEHNA
(T1/2) coctaun 12,69 + 1,35 u, NoBbILLEHWE AKTUBHOCTH
FVIII (K-value) = 1,79 + 0,26 ME/nn va ME/mn [14].

B xope KOHTponupyemoro, paHAOMMU3NPO-
BaHHOIO, OTKPLITOr0 B MapanfenbHbIX Fpynnax,
MPOCMNEKTUBHOr0, MHOrOLEHTPOBOr0 KAWHUYECKOIO
nccnepoBaHusa achdeKTMBHOCTM 1 BesonacHoCcTu npena-
pata OkTodhakTop B cpaBHeHWM ¢ npenapatoM OkTaHaT
y bonbHbix remocpunuein A (lI-Ill dpasa) ¢ yyactmem
18 nauuenTos (Bospact 34,11 + 10,9 rona) B rpynne
NPohuNaKTUYEeCKoro neveHns n 18 nauveHToB B rpynne
neuenus «no TpeBosaHuio» (Bospact 40,8 + 10,9 ropa)
Bbina BbisiBNEHa Bbicokas 3h(PEKTUBHOCTL MOPOKTOKOra
anbcha B fose 25-35 ME/Kr npu npodomnakTMyeckom
neyeHun B TeyeHne bonee 50 gHen BBEOEHWS, @ TakKe
MpuW nieyeHnn «no TpeboBaHWIo>» Pas3BMBLUMXCSH KPOBOTE-
YEHWI B CTaHAaPTHbIX [03aX, CONOCTaBMMas Mo OLEeHU-
BaeMbIM napameTpaM 3PeKTUBHOCTM C pe3ynbTaTamu
neyeHuns npenapaToM cpaBHeHus. [pUMeHeHWe MOPOK-
TOKora anba 6bino TakuM ske BesonacHbIM B UCCneny-
eMow rpynne 6onbHbIX reModmnnueit A, kak 1 npenapara
CpaBHEHMS1, B 0Benx rpynnax HexenaTenbHble peakuum
0TMeueHbl He Bbiu [15, 16].

Mocne peructpaumun npenapata OkTodakTop B
2013 r. ans neyeHusa reMocpmnum A y B3pocnbiX naum-
€HTOB bbI10 Ha4YaTo NMPOCMNEKTUBHOE, MHOMOLEHTPOBOE
KITMHWYECKOE UccrnefoBaHne ero 3peKkTUBHOCTH U
BesonacHocTu y pgeten B Bo3pacTe oT 12 no 18 net ¢
TSKENON 1 cpefHeTsxkenon popmamu remocounnum A.
B xone vccnenoBaHua y 12 NoApOCTKOB C TSMKENON
dopmoi remochunum A Ha choHe NpochnNaKTUYECKOro
neyeHVss MOPOKTOKOroM anbda 6bino 3aperncTpupo-
BaHO 3 (17,6%) crnoHTaHHbIX KpoBoTeueHus. CpeaHee
KONIMYECTBO 3MM30[0B CMOHTAHHbIX KPOBOTEYEHWUN,
BO3HMKLLMX B TeueHne 48 4 nocre BBegeHWs npenaparta
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OkTtodpakTop, coctasuno 0,27 + 0,65, uto cBMpeTenb-
CTBOBaNI0O O HU3KOM yacToTe obocTpeHuit remoppa-
rMYecKoro cuHopoMa Ha choHe MpPodIUIaKTUYECKOrO
neuenwus. CpegHee KONMUECTBO BBEAEHWI MOPOKTOKOra
anbda onsa KynupoBaHus 1 remopparuyeckoro annsona
coctasuno 1,6 + 0,86 [171].

[Ons nonyyeHus [OMOMHUTENBHON MHAPOPMaLMK O
NMPUMEHEHUN MOPOKTOKOra anbda y bonbliero uncna
NauMeHToB B MOCTPErncTpaunoHHOM nepuope Bbinm
NpoBefeHbl HOBble UCCMeaoBaHus. B npocnekTueHoe,
MHOIOLIEHTPOBOE KIMHUYECKOe uccnenoBaHne adpdex-
TMBHOCTM U BesonacHocTu npenapata OkTodakTop
IV dhasbl Bbinm BkoueHbl 30 6onbHbIX remodomnuen A
cTapwe 18 net. B nccnepoBaHum boina yctaHoBfeHa
HW3Kas CPEeOHss YacToTa BCEX MrEMOPPar1yeckyX aMmn3onoB —
1,4 + 2,58 cnyyast, a TakKe CMOHTaHHbIX KPOBOTEYEHUIN —
1,13 + 2,19 cnyuas. MNpodhmnaktnueckoe neyeHre nosso-
MO NOAJEPXMBaTb O0CTaTOUHYl0 akTuBHOCTb FVIII 1% n
Bonee y GonblumHcTBa naumeHTos (83%). Ons kynupo-
BaHWs 1 reMopparnyeckoro ann3oga B cpenHeM Tpebosa-
nocb 1,2 + 0,56 BBeneHus npenaparta [18].

C 2016 no 2017 r. B 30 nccnenoBaTenbCKUX LIEHTPaX
BbIN0 MPOBEAEHO KPYMHOE MPOCMEKTUBHOE, MHOMOLEH-
TpOBOE, OTKPbITOE, HabnofaTenbHOE UccnenoBaHue
3hdeKTUBHOCTH M Be30MacHOCTM MOPOKTOKOra anbga,
B KOTOpOe BoLnn 237 BonbHbIx remodounueit A. Sdhcpek-
TMBHOCTb MOPOKTOKOra anba bbinia nogTBEPKAEHA
OTCYTCTBMEM CMOHTAHHbIX KPOBOTEUYEHWUN B TeyeHue
48-72 4 nocne BBefeHusa npenapata y bonbLInH-
cTBa naumeHToB (67%) Ha choHe NPodUNaKTUUYECKOrO
MEYEHUs, HA3KUM CPELHUM YMCIIOM CMOHTAHHbIX KPOBO-
TeyeHui B TeveHne 48—72 4 nocne BBefeHUs Npenapara,
cocTaBuBlwMM 1,4 + 3,2 anu3opa Ha 1 naumerTa [19].

MpakTnyeckn napannenbHO ANS eYeHUa remo-
dunun B paspabaTtbiBancs rFIX ¢ MexayHapogHbIM
HenaTeHTOBaHHbIM HaVMEHOBAHMEM HOHaKor anbda
(MHHOHadpakTop). B 2011 r. B X0fe KIIMHUYECKOrO
nccnepnoauusa | asbl BblM M3yyeHbl NepeHocH-
MocTb, BesonacHocTb M hapMakKOKMHETUYECKME
CBOWCTBa npenapaTa nocne OAHOKPaTHOro npuMe-
HeHus y 12 paHee neyeHHbIX nauneHToB (BospacT
35,6 + 9,7 rona) ¢ remodpunmeit B. MonyyeHHble pesyrnb-
TaTbl MO3BONWM YCTAHOBUTL XOPOLLYIO MEPEHOCMMOCTb
n BesonacHocTb NpenapaTa B fManasoHe o3 oT 25 Ao
100 ME/Kr y nauMeHTOB C TAMENOW U CPeaHeTsKe0M
dhopmamu reMochmnmum B nocne ogHOKPaTHOrO BBEAEHWS.
MpuMeHeHWe HoHakora anbda B go3ax 50 n 75 ME/kr
NPUBOOMIIO K HOpManu3aumm akTueHocTu FIX 1 akTuBmu-
POBaHHOIO YaCTUYHOrO TPOMBOMIACTMHOBOIO BPEMEHM
yske yepe3 15 MuH nocne BBeAeHus, mocfie [03bl
75 ME/kr HopMarnbHasa akTuBHOCTb FIX coxpaHsnack B
TEYEHMNE KaK MUHUMYM 6 U, a CHUKEHME aKTUBHOCTM FIX
MeHee 5% oTMeuanoch He paHee yeM uepes 72 u. T1/2
cocTasun 24,05 = 7,67 u, noBbileHne akTnuBHocTh FIX
(K-value) — 1,05 + 0,21 ME/pn Ha ME/mn [20].

Ha cnepytowieM atane 66110 NpoBefeHO NpoCneK-
TUBHOE, MHOIOLLEHTPOBOE K/IMHWUYECKOE WUCCMEAOBaHWE
apekTnHocTn 1M BesonacHocTu npenapata WHHO-
HadhakTOop B CpaBHeHuu ¢ npenapatoM OkTaHanH @
y MaUMEHTOB C TAXENON U CpepHeTsKenon opmamum
remocpunum B (1=l dpasbi), BrnoyasLiee 18 GonbHbIX
(BospacT 34,1 + 9,5 rona) B rpynne NpodMIakTUYecKoro
neyenns n 18 naumerTos (Bospact 34,7 + 11,4 ropa)
B rpynne neuyexnus «no tpebosaHunio». MonyyeHHble
pesynbTaTbl NO3BOIUAN YCTaHOBUTb 3(PAEKTUBHOCTL
HOHakora anbda npv NpoMNaKTUYECKOM feYeHun —
CpefHee KOMMYeCTBO KPOBOTEYEHMN COCTaBUNO
0,22 + 0,44, a Takxe Mpu neveHnn «no TpeboBaHmio» —
CpenHee KOMMUYeCcTBO BBEAEHUI NpenapaTa 4ns Kynupo-
BaHWsi 1 reMopparMyeckoro anuM3oga coOTBETCTBOBASIO
1,06 + 0,08. CpenHee KONUUYECTBO KPOBOTEYEHUI B
rpynne cpaBHeHus coctasuno 1,11 + 1,97, torpa kak
npu neyennn «no TpebosaHuIo» B rpynne CpaBHEHUS
CpefHee KOMMYeCTBO BBEAEHUW MpenapaTta Ana Kynu-
poBaHua 1 remMopparuMyeckoro anu3opa COCTABWIIO
1,39 + 0,89. lMNonyyeHHble pesynbTaTbl AN HOHaKora
anbda CTaTUCTUYECKN 3HAUYMMO He pasnuyannch C
AaHHbIMK Npenapata cpasHeHus (p > 0,05). MpuMeHeHmne
HOHakora anbda bbino TakMM e BesonacHbIM, Kak U
npenapaTa CpaBHEHUS, U HE COMPOBOXAANOCH Pa3Bu-
TUEM HeskenaTenbHbIX peakumii [21, 22].

Mocne onobpeHus NpuMeHeHUa HoHakora anbda
y B3pOCHibIX NauMeHToB Bbif10 NPOBEAEHO MHOTOLEH-
TPOBOE, NPOCMEKTUBHOE, OTKPbLITOE, HEKOHTPOMMPY-
eMoe nccnenoBaHue 3OeKTUBHOCTM M Be30nacHOCTH
npenapata MHHOHadakTop Y NauMeHTOB B BO3pacTe
12 neT v cTapLLe C TSKeNon n cpegHeTsxenon dopMamm
remochunun B ¢ akTtueHocTbio FIX < 2% (IV dhasa). B
nccnenosaHue bbinn BKAOYEHbI 15 naumMeHToB ¢ remo-
chunmen B B BospacTe ot 12 net go 31 ropa, U3 HUX
8 venosek B Bo3pacTe oT 12 no 18 ner. Mpu npodmnak-
TUYECKOM JIeYEHUM YacTOTa BCEX CITyYaeB reMopparmye-
CKUX 3nm30408B cocTaBuna 1,2 + 1,7, Toraa Kak yacTtoTa
3MM30A0B CMOHTAHHbIX KPOBOTEYEHWUMN, BO3HUKLUUX B
TeyeHue 48 u nocne BBeAeHWss HOHakora anbda, beina
pasHa 0,3 + 0,8, yTO CBMOETENBLCTBOBAMO O HU3KOM
yacToTe 0BOCTPeEHUI reMopparnyeckoro CUMHAPOMa
Ha dooHe npodinnakTMyeckoro nevenns. NpuMereHne
HOHakora anbda bbino BesonacHbIM 1 He CONpPoBOXAa-
NOCb HeskenaTenbHbIMK peakumsamu [23].

PesynbTaTbl KAMHUYECKUX W HabnopaTenbHbIX
UCCREeNoBaHNi 0TEYECTBEHHbIX PEKOMOUHAHTHBIX Npena-
patoB FVIII u FIX, nokasaBwwme ux achheKTUBHOCTb U
BesonacHoOCTb, NO3BONWMM HaYaTb UX LUMPOKOE MpUMe-
HeHve B nedyeHun remocounmu B Poccuiickon Pepe-
paumu. MprMeHeHWe MOPOKTOKOra anbda 1 HoHakora
anbda B KMMHUYECKOM NPaKTUKe NO3BOMUMIO PacLUMPpUTbL
BO3MOXHOCTM NeYEHNsI reMounmm n NoBbICUTbL AOCTYN-
HOCTb PEKOMBMHAHTHbIX MpenapaToB A MNaLUUEHTOB C
remocpunuert A n B B Poccun.
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