Pesoniouusa CoeTa akcnepToB «[lpenapatbi
cdhakTopa ceepTbiBaHus VIl ¢ nposoHrMpoBaHHbIM
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B AaSfibHEULLEM YNyJyLLeHUU pe3ynbTaToB Tepanuu
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18 Hosbpsa 2020 r. CoseT aKkcnepToB 0b6Cyaun pag BONPOCOB, KaCalLLMXCA NPUMEHEHNS HOBbIX MpenapaToB doakTopa
cBepTbiBaHMs Kposu VIl ¢ nponoHrMpoBaHHbIM NepUOLOM NoslyBbIBEAEHMs. B yacTHOCTH, Bbiniv paccMOTpeHbl pesynb-
TaTbl KIIMHUYECKMX WUCCNERoBaHWi 3chdeKTUBHOCTH U Be30MacHOCTM NPUMEHeHUs NpenapaTta pPypPUOKTOKOr anbda

N3ron y nNauneHToB ¢ reMochunuent A.
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remMaTonorum, TpaHcdysonorum  UHTEH-
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OHKOMOrMM U UMMYHOMOTMK UM. IMUTpUMSA
Porauesa» Munsppasa Poccum (Mocksa)

3o03yna Hagexpa VisaHosHa, [-p Meq.
HayK, Bpau-remMaTosior, pyKoBOAUTE b OT-
pena koarynonatuii ®'BY «HaunoHanb-
HbIi MEAULIMHCKMIA UCCeaoBaTebCKUM
LleHTp rematonorum» MuHspnpasa Poccum
(Mocksa)

JlaBpeHTbeBa MIHHa HukonaesHa,
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AeTcKkasa ropofckas KnuHuuyeckas bonb-
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Mockebl» (Mocksa)

lNepnHa ®apupa [anumoBHa,
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(Mockga)

CsupuH lNaBen BsiuecrnaBosuy, Bpay-
remMaTonor oTAefieHus reMaTonoruu
bY3 «Mopo3oBckas feTckas ropop-
CKasi KnuHuuyeckaa bBonbHuua fenap-
TaMeHTa 30paBoOXpaHeHus r. MockBbl»
(Mockga)

a CeropHsLLHWMA feHb NpodoMIiaKTUYeckas Tepanus

npenapaTtamu pakTopa cBepTbiBaHust kposu VIII

(FVIIl) aBnsieTca cTaHOapTOM feYeHus NaLmeHToB
c Tkernoi cpopmoit remocounum A [1]. Mepriog nonysbise-
[eHvs cTaHpapTHbIx npenapatos FVII (rFVIII SHL) cocTae-
nset npubnuantenbHo 10-14 u [2-5]. Takum obpasom,
CYLLIECTBYIOLLME NMPOCOUNAKTUYECKVE PEXMMBI Npeanona-
raloT BBeEHVE NpenapaTa Kaxable 2 unu 3 oHs, yunTbiBas
MHAMBMAYaNbHbIA DapMaKoKUMHETUYECKMIA npodounnb [6].

B uenom npenapatbl FVIII ¢ nponoHrMpoBaHHbIM
nepuoaoM nosyebiseneHust (EHL) nossonsioT nauveHTam
CHU3WTb YaCTOTY BBEEHWI B CPABHEHWM C MPenapaTamm co
CTaHpapTHbIM nepuoaoM nonyebiseneHns (T, ), coxpaHas
Mpy 3TOM CXOXy 3dEKTUBHOCTb, NNBO yBENNUNTD
YPOBEHb OCTATOYHOM aKTUMBHOCTM paKTopa Npu coxpa-
HeHUW yacToTbl BBeaeHus [1].

B pamkax CoBeTta 3kcnepToB bbinn paccMOTpeHbI
PYKOBOACTBA ¥ 0630pbl MeAyHapOoAHbIX npodieccuo-
HamnbHbIX CO0BLLECTB NO feyeHnio remodpunum. B vacTt-
HOCTW, 3KCNepTbl 0BCYAMIN KPUTEPUM NPUHARSIEHOCTM
npenapatoB FVIII k knaccy npenapatos EHL. Bbino Bbige-
NEHO 3 KIIOYEBbIX KPUTEPKS, KOTOPbIE NO3BOMAIOT OTHECTU
npenapat FVIII k knaccy npenapatos EHL [7]:

1. MpumMeHeHwe TexHonoruu, obecneursaioLLe bonee
ONUTENbHbIA Neprog, NOSyBbIBEAEHMS.

2. OtcyTcTBME BMO3IKBMBANEHTHOCTM MPU CPaBHEHUM
¢ rFVIIl co cTaHpapTHBLIM NeprMoaoM MosyBbIBEAEHUS MO
nokasatesnio AUC (nnoLaab nof KpUBOWA <KOHLIEHTpaLns—
Bpems») (90-125% nosepuTenbHbIi MHTepBan).

3. CooTHOLLIEHME 3HAYEHWIA Neproaa NoJyBbIBELEHMS
rFVIII EHL k rFVIII SHL, paBHoe 1,3 unu Bbille, OCHOBbI-
BasiCb Ha MOAENVMPOBaHNM.

OOHMM M3 pPacCMOTPEeHHbIX MpenapaToB fBMseTCs
PYPVOKTOKOI anbcha Naron — NerunmpoBaHHbIA pekomMbu-
HaHTHbIA noHouenoyeubli FVIII EHL [8]. MNernnuposaHune
SIBMAETCH XOPOLLO M3YYEHHbIM METOAOM NS YBEMYEHMS
nepuopa MosyBbIBEAEHUA TepaneBTUYeCKnx Benkosbix
npenapatos [9]. HecMoTps Ha MOAMUDMKALMIO MOSIEKYTbI,
onsa onpepenenusa aktusHocTy FVIII no-npeskHeMy MoryT
NPUMEHSATLCS CYLLECTBYIOLLME ONHOCTaAUAHbIE UMM XPOMO-
reHHble MeTopb! [10].

dapMaKokuHeTUKa, 3OPeKTMBHOCTbL U Be3onacHOCTb
npenapaTa pypyOKTOKOr anbdda naros Ans NPouIaKTvKm
KPOBOTEUEHUIN Y B3POCTIbIX U feTel ¢ remodonnmen A Bbinm
OLIEHEHbl B HECKOSIbKUX MEAYHAPOAHbIX KIMHUYECKUX
uccneposaHusx [11-14].

B MesxaoyHapoaHoM wuccneposanum 1I/IIl doasbl
PROLONG-ATE npv npuMeHeHu/ npenapata pypuUoKTOKOr
anbda naron BbINO MPOAEMOHCTPUPOBAHO YBENMYEHMUE
nepuopa nonyssiBefeHns B 1,4 pasa (ogHocTapuiiHbIi
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meton) 1 B 1,5 pasa (XpoOMOreHHbI MeTof) B CpaBHEHWM C
MpenapaToM Co CTaHAapPTHbIM NEPUOAOM MOJTYBbIBEAEHMS
(okToKOr anbda). Takse nnowaab nog Kpusoit (AUC)
yBenuunnack 8 1,9 pasa [13].

B MexpyHapogHOM KIIMHWMYECKOM MCCIefoBaHNM B
MeaMaTpUYecKon NOMNymnsaLMKM Yy paHee NeYeHHbIX AeTen
mnagwe 12 net npodomnakTMyeckoe NpUMEHeHWe npena-
paTa pypUOKTOKOr anbda Narof B CTaHAAPTHOM peKMME
posupoBanus (2 pasa B Heaenio) No3BOMMIO AOCTUYbL
OTCYTCTBUSA CMOHTaHHbIX KPOBOTEYEHU Y 67% NauneHToB,
a OTCYTCTBUS CMOHTaHHbIX reMapTpo30B — Yy 73% BombHbIX.
Me[nuvaHa rogoBoM YacTOTbl KPOBOTEUEHUI cocTaBuna: 2,0 —
BCex KpoBoTeueHuit, 0 — crioHTaHHbIX, 0 — B cycTasbl [14].

B ™MesxayHapogHoM wuccnegosanuu 1l dhasbl
CONTINUATION 6bina npogeMoHCTpUpOBaHa BO3MOXHOCTb
MPUMEHEHWs NpenapaTa PyPUOKTOKOr anbda Naron Kak
B CTAHOAPTHOM pexuMe 2 pasa B Hefenio, Tak 1 C yam-
HEHHbIMW MHTepBanamu BeefeHust — 1 pa3 B 5 unu 7 gHel.
B vccnepnoBaHwm NpuHAIM yyactue B3pocHble U LeTV B
Bo3pacTe cTapLue 1 roga c Tskenon doopMoi reMocomivm A,
paHee nonyyasLuMe neyeHue. CpenHss rogosBast yactoTa
BCEX KpOBOTeYeHun cocTaBuna 2,1, cnoHTaHHbIX — 1,3 npu
MPUMEHEHWM Kaxable 5 OHel U COOTBETCTBEHHO 2,7 1 1,8 —
NPy NpUMeHeHnn Kamable 7 aHeit [11].

BaskHow Temol ons obcyaeHus SBANCSA BOMPOC O
MOBbILLEHWW LENEBLIX YPOBHEN OCTATOYHOM aKTUBHOCTM
FVIIl. B cooTBeTCTBUM C HEOABHO MPUHATON OBHOBMEHHOM
Bepcuern PekomeHpaumin BcemmpHon depepaumm remo-
hunum, BONbLIMHCTBO Bpauei MpemnoyvTaloT CTaBWUTb
Lenblo JOCTUXKeHWe Boree BbICOKUX YPOBHEW OCTATOYHOM
aKTMBHOCTU — 3-5%, a He 1%, paHee CuUMTaBLUMINCA afeK-
BaTHOM Uenbio [1]. MocnepHue vccnenosaHus, B YacT-
HOCTK, MexayHaponHoe uccneposaxue Il dhassl PROPEL,

MPOAEMOHCTPUPOBAsK, YTo Boree BbICOKME YPOBHM MO3BO-
NAT AO0CTWYb MEHbLLIEro uicna KposoTeueHuin [12]. B
nccneposaHnm PROPEL m3ayyanuch adppeKTUBHOCTL U
Be30nacHOCTb MHAMBMAYANU3NPOBAHHON NPOCIUMIAKTUKM
npenapaToM PYPUOKTOKOr anbgha naron B AByX rpynnax
MaUMEHTOB C PasHbIMU LieIEBbIMU YPOBHSIMU OCTaTOYHOM
aKTMBHOCTU — 1-3% 1 8-12%, koTopble bbinn paccunTaHbl
¢ nomouubio npunosxkeHns myPKFiT. [lona nauneHToB ¢
OTCYTCTBMEM CMOHTaHHbIX FTEMapPTPO30B cocTaBuna 65%
n 85% naumentos B rpynnax 1-3% u 8-12% cooTBeT-
CTBEHHO, @ MO MokasaTesnio Bcex KpoBoTeueHu — 42% u
62% cooTBeTCTBEHHO [12].

B PekomeHpaumsix bputaHckol opranv3aumm Bpayen
LleHTPOB Mo neveHuio remodpunum (UKHCDO) oTMeueHo,
yTo npuMeHeHwe npenapatos FVIII EHL gonkHo ocHoBbI-
BaTbCA Ha MHAMBMAOYanbHbIX NapameTpax drapMaKkokuHe-
Tvikm FVIIL.

Mo pesynbraTtam ob6cyxpeHus CoBeT 3kcnepToB
NPUHAN CriepyloLne peLLeHUs:

1. MpusHaTb, uTo NpUMeHeHve npenapatos FVIII EHL
SIBNAETCA OOHMM M3 BapMaHTOB OMTMMM3aLMN 3aMeCcTu-
TenbHOM Tepanuu y AeTei U B3POCIIbIX C HEOCNOKHEHHOW
MHrMbuTopom remochunment A.

2. MNpwusHaTb LenecoobpasHbiM NPUMEHEHME 3TUX
MpenapaToB Y MaLMEHTOB C HEJOCTATOYHbIM KITMHUYECKUM
adhdeKTOM OT Mcnosb3oBaHusA npenapatoB chakTopa FVIII
CO CTaHOapTHbIM NepuoaoM MoJTyBbIBEAEHWST MW 0Bbek-
TUBHO HY)KOAIOLLMXCA B CHUMEHWUW YacTOTbl BBeAeHU 1/
WY MOBBILLEHWM YPOBHSI OCTaTOYHOM akTueHocTy FVIIL.

3. OnybnukoBaTtb pesonioumio CoBeTa 3KCNepToB B
sypHase «Bonpockl reMaTosioru/oHKONOrun U UMMyHO-
NaTonorun B NeanaTpum».

Pesontoums npuHsaTa eanHornacHo.
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