OKTOMaKTOop

[epBbIM OTEeHECTBEHHbIN PEKOMOUHAHTHbIN
npenapat akTopa cBepTbiBaHWA KpoBu VI

Ons nevyeHns 6onbHbIX remodunmen A

DepepanbHbI HAYYHO -KITUHUYECKUIA LLEeHTP OeTCKOM

remMatonornn, OHKoNorMn N NMMyHOIOrmn M. ﬂ,Ml/ITpl/IFI PoradeBa

MwuH3gpaBa Poccnm, MockBa, Poccninckas Oepgepauma

femocmnusa — pefkoe 3aboneBaHve € nokasatenem 3abonesaemoctu 1 cinydart Ha 10 000 ManbymnKoB. TeopeTnyeckime
pacyeTbl MO KONMYecTBy DOMbHbIX reModunner B Mupe Brepsble nposen B 1975 r. A.Merritt ', Micnonb3ys metoam-

Ky ero pacyeToB, MOXHO MOAy4UTb Clefyiolme daHHble. YcneHHocTb HaceneHusa PO, no gaHHbiM PefepanbHom
CNy>6bl rocyaapcTBeHHOM CTaTUCTKK, Ha Havano 2013 1. coctansana 143 869 800 venosek 2l Ecnn NpuHATb, 4TO
MY>KCKOe HaceneHue coctaBnsaeT npnbnmnsntensHo 50%, 1o B PO gomkHo 6biTh 71 684 900 N, My>Kckoro nona.
lcxos 113 M3BECTHBIX YaCTOTHbBIX XapakTepuCTUK 3aboneBaHuns, B PO gomkHo 6biTe 7 100 OonbHbIX reModunm-

e An 1420 bonbHbIx remodunmen B, T.e. Bcero 8 520 60bHbIX reMobunmvent.

YacTo BO3HMKAET BOMPOC: HACKOMbKO BbIMOAHO (apMaLeBTy-
4eCKMM KOMMaHUSAM NPON3BOAUTL Mpenapatbl 4718 HeDOSbLLO-
ro Yncna donbHbIX? Kazanock 6bl, COBCEM He BbIFOAHO, HO 3TO
TOMNbKO Ha NepBbIN B3mMaAa. Npexae Bcero, pa3paboTka HOBOro
NeKapCTBEHHOTO CPefCTBa, €ro MpPowM3BOACTBO, MPOBEAEHME
KITMHUYECKMX NCCNefOBaHNIA — 3TO BCeraa ABUXeHVe Brepes,.
Bo MHorumx cTpaHax rocynapcrBo NPUHMMAET y4acTie B Mpom3-
BOZLCTBE JIEKAPCTBEHHbIX MpernapaToB nyTeM CoUHaHCMpPOBa-
HUS, NPeLOCTaBNEHNS HaNOroBbIX NbroT 1 APYrnX npedepeH-
UM, He roBopst y>e 0 ryMaHHOW MUCCUM MOMOLLM BObHBIM,
HY>KAAIOLLMMCS B MOXW3HEHHOM NeYeHnN.

JleyeHne remodunnn HepaspbIBHO CBA3AHO C MOSBEHMEM HO-
BbIX Ne4eOHbIX BO3MOXHOCTEN U npenapaTos. ViHTepec npea-
CTaBMseT UCTOPUA CO3[aHMSA NMPENapaToB U UX MPUMEHEHWe.
Kaxpgoe gecatunetre O3HaMEHOBANOCh MOSABMEHWEM HOBbIX
npenapaTtos ans neveHnsa remodunum (puc. 1). PeanbHas no-
Mok 60MbHbIM remModunmen Hadanacs ¢ 1930 r., Korga npu-
MEHWAN NepenmnBaHme LLeNbHOM KPOBU.

lMoHVMaHue Toro, 410 (akTopbl CBEPTLIBAHUA KPOBM HaXo-
JATCA B Mna3Me, NPpMBENo K NepenBaHnio B neqebHbIX Lensax
LenbHOM MNa3Mbl, CBEXE3aMOPOXEHHOW Mna3Mbl, a Mo3a-
Hee — Kpuonpeuunutata (c 1964 r.). B ganbHenwem obinm
pa3paboTaHbl Mna3MaTMyeckme KOHLLeHTPaTbl (aKTopoB
cBepTbiBaHMsA Kposu (c 1968 ) 1 npoaenaH 6onbLION NyTh
no MX O4MUCTKe OT MPUMECEN, MHAKTUBALNM U SAUMUHULN
BMPYCHbIX areHToB. HakoHew, B 90-e rogbl XX Beka nosiBu-
nacb BO3MOXHOCTb NOMyYeHNst peKOMOWHAHTHbIX (DaKTopoB
CBEpPTbIBaHMA KPOBMU.

CnepfyeT OTMETUTb elle OAMH BaxHbI akT. [ns Toro 4Tobsl
BBeCTM GonbHomy remodunmern 2000 ME akTopa CBEpPTbI-
BaHua kposu VI (FVIII) HeobxoamMMo BHYTPMBEHHO NEPennTb
4000 mn uenbHom kposu, 1nm 2000 mn nnasmel, vnm 400 mn
Kpuonpeumnutata, unn 20 mn koHueHTtpata FVIII 1-ro nokorse-
HUA, nnn 5 mn npenapara FVII, nony4eHHOro ¢ NOMOoLLbIO pe-
KOMBUHaHTHOM TexHonormum — rEVIIL (cm. puc. 1).

ERahice) Suld Kpwvo- CpefHemn 04nCTKM 7l
HenbHou npeuunuTaT KOHLeHTpaT FVIII (1-e noxonetive
KpOBWU P P npenapaTos)
<1930 1930 1940 1950 1960 1970 1980 1990 2000 2010
l/IMMo6vm|/|3§u,vm, Hwn3ko- 3 T — rFVIII
XOnop, NMokou, [Mnasma OYULLEHHbIN 06pa60TKa FVIII (2-e nokoneHwve
obe3bonBaHme KOHLeHTpaT FVIII P npenapaTos)
<4000 2000 400 80 —— 20 5 5

ObbeM npenapatos (B M), B KOTOpoM cogepxxutcs 2000 ME FVIII

Puc. 1. 3Boniouns neyeHnsa remopunnm
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Pa3BuTME pekoMOMHaHTHoW JHK-TexHonorum nonyyerus 6en-
KOB MO3BOSIUIIO HaNaguTb MPOW3BOACTBO PA3NN4YHbLIX Mpenapa-
TOB, B TOM 4U1CIe U PaKTOPOB CBEPTbIBAHUA KPOBU. OCHOBHbIMM

Puc. 2. Cxema TexHONOrnyeckoro npotecca
npowussopacTaa rFVIII

NpenMyLLeCTBaAMU PEKOMONHAHTHBIX (PaKTOPOB CBEPTbIBAHMS a N

KPOBU ABASIOTCH: HE3aBUCMMOCTb MPOM3BOACTBA OT JOHOPCKOM 13 reHoma YenoBeka BblOAENAIOT reH,

MnasMmbl, BbICOKAsA CTEMeHb OYUCTKK, MO3BOMAIOLAA MONYYnUTb KogmpytoLwmn npogdykumio FVIII

cneumndunyeckyto aktTmBHOCTb bonee 1000 ME Ha 1 Mmr Genka, \_ W,

1 abcontoTHas BMpycHas 6e30nacHoCTb. ~

MpoLiecc NPOW3BOACTBA COBPEMEHHbIX PEKOMBUHAHTHbIX thak- C nomoLuio BekTopa (nnasmuasl) AHK FVII scrpavsatot

TOPOB CBEPTbIBAHMSA KPOBW O4eHb CIIOXKEH W MpeaycMaTprBaeT B ALPO KNIETOK ANYHMKOB KMTANCKOIO XOMSA4Ka,

nocnefoBaTenbHYIO CMeHy HECKONbKIX cTagui (puc. 2). _ KOTOpbIe CNOCOBHbI BbipabaTbiaTh FVIII )

- ~——

Mpexae BCEro BbIAENAOT reH YeoBeka, KoAMPYLWMM CUHTE3 ~ ~

nednumtHoro FVIIIE mnu FIX. 3atem BcTpauvBator OHK gedn-

UMTHOro haktopa B SAPO KIETOK NabopaTopHOro XMBOTHOIO KneTkin magHoro kneto4Horo barika XPaHAT B KAKOM

(Hanpumep, B AAPO KNETOK AUYHWMKOB KUTANCKOTO XOMSYKa), SEOTE Mg Teme ey - 12e7e

npodyumpytomx daktop. Cnegylowmin 3Tan BKIOYaeT 3aMo- - J

paxKvBaHWe 1 XpaHeHWe KNEeTOK, NPOAYLMPYIOLWMX pekoMbu- -~

HaHTHbIN akTop. Nocne pa3MopaXmBaHNA KNETKN NOMEeLLAIoT ( )

B CreumanbHbIn O1opeakTop, B KOTOPOM MPOUCXOAWT Bblidene- Knetku rmaeHoro KJIETOYHOTO Barka pasMopaxunBsatot

Hue rEVII unn rFIX 13 Knetok B NUTaTeNbHbIA PacTBOpP. 3aTeM W FOTOBSIT PabO4MI KNETOHHbIN GaHK

NPOBOASAT O4MNCTKY NOMYYEHHOTO Befika C MOMOLLBIO Pa3MHYHbIX K J

METO[OB, B TOM YMC/1e METOLOM XpoMaTorpadum. MoxeT ObITb ~

NpenyCMOTPEHO HECKONbKO CTyneHer oymcTku. [ns obecne- a 6 6 N

4eHMs MakcMManbHowm HGe3onacHoCT Npenapata B nocienHee [rterid [ R ED [IRUORIIRD D21 noisl ey

BpeMsi B MPOLLECC NPOV3BOACTBA BBeAEHa ynbTpacuibTpaLms B ”MTaT%ﬂbHy'o B GELHEREOEL & CpE

4epes HaHOMUIETPbI. S [00aBAA0T pacTBOP NAa3mbl HeroBeka )
~——

TeXHONMOrMYECKM MPOLLECC MPOU3BOACTBA PEKOMOWHAHTHOTO ( B ™\

npenapata 3aHUMaeT AJIUTeNbHOe Bpems. Ha npor3BoacTBo W3 nutatensHom cpeabl 0TbMpaloT HapaboTaHHbIe

ofHOW NapTum Npenapata Korenant MCO («baitep», CLLA), Ha- monekynbl rFVIIF 1 KOHLEHTPMPYIOT C MOMOLLbIO

npumMep, yxoaut 265 aHen. \_ ynbTpacuisTpaLmm )
~——

Ha cerogHsWwHNA AeHb B Poccum 3aperncTpmpoBaHo Oorbluoe ~ ~

KONM4YeCTBO MNpenapatoB OJ1f NevYeHus reModuivm, Kak no- Monekysbl rEVII o4nLLaloT ¢ MOMOLLbIo

NIYYEHHBIX M3 Na3Mbl JOHOPOB, Tak W C MOMOLLBID peKoMOU- Xpomatorpacpuyeckmx MeTogoB. MpoBoadaT ABa 3Tana

HaHTHon [HK-texHonormm (cMm. Tabnuuy). Mnasmartuyeckue MHaKTMBaLMW BYPYCOB

npenapaTtbl BbICOKOO Ka4ecTBa WM B KONM4YeCTBe, 4OCTaTO4HOM - J

Lnsi neveHns OonbHbIX reModunuert, B PO Hukorga He Bbiny- -~

ckanucb. B fematonormyeckom HaydHoM UeHTpe (MHLL) PAMH ( N

(HbiHe THL, MuHaapasa Poccum, Mocksa) 6binn paspaboTaHsi Mpenapart crabunyanpyiot (€ NOMOLLbIO anbbymuHa nam

1N B OrpaHNYEHHOM KOJIMYECTBE BbIMYyCKaNMCh Nna3matnyeckme caxaposbl), pUNLTPYIOT, IMOMUN3NPYIOT

npenapatbl — Arempun A n Aremgun B. B cBA3n € 3TiM MHOrme \ J

Tabnuua. 3apeructpmpoBaHHble B PO npenapatbl Ans neyeHus remocbmnmnm

McTouHmK nonyyeHms Mpenapatb! FVIII Mpenapatbl FIX MpenapaTbl Ans neyeHmns

npenapara ans neyeHus remopunmn A ans neyeHuns remopunun B WHIMOUTOPHOM reModunmm

Mnazma aooHopoB Aremdun A (THL, Poccus) Aremdun B (THL, Poccus) ®EWVBA® («bakctep»)

Bepuate® («CSL Behring») Aiimacukc AN® (KeopuoH) Yman-komnnekc® («KegpuoH»)

Bunate® («OkTacapma»)
FfemMOKTUH («BroTect»)
femodun M® («bakctep»)
NmmyHaT® («Bbakcrep»)
Koait ABU® («Barep»)
OkTaHaT® («OkTachapma»
SmoknoT AN® («KeoproH»)

NmmyHnH® (Bakctep)
MoHoHanH® («CSL Behring»)
OkTaHanH® («OkTacdapma»)

PekoMOUHaHTHas KoreHaint ®C® («Banep»)
AHK-TexHonorus PekomBurHaT® («BakcTep»)

Apgent® («Bakcrep»)

OkTodakTop (3A0 «TEHEPUYM», Poccus)

WNHHOHadgakTop HoBoC3BeH®
(3A0 «TEHEPUYM>», Poccums) («HoBo Hopamck»)
Koarun-VlI

(3A0 «TEHEPUYM», Poccust)

OkTodakTop



OecaTuneTus nnasmatmdeckme npenapatbl Ansg nedeHns 6onb-
HbIX reMOUIMEN NPUXOAMNOCE MOKYNaTk 3a pybexom. B Poccum
TakXe He BbIMyCKanncb M PeKOMOUHAHTHbIE MpenapaTbl ANs Ne-
YyeHus BonbHbIX reModunment, xota cama JHK-TexHonorns 6eina
M3BeCTHa B CTPaHe 1 MCMonb3oBanach A5 Npov3BOACTBa HEKO-
TOPbIX MPenapaToB, TaKMX Kak MHCYNWH, 3pUTPOMO3TUH, KONOHU-
ecTMynuMpytoLLme GakTopbl, HEKOTOPbIe TOPMOHbBI U T. 4.

Bnepeble B Poccum  BbINYCK PEeKOMOMHAHTHBIX Mpenapa-
TOB [N nedyeHWs OonbHbIX remodunmern Obin  HanaxeH
3A0 «EHEPUYMp». B o4eHb CKaTble CPoKM, ByKBanbHO 3a He-
ckonbko neT, 3A0 «EHEPMYM» yaanock paspabotatb 1 Bbiny-
cTnTb rFVIla (antakor anbda, Koarnn-VII) ana neveHms 0omnbHbIX
C NHrMbUTOPHOM remodumnmert (2010 r.), rFVIII- BDD (Mopok-
TOKOT anbda, OkTodakTop) ANs fedeHns BoNbHbIX reMotu-
nven A (2012 1) u rFIX (HoHakor anbca, VHHoHadakTop)
N8 nedveHus 6onbHbIX remodunuen B 2013 1. (cm. Tabnunuy).
Taknm 06pa3om, Ha cerofHALWHUA aeHb 3A0 «EHEPUYM» —
e[IMHCTBEHHAs KOMMaHNS B MUPE, KOTOPas BbIMYCKAET NOMHYIO
TIMHEeNKY pekOMBUHAHTHBIX NPenapaToB Ans neveHmns BoMbHbIX
remModunmen.

«EHEPYM» — npoekT no co3paHuMio Hay4HO-mccnenoBaTeslb-
CKOTO LEHTPa N COBPEMEHHOTO BMOTEXHOMNOMMYECKOro NPoun3-
BOLACTBEHHOrO NpennpuaTus, BblNMyCKaOLWEro reHHO-UHXe-
HepHble npenaparbl C MOIHbIM TEXHONOrMYeCKUM LIMKITOM — OT
KyNbTUBMPOBaHNS MPOAYLEHTOB [0 FOTOBOW NeKapCTBEHHOM
popMmbl.

Llenb npoekTa «[EHEPUYM» — obecneyeHne 30paBooXpaHeH s
PO CcOBpPEMEHHBbIMN EHHO-UHXEHEPHBIMW NEKAPCTBEHHLIMU
npenaparamy oTe4eCTBEHHOro NPOW3BOACTBA AN OMArHOCTU-
KW U NeYeHNs TSXESbIX 1 COLMANbHO 3Ha4YMMbIX 3a00neBaHNN.

OkTodakTop - rFVIIl c ynaneHHbImM B-gomeHoMm.

B xome | dasbl KNNMHNYECKOro NUCCNefoBaHWA, BbIMOMHEHHOMO
B MHU MwuH3gpaBa Poccumn, Obinuv m3ydeHbl apMakokuHe-
TUYECKMEe CBOWCTBA, MEePEeHOCMMOCTb U ©e3onacHoCTb npe-
napata OKTO(MakTop Mnocse OAHOKPATHOTO BHYTPUBEHHOIO
BBedeHWs pa3Hbix 4o3 npenapata (10, 25, 50 n 60 ME/kr)
OOonbHbIM C TAXENION U CpefHeTIXeNon hopmon reMobmnnm
A. B nccnepoBarme 6binn BKtOYEHb! 12 My>HYUMH B BO3pacTe OT
24 po 57 net. NiccnepgoBaHue nokasano, 4to OkTodakTop Xo-
POLLO NepeHOCUNCA, BBELAEHME NpenapaTta B N3y4aeMblx [03aX
He COMPOBOXAANOCb PA3BUTUEM HEXEenaTeNlbHbIX ABMEHUN,
TOKCUYECKUMM, TPOMOOreHHBIMU, UMMYHOTEHHBIMI 1 annep-
rA3NPYIOLWLMMU peakLmamm 31,

OcHOBbIBaACh Ha pe3sysnbratax | dasbl KIMHUYeCKoro nccnefo-
BaHWA npenapata OkTodakTop, ObiNo NPOBEAEHO PaHIOMM-
31POBaHHOE, MHOMOLEHTPOBOE KIIMHUYECKOe WCCefoBaHme
3 heKTMBHOCTM npenapata OKTOMaKkTop B CPaBHEHUM C rpe-
napatom OKTaHaT y OOMbHbIX C THXENOW U CpeaHeTsXenomn
dopmon remopunum A -1l da3bl. ViccnenoBaHve nposo-
LNV B COOTBETCTBUWN C STUHECKMMU MPUHLMMAMW, N3NOXEH-
HbIMM B XenbCWMHCKOW [eknapaumm BcemMupHoOM MeauumH-
ckon accoumaumm (2008 r.), demepanbHbIM 3aKOHOM PO
oT 12.04.2010 N261-@3 «O6 obpalleHUM NeKapCTBEHHbIX
CpencTs» 1 ApyruMu AeNCTBYIOWMMMU HOPMATVMBHO-MNPaBOBbI-
MW [OKYMEHTaMM1, C CODMOAEHMEM BCEX MPaBWS COBPEMEH-
HOW [OoKa3aTenbHOM MeauumHbl. KaxXabiv naumeHT Jo Havana
NCCNefoBaHWs NonyyYnn MHMOOPMAaLMOHHbBIV NINCTOK MauMeHTa
C ONMcaHMeM UCCNeaoBaHUsa U fan 4oOpPOBOSbHOE MUCbMEH-
HOe NOATBEPXXAEHME CBOEMO COMNacms Ha y4acTue B HEM.

NccnenoBaHne npoBoaunn Ha 0Oase Tpex ueHTpoB — THL,
MwuH3gpaea Poccnm (rmasHbI uccnegosatens — npod. B.1O.
3opeHko), Topoackon nonuknmHMk Ne37 CaHkT-leTepbypra
(rnaBHBbIM MccnefoBaTenb — KaHA. Med. Hayk TA. AHopeesa)
n HUWN rematonorum, TpaHCY3MONOrMM N VMHTEHCUBHOM

Tepanum CamMapckoro rocyaapCTBEHHOMO MeAVNUMHCKOTO YHU-
BepcuTera MuHsgpasa Poccum (rnaBHbIM McCnefoBaTtess —
npod. W.J1. NasblgkuH).

Llenb vccnepoBaHns — oleHka 3ddekTnBHOCTM 1 Hesonac-
HOCTM npenapata OKTOMaKTop B CPaBHEHWMM C MpenapaTom
OkTaHat B npodunaktmke (1-1 4actb) 1 nedeHnn (2-9 4actb)
KPOBOTEYEHMIN Y MALMEHTOB C TAXENOM U CpefiHeTsKenon dop-
Mou remounnm A.

OkTaHat® («OkTachapma», ABCTpUS) — NnasMaTu4eckuin npe-
napat FVIII — B ka4ecTBe npenapaTa CpaBHeHWs Obl BbIOpaH
B CBf3W C OTCYTCTBMEM Ha POCCUMNCKOM PbIHKE OpUTMHamMb-
HOro npenapata MOPOKTOKOra anba. Takxke Ha BblIbop npe-
napata CpaBHeHUsA NOBAVAN TOT dakT, 4To OKTaHaT BKIIOYEH
B HaumoHanbHbI cTaHgapT PO m WMpoKo ncnonb3yetcs Ans
neveHns 6onbHbIX reModunmen A B Poccum.

B ka0 Yactn nccnefoBaHum y4actBoBanu 18 B3pocsibIx pa-
Hee neveHHbIx 6onbHbIX (100 1 Bonee oHen BBedeHWUs Npena-
patoB FVIII) c Taxenon n cpegHeTskenon popmon remodunmn
A, KOTOpble HUKOFAa He Menu NHrnbuTopos K FVIII. CornacHo
paHoomMm3aumm  GonbHble ObiNM  pa3geneHsl Ha 2 rpyn-
nbli: 1-a rpynna (n = 9) nonydana OkTodakTop, 2-1 rpynna
(n = 9) — OkraHat. C uenbio NPOMUNAKTMKIA KPOBOTEYEHNI
npenapat (OkTochaktop mnmM OKTaHaT) BBOAWMN BHYTPUBEH-
HO CTPYMHO MensnieHHo (B TeyeHe 2—5 MUH.) B pa3oBou Oose
30 £ 5 ME/ kr kaxable 48 4. [1na KynnpoBaHMs BO3HUKAIOLLIMX
KPOBOTEYEHMI Pa30oBYyi0 A03Y W KPaTHOCTb BBeAEHWS Npenapa-
Ta PACCHUTBIBANM C YHETOM THXECTU W NoKanm3aumm KpoBoTe-
4eHua 1M HeobXo4MMOro MoBblleHns akTmeHocT FVIII no ob-
LenpuHaTon hopmyne 451,

[MpodunakTnyeckoe neveHve nNpenoTBpaLLaeT pa3BUTUE KPO-
BOTEYEHWI N YMEHBLUIAET UX TAXECTb, MO3TOMY OCHOBHbIM KpU-
TepmeM 3PpdeKTMBHOCTM NpenapaTos B 1-1 4acTu nccnenoBsa-
HWA ABNANACk YacToTa KPOBOTEYeHMI 3a Nepuopa, HabnoaeHus,
OONONHUTENBHBIMWU KPUTEPUSMU — TAXKECTb BO3HWUKLUMX KPO-
BOTEYEHUI, aKTVMBMPOBAHHOE YacTNUYHOE TPOMDBOMNIacTMHOBOE
Bpems (AYTB) 1 akTuBHOCTL FVIII 0o 1 Yepe3 30 MUH. nocne
BBeAEHWNS MnpenapaTa B CPaBHEHWW C HOPMasbHbIMK 3Ha4e-
HUAMW. 3a 26 Hef. y NMauueHToB 1-1 rpynnbl Obio 3aperu-
CTPUPOBaHO 38 3N130[40B KPOBOTeYeHU, 13 HMX 4 (10,5%)
Taxenbix, 22 (57,9%) cpenHetsxenbix, 12 (31,6%) nerkux.
Y naumeHToB 2-i rpynnbl Obino 3aperncrprpoBaHo 50 3nu-
30008 KpoBOTedeHn, 13 Hux 10 (20%) Taxenbix, 38 (76%)
cpepHetsaxensix, 2 (4%) nerkvx. Takum obpa3om, KposoTe-
YeHWs BO 2-1 rpynne Obinn HGonee TaXenbIMn, pasnnyms oka-
3aN1Cb CTATUCTUYECKM 3HauMMbIM (p = 0,002). CpeniHee Ko-
NNYECTBO KPOBOTEYEHUI Y NaUMEHTOB -1 rpynnbl COCTaBUIO
4,22 £ 8,59, y naumeHToB 2-n rpynnel — 5,56 *+ 9,44, Yepes
30 MUWH. nocne BBefeHWs 0boMX MpenapaToB MPOUCXOAMIN
cTaTncTMYeckm 3Hadmmble (p < 0,05) CHUXeHWe 1 HopManu-
3aumd AYTB u nosbiweHme aktueHoctk FVIII. CpegHaa onm-
TENbHOCTb 3MM30[0B KPOBOTEYEHWM Y NALMEHTOB 1-11 rpynnbi
oKasanacb MeHblle, YeM Yy naumeHToB 2-1 rpynnel (1,32 +
0,74 npotvs 2,04 = 1,6 aHs; p = 0,007). B 1-1 rpynne Takxe
ObInn MeHblLe CpefiHee KONMYeCTBO BBEEHWI npenapata ans
KynNMpoBaHus remoppariyeckix annsonos (1,32=+ 0,7 npotvs
2,36 £2,2; p=0,001) 1 cpeaHss oLeHKa CTeneH BbipaXeH-
HOCTW BONeBoro CUHAPOMA MO BW3yaSlbHOW aHANIOrOBOW LUKaA-
ne—BALLU (3,19 £ 2,1 npotne 5,39 + 2,28 6anna; p<0,001).
OueHka 3(pheKTUBHOCTM NpenapaTos No OCHOBHOMY M O,OMOJI-
HUTENbHLIM KpUTEpMAM Mnokasana, 4to OkTodakTop B [03ax
25-35 ME/kr adppekTvBeH ans npohrnakT1Km KpOBOTEYEHWN
y BONbHBIX C TAXENION U CpedHETXenon hopMon reMopuinm
A, pe3ynbrathl ero NpUMeHEeHUs CONOCTaBMMbI C pe3ynbTaTamu
1cnonb3oBaHWs npenapata OkTaHaT ol

Bo 2-1 yactu uccnegosaHma (neveHne no TpeboBaHMio) oc-
HOBHbIM KpuTepreM 3MAMEKTUBHOCTU MPenapaTos ABNANOCh
KONMYeCTBO BBEAEHWUM npenapaTta Ais KynvpoBaHWUS OAHOIO
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Puc. 4. AnHamuka obecneyeHHOCTM NpenapataMm 5,45
FVIII (8 ME Ha pywy HaceneHus B rog) B P®
c2002 no 2013 rr. 473
! 4,55
4,17
3,79
3,34
1,6 1,6
0,2 0,2 0,2 0,3 I
- - - [ |
2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013

3MNM3043 KPOBOTEYEHMS C YHETOM ero CTeneHm TAXeCTu, AOMNon-
HUTENbHBIMU KPUTEPUSMU — KONMYECTBO BBEAEHWI NpenapaTa
ONs KyNMpOBaHUs KPOBOTeYeHUI 3a Becb nepuof Habnoge-
HWA, CpefiHee KONMYecTBO npenaparta Ang KynmpoBaHUa O4HO-
ro 3M130[a KPOBOTEYEHUS!, CTEMEHb BbIPaXKeHHOCTW BoneBoro
cvHgpoMa no BALL. OueHka 3(hdeKkTMBHOCTM MpenapaTos
Mo OCHOBHOMY W LOMONHUTENbHLIM KPUTEPUAM MOKasana, 41o
OxTOhaKkTOp B CTaHAAPTHbIX 403aX 3 deKTUBEH ANF OCTaHOBKM
KPOBOTEHEeHUM Y BOMbHbIX C TAXENOW 1 cpefHeTsxenon dop-
MOV reMounmm A, pesynbrathbl ero NpUMeHEHVA CONOCTaBVIMbI
C pe3ynbraTamm Ucrnonb3oBaHus npenapata OkTaHat .

NceneposaHue [I=I11l da3sbl Takxe nokasano, 410 MCNomnb3oBa-
Hne npenapata OkTohakTop C Lefbio NPohUIakTKK 1 No Tpe-
©oBaHMIO AJ1% OCTAHOBKM BO3HMKLLIMX KPOBOTEHEHMIA Obino Ta-
K1M e Oe30MmacHbIM, Kak 1 NpuMeHeHve npenapata OKTaHar,
1N He COMPOBOXAANOCh TOKCMYECKUMMW, TPOMOOTEeHHBIMU, M-
MYHOFeHHbIMW 1 anneprimiyeckMm peakumamm & 71,

TakuM 00pa3oM, pesynbraThl MPOBEAEHHBIX WCCIeL0BaHUN
CBWOETENbCTBYIOT O TOM, YTO HOBbIV OTeYeCTBEHHbIN npenapat
OkTohakTop MO 3PDEKTUBHOCTM 1 6E30MaCHOCTU CONOCTaBUM
C NnasMatnyecknm npenapatom OKTaHaT 1 ero MOXHO MCNOoSb-
30BaTb Kak AN KYyNMPOBaHWS remMopparmyeckyx 3nv3o[os,
Tak U AN NPoMUNaKTNHECKOro neveHnst BOoMbHbIX C TAXENon
1 cpefHeTsKenon popmon reMocmnmm A.

[anbHenwee ncnonb3osaHme Npenapata OKTogakTop NO3BOMMT:

> paclMpuTb BbIOOP MpenapaToB Ons NeveHns B6oMbHbIX re-
Modunmen A; akTUBHO MCMONb30BaTb MMMNOPTO3aMELLato-
e TeEXHONOornu;

Jlutepatypa

> mn3bexaTb He3annaHMPOBAHHOW CMeHbl MpenapaToB U, Ta-
KM 00pa3oM, CHU3UTb PUCK Pa3BUTUNS MHTMOUTOPHOM dhop-
Mbl reMopunnu;

> pewmnTb BONpoc obecrneveHns NauMeHToB O4HUM npenapa-
TOM MpU Tepanmm UHAYKUAM MMMYHHOW TONEPaHTHOCTA.

Ha puc. 4 npepctaBneHa AMHaMuKKa pocTa obecneyveHHOCTU
npenapatamu FVIII 8 PO B neprog ¢ 2002 no 2013 . B P®, Ha-
4ymHasa c 2005 ., oTMeYaeTcs HeYKNOHHbIM POCT 3aKynky npena-
paToB AN14 3amMecTuTenbHOM Tepanum remoduninm A. OTpagHo,
4TO B MOCsIeAHME rofbl HOMbLIOM BKMa B 3TOT MPOLLECC BHeCa
1 oteqecTBeHHasa kKomnaHmsa — 3A0 «TEHEPUYM».

BcemumpHan cegepaums remocdmnum (World Federation of
Hemophilia — WFH) npeanoxuna oueHMBaTb OOCTYMHOCTb
3aMeCTUTenbHOM Tepanuu ANns BONbHbIX remModunnen ¢ no-
MOLLbIO KOMMYeCTBa MexXAayHapodHbix eavHuy, (ME) npena-
paToB, 3akymaeMmblX OpraHamMy 34pPaBOOXPAHEHWMA Ha AOyLly
HaceneHus B rof. bbina mpepnoxeHa M OLEHOYHAs LUKana:
0-1 ME — bopbba HonbHoro 3a BekmnBaHue; 1-3 ME — cyHK-
LIMOHaNbHas He3aBMCUMMOCTb DonbHoro;, 3—-6 ME — uenoct-
HOCTb CycTaBoB; 5—7 ME — nonHas nHterpaums 6016HOro B 06-
LecTBo. JanbHenLwas nepcrnekT1Ba pa3BmUTUS 3aMeCTUTeIbHOM
Tepanumn reModuMmM B Halllel cTpaHe cBsidaHa C pa3paboTkom
1 BbINYCKOM OTEYeCTBEHHbIX NMPENapaToB NPONOHMMPOBAHHOIO
LeNCTBUS, C YBENUYEHNEM LOMM PEKOMOUHAHTHBIX Mperapa-
TOB, C 3aMeLleHEM WMMOPTHbIX MpenapaToB OTeYeCTBEHHbI-
MKW B paMKax [ocymapcrBeHHoW nporpammbl « GAPMA 2020»
(«KoHuenums  Ctpatermmn  passutus  hapMaLeBTUHeCcKon
npombiwneHHocTn Poccninckon ®epepaumm go 2020 roga
«200 oTe4eCTBEHHbIX MPenapaToB»).
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