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UHCTEF YKHI/I;F OCNEONOBATENBHOCTL 0001)

O MEJUIIMHCKOMY NPUMEHEHHUIO JJEKAPCTBEHHOI'O ITPEITAPATA
OxkTodakTop®

PerncrpannonHoe yiocToBepeHue:

Toprosoe HanmeHoBanue: OxTopakTop®

Me:xkayHapoaHoe HemaTeHTOBaHHOe HaMMeHoBaHHe: MopokTokor anbda.

JlekapcTBenHasi ¢opma: Jlmodunusar sl NPUTOTOBICHUS PAcTBOpPa JUIsl BHYTPHUBEHHOTO
BBEJICHUSI.

CocraB: (hiakoH ¢ THODUIU3ATOM COACPIKUT

Oeiicmeyiouiee 6eujecmeo:

MOPOKTOKOT alib(ha 250 ME, 500 ME, 1000 ME unu 2000 ME

ecnomozamelsibHble eeuiecmea.

HATpUsl XJIOPU 36,0 mr
caxapo3a 12,0 mr
TUCTUIUH 6,0 Mr
KambIUsl XJIOpUAa AWTUApAT (B mepecyere 1,0 Mr

Ha OE3BOJTHOE BEIIECTBO)

nosmcopoar 80 0,4 mr

OnnH GaakoH ¢ paCTBOPUTEIIEM COAEPKUAT pacTBop HaTpusa xjopuaa 0,9 % 11 MHBEKIHH — 5 MII.
2

Onucanue:

Jluogpunuzam: amopdHas Macca OT 6€710T0 40 OEIOT0 CO ClIeTKa JKEeJITOBATHIM OTTCHKOM IIBETA.
Pacmeopumens: npo3paynas 6ecrBeTHast KUIAKOCTb.

Boccmanosnennviii pacmeop: TpPO3pauHbli MM €1a00 ONANEeCHUPYIOMNN OECIBETHBIA HIIN
CJIETKa KEJITOBATOrO I[BETA PACTBOP.

dapmakoTepaneBTHYeCKas TPyNIa: IeMOCTaTHYECKHUE cpelcTBa; BUTaMuMH K U npyrue
reMOCTaTHYECKUE CPeICTBa; (haKTOPhI CBEPTHIBAHUS KPOBH

Koa ATX: B02BDO02

dapmMakoJIornyecKne CBoiicTBa

dapMakoJUHAMUYCCKHE CBOMCTBA

Mexanusm deticmsus

JleiicTByroliee BEIIECTBO Ipenapara - peKOMOMHAHTHBINA (hakTop cBepThiBaHusi kKpoBu VIII c
ylaleHHbIM  B-moMeHoM  (MOpOKTOKOr — anb(a) mpoayumupyercs MOIUGPHUIIMPOBAHHOM
nepeBuBaemMord JuHuer kietok CHO 2HS, monmydeHHoW TpaHC(hEKIued KIETOK SUYHHUKOB
KHTANCKOTO XOMSIYKa, ¥ BBIJICISETCS C MCIIOJIb30BaHWEM TeXHOoJIoTHi pekomOnHanTHor JITHK.
PexomOunanTHbIN (hakTop cBEpTHIBaHUSA KpoBH VIII, Tak ke, Kak U SHIAOTEHHBIN, Y4aCTBYET BO
BHYTPEHHEM MEXaHU3Me CBEPTHIBAHUS KPOBH, 0Opa3yss B MPUCYTCTBUU TPOMOOIUTAPHBIX
dochonunuIoB 1 MOHU3UPOBAHHOTO KAJBIMS KOMILJIEKC C (paKTOPOM CBEPTHIBaHHUS KpoBU X,
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KOTODBIH, aKTHBHpYeT (akTop CBEpTHIBARMS  KPOBH — 3oL TFChenti - -0becHednbaer

npeoOpa3oBaHue MPOTPOMOMHA B TPOMOMH, KOTOPBIH, B CBOIO O4Yepe/ib, IpeBpaliaeT (GuOpuHOreH
B (UOPHH, YTO MPUBOJUT K 00Pa30BaHUIO KPOBSHOTO CTYCTKA.

MopokTtokor anb¢a, IpeACTaBISIOMUN o000 TTUKONPOTEHH C MOJIEKYJIIPHOH Maccoil OKOJIO
165 000 nanbToH, UMEET CXOHBIE (PapMaKOIOIMYECKHE CBOWCTBA C OAHOM U3 (hOpM SHAOT€HHOTO
daktopa cBéprhiBaHus kpoBu VIII, mo3TOMy MOXKET HMCHOIB30BaThCSA MJIs 3aMECTUTEIbHON
tepanuu npu naepunurte daktopa cBEpThiBanusa VIII y manueHToB ¢ reModuiuel A C 1enbio
YMEHBIIIEHUS BBIPAXKEHHOCTH T€MOPPArnuecKoro CHHAPOMA.

Knunuueckas s¢pgpexmusnocme u 6e3onacnocmeo

Onenka >ddexTuBHOCTH U Ge3omacHocTH npenapara OkrohakTop® B paMKaX KIMHUYECKOTO
UCCIIEIOBaHMS MTPOBOAMIACE y 18 B3pOCIBIX MALMEHTOB C TXKEIOW U CpeaHeTsHKeNon hopMoii
remopminu. 3a 26 Hemenb HccienoBaHUs octarouHas akTuBHOCTH FVIII Ha Qone neueHus
npernapatoM Oxrtodaktop® 6bu1a He Menee 1 % (1,7 + 1,6 %). Beismsiach cxomHas
HopMmanu3anus aktuBHOCTH FVIII wepes 30 mMuHyT mociie BBeAeHHST 00OMX MpemapaTtoB Ha
¢dbunansHOM BuzuTe: 10 78,19 £ 17,74 % n 66,21 + 11,91 % B rpynmnax marueHTOB, MOJyYaBIIHX
Oxtotaktop® U MmuasmaTuueckuii Gaktop ceepThiBanus kposu VIII, coorsercTBenHO. CpenHss
4acTOTa dMU30/]0B KPOBOTEUEHHI B IpyMIie, NOdy4yaBIlel mia3MaTHueckuii (hakTop cBepThIBaHUS
kpoBu VIII 6bma Ha 25 % BeImIe U cocTaBmia 5,56 + 9,43 snu3on0B npotuB 4,22 + 8,58 B rpyrmre
npenapara Oxrtodaktop®. Cpemuue mnpoduIakTHdeckd 1036l mpemnapatoB OkTodpakrop® u
1a3MaTudeckoro (akropa cseproiBanus kpoBu VIII Obumu conmoctaBumsbr: 31,28 + 1,85 ME/kr
(2000 + 395,28 ME) u 30,22 + 3,14 ME/kr (2833,33 + 572,82) coorBercTBeHHO. Jls
Ky[UpOBaHUS DSMH30[I0B KpPOBOTEUEHHUS TpeboBanach Oojee BbICOKas J103a Ipenapara
Oxtodaktop® (3239,03 = 642,04 ME), uem mna3mMaTtudeckoro GakTopa ceepThiBanus kposu VIII
(2100,00 + 440,31 ME).

B HecpaBHUTETHLHOM IPOCHEKTUBHOM IMOCTPErHMCTPAIMOHHOM KIMHUYECKOM HCCIIEOBAaHUU
IV da3er y 30 B3pOCIbIX MAIMEHTOR € TSHKEIION U CpeHeTshKeIor hopmoii remodummu A Ha hoHe
npodUIaKTHYECKOro NpuMeHeHus npenapata Okrodakrop® Habmoganocs 1,4 + 2,58 snu3o0108
KPOBOTEUECHHI, M3 HHUX CIOHTAaHHBIX KpoBoTeueHuM — 1,13 + 2,19 cmyuaeB 3a 21 Henemio
uccienoBanus. Cpequsis AIUTEIbHOCTh TEMOpparuueckoro amu3oaa cocrasuia 1,2 + 0,57 nue,
a cpemHsisl UIMTEIbHOCTh CIIOHTAHHOIO remMopparudeckoro snuszoga — 1,18 + 0,46 nuei,
notpedosasmux 1,2 = 0,56 u 1,2 + 0,59 BBefeHnii npenapara OkTohakTop®, COOTBETCTBEHHO.
Cpennsisi 1o3a, 3aTpayeHHasi HaA KyUPOBaHUE 3MH30/1a CIIOHTAHHOTO KPOBOTEUYEHMUSI, COCTaBHIIa
3279,4 +2419,75 ME.

UYepes 30 MuHYT mocne BBejaeHHs mpemapata OkrodakTop® oTMeuansach HOpMATM3aIHsa
sHaueHnit AUTB wm akruBHocTH FVIII, crenens noBeimenus aktuBHocTd FVIIL (K-value)
cocraBuna 2,09 = 0,97 ME/nnn na ME/kr. 83,3 % nanueHToB uepe3 48 4acoB MMeNId OCTATOYHYIO
aktuBHOCTH FVIII >1 %.

Jlemu om 12 0o 18 nem

VY nereit B Boszpacte oT 12 mo 18 mer OxrodakTop® mpuMeHscsS s MPOPUIAKTUKA
kpoBoTeueHui B m03ax 30 — 40 ME/kr, koTopble aHAJIOTHYHBI J]03aM B3POCHBIX MarueHToB. Ha
dboHe nMpodUIaKTHIECKOTo JIEYCHHUST MeIraHa KPOBOTEUEHUH cocTaBmiia | anmu301 3a 6 MecsIeB
HaOJIFONEHU .

B HecpaBHUTENHHOM MPOCIEKTUBHOM KIMHUYECKOM HCCIeNOBaHUU J(P(HEKTUBHOCTH U
6ezomacHoctH npenapara Okrodaxrop”® y 11 marmenToB B Bospacte oT 12 10 18 neT ¢ Taxénoit
U cpenHeTsDkénoit dopmoil remodummu A cpenHssh 4YacTOTa T€MOPPArMUecKUX AIH30]10B
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coctaBmia 1,55 £ 2,11 ciyuaes, a cpeansia ya¢tora CH'(QI I&H‘EE; "BB%M‘-—T G,Q:’;"';'Q b,65

ciydaeB 3a 21 Henmemo wuccinenosaHud. Ilpu stom B 66,7% ciydaeB A KynUpOBaHUS
reMOpparkueckoro »mm3oma TmoTpeboBanock 1 Beemenue npemapata Oxrtodakrop®. s
KyIMUPOBaHUS AMH30/1a CIIOHTAHHOTO KPOBOTEUEHUSI B CPeJHEM TpeOOBajIoOCh BBEIEHUE OKOJIO
2600 ME npenapara (ot 1750 ME o 4000 ME).

UYepes 30 MuHYT mocne BBejaeHHs mpemapata OkTodakTop® oTMeuansach HOpMATM3aIHsa
sHaueHnit AUTB u aktuBHoctm FVIII, crenens mowimenus aktuBHOcTH FVIII (K-value)
cocramina 2,09 + 0,97 ME/nn na ME/kr. 88,1 % manueHToB uepe3 48 4acoB UMENH OCTAaTOUYHYIO
aktuBHOCTB FVIII >1 %.

Jlemu om 6 0o 12 nem

CyIecTByeT BeposATHOCTh HOBBIIEHHOH IToTpebHOCTH B penapate Okrodaktop® y nereit. B
HECPABHUTENLHOM MPOCIEKTUBHOM KIMHHYECKOM HCCleoBaHMH mpemapata Oxtodaxtop® y
27 nereit 6 — 12 net u 6 nanueHToB 2 — 6 JIET onpeAesieMble 3HaUEHUS IEPHUO/1A NOJTyBbIBEICHUS
U CTENEHU BOCCTAHOBJICHMSI aKTUBHOCTH Tpernapara OblUTH OTHOCUTENIBHO HUXKE TI0 CPAaBHEHUIO C
JaHHBIMU MTOKA3aTENSIMU Y TIOJPOCTKOB U B3POCIbBIX.

B koropre aeteit ot 6 10 12 neT Mmennana ynciaa KpoBOTeUEHUH Ha GOHE MPOPUITAKTHIECKOTO
JICYCHHUS] COCTaBWJa 3 J3MHU307]a KpOBOTEYeHWUH 3a 6 wMecsneB HaOmoAeHus. bwuio
3aperucTpupoBaHo 78 smu3onoB KpoBoteueHuur (62 (79,5 %) Buytpennux u 16 (20,5 %)
HApYXHbBIX), U3 HUX 27 (34,6 %) Obumu cioHTaHHBIMU, U 24 (30 %) pa3Bunuch B TeueHue 48 — 72
4acoB TOCJe  BBEAEHUs  ucciemyemoro mpemapara. [lomaBnsromee  OONBITUHCTBO
3aperucTPUPOBaHHBIX KpoBoTeueHui (57 umn 73,1 %) ObLIM cpeHel CTEeHH TSAKECTH, TaKKe
orMeyanoch 20 jerkux KpoBoTeueHui (25,6 %) u ogHo Tspkenoe kposoreuenue (1,3 %). U3 78
3aperUCTPUPOBAHHBIX KPOBOTEUEHMH Ha (QoHe mnpoduiakTuyeckoro yedeHus 68 (87,2 %)
notpeboBanu BBeAeHHs mnpenapata Okxrodaxtop® s KynupoBaHus u 10 KpoBOTEUeHHi
KyIUpPOBaJIUCh camocTosTenbHo. CpenHsis pa3zoBas mpoduiakThyeckas 1o03a MNpU JICUEHUU
npenapatom OkTodakTop® cocraBuna 39,12 + 7,79 ME/Kr Ha OlH 3ITH3071 BBEACHHS MPenapara.
Cpenusis cymmapHas 103a npenapata Oxrodaxtop®, TpeGoBaBIIascs 118 KyIHPOBAHUS OJIHOTO
AMU30/a KpoBoTeueHus, coctapmiia 3534,9 + 2329,02 ME. Crenenb BOCCTaHOBIEHUS aKTUBHOCTH
FVIII (IVR) B moxarpymniie nanueHToB ¢ MPUMEHEHHEM cpeqHel npoduiaakTuyeckoi 10361 <40
ME/kr cocraBuna 49,19 + 14,21 %, B noarpynmne >40 ME/kr - 35,38 + 8,72 %. Ha GonpmmHCTBE
BU3UTOB Y IOJIOBUHBI MALIMEHTOB COXpaHsyack ocrarouyHas aktuBHocTh FVIII >1 %. Yepes
30muH/ 14 mocnie BBeIeHHS HcciemyemMoro npenapara aktuBHOCTh FVIII moBeimanace no 47,34 +
14,67 %.

B koropre narueHToB oT 2 70 6 JeT ObLIO 3apETUCTPUPOBAHO 7 KPOBOTECUCHUH: 4 BHYTPEHHHUX
(57,1 %) u 3 HapyxHbIx (42,9 %). Bce 7 kpoBoTeueHuii Obun nmocTrpaBMaTudeckumu. Cpennee
YUCJIO KPOBOTEUEHUM cocTaBuio 2,3 + (0,6, pu 3TOM CIIOHTAHHBIX KPOBOTEUEHUH HE OTMEYAIIOCH.

Cpennsis mpodunaktTudeckas go3a cocrasuia 703,5 £ 214,1 ME unm 37,84 + 7,13 ME/kr Ha
OIMH SMH30[ BBEACHHUS Ipenapara MHUHMMalbHas pas3oBas nao3a cocrasisuia 450 ME, a
MakcumanbHas - 1000 ME, npu nedeHuun mo TpeboBaHUIO Il BCEX BBEICHUM HMCIIOJIH30BaIach
no3a 1000 ME. Ocrarounas aktuBHocTh FVIII >1 % Ha ¢doHe nmpoduiiakTUyecKoro je4eHus
COXPaHsIaCh TOJIBKO Ha HEKOTOPBIX BUBUTAX.

PapMaKOKMHETUYECKUE CBONCTBA

ITo ¢dapmakoknHETHUECKUM MapameTpaM pekoMOuHaHTHBIA ¢aktop VI ¢ ynanéunsim B-
JIOMEHOM (MOPOKTOKOT ayib(a) IKBUBAJICHTCH MOJIHOIETIOYEUHOMY PEKOMOMHAHTHOMY (hakTopy
VIII (okTokory anbda) u iazmaruaeckomy paxropy VIIL
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COOTBETCTBYET SKCNEPTHOMY OTYETY

B3pOCJBIM TanueHTaMm ¢ remodumiueil A cocrasmsier 76 — 112 %. AKTHBHOCTH Ipemapara
OxtodakTop® B mIa3Me CHIXKAETCS 1O ABYX(a3HOM IKCIIOHEHTe. B HauaibHOl (ase IpoucXouT
pacnpenesenre npenapara U3 coCyIMCTOro pycia B JIpyrue KUJKOCTH OpraHu3Ma C IepUuoioM
MOJYBBIBEIEHUS U3 IuIa3Mbl OoT 3 1o 6 4; mpumepHo oT 2/3 no 3/4 daxropa VIII ocraéres B
CHCTEMHOM KpOBOTOKe. B mocnemyromeit memimeHHON ¢asze (KoTopas, BEpOSTHO, OTpa)KaeT
notpebaeHue (akxropa VIII) mepuon monmyBeIBeACHUS COCTaBIsAET B cpeaHeM 12,69 4, a cpenHee
BpeMsl yIepxkaHus npenapata B opraHusdmMe 17 — 38 4. CpenHee 3HayYeHHE KIHMpPEHCA
COOTBETCTBYET 2,94 mii/u.

B Tabmuue 1 mpesncTapieHbl (apMaKOKHMHETHUeCKHe Mapamerphl mpenapata Oxrodaxtop®,
NOJyYeHHbIE B KIMHUYECKOM wuccienoBaHuu I ¢assl y 6 B3pocibIx mnaiueHtoB. [laHHble
npuBeeHsl s 10361 50 ME/KT.

Tabnuua 1. dapmakokuHeTHYECKHE MapaMeTphl npemnapata OkrodaxTop®
Y B3pOCIIBIX TIAIUEHTOB C reModuiiiend A

[Tauuentsl crapure 18 get, N =6

@K napamerp

M=£SD Med
AUCo.« (ME4/m1) 1517,8 £496,9 1550,4
AUCo.72 (ME 4/nm) 1497,8 +472,1 15350
Cl (an/4) 2,94+ 1,16 2,67
Cmax (ME/nn) 89,68 + 12,81 85,0
Tmax (9) 0,25+0 0,25
Kel (1/9) 0,053 £ 0,0094 0,053
[Tepuon monyBeBeacHus T1/2 (4) 12,69 £ 1,35 12,6
Kmupenc (mn/a°kr) 2,94+ 1,16 2,67
Cpennee Bpemst yaep:KuBaHus (4) 17,38 +2,51 17,97
&\;ﬁlﬁ/ﬁggaﬂomeﬂne ¢axropa VII) 1,79+ 0.26 1.7
IVR (%) 78,5+ 10,8 74,76

* M — cpennee, SD — cranmaptHoe otkionenne, Med — meauana, K-value — moBbIIeHHEe aKTHBHOCTH
daktopa ceepreiBanus kpoBu VIII, IVR - In vivo recovery (cTernenp BOCCTaHOBICHHUS! aKTUBHOCTH
npenapara)

Uccnenoanue @K y nereit ot 2 no 12 ner mokasano, 4yto 4epe3 1 yac mocie BBEACHUSA
npenapata OkTodakTop® aKkTHBHOCTH (hakTopa cBepThIBaHMA KpoBu VIII ToBBIIIAmache 0
42,78 % = 14,55 %. MakcumanbHoe 3HaueHue aktuBHOCTH FVIII yepe3 1 vac mocie BBeneHus
npenapara coctaBuio 67,6 %.

[Tnomans mon xpusoit aktuBHOCTh FVIII - Bpems Ha yuactke 048 u (AUCo43) U C
OKCMOHEHIIMANBHOU JKcTpanoysnueld Ha OeckoHeuyHOCTh (AUCo.inf) coctaBumm 632,57 =+
283,63 %*u u 654,30 + 290,08 %*4, coorBercTBeHHO. [lepros monyBeiBenenus (T12) mpenapara
Oxrodakrop® cocrasun 9,95 + 2,49 u.

Cpennee 3Hauenue K-value cocraBumo 0,86 + 0,29 ME/an nwa ME/kr, mnoka3zatenb
BOCCTaHOBJEHUSA in vivo - 41,47 + 14,40 %. Cpennee 3HaUeHHUE 110 MJIAHUPYEMOMY OBBIIICHUIO
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aktuBHOoCcTH FVIII mist snn3000B KPOBOTECUEHUH cpenﬂ&':%:r'e}%;ﬁ; %‘5‘1‘)11_%%5&;3%%8 '-{)1,957 +

0,17 ME/nn na ME/xr, moka3areib CTeIICHb BOCCTAaHOBJICHHS aKTUBHOCTH - 41,78 £+ 10,55 %.

Iepuon nonyBsiBenenus npenapara OkTohakTop® cOCTaBUI B JAHHOM HMCCIe0BaHUM 9,95 +
2,49 4, yTO cornacyercs ¢ pe3yabTaTaMH KIMHUYECKOT0 UCCIIEI0OBaHMS Tpernapara, NoJy4YeHHbBIMU
panee, ¢ yueroMm ocoberHHocTel @K manueHToB neTckoro Bo3pacta. Tak nepuoa noayBbIBeIeHUS
npenapata OxTodakTop® TOCIe OJHOKPATHOTO MPHMEHEHHs Y MAI[MeHTOB cTapmie 18 jeT ¢
remodunent A TsoKenon u cpenHeTsokenoi popmer B 1o3e S0 ME/kr coctaBun 12,7 + 1,35 gacos.
B rtabnume 2 mpeacTaBieHsl (papMaKOKMHETHYECKHE MapaMeTphl mpemapara Oxrodakxtop®,
MOJTy4YEeHHbIE B KIIMHUYECKOM MCCIIEIOBaHUU y 22 paHee JIeYeHbIX NMallMeHTOB B BO3pacTte oT 6 10
12 et u y 6 paHee J€4EHBIX NALUEHTOB B BO3pacTe OT 2 10 6 jeT. JlaHHbIE IPUBEAEHBI AJIs JO3bI
50 ME/kr.

Tabnuia 2. apMakOKWHETHYECKHE ITapaMeTphI Ipenapara OKTO(baKTOp®
y netreu ot 2 1012 ner

Jetn or 2 o 6 mer, N=6 Jerun ot 6 go 12 mer, N =22
@K napamerp

M £ SD Med M £ SD Med
AUCo.inf (%0*u) 550,94 + 172,32 507,32 756,11 £ 270,16 720,2
AUCo.48 ((%*u) 531,77 £ 163,96 499,2 731,82 + 264,94 694.9
Cmax (%) 67,88 +17,9 66,01 47,69 + 14,3 49,0
Tmax (u) 0,49 £ 0,07 0,49 1,28 1,98 1,1
Kel (1/9) 0,065 £0,011 0,064 0,070 £ 0,016 0,066
T2 (1) 11,00 £ 1,94 10,86 10,32 £2,27 10,7
&EEE/ME ) 135035 13 0,94 = 0,29 0,93
IVR (%) 63,74 £15,47 63,8 44,32 + 14,01 422

* M — cpeanee, SD — crammaptHoe ortkinoHenue, Med — memmana, K-value — moBwimeHue
akTUBHOCTH (hakTopa cBepThiBanus KpoBu VIII, IVR — In vivo recovery (cTeneHb BOCCTaHOBIIEHUS
AKTHUBHOCTH TperapaTa)

IToxa3zaHus K NpUMEHEHHUIO

Jleuenne W TPOPHUIAKTUKA KPOBOTEUYEHUH y MalnueHTOB ¢ remodummeid A (BpoXAEHHOM
HEJI0CTaTOYHOCTHIO (hakTopa cBEpThiBaHUs KpoBu VIII) B Bo3pacrte 6 siet u crapiie.
Ipumeuanue: npenapam Oxmogaxmop® ne codepacum axmop Bunnebpanoa, nosmomy He
nokazaw 0Jis1 ieverus bonesnu Bunneopanoa.

IIporuBonOKa3aHUsA
e [ unepuyBCTBUTEIBHOCTH K MOPOKTOKOTY ajb(]a, OeTkaM XOMSUKa, a TAK)KE WIH K JIIOOOMY
13 BCIIOMOTATEIbHBIX BELIECTB.
e Jlerckuii Bo3pacT A0 6 JieT (A0CTaTOYHBINA ONBIT MPUMEHEHHS OTCYTCTBYET).

I[IpumeHeHnne npu 6epeMEHHOCTH M B MIEPUO/I T'PYAHOI0 BCKAPMJIUBAHUA
HccnenoBanus Ha )KUBOTHBIX BIUSHUA akTopa cBepThiBanus VIII Ha penpoayKTUBHYIO CUCTEMY
HC MPOBOAUINCE. YuurtriBas PEAKOCTE BO3HHUKHOBCHMUSA I‘GMO(bI/IJII/II/I A Yy KXCHIIUH, OHAHHBIC O
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CMEPTHOMY OTYETY

IPYAHOTO BCKapMIIMBaHUs OTCYTCTBYIOT. B CBA3M ¢ OTHUM, cleqyeT IPUMEHATH Ipernapar
OxtodakTop® TONBKO MPU HATMYUK CTPOTUX TTOKA3ZAHUIA.

Cnoco6 npuMeHeHus1 U 103bl

Pexxum no3upoBanus

Ho3a dakropa cépreiBanus kpoBu VIII usmepsercs B mexxaynaponubsix eqununax (ME). 1 ME
akTUBHOCTH (pakTopa cBepThiBanus VIII skBuBaneHTHA KOMIMUecTBY (pakTopa cBepThiBaHus VIII
B | MJI my1a3Mbl KPOBH 3/10pOBOTO YETIOBEKA.

AxtuBHOCTh (hakTopa cBEpThiBaHus VIII B miasme KpoBU BbIpaXaeTcsst B MPOIEHTAX
(OTHOCHTEILHO HOPMaJIbHBIX 3HAUEHUH I1a3Mbl KPOBH uesioBeka) win B ME Ha eaunuity o0béma
(ME/nn).

Pacuér no3bl ¢pakropa cBéprhiBaHus KpoBU VIII OCHOBBIBaETCS Ha SMIUPUUYECKU MOTYUYEHHBIX
naHHbIX o0 ToM, yTo 1 ME dakTtopa VIII/Kr Maccel Tena moBbIaeT akTHBHOCTH JAHHOTO (paKkTopa
B IJIa3Me KpOBU B cpenHeM Ha 2 ME/mi, uto cocTtaBiser npubIn3UTeNnsHO 2 % OT HOpMaNbHON
AKTUBHOCTH.

Pacuem 0o3v1
PazoBas no3a nmpenapara OKTO(baKTOp® paccuuThIBaeTCA MO CIeAyIomeit popmye:

Heobxoduuoe Macca mena noebnfeeiffz Z?c%izocmu
womwecmag ML= 0,5 (ME/xe na ME/on)
paxmopa VIII (6 k2) ¢paxmopa VIII
(% unu ME/on)

rae BemmuuHe 0,5 (ME/kr ma ME/am) cooTBETCTBYeT YIBOCHHBI WHKPEMEHT CTCICHH
BOCCTaHOBJICHUS aKTUBHOCTH, 00ObIYHO HabrogaeMblil ocie BBeaeHus ¢pakropa VIIIL
BcenenctBue paznnuns cTENEHN BOCCTAHOBIIEHUSI aKTUBHOCTH i1 ViVo Y TIEPUO/A MTOJIyBbIBEICHUS
npernapara, BO3MOXKHBI WHIMBHIyaJbHBIC PEaKIUH MALMEHTOB Ha JIeYeHUE PEeKOMOWHAHTHBIM
¢daxTopom cBepThiBaHMs kpoBH VIII.

Bo Bpems 3aMecTHTeNbHOH Tepamum mpenapatoM OkTodakTop®, a TakKe OOUIMPHBIX
ONEpaTUBHBIX  BMENIATENLCTBAX HEOOXOAMMO  KOHTPOJMPOBaTh aKTUBHOCTH  (hakTopa
ceéptriBanus VIII B mirazme kpoBu 1a00paTOPHBEIMU METOIAMH.

[Tpu pa3BUTUU NPUBEIEHHBIX B TaOJIUIE TreMOpparuyecKux MPOsBIECHUN aKTHUBHOCTH (haKTopa
VIII B mu1a3me KpoBU HE JIOJDKHA OIyCKaThCs HIDKE YKA3aHHBIX YpOBHEU (B % OT HOPMBI HIIU B
ME/ni1) B TeUeHUE COOTBETCTBYIOIIETO MIEPHUO/Ia BPEMEHH.

Ta6muua 3. Pacuer 103 npenapara OxrodakTop® Ipu pasiIHyHBIX BUIAX
KPOBOTEUEHHH U OTIEPATUBHBIX BMEIIATEILCTBAX

Bun  kpoBoteuenuss wim | Heobxomumas [IepuoanunocTh BBEJICHUS (gacer)/
OIIEPaTUBHOTO aKTHBHOCTH (haKTOpa | MPOAOILKUTEIBHOCTD TEPANTUH (JTHH)
BMEIIATENLCTBA CBEPTHIBAHUSI KPOBHU

VI (% nmu ME/nn)
Kposomeuenus
Pannss ¢asa remaptpo3a, [loBTOpHBIE MHBEKLMHU IIpernapara KaxJble
KPOBOU3IUSHUE B MBIIIILY 20-40 12—24 4, kak MUHIMYM B T€Y€HHE | CYTOK 10

OCTaHOBKU KPOBOTEUEHMUSI.
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A KPOBOTCUYCHHE B (MOCNEOUEATENBAOCTE 000T]
MTOJIOCTB PTa

bonee  BBIpakeHHBIM  Te- IloBTOpHBIE WHBEKIMH Kaxaple 122449 B
MapTpo3, KPOBOMU3JIUSHUE B 30— 60 Teyenne 3 —4 gHeW 1w  Oonee, 70
MBIIIIITY WM FeMaToMa paspernieHuss 60JIEBOT0 CHHIPOMA M OCTPOTO

HapyHIeHus QyHKITUH.

Yrpoxaroriee JKU3HHA IToBTOpHBIE UHBEKITUH KaXKbIE 8 U 10 MOJTHON
KPOBOTECUCHHE 60 — 100 OCTaHOBKH KPOBOTCUCHUS, Janee —

NOAJCPKUBAIOAsl  TEpamusi B TEUCHUE
14 nuelt ¢ uaTepBaIoM 24 4.

Onepamueyble emeultameslibcned

Mamnoe, BKIIOYas yJajeHHE IloBTOpHBIE WHBEKINH Kaxasle 24 49, Kak
3y0a 30-60 MUHUMYM B T€4EHHE | CYTOK O OCTaHOBKH
KPOBOTEUCHHUSI.

OOmupHoE IToBTOpHBIE MHBEKITNH KaKIble 8 — 24 4, 10
20— 100 3WKWBICHHUSI paHbl, 3aTeM Tepamus Ha
OpPOTSKEHUM HE MeHee 7  JgHeH it

(mo u mocie
MO IIePKAHUS aKTUBHOCTH (hakropa

OTICPAITHH )

cBéprhiBaHus kpoBu VIII Ha  ypoBHe
30— 60 % (ME/nmn).

HDOd)I/IJIaKTI/I‘-IGCKOG JICYCHUC

Jlist 1oIroCcpOvHOM MPOUITAKTUKY KPOBOTEUSHHUH y MAIIMEHTOB, CTPAAAIONINX TsKENOH popmoii
remounuu A, cpemnsisi no3a npemnapara cocraBisieT 20 — 40 ME/Kkr ¢ WHTEepBaJIOM BBEICHUS
KaxJple 2—3 nHsA. B HEKOTOPBIX CUTyalHsIX, HAIPUMED, y MALIMEHTOB MOJIOIOTO BO3PACTa, MOKET
noTpebOBaThCS COKPALIEHUE MHTEPBAIIOB MEX 1y BBEACHHUSIMH WJIU MOBBIIICHNE J03bI IIperapara.
[Tpumenenne npenapara OktodakTop® B MPOPUIAKTHUECKNX IIENSIX Yallle, yeM | pa3a B CyTKH,
KaK TpaBujIo, He TpeOyeTcsl.

[IppMeHEHNE YV TTAIIMEHTOB C 3a00JICBAHUSIMHI ICYSHH U ITOYEK

HeobxomuMocTh M3MEHEHUs [03bl Yy TMAlMEHTOB C 3a00JIEBaHUSMU TI€UYEHU W TIOYEeK B
KIIMHIYECKUX MCCIeIoBaHusAX npenapara Okrodaktop”® He H3ydanach.

IIpnMeHeHne B IeTUaTpUn

Jlemu om 12 0o 18 nem

V neteit B Bo3pacte oT 12 10 18 net npenapar Oktodaxtop® nmpumMeHseTcs Ans MpohUIaKTUKH
kpoBoTeueHHi B n03ax 30 — 40 ME/kr, KOoTOphIe aHAJIOTHMYHBI J03aM B3POCIbIX MAaIllMeHTOB. B
HEKOTOPBIX CUTYAIHSIX MOXKET MOTPeOOBaThCs COKPAIIEHNE HHTEPBAJIOB MEKy BBEICHUSIMU WU
MOBBIIICHHE JT03bI IIpernapara.

Jlemu om 6 0o 12 nem.

CylecTByeT BEpOATHOCTh MOBBIMIEHHON MoTpebHOCTH B Tpenapare Oktodaxtop® y nereil. B
MCCIeJ0BAHMM 110 IpUMeHeHuIo npenapara Okropaktop® y aeteit 6 — 12 neT 3HaYeHUS IepHOa
MOJTYBBIBEJICHUS M CTEMIEHW BOCCTAHOBIEHHUS AKTUBHOCTH TIperapara ObUIM MEHbIIE, IO
CPaBHEHHUIO C JIaHHBIMHU IIOKa3aTeIsIMA Yy MOJAPOCTKOB M B3pOCIbIX. B Xo01e KIMHUYECKOro
MCCJIEIOBAHMS IO JOJATOCPOUHOM MPOPHIIAKTHKE KPOBOTEUEHUH y AeTel oT 6 10 12 et cpenusis
pasoBas 103a npenaparta Oxrodakrop® cocrapuna 39,12 + 7,79 ME/KT ¢ pesxuMOM BBeIEHHS 2 —
3 pasa B Hememo. Ha ¢one mpodumakTrueckoro jedeHHs MeAraHa 4ucia KpOBOTECYCHUH
cocraBuia 3 3MU30/a KPOBOTEUCHHI 32 6 MeCsIIIeB HAOMIOACHNS. B HEKOTOPBIX CHTYaIUsIX MOKET
noTpebOBaTLCS COKPAIIEHUE HHTEPBAIIOB MEX Ty BBEACHHUSIMH WJTU MOBHIIICHUE J03bI Iperapara.
Jlemu 0o 6 nem.
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ipenapattl Okrbbaktop™ v nérel hianttes her.

ITpaBuna IpUTOTOBJICHHUS PAcTBOPA JUII BHYTPUBESHHOTO BBSACHUS

Obwue nonosicenus

1. TwmaTtenbHO BBIMOITE PYKH IEpel IPOBEIECHUEM HUKEONHUCAHHBIX MPOLENYP U BBIIOJIHANTE
[IpaBUJjIa ACEIITUKU B IIPOLECCE IIPUTOTOBJICHUS U BBEJICHUS pacTBOPA IIperapara.

2. OTKpbITBIE METUIMHCKUWE MaTepuajbl HCIOJB3YHTE MO BO3MOXKHOCTU OBICTPO, YTOOBI
COKpPATUTh JO MUHUMYMa BpEMS UX KOHTAKTa C aTMOC(HEPHBIM BO3TYXOM.

3. JlocranpTe (JakoH ¢ MpenapaToM M pacTBOPUTEIEM W3 XOJOIUIBHUKA U CJIETKa Harpeure,
HaIpuMep, MoJIep’kaB X B pykax. He momyckaercs HarpeBanue mpenapara Baime 37 °C.

4. TloctaBbTe 00a (prrakoHa HA YUCTYIO POBHYIO TOBEPXHOCTb.

5. CHHMMUTE 3alUTHYIO TIACTUKOBYIO HAKIIAJIKY C KOXKI0TO (PIIaKOHA.

6. OOpaboTaiiTe pe3sMHOBbIE MPOOKU (hIaKoHOB caneTkoi cnupToBol. JlaliTe UM BBICOXHYTh
nepes ucnoibp3oBaHueM. He mpukacaiiTech pykamMu WM IpyTUMH NpeAMETaMH K 00paboTaHHBIM

ITOBEPXHOCTAM.

7. OTKpoiiTe OMMCTEPHYIO YIAKOBKY KaHI0JIW. CHUMHUTE 3alIUTHBIA KOJITTAYOK C UTJIbI KAHIOJIH.
8. BBeauTe mIacTUKOBYIO UIIIy KAaHIOJIW BEPTUKAIbHO B LEHTP PE3MHOBOM MpoOKu (rakoHa c

pacTBopuTeNeM 1o yropa (puc. 1).

Pucynoxk 1

9. OTkpoiliTe OIUCTEPHYIO YMAKOBKY IITPHIIA,

OTOTHYB JI0 CE€pellMHbl OyMa)XHOE MOKpBITHE, U

BCTaBbTE IIIPHUI] B OTBEPCTHE KAHIOIH, OTKPHIB CHHIOIO 3alIUTHYIO KPbIILIEUKY (pHc. 2).

Ybeoumecwv ¢ nnomunocmu coeounenus.
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Pucynok 2

10. IlepeBepHute (1akoH BBEpX THOM M OTOepHUTE B INNpHULl 4 MJI PacTBOPUTENS, IJIABHO
OTTATMBas MOPUICHb.

11. Otkpoiite 6JUCTEPHYIO YIIAKOBKY BTOPOM KaHIOJIM, CHUMHUTE 3allIUTHBINA KOJIMTAYOK C UTJIBI U
BBEMTE IUIACTUKOBYIO UIUTy B PE3MHOBYIO MPOOKY (hIakoHa C MpenapaToM, 10 yIopa, aHaJOrMuHO
PacTBOPHUTEIIO.

12. Y nanure HanmoJHEHHBIN IIIPHUL] U3 TIEPBOM KaHIOIH, OCTABIISS IEPEXOIHHK B MpoOKe (prakoHa
¢ octatkoM pactBoputels. Cieaure 3a TeM, YTOObI KOHYMK LIMPHUIA HE COTMPUKACAIICS C PYKOH
WIM IPYTMMHU NIPEAMETAMHU.

13. BcraBbTe IINpHIl ¢ paCTBOPHUTEIEM BO BTOPYIO KaHIOJNIO, YCTAaHOBIEHHYIO Ha (IIakoHE ¢
IIPENapaToM, OTKPBIB CHHIOIO 3alIUTHYIO KPBIIICYKY.

Yoeoumecwv 6 nnomnocmu coedunenus.

14. OcTopoXKHO Ha)XKMMasi Ha CTEPKEHb MOPIIHS U CJIeTKa HaKJIOH:ASA (JIaKOH, MEJIEHHO BBEJUTE
4 MJ1 pacTBOPHTENS MO CTEHKE (piakoHa 4yepe3 KaHIoM. DPQPEKT «BCICHUBAHUSA» MOSBISIETCS,
€CIIM paCTBOPUTEIb MOMAAET HETIOCPEACTBEHHO Ha THO(UIHN3aT.

15. OcropokHO mMoOKauuMBaiWTe (IIaKOH KPYTOBBIMU JBM)KCHUSMH, IMOKa BCE BEIIECTBO HE
pactBopurtcs (puc. 3). He ecmpsaxusaiime ¢ghnaxon. Y0eIuTech B TOM, YTO MOPOLIOK HOJHOCTHIO
pactBopuics. [lpu Hamuuuy M00BIX BKITIOUEHHUH MIIM MyTHOCTH HE UCTOJIB3YHTE PacTBOP.

Pucynox 3

16. lepxa (prakoH B ciaerka HAKIIOHEHHOM TI0JI0KEHUH, 0TOEpUTE U3 HETO BECh PACTBOP B ILIIPHUIL
yepe3 KaHIONIO, MEIUICHHO M IUIABHO OTTATUBas MOpIICHb. YOenuTech B TOM, 4YTO BEChH

9
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MPUTOTOBJIEHHBIN PACTBOP MEPEIIEN B IIMPHUILL. Y AAUTUTE %';}:[-w-&l %;&%J@jﬁéﬁgﬁﬁeﬁﬁyécdj'ﬂde

BBepX IHOM (puc. 4). Otnoxure GakoH co LIMPHUIIEM U KaHIOJIEH 10 CIeAYIoNIed MaHUITYJISIUH.

Pucynox 4

17. OTtkpoiiTe OMUCTEPHYIO YIIAKOBKY KaTteTepa Jjs nepudepruuecKkux BeH.

18. He MeHss NOJOXKEHUS TMOPIIHS, YJaIUTE HAMOJHEHHBIA IIMPHUIl U3 KAHIOIU, OCTABUB
NEPEXOHUK B IPOOKe MmycToro (hiakoHa.

19. CHuMUTE 3aIUTHYIO 3amIylIKy ¢ TpyOKH Karerepa. BcTaBbTe HANOJHEHHBIA IIMIPHUI] B
OTKPBITYIO TpyOKy KaTeTepa.

Yoeoumecwv 6 nnomnocmu coedunenus.

20. O6paboTaiiTe MECTO HHBEKIIUU MTpUIaraeMoi cangeTKon CIIUPTOBOM.

21. CHUMHTE 3aIIUTHBINA KOJIMAYOK C WUIJIbI Karerepa. YIajduTe BO3AYX W3 MPUCOEAMHEHHOU
CHUCTEMBI JUIsl BHYTPMBEHHOI'O BBEJICHMS U BBEIUTE PACTBOP BHYTPUBEHHO CTPYHHO MEJICHHO
(B TeueHme 2 — 5 MHHYT), 3aKpeNHB HUIJy IUIACTBIpeM (UKCUpPYIOmUM. CKOPOCTh BBEICHHS
OIPEAEIAETCS IEPEHOCUMOCTBIO JIEUEHUS NTAL[UEHTOM.

22. O6ecneupTe O6€30MaACHYIO YTHIIM3AIMIO BCEX UCIIOJIb30BAaHHBIX MaTepHaIoB

Ecnau neobxooumo esecmu 6onee 00HOU 0036l Npenapama, aHAL02UYHbIM 00PA30M NPUSOMOBLINE
pacmeop 80 ¢hnakoune u3 Opy2ol YNAaKo8KuU, UCHONIb3YS NPULA2AeMblll paACmEOpumens, d 3amem
coeduHume pacmeopuvl 8 wnpuye 601vuie2o 00véma (He npurazaemcs) u geoume npenapam 8
00bIYHOM nOpsOKe.

[IpuroToBieHHBINH pacTBOp JOJKEH MCIOJIB30BaThCS Cpasy Iocie pa3BeAcHUs. Eciau nHbekuus
110 KaKOH-TMOO0 MPUUMHE OTKIJIAJBIBACTCA, (PIIAKOH C PACTBOPOM IIperapara CleayeT XpaHUTh MU
temriepatype ot 2 no 8 °C He Oosee 12 yacoB 0e3 3aMOpaKMBaHHUS WM MPU TEMIIEPaType
He Beime 25 °C He Oosee 6 yacoB. Hewncrionb30BaHHBIA 3a 3TO BpEeMsl PacTBOpP HE JIOJDKEH
MPUMEHSATHCS, OH NOJICKHUT YTUIU3ALMH.

Crnoco0 npuMeHeHus

[penapar OktodakTop® BBOAMTCS BHYTPUBEHHO CTPYHHO MEJIEHHO B TE€YEHHE 2 — 5 MHHYT
nocjiae pasBeleHHus JuoduiIM3aTa IMpUiIaraéMbiM pacTBopureneM. CKOpOCTh  BBEICHHSA

OonpeacsICTCd NCPCHOCUMOCTBIO BBCACHUA NTpCIIapaTa NnanucHTOM.
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HexenarenbHble peakunu

JleueHre MOPOKTOKOTOM ajib)a B HEKOTOPBIX CIIydasX MOXKET COMPOBOXKIATHCS Pa3BUTHEM
HEXKENATENIbHBIX PEaKIUii, YaCTOTa KOTOPBIX MpejicTaBieHa B Tadmuiie 4.

Knaccudukanus HexenaTelnbHbIX PEeakiuid MPUBOIUTCS MO YaCTOTE PA3BUTHA: OUYCHb YACThIC
(>1/10), gactsie (>1/100, o <1/10), Hewactrie (>1/1000, Ho <1/100), peaxue (>1/10 000, HO <1/1
000), ouens penkue (<1/10 000).

Tabmuma 4. YacToTa pa3BUTHS HEXKENATSIBHBIX PEAKITUN

Oprassl 4 CHCTEMBI Od4eHb yacTo Yacto Heuacto
Hapymenust co ctoponsl kposu 1 | OOpa3oBaHme O6pa3zoBanue
JUMGbaTHIECKON CUCTEMBI HHTHOUTOPOB HHTHOUTOPOB

tdakropa FVIII* tdakropa FVIIT**
Hapymenus co croponst AHadunakTaueckas
MMMYHHOH CHCTEMBI peaxius
Hapymrenus Mmerabonnsma u CHIKEHHE aIeTuTa
MTUTaHU
Hapymenus co croponst HepBHOW | ['onoBHas 601b T'onoBokpyxenue [epudepuyeckas
CHUCTEMBI Helponartus,
W3MEHEHUE
BKYCOBOT'O
BOCTIPHUSITHS,
COHJIMBOCTH
Hapymenus co croposs! cepana CreHokapus,
TaxuKapus,
OIIyIIIEHNE
cepaneOneHus
Hapymenns co cTopoHsI cocy10B KpoBoteuenune unun | Tpombodaedur,
reMaroma CHIDKCHHE
apTepHabHOTO
JIABJICHUS,
«TIPUITHBBD)
Hapyuienust co cTopoHsl Kamens Onpimmka
JIBIXaTEeTTbHON CHCTEMBI, OPTaHOB
TPYAHOHN KJIIETKU U CPEAOCTCHHS
YKenymouHO-KHINICUHBIC Huapes, pBota, 6016
HapyHICHHS B )KMBOTE, TOITHOTA
Hapyuienust co cTOpoHbI KOXKU U Koxnnie T'unepruapos
MOJIKOXHOH KJIETYaTKH BEICHITIAHYIS,
KOKHBIM 3y,
KpanmuBHHUIIA
Hapyuienust co cTopoHsl Aprtpanrus Muanrus
MBIIICYHOM, CKEIICTHOM B
COEIMHUTEJIBHOM TKaHU
OOnive HapyIICHUS B PEAKITUH B Jlmxopanka O3H00, OcNOXXKHEHUE | ACTEHWUs, peaKIus B
MECTE BBEICHUSA CO CTOPOHBI MeCTe UHBEKIHH,
COCYAMCTOTO 0ob B MecTe
JocTymna WHDBEKITUH,
BOCTIAJIEHUE B MECTE
UHBCKITNH
JlaGoparopHsie YBenuueHue IToBbIICHHE
WHCTPYMEHTaJIbHbIE TaHHBIC aHTHUTEN K OerKxam aKTUBHOCTHU
SIMIHUKOB kpeaTurpocho-
KHTaHCKHUX KHHA3bl, YBEIMUCHHUEC
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SRREAEACBATE RIS

(haktopy OomupyouHa
CBEPTHIBAHUS KPOBU
VIII, noBeImeHune
aKTUBHOCTHU
acmapTaTaMHHO-
TpaHcdepassl, 1
aJTaHMHAMUHO-
TpaHchpasbl

*Ouenv uacmo — y nayuenmos, pamee He NOAY4ABUIUX PAKMOPbL C8EPMBIBAHUS KPOBU

**Heuacmo — y nayuenmos, paree nouyyaguiux pakxmopvl c6epmul8anus Kpogu

B Xoje 3aBepIIeHHBIX KJIMHMYECKMX HCCIeqoBaHMH Tpenapata OxTodakTop® ompeseraeHHas
CBSI3b C NPUMEHEHUEM IpenapaTa ObUla OTMEYEHA TOJBKO I CIEAYIOIIUX HEXelaTelbHbIX
peakiuii (Mo OJHOMY COOOIIEHUIO): ayiepruyeckasl peakiusi, HeNPUATHBI MPUBKYC BO PTY,
TOILIHOTA, MECTHAsI aJulepruyueckas peakuus (KparnuBHULA).

B enuHnuHBIX ciyyasx Ha (oHe Jie4eHUS MOPOKTOKOTOM aib(a HaOIIoJaIuCh: MapecTe3nH,
YTOMJIIEMOCTh, CHIKEHHE YETKOCTH 3PEHUs, aKHe, racTpPHUT, T'aCTPOIHTEPUT, OOJIb B MeCTe
UHBEKLINH.

['MnepuyBCTBUTENBHOCTh U AJUIEPTUYECKHE peaKUUU (BO3MOXHBIMH IPOSBIECHUSMH KOTOPBIX
MOTYT OBITh AaHTMOHEBPOTHUYECKHI OTEK, OIIYILEHHs AOKEHHS U CTATMBAHUS B MECTE MHBEKIUH,
03HOO, rumepeMus, TroyioBHas O0Jb, KpPANMBHUILA, CHIKEHHE apTEPUAIBHOIO JABIICHMUS,
3aTOPMOKEHHOCTb, TOIIHOTA, OECIIOKOWCTBO, TaxXMKapus, OLIYIICHHWE CHABICHHUS B TIPyIHOU
KJIETKE, OLIYIIEHHE NOKAJIbIBAaHUS, PBOTA, CBUCTSIIIEE JbIXaHNWE) B HEKOTOPBIX CIydasX MOTYT
IPOTPECCUPOBATH 10 Pa3BUTHS TSKEION aHA(UIAKCHH, B TOM YHUCIIE IIOKA.

YacToTa pa3BUTHUA HEXKEIATEIbHEIX PEAKIINN B IENUATPUYECKON MOITYIISIIINHA

THonynayuss om 12 0o 18 nem

B xnuHMuYeckoM HccrnenoBanun mpenapata Okropaktop® y 11 mereit or 12 mo 18 mer, 6buia
3apEruCTPUPOBAHA TOJIBKO OJHA HEXKeJaTelabHas pPEakUWs: y OJHOIO NAalWEHTa pPa3BUTHE
AIIEpPrUYecKol peakiuu ObUIO PACIICHEHO KaK cephe3Has HexxenarenbHas peakuus (CHP) nerkoit
crenean Tsokectu. Jlannas CHP moBnekna 3a co0oif mpekpaiieHue JIeUeHHUs IpernapaToM
Oxrodakrop®. CHP mocie oTMeHsI IpenapaTa pa3pelunach 6e3 mocaeicTBHil.

Honynayus om 2 0o 12 nem

B xiuHMYeckoM uccienosanuu npenapara Oxrodakrop® y mereit or 2 1o 12 ner ¢ Tsxenoit
dbopmoii remopuauu A B KOropTe oT 6 10 12 et pa3Buiach ajuiepruyeckas peakius TsSHKeIon
ctenienu. JlaHHas peakuus Obula paclieHEHa KaK cepbe3Has HeKelaTelabHas peakius, KoTopas
notpeboBasa MoJIHONH OTMEHBI MpernapaTa 1 pa3pelniach 0e3 MmociecTBUH.

B xoropte 2 (netu ot 2 110 6 JIeT) HEXENATEIBbHBIX PEAKITUN 3apETUCTPUPOBAHO HE OBLIO.

Ilepeno3suposka
Ciy4an niepe1o3upOBKU HE OITUCAHBI.

B3aumoneiicTBue ¢ IPyruMu JieKapCTBEHHBIMH CPeICTBAMU
HccnenoBanue JIeKapCTBEHHOTO B3aUMOICUCTBUS HE TIPOBOIUIIOCH.

Oco0ble ykazaHust
O0pa3oBaHre HEUTPATU3YIOIINX AaHTUTEN
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CMEPTHOMY OTYETY

BO3MOXXHO 00pa30BaHME aKTHBHBIX HEUTPATU3YIOUINX aHTUTEN (MHTHOMTOPOB), OTHOCSIINXCS K
umMMyHornooynrHaMm G. KmuHIYEeCKH 3TO MOXKET MPOSBIATHCS B BU/I€ HEJOCTATOYHOTO OTBETA Ha
Tepanui. TUTp MHTUOUTOPOB m3MepsieTcs B eaunnnax bere3mga (BE) Ha M mima3Mbl KpoBU H
OTIpeNieNsIeTcs ¢ UCIob30BaHueM Tecta beresna B Mogudukanuu Heifimeren. Ananu3 Ha Hanu4yue
UHTUOUTOPOB K (hakTopy cBEpThIBaHUsA KpoBU VIII mpoBoauTcs mpu HEBO3MOXHOCTH JOCTHYb
O)KHJIaeMOTO YpOBHS akKTUBHOCTH (hakTopa cBEpThiBaHus KpoBu VIII wmmm ocraHoBUTH
KpPOBOTEUYEHHE IpPHU BBEACHUM aJCKBATHO PACCUMTAHHOW [J03bl. [Ipr Hamuuumm BBICOKHUX
KOHIICHTpaIuii ”HruOuTopoB K daktopy cBépThiBanus kKpoBu VIII (>10 BE) Tepanus mpenaparom
OxtodakTop® MoXkeT oka3aThcs Hed(h(EKTHBHOM. B 5TOM clydae MOXKeT NOTpeOGOBAThCS
MOBBIIIIEHHUE O3B MperapaTa Wi IpoBeIeHUE COOTBETCTBYIONIEH crienn(uIeckoil Tepanuu.

B 3aBeplIeHHBIX KIMHHYECKUX MccilenoBaHusx npenapata Oxrodakrop® y 105 manueHToB B
BO3pacTe crapmie 2 JIeT He ObUIO 3aperUCTPUPOBAHO HHU OJHOrO Ciydas oOpa3oBaHMA
WHTUOMTOPOB TPpU JUIUTEILHOCTH NpuMEeHeHHH 10 S50 mHel BBemeHus mpemnaparta. B xonme
npuMeHeHus npenapara OkrodakTop B paMKax HaOJMIOJATENbHBIX HCCIEAOBAaHUN Y
284 mamueHTOB OBUI 3aperHMCTPUPOBAH CIMHHYHBIN CIydail 00pa3oBaHUsT WHTHOUPYIOITUX
antuten K ¢akrtopy cBépreiBanus kpoBu FVIII B Huszkom turpe 1,5 BE y omgHOro B3pocioro
nanuenta (gacrora 0,2 %).

Peakiuy runepyyBCTBUTEABHOCTH

BHyTpuBeHHOE BBeJIeHHE OEIKOBBIX IIPENapaToB, B TOM 4ucie 1 rpenapata OkTodakTop®, MoxKeT
COIIPOBOXKIATBCSA PAa3BUTHEM pEaKIUH THUIEPUYyBCTBUTENBHOCTH. Ilpu pa3BUTUM JHOOBIX
QIEPrUYECKUX peakuMid HeoOXOAMMO HEMEJIEHHO IIPEeKpaTHTh BBEJICHHME Ipernapara
OxrtodakTop® U HAYaTh COOTBETCTBYIONIEE JICUEHHE.

Karerep-accounnpoBaHHble HHOEKIIMOHHBIE U TPOMOOTHYECKNE OCI0KHEHUS

Bo3MOXHBI KaTeTep-acCOIMUPOBAaHHbBIC HH(PEKITMOHHBIC U TPOMOOTHICCKUE OCIIOKHEHUS, B TOM
YHUCJIE MECTHBIC BOCHAIMTEIbHBIC PEAKIMH W OaKTEpHUEMHUs Yy TAIUCHTOB C YCTaHOBJICHHBIM
I.IeHTpa.HBHBIM BCHO3HBIM KaTeTepOM.

Cojepkanue HaTpHs

PacTBOp mpenapata, moTydeHHBIN TOCTIE BOCCTAHOBIICHUS, COAEPKUT 1,23 MMoIb (29Mr) HaTpus
Ha (JIakoH, YTO HEOOXOAMMO YYUTHIBATH MAI[EHTaM, HAXOAALIUMCS Ha AUETE C OTpaHUYECHHUEM
MOCTYIUICHUS HATPUSL.

[TarmeHTsl TOXKUIIOTO BO3pacTa

HccnenoBanus y JIMIl MOXKHWJIOrO Bo3pacTa He NMpoBOAwiIMCh. J[03y mpemapara y HaiueHTOB

cTapiue 55 ner cieayer noadupars HHIUBUAYAIBHO.
CeplieuHO-cocyAMCThIE 3a00IEBAHUS

VY manueHToB ¢ (pakTopamMH pUCKa CepACYHO-COCYTUCTHIX 3a00IeBaHUI 3aMECTHTEIbHAS TepaTHs
¢daxTopoMm cBepThIBaHUS KpOoBU VIII MOXKET MOBBICUTH PUCK Pa3BUTHS TaKUX 3a00JICBaHUM.
OO0uwe ykazaHus

[Ipy Ka)xoOM BBEIECHHM NALMEHTY PEKOMEHIYETCSl 3alliChlBaThb HAa3BaHME M HOMED CEpUU

npenapara Jijisi yueta Cepuid MpUMEHSEMOro JIEKapCTBEHHOTO CPEJICTBA.

[Ipu coBeplieHUN AIATETBHBIX MOE3MIO0K, MaIlieHTaM ¢ reModuauei A menecooOpa3HO UMETh
JIOCTaTOYHbIM 3amac mpemapara (akrtopa cBepTbiBaHus KpoBu VIII, B cooTBeTcTBHH C
WHUBUIyaIbHBIM PEXXKUMOM Tepanuu. Kpome Toro, nepes noe3akoil mareHTaM peKOMEeH1yeTcst
MPOKOHCYJBTUPOBATHCS C BPAUuOM.
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HccnenoBanus BIMSAHUS Mperapata Ha CIOCOOHOCTh K YIPABJICHUIO aBTOMOOMIIEM M paboTe C
MeXaHU3MaMH, TPEOYIOIMMHU MOBBIIIEHHONH KOHLIEHTPAI[MH BHUMAaHHUSI, HE TPOBOIMIIHCE.
OnHako, y4MTBHIBas BEPOATHOCTh BO3HHKHOBEHHUS TOJIOBOKPYXKEHHMS Ha (OHE Tepanuu
MOPOKTOKOTOM ajb(a, MpU BBINOJIHEHUH MEPEYUCICHHBIX JeHCTBUI HEOOXOJMMO COOJII0IaTh
OCTOPOKHOCTb.

®opMma BBINLYCKA

JImodunmzar aysa TPUTOTOBJICHHS pacTBopa Juisi BHyTpuBeHHOro BBeaeHus 250 ME, 500 ME,
1000 ME nmu 2000 ME B cTekJIsIHHBIX (iIakOHaX, YKYHNOPEHHBIX MPOOKaMH PE3NHOBBIMH C
00KaTKOM KOJMaYyKaMH aTFOMHUHUEBO-TUIACTUKOBBIMH ¢ KOHTPOJIEM MIEPBOTO BCKPBITHS.

ITo 5 mn pacTBopuTens (HaTpust Xaopuaa pactsop 0,9 % i UHBEKINIT) B CTEKJISTHHBIX (JIaKOHAX,
YKYTIOPEHHBIX TPOOKaMU PE3NHOBBIMH C OOKATKOM KOJMayKaMH alFOMUHUEBO-TNIACTUKOBBIMHU C
KOHTPOJIEM MEPBOTO BCKPHITHSI.

[To 1 ¢makony ¢ AropUIN3aTOM U PACTBOPUTEIEM B KOMILUIEKTE C PACXOAHBIMUA MEIUIIUMHCKUMU
MaTepuaiamMu: 1 IINpUIEM HHBEKIHMOHHBIM, OJHOPA30BbIM, CTEPWJIbHBIM ©0€3  UIJIbI
(TpeXKOMITOHEHTHBIM) BMECTHMOCTBIO 5 MIT; 2 KaHIOJNSAMH (CUHSIS KphIlIeuka); | KkaTeTepom s
nepudepuyecknx BeH; 1 TIacTeipeM QUKCHpPYIOIUM; 2 candeTKkaMH CIOUPTOBBIMH H
MHCTPYKIHEH 110 METUIIMHCKOMY IPUMEHEHHUIO — B KOHTYPHYIO SIUEHKOBYIO YIIaKOBKY M3 IJICHKH
NOJMBUHUIIXJIOPUIHON MU TMONMUATHIICHTEpe(PTaTaTHOM.

1 KoHTypHas sTYeHKOBas yIaKoBKa — B NMa4YKy U3 KapTOHA.

J171s1 KOHTPOJIS IEPBOTO BCKPBITUS KIIallaHbl MAYKU PUKCUPYIOT CAMOKJIECSIIUMUCS STUKETKAMHU.
Kaxnaplii KOMIOHEHT pacXOAHBIX MEIUIIMHCKUX MaTepUaioB — B CTEPUIBLHOM OJIHOPA30BOM
yYIaKOBKE U3 IJIEHKU MOJIMBUHIIXJIOPUIHON U Oymaru namMmuHupoBaHHOM. CandeTka cnupToBas
yHakoBaHa B KOMOWHHUPOBAHHBIN MaTepual, COCTOSAMIMM U3 (OJIbIH aTIOMUHHUEBON U TIEHKU
MOJIN3TUIIEHOBOM.

YciaoBus XxpaHeHUs

B 3amumennoM ot ceeta Mecte npu temmeparype ot 2 1o 8 °C. He 3amopakuats. Jlonmyckaercs
XpaHEHHE Tpernapara B OPUTMHAIBHOW ymakoBKe ((iakoHBI B TMMadke KapTOHHOW) TIPH
temriepatype He Boiie 25 °C He 6osee 24 9acoB HEMOCPEACTBEHHO Mepe]l TPUMEHEHUEM.

XpaHUTb B HENOCTYITHOM JUIs IETEU MECTE.

Cpok rognoctu

JInodpunmzara — 2 rona.

PactBoputens — 3 roza.

He npuMeHnaTh mo3xe cpoka, yKa3aHHOTO Ha YIaKOBKE.

YcaoBus ornycka
OTnyckaroT Mo peLenty.

Jep:xaTe/ib perucTPalMOHHOI0 y10CTOBEPEHUs
AO «Oc Ixu buotex»
Poccuiickas @enepanus, 601125,
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