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MMWHHUCTEPCTBO 3JJPABOOXPAHEHHWA ilPOCCIfIHCKOI/I OEJIEPALIMA .

WHCTPYKIASF———
10 MEJJULIMHCKOMY [TPUMEHEHUIO JIEKAPCTBEHHOT'O TIPE[TAPATA

JJIOKTEHUT
Perncrpanuonnsiii Homep: JIII-006034

Toprosoe HauMeHOBaHHEe: DJIOKTEUT

Memxlyﬂapozmoe HENMATCHTOBAHHOC¢ HJIH I'PYNITHPOBOTHOE HAHMCHOBAHM €

DdbMopoKTOKOT anbda

JlexapcTBeHHas Gopma

JIvodunuzar A IPUTOTOBIICHHS pacTBOPa AJLsl BHYy TPHBEHHOI'O BBEIECHUS

Cocras

1 bnakon nuoduIN3aTa COMCPKUT:
‘s ) eticmsyrowyee eeujecmeo:
Bdmopoxrokor anbda 250 ME, 500 ME, 1000 ME, 1500 ME, 2000 ME umu 3000 ME
Bcnovozamenvhvie eeugecmsa:
L-ructuaus 3,1 Mr, HaTpus XIopua 36 Mr, KadbIusa XIopuaa quruapar 2,4 Mr, caxaposa 40 mr,
noymcopbat 20 0,4 Mr, XJIOpUCTOBOZOPOAHAS KUCIOTA [UIst JoBeieHust pH, HaTpus ruapoKcu
JUs poreaeHus pH.
1 mmpuI ¢ pacTBOPUTENEM COOEPIKUT:

BOJa JIJISI MHBCKIIMI 3 M

Omnucanne
JInodumzar 6€10ro WM MOUTH OENoro BeTa B BUJE MOPOINKA HITH MOPHCTOM MacCkHI.
Pacmeopumens: po3padHbIii OECIBETHEIN pacTBOP.

Boccmanoenennwiii pacmeop. Tpo3padHbIi WK cnabo onalecIUpyIomuii 0T 6ECIBETHOTO A0

KEJITOBATOrO I[BETa PacTBOP.

(DapMaKOTepaneBaneCKaﬂ rpyimmna

I'emocTaTudeckoe CpEACTBO.




Kox ATX
B02BD02

dapmakoJIoOrn4ecKne CBoiicTBa

dapMakoIUHAMHUKA

[Tpemapat DmoKTEHT (3PMOPOKTOKOT anb(a) sSBISETCS MPOJIOHTUPOBAHHBIM PEKOMOWHAHTHBIM
¢daxTopom cBepThiBaHus kpoBu VIII ¢ ycedeHHbIM B-momeHoM, KOBaJeHTHO CBS3aHHBIM ¢ FC
JoMeHOM d4enoBeueckoro mMmmyHornooOyiamaa G1 (1gGl). Fc momen IgGl csissiBaeTCs ¢
HEeoHaTalbHbIM FC-penenTopoM. [laHHBIN penenTop SKCIPEecCUpyeTcsl B TEUEHUE BCEH JKU3HU U
npecTaBisieT co00i YacTh €CTECTBEHHOTO ITyTH 3aIIUThl KIMMYHOTJIOOYJIMHOB OT JIM30COMHOM
JIerpajlaliiy MyTeM MOBTOPHOTO BKJIIOUEHUS JAHHBIX OEJIKOB B LIMPKYJISLIMIO, YTO MPUBOJIUT K
YAJIMHEHUIO UX IIepuo/ia MOJIyBbIBEACHUS B IU1a3Me KPOBU. D(MOPOKTOKOT alib(ha CBAZBIBACTCS C
HEOHaTaJIbHBIM FC-perenTopoM, TakuM 00pa3oM yBEITMYMBAETCS €ro MEPHOJ MOJyBbIBEICHUS B
I1a3Me 10 CPaBHEHUIO € AHAOTeHHbIM pakTopom VIIL

PexomOunanTHbBIN (QakTop cBepThiBaHus kpoBu VIII, Tak ke, Kak ¥ SHAOI€HHbIN, Y4acTBYET BO
BHYTPEHHEM MEXaHU3Me CBepThiBaHMsI KpoBHU. [locne BBeneHus O00bHBIM reModuiueit, Gpaktop
cBepthiBaHuss KpoBu VIII cBsa3biBaercst ¢ ¢akropoMm Bumebpanna, uMerommmcs B KpPOBH
NalUeHTOB. AKTUBUPOBaHHBIN (hakTop cBepThiBaHus kpoBu VIII BhicTymaer B kauecTBe Ko-
dakTopa, akTUBHPYIOIIETro (hakTop CBEPThIBaHUS KPoBU X, KOTOPHIi, B CBOIO O4Y€pE/Ih, YCKOPSET
npeBpalieHre GpakTopa CBEpThIBaHUS KPOBH X B aKTMBMPOBAHHBINA (haKTOP CBEPTHIBAHUS KPOBH
X. AKTUBMPOBaHHBIN (PaKTOP CBEPTHIBAHMS KPOBHM X oOecreynBaeT npeBpalieHre npoTpoMOnHa
B TPOMOMH, KOTOPBI B CBOIO ouepelpb MpeBpaiiaet GuOpuHOreH B (GUOpPUH, YTO MPUBOAUT K
00pa3oBaHMUIO KPOBSIHOTO CTyCTKa.

[Ipemapat DJOKTEUT NpPUMEHSETCS C LEJIBI0 3aMECTUTENIBHOM Tepanuu Uil IOBBIIICHUS
AaKTUBHOCTH IUIa3MeHHOro (aktopa cBepTbiBaHus KpoBu VIII, 4ToObI o0ecrieunTs BpeMEHHYIO

KOPPEKILHIO ero JeduiuTa U FeMOpparuueckoro CHHApoMa.

DapMaKOKHHETHKA

OneHky GpapMaKOKMHETHYECKUX MTapaMeTpoB 3(PMOPOKTOKOTA ajdb(a MPOBOIMWIN Y 28 MAI[EeHTOB
(> 15 omer), mnomydarommx mpenapar OnokTtedT. [locie  OTMBIBOYHOTO — TepHoOAa
MIPOJIOJDKUTEIBHOCTRI0O HE MeHee 96 JacoB (4 IHS) MalueHTaM OJHOKPATHO BBOAMIIM Tpernapar
OnoxteiT B 103e 50 ME/kr. 3ab6op MaTepuana ais OLUEHKH (papMaKOKMHETUYECKUX MapaMeTpoB
IIPOBOAMIIN J10 BBEJICHUS IIpenapara 1 3aTeM B 7 BpeMeHHbIX Toukax /10 120 yacos (5 nHelt) nocie

BBCIACHUS.



dapMaKOKMHETHYECKUE TapaMeTpbl, paccuuTaHHble Tocie BBeaeHus 50 ME/kr mpenapara

3JIOKT€I7[T, MNpEaACTaBJICHLI B IPUBCACHHBIX HHUKC T36JII/ILIaX.

Tabmupma 1: @apMakoKMHeTHYeCKHe IapaMeTpbl Ipenapara  JJIOKTeT MNpH

HCIIO0Jb30BAHUHU OAHOCTYIICHYATOI'0 aHAJIU3A KOﬂl"yJIﬂHPlOHHOﬁ AKTHBHOCTH

DJIOKTENT
dapMaKOKHHETHYECKHE MAPAMeTPbI® 95 % AN)
N=28
Boccranosnenue mokasaresuen 2,24
(ME/nn na ME/kr) (2,11-2,38)
AUC/[1o3a 51,2
(ME*u/nn na ME/kr) (45,0-58,4)
108
Cmax (ME/I[J'I)
(101-115)
1,95
CL (mn/4/kr)
(1,71-2,22)
19,0
t12 (9)
(17,0-21,1)
25,2
MRT (q)
(22,7-27,9)
49,1
Vss (MIT/KT)
(46,6-51,7)

Tabauua 2: dapmMakoKMHeTHYeCKHe NMapaMeTpbl npenapara JJIOKTeHT, M3MepeHHbIe C

MOMOIIBIO AHAJIN3A ¢ MCMOJIb30BAHNEM XPOMOTEeHHOT0 cy0cTpaTa

DJIOKTENT
®apMaKOKHHETHYECKHE IAPAMETPbI® (95 % JIN)
N=27
BoccranoBnenue nokasarenei 2,49
(ME/nn na ME/xr) (2,28-2,73)
AUC/Jlo3a 47,5
(ME*d/mn na ME/kr) (41,6-54,2)
Cmax (ME/mn) 131




(104-165)
211
(1,85-2,41)
20,9
(18,2-23,9)
25,0
(22,4-27,8)
52,6
(47,4-58,3)

CL (mn/9/kr)

t12 (9)

MRT (u)

Vss (MIT/KT)

Y Dapmarxoxunemuueckue napamempui npedcmaenenst 6 sude cpeonezo 2eomempuueckozo (95 % JH)

Coxkpamenus: 11 = noBeputenbubiit UHTEPBAT; Crnax = MaKCUMallbHas akTUBHOCTH; AUC = 1miomaas mof
KpuBoii 3aBucumocty aktuBHOocTU FVIII oT Bpemeny;
ti» = nmepuon nonyseiBeneHust; CL = ximpeHc; Vss = 00beM pacipeesicHusl B PABHOBECHOM COCTOSIHHU;

MRT = cpeanee Bpemst IpeObIBaHUS B KPOBH.

CDapMaKOKI/IHeTI/I‘leCKI/IC JaHHBIC ACMOHCTPHUPYIOT, qTo npcerapar DIOKTEHUT HUMECT

HpOHOHFI/IpOBaHHI)II\/'I nepruoa nmoJIyBbIBCACHUA.

Ipumenenue 6 neouampuu

Omnpenenenue (papMakKOKMHETUYECKUX MapamMeTpoB 3(PMOpOKTOKOora ambpa y TMOJPOCTKOB
IpOBOIMIOCH B  paMKkax wucciefoBanust | (3a0op Mmartepuana Aist  ONpeIeTCHUsI
(apMaKOKMHETHMUECKUX I1apaMEeTpOB MPOBOJAWIM 10 BBEAECHMS IpenapaTta M B HECKOJIbKUX
BpeMeHHbIX Toukax 10 120 gacoB (5 mHeit) mocie BBeAEHHs), U y AeTell - B ucciaeaoBanuu 11
(3a00p Marepuana Ui omnpejaeieHUs (APMAKOKMHETHYECKHX IMapaMeTpoB MPOBOIWIN J0
BBEJ/ICHHS IIpenapara 1 B HECKOJIbKMX BPEMEHHBIX TOYKax /10 72 yacoB (3 aHs)).

B Tabmuuax 3 u 4 mnpencraBieHbl (papMakOKMHETHYECKHE MapaMeTpbl, pacCuMTaHHbIE Ha

OCHOBAHUWU JaHHBIX UCCIICIOBAHUS B TIEAMATPUUECKON oMy isiiun (Maaame 18 jer).

Tabiuuma 3: @apmMakoKkMHeTHYeCKMe TapaMeTpbl mpenapara  JJIOKTedT 1pH

HCNMOJb30BAHUM OJJHOCTYIICHYATOI0 aHAJIU3a KOﬂFyJIﬂHHOHHOﬁ AKTUBHOCTH

HccnenoBanue 11 HccaenoBanme I
DapMaKOKHHETHYECKHUE
<6 Jer OT1 6 10 <12 ner Ot 12 10 <18 et
napamerpoi!
N =23 N =31 N=11
Boccranosienue mokasarenei 1,90 2,30 1,81
(ME/an na ME/kr) (1,79-2,02) (2,04-2,59) (1,56-2,09)




AUC/[lo3a 28,9 38,4 38,2
(ME*u4/nn na ME/kr) (25,6-32,7) (33,2-44,4) (34,0-42,9)

12,3 13,5 16,0

tu2 (9)

(11,0-13,7) (11,4-15,8) (13,9-18,5)

16,8 19,0 22,7

MRT (9)

(15,1- 18,6) (16,2-22,3) (19,7-26,1)

3,46 2,61 2,62

CL (mn/9/kr)

(3,06-3,91) (2,26-3,01) (2,33-2,95)

57,9 49,5 59,4

Vss (Mi1/KT)

(54,1-62,0) (44,1-55,6) (52,7-67,0)

Tabnuna 4: dapMakokMHeTHYeCKHe NapaMeTpbl mpenapara JJIOKTelT, U3MepeHHble ¢

MOMOIIBI0 aHAJIU3Aa ¢ HCITOJIB30BAHUEM XPOMOI'€HHOT0 cy6chaTa

HccaenoBanue 11 HccaenoBanue I
DapMaKOKHMHETHYCCKHE
<6 Jger Ot 6 10 <12 ner Ot 12 go <18 aer
napamerpbi!
N =24 N =27 N=11

Boccranosnenue mokasarenen 1,88 2,08 1,91
(ME/nn na ME/kr) (1,73-2,05) (1,91-2,25) (1,61-2,27)

AUC/1o3a 25,9 32,8 40,8
(ME*4/mn na ME/kr) (23,4-28,7) (28,2-38,2) (29,3-56,79)

14,3 15,9 17,5

tu2 (9)

(12,6-16,2) (13,8-18,2) (12,7-24,0)

17,2 20,7 23,5

MRT (4)

(15,4-19,3) (18,0-23,8) (17,0-32,4)

3,86 3,05 2,45

CL (mi/u/kr)

(3,48-4,28) (2,62-3,55) (1,76-3,41)

66,5 63,1 57,6

Vss (Mi1/Kr)

(59,8-73,9) (56,3-70,9) (50,2-65,9)

Y @apmarxoxunemuueckue napamempui npedcmaenensi 6 sude cpednezo ceomempuueckozo (95 % JIH)
Coxkpamenus: 11 = noeepurensHslil nHTEpBai; AUC = mioniaap nox KpUBOH 3aBUCUMOCTH aKTUBHOCTH
FVIII ot Bpemenu; ti; = nepuon nonyseiBenenns; CL = kmupenc; MRT = cpennee Bpems npeObiBaHus B

KpOBHU; Vs = 00BeEM pacupeacjiCcHUs B paBHOBCCHOM COCTOAHUMU.

[To cpaBHEHHIO ¢ IOIPOCTKAMHU M B3POCIBIMU Y JIETEH B Bo3pacTe A0 12 JeT MOXeT ObITh Ooee

BBICOKMH KJIMPEHC U 00jiee KOPOTKUI MEPUO/I MOTyBBIBEACHNUS, YTO COTJIACYETCS C JaHHBIMU I10
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JIpyruM npenaparam (pakTopoB CBEPTHIBAHUS.

CrnenyeT npuHUMaTh BO BHUMaHUE 3TU pa3IMuus Py JO3UPOBAHUM IIpenapara.

Iloka3zanus K NPpUMEHEHUIO
Jleyenne um mnpoduIaKTHKa KPOBOTEUEHUH Yy MAIMEHTOB C reModuiuend A (BpOXIACHHOU
HEJI0CTaTOYHOCTHIO (pakTOopa cBepThiBaHUs kKpoBu VIII).

[Tpenapat D5I0KTEUT NOKa3aH K IPUMEHEHHUIO BO BCEX BO3PACTHBIX IpyMIax.

HpOTI/IBOHOKa3aHI/Iﬂ
rI/IHep‘IYBCTBI/ITeJIBHOCTB K HeﬁCTBYIOHleMy BCIICCTBY HJIM K JHO6OMy N3 BCIIOMOI'aTCJIbHBIX

BCUICCTB, BXOIAIIUX B COCTAB IIpCIiapara.

IIpumeHenne npu GepeMEHHOCTH M B NEPUO/L TPYIHOTO BCKAPMJIMBAHUSA

HccnenoBanuil BiIMAHUA Ipenapara DJIOKTEHT Ha PENpOAYKTUBHYIO CHUCTEMY Ha JKMUBOTHBIX
HE MPOBOMIIM. YUUTBIBAs PEKOCTh PA3BUTUS FeMOPUINHN A y KEHILUH, JaHHbIE O IPUMEHEHUU
npenapatoB Qaxrtopa cepTbiBaHus kpoBu VIII mpu GepemMeHHOCTH W B MEpHOJ| JIAKTALUH
OTCYTCTBYIOT. B cBsI3u ¢ 3TuM, npenapatsl pakropa cBepTrbiBanus kposu VIII cienyer npuMeHsTh
npu OEpEeMEHHOCTH WM B MEPHOJ I'PYJHOTO BCKapMJIMBAHUS TOJBKO IMPH HAJIUYHUU CTPOTHX

OKa3aHWM.

Cnocod npuMeHeHHns U 103bl

Jleuenme CJICAYCT HAYMHATD IO Ha6J'II-OI[eHI/IeM Bpada, MMCIOUICTO OIILIT B JICHCHHUHN FeMO(i)I/IJ'II/II/I.

Koumponw 1euenus

B Xxone nedeHus pekOMEHIyeTCs OIpeAensTh YpoBeHb (akTtopa cBepThiBaHus KpoBu VIII
(c TOMOIIIBIO OAHOCTYIEHYATOT0 TECTA OLEHKHU KOAryJIIMOHHONW aKTUBHOCTHU MJIM XPOMOT€HHOTO
aHaJIM3a) U KOPPEKIIMH BBOJUMOM T03bI M YaCTOTHI MOBTOPHBIX MHBEKIMI. OTBET Ha BBEICHHE
daktopa cBepThiBaHus KpoBu VIII 'y OTAENBpHBIX MAalMEHTOB MOXET BapbUPOBATHCH,
JIEMOHCTPHPYS pa3IMUHbIE IEPUO/IbI MOTYBBIBEICHHS U BOCCTaHOBIIEHUS. J[03a, paccunTanHas 1o
Macce Tela, MOXET IOTpeOOoBaTh KOPPEKTHPOBKH Yy MAIMEHTOB C HEJAOCTATOYHOW WIIH
M30BITOYHON Maccoil Tena. B ciayuyae oOMIMPHBIX XUPYPrUUYE€CKHX BMEIIATENbCTB TIIATEIbHBIN
KOHTPOJIb 3aMECTUTEIHHON TepaIuy MOCPEICTBOM aHaIM3a CBEPTHIBAEMOCTH KPOBHU (aKTUBHOCTH
dakropa ceptriBanus kKpoBH VIII B ma3me KpoBH) SBISETCS 0053aTEIbHBIM.

[Tpu KCMOJIB30BAaHUK OJHOCTYIIEHYATOrO ONpeaesieHus iN VIIr0 aKTHBMPOBAHHOTO YACTHYHOTO
TpomboImacTuHOBOTO BpeMeHH (AUTB) nist omeHKH akTUBHOCTH (haKTOpa CBEPTHIBAHUSI KPOBH
VIII B oOpasmax KpoBH MAIIMEHTOB Pe3yJIbTaThl aKTUBHOCTHU (DakTopa cBepThiBaHus kpoBu VIII B
MJja3Me MOTYT B 3HAYUTEIBHOM CTENEHU 3aBUCETh OT MCIOJB3YEMBIX B KaXKIOM KOHKPETHOM
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cinyuae onpenenenus AUTB peareHToB U pedepeHTHBIX cTaHaapTOB. KpoMe Toro, MOXeT UMeTh
MECTO 3HAYUTEJIBHOE pPACXOXKIEHUE MEXAY pe3yjbTaTaMM OJHOCTYIIEHYaTOro TecTa
KOaryJIAIIMOHHOM aKTHUBHOCTH C ucrosib3oBaHueM AYTB-peareHta m XpOMOT€HHOI'O aHAJIM3a,
MIPOBOJIUMOTO B COOTBETCTBUU ¢ EBporeiickoit Papmakoneeit. 9To uMeeT 0co00€ 3HAUYCHUE TPH

CMCHC na60paTopHH H/Uau PE€ArcHTOB, UCIIO0Jb3YEMBIX ITPH IIPOBCACHUN TECTOB.

Peoicum 003I/tp06al-tuﬂ

J103bI ¥ TIPOIOIKUTEIBHOCTh 3aMECTUTENBHOM TEpaluy 3aBUCIT OT CTENEHM TSHKECTH Jeduimra
daxTopa cBepthiBanusa kpoBu VIII, nokanuzanuu u BIpaXKEHHOCTH KPOBOTEUYEHHS, a TAKXKE OT
KIIMHUYECKOT'O COCTOSIHMSI TanueHTa. KomuuecTBO BBOOUMBIX €IUHUI] (DakTOpa CBEpTHIBAaHUS
kpoBH VIII usmepsercs B MexayHapoansix equaunax (ME), 4To cooTBeTCTBYET 1€HCTBYIOLIEMY
crangapty Bcemupnoit Opranuzamnuun 3apaBooxpanenus (BO3) ans npenapatoB, coaepikamux
daktop cBeprhiBanus kpoBu VIII. AxtuBHOCTB dakropa cBeprhiBanus kposu VIl B miaszme
BBIpaXaeTcsi B TMPOIEHTaX (OTHOCHUTENBHO HOPMAIbHOM TMIa3Mbl yenoBeka) win B ME
(OTHOCHUTEIBHO MEXAYHAapOJHOIO CTaHJapTa CoAep:kKaHUs (akTopa cBepThiBaHUs KpoBu VIII B
rJa3me).

Opna mexayHaponHas enunHuna (ME) akTMBHOCTH MpOJIOHTHPOBAHHOTO PEKOMOWHAHTHOTO
daxTopa cBepTeiBaHus KpoBU VIII FC skBHBameHTHa KOIUYECTBY (paKTOpa CBEPTHIBAHUS KPOBU

VIII, copepxamerocs B 1 MiI ri1a3Mbl KpOBH 3JJ0POBOTO YEJIOBEKA.

Jlewernue no mpe606an0

PacueTr HeoOxoanMoii 10361 (hakTopa cBepThiBaHMs KpoBU VI ocHOBBIBaeTCS Ha SMIUpPUUYECKH
OTIpeieNIeHHON 3aKOHOMEPHOCTH, corfacHo Kotopoit 1 ME ¢akropa cBepreiBanus kposu VIII Ha
KUJIOTpaMM MacChl Tejla IOBBIIIAET aKTMBHOCTh 3Toro (axrtopa B kpoBu Ha 2,0 ME/m.

HeobxonnMyro 103y pacCUUTBIBAIOT C UCIOIb30BAHUEM CIIEAYIOIIEH (POPMYIIbL:

Heobxooumas 0oza (ME) = macca mena (ke) * mpebyemoe nogvluieHue Gakxmopa ceepmuvléaniisl

kposu VI (ME/on unu % om nopmet) % 0,5 (ME/ke na ME/on)

BBoauMast J103a W 4YacToTa BBEICHUS JIOJDKHBI PACCUMTHIBATHECA C yUETOM KIMHUYCCKOU
3P GEKTUBHOCTH B KaXKIOM MHIUBHIyaIbHOM CIIy4ae.

B crnyuasx kpoBoTeueHwHiA, MPUBEICHHBIX B Tabmuile 5, akTHBHOCTh (JaKTOpa CBEPTHIBAHUS KPOBH
VIl 3a cooTBeTCTBYIOIIMIA TIEPUO]T BPEMEHH HE JTOJKHA OBITh HI)KE YKa3aHHOTO B TAOJIUIE YPOBHS
aKTUBHOCTH B IuiazMe (B % oT HopManbHOro ypoBHs wiu ME/mm). Tabmuia 5 moxer ObITh

UCIOJIb30BaHa JJIsl pacueTa 703 Mpernapara npu KPOBOTEUEHHUSIX U B XUPYPrUUECKOM MPAKTUKE.



Tadoauua 5. PykoBoacTBo mo pacuery A03bl npenapara JJIOKTEHT NPU pa3iudHbIX BHAAX

KpOBOTe‘leHHﬁ H OII€PATUBHLIX BMEIIATEC/ILCTB

Bua kpoBoTeueHUs1 WK Heo0xoaumasn Ileproau4yHOCTH BBEIEHUS
XHPYPIru4€ecKoro AKTHBHOCTH (4achbl)/ IPOAOIKHUTETBHOCTD
BMeHIATEJIbCTBA ¢akropa VIII Tepanuu (JHN)
CBepPTHIBAHUN KPOBH
(% wau ME/ni)

KposoTeuenus 20-40 [ToBTOPATH UHBEKIIMH KAXK/IbIE
Pannss dasa remaprpo3a, 12 — 24 yaca, MUHUMYM B
KPOBOM3JIUSIHUAEC B MBIIIILY TeueHre | IHS, OO OCTaHOBKHU
WU KPOBOTEUCHHUE U3 KPOBOTEUEHHMSI MJIM KYITUPOBAHUS
POTOBOM IMOJIOCTH 60J1eBOro CHHApOMA.
Bonee BbIpaskeHHBIN 30-60 [ToBTOPATH MHBEKIIUIO KaXKIbIe
remMapTpo3, KpOBOUBIIUSIHUE 12 — 24 yaca B Teuenue 3 - 4 qHEH
B MBIIIILY WK TeMaToMa wim  Oojlee 10 KyIMUPOBaHUS

0OJICBOTO CHHJIPOMa H OCTPOTO

Hapymenus Gpyskuum. !
XKuzneyrposxaromue 60-100 [ToBTOpHBIC HHBEKITUHU KaXIbIC
KPOBOTEUYCHUS 8 — 24 yaca 10 HCYE3HOBEHUS

YTPO3BI KU3HU.
OneparuBHbIE 30-60 [loBTOpHBIE MHBEKIIMU KayKIble
BMEIIIATEILCTBA 24 yaca, MUHUMYM B T€UCHHUE
Mautbie onepaTuBHbBIE 1 JTHS, JI0 OCTaHOBKU
BMEIIATEILCTBA, BKIIFOYAs KPOBOTCUCHHSI.
ynaneHue 3y0a
OOIIMpHEIE ONIEPATUBHEIE 80-100 [ToBTOpHBIE MHBEKIINHN KaXKbIE
BMEIIATEIbCTBA (o u mocne 8 — 24 yaca o mepe

oTiepaIumn) HEOOXOIMMOCTH J0 MOJHOTO

3a)KUBJICHUS PaHbI, 3aTEM
Tepanus Ha IPOTSDKEHUH HE
MeHee 7 THEH ISl MOAIepKaHUs
akTuBHOCTH (akTopa VIII Ha
ypoae 30% - 60% (ME/an).

ly HEKOMOPbIX NAYUCHMO8 UHMEPBAT MEHCOY 86E0CHUAMU MOdicem bbimb yeenuuen 0o 36 uacos.

Ipoduraxmura

st nonrocpodHoi MpOoPHITaKTUKH peKkoMeHayeMas no3a cocrapiser S0 ME/kr ¢ uatepBamom

BBEJICHUS Kaxple 3 - 5 aHeil. J[03y MOXKHO KOppeKTUpOBaTh B mpezenax oT 25 g0 65 ME/kr B

3aBUCHUMOCTHU OT OTBETA HA TCPAIIUIO. B HCKOTOPLIX ClIydadx, 0CO0EHHO IIpu JICYCHUU MMALIUCHTOB

MOJIOAOr0 BO3pacTa, MOXKCT HOTpC6OBaTLC$I COKpallCHUC HHTCPBAJIIOB MCKAY BBCIACHUAMHU

npernapara Wi MOBbIIIEHHE A03bl Ipernapara.



Hoorcunvie

OnbIT IpUMEHEHHUS ITpenapaTa DJIOKTEUT y MAallMEHTOB B BO3pacTe 65 JIET U CcTaplle OrpaHuYeH.

Tayuenmuoi 0emcko2o eo3pacma

Hetsm mmamgme 12 meT MokeT motpeboBaThes Oosiee YacToe BBEACHHE WM BBEICHHE OoJjiee
BBICOKHX J103 IIpernapara.
Hdns mompoctkoB oT 12 et W crapiie peKOMEHJAlMU MO JIO3UPOBAHUIO aHATOTUYHBI

PCKOMCHAAIHAM U1 B3POCJIbIX MAIIUCHTOB.

Cnoco0 IIPUMCHCHUA

[Ipenapat DnokTa npeHa3HaYeH TOJILKO /71l BHYTPUBEHHOT'O BBEICHNUA !

[Ipenapar D70KTEUT cieayeT BBOJAUTh BHYTPUBEHHO B T€UCHUE HECKOJIbKMX MHUHYT. CKOPOCTH
BBEJICHUS OIPEJICIseTCS YPOBHEM KOM(OpTa MAMeHTa U He JIOJDKHA TPeBhImath 10 Mir/MuH.
JlomyckaeTcsi eMMHOBPEMEHHOE XpaHEHUE TMpernapara B OPUTMHANBHON ymakoBke ((iakoH u
HIMPUIL B Tauke) rpu Temiieparype He Boiie 30°C B TeueHnue He Oosee 6 mecsues. [laTy uzbarus
npernapara U3 XOJIOJWJIbHUKA U1 Hadyalla XPaHEHUs IMPU KOMHATHOW TeMIepaType CIEAYyeT
yKa3aTb Ha KapTOHHOW mauke. Ilocne XpaHeHus mnpenapara Npd KOMHATHOM TeEMIlEparype
HE JIOMYCKaeTCsl ero MOBTOPHOE XpaHEHHE B XOJOauIbHUKE (pu Temmepatype ot 2 10 8°C).
He npumMeHsATh nocie ucTeueHus Cpoka roIHOCTH, YKa3aHHOTO Ha (priakoHe, WK yepes 6 MecsiieB

1oCJie U3BJICUEHUS KAPTOHHOM YIIAaKOBKU U3 XOJIOJUIbHUKA (UTO HACTYNUIIO paHHEE).

Ilociie BoccTaHOBJIEHUS

[Tocne BoccTaHOBICHUS XMMHUYecKast U pU3NUecKasi CTAOMIIbBHOCTh ObLIa MPOJIEMOHCTPUPOBAHA B
TeyeHue 6 4acoB NpH KoMmHaATHOU Temreparype (He Boime 30°C). XpaHUTh B 3alMIICHHOM OT
cBeTa Mecrte. Ecnu npenapaT He ObLI HCIIOJIb30BaH B TEUEHHUE 6 4acOB MIOCIIE BOCCTAHOBIICHMS], OH
JIOJKeH ObITh yTWiu3upoBaH. C MHMKpOOHMOJIOTMYECKONM TOYKM 3pEHHUs IMpernapar Cieayer
MCIIOJIb30BAaTh Cpa3y K€ MOcje BOCCTaHOBIEHU. Eciy npenapar He UCTI0Ib30BaJICd HEMEIIEHHO,

OTBETCTBEHHOCTD 32 COOJIIOJIEHHE CPOKOB M YCIOBUN XPaHEHUS HECET M0JIb30BATENb.
IIpuroroB/ieHne pacTBopa 1 BBeJleHHe NpenaparTa

[Ipenapat DJI0KTEUT BBOAAT BHYTPUBEHHO (B/B) MOCJIE€ pacTBOPEHUS JHO(UIN3aTa IpH MOMOIIN

pacTBOPUTECIIA, COACPKAIICTOC B ITPECABAPUTCIILHO 3aIIOJIHCHHOM LIITPHUIIC.



YnakoBka npenapara IJI0KTEUT COIEPIKHUT:

A) 1 dnakon ¢ muoduimzaTom
B) 1 MIpEABAPHUTEIIBHO
3alOJIHEHHBIM  INIpHUIl  C
pacTBopuTesieM, 3 Ml

C) 1 mrok nopuHs

D) 1 crepunbHBIi anantep s
(dhnakoHa

E) 1 wnabop wuH(py3HOHHBIN
CTEPHUJIbHBIN

F) 2 cimproBbIix canderku

G) 2 nnacTeips

H) 1 mapneBas canderka

HpenapaT ODNOKTEUT HE CJIeayerT CcMemuBaTb € ApYTrUMU pacTBOpaMHu JIsd I/IH’beKHI/Iﬁ NI

uHy3uil.

BrIMoliTe pyKH 10 BCKPBITHS YIIAKOBKH.

IIpuroroBieHue pacTBopa:

1. IIpoBepbTe Ha3BaHHE U TO3UPOBKY, YKa3aHHbBIC HA MaYKe KAPTOHHOM, 4YTOOBI yOEAUTHCS, YTO

Brl CO6I/IpaeTeCL HCIIOJb30BaTh HpaBHJ’IBHLIfI npenapar.

[TpoBephTe naTy UCTEUCHUS CpOKa TOAHOCTH Ha Mayke KapTOHHOM mpernapara DJIOKTEHT.

He npumeHnsaTh npenapat, eciau Cpok rOAHOCTH HCTEK.

2. Ecin npemnapar ONOKTEUT XpaHWJICA B XOJIOAUJIIBHUKE, CICAYCT IMOJO0XKAATh, ITIOKa (I)J'IaKOH C

npemapaToM DIOKTEHT (A) u mmpui ¢ pactBoputeneM (B) HarperoTcss 10 KOMHATHOMN

TemnepaTtypsl. He ncnonib3yiiTe BHENIHUE HCTOYHUKH TETLIA.
3. [locraBbTe (1akoH ¢ THOPUIN3ATOM Ha YUCTYIO POBHYIO TOBEPXHOCTb.
CHuUMHTE BEpXHIOIO IUIACTUKOBYIO KpBIIIKY C (rakoHa mpenapara

DIIOKTENT.

4. TlpoTpure BEpXHIOIO YacTh IOBEPXHOCTH (IaKOHA OTHOU U3
cnupToBhIX canderok (F), BXomsmux B KOMIUIEKT, JalTe BBHICOXHYTh.
He kacaiitech BepxHei yactu (¢akoHa W HE JIONyCKaWTe ee

COIMPHUKOCHOBCHUSA C JPYTrUMHU 00BEKTAMHU I10CIIE OUYUCTKH.
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5. CHuMHTE 3aIIUTHBIA OYMaKHBIM KjamaH C IUTaCTHKOBOro amgamrepa mus ¢uakona (D).

He cuumaiite 3ammTHBIN KOJIMAvoK ¢ afganrtepa. He kacaliTech BHyTpEHHEN YACTH alanTepa 1uist

¢dnakona.

6. [ToctaBbTe (pI1akOH HA POBHYIO MOBEPXHOCTb. Y ICPIKUBAsI alanTep
st prakoHa 3a 3alMTHBIN KOJIMAYOK, ITOMECTHTE €r0 Ha BEPXHIOK0
yacTh (UiakoHa MO NPsAMBIM yriioM. [IIOTHO mpmxMHTE, IMOKa
alanTep He BCTAHET HAa CBOC MECTO Ha BEPXHEW 4acTH (lakoHa, a
BBICTYII aJIarTepa He MPOTKHET MPOOKY (1akoHa.

7. Ipukpenute mrok nopuras (C) K HINPHILy C PACTBOPHUTEIEM, BBOIS
HAaKOHEYHHK LITOKA B OTBEPCTHE B MOpIIHE mmpuna. Ilosepaure mrok

TIOPILIHS 110 YaCOBOW CTPEJIKE J0 MPOUYHOM (PUKCAIIMU B TIOPIIIHE.

8. Ornomute Oenblif, ¢ KOHTPOJEM IMEPBOrO BCKPBITUS, MIACTUKOBBIN
KOJIMA4OK INIpUIla C pacTBOpPHUTENEM, crubas ero B o01acTu ¢
nepdopamnueit 10 TeX Mop, MOKa KONMadyoK He oTopBercs. CHHUMHTE
KOJIMAauoK, MOMECTUB €ro Ha IUIOCKYIO TMOBEPXHOCTh HIKHEH YacThiO
BBepXx. He kacaiiTech BHYTpeHHEH 4acTH KOJIauka WM HAKOHEUHUKA
LITIPUIIA.

9. CHEMHTE 3aITUTHBIN KOJIMAYOK ¢ ajJanTepa U BEIOPOCHTE €ro.

10. CoemuHuUTE MIMIPHI] C PACTBOPHUTENEM C amantepoM (IaKoHa, BBOJISI
HAKOHEYHHK IIMpHIIAa B OTBepcTue aaantepa. C CHION HaXMUTE H

MOBCPHUTEC HIIPUI] 1O 4acoBOM CTPCJIKC 1O HAACKHOT'O 3aKPCIIJIICHHA.

11. MenneHHO HaXXMHUTE Ha IITOK MOpIIHA, BBOJAA PaCTBOPHUTCIIL BO

(bnakoH ¢ mpenapaToM DIIOKTEHUT.

B A

1

mn

e
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12. AkkypaTHO Bpamiaiite (IakoH, COXpaHss IOJIOKEHHUE IIIPHUIIA,
COCIMHEHHOIO0 C aJalTepoM U OIYIIEHHbIM IITOKOM IIOPILIHA, J0

pactBopeHus Jmodunnzara. He BcTpsxuBaiite.

13. ITlepen mpuMeHeHHEM HEOOXOAMMO MPOBECTH BH3YaJbHBI OCMOTP MPUTOTOBICHHOTO
pactBopa. PacTBop moimkeH ObITh OECIIBETHBIM, IPO3PAYHBIM HITH CJIA00 OTAJIECIIUPYIOLIUM.

3anpemaeTc;1 HUCIIOJIB30BAaTh MYTHBIP'I PacTBOP WK paCTBOP C BUINMMBIMHU BKIIFTOUCHUAMU.

14. TIpoBepuB, 4TO MOPIICHb OIMYyIICH, epeBepHUTe (hakoH. MenneHHO
MOTSIHATE TOPIIEHb I10 HANpPaBICHUIO OT (hJIaKOHA, YTOOBI PACTBOP

MOCTYNUJI U3 (pJIaKOHA B IITIPUII.

15. Ortpenure wmmpuil OT ajanTepa, akKypaTHO TIOBOpauuBas U m

BBIKpYuUBas (pJIaKOH IIPOTUB YaCOBOM CTPEJIKH.

Ilpumeuanue: B cirydae UCIIOJIb30BaHMs OoJiee OTHOTO (pIakOHa IpernapaTa DJIOKTEUT I OJHOMI
WHBEKINHN, KKIbIM (IaKOH HEOOXOJMMO TOTOBUTh HWHIWBUIYAIIbHO, B COOTBETCTBHUHU C
WHCTPYKUUAMH BbIe (maru ¢ 1 mo 13), cHUMas mImpuil ¢ pacTBOPUTENEM, HO OCTABIISAA aganTep
Ha MecTe. J{71s1 mepeHoca pacTBopa U3 OTAENbHBIX (PTAKOHOB MOYKHO MCTIOIH30BaTh OJIUH OOJBIION

mrpul € JFOOPOBCKUM HAKOHCYHUKOM.
16. Yrunmusupyiite ¢irakoH u agantep.

HpuMeanue: €CJIM PaCTBOP HEC NOMJICKUT HEMCAJICHHOMY HCIIOJIb30BAHHIO, CIICAYCT aKKYPATHO
HAACThb KOJITAY0K Ha HAKOHCYHUK IIITpHUIA. He xacaiiTech HAaKOHEUHHKA mIrpuna uim BHYTpeHHeﬁ

HaCTH KOJIIa4dKa.

Beenenue npenapara (BHYTpUBEHHAS HHBEKITHS):

PactBOp mpemnapaTta DNOKTEUT ciieayeT BBOJUTH C TOMOIIBbI0 HHGYy3uoHHOro Habopa (E),

BXOOAIICTO B KOMIIJICKT.
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1. Bekpoiite ymakoBKy ¢ WH(Y3HOHHBIM HabOpoM U B
CHUMHTE KOJMAuoK C KoHna Tpyoku. Ilpukpenute I
LINpUL] C IPUTOTOBJIECHHBIM pPacTBOPOM Ipernapara #

<

DJIOKTEUT K KOHIy TPyOKH HWH(]Y3HOHHOTO Habopa,

\ /\\\\\\% P
MIOBOpAYMBasi €To [0 YaCOBOM CTpEIIKe.
2. Ilpmu HEOOXOAMMOCTH HaJIOKUTE 7]
. [
KPOBOOCTAHABJIMBAIOIINNA XIYT U MOATOTOBBTE MECTO \ | 3
WHBEKIMU, THIATEILHO IMPOTEPEB KOXKY  BTOPOM " “ g

/,'

CIIUPTOBOM ca()eTKOM, BXOSIICH B KOMIUICKT.

3. Ynanute u3 mH(QY3UOHHOW TPYOKHM BECh BO3IyX, MEIJICHHO HAJaBIMBas Ha IITOK
MOPUIHS JI0 MOCTYTIJICHUS )KUJIKOCTH B MHPY3HOHHYIO uriy. He mpumMensiite ycunue s
MPOMyCKaHUsl pacTBopa yepe3 Uriay. CHUMUTE 3alUTHBIN IUIACTUKOBBIA KOJIAYOK C

HUI'JIBI.

4. Benute nHGY3HMOHHYIO UTJTY B BEHY MAIMEHTY U CHUMUTE XryT. [Ipr HeoOxoaumocTu
MO’KHO HCIMOJIb30BaTh OAMH U3 muacTeipedt (G), BXOAAIIMX B KOMIUIEKTALUIO, JUIs
3aKpEIUICHHUS IIIACTUKOBBIX «KPBUIBEB» UIJIBI B MECT€ MHBEKUUU. [IpUroTOBICHHBIN
pacTBOp CIEAYET BBOAUTh BHYTPUBEHHO B TEUEHHE HECKOJIBKUX MUHYT. Jlewammii Bpau
MOKET MOPEKOMEH/I0BaTh M3MEHEHUE CKOpPOCTH BBEJCHMS INpemnapara JJisi OOJbIIero

KoM$opTa NalMeHTa.

5. Ilocie 3aBCPUICHUA MWHBCKUOMHU W YIAJICHHUA HIJIbL

HGO6XOI[I/IMO COTHYTH SaIHI/ITHBIﬁ KOJIIa40K U HAJCTh €TI0 =

Ha WUIIy. \I

6. IloxanylicTa, aKKypaTHO YTWJIM3HPYHTE WIIy W BECh HEUCIOJIB30BAHHBIA PaCTBOP,
IINPHUI, ¥ TYCTOW (IaKOH B COOTBETCTBYIOIIME KOHTEWHEpPHI A MEIUIIMHCKUX
OTXOJOB, TaK KaK 3TH MaTepHUalibl MOTYT HAHECTU BpeJ] APYIMM JIMIAM B CiIydae

HEOpEe)KHOW yTUIM3alKu. Y CTPOICTBA HE MOJUIekKaT OBTOPHOMY HCIIOJIb30BaHMIO.

Hewncnonp30BaHHbBINA OCTAaTOK IIpelaparTa UM 3arps3HEHHBIE UM MaTEPUAIIbI CIELYET

YTUIU3UPOBATH B COOTBECTCTBHUU C MCCTHBIMU TpGGOBaHI/ISIMI/I.



ITodouHoOE nelicTBHE

Pesrome npoduiist 6e3onacHocT

['MnepuyBCTBUTENBHOCT WM QJJIEPTUYECKHE PEaKIUU (KOTOpPhlE MOTYT BKJIOYaTh B ceOd
AQHTMOHEBPOTUYECKUI OTEK, OKEHHWE M IOKaJblBaHHE B MECTE€ BBEACHHMs Ipemnapara, O3HOO,
«TPUJIMBBD», TEHEPAIM30BAHHYIO KPAIIMBHUILY, TOJIOBHYIO 00JIb, JTOKAIU30BaHHYIO KpPaIllMBHUILY,
apTepHANIbHYI0 TUIMOTEH3HUI0, COHJIHMBOCTH, TOIIHOTY, OECIIOKOMCTBO, TaXWKapIviO, YyBCTBO
CTECHCHHSI B TPYIH, 3BOH B YIaX, PBOTY, CBUCTSINEE ABIXAHHWE) HAONIONAIOTCS PEAKO U B
HEKOTOPBIX CIIy4asiX MOT'YT IIPOrPECCUPOBATH JI0 TsHKEIOW aHa(hUIaKTUYECKOM peakliuy (BKII0Yas
II0K).

Y nmanueHToB ¢ TeMopuIrei A, MONyYarImux Tepanuro npenapatamu Gakropa VIII, B Tom guncie
npenaparoM OJOKTEHT, BO3MOXKHO pPa3BUTHE HEHUTPAIM3YIOIIMX AHTUTEN (MHTUOUTOPOB) K
dakropy VIIL. Ilpum mnosiBaeHuH HHTUOMTOPOB Ha (OHE JIEUYEHUS OTMEUYaeTCsl pa3BUTHE
HEJOCTAaTOYHOTO0 KIMHUYECKOrO OTBeTa. B TakuxX ciy4asx pPEKOMEHIYyeTcs OOpaTUThCi B

CHeUaIN3UPOBAHHBINA HEHTP MO JICUEHUIO reMO(pUITUH.

TabauyHbIM IEpEeYEHb HEXEIATENbHBIX JIEKAPCTBEHHBIX peakiuil (HIIP)

B Tabmume 6 mnepeuncnensl HJIP cormacHo kinaccudukanud OpPraHOB M CHCTEM-OPraHOB
MedDRA. Yacrora paseutus HJIP Obula ycTaHOBICHAa B 3aBEPIICHHBIX KIMHHYECKUX
UCCIIeTIOBaHMAX Y 379 ManueHToB ¢ TsDKENoi remoduimei A, U3 KOTOPhIX 276 MAIleHTOB paHee

nosydanu nedenue (PII), a 103 nanuenra panee He nonyyanu jeuenue (HILT).

M Ccronp30BaIiCh CIEAYIOINE KATETOPHH YaCTOThI BCTPEUaeMOCTH: oueHb yacTo (>1/10); gacto
(ot >1/100 no <1/10); medacto (ot >1/1000 mo <1/100); peako (ot >1/10000 mo <1/1000); oueHsb

penko (<1/10000); vactora Hen3BecTHA (HEBO3MOXHO OLIEHUTH 110 UMEIOIIMUMCS TAHHBIM ).

Tadimua 6. HexesraTeibHbIe peakuMu, 3aperuicTPUPOBAHHbIC B KIMHHUYECKHX

HCCJICJOBAHMSX Npenapara JJI0KTelT

Knaccnpukanus B COOTBETCTBHH C HesxenareabHbie Yacrora
NOpa’KeHueM OPraHoB U CHCTEM peakuumn BcTpevyaemocTu’
opranos (MedDRA)

Hapywenus co cmoponwvl kposu u OobpazoBanue Heuacro (PTIJT)?
TuM@amuueckou cucmemol uHru6uTOpa K hakropy | Ouens yacto (HILJT)?
VI
Hapywenus co cmoponul HepeHoii ["onoBHast 607156 Heuacro
cucmemol I'onoBokpysxeHue Heuacro

N3menenune Heuacto
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BKYCOBOTO

MAHURYIAYUU

TUIIOTEH3MS, KaK
OCJIOJKHEHHE
MEIUIIMHCKON

MPOLETYPbI

BOCIIPUSTHUSA
Hapywenus co cmoponul cepoya bpaauxapnus Heuacro
Hapywenus co cmoponwl cocyoos [ToBbilIeHNE Heuacto
apTepuaIbHOTO
JIaBJICHUS,
«ITpunuBbl», Heuacto
Anrnonatus® Heuacto
Hapywenue co cmoponwl ovixamenvHot Kamens Heuacro
cucmemvl, 0peaHo8 epyOHOU KIemKu u
cpedocmenust
Hapywenus co cmoponvl srcenyoouno- bonb B HUXKHEN YyacTu Heuacto
KUuleuHo2o0 mpakma JKMBOTA
Hapywenus co cmoponwl xocu u [Tanyne3nbie Yacro (HILI)
NOOKOJICHbIX MKAHell BBICBITIAHUS;
Kosxnas ceinb Heuacto
Hapywenus co cmoponul ckenemmo- ApTtpanrus; Heuacto
MbILUEYHOU U COeOUHUMENbHOU MKAHU Muanrus; Heuacto
bosb B ciuHe; Heuacro
Ortek cycraBa Heuacro
Obwue paccmpoiicmea u HapyuieHus 6 Tpom0bo03 B MecTe Yacro (HITJT)®
Mecme 86e0eHs. KaTeTepusaluu, Heuacto
Henomoranme; Heuacto
bons B rpyauy; Heuacto
O3H00; Heuacto
Omymienue xapa
Tpaembl, unmokcukayuu u OCI0HCHEHUs AprepuanibHas Heuacto

PIJI = nanmenTsl, panee nmony4vasiiue jgedenue, HITJI = nanueHTsl, paHee He MOJTyYaBIIKe JICUCHHUE.
! Hepeuenv HJIP u vacmoma ux 6cmpeuaemMocmu, eci He yKa3ano uHoe, npedcmasiensl monbko 0

PILJL.

2 Jlannvie 0 wvacmome ocHo8aHbl Ha Uccredosanusx ecex npenapamog FVIII, 6 komopvix yuacmeosaniu
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nayuenmvl ¢ masxcenou cemopuaueti A.
3 [Tepeuenv HIIP u wacmoma ux eécmpeyvaemocmu npedcmasienvi moavko 0ns HIT.
4 TepMuH UCCIIENOBATENS: 60Ib 6 COCYOE NOCAE 66e0eHls npenapama INoKmetin.

IIpuMmeHeHnue y gereu

Paznnumii xapakrepuctuk HJIP y nereit u B3pocibix He orMedanu. YacTora, CIEKTp U TSKECTb

HJIP y nereii, kak okuaeTcs, OyIyT aHAJIOTMYHBI TAKOBBIM Y B3POCIIBIX.

Ilepeno3upoBka

CuMnToMBI 11epe103UPOBKH HE OIIMCAHBI.

B3auMogeiicTBHe ¢ IPYTrHUMH JIEKAPCTBEHHBIMH CpeICTBaMH
CooOuiennii 0 B3auMOAEHCTBUU PEeKOMOWHAHTHBIX (akTopoB cBepThiBanus VIII ¢ apyrumu
JIEKApCTBEHHBIMU CPEACTBaMU HE NoJiydeHo. MccinegoBaHusi MO M3YUYEHUIO B3aMMOJIECHCTBHS

MEXJly MpenaparoM DJIOKTEUT U IPYTUMU JIEKAPCTBEHHBIMU CPEICTBAMU HE IPOBOIUIIH.
Oco0ble ykazanust

T'unepuyscmeumenvrocmo

[Ipu npumeHeHHMH mpenapara OJOKTEUT BO3MOXKHO pa3BUTHE QJJIEPrUYECKUX PpEeaKLnil
TUIIEPYYBCTBUTEIBHOCTH HEMEJIEHHOTO THUIIA. [Ipn HOSIBJICHUN CUMIITOMOB
TUIIEPUYYBCTBUTEIIBHOCTH IPUMEHEHHME IIpernapara CleIyeT HEMEUIEHHO MPEKpAaTUTh H
o0paTuThcs 3a MEAMIMHCKONW momoribto. [lanneHToB HE0OX0IUMMO MH(OPMUPOBATH O PaHHHUX
CUMITOMAax peakUUuid TUIEPUYyBCTBUTEIBHOCTH, TaKWX KakK JIOKAJIM30BaHHAs KpalMBHUILA,
TFEeHEpaIN30BaHHasl KpalMBHUIA, OLIYIIEHUE CTECHEHHMsT B TIPyAM, CBHUCTSIIEE JbIXaHUE,

apTepuabHas THITOTEH3Us U aHa()UITaKCHS.
B citydae pa3BuTHs moka J0/bKHA OBITH TPOBEIEHA CTaHIapPTHAS IPOTHBOIIOKOBAS TEPATTHSL.
Hueubumopwt pakmopa ceepmwisanus kposu VIl|

OO0pa3oBaHue HEUTPAIN3YIOMNX aHTUTEN (MHTUOUTOPOB) K (akTopy cBepThiBaHUs Kpou VIII
ABJISIETCS. U3BECTHBIM OCJIOKHEHHEM IpH JICYEHUH MallMeHTOB ¢ remodunueil A. Otu aHTuTeNna
0OBIYHO TPECTABISIIOT 000 UMMYHOTI00yIMHBI 1gG, nelicTBUe KOTOPBIX HAIIPaBJI€HO IPOTUB
IPOKOAryJISTHTHOM akTUBHOCTH (pakropa VIII, koTopble KOIMYECTBEHHO ONPEIEIAIOT B MHULIAX
Berezna (BE) Ha M mia3Mel KpOBH, HCTIONB3YS MOAM(DULIMPOBAaHHBIHN aHanu3. Puck oOpa3oBaHus
WHTUOMTOPOB KOPPETUPYET C THKECThIO 3a00JeBaHUsA, TakKKe, KaK W JIKCIO3MIMEH (akTopa

cBepteiBanusa kpoBu VIII, m Hambosee BbICOK B TeueHue mepBbIXx S50 gHEH Tepamuu, HO
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COXPAHACTCA, XOTsA U HEBBICOKUM, ITOKU3HCHHO.

Knuanyeckass 3Ha4MMOCTh MPOIYKIIMA MHTUOUTOPOB 3aBUCHT OT MX TUTPA, MPH 3TOM HU3KHE
TATPBl ACCOLMUPYIOTCS C MEHBIIMM PHUCKOM HEIOCTATOYHOIO KIMHUYECKOTO OTBETA, YEM

BBICOKHC.

B nenom, HeoOXoauM TINATENBHBIH MOHUTOPUHI BCEX NAllMEHTOB, MOJIyYAIOIIMX HpenapaThl
¢dakTopa ceprthiBaHUs KpoBH VIII B OTHOImEHMHM NPOAYKIWH WHTUOMTOPOB C IOMOIIBIO
COOTBETCTBYIOIIMX KIMHUYECKUX M JaOOpaTOpPHBIX TECTOB. Eciam o0Xumaemblii ypOBEHBb
aKTUBHOCTH (pakTopa cBepThiBaHUs KpoBu VIII B miazme KpoBM HE JOCTUIAETCs, WM €CIIU
KPOBOTEYECHHE HE KOHTPOJHUPYETCS ¢ IIOMOIUBIO COOTBETCTBYIOLIEM J03bl IIpernaparta,
HE00X0JMMO IIPOBECTH aHAJIU3 HA IPUCYTCTBUE UHTMOUTOPHBIX aHTUTEN K (PaKTOPY CBEPTHIBAHUS
kpoBu VIII. V manueHToB ¢ BBICOKMM THTPOM WHTHOMTOPHBIX aHTHUTEN JICUCHHE IpernapaToM
¢dakTopa cBepThiBaHus KpoBH VIII MoxkeT ObITh He’IpPEKTHBHBIM, M, HOITOMY, CIEAYyeT
paccMOTpETh BapUaHTBl AIbTEPHATHUBHOW Tepanuu. JleuyeHue TakuxX NanUEHTOB JOJKHO
OCYILECTBIISITHCS BpayaMH, UMEIOIIMMH OIIBIT JICYCHUSI TeMO(DMINN ¢ TPOAYKIUEH HHTHOUTOPOB

¢dakropa cBeprbiBaHus kKposu VIII.

Cepoeuno-cocyoucmvie 3ab01e6anus
VY manueHToB ¢ (pakTopamMH PUCKa CepAEUHO-COCYTUCTBIX 3a00I€BaHNH 3aMeCTUTEIbHAS TePAIUs

npenapaToM ¢akropa VIII MoxxeT yBeIUYUTh 3TOT PUCK.

Ocnooicnenus, cesazanHvle ¢ kKamemepusayuet
[Tpy HEoOXOaMMOCTH IEeHTpalbHOro BeHo3Horo aoctyna (LIBJI) ciemyer y4yuThIBaTh pPHUCK
pa3sBUTHSI OCIOXHEHUH, cBA3aHHBIX ¢ L[BJ/l, BKitouass MecTHble MHQEKIUH, OAKTEPUEMHUIO U

TpOM603 B MCECTC KaTCTCpHU3allN.

Jlokymenmayus npu mepanuu npenapamom
HacrositensHo pexomMeHAyeTcs KaxAblid pa3 Npyu NPUMEHEHUH Ipenapara JJI0KTEUT 3aUChIBaTh
HAUMEHOBAaHHE W HOMEp CepHM Tperapara, yToObl OOECHeUUTh BO3MOXKHOCTH OTCIIEKHWBAHUS

CBSI3W MEXIy MaIlMEHTOM U MCITOJIb30BAHHOM Cepueil JIEKapCTBEHHOTO Mperapara.

HauueHmbz 0emcKkoco eo3pacma
HCpC‘-II/ICJ'IeHHLIC ocoObIe YKa3aHuAa U MCPBI IPCAOCTOPOKHOCTH TPUMCHHUMEI KaK 'y B3pOCIIbIX, TAK

Uy JETEN.

I/IHd)ODMaHI/ISI O BCIIOMOTaTCJIBbHBIX BEIICCTBAX

JlaHHBII mpernapaT coaepXuT MeHee | MMomb (viu 23 Mr) HaTpus Ha (UIAKOH, ITOATOMY MOYKET
17



PacIieHUBAThCS KaK «HE COACPIKAITUN HATPUS.

Tem He MeHee, B 3aBUCUMOCTH OT MacChl T€JIa U PeXXruMa JJO3UPOBAHUS, MAIIUEHT MOXKET MOJTy4YaTh
HECKOJIbKO (DJIaKOHOB TMperapara (JONMOJHUTENIbHAs WH(POpPMAalus O COAepKUMOM (akoHe
npuBeneHa B pasznuenie «Cocrasy). DTO cleayeT YUYUThIBATh MAIlMEHTaM, MMOJYYAIONHM JTHETY C

KOHTPOJIMPYEMBIM COZIEpKAaHUEM HATPHSL.

Binsinne Ha CIOCOOHOCTH YIPABJISTH TPAHCIIOPTHBIMHU CPEeACTBAMM H MeXaHNU3MaMH
[Ipenapat DIOKTEUT HE BIUSET HAa CIIOCOOHOCTH YNPABIATH TPAHCIIOPTHBIMH CPEICTBAMU H

MCXaHU3MaMMH.

®opMa BBIILYCKA

Jlnodunmzar nis mpUrOTOBIICHUSI pacTBOpa Jisd BHyTpuBeHHOTO BBeaeHus, 250 ME, 500 ME,
1000 ME, 1500 ME, 2000 ME u 3000 ME.

ITo 250 ME, 500 ME, 1000 ME, 1500 ME, 2000 ME, 3000 ME Bo ¢hiakoHbI n3 00pOCHIUKATHOT'O
cTekia Tuma |, yKymopeHHble XJIOpOYyTHIKaydyyKOBOW NpPOOKOW M 00XaTble altOMHHHEBBIMU
KOJIMAYKaMH C TUIACTUKOBOM KPBIIIKOW ¢ KOHTPOJIEM IIEPBOI'O BCKPBITHSL.

ITo 3 M pactBopuTens (BoAa sl MHBEKIUI) B CTEKJISHHOM IPEIBAPUTEIBHO 3alOJHEHHOM
mmpuie u3 OOpPOCHIMKATHOTO cTekia Tuna | ¢ OGpoMOyTHIIKAydYyKOBBIM OTPAHUYUTENIEM TOPIITHSL.
[To 1 ¢makony ¢ nuodunuzarom, 1 mmpuily ¢ pacTBopuTeneM, | MTOKy NOpIIHA, | cTepuIbHOMY
agantepy ans ¢rakoHa, | Habopy WH(QY3MOHHOMY CTEPHWIBHOMY, 2 CIIUPTOBBIE Ccal(eTKH,
2 TutacTeIps M 1 MapneBoii canderke BMeCTe ¢ HHCTPYKIIUEH 10 MEAUIIMHCKOMY TTPUMEHEHHIO B
Mayke KapTOHHOM.

Ha cThike KpBIIKK U JTHA TIEpEeIHEed TPaHM MAYKH HAKJIEHBAIOT CAMOKJICIOIIYIOCS STUKETKY st
KOHTPOJISI IEPBOTO BCKPBITHSI.

IIpumeuanue: Ha cTeHKy cTekJIsHHOTO (hjlakoHa MOXKeT ObITh HaHeceH TexHuueckuil 2D kon

1100 HA METAITINYECKOM KOJIBIIC BOKPYT KPBIIIKHN (pJ'IaI(OHa MOXET OBITh YKa3aH HOMECp CCPUMU.

YciaoBus XxpaHeHUs

[Tpu Temnepatype ot 2 10 8§ °C B OpUTHHATIBHOHN yITAKOBKE JUUIsl 3alIUTHI OT BO3ICHCTBUS CBETA.
He 3amopaxuBars.

JlomyckaeTcst OTHOKpAaTHOE XpaHEHHUE Mpernapara B OpUrHHaIbHOM yrakoBKe ((JIaKOH U IIIPHUIL B
nauke) npu temneparype He Bbimie 30 °C He Gonee 6 MmecsueB. [loBTopHOe XpaHeHHe IpH
temnepatype ot 2 10 8 °C He 1oImyCKaeTcs.

XpaHUTh B MECTaX HE JOCTYMHBIX JIJIs JETEH.
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Cpox rogHocTu

JIno¢punuszar - 4 roga, pacTBOPUTENS - 5 JIET.

He npumensaTs npemnapar o MCTEYEHHIO CPOKA FOJHOCTH, YKa3aHHOIO HAa KapTOHHOM Maudke U

OTHUKETKE (bHaKOHa C IIpcriapaTtom. I[aTOﬁ OKOHYaHHA CPpOKa 'OJHOCTHU ABJISACTCS HOCJ'IGI[HPIIZ JCHb

MECdla, YKa3aHHOT'O B CPOKE I'OJHOCTH.

He npumensaTs npenapat, XpaHUBILUNCSA IPY KOMHAaTHOW TemMnepaTtype 0osee 6 MeCsILEB.

YcaoBus oTnycka

OTnycKaroT 1Mo peLernTy.

Buaajesieny perucTpauMoHHOr0 y10CTOBepeHHUs:
Ceenum Opdan buoButpym Ab (mabm), [Beuus
Swedish Orphan Biovitrum AB (publ)

SE-112 76 Stockholm, Sweden

IIpousBoauTesb (BbIMYCKAUINI KOHTPOJIb Ka4eCTBA)
Ceenum Opdan buosutpym Ab (mabm), [lBenus
Swedish Orphan Biovitrum AB (publ)

Strandbergsgatan 49, 11276 Stockholm, Sweden

IIpousBoauTe/ab U NEPBUYHBINA YIIAKOBIIHK:
Jluogpunuzam:

Berrep ®apma-®Deprurynr ['MOX u Ko. KI', 'epmanus
Vetter Pharma-Fertigung GmbH & Co.KG

Mooswiesen 2, 88214 Ravensburg, Germany

ITateon Utanus C.n.A., Utanus
Patheon Italia S.p.A.
2° Trav. SX Via Morolense, 5, 03013 Ferentino (FR), Italy

Pacmeopumens:
Berrep ®apma-Deprurynr I'm6X u Ko. KI', I'epmanus
Vetter Pharma-Fertigung GmbH & Co.KG

Eisenbahnstrasse 2-4, 88085 Langenargen, Germany
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AJpec s HANIpABJIeHAS NPeTeR3HA MOTPeOATEEH:

000 «Cregum Opdan bruoBuTpyM»

C/O IlIeenckuii Toproeerit Coser

119034, Mockga, yi. [Ipeuncrenka 40/2, nom 1, 4 mognesn, 2 stax
Ten. : +7 (495) 748 84 79

e-mail: PV.Russia(@sobi.com

HpClICTaBHTeHB KOMITaHUH

Jmvutpues J[.B.
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