MUWUHHUCTEPCTBO 3/IPABOOXPAHEHM S POCCUICKOI ®EEPALIUN
MHCTPYKLINS
10 MEJIMIIMHCKOMY TIPUMEHEHUIO JTEKAPCTBEHHOT'O TTPEITAPATA

TEMATE® I

Perucrpanuonnsiii Homep: JII1-000596
Toprosoe nanmenosanne: I'emate® I1
MeKIyHApPOAHOE HEeNATEeHTOBAHHOE WJIH

ceepteiBanus kposu VIII+dakrop Bunnedpanna

rPyNNnupoBOYHOe HAMMEHOBaHHe: (aKToOp

JlekapcTBeHHast ¢opMa: THOQMINM3AT A NPUTOTOBJICHUS PAcTBOpa Ui BHYTPHUBEHHOTO

BBEICHUA

Cocras

1 ¢pnaxoH ¢ MMOPUIN3ATOM COAEPIKHUT:

KommnonenT KoanuecrBo

Jdo3upoBku 250 ME+ 500 ME+
600 ME 1200 ME

eiicmeyoujue senjecmea:

dakrop 200-300 400-600
CBEPTHIBAHUS (250) ME (500) ME
kposu VIII

dakrop 360-840 720-1680
Bunnebpanna (600) ME (1200) ME
Bcnomozamenwvnule seujecmea:

AnpOymMHuH 40-60 mr 80-120 mr
YeJI0BEKa

[Ny 75-125 mr 150-250 mr

Harpus xnopun 10-20 mr 20-40 mr
Hatpus nurpara  17,5-35 mr*  35-70 mr*

JUTUIpAT

1000 ME+
2400 ME

810-1200
(1000) ME

1440-3360
(2400) ME

160-240 mr

300-500 mr

40-80 mr
70-140 mr*

Hatpust runpokcun HeGomnbioe konmdecTBo A goBeacHust pH

XnopuctoBogopon Hebonbmioe komu4ecTBo st qoBeneHus pH

Has KHCJIOTa
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1 ¢makoH ¢ pacTBOpUTEIEM CONEPIKUT:
Boga mis 5,0 Mo 10,0 M 15,0 ma
UHBEKIIUU

*COOTBETCTBYET COJICPKAHHUIO HATPUs IIUTpaTa O€3BOJHOTO

Onucanne

Benplit unu nmoutu 6enblit muodumnsar.

Boccmanoenennulii pacmeop: 0T OECLBETHOTO 10 CBETIIO-KEJITOrO I[BETA IIPO3pauHas UK c1abo
OTaJIeCIUPYIOIasl XKUAKOCTh. [Ipy MOTy4eHHH BOCCTAHOBJIEHHOTO PAacTBOPAa B COOTBETCTBHHU C
MHCTPYKIMEH MO MEJUIIMHCKOMY MPUMEHEHHMIO, B PAacTBOpPE MOXKET HaOII0NaThCs HECKOJIBKO
HEOOJIBIINX XapaKTepHBIX XJIOMbenogoOHbIX uacTul. [locne QuubTpamuu yepe3 ¢GuiIbTp,
MOCTABJISIEMbII B KOMIUIEKTE C MTPETapaToM, MPOUCXOJUT yAAICHUE 3TUX YaCTHUI], U OJTYYCHHBIH
pacTBOp JOJKEH OBITh MPO3PAYHBIM HITH CJIETKA OMAIECIUPYIOIIHM.

Pacmeopumeﬂb: 6€CHBCTHa5I npo3pavuHas ) XUAKOCTb.

dapmakoTepaneBTHYECKas IPyNIAa: reMOCTaTUUYECKHUE CpelcTBa; BUTaMuH K u apyrue

reMOCTaTHYECKUE CPEACTBA; (PaKTOPHI CBEPTHIBAHUS KPOBH.

Kox ATX: B02BDO06.

dapMaKoJIOrHYecKue CBOMCTBA

Temare® I 250/500 nocne BoccTaHoBIeHUS B 5/10 M1 BOIBI 11 MHBEKIHH conepkut 50 ME/mu
daxropa ceprhiBanus kposu VIII u 120 ME/ma daxtopa Bunne6pana. Iemare® IT 1000 nocne
BOCCTAHOBIJIEHUS B 15 Mu1 BOAbI JUIsi MHBEKIMH copepxuT 66,6 ME/Mn ¢akTopa cBepTHIBaHHSA
kpoBu VIII u 160 ME/Mn dakropa Bunnebpanna.

AxTuBHOCTH (hakTopa cBepthiBanus kpou VIII B ME ompenensieTcsi METOIOM XPOMOTE€HHOT'O
cybcTpara B coorBeTcTBHE ¢ EBpomnelickoit dapmakoneeii. Crieruduyueckas akTUBHOCTh (akropa
ceeproiBanus kposu VIII Temare® IT cocrapiser okono 2-6 ME (akropa cBepThIBaHHS KPOBH
VIII / mr 6enka.

D¢ ¢extuBHOCTh (akropa Bumnebpanga B ME wu3MmepsieTcss 1Mo akTUBHOCTH KoQakropa
puctouetuHa (VWEF: RCo) B cpaBHeHMM ¢ MexayHapoIHBIM CTaHIAApTOM JUIsl KOHILIEHTpara
¢axropa Bunnebpanna (BO3). Cneunduueckas akTuBHOCTH (akropa Bunnebpanga npemnapara
I'emare® I1 cocrasnser npubnusurensHo 5-17 ME VWE: RCo / Mr Gerika.

JlexapcTBenHblii mpenapar I'emare® IT IpoM3BOAUTCS U3 TIA3Mbl JOHOPOB.
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dapMakoAUHAMUKA

Dakmop Bunnedpanoa

Temate® I1 nposBisieT Te e CBOICTBA, YTO U SHAOTeHHBIH (pakTop Bunnedpana.

Kpome ¢ynkumu 3anmrsl paktopa cBeprbiBanust kposu VIII, ¢aktop BunneOpaniga BbI3bIBaeT
aare3uio TPOMOOIIMTOB B MECTE MOBPEKICHUS COCY/Ja U WUIPaeT BAaXHYIO POJIb B arperauu
TPOMOOITUTOB.

Hasnauenue ¢akropa BunneOpanna mo3BoJsieT KOPPEKTUPOBATh HapyLIeHHS TremMocTasa y
MAIMEeHTOB, cTpafamux Aeduuutom pakropa Bumiebpannaa, Ha IBYX ypOBHSX:

- (hakTop BunneOpanaa criocobCTByeT aare3uu TpPOMOOIIMTOB B MECTE IOBPEXKCHHUS cocyia (TaK
KaK OH CBSI3BIBACTCSI M C CYOdHIOTENHAILHBIM CIOEM COCYAOB, U ¢ MEMOpaHO TPOMOOIIMTOB),
obecrieunBasi TEPBUYHBIM TremMoOCTa3, O YeM CBUJCTEIbCTBYET YMEHBIICHHE BpPEMEHU
KpoBOTeueHHs. OTOT 3(¢EKT BO3HHKAEeT HeMeIeHHO. V3BecTHO, 4YTO OH 3aBUCHT OT
NPUCYTCTBUSL OOJNBIIOrO KOJIMYECTBA MYJIbTUMEpPOB (pakropa BumieOpanma ¢ BBICOKOM
MOJIEKYJIIPHON MacCOM.

- (hakrop Buiebpanna cmocoOCTBYeT OTCPOUEHHON KOPPEKIMU ACCOUUPOBAHHOTO JE(PUINTA
¢axtopa VIII. Ilocne BHyTpuBeHHOTO BBeaeHHUS ¢akTop BuneOpanna cBsi3bIBaeTcs ¢
sHoreHHBIM  (aktopom VIII (koTOpblii BbIpabaThIBAE€TCS y TMALMEHTOB B JOCTaTOYHOM
KOJINYECTBE), U, CTAOMIU3UPYS 3TOT (HaKTOP, MPEMATCTBYET €ro OBICTPON Jerpajaluu.

[TosToMy mpu BBeneHMH uducTOro (akropa BuuieOpanna (¢ HU3KUM cojep)kaHHEeM (akTopa
VIII) oTmeuaercsi cierka OTCpoueHHass Hopmanu3zaius conepxanus gaxropa VI (FVIIL:C)
nocje mepBoil MH(QY3uU, a MpU BBEIACHUU MpemnapaToB Qakrtopa BuieOpanpaa, conaepxamux
¢daxtop VIII, Hopmanuzauus copepkanus Qakropa VIII ormeuaercst cpasy ke mocie mepBoi
UHQPY3HUH.

Daxmop ceepmuieanus kpoeu VIII

I'emare® I nposBIISET Te e CBOMCTBA, YTO M SHIOTEHHBIH (pakTop cBepThiBanus kposH VIII.
Kommniekc ¢akrop VIIl/pakrop BumneOpanga cocTouT wu3  JAByX MoOJeKyn (daxropa
cepthiBanus kpoBu VIII u  dakropa BumneOpanna), BBINOJHSAIONIMX  pa3IdYHbIC
¢du3nonornueckue QyHKIUH.

[locne BBenenus mnammentam ¢ remopuwimeir ¢akrop VIII cBs3bBaercs ¢ akropom
Bunnebpanna B cocyucToM pycie.

AxrtuBupoBanHblil (hakrop VIII gelicTByeT kak Ko-(pakTop Ijisi akTHBHPOBAHHOro ¢axtopa IX,
yCKopsist mpeBpatienue ¢paktopa X B akTHBUPOBAHHBIN (hakTop X.

AKTUBHPOBaHHBIN (hakTop X CIOCOOCTBYET MPEBPAIICHUIO TPOTPOMOUHA B TpOMOUH. TpoMOuH,

B CBOIO O4epeib, peodpa3yer (uOpHUHOTreH B GHUOPHUH U CIIOCOOCTBYET 00pa30BaHUIO TpOMOa.
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I'eMopunuss A — 53TO HACIEACTBEHHOE, CIICTUIEHHOE C TII0JIOM HapyIIeHHE B CHUCTEMeE
CBEpPTHIBaHUS KPOBHU BCIICACTBUE CHIKEHHS coaepxkanus (akropa VIIIL.

3aboseBaHue MPOSBISETCA B BHJE NPOQY3HBIX KPOBOTCUCHHH M KPOBOM3IUSHHUNA B CYCTaBBI,
MBIIIIBl U BHYTPEHHUE OpraHbl CIIOHTAaHHO WIHM B pe3yjbTaTe CIIy4allHOM TpaBMbl WU
XUPYPTUYECKOr0 BMEIIATENIbCTBA. 3aMECTUTENbHAs Tepanus aeduiuTa (hakropa CBEpTHIBAHUS
kpoBu VIII B mimazme mo3BoJisieT BPEMEHHO HOPMAalIHM30BaTh COAEp)KaHUE (haKkTopa, a TaKxKe

YMCHBIIUTDH CKIIOHHOCTDb K KPOBOTCUCHU M.

DapMaKOKHHETHKA

Dakmop Bunnedpanoa

dapmakokuHeTndeckue cBoiicta Iemare® IT oneHmpanuch y 28 NalMEHTOB C OONE3HBIO
Bunnebpanna [tun 1 n=10; tun 2A n=10; Tun 2M n=1, tan 3 n=7] BHe KpoBoTeueHus. [lepuon
nonyBbiBeieHUsT (akropa BumneOpannga VWF:RCo (aByxkamepHast Monenb) coctasiser 9,9
qacoB (B cpegHeM, ot 2,8 1o 51,1 yaco). HauanbHelil nepuon nonyBeiBeAeHUs cocTaBiseT 1,47
gaca (B cpeaneM, ot 0,28 mo 13,86 yaca). YBenuueHue pUCTOIECTHH-KOGAKTOPHON aKTUBHOCTH
VWF:RCo in vivo cocraBuser 1,9 (ME/mn)/(ME/kr) [B cpemnem, ot 0,6 no 4,5
(ME/mn)/(ME/kr)]. Cpenusisi miomas Mo KpUBOH «KOHIIEHTpaluu-BpeMs» paBHa 1664 ME/an
x 1 (B cpearem, ot 142 no 3846 ME/an x 1), cpennee Bpemst yaepxkanusi (CBY) cocrasmio 13,7
9 (B cpenHeM, ot 3,0 mo 44,6 yacoB), cpenauii knupenc - 4,81 mur/kr/4 (B cpeanem, ot 2,08 1o
53,0 mu/kr/u).

MakcumanbHoe conepxkanue (gaxkropa BumieOpanna B miazMe 0ObIYHO JTOCTUTAJICS HMPUMEPHO
yepe3 50 MUHYT mociie BBeAeHUs. MakcuMalbHOE cojaep)kaHue (pakropa CBEpPTHIBAHHS KPOBH
VIII nabmonancs yepes 1-1,5 gaca nocie BBeICHHUS.

Daxmop ceepmuieanusn kpoeu VIII

[locne BHYTpUBEHHOrO BBelEHHMS HaONIIOJaeTCs CHavyana ObICTPOE YBEIWYEHHE aAKTUBHOCTH
¢akropa cBepteiBaHus KpoBu VIII B muazme, a 3areM OBICTpOE CHIDKEHHE AaKTUBHOCTU C
MOCIEIYIOUIMM  ME/UICHHBIM CHW)KEHHEM aKTUBHOCTH. lMccinenoBaHus y TAIMEHTOB €
remMo(uiel A mokasaiu, 4yTo NMepuo/] MOTyBbIBeAeHH cocTaBmil 12,6 yacoB (B cpeanem, ot 5,0 1o
27,7 4). YBenuueHnue akTuBHOCTU (pakTopa cBepthiBaHus kpoBu VIII in vivo cocraBmio 1,73
ME/mn na ME/kr (B cpennem, ot 0,5 1o 4,13). B onHOM uccnenoBanuu cpeHee BpeMs yaep KaHus
cocraBmwio 19,0 yacoB (B cpemnem, ot 14,8 no 40,0 wacoB), cpeaHsis IUIOLIAAb MOJA KpPUBOM
«koHIeHTparu-BpeMs» — 36,1 (% x 1) / (ME/kr) (B cpemrem, ot 14,8 no 72,4) (% x 1) / (ME/xr),

cpemHuil KimpeHc - 2,8 Mi/kr/4 (B cpeanem, ot 1,4 1o 6,7 mi/kr/4).
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IToxka3zaHus K NPUMEHEHHIO

e [Ipodunaktuka MU JiedeHHE KPOBOTCUCHMI, a TAaKXKE KPOBONOTEPh BO BpEMs ONeparui y
NaIeHToB ¢ 0ose3Hpi0 BuneOpana, eciau MOHOTEpaIus JecMOIpecCuHOM HeaddekTuBHa
WJIY IIPOTUBOIIOKA3aHA;

e JleyueHne M TPOQPHUIAKTHKA KPOBOTCUCHHH Yy MAIMEHTOB ¢ remoduineir A (BpOXKIEHHBIN
nedunut gaxkropa cepreiBanus KpoBu VIII);

e MoXeT HCIONIb30BaThCA ISl JIGYEHUS W MPOQMIAKTUKA KPOBOTEUYEHUH Yy MAIlMEHTOB C
npuoOpeTeHHBIM nepuuuToM (Gakropa cBepThiBaHus kKpoBH VIII 1 y manueHToB ¢ Hanuyuem

aHTUTelN K (hakTopy cBepThiBaHus KpoBu VIII.

IIporuBonOKa3aHusA
[ToBbIlIeHHasT YyBCTBUTEIBHOCTD K (pakTopy cBepThiBaHusi kpoBu VIII, dakropy BuneGpanna

WK JTI000MY ApYroMy KOMIOHEHTY Mpenapara.

IIpumenenne npu 6epeMeHHOCTH M B IEPUOJ IPYAHOI0 BCKAPMJIMBAHUS
Uccnenopanus BiusiHus npenapata I'emare® I1 Ha penpoayKTHBHYIO (YHKIMIO KHBOTHBIX HE
IIPOBOJMIINCE.

bonesuv Buniebpanoa

Bbonesnpr Bunnebpanna Hacnemyercss ayTocoMHO. JKEHITHMHBI 0OJICIOT aXe Yalle My»XYuH U3-3a
JOMOJTHUTEIBHOTO PUCKA, CB3aHHOT'O C MOTEpeil KPOBU BO BPEMsI MEHCTpYyaluu, 0€peMEeHHOCTH,
POJIOB U NIPU PA3BUTHUU TMHEKOJOTHYECKUX 3a0oneBaHuii. Ha OCHOBaHMM MOCTMapKETHHIOBOTO
MCCIIEIOBAaHMsI MOXKHO PEKOMEHIOBATh MCIIOJIb30BaHUE 3aMeHuTeNel (akropa BuneOpanaa s
JeyeHus] U MPOPUIAKTHKH KpoBOTeueHHH. KilmHMUecKue NaHHbIE O 3aMECTHTEIbHOM Tepanmuu
¢dakTopom BunneOpanga Bo Bpemsi OEpeMEHHOCTH W B IEPHOJ TPYIHOTO BCKapPMIIUBAHHS
OTCYTCTBYIOT.

Lemogunus A

B cBs3u ¢ TeM, uro remomins A peaKo BCTPEYaeTCs y JKEHIIMH, ONBIT MPUMEHEHUs GaKTopa
cBepthiBaHuss KpoBu VIII Bo Bpems OepeMEHHOCTH W B MEPHUOA TPYAHOTO BCKapMIIMBAHUS
OTCYTCTBYET.

Takum oOpazom, B mepuoa OepeMEHHOCTH W B MEPHOJ T'PYIHOTO BCKapMIIMBAHUS Iperapar

CJICOAYCT MPUMCHATH TOJIBKO IPHU HAIMYNH HCCOMHCHHBIX MMOKa3aHUM.

Cnoco6 npuMeHeHus1 U 103b1

Jleuenmne AOJDDKHO MPOBOAUTHCA BpauOM, UMCIOIIUM OIIBIT JICUCHUA FCMO(bI/IJII/II/I.
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bonesuv Bunnebpanoa

Pacuér no3el mpoBomir ¢ yderom konuuectBa ME daxrtopa BumneOpanna, yka3aHHOro Ha
¢nakone.

Kak mpaBuno, 1 ME/kr ¢akropa Bumnebpanna (VWEF:RCo) mnoBblmaer copepikaHue
[UPKYJIHMPYIOIIEro B KpOoBH nanueHTa (akropa Bunmnedpanaa va 0,02 ME/Ma (2 %).

CrnemyeT CTpeMHTBCS K JOCTIKEHUIO cosiepxkanus (akropa Bunedpanaa > 0,6 ME/ma (60 %) u
¢akropa VIII:C > 0,4 ME/mn (40 %). OOGbIYHO ¢ 1eIbI0 00€CIIeYeHUsI TeMOCTa3a PEKOMEH Ty eTCsl
BBeneHue 40-80 ME/kr ¢akropa Bumiebpanna u 20-40 ME/kr ¢akropa VIII Ha KT Macce! Tena.
Moxer mnorpeboBaTbcs HauyasibHas 1o03a ¢aktopa BummneOpanga 80 ME/kr, ocobGenHo vy
MaIKeHToB ¢ 0ose3Hplo BuneOpanaa 3 Tuma, Korjaa mojajep:kaHue aJeKBaTHOTO COAEPKAHHS
¢daxTopa BumieOpanna Moxer morpeOoBaTh BBEACHHUS 0ojiee BBICOKMX 103, YeM IPHU JPYTUX
Tumnax Oone3nu BuneOpanna.

IIpogpunaxmuka KpogomeueHUul nNPu ONEPAYUIX U MANHCEIbIX MPABMAX

Jns mpouIakTUKHA HM30BITOYHOM KpPOBOIOTEpU BO BpeMsl W TIOCIE OIEpaluil BBeIEHHE
Ipenapara J10JKHO HauMHaThes 3a 1 mim 2 yaca 10 Hayana orneparuu.

Kaxnpie 12-24 yaca HeoOXOAMMO TOBTOPSTH BBEIEHHE COOTBETCTBYIOMIMX J103. Jlo3a
JUTUTENIFHOCTh TEPANUU 3aBUCAT OT KJIMHUYECKOTO COCTOSIHMS TNAalMEHTa, THIA WU TSDKECTH
KpPOBOTEUEHHs U cofiepxkanus paktopa Bumiebpanna u gpaxropa cBepreiBanus kposu VIIL

[Ipu ucnonb3oBaHuM mpenapatoB (akropa BumneOpanaa, comepkamux (akTop CBEPTHIBAHHS
kpou VIII, nedamuii Bpad [OOJDKEH YYHUTHIBATH BO3MOYKHOCTb YPE3MEPHOIO ITOBBILICHUS
conepxkanusi ¢dakropa VIII mpu mpomomxurensHoM JedeHuu. Yepes 24-48 yacoB Tepamuu, BO
n30ekaHue HEKOHTPOJIIMPYEMOro yBenuueHHus coxaepxkanust ¢axrtopa VIII, cremyer oueHUTH
HEOO0XOIMMOCTh CHIKEHHS TO3bI MITH YBEJIMYCHUSI HHTEPBAJIOB MEX/ly BBEICHUSAMHU Ipenapara.
Jlemu

Pexxum no3upoBaHus y J€Te pacCUUTHIBAETCS C yYETOM MAcChl TeJla, TO €CTh OCHOBBIBAETCS Ha
TeX K€ MPUHIMIIAX, YTO U Y B3pOCibIX. HacToTa BBEICHUS MpernapaTa BCerja J0JKHA 3aBUCETh
OT KJIMHUYECKOH 3(p(PEeKTUBHOCTH B KAXKJIOM OTJECITBHOM CIIydae.

Lemounusa A

JIO3bI W JUINTENIBHOCTh 3aMECTUTEIBHOM TEpamuy 3aBUCAT OT CTENEHH TSDKECTH JAeUINTa
¢dakTopa cBeprbiBaHMs KpoBH VIII, JoKanm3amuum M TSHKECTH KPOBOTEUEHHUS, a TaKxKe
KIIMHUYECKOI'0 COCTOSIHUS NAI[UEHTA.

Pacuér no3el mpoBomsaT ¢ yderoM KonmumuectBa ME dakropa cepreiBanus kposu VIII,
yKa3aHHOTO Ha (prakoHe.

KonnuectBo enunuil BBogumoro ¢pakropa VIII uzmepsiercs B MexxayHapoansix eannunax (ME),

ONpEAETSAEMBIX  OTHOCUTEIIBHO JEHCTBYIOIIEro  craHiapra BceemuphHoit — Opranuzanuun

DE SmPC 12.04.2022 Crp. 6 u3 18



3npaBooxpanenust (BO3) mis mpemaparoB, conepxamux (akrop cBepTeiBaHus kpoBu VIII.
AxtuBHOCTh (pakropa VIII B 1utasme BbIpakaeTcsi B MPOIEHTaX (OTHOCHTEIBHO HOPMAaJIbHOM
genoBedyeckoi 1uiasmsl) uin B ME (oTHocuTenbHO MexayHapOJHOro CTaHAapTa COAEPIKaHUS
¢axTopa VIII B uiazme).

Omna ME aktuBHocTu ¢aktopa VIII skBuBanentHa konuuectBy (akropa VIII B omHOM
MUJUIMIIUTPE HOPMAJIbHOM TIa3Mbl KPOBH UEJIOBEKA.

Jleuenue npu neobxooumocmu

Pacuer nHeoOxomumoit no3el (akropa VIII ocHOBBIBaeTCS Ha HMIHUPUYECKH BBISBICHHOM
3aKOHOMEPHOCTH, coryiacHo Kotopoii 1 ME Ha kmiorpaMMm macchl Tella NMOBBIIIAET aKTUBHOCTD
¢axtopa VIII mpubnusurensHo Ha 2 % oT HOpManbHOM akTuBHOCTH (2 ME/mm). HeoOxoaumas

71032 PACCUUTHIBACTCS 1O CleAyromel hopmyie:

Heo6xonumoe KoIM4ecTBO eIUMHMIl = Macca Tena [Kr] X tpedyemoe nosbimeHue (akropa VIII

[% wim ME/nmn] % 0,5.

Jlosa M 4YacToTa BBEIEHHUM BCErJa JOJDKHBI PACCUMUTHIBATBCS C Y4YETOM KIMHUYECKOU
3P PEKTUBHOCTH B KXKIOM HHIUBUAYATIEHOM CIIydae.

B ciydae cnepyromux kpoBoTeueHui akTUBHOCTD (hakTopa VIII 3a cooTBeTCTBYIOMME TEpHOA
HE JI0JKHA OBITh HUKE YKAa3aHHOTO YPOBHSI aKTHBHOCTH II1a3MbI (B % OT HOPMAaJILHOTO YPOBHS
nau B ME/mn).

Tabnuua pacdera 103 npenapara nmpu KPOBOTEUCHUSAX U B XUPYPTrUUECKOM MPaKTHUKE:

TsoxecThb Heo0Oxoaumoe YacToTta BBeACHUS 103 (Yachl) /

KkpoBoTeueHust / Tun | conep:xanue paxtopa | [IpogomkuTensHOCT Tepanuu (JIHH)

XUPYprudecKon VI (% umu ME/m)

IIPOLEAYPbI

KpoBoTteuenne:

Pannuit remaptpos, 20-40 [ToBTOpHBIE MH(Y3UM TpenapaTa KaXKable

MBILLIEYHOE WUIIN 12-24 4.

pOTOBOE Kak munumyM 1 neHs, 10 Tex nop, noka He

KpOBOTEUYEHHE OCTaHOBUTCS KPOBOTEUEHHUE (110 OOJIEBBIM
OLIYIIEHUSIM ) WM HE HACTYIUT 3aKUBJICHUE.

bonee maccuBHOE 30-60 [ToBTOpHBIE MH(Y3UM TpenapaTa KaKble

KpOBOTEYCHHUE, 12-24 gyaca B Teuenue 3-4 qHeii nnu donee,

MBIIIIEYHOE 710 TeX TOp, oKa 00JIEeBON CUHIPOM WIIH

KpOBOTEUEHHUE WU BbIpa)KCHHAs! HEJICECIIOCOOHOCTh HE

remMaToMa HCYE3HYT.

Kuszneyrpoxaroriee 60-100 [ToBTOpHBIC MH(DY3UN Kaxable 8-24 "aca 10

KpOBOTEUYEHHE YCTpAHEHUSs! YTPO3bI ISl )KU3HMU.

Xupyprus:

Mainas, 30-60 Kaxnpie 24 yaca, kak MUHUMYM | J€HBb,

BKJIIOYAs y/aJeHue 10K HE HACTYIHT 3aKUBJICHUE.

3yba

bonpmas 80-100 IToBTOpHBIe HHOY3MH Kaxable 8-24 yaca /10
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(o u mocne aJICKBAaTHOI'O 3a)KUBJICHUS PaHbl, 3aTEM
oIeparum) Tepanus Ha NPOTSLKECHUU HE MeHee 7 THel
JUTS IO//IepKaHusl akTUBHOCTH (akTopa VIII
Ha ypoBHe 30-60 % (ME/mn).

IIpoghunaxmuxa

Bo Bpems kypca JiedeHus sl pacdeTa BBOJMMOW J03bI U YaCTOTHI MH(Y3UH pEeKOMEHIyeTCs
ompenensats conepxanue (akropa VII. Ilpu oOmupHOM XUPYpPruuecKOM BMEIIATEIbCTBE
IIPOBEJIEHUE MOHUTOPHUHIA 3aMECTUTENBHON TEPANHUU MPU MOMOLIY KOAryJISLMOHHOIO aHajnu3a
(axtuBHOCTH  (pakropa  VIII) sBinsercs oOs3arenbHbIM.  CyliecTByeT — 3HAYUTEIbHAS
WHIMBUyalbHas BapuaOenbHOCTh OTBeTa Ha nedeHue Qakropom VIII, in vivo pocturarorcs
pa3HbI€ OKa3aTeIu BOCCTAHOBIICHUS U NIEPHUO/A MIOJyBBIBEICHUS.

[Ipu gonrocpodyHoit mnpoduIaKTHKE KPOBOTEUCHMH Yy TMAIMEHTOB C TsDKeNol (opmoii
remopminn A o6sryHo npumMensiercs gaxrop VIII B noze 20-40 ME/kr ¢ nuHTepBaioM BBEICHUS
2-3 mus.

B HekoTOphIX ciydasx, OCOOCHHO Yy MOJOJBIX MAalMEeHTOB, MOTYT moTpeOoBaThcsi Oojee
KOPOTKHE HHTEpPBaJIbI U O0JIee BEICOKUE JIO3BI.

Heo6xo1umMo mpoBOAMTH MOHUTOPUHT BEIpAOOTKH HHTHOUTOPOB (akTopa VIII y mannueHTos.
llayuenmul, panee ne nonyuasuiue ievesue

BesonacHocTh U 3dQekTuBHOCTS npenapara I'emare® I1 y manueHToB, paHee He MOIydYaBLIUX
JIEYEHUE, Ha CETOIHAIIHUN IEHb HE YCTaHOBJIEHA.

Jlemu

B kIMHMYECKMX HCCIENOBAaHUAX OTCYTCTBYIOT AAHHBIE O PEXKHMME J03UPOBAaHMS Ipernapara
Temate® I1 y pereii.

Hucmpyrkyusa no npuecomosienuro pacmeopa ons 6HYMPUBEHHO20 66€0eHUs.

OO01re HHCTPYKIIUU:

1. BoccTaHOBJIEHHBIN pacTBOpP BapbUPYETCs OT MPO3PAUHOTO JI0 CJIETKa ONalIeCIUPYIOIIETo.
[Tocne ¢guupTpanuy M Hepea BBEICHHEM PEKOMEHAYETCS OCMOTPETh BOCCTaHOBIICHHBIM
npernapar Ha HaJMYue YacTUI[ M U3MEHEHHMS OKpackd. Jlaxke ecnu WHCTPYKIMHU 10
PAcTBOPEHUIO BBIMOJIHEHBl TOYHO, MHOT/IA B PAacCTBOPE OCTAIOTCS MEJKHE XJIOMbS WU
YaCTHUIIBl. Y CTPOMCTBO AJIs 10OABICHUS PACTBOPUTENS CO BCTPOCHHBIM (pMIbTpoM Mix-
2Vial™ 20/20 momHOCTBIO 3aJiep>KUBAET AT YacTUIbl. DUIbTpaIMsl HE BIUSET HA pacyer
no3sl. He mpumeHsiiite MyTHBI pacTBOp WJIM PacTBOp, COAEpXKAIIMKA OCaloK (MENKue
YaCTHUIIB) TTOCIIE (PUIIBTPALIUH.

2. TlpuroroBieHHe BOCCTAHOBJIEHHOT'O pacTBOpa Ipenapata M HaOOp MPOU3BOAATCS B

ACCIITUYICCKUX YCIIOBHUAX.

DE SmPC 12.04.2022 Crp. 8 u3 18



3. Heucnonp30BaHHBIN Mpenapar WM pacTBOP IpernapaTa, a TaAKKe ero yHakoBKY CIIEAyeT
YTHIU3UPOBATh B COOTBETCTBUU C MECTHBIMH TPEOOBAHUSMHU.
[TpuroroBiieHre BOCCTAaHOBICHHOTO paCTBOPA:
JIOBECTH pacTBOPUTENb JO KOMHATHOM TeMmepaTypbl WM TeMIIepaTrypsl Tena. Y OeauThes, 4To
KPBIIIKA C ()JTaKOHOB C pPACTBOPUTENEM M TIperapaToM yAaleHbl, NpoOKku o0OpaboTaHbI
AQHTHUCENTHYECKHUM pPAaCTBOPOM M BBICYIICHBI JIO OTKPBITHS YCTpOMcTBa Juis 100aBiIeHUS

pactBopuTtens Mix-2Vial™ 20/20%*.

1. CHumuTe KpBIIIKY C YINAaKOBKM YCTpOWMCTBA Ul
N00aBIEHHUST PACTBOPUTENST CO BCTPOCHHBIM (HIBTPOM
Mix-2Vial™ 20/20. He BblHMMaiiTe yCTPOHCTBO MJIst
N00aBIEHHSI PACTBOPUTENS CO BCTPOCHHBIM (PUIBTPOM U3
OmMcTepHOl ynakoBKu!

2. [lomectuTte (h1akoH C paCTBOPUTENIEM Ha POBHYIO YHCTYIO
| MOBEPXHOCTh,  KpPENmKO  yJepkuBas ero. Bospmure
ycTpoiictBo  Mix-2Vial™ 20/20 Bmecte ¢ OmucrepHOR
YIIAKOBKOM M OCTPBIM CTEP>KHEM CHHEM 4acTU yCTPOMCTBA
MPOTKHUTE MPOOKY (hjakoHa ¢ paCTBOPHUTENIEM, HATaBIUBAs
BEPTUKAJIHLHO BHU3.

3. AKKypaTHO MpHUAEp>KUBas 3a Kpail OJMCTEpHOI yIaKOBKH
ycrpoiictBa Mix-2Vial™ 20/20, cHumuTe OIHCTEPHYIO
YHaKOBKY IO  HANpaBJICHUIO  BEPTUKAIbHO  BBEPX.
Yb6emurech, dYTO BBl yHATWIA TOJBKO OJIMCTEPHYIO
YIaKOBKY, a He caMo ycTpoiictBo Mix-2Vial™ 20/20.

4. TlomecTuTe Ha PpOBHYIO TIOBEPXHOCTh (JIAKOH C
mpernapatoM, W TEpeBEepHUTE HaJg HHUM (IakoH C
pacTBOpUTEIIEM BMECT€ C NPUKPEIUIEHHBIM K HEMY
ycTpoiictBom  Mix-2Vial™  20/20, 3arem cTepKHEM
Ipo3payHOM  YacTH  yCTpoWcTBa Il J00aBJICHUS
pacTBoOpuUTENs MPOTKHUTE MPOOKY (hi1akoHa C MpernapaToM,
Ha/1aBJIMBast BEPTUKAIBHO BHU3. PacTtBopurens
aBTOMATHYECKH MEPEMECTUTCSI BO (PIIAKOH C IpenapaToM.

5. OngHO#t pyKoil 00XBaTuUTe YCTPOHCTBO it NOOaBIICHUS
pactBoputens Mix-2Vial™ 20/20 co cropons! (akoHa ¢
mpernapaTroM, Jpyrodi — Cco  CTOpPOHBI  (pmakoHa C
pacTBOpUTENIEM M, aKKypaTHO Pa3BHHTUTE YCTPOHCTBO Ha
1Be dYacTu, wu30eras CHIBHOTO TII€HOOOpA30oBaHUSA TIpU
pactBopenuu auoduauzara. GrakoH U3-1I0J pacTBOPUTENS
C CHHEH 4YacTbl0 IIPUCOCIUHEHHOI'O YCTPOMCTBA JUIs
nobasnenust pactBopurenss Mix-2Vial™ 20/20 crnenyer
BBIOPOCHUTb.
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6. AKKypaTHO TIOKpyTUTe (JIaKOH C TMpernaparoM ¢
IIPUCOEAVHEHHBIM IIPO3PAayHbIM YCTPONCTBOM [0 IOJIHOTO
pactBopenus npenapata. He BcrpsixuBaiite (hakoH.
[ ]
o
6
\W: 7. Habepute BO3IyX B MYCTOW CTEPUJIbHBIM MIMPUIl H,
= yaepkuBasi (IIakOH € TpenapaToM B BEPTUKAIHLHOM
| MI0JIO)KEHUH, IPUCOEANHUTE IIIPUL] K HAKOHEUHUKY JIroapa
Ha ycrpoiictBe Mix-2Vial™ 20/20. Beaure BO3ayX BO
g (1akoH ¢ mpenapaTrom.
%
7

— 8. Haxumas Ha TOpIIEHb LINPHIA, MEPEBEPHUTE (IAKOH
BMecTe co mmpureM. I1aBHO OTTArMBas HOPIIEHD INIPHIIA,
‘Eﬁﬁ’/ HabepuTe B HETO BOCCTAHOBIICHHBIN pacTBOD.

9. Ilocne TOro, Kak BOCCTaHOBJIGHHBIH pacTBOp HaOpaH B
IIMPHI], 00XBAaTUTE LWIMHAP HIMpHa (yAEp>KUBasi IIIPHIL
BHHU3 TMOpPIIHEM) U OTCOEAMHUTE MPO3pPavHOE YCTPOMUCTBO

@ Mix-2Vial™ 20/20 ot mmpurna.

9
*YCTpoicTBO [T 100aBIEHUS! PACTBOPUTENS CO BCTPOSHHBIM GmiibTpoM («Mix-2Vial™ 20/20»)
NpeJHa3HAuYeHO sl OJHOPA30BOTO HCIIOJNB30BAaHMs, HE HCIIOJIB30BAaTh YCTPOMCTBO B Cliyyae
MOBPEXKJICHHUS] YIAKOBKH, a TaKXKe IOCJIE€ HCTEYCHHUS CpPOKa T'OJHOCTH, KOTOPBIA yKa3aH Ha
OyMakHOM yacTu OIMCTEpHOM yrakoBKH cienyromm oopasom: «EXP. ron-mecsip

Jlns Benenus npenapata I'emare® I1 pekoMeHIyeTcs HCIONb30BaTh OJHOPA30BbIE IIACTHKOBHIE
LIIIPULBI, TTOCKOJIBKY PacTBOP MOXKET OCTaTbCS HAa CTEKIISIHHBIX CTEHKAX LIEJIBHOCTEKIISHHBIX
LIITPULIEB.

IIpenapar ciemyer nOBECTH A0 KOMHATHOM TeMIEpaTypbl WIM TEMIIEpaTypbl Tena Iepen
BBEJCHUEM.

[IpenapaT BBOIUTH MENJICHHO BHYTPHUBEHHO CO CKOPOCTBIO, HE MPUUMHSIOMIEH AUCKOMQOPT

ManuceHTy, MPCABAPUTCIILBHO yGCZ[HBHII/ICB B TOM, 4YTO KpOBb HC IONagacT B IIIPHUL C
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npenaparoM. BoccTaHOBIEHHBIM pacTBOp mpernapaTa, HaOpaHHBIM B IINPHUI], JOJKEH OBITH
HCII0JIb30BAH HEMEJIEHHO.

B ciydae ecnu moka3zaHo BBEICHHME OOJIBIIMX KOJHMYECTB Iperapara, MOXHO HCIIOJIb30BaTh
nHQpY3HMOHHOE BBeAeHHe. /I 3TOro BOCCTAHOBIIEHHBIH pacTBOp Npenapara MEPEeHOCAT B
MH(QPY3HOHHYIO CUCTEMY.

CkopocTh MHBEKIMH WIM WHPY3MM HE JOJDKHA HpeBblmaTh 4 M1 B MHHYTY. Heobxomammo
HaOJI0/1aTh 32 MALMEHTOM C LIEIbI0 O0HAPYKEHUS aJUIEPTUUYECKOI peakIii HEMEJICHHOTO TUIIA.
Ecnu y marmenTa HaOironaeTcs peakius, KOTopas MOXKET ObITh BbI3BaHA BBEJICHHEM IIpernapara
I'emare® I1, HEOOXOMMO YMEHBIIHUTH CKOPOCTh BBEJECHHS IIPENapaTa MM IPEKPaTHTh BBEICHHE
B 3aBUCHUMOCTHU OT KIIMHUYECKOI'O COCTOSIHUS NAI[UEHTA.

BoccraHOBNEHHBIN pacTBOp OCTAETCSI XUMUYECKU U (PU3HUECKU CTAOMIIBHBIM B T€UCHHE 3 4acoB
npu temrneparype He Bbime 25 °C. OnHako, ¢ MUKpPOOHOJIOTHYECKOW TOUKU 3PEHHS, TPUHUMAS
BO BHMMAaHME OTCYTCTBHE KOHCEpBaHTOB B npenapare I'emare® I1, mpemnapar 10IKeH BBOIUTHCS
HEMEJIEHHO II0CJI€ pa3BEACHUA. XPAHEHHE BOCCTAHOBJIEHHOTO pacTBOpa HE JOJKHO
IIPEBBIIIATH 3 4YacOB TP KOMHATHOW TEMIEPATYPE.

ITocne Toro xak npemnapar H216paH B IIIIPHIL, OH JOJIPKCH OBITh HEMCOJICHHO HCIIOJb30BaH.

ITo0ouyHOe AelicTBUE

Kpamxuii 0630p npoduns bezonactocmu

Bo Bpems nedenus mpenapatom Iemare® IT B3pOCIBIX M MOAPOCTKOB MOTYT HaONIONAThCA
CIIEAYIOIINE HEXeNaTeNbHbIE SBJICHUS: THIIEPUYBCTBUTEILHOCTh WIH AJUIEPTUUYECKUE PEaKIUH,
TpOMOOIMOOIMUECKHUE SBJICHUS U TuXxopazaka. Kpome Toro, y maiieHToB MOTyT 00pa3oBBIBATHCA
MHTUOUTOPHI K pakTopy cBepThiBanus kposu VIII u pakropy Bumiebpanna.

HexenarenbHble SBJICHUS, TPEACTaBICHHBIE HW)KE, MEPEUYHUCICHbBI B COOTBETCTBHH C
MOpaKEHUEM OPraHOB M CHCTEM OPraHOB M YaCTOTOW BCTpedaeMOCTH. B ciyuae, ecnu JaHHBIE
JOCTYITHBI, YaCTOTA BCTPEUAEMOCTH OIPEEIIETCS CIeAYIOIUM 00pazoM: ouens yacmo (= 1/10),
yacmo (> 1/100 u < 1/10), nevacmo (> 1/1 000 u < 1/100), peoxo (= 1/10 000 u < 1/1 000),
oyenv peoko (< 1/10 000), neuzsecmrno (4acToTa BCTPEYAEMOCTH HE MOXKET OBITh OIICHEHA Ha
OCHOBAHMHU JOCTYIHBIX JaHHBIX). Kareropum 4acToThl ObuIM CPOPMHUPOBAaHBI Ha OCHOBaHHUHU

MOCTPETUCTPAIIMOHHOTO HAOIIOICHUSI.

Knaccugukamus B cooTBert-

CTBUHU C IOPAXKEHUEM Yacrora
HexenarenbHoe sABieHne

OpraHOB U CUCTEM OPraHOB BCTPEYAEMOCTH

(MedDRA)

Hapyenus co cTopoHbl I'mnepsosieMust HewnssectHo

KPOBHU U JINM(aTHUECKON I'emoinns HewnssectHo

CUCTEMBI O6pa3zoBaHue HHTHOUTOPOB K Ouensb penko
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¢baxTopy Bunnebpannga
OO6pazoBaHre UHTHOUTOPOB K Hewacro (PJIIT)*
¢axTopy VIII Ouens vacto (PHIT)*
OOume paccrpoiicTBa u JIuxopanka OueHb peaxo
HapyILIEHUS B MECTe
BBEJICHUS
Hapymienust co cTopoHsI ['unepyyBCTBUTEIBHOCTD Ouensb peako
VMMYHHOU CHCTEMBI (annepruyeckue peaxkim)
Hapymienust co cTOpoHBI TpomOo3bI OueHb peaxo
COCY/IOB Tpombosmbonueckue OdeHb peako
OCJIOKHEHUS

*YacToTa pa3BUTHSI OCHOBaHA Ha HCCIIEIOBAHUAX BCeX MpenaparoB Ha ocHoBe ¢akropa VIII, Bkmroyast
MAIMEeHTOB ¢ Tshkenod remopummeit A. PJIIT = panee nonyuasime neuenue nanuentsl, PHIT = panee ne
MIOJTy4aBIIHE JICYEHUE MAUEHTHI.

OnucaHue BBIGDaHHI:IX HEXEJIaTSILHBIX IBICHUN

Hapywenua co cmoponbl Kpogu u Jum@amuyeckou cucmemvl: TpU HEOOXOIUMOCTU
OpUMEHEHHsT OONBIIMX J03 MpenapaTa WM €ro 4acToro MPUMEHEHHs, WIM NpPH HaIUYHH
MHTUOUTOPOB, MITU NTPH HEOOXOAMMOCTH JIOMOIHUTEIBHOTO JICYSHHUS 10 U MOCIIEe XUPYPruIecKuX
orepaluil y BceX MalMEHTOB CJelyeT OTCISKHUBATh MPU3HAKH Pa3BUTHUS runepBojemMun. Kpome
TOr0, y MAIMEHTOB C rpynmnaMu KpoBu A, B u AB ciiegyer BBINOJHATH TECThl HA MpEIMET
BHYTPHUCOCYJMICTOTO F€MOJIHM3a U/UIIA CHIKEHHS TeMaTOKpUTA.

Obwue paccmporicmea u nHapyuieHus: 8 Mecme 66e0eHUs. B OUEHb PEIKUX CIydasx OTMeuanach
JTMXOPAJIKA.

Hapywenusa co cmopoHbl UMMYHHOU CUCMeMbl: TOBBIIICHHAS UYyBCTBUTEIBHOCTb WIIH
aJUIepTUYEeCKHe peakiuy (BKJIIOYash aHTMOHEBPOTHUYECKUI OTEK, ¥OKCHHE U TOKaJbIBaHUE B
Mecte UH(]Yy3uHu, 03HO0, MTOKPACHEHUE, TEHEPATH30BaHHYIO KPAalTUBHHUILY, TOJIOBHYIO 00JIb, ChIIb,
THIIOTOHUIO, COHJIMBOCTB, TOIIHOTY, OECIIOKOWCTBO, TaXWUKapIUIO, YyBCTBO CXKATHs TI'PYAHOU
KJIETKH, 3BOH B yIIax, pBOTY, CBHUCTSAIIEE JbIXaHHE) HAOIIOJATUCH OYEHb PEIKO U B HEKOTOPBIX
ClIy4dasiX MOTYT IPUBECTH K THKEIBIM aHA(PUIAKTHYECKUM PeaKUUAM (BKIIOUYAs IIOK).

bone3nv Bunneopanoa

Hapywenua co cmopouvl Kposu u Ium@pamuyeckoli cucmemvl: y TAIUEHTOB C OOJIE3HBIO
Bunnebpanna, ocobeHHO 3 Tuma, OYEHb PEOKO MOTYT OOpa30BBIBATHCS HEUTPATH3YIOLIHME
aHTtuTena (MHrubuTopsl) K ¢akropy BuiieOpanma. Bo3HHMKHOBEHHE aHTUTEN MPHUBOAUT K
KIMHUYECKOH  HEI(PPEKTUBHOCTH  JICUCHHMs  TpenapaToM. OTH  aHTUTENa  SBISIOTCA
OPEUUMIUTHPYIOUIMMH, M MX TOSBICHUE MOXET CONPOBOXIAThCA aHA(DUIAKTUUYECKHUMHU
peakuusmu. [lo3ToMy y HanueHTOB ¢ aHA(QWIAKTUYECKMMHU PEAKIMSIMH CIEAyeT ONpEeIesaTh
HaJTMY1e UHTHOUTOPOB.

Bo Bcex mogo0HBIX Cilydasix peKOMEH]IYyeTCsl TPOKOHCYIBTUPOBATHCS CO CHEIMATH3UPOBAHHBIM

réMaToJIOTHYCCKUM LICHTPOM.
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Hapywenus co cmopousi cocyoog: B OUYEHb PEIKUX CIy4asX HMEETCs PUCK MPOSBICHUS
TpoM0Oo03a / citydaeB TPOMOOIMOOINH (BKITFOUAsT SMOOJIHIO JIESTOYHOU apTepun ).

VY mamueHToB, MONyyaroIluMxX IMpenaparsl ¢akTtopa BuieOpanna, ecTh PHCK IMOBBIIICHHS
cogepxanusi (pakropa VIII B 1uasme, yTo yBEIMYMBAET BEPOSATHOCTH TPOMOO30B (CM. TaKxke
paznen «OcoOble yKazaHus»).

I'emogpunun A

Hapywenus co cmoponvl Kposu u aumgamuieckoli cucmemsi: y TAIMEHTOB C reModuinend A
OYCHb PEAKO MOTYT BbIpAa0ATHIBATHCS HEUTpATM3YIOIIME aHTUTENA(MHTHOUTOPB) K (akTopy
ceepreiBaHusd  KpoBu VIII.  Bo3HUKHOBEHME  aHTUTEN  NPUBOAUT K  KIMHUYECKOH
Hed(p(PEeKTUBHOCTH  JIeUEHUS  MPErapaToM. B  atumx  ciaydasx =~ peKOMEHAyeTcs
IIPOKOHCYJIBTUPOBATHCS CO CIIELUATU3UPOBAHHBIM I€MaTOJOTMYECKUM LIEHTPOM.

[emu

[Ipenmnonaraercs, 4To 4acTOTa PA3BUTHS, THUIl M TSKECTb HEKENATEIIbHBIX SIBICHUHM Yy AeTel
OyIyT TaKUMHU K€, KaK U y B3POCIBIX.

Ilepenaua COOGH.ICHI/II‘;I O IMTOAO03PEBACMBIX HCXKCIATCIbHBIX ABJICHUAX

[lepenaya cooOLIEHH O TMOJ03PEBAEMBIX HEXKETATEIbHBIX SBJICHUAX IIOCIE PETUCTPAIHH
JICKApCTBEHHOTO TpernapaTa HMeeT OoJblIoe 3HAaueHHE. OJTO IMO3BOJISIET MPOAOIDKAThH
MOHUTOPUHI 332 OTHOLIEHHEM II0JIb3a-PUCK JIEKApCTBEHHOro Inpemnaparta. CrnenuaaucToB

3ApPaBOOXPaHCHUSA ITPOCAT C006H_IaTI> 0 JIIOOBIX MMOA03PCBACMBIX HCIKCIIATCIbHBIX PCAKIHUAX.

Ilepeno3upoBka

CumnToMOB nepeno3upoBKH (pakropa ceepThiBanus KpoBu VIII yenoseka He HabOmonanock. [Ipu
3TOM HEJb3s HMCKIIOYHTH PHCK BO3HUKHOBEHHS TPOMOO30B NpPU HCIOJIB30BAHUH CIHMIIKOM
BBICOKMX [103, OCOOEHHO TmpemaparoB (Qakropa BumneOpanma, coiep)Kammx BBICOKHE

KOoHIeHTpauuu ¢axropa VIII.

B3aumopeiicTBue ¢ IPYyruMHM JIeKAapCTBEHHBIMH CPeACTBAMU
HccnenoBanue B3auMoneiictBus (akropa BumieObpanna u ¢axropa ceepreiBanust kposu VIII ¢

JIPYTUMU JIEKapCTBEHHBIMU IIPENapaTaMy He IPOBOAWIIOCE.

Oco0ble ykazanus

Ilpocnesicusaemocms

C LCJIBIO YJIYUHICHUA MPOCICKUBACMOCTHU OHOJIOTHYECKUX JICKApCTBCHHBIX TMPCHapaToB

HEO0XOIMMO OTUYETIUBO PETUCTPUPOBATH HAMMEHOBAHUE U HOMEP CEPHH BBOAMMOTO Iperapara.
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T'unepuyscmsumenvuocmo

Kak u B ciyuae ¢ Jr00bIM IpemaparoM, COAEpKaIllMM O€lOK IUIa3Mbl KPOBM M BBOAMMBIM
BHYTPUBEHHO, BO3MOXKHO Ppa3BUTHE PEAKUMUNA THUIEPUYBCTBUTEIBHOCTH (AIJICPrHUECKUX
peaknuif). IlanueHTOB HEoOX0qMMO HMH(POPMHUPOBATE O PAHHUX CHUMIITOMAax pEaKIHi
THIIEPYYBCTBUTEIIBHOCTH, TAKUX KaK ChIIb, TEHEPAIN30BaHHAS KPATUBHUIIA, YYBCTBO CTECHEHHS
B I'PY/IHOM KJIETKEe, CBUCTSIIIEE AbIXaHHUE, apTepUalIbHAs TUIIOTECH3US U aHA(PHIIAKCHSL.
Heo0xomumo cienoBaTth CTaHAAPTHBIM METOJAM JICYCHHUs LIOKA B CIydyae Pa3BHTHUS IIOKOBOI'O
COCTOSIHUSI.

bone3nv Bunneopanoa

CymecTByeT pUCK BOZHUKHOBEHHUS TPOMOO30B, BKIIOUAs TPOMOOAIMOOIHUIO JIETOYHBIX apTepHii,
0COOEHHO y MalMEHTOB C M3BECTHBIMHM KIMHUYECKUMH M JIAOOPAaTOPHBIMHU (aKTOpaMU pHUCKa
(HampuMep, TpPU OTCYTCTBHM HPOPHIAKTUKH TPoMOOOOpa3oBaHHs B IEpPUOIEPALMOHHBINA
NEpUOJl, IPU OTCYTCTBUU PaHHEH MOOWIIHM3AIMU, OKUPEHUH, MEPEJO3UPOBKE, OHKOJIOTHIECKUX
3aboseBaHusx). [1o3ToMy /17151 MALIMEHTOB U3 TPYMIIBI PUCKA CIIEAYET MPOBOAUTH MOHUTOPHHT Ha
IpeIMET BBISBICHUS PAaHHUX CUMITOMOB TpoM6o3a. [Ipodunaktuky BeHO3HON TpoMO0IMOOIHH
CJIeyeT MPOBOAUTH B COOTBETCTBHH C JICHCTBYIOIIMMHU PEKOMEHIAIHSIMHU.

Ipu ucnons3obanuu npenapara Iemare® I1 npu Gosnesnu Bunnebpanaa neyaiyii Bpad 10JKeH
3HaTh, 4YTO JUIMTEIbHOE JIEYCHHE MOXKET NPUBECTH K UYPE3MEPHOMY MOBBIIICHUIO YPOBHSA
akTUBHOCTH (aktopa cBeprbiBanus kposu VIII (FVIIL:C). ¥V mnanueHToB, NOTyYaromux
npemnapatsl pakropa Buinedpannaa, conepxanue gaxkrop VIII, cnemxyer mpoBOAUTH MOHUTOPUHT
ypoBHs aktuBHOCTH ¢aktopa VIII (FVIIL:C) B mmasme Bo u30ekaHuWe MPOIOHKUTEIHHOTO
noBbleHust ypoBHs aktuBHOCTH (pakropa VIII (FVIIL:C), koTopoe conpsiKeHO ¢ MOBBIIEHHBIM
PUCKOM  DPa3BUTHA  TpOMOOTHYECKMX  OCIOXHeHHH. Cnemyer  Takke  IPOBOIUTH
COOTBETCTBYIOILIYIO MPO(UIAKTUKY TPOMOO30B.

Y mnauuentoB c¢ Oone3Hblo BumneOpanma, ocoOeHHO 3 Tuma, MOTYT BBIPaOATHIBATHCA
HeliTpanu3ytomue aHTuTena (MHruburopel) K ¢akropy Bumnebpanma. Ecim He ynaercs
JIOCTUTHYTh  OXHJAEMBbIH  YPOBEHb  PUCTOLETUH-KO(AKTOPHOW  aKTUBHOCTH  (haKTopa
Bunne6panma (VWF:RCo) B mnazmMe wim mpu TMOMOIIM aJ€KBaTHOW 03kl HE YyAaeTcs
OCTaHOBUTH KPOBOTECUCHHE, HEOOXOIMMO MPOBECTH aHAIN3 HA HAJTM4KWE MHTMOUTOPOB (aKTopa
Bunnebpanna. Ecnm y mauueHTa BBICOKMN YpOBEHb WHTHOMTOPOB (akropa BuneOpanma,
Tepanusi MOXXET OBbITh HEA(P(PEKTUBHOH, U B 3TOM ClIydae CJIEIyeT pacCMOTPETh BO3MOXHOCTb

HCIOJIb30BAHUA APYTUX MCTOIOB JICUHCHUA.
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I'emogpunun A

Hneubumopel

BripaboTka He#Tpanusyromux aHtuten (MHruoutopoB) K (axropy VIII sBiseTcs U3BECTHBIM
OCJIO)KHEHHEM JIeYeHHUs ManueHToB ¢ remoduuueir A. Murubutopsl k dakropy VIII oObruHO
ABISIOTCST UMMyHornooynmunamu knacca G (IgG), neiicTBue KOTOPBIX HAaIpaBlI€HO MPOTHB
npokoarynupytomei aktuBHoct (akropa VIII u koTopslie n3Mmepsitorces B beresna enuHunax
(BE) B Mmmunutpe miua3mbl. PUCK BIpaOOTKM HHTMOUTOPOB CBSI3aH C TSHKECTHIO 3a00JIeBaHus, a
takke ¢ BozaercTBueM (akropa VIII. Puck nambosee BbICOK B TeueHHe mepBbix 50 aHei
IIPUMEHEHMS], HO COXPAHSAETCS Ha NPOTSHKEHUM BCEM JKU3HU, XOTS M BCTPEUYAECTCS PEIKO.
Knuanueckast 3HaUUMOCTh BBIPAOOTKM MHTHOMTOPOB 3aBUCUT OT TUTPAa MHTUOMTOPA, TPH 3TOM
HU3KUI TUTP MPEICTaBISET MEHBIIMM PHUCK HEAOCTATOYHOI'O KIMHUYECKOI'O OTBETA, YEM
WHTUOUTOPBI C BBICOKUM TUTPOM.

[TanenTsl, nomyyaromue ¢paktop cBepThiBanus kpoBu VIII yenoBeka, JOKHBI HAXOAUTHCS TTOA
TIIATEIbHBIM MEIUIIMHCKAM U J1a0OpaTOpHBIM KOHTPOJIEM Ha MPEAMET BBISBICHUS BBIPAOOTKH
antuten K Qakropy VIII. Ecnum He ymaercss JOCTHTHYTH OXHJIAEMOT'O YPOBHS aKTHBHOCTHU
¢daxtopa VIII mnam ocTaHOBHTH KPOBOTEUCHHME IMPU MPHUMEHEHHH COOTBETCTBYIOIIEH /03BI, TO
HEOO0XOIMMO TPOBECTH aHaNM3 Ha Hajauuue mHruouropa dakropa VIII. Jleuenue mpemnaparom
I'emare® I mamuMeHTOB ¢ BBICOKMM ypOBHeM aHTHTen K (akropy VIII MoxkeT okasaTbes
Hed(P(PEeKTUBHBIM, B 3TOM Cllydyae CIEAyeT pPacCMOTPETh BO3MOXKHOCTh TMOJ0Opa Jpyrux
criocoboB seueHus (cM. takke pazgen «lloOounbie neiicTBus»). BeneHue Takux NaIMEHTOB
JOJDKHO OCYIIECTBIISTHCS BpayaMM, UMEIOIIUMH OIBIT JICUEHHUS MAlMEHTOB ¢ reModuineid A u
uHruouropamu ¢axropa VIIIL.

Ocrooicrenust co Cmopombl cepdelmo-cocvducmoﬁ cucmensvl

VY NanMeHTOB C CYIIECTBYIOUIMMH CEPACYHO-COCYAUCTHIMU (PAaKTOpaMHU PHUCKA 3aMECTHTEIbHAs
Tepamnus npenaparoM ¢akropa VIII MoxxeT yBenTUUUTh PUCK Pa3BUTHUSI OCIOXKHEHUN CO CTOPOHBI
CEpPACUYHO-COCYAUCTON CUCTEMBI.

Kamemep-accouuuposannvie ocrosicnenus

B ciyyae HEoOXOAMMOCTH YCTAaHOBKH MAaIlMEHTY IIEHTpaibHOro BeHo3Horo karterepa (L[BK),
CIIElyeT YYMUTBHIBATh PHUCK Pa3BUTHS OCIOKHEHMH, cBsizaHHBIX ¢ LIBK, BKkitouas MmecTHbIe
UHEKIH, OaKTepUEeMHIO U TPOMOO3 B MECTe BBEJICHUS KaTeTepa.

Bupycrnas bezonacrocmo

CTaH,Z[apTHBIC MCPBI IO MPCAOTBPAIICHUIO IICpCaavun HH(bCKHHH BCJICACTBUC TMPUMCHCHHA
MCIUIIMHCKUX IIpeNapaToB, U3TOTOBJICHHBIX W3 YeJIOBEUECKOM KpOBH WJIM TJIa3Mbl, COCTOSAT U3
0T60pa AOHOPOB, CKpUHHUHI'a HMHAWBUAYAJIBbHBIX HOHOPCKUX OGp&SHOB " IIYJIOB IIJIa3MbI Ha

HaJu4yhe MapKepoB, a TakKe BKIIOUYEHHBIX B IIPOLECC TMPOU3BOJACTBA  MPOLELYP
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MHAKTUBUPOBAHUS W/WIM yAaJeHus BUpYycoB. HecMoTps Ha 3TO, mpu MPUMEHEHHH MPOIYKTOB,
MOJYYCHHBIX M3 KPOBU WJIM IUIa3Mbl YeJIOBEKa, BO3HUKHOBEHHE MH(EKIMOHHBIX 3a00JeBaHMA
BCJICJICTBHE Tepeaadr MHPEKIIMOHHBIX areHTOB HE MOKET OBITh MOJIHOCTHIO MCKIIIOYEHO. DTO
MOJIOKEHHE IPUMEHHMO U B OTHOILICHHH HEU3BECTHBIX BUPYCOB M MATOT'CHOB.
[Ipennpunumaembie Mepbl 3(PQEKTUBHBI Ui BHPYCOB C OOOJOYKOW, TaKUX Kak BHUPYC
UMMYHO/e(UINTA YeToBeKa, BUpycoB renatuta B u C, u 6e3000510uedHOro BUpyca renatura A.
[IpennpuHMaeMbie Mepbl MOTYT ObITh MeHee 3((GEKTHBHBI JJIs1 BUPYCOB 0€3 000JI0UYKH, TaKUX
Kak nmapBoBupyc B19.

Wudexnus, BbI3BaHHAs mapBoBupycoM B19, MoxkeT uMeTbh cepbe3Hble MOCIESACTBUS UL
OepeMeHHBIX KCHIIMH (MHQUIHUPOBAaHUE TUIOJA) U JIUIl ¢ UMMYHOJIC(HHUIIUTOM WU yCUICHHBIM
SPUTPOIIOI30M (HapUMEp, IPU TEMOJIIUTUYECKON aHEMUN ).

[TanenTam, KOTOpBIE PETYNSPHO WM MOBTOPHO HPHUHUMAIOT MpPENapaThl, MOJyYEHHBIE W3
TUTa3MBbl YEJIOBEKa, PEKOMEHIYEeTCS BaKIIMHAIMS IPOTHUB rematuta A u B.

Bcnomoeamenvnvie seuecmsa

Ipenapar Temare® IT 250 ME+600 ME conepsxut Menee 1 Mmmonb Hatpus (23 Mr) Ha (IakoH,
TO €CTh NIPAKTUYECKHU HE COJIEPIKUT HATPUHL.

Ipenapar I'emare® IT 500 ME+1200 ME conepsut 26 Mr Hatpus Ha (IakoH, 4TO COCTABJIACT
1,3 % or MakcuMalbHOM CyTOYHOM [103bl, pekomMeHaoBaHHOM BO3 2 r HaTpus B JA€Hb Yy
B3POCIIBIX.

Ipenapar Femare® I1 1000 ME + 2400 ME conepskuT 10 52,5 Mr HaTpus Ha (JIaKoH, 4TO
cocTaBiseT 2,6 % OT MaKCUMaJIbHOM CYyTOYHOM J103bl, peKoMeH0BaHHON BO3 2 r HaTpus B 1eHBb

Y B3POCIIBIX.

Bansinme Ha CcHOCOOHOCTH YNPaBJAATHL TPAHCHOPTHBIMH CPEACTBAMM, MEXaHM3MaMU
BnustHuss Ha CrOCOOHOCTH  YHpPaBJsATh TPAHCHOPTHBIM CPEACTBOM WM  JBMKYIIUMHCS

MEXaHu3MaMM HC OTMCUYCHO.

®opma BbINIYCKa

Jlnopunusar 1y MpUrOTOBICHHS pacTBOpa Ui BHyTpuBeHHOTo BBeaeHus 250 ME + 600 ME,
500 ME + 1200 ME u 1000 ME + 2400 ME /B koMmIuiekTe ¢ pacTBopuTeneM (Bojga s
WHBEKIIHN ).

ITo 250 ME ¢axkropa cBepteiBanust kpoBu VIII u 600 ME ¢akropa Bumnebpanna Bo ¢uakone
BMecTUMOCThIO 10 wMi  mpo3paunoro OecuBerHoro crekna (I tum, Ep. @.), wimm 1o
500 ME/1000 ME  ¢daktopa cBepteiBanuss kposu VIII u 1200 ME/2400 ME  dakTtopa

Bunnebpanna Bo ¢uakonsl BMectumMocThio 30 M mpo3payHoro OecrserHoro crekia (II tum,
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EBp. @.), ykynopeHHble TpoOKoii 13 OpoMOyTHUIOBOrO Kayuyyka U OOKaTaHHBIE aTFOMHHHEBBIMU
KOJITAYKaMH C TJTACTUKOBBIM JIMCKOM B KOMIUIEKTE C PacTBOpPHUTENEM (BOAOH Il MHBEKIUIA) 1O
Sman (ms 250 ME +600 ME), 10mn (mis 500 ME + 1200 ME) u no 15wmn  (ans
1000 ME + 2400 ME) Bo ¢nakonax mpo3paunoro OecuserHoro ctekna (I Tum, Esp.®d.),
YKYTIOPEHHBIX TPOOKOH M3 XJIOpOYTHUIIOBOrO MM OpOMOYTHIIOBOTO Kaydyka M OOKaTaHHBIE
AIFOMUHUEBBIMU KOJITAUYKAMU C IJIACTUKOBBIM JIUCKOM.

YcTpolcTBO 11t 100aBICHUS PACTBOPUTENS CO BCTPOSHHBIM puibTpoM 15 MM («Mix—2Vial™
20/20») ymakoBaHo B  Omucrep — modMdTHIEHTEepedranar/Oymara,  JaMUHHUPOBAHHAS
MOJIUATUIICHOM.

ITo 1 ¢nakony c nmuodunuzarom, 1 ¢uakoHy ¢ pacTBopureneM, | yCTpoHCTBY it J0OABICHUS
pacTBOpUTEIIS CO BCTPOEHHBIM (uinbTpoM 15 MM («Mix 2Vial™ 20/20») u 1 kapTOHHOH Mayke
C KOMIUIEKTOM JJIsl BHYTPUBEHHOTrO BBeaeHHUs mpemnapara (1 omHopa3oBblii mmpun, 1 urma-
6abouka, 2 ne3uHGHUIUPYIOUIUEe CcalpeTKu B MHIUBUAYaTbHBIX T'€PMETUUHBIX yMaKOBKax H 1
HECTEPHJIbHBIA JIEMKOIUIACTBIPh) ¢ KOHTPOJEM IEPBOIO BCKPBITUS BMECTE€ C MHCTPYKIHMEH MO
MEIULMHCKOMY MPUMEHEHUIO B KAPTOHHYIO MMAaYKy C KOHTPOJIEM IIEPBOTO BCKPBITHSI.

IIpu ynaxoexe na Obwecmeo c ozpanuuenmoii omeemcmeennocmovio «CKOITHHCKHH
DAPMAIIEBTHYECKHH 34BO/» (000 « CKOITHH®APM)»), Poccus:

IIo 1 ¢nakony c¢ mmopumnmzarom, 1 ¢uakoHy c¢ pactBopureneM, | KapTOHHOH mauke c
KOMIUIEKTOM JUIsl BHYTPUBEHHOTO BBeAeHHUs mnpenapata (1 ycrpoiicTBo s noOaBieHus
pacTBopuTeNss CO BCTPOeHHBIM ¢(uibTpoM 15 MM («Mix 2Vial™ 20/20»), 1 ogHOpa30BbIii
mmpuil, 1 wurna-6adouka, 2 nesuHuUIMpyomuUe caapeTkd B WHAWBUIYAIbHBIX T'€pMETHUYHBIX
yHakoBKax M 1 HeCTEepUIIBHBIN JIEHKOIIACTBIPh) BMECTE C WHCTPYKIMEH MO MEAUIUHCKOMY
MPUMEHEHHIO B KAPTOHHYIO MUKy .

JIONOJTHUTENBHO C LENbI0O KOHTPOJS IMEPBOrO BCKPHITHS Ha KapTOHHYIO MayKy MOTYT OBITh

HAaKJICCHBI CTUKCPBI.

YcaoBusi xpaHeHus
IIpu remnepatype He Bble 25 °C B 3alIMILIEHHOM OT cBeTa MecTe. He 3aMopakuBarts.

XpaHUTb B HEAOCTYITHOM JUISL JIE€TEU MECTE.
Cpok rogHoctu

3 rona.

He MPUMCHSATH IMOCJIC UCTCUCHUA CPOKA TOAHOCTHU, YKAa3aHHOI'O Ha YITAKOBKC.
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YcaoBus ornycka

OTnycKaroT 10 peLenTy.

IIpousBoauTenn

CuDcDa bepunr 'm6X/ CSL Behring GmbH

I'éprxayzep Xod, 35041 MapOypr (paiion Muxenbbax), ['epmanus / Gorzhduser Hof, 35041
Marburg (Stadtteil Michelbach), Germany

YnakoBuuk / BBINYCKAWIMAH KOHTPOJIb Ka4eCcTBa

CuDcDn bepunr 'M6X / CSL Behring GmbH

Owmunb-¢pon-bepunr-lltpacce 76, 35041 Mapoypr, I'epmanus / Emil-von-Behring-Strasse 76,
35041 Marburg, Germany

17001

OGI1eCTBO ¢ OrpaHHYeHHOI oTBeTcTBeHHOCThI0 «CKOITMHCKNIN ®APMAIIEBTUYECKUIA
3ABO/I» (OO0 «CKOITMH®APMy)

391800, Poccusi, Psizanckas o6macts, CkonuHCKHiA paiioH, [Ipomeiiennas 3o1a Nel tep.,

3manue 1.

HaumeHoBaHHe W ajpec OPUIMYECKOr0 JHMIA, HAa HMSA KOTOPOIr0 BBIIAHO
pPerucTpanMoHHoOe YA0CTOBepeHne

CuDcOn bepunr I'm6X / CSL Behring GmbH

Omunb-¢pon-bepunr-LTpacce 76, 35041 MapOypr, ['epmanus /

Emil-von-Behring-Strasse 76, 35041 Marburg, Germany

HaumenoBanue u (MIM) ajgpec OpPraHM3anuM, YINOJHOMOYEHHOH JAep:KaTeleM WU
BJaJeJbleM PerucTPANMOHHOIO YIOCTOBEPeHHsl JIEKAPCTBEHHOI0 Ipemapara Ha
NPHUHATHE NPEeTeH3Nil 0T MoTpeduTeIs:

@unuan OOmiecTBa C OrpaHUYCHHON OTBETCTBEHHOCTHIO

«Cu D¢ 21 bepunr buotapanuc I'm6X»

115054, r. MockBa, Kocmogamuanckast HabepexHasi, ioM 52, cTp. 5

Ten.: 8 (495) 788-52-89

inforussia@cslbehring.com
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