V3NbNHUTENHA ATEHUMA NO NIEKAPCTBATA
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KPATKA XAPAKTEPHUCTHUKA HA ITPOAYKTA
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i. HMME HA JEKAPCTBEHHUS MPOAYKT

OxraneiitT 1000 [U npax u pa3sTBOpHTEN 33 HHKEKIIMOHEH pa3TBOp
Octanate 1000 [U powder and solvent for solution for injection

2. KAYECTBEH U KOJIHYECTBEH CbCTAB

Exun dnaxon Okrane#t chabpxka 1000 IU yoemky koarynauuonen gpakrop VIII.
Tpu pastBapsaHe ¢ npuioxenus pasrsoputen (10 ml), MPOXYKTET ChABPXKA NPHOTHIUTENHO 100 IU/ml
koarynauuonen gaxrop VIIL

IMponyxret chabpka < 60 [U/m daxrop va von Wilebrand (VWE:RCo).
Axmusroctta (IU) e onpeneneHa ypes u3nonspaHe Ha Eporneiickus ¢apMaxoneeH XpOMOICHEH aHATHAS.

Cnemmduunara akrueHocT Ha OxraneiT e > 100 [U/mg Gesrrbk.

[Tomy4eH OT YoBEIlKa I11a3Ma.

IMoMowHO{H) BEeLIECTBO(a) ¢ HIBECTHO AEHCTRUE
Mnaxon ot 1000 IU: natpuit go 1,75 mmol (40 mg) Ha A030Ba €ANHUIA

KoHueHTpalus Ha HaTpuii cnen pastBapsAuero: 125 — 175 mmol/l

3a MBJIHUA CIIHCHK Ha MMOMOIIHKTE BellleCcTBa BHMKTE To4Ka 6.1.

3. JEKAPCTBEHA ®OPMA

ITpax u pa3TBOPHTEN 32 HIDKEKIHOHEH pa3TBOpP.
ITpaxsT € 61 Win 6110 XKBIT Npax UK POHIHBA CyOCTAHLIAA.
Pazrsopurenst e OucTpa, O€311BETHA TEYHOCT.

4. KJIWHHYHU JAHHH

4.1 TepaneBTHYHR NOKA3ZAHHSA

JleyeHHe W NPOPHUIIAKTAKA HA KbPBEHE MPH NALHECHTH C:
o xemoduaus A (BpoaeH aeHUMT Ha KoarynauuoHeH daktop VIII)
e npuaoOHuT neduuUT Ha KoarysauuoHeH daxrop VIl
e xeMoHIMA C aHTHTENa cpeury koarynaupoHen takrop VIII (muxwGurtopH; BHX CchUlo 4.2
Jo3upoOBKa)

OkTaHeHUT MOXe Aa Ce U3NON3BA NNPH BCHYKH BH3PacTOBH I'PYIIH.

4.2 Jo3upoBka H HAYHH HE DPHIOXKECHHE

JleuenmeTo TPAOBA A2 3aM0YHe O/ HAOMOAEHUETO Ha JIEKap, C ONIHT B IEYEHHETO Ha XeMO(HITHA.




MoOHHTOpHpaHE Ha JICUCHHETO

B xo/ia HA IEYEHHETO € MPENOPbYHTENHO Ja C€ H3BbPLIBA NOAXOAALIO ONPEAENAHEe HA HUBATA HA (aKTOp
VIII, 33 1a Ce Haco4Ba MPHJIATAHETO HA TIOAXOAAIIATA J033 M YECTOTATA HA MHOrOKDATHH MH(Y3HH.
OtroBopsT Ha Nevenrero ¢ dakrop VII npd pasiuyHHTE MauMEHTH MOXE Aa €© Pa3jiHicH, KaTo CC
HaGMIoNaBa pasidyeH MOMY-XKHBOT U Bb3cTaHOBABaHe. JlosupaHero Ha 0a3a TEeNECHO TErNO MOXE Ja
Hanara KOpEKUHS IIPH MAlMEHTH C HACKO TEMNO WM CbC CBpPbXTerno. OcobeHo INpH TONEMH
XMPYPrHYECKH MHTEPBEHLNH, TOYHOTO MOHHTOPHpAHE Ha 3aMECTHUTENTHaTa Tepanua Ype3 KoarynalHoHEH
aHaau3 (nna3MeHa akTHBHOCT Ha daxrop VII) e 3axpmKkuTelTHO.

Ho3apoBka

Jl03aTa ¥ MPONLDKHTEHOCTTA Ha 3aMeCTUTENHATa TepalTiA 3aBHCH OT CTEMeHTA HA TEXeCT Ha (akTop Vil
neMuMTa, OT JIOKATH3ALMATA Ha KPbBOHIIMBA H CTENECHTA HA KEPBEHE, KAKTO H OT KIHHHYHOTO CBCTOSHHCE Ha
OomHMAL.

BposT Ha npunarasute eaMHHUK ot Qaktop VII ce M3paiiBa B MEKIYHAPOAHW €JHHHLH (IU) u
CHOTBETCTBA Ha chBpeMeHHHTe C30 CTaHAapTH 3a NPOXYKTH ChABpxauM ¢akrop VI, AKTHBHOCTTa Ha
daxrop VIII B miasMata ce M3passsa Karo MPONEHT {CHOTBETHO KbM HOPMATHATA YOBEIIKA IUia3Ma) MK B
MEXITyHapoxuH equHHIH TU (CHOTBETHO KbM MEK/IYHAPOIHHS CTaHAapT 3a aktop VII B rnasmara).

Exxa MexayHapomHa emuuuna (IU) or akmuBHOCTTA Ha (axtop VII ¢ eKBHBaICHTHA HAa KONHYECTBOTO OT
baxrop VIII B eauH ml or HopManHa YOBEHIKA [L1a3Ma.

JleueHHE MPH HEOOXOAUMOCT
M3yHCcAsSBAHETO HA M3UCKBAHATA A03a oT pakrop VIII ce Gazupa na eMnupraHuUs pesyrar, npu kodro 1 IU ot

haxrop VIII 3a kg TeNeCHO Terno NOBHLIABA AKTHBHOCTTA Ha TuiasMeH daxrop VIII ¢ 1,5 10 2 % or HopMaTHKA.
HeobxoaumaTa 1032 ce onpeJielia upe3 U3MoA3BaHe Ha clneJHaTa GopMyia:

Hancxknanns Gpoil exanann = Tenecuoto Teriio (kgiIU/dl) x sxenanoro nopmuasane Ha (axrop VIII (%6) x
0,5

KonMuecTBO M uecToTaTa Ha npHiaraHero TpsOBa BHHAard jga 6njar Cbo0paseHH C KIMHHYHATA

edeKTHBHOCT BhB BCEKH OTHECIICH CITyyYaH.

B ciy4aif Ha OCTEABAIM XEMOPArHIHH HHLMACHTH, akTHBHOCTTA Ha (akrop VI He TpaOBa fa maxa nox
HHBOTO Ha JAajeHa IUlasMeHa akTHBHOCT (B % OT HOopMmanHara) 3a ChOTBETHMA nepuoa. Chexpamara
TaOMHIa MOKE 1A C& M3MOJI3Ba KaTO OPHEHTHPOBBYHA IPH JO3SHpPaHE B EMH30JHTS HAa KBPBCHC H B
XUpyprudra:

TexecT Ha KPBBOH3NHBA N3uckBaiio YecTota (MacoBe) M MPOAB/KHTENHOCT (AHHA) Ha
Bua xupypruyecka MaHH- ce HHMBO Ha | TepanuAra
mynauus dakrop VIII

 KpnBoH3HB
PaHH" XeMapTpO3H, MYCKYJIHH 20 - 40 [ToBrapsne Ha BcekH 12-24 vaca. Hait-manko 1|
KPbBOH3MUBH H KBPBEHE OT I€H, cllel KATO KPBBOHIIUBHTE IPOSIBABAILH C€
yCTHaATa KYXHHA ¢ Oonka OTWIYMSAT MIH CE€ I[IOCTHTHE IThJIHO

O3ApaBABaHe

lonemMH KpbBOU3INHBH: 30-60 [TosTapsane Ha HH}Y3HATA BCekH 12-24 yvaca 3a
XeMapTpo3u, KPBEBOH3IHBHU B 3-4 nHY HIM noBede pokaro Oonkara MWIH
MYCKYJIUTE HIH XEMATOMH _ OCTPOTO HApYLWIEHHE B ABHXKCHHETO OTLUIYMAT.
KpBBOH3IHBY 3aCTpallaBalilH 60-100 TloBTapsHe Ha UH(Y3HATa HA BCEKH 8 10 24 yaca
KHBOTA A0 MBJHOTO H3JIEKYBaHKe,
XupyprudHH MAaHANYJIANHH




Manky, BXIIOYMTENHO 3hLOHH 30-60 Bceku 24 yaca, Hali-Manko 1 ieH CneA MbJAHOTO
| CKCTpaKIHK | O3/ipapgBaHe

["onemu 80-100 [ToBTapsiHe Ha HH(GY3uATA HA BCekH 8-24 yaca a0
(mpe ¥ NOCT- | MWIHOTO 3a3JpaBsBaHEC Ha paHHTE, TOrasa
ONEpaTHBHO) | Tepanus 3a Hal-Manko 7 QHH 33 NOATbPKAHE HA
dakxrop VIII akTHBHOCTTA B AHANa3oHa 30-60%

I Ipo@HIaKTHKA

3a NPOABDKHTENHA MPOPWIAKTAKA HA KbPBEHE NPH NMALMEHTH ¢ TEXKKa xeMOoQumua A, TpsibBa a ce
npuiarat go3u ot 20-40 IU/Kg TenecHO Teryio Ha HHTEPBAIM OT 2 0 3 HH.

B HAKOH Cly4aH, 0COOEHHO MpH MO-MIAAH MALMEHTH MOXE A2 OBRAT HEOOXOAHMH MTO-BHCOKH JIO3H KITH
NO-KPAaTKH HHTEPBAIH.

[ponbmxuTenta HHGY3HNS
[Ipenu oneparus TpsaOBa Aa ce Harpasy (hapMaKOKHHETHYCH aHaNu3, 3a 1a C¢ OTIPEAEIH KIHPBHCA.

Hauannara cKOpOCT Ha HH(y3HsTa TpaOBa Aa ce M3UMUCAABA NO CIEIHHA HAYWH: KIHPBHC X JKENaHO
paBHOBECHO HHBO = CkopocT Ha HHGy3usTa (TU/kg/4).

Cnen mbpBuTe 24 yaca Ha NPOXBIDKHTENHA HHDY3HS, KIHPBLHCET TPAOBA Nla ce H3UHCAABA OTHOBO BCEKH
JIeH KAaTO CE U3NO/I3Ba PABEHCTBOTO 332 PABHOBECHO CHCTOSHHE C H3MEPEHOTO HABO H H3BECTHATA YECTOTA
Ha nHy3uATa,

[leauaTpuyHa nommyaanHs
Knunuuso npoyyBade ¢ 15 nmaiueHT# Ha Bb3pacT 6 rofiliHH HIIH NMO-MIKH, HE NOKA3Ba HANHYHETO HA

HAKAKBY CHELHATHN H3HCKBAHUS KbM JO3HPAHETO IIPH AeLia.
KakTo 3a le4eHUe, Taka ¥ 3a NpodHIaKTHKA, JO3HPOBKATa PH Bb3PACTHH H [Iclla € €[lHa H ChlIa.

Hauun Ha MPHIOKEHHE
HHTpaBEHO3HO MPHIIOKEHHE.

[TpenopBbYATENHO € A HE Ce Npaarat noseye o1 2-3 mL Ha MHHYTA.
3a HHCTPYKLHH OTHOCHO paspexAaHeTo Ha NEeKapCTBEHHA NPONYKT NpeAH NPHIOKCHHE, BHXKTE TOYKA
6.6.

4.3 IlpoTHBOoNnoKa3aHui

CBPBXIYBCTBHTEIHOCT KbM JICKAPCTBEHOTO BELIECTBO WM HAKOE OT NOMOLUHUTE BELIECTBa, H30POSHH B TOYKA
6.1..

4.4 CrHenHa HRA NPEAYNPEKACHHA A CELHATHH NPEANA3HA MEPKH NpH ynoTpeda

[Ipocneaumoct
3a aa ce nofobpH NpOCIeMMOCTTa Ha GHONIONMMHHTE NEKAPCTBEHH MPOJYKTH, HMETO U NAPTHAHHAT HOMEP HA
ApHIaraHud MPOAYKT TpaOBa Aa fbAar TOUHO NOKYMEHTHDPAHHY.

CBPLXYYBCTBUTETHOCT

Bramoxuo e nmpy OxraHelir Aa ce pa3BUAT pPeaklUd Ha CBPBXUYYBCTBHTEJIHOCT OT aJIEprHYCH THIL
[TpoxyXTBT CBABPKA CIEXH OT YOBEIIKH MPOTEHHH, paznM4HH oT ¢akrop VII. Axko ce nposBAT
CHMIITOMH Ha CBPBXYYBCTBHTEJIHOCT, NauHeHTuTe TpsA6Ba Aa ObAaT mnOChBETBaHM He3abaBHO Ja
NPEXPATAT NPHIIOKEHHETO HA JIEKAPCTBEHKA POAYKT H Aa ce 0baisT Ha ¢Bos nekap. [Tauuenture Tpsdea




OOpHBY, T€HEpAM3HpaHa YPTHKApHA, CTAraHe B I'bPIAMTE, XpUMOBE, CNAafaHe HAa KPBBHOTO HANATaHC,
aHadWIAKCHS.
[Tpn ciy4al Ha IIOK Ja Ce CJIEABAT HACTOMIIMTE MENHLMHCKY CTAHAAPTH 3a ICYCHHE Ha WIOK.

HuxubuTopH
O6pa3yBaHETO Ha HEyTpanW3upally aHTHTena (MHXMOMTOpHM) cpemyy dakrop VIII e wH3BecTHO

YCIOKHEHHE MPU JICUEHHETO Ha NHHa ¢ XeMopunus A. Tesn uuxuburopn oGukHOBeHO ca IgG
HMYHOTJIOOYJIMHH, HACOUEHH CpelLy MPOKoaryJlaHTHaTa akTHBHOCT Ha dakrop Vill, kouto ce onpeaenar
KonuyecTBeHo B bereaga eaunuuu (Bethesda Units, BU) nma ml mnnasma, ¢ H3nmon3BaHe Ha
MONHGMIHPAHHAT TecT. PHCKBT OT pasBuTHe Ha HHXMOWTODH 3aBHCH OT TEXECTTa Ha 3a0ONsBaHETO,
KakTO H OT ekcnosuuusaTa Ha ¢axtop VII, kaTo To3M puck € Hali-BHCOK rpe3 mbpBHTE 50 AHM Ha
eKCIIO3HIKA, HO NPOTbJDKABA NMpE3 LEHA KHBOT, MAKAp Y€ PHCKLT € HEUECT.

KIHHUYHOTO 3HAYEHHE HA PA3BHTHETO HA MHXHOMTOPH IIE 3aBHCH OT THThpPAa Ha HMHXHOMTOpa, KaTo
MHXUOHTOPHTE C HUCBK THTHP, KOMTO NMPHACHCTBAT NMPEXOAHO HNH OCTABAT C MOCTOAHHO HHCKH THTDH,
peCTABIABAT 10-MATBK PHCK 33 HEJOCTATBYECH KIMHHYEH OTNOBOP, OTKOAKOTO HHXHOHTOPH C BHCOKH
THTPH.

ITo npHHLKN BCHYKH NALHEHTH, KOMTO Ce JIEKYBAT ¢ MPORYKTH ¢ KoarynauuoHeH ¢akrop VIII Tpabsa na
ce TpOCNeNABAT BHHMATENTHO 34 PAa3BHTHETO HAa HHXHOHTOpH, MOCPEACTBOM MOAXOAAINO KITMHHYHO
Habmonenue u naboparopHH TecroBe. AkO He ObAaT MOCTHrHaTH OYAaKBAHHTE HHBA HA IJIa3MEHA
akTHBHOCT Ha (axrop VIIL, win KbpBEHETO He MOXe Ja Obie KOHTPOIHPAHO C MOAXOAAMA 1033, TPAdBA
Ja ce HalpaBH TeCT 3a Halnuuue Ha HHxuOutop Ha ¢axrop VII. Ilpy NmaudeHTH C BHCOKH HMBa Ha
unxubutop, neuennero ¢ dakrop VIII moxke aa He e edekTHBHO H TpsOBa ma ce OOMHUCIAT APYIH
TepanesTHYHH Bb3MOXHOCTH. JIe4eHHETO Ha TaKHBa NalHeHTH TpAOBA Ja ce NPOBEXKAA OT JIEKapH C ONUT
B IEYEHKETO Ha XeMOounua H HEXHOHTOPH Ha dakTop VIIL.

ChbpaeuHOChAOBH CHOHTHA
[Mpy DalHEHTH ¢ H3BECTHH ChPACYHOCHAOBH PHCKOBH (hakTopH, 3amecTuTenHata Tepanud ¢ FVII moxe

713 MOBHIIH ChPAECYHOCHIOBHSA PHCK.

CBbp3aHH ¢ KaTeTbpa YCIOKHEHHS
AKO ce Hanara W3NoN3BaHeTo Ha YCTpOMCTRO 3a LeHTpaieH BeHo3eH AocTsl (CVAD), Tpsbba na ce uMa

MpEABHA PHCKET OT cBbp3aHu ¢ CVAD ycnoxueHHs, BRITIOUHTENHO JOKATHH HHQEKIHH, OaKTepHeMHS 1
TpomM603a Ha MACTOTOTO Ha NOCTaBsHE HA KATETHPA.

HNHdex1Ho3HH NPHYKHATEIH
CraHJapTHHTE MEPKH 3a NpodHMIaKkTHKa Ha HHGPEKUMH B pe3yiarar Ha yrnorpedara Ha JE€KapcTBEHH
APOAYKTH, NMPHrOTBEHH OT YOBEIIKA KPBHB WM NNa3Ma, BKIKOYBAT NOAOOP HA AOHOPHTE, H3CISABAHUA Ha
HHIHBHAYATHHTE JapABaHHMs H MUJIA3MEHHTE MyNOBE 33 CHENHQHYHH MapKepH 3a HAIW4HE Ha
HHQEKIHO3HA TNPUYHHHTEM H BKNOYBAHE HA CQEKTHBHH NPOM3BOACTBEHH MpOUECH 33
MHAKTHBHpaHe/OTCTPaHsABAaHE Ha BHPYCH. BBIpekH TOBa, TIpH NPHUIaraseTo Ha NEKapCTBEHH NPOAYKTH,
MOJNY4EHH OT YOBEILIKA KPBB WIH IU1a3Ma, Bh3IMOXKHOCTTA OT NpeHacsHe Ha HHQEKIHO3HA NPUHIHHATENH
He MOXe Za Obe H3KIIOYEHA HAMBAHO. TOBa ¢¢ OTHACH M CBLUO 338 HEH3BECTHH HWJIH HOBONOABHIH Ce
BHPYCH WIM OPYrH NaTOTEHH.

[IpeanpHeTHTE MEPKH CE CYUTAT 3a epeKTHBHH 32 BHpYycH ¢ nunuAHa obpuBka kato HIV, HBV 1 HCV, u
3a HeoOBHTHA BHpYC HAV. Mepkute Moxke OH HMaT orpaHHYeHO AeHCTBHE cpelily HEOOBHTH BHPYCH,
kato napsoBupyc B19. Hrdexumara ¢ napposupyc B19 Moxe na 6pae onmacHa 3a OpeMeHHH XXEHH
(beranna MHQEKUMA) H 32 HHOMBHAM C HMMYHEH NeQHLHMT WIH TOBHUIEHA epHTpornoe3a (Hamp.
XeMOJIHTHYHA aHCMHA).

[MoaxoaAwy BakcHHAUMH (XenaTHT A ¥ B) Tpabpa na ce oOcpasT NpH MalMEHTH, IOMyYaBalliH
pexoBHo/nopTopHo $axkrop VIII npoayKT, noaydeH OT YOBEILLKA Ijla3Ma.,




IIpenopbUMTENHO €, BCEKH ITHT KOraTo Ha MallHeHTa ce NpHiara OkraHe}T, H*METO H NMapTHAHUA HOMEp
HA MPOAYKTa Aa Ce 3aIMCBAT, C Le/ OCUTYpABAHE HA BPB3KA MEKAY MALMCHTA M NIAPTHAHHA HOMEp Ha
NPOAYKTA.

To37 JIEKAPCTBEH MPOAYKT Chabpxka Ao 1,75 mmol natpu#t (40 mg) Ha 2103082 SAUHHLIA 33 ¢nakoHUTE OT
1000 IU, exBuBaneHTHO Ha 2% ot npenoppyanus ot €30 MakcuMaleH AHEBCH NPHEM Ha 2 g HaTpu#l 3a
pbapacTHH. Tpa6Ba Jia ce MMa MpeABH]L NPH NALHEHTH, KOHTO Ca Ha AHETA C KOHTPOIHPAHO ChIbpXaHHE
Ha HATPHH.

[TegyaTpyyya OONyJIAUMA
H36poeHnTe NpeynpexxAeHUA H IIPEANa3HH MEPKH BaXaT €IHakBO 34 BBL3PACTHH H 3a JieLa.

4.5 B3auMoaeliCTBME ¢ APYTH JeKAPCTBA H APYTH GOpMH HA B3AHMO/EHCTBHE
WgmMa W3BECTHH B3auMojeicTBua Ha koarynaiHoHeH ¢akrop VI ¢ apyr# nekapcTea.
4.6 OeprRARTET, (peMEeHHOCT H KbpMeHe

[MpoyuBaHHA 3a BBL3ACHCTBHETO HA KOAryJlalHOHCH daktop VIII BBpXy penpoAyKTHBHOCTTa IIpH
AHBOTHHK He ca nposexaaHu. ITopaay pARKOTO OTKpUBaHE Ha XeMOQHIHA A TIPH KEHH, HE € HATMICH
OTIMT TpH ynoTpebara Ha xoarynanxonen daxrop VIII npx OpeMEHHH JXeHH W KbPMATKH. ITopanu ToBa,
koarynauuoneH ¢axrop VIII Tpabsa xa ce npunara no BpeMe Ha OpeMEeHHOCT ¥ KbPMEHE CaMO MpH SCHH

HHAUKALHH.
4.7 EdexTH BBpXY cnocofHocTTa 33 mogupaHe A paboTa ¢ MAIIAHA

OxTaHeliT He MOBIHABA WK MOBAMABA NpeHeGpexnmo crocobGHOCTTa 3a modHpane ¥ padoTa ¢ MAIIHHH.

4.8 Hexeaaun NeKAPCTBEHHH PEAKIHH

PezioMe Ha HEXENaHHUTe JIEKAPCTBEHH PeAKIIHU

CBpBLXYYBCTBHTENHOCT WM ANEPrHYHA peakuuh (KOHTO MOXE Aa BKIIOUBAT AHIMOEACM, napeHe M
60Ie3HEHOCT OKONO HMIXKEKIMOHHOTO MACTO, TPBLIKH, 3a4epBsBaHC, reHCpalH3HpaHa YPTHKapHi,
rnaBoGoimde, OOpHB, [IOHM)KAaBaHE Ha KPBHBHOTO HajAraHe, CBHJIHBOCT, TaJICHE, 6e3noKOHCTBO,
TaxMKapAus, CTAraHe B bpAMTE, Cbhplbex, MOBpPBILAHE, XpHIITEHE) ce HAOMIOAaBAT PANKO M B HAKOH
Cly4au € Bb3MO)KHO Ja IIPOrpecHpar A0 TexXika aHaQHIaKCHS (BKIIOYHTENHO LIOK).

B peaxu cmy4aH e HabmoxasaHa Tpecka.

Pa3BuTHE HA HEYTPANH3HPAUIH AHTHTENa (WHXHOHTOPH) MOXKeE Ia Bh3HHKHE NIPH NMALHCHTH ¢ XeMOpHIH
A, xouto ce nexkyeBar ¢ ¢axrop VIII, BKIIOHHTENHO H C OxTtanelir. Axo ce oOpasyBar TaKHBa
HHXHOMTOPH, CBCTOSAHHETO IlE ¢ MPOSABH KaTO HEJOCTaThYCH KIHHMYEH OTrOBOD. B TakuMBa Ciay4au ce
npenopbYBa KOHCYATauus ChC CrielHalu3npaH LEHTBP NO XeMO(pHIH.

Tabauia chbC CNUCHK Ha HEXKEIAHHTE DEAKIIHU

B nonHara Tabnuua ca NMOCOYEHH HEXKENaHHTE JEKapCTBEHH peakuMH, KaTeropH3vpaHH IO CHCTEMO-
opraudu xiacoee no MedDRA (cucTeMO-OpraneH Kiac M peAnOYHTaH TePMHUH ).

YecTOTAaTa € ONpeAeieHa KaTo € H3MOoA3BaHa CJACAHaTa KOHBEHIHA: MHOTO 4€CTH (> 1/10); yectu (= 1/100
10 < 1/10); HedecTH (= 1/1,000 g0 < 1/100); peaxu (= 1/10,000 go < 1/1,000); muoro peaxu (< 1/10,000),
¢ HER3BECTHA YecTOoTa (He MOXe Jia Ob/ie HANpaBeHa OLICHKA OT HANMYHHTE JaHHH).




CranaapTHH CHCTEMO-OPTaHHH HexenaHa peaknEs YectTOoTa
knacope o MedDRA
HapyuieHna Ha HMYHHATA CHCTEMA Peaxuus Ha Penku
CBPBXIYBCTBHTENHOCT
Anadunaktiyed mok | MHOro peaky
OO HapylIeHus 1 epexTH Ha Tpecka Penxu
MSICTOTO Ha NIPHJIOKEHHE |
JlumdHara cucreMa WNnxubupane Ha daktop | Heuectu (PTP)*
V1II Msuoro yectu (PUPs)*
N3cneasaHus AHTHTEA CPELLLy Penxu
¢axrop VIII B xppBTa

*tecmomama e bazupana na nPOy4earun ¢ acuuxu FVIHI npodyxmu, xoumo ca SKAOUBANY NAYUEHMI ¢ mexcKa xemopurus A.
PTP = nexysanu npedu mosa nayuenmu, PUP = nenexyeanu npeou mosa nayuesmu

[MenHaTPHYHA Oy
YecTOTaTa, BUAA H TEXecTTa Ha HEXENaHWTE JieKapCTBEHH peaki[ii NpH Jclla ca CHUIMTE KaTO OpH

Bh3PACTHH.

CrobniapaHe Ha NOAO3HPAHH HEXEJIAaHH UM

CpobliaBaneTo Ha MOJO3MPaHU HEXENaHM peakuuy CJeA pa3pelliaBaHe 3a yrnorpeba Ha JeKapCTBCHHA
NpOAYKT € BakHO. ToBa MO3BO/ABA Ja MPOMBILKH Ha0MONeHHeT0 Ha CHOTHOIIEHHETO NON3a/PHUCK 32
NeKapcTBeHHs OpomyKT. OT MEAMUMHCKHTE CIIEUHATHCTH C& H3HCKBA /A croOLIaBaT BCAKa MOJA03NpaHa
He)XenaHa peakL|s upe3 HallHOHATHA CRCTEMA 32 choblljaBaHe.

H3mp)HATENHA arcHIMs 1o JICKapCTBaTa
ya. ,,Jamss ['pyes” Ne 8

1303 Codus

Ten.: +359 2 8903417

ye6caiT: www.bda.bg

4.9 Ilpenosnpane

Hsama ROKNAIBAHH CHMIITOMH Ha npefo3ipaHe ¢ YoBELIKH KoarynalHoHEH daxrop VIIIL.

5. @GAPMAKOJOI'MYHHU JAHHHA

5.1 ®apMaKoAHHAMHYHH JaHRH

dapMaKoTepaneBTHYHA rpyna: aHTHXeMOoparn4HH CPEACTBA. YOBCLIKH xoarynauuoneH ¢axrop VIII
ATC xoxn: B02BD02

daxrop VIIl/pakrop von Willebrand xoMniiekCsT ChbABPXKA ABE MOJCKYIH (baxtop VIII u dakrop Ha
von Willebrand) ¢ pasnuunu usdonornuia ¢yHkimu. Korato ce npujiokd Ha G6OMHH OT XeMOodQuIus,
daxtop VIII cebp3pa dakropa Ha von Wi llebrand B LMPKYIAUHUATA HA MALIUCHTA.

AxtuBupadusT ¢akrop VII (FVilla) nefictea Kato kodakTop 33 aKTUBMpaHeTo Ha dakrop IX (FIXa),
yCKOpABAIll KOHBEPCHATA Ha (akTop X 0 aKTHBHpAH dbakrop X (FXa). FXa npespsiia npoTpoMOKHA B
TpoMOGHH. TpoMOUHET OT CBOS CTPaHa NPeBPbILA pubprHorena 5B GUOPHH H CBCHPEKBT MOXE Zia 3391

dopMupaH.




Xemodunus A e IOJOBO CBbP3aHO HACNEJCTBEHO 3a00/NABAHE HA CHCTEMATd Ha KPBBOCHCHPBAHC,
TRIDKANLO ce Ha noHmwkenH Husa Ha FVII:C 1 Boau 10 npody3HH KpbBOHIHBH B CTABHTE, MYyCKYJIHTE H
BBTPCIIHHTE OPraHk, KaKTo CIOHTaHHO, Taka W B Pe3y/ITaT HA HHUWACHTHA WM XHpYpruiHa TpaBMa.
Upes 3aMECTHTENHA TEpanus MIa3sMEHHTE HHBA Ha daxrop VIII ce moBriIaBaT, KaTo MO TO3H HAa4YHH CC
OCTHIra BpeMEHHA KOPEKIMA Ha JedHIUTa H NpeofoisBaHe Ha TCHACHLHUATA 38 KbPBCHC.

Cnenmpa ja ce OTOeNiexH, ue 4ecToTaTa Ha KbpBeHe Ha roaumHa Gasa (I'UK) me e eanaksa mpH
pavIMYHHTE KOHLEHTPATH Ha (aKTOPa H NPH PANIHYHUTE KIHHUYMHHA NIPOYBaHHL.

HenexyBaHH NPEAXOAHO MAILHEHTH
PassutieTo Ha anTuTena cpemy FVIII ce Habmofasa Hali-Beve NpH HEIEKIYBaHH MPEAXOAHO NallHEHTH

(HITIT). B npocneKkTHBHO, OTKPHTO NpOYUBaHe, OUCHABALIO MMyHOr€HHOCTTA Ha Oxraneiit mpu HIIII, ca
priogend 51 manuenTH. 20 nanuenTH ca OWIM OCHOBHO JIEKYBaHH 10 HEOOXOAHMOCT, a 31 nanMeHTH ca
JIEKyBaHHK NPOQHUIAKTHYHO. 44 OTTOBAPSAT HA KPHTEPHHTE 34 OLCHKA HA HMYHOr€HHOCTTA (.. >50 ED u
FVII:C<1%). UHXUOHTOpHUTE H34YE3BAT IPH PEOBHO jieyeHre ¢ OKTaHeHT Hea 1a ce IpOMEHs 4eCTOoTaTa
HIIM 703aTa HA [IPHJIaraHus NPOAYKT NpH ABAMa OT NET NAaMEHTH C MHXHOHTODH (CMH € BHCOK THTBP H
APYT ¢ HHCBK THTBbP Ha HHXHOHMTOp). BeudkH HHEXHOMTOPH ce OTKpHBAT IpH MALHEHTH, AEKYyBaHH IO
HeoOxoaumoct. Cpe/iHaTa NPOXBKATETHOCT Ha BPEMETO JI0 Pa3sHBUTHE HA WHXHOHTOP NPH BHCOK THTHP
1 HUCBHK TUTHD € choTBeTHo 10 ED (nnana3soH 3-19) u 48 ED.

5.2 ©PapMaKOKHHETRINH JRHHA

YopemkHusaT koarynauuoseH gaxrop VIII (o xoHLEHTpara) € HOpMaiHa CbCTABK2 Ha YOBEIIKaTa Miasma
u neiicTBa Kato eHjaoreHnud ¢akrop VIII. Cnen HIDKeKTHpaHe Ha NMPOAYKTA, NpUONH3UTENHO %3 0 74 OT
daktop VIII octasa B LMpKy/nauuATa. HHBOTO Ha aKTHBHOCT Ha FVIIIL:C, nocTHrHaTO B Nla3Mara, TpsdBa
na 6sae mexay 80-120% ot ovakBaHaTa aKTHBHOCT Ha dakrop Viil.

[lnasmenata axkTMBHOCT Ha ¢axrop VIII nHaManssa mo [gBy(a3’HO EKCIIOHCHIHAIHO pasMajaHe. B
HavanHaTa dasa pasnpelne]eHHETO MEXNY HMHTPaBacKylapHOTO H JPYTHTE fIpOCTpaHCTBa (TenecHuTe
TEYHOCTH) € YCTAHOBEH €IHMHMHALMOHEH MONYXXKHBOT B IIa3MaTta oT 3 10 6 yaca. B nocneapamara 6aBHa
$hasa eneMHHALIMOHHHST NMONYXKHBOT Bapupa oT 8 Ao 18 waca, CpeaHO 15 waca. ToBa CLOTBETICTBA Ha
6HOIOrMYHOTO BPEME Ha eTHMHHALHOHEH TOJY)KHUBOT.

C Oxraneiit npy nBe dapMaxokHHeTHdHH npoyusanua ¢ 10 u ¢ 14 mauuenTa, ca JOCTHIHATH CICAHHTE
pe3yJITATH:

BB3cTaHoBAR AUC*norm Enumunan. MRT* KinnpbHc
aHe (YoxhxIU-1 x OOJNY)XHUBOT (h) (ml x [U-1 x
(% x IU-1 x ke) kg)
kg)

[Ipoyuypane | 2.4+0,36 45,5+ 17,2 14,3 + 4,01 19,6+6,05 2,6+ 1,21
n=10
Mean + SD*

[Ipoyusane 2 2,4+ 0,25 33,4 + 8,50 12,6 + 3,03 16,6+3,73 3,2+ 0,88
n=14
Mean £ SD*

AUC* - utouy noa Kpuaara‘
MRT* - cpeaHo BpeMe Ha IPHCHCTBHE
SD* - cTaHZapTHO OTKJIOHCHHE




5.3 [IpeAK1HEHYHH RaHHEH 33 6e30NaCHOCT

HammyuuTe TOKCHKOJMOTMYHH NAaHHH 3a tri-n-butylphosphate (TNBP) u polysorbate 80 (tween 80),
COJIBEHTHO/AETEPreHTHHTE PEarcHTH H3MON3BaHU OrpaHuyeHo npyu SD MeToaa 3a BHpyCcHa MHAKTHBAIIHS
[0 BpeMe Ha [pOoM3BOACTBOTO Ha OkTaHelT, MOKA3BAaT, Y€ HEXENAHATE PCAKIWH Ca MAiKO BEPOATHH npH
O4aKBAHATA €KCIIO3MLHA IPH XOpa.

Ilopu npH A034, KOHTO MHOTO IThTH HAAXBLPIAT NPEMNOPLUBAHATE HOBCLIKHA NO3H 33 kg TenecHo Terno,
TE3H PEArcHTH HE Ca MOKa3alH TOKCHYHH e(EKTH NpH naboparopuu kuBoTHH. He e Oun HabmonasaH
MyTareHeH NOTEHLHAN NPH HAKOS OT TE€3H CyOCTaHIIHA.

6. dapManesTHUHH J8HHH

6.1 CoHchbK HA DOMOHIHHTE BelllecTBa

[Tpax:
e HaTpHUEB LHTPAT
® HATpPHEB XJOPHI
® KalLHEB XAOPH/
® TIJIMIHH

PastBOpHTEN (BOAA 38 HHKEKIHH).
6.2 OHINKO-XAMHUYHH HECHLBMECTHMOCTH

IIpu nurica Ha CPaBHHUTENHH TPOYUBAHHA, JICKAPCTBCHHUAT NMPOAYKT HE TpsibBa na ce cMecBa C ApYyrH
NIEKAPCTBEHHU IIPOIYKTH.

Tpabpa Aa Ce M3MON3BAT CAMO BKIIOYEHHUTE B HaOOpa HHXEKUHOHHH HITH HHQY3UOHHU KOMILIEKTH,
3AIIOTO MOXeE 713 HACTHIAT HApyIICHHA B IEYEHHETO KaTO CNEACTBHE Ha abcopOuyATa Ha dakrop VIII nmo
BBTPELIHATA OBBPXHOCT HA HAKOH HHXEKLHOHHK/ HH(Y3HOHHH CHCTEMH.

6.3 Cpox Ba rogaocr

2 rOOMHH.
[TpuroTBeHUAT pa3TBOP TPsOBA Ja Ce H3NO0/13Ba He3a0aBHO M € CaMO 3a eHOKpaTHA ynoTpeba.

6.4 ChnenHajHH YCJI0BHS 32 ChbXpaHeRHe

Ila ce chbXpaunsiBa Npu TeMneparypa noa 23 °C.

Ila He ce 3aMpasdna.

Cuxpaussaiite GaKoHUTE B KAPTOHEHATA KyTHS C LIE NPEATIa3sBaHe OT CBETIIHHA.

3a yc0BUATA HAa CbXpPaHEHUE cie] pa3TBapAHe Ha NIeKapCTBEHHS MPOIYKT, BIXKTE TOUKA 6.3.

6.5 BuaH chAbLPXKAHHE HA ONAKOBKATA

OkTaueliT ce npeaara B KOMGHHHpaHa ONAKOBKa, ChCTOAILA CE OT IBE KAPTOHEHH KyTHH, OOBHTH 32€]THO C
1ienogaHoBa EHTA.

F;maTa KaproHeHa KyTus ChIbpka OKTaHEHT Npax 3a MHKEKIOHEH PasTBOp BbB (IAKOH (CTBKNIO OT Kiiac 1),
3aTBOPEH ChC 3amyiuanka (6pomGyTHIoBa ryMa) H 3aneyaTaH ¢ aryMuHneBa obkarka H flip off xanmag




Bropata kapToHeHa KyTHs ChIbpka (akoH or 10 ml (cTbkIO OT Kiac 1), ChabpXKalll pasTBOPHTEN BOJA 33
IDKEKLIMH, 3aTBOPEH Che 3amymanka (6pomOyTwioBa ryma) W 3amnevaTtaH ¢ alymuHueBa oOkartka, flip off
Kanayka ¥ MEJMLMHCKH H3/IEITHA:

» | omakoBka ¢ HabOp 3a HHTpaBeHOo3Ha Hivkekuus (1 TpaHchepeH KOMIUIEKT, 1 HHpy3HOHHA

cucTeMa, | CIIpHHIIOBKA 3a €JHOKpaTHa ynoTpeoa);
e 2 TaMIIOHA HAllOEHH C AJIKOXOJL.

6.6 MHHCTpYKIHHM 32 pa3TBapsiHe H NPHJIOKEHHE

Monsi, npoyeTeTe BCHYKH MHCTPYKLHH U I'M Clie/IBaiiTe BHUMATENHO!

[To BpeMe Ha npoLeIypaTa, OHcaHa Mo-J0y, TpAoBa /1ia ce ChOII0/1aBa CTEPHITHOCT!

He u3nonsaiiTe OKTaHEHT clie]l CpOKa Ha 'OJJHOCT, NOCOYEH Ha €THKETA.

Pa3TBOpEHHUSAT JIEKapCTBEH MPOAYKT TpAOBa Ja ce nperiieia BU3yanHo 3a HATHYHE Ha YaCTHULH U MPOMSIHA B

L[BETA PN NPUJIOKEHHE.

o Pa3TBOpEHHAT JIEKAPCTBEH MPOAYKT TpsiOBa J1a ce NpOoBEPH BU3YaIHO 3@ YaCTHLKM H MPOMSHA HA [BETA
Mpeau MPUJIOKEHUETO MY.

e PasTBOpBT TpsAOBA 1A ObAEC OUCTBP HIIH JIEKO ONATECLEHTEH.

e MH3non3BaiiTe NpUroTBEHMs Pa3TBOP He3abaBHO 3a 1a NPEJOTBPATHTE MUKPOOHO 3aMbpCABAHE.

e MW 3nonssaiite camo npuioxeHara HH$y3HOHHA cucTeMa. Ynorpedara Ha IpyTrd U3Jenus 3a

HHXEKTUpaHe/MH(Y3UpaHe MOXKe J1a 10BeJie 10 AONMBbJIHUTEIHH PHCKOBE 32 HapyLICHHS Ha

JICYEHHETO.

HHCTPYKIIMH 32 NIPHIOTBAHE HA pa3TBOpAa:
1. He wm3non3paiiTe MpojyKTa AHUPEKTHO OT XjuaauiaHuka. OcTaBeTe pa3TBOPUTENs H IpPaxbpT 3a

HHXEKIIMOHEH Pa3TBOP B 3aTBOpEHUTE (UIaKOHHM Ja IOCTUIHAT CTaHHa TeMIeparypa.

2. OrcrpaHere KanaykuTe Ha ABata (pakoOHa M MOYMCTETE IYMEHHTE 3alyllalkd C €IHHHUS OT
NPHJIOXKEHUTE TAMIIOHH, HATIOEHH C aJIKOXOJI.

3. TpancdepHusT koMmiekT e uzobpaseH Ha @ur. 1. [locrasere (akoHa ¢ pa3TBOPUTE] HA paBHA
NOBBPXHOCT M IO ApPBLKTE 3ApaBo. B3emere TpaHcepHHS KOMIUIEKT W ro o0bpHETe ¢ ropHara
yacT Hagony. [TocTaBeTe CHHATA YacT Ha TpaHCEpHUS KOMIUIEKT B rOpHaTa 4acT Ha (1akoHa ¢
Pa3TBOPHUTE] H HATHCHETE HAJOMY A0 KBJETO € Bh3MOXHO (dur. 2 + 3). He 3aBbpTante, 10KaTO
MpUKa4yBare.

Ananrep 3a
—— Pa3TBOPHTECNA
(cHHA 9acT)

Qur. 1




4. Tlocrasere (uiakoHa C Mpax 3a HMHXKEKUHOHEH pa3TBOp Ha
paBHa MOBBPXHOCT M IO APBXKTE 3/paBo. Biemere (uiakoHa C
pa3TBOpPHTE] C TpHKAYeHHs TpaHC(epeH KOMIUIEKT W IO
JIPHXKTE ¢ ropHaTta 4act Hagoiy. IloctaBere OsnaTta YacT Han
ropHara 4acT Ha (akoHa C npax 3a HHXEKIHOHEH pa3TBOp H
HAaTUCHETE JIOKBIETO € Bb3MOXHO (dur. 4). He 3aBbpranTe,
JI0KaTO npukKayBaTe. Pa3TBOPUTENAT NpeMHHaBa aBTOMAaTHYHO
BbB (hJIaKOHA C Mpax 3a HHXKEKIHOHEH Pa3TBOpP.

Qur. 4

5. Kakro nBara ¢uiakoHa Bce oOl€ ca NpHKa4y€HH, BHHMATEJHO

3apbpTeTE (Pi1akoHa ¢ Mpax 3a HHXKEKIHOHEH pa3TBOp, I0KATO
MPOAYKTHT CE€ pa3TBOPH.
[Ipu craiiHa Temneparypa OKTaHEHT ce pa3TBaps 3a Mo-Majko
ot 10 MmunyTH. [0 BpeMe Ha NPHIOTBAHETO MOXE J1a HACTBITH
JIeKo pasneHBaHe. PasBuiiTe ABeTe 4acTH Ha TpaHC(epHHUSA
KOMIUIEKT (Dur. 5). I1sHara 11e u3desHe.

Usxebpiiere npa3Hus (JIakOH C pa3TBOPHUTEN 3a€AHO CbC
CHHSATA YacT OT TpaHCHEpHUS KOMILUIEKT.

@ur. 5

MHCTPYKIIHH 32 HHKEKTHpaHe:

KaTo npeanasHa msipka, Baiuara nyscosa yectora Tps0OBa J1a ce H3MEPH NMPEJH H 10 BpeMe Ha
HHXKEKTHpaHeTo. AKO HAaCThIM NOBHILIABaHe Ha BaluaTa nmyJjicoBa 4€CTOTa, HaMajleTe CKOpPOCTTa Ha
MHXKEKTHPAHE WJIM ITpeKpaTeTe NPUI0KEHHUETO 32 KPaTKO BpEME.
1. Ilpukadere CIpHMHLIOBKAaTa KbM OsJlaTa yacT Ha TpaHC]epHHS KOMIUIEKT. 3aBbpTeTe (JIaKoHa
HAJ10J1y W U3Teryiere pa3Teopa B cpuHLoBkarta (Pur. 6).
Pa3TBOp®T B cripuHIlOBKaTa TpsAOBa na 6b1e OUCTHP WK JIEKO OMaJeCLEHTEH.
Cnen kaTo pa3TBOPBT € M3TErJIeH, 3aipbhXKTe OyTaloTO Ha CIIPUHIOBKATA (IBPXKEHKH Io HEUI[OJI}’)
H OT/IeJieTe CIIPHHIIOBKATa OT TpaHchepHUs koMiuiekT (Pur. 7). U3xBbprere u np
3aeJIHO ¢ Os1aTa 4acT Ha TpaHCHEPHHUS KOMILIEKT.




o

d.

6.

Dur. 7

[TourcTeTe MACTOTO M30paHO 3a MHXKEKTHpaHE C €[IMH OT MPHJIOXKEHUTE TAaMIIOHH, HAMOCHH €
aJIKOXOJ1.

[TpukayeTe NpUIOkKeHaTa HHPY3HOHHA CHCTEMA KbM CPHHILIOBKATA.

BbBejieTe uriara B n30pasara BeHa. AKO CT€ H3IMO0JI3BaJIM TYPHHKET, 3a 1a HANpaBUTC BCHATA 110~
noGpe BUAMMA, TO3M TYPHHKET TpsAbBa fa Obae 0CBOOO/IEH MPEAH 3ar04BaHE HA HHOKCKTHPAHETO
Ha OKTaHEHT.

He Tps6Ba ja ce Jomycka nonajaie Ha KpbB B CIpHHLIOBKATa NOpajaH pHCK OT ¢opMHpaHe Ha
TPOMOH.

WnxkekTupaiiTe pa3TBopa BbB BeHaTa ¢ 0aBHa CKOPOCT, HE no-0sp30 ot 2-3 ml Ha MUHYTA.

AKO M3MON3BaTe noseye oT equH (akoH OKTaHEHT Ha €IHO MpUIOKeHHe, Bue MOXe Na H3Moj3BaTe
chlata HHGY3HMOHHA CHCTEMA W CIIPHHLIOBKA OTHOBO. TpaHchepHHAT KOMIUIEKT € CaMO 3a €HOKpaTHa
ynotpeoa.

Hen3non3BaHUsT Pa3TBOP M M3MOJI3BAHUTE MAaTepHalM TPSOBa 1a ce U3XBBLPJIAT CbIIACHO PErHOHATHHUTE
H3UCKBaHHA.

7 IMPUTEXATEJI HA PASPEIIEHHUETO 3A YIIOTPEBA

Octapharma (IP) SPRL
Route de Lennik 451
1070 Anderlecht

benrus
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