KPATKA XAPAKTEPUCTHKA HA TTPOAYKTA
1. HME HA JIEKAPCTBEHWA ITPOAYKT
bepuare 250 IU, npax H pasTBOpHTEN 3a HHKEKIHOHEH H HAQY3HOHEH Pa3TBOp
2. KAYECTBEH X KOJIMMECTBEH CBCTAB
Eamn dnaxoH cpabpxa:
250 IU voeemku KoarynaiponeH daxrop VI (FVIIL).

Bepuare 250 ce pasreaps B 2,5 ml Bona 3a MIDKeKUHH M CBABpxa npuOmusuTento 100 IU/ml daxrop
VIIL

AxtiBHoctTa (IU) € onpefesnesa ¢ Hanonssane Ha XpoMoreHeH aHamus ot Epponeiickara dapmakomnes.
Cpennara crienuduyna akrueHocT Ha Beprare e npubmzurenno 400 [U/mg npotenn.

IIponyxTsT Ce HOTy9aBa OF JOHOPHA, JOBELIKa IU1a3Ma.

. N3ALNHWTENHA ATEHUS RO NEKAPCTBATA
INoMOoImHO BEIECTED C H3BECTHO ACHCTBHE: e Tap YT T -
Harpuii npubnuzurenno 100 mmol/l (2,3 mg/ml). apamel "
Ko Pez. Ne 20{5,9&}4 ........................
3a NBJIHHAA CIUCHK Ha MOMOIIHHTE BEIECTBA BIKTe TOUKA 6.1, s
PaspeieHus Ne 8 6/ Hﬁ&/ 4 7 /
3. JEKAPCTBEHRA ®OPMA 29 03, 200
'anﬁpeﬂus Ne ... ../ L

I[Ipax H pasTBOpHTEN 32 HHAKEKLUMOHECH HIH MH(Y3HOHSH pa3TBOP.
Bsan npax 1 npo3paveH, 6e31useTeH PAITROPHTEN 33 HIDKEKLMOHEH/HHGY3HOHEH pasTBOP.

4. KJIHHHYHH JAHHH
4.1 TepauebTHUHH DOKAZANASA

Jleuenue u npodunakTHKa Ha KEPBEHE NPH NAIEHTH ¢ XeModHns A (epoaeH AedHIMT Ha GakTop

VII).
To3u npoayKT MOXe Jia ce H3MOJI3Ba 33 KOHTPONMpaHe Ha npuaobHT Aedmmt Ha daxrop VIIL

4.2 [lo3HpoBKa H HAYHH HA DPH/IOKERHE

Jleuenueto TpaGpa qa ce Npopexkaa noa HabMmoNeHHe Ha JieKap, KOHTO HMa OMMT B IEYEHHETO Ha
xemoduTHs,

IlpocneaspaHe Ha JiedeHHETO

ITo BpeMe Ha IEYECHHETO € NPETIOPHYMTENHO ONPENCNAHETO Ha HUBaTa Ha (akrop VIII mo noaxoaam
HauMH, 33 13 C€ ONPENEHH N03aTa, KOSTO HIE C¢ NPHIAra, H YeCTOTAaTa HA MHOTOKpaTHHTE HH(Y3HN.
QrroeopteT KbM akTop VIII MoXke Oa e paziHyeH IPH OTACIHHUTE fIALMEHTH, KOUTO NMOKA3BAT PA3THYEeH
MOMY>KHBOT H BE3CTaHOBABaHe. Moxke Na ¢ HeoOX0AUMO A03aTa, ONpeaesicHa Bb3 OCHOBA Ha TENECHOTO
Terno, Aa ce KOPHTHpa MPH NALHEHTH ¢ MOAHOPMEHO WiH HagsopMmeHo Terno. OcobeHo B CIyuaHTe Ha
CONAMH XHPYPrHYHK HHTEPBEHLIMH € 3AIBUKHTEIHO 3aMeCTHTENHATA Teparmi Aa Obae Habmonasaxa
CTPHUKTHO NMOCPEACTBOM KOAryNalHOMeH aHanu3 (IiasmMeHa akTMBHOCT Ha daxrop VIII).

INaupenTuTe Tpabpa xa Gbnar HabmonapanH 3a pasBHTHe HA HHXHOWTOpH Ha (axTop VIIL. Bikre chmo
TouKa 4.4,

Jlo3npoBka
Jo3HpaHeTo H MPOXB/DKHTETHOCTTA HA 3aMECTUTENIHATA TEPAITAA 3aBHCH OT TEXKECTTa Ha ‘-/ v
daxrop VIII, oT MACTOTO K NPOXLIDKHTEIIHOCTTA HA KBPBEHETO H OT KIIHHHYHOTO ChCTOMNY
TAHEHTA.

bposar Ha npuncxenure enuranm Gaxrop VIII ce n3passsa B MEXKIYHAPOAHH CAHHUL
CBBP3aHM ¢ HACTOAINHA CTaHaapT Ha C30 3a KOHLEHTPATH Ha MPOAYKTH, ChAbPXKAIH (Raf




AXTHBHOCTTA Ha akTop VIII B nna3sMaTta ce W3pa3dBa HIH KaTo MPOLEHT (CNPAMO Ta3H Ha HOpMaaHaTa
YOBEIKa IU1a3Ma) WM 3a npeanountane B U (cnpaMo MeXXAyHapOAHHMS cTaHAApT 3a dakrop VII B

miasma).

AxtueHocT 1 IU Ha daxtop VIII e pasHa Ha konudecTBoToO Ha daxrop VI B ensn ml HopmanHa

YOBEIKA IUa3Ma.

JleyeHHe IPH HEOOXOAHMOCT

Hzuncnapatiero Ha HeoOxoaumara 03a Ha ¢aktop VIII ce ocHoBaBa Ha EMNHMPHYHO YCTAHOBEHATA
3aBHCHMOCT, 4¢ | [U dakrop VIII’kg TenecHo Terno NOBHINARA rUTa3MeHaTa aKTHBHOCT Ha daxrop VIII
¢ okono 2 % (2 IU/d]) or HopManHaTa aktusHocT. Heo6xoauMara no3a ce H3YHCIABA 1O CNeJHATA

topmymna:

Heobxomnmu eaunumm = TesecHo Tero [kg)] x xenaHo nosuiuasane Ha daxrop VI [% i IU/d]] x

0,5.

ITpunaraHoTo KONMYECTBO H HECTOTATA Ha MIPHIOXKeHHe TPIOBa BHHArHM Aa 6bAaT OPHEHTHPAHH KBM
KIHHEYHATA €PEKTHBHOCT BEB BCEKU OTACNEH CTyHail.

B cityuaii Ha CneABaIA XeMOparktHH ¢cx6uTis HMBOTO Ha daxrop VIII He Tpabea fa cnana nox
NaJIecHOTO HHBO HA IUIA3MEHAaTa aKTHBHOCT (B % oT HopMansarTa wik IU/d]) 3a choTBETHHA IIEPHOA.
Cnenpamara Tabnuma MoXe /ia ce H3MOA3Ba KATO YKA3AHHE 34 K03aTa B €MH30AM ¢ KPbBOTEIEHHE H

XHPYPTUMHH OTIEPALIM:

CreneH Ha KPLBOTEYEHHETO /

Heobxonumo HHBO Ha

YecTora Ha 403uTe (Yacose) /

TH Ha XHPYpPraYHaTa daxrop VIII (% uan IU/dl) | TIpoasmkurentocT na nedenrero (IHH)

npoucaypa

KpbBOH3INHB

PaHHa XeMapTpo3a, MyCKYJIHO 20-40 TosropHa HHY3HA Ha BeekH 12 xo 24 gaca.

KPBBOTSYCHHE HITH KEPBEHE B Hais-manxo 3a 1 JieH, AOKATO EMH30JHTE HA

YCTHATA KyXHHA KLPBEHE, CBEp3aHH ¢ 60ka MPEeMHHAT, WM
Cce MOCTHrHE 3a3/paBsABaHE.

Tlo-ekcTEH3HBHA XCMAapTPO3a, 30-60 IlopTopHa BH(}Y3Ha Ha BcekH 12-24 qaca 3a

MYCKYJHO KPhBOTEUEHHE HITH 3 - 4 1uH MIH NIOBeYe, noxaro Gonkata U

XEMaTOM OCTPHTE CHUMITTOMH TIpEMMHAT.

XKupoTo3acTpatiasainy 60 - 100 TMosropHa uH}py3ua Ha BeekH 8 mo 24 vaca,

KPBBOHANIHBH: JIOKATO PHCKBT NPEMHHE.

XUpypru4HH onepanMu

Manku onepauum, 30-60 Ha Beexu 24 yaca, Haji-manko 3a 1 ien,

BEJTICYHTETHO eKCTPAKLHH Ha JOKATO Ce TIOCTHIHE 3a3/IpaBIBaHe.

3500

T'onemu onepauyu 80-100 MopTopHu MHY3U Ha BeekH 8-24 yaca,

(npenm u cen ONEpaNMATA) | NOKATO PAHKTE 3a3/]paBesT AOCTATHYHO,

cJie] TOBa JICUYeHHe 3a TIoHe 7 JIHH, 34
NOLIbPKAHE Ha AKTHBHOCT Ha dakrop VIII
ot 30% - 60% (U/dI).

Tpograxmira

3a NpoXL/DKHTETHA NPOGHIAKTHKA Cpelly KhpBeHe [pH NALMEHTH ¢ TekKa dopMa na xemodunms A,

obuuaiinnre nosu ca 20 po 40 IU q:alcrop VIII 1a kg TenecHo Terno Ha HHTEPBAIH OT 2 10 3 AeHa. B

Nno-BHCOKH .I[03I'I

IeAuaTPHYHA MOMYIAIMSA

Jlo3HpOBKATA IIpH JeLia e ONpeJieNd Bb3 OCHOBA HA TEICCHOTO TErIO M CAECHOBATENE
CBIIMTE YKA3AHMA KATO ITPH BB3PACTHH NaumeHTH. YecToTa Ha npunoxkeHne Tpabea K
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OPHEHTHpaHA KbM KJIMHHYHATA e(DHKACHOCT BHB BCEKH MHAMBHOYANleH cay4ai. HMa u3secTeH OITHT B
JieyeHHe Ha Jielia Ha Bb3pacT NoA 6 roauHM (BK. Touka 5.1),

Haunn #a npunoxenne

3a HHTPaBEHO3HO NPHITOKEHHE.
3a yka3aHHs OTHOCHO PasTBAPAHETO Ha JIEKAPCTBEHHA NPOAYKT NPEIH MPHIOKEHHE BHKTE TOUKa 6.6.

Ipeau npuiarane JEKapeTBEHHAT NPOAYKT TpaOBa Aa Obae 3aTOIUIEH 10 CTafiHa WM TeecHa
TeMneparypa. IHTpaBeHO3HOTO HHXKEKTHpaHe WM HHpy3us TpaGsa 1a € 6aBHO, CBC CKOPOCT, KOKTO €
koMtopTHa 32 nanuenTa. CXOPOCTTA Ha HHXXeKTHpaHe WiH MH(pY3Hua He TpaOBa na Haasumasa 2 ml Ha
MHHYTA.

HabmopasajiTe nanyenTa 2a Boaka He3abaBHa peakums. AKO C€ MOABH KAKBATO H /1A € PEaKLHi, KOATO
MOJKE /13 € CEBP3aHa ¢ NprioxkenHeTo Ha bepuare, ckopocTra Ha uHdy3HsATa TPAGBA Na Ce HAMANM WK

Aa ce cnpe HHDY3BATA, KOETO Ce HANAra OT KITHHMYHOTO CHCTOAHHE Ha NALMEHTa (BHXKTE CHINO TOYKA
4.4).

43 IIporEBonmoKka3anmEm

CBpPEXMYBCTBHTEITHOCT KBM aKTHRHOTO BEIECTBO WIIH KbM HAKOE OT MIOMOUIHHTE BEIlECTHa, H3OpocHN
B TOuka 6.1.

44 CpoenuajHd NpeaynpekAedas B NPeANa3HE MEPKH OPH ynoTpeGa

HIpocne ANMOCT
3a aa ce nonoGpH MpoOCIETHMOCTTA Ha GHOJIOrHYECKHTe NEKAPCTBEHH NIPOAYKTH, HMETO H NMAPTHOHHAT
HOMEp Ha IIPHAAraHMA NpoAYKT TPAOBA Aa OBOAT ACHO 3aITHCBAHH.

CBpPEXYYBCTBHTEIIHOCT

B13MOXKHH €a peakLMH Ha CBPBLXYYBCTBHTENIHOCT OT AICPrHYCH THIL. AKO Ce NOABAT CHMIITOMH Ha
CBPBXYYBCTBHTCRHOCT, TALMCHTHTE TpAOBa He3a0aBHO Aa MPEKPATAT H3NON3BAHETO HA IEKAPCTBEHHEA
IPOAYKT H A8 c¢ CBBPKAT C Nekaps cu. [laumenTute TpaGra xa 6saaT uH$pOpMHpaHN 33 TEPBUTE
NpH3IHAIH HA CBPLXYYBCTBHTECTHOCT, KOMTO BKIIOYBAT OOPHB, MreHepaM3HpaHa YPTUKApHA, TEXECT B
I'bPAMTE, XPHNOBE, XHITOTEH3HA H aHa(HIAKCHA.

B cayuaii Ha mok, TpAOBa Aa ce NPUIOKH CTAHAAPTHO MEAMIHHCKO NE€UeHHe Ha LIOKOBO CHCTOSHHE.

Huxuburopn

O6pa3yBaHeTo Ha HEYTPATH3UPAMH aHTHTeRa (MHXxHOHTOPH) cpewwy dakTop VIII e u3mecTHO
YCIIOKHEHHE TP JICYeHHETo Ha A ¢ xeModunus A. Tean unxuGuropu obnkHoseHo ca 1gG
HMyHOTTIOOYJIHHH, HacOueHH Cpelry NpoKoaryIaHTHATa akTHBHocT Ha dakrop VIIL, kouro ce
onpeAensT Konu4ecTeeHo B betesna emunnig (Bethesda Units - BU) Ha ml mnasMa, ¢ nano/IseaHe Ha
moaudHLIApaHHs TecT. PHCKBT OT pasBHUTHE Ha MHXHOHTODH 3aBHCH OT TEXECTTa HA 3a0onaBaneTo,
KaKTO H OT €KCIO3HUMATA Ha (akTop VIII, kaTo To31 puck e Hali-BHCOK Npe3 MepBHTE 50 AHM Ha
€KCITO3HLIHA, HO MPOAB/DKABA LT JKHEOT, BHIPEKH 9¢ PHCKST HE € HECT.

KnMHH4HOTO 3HaYeHHEe Ha Pa3BHTHETO Ha HHXHOMTODSH 1le 3aBHCH OT THTHPA HA HHXHOHTOPA, KATO
HHXHOHTOPHTE ¢ HHCHK THTHD,TNPEICTABIABAT NMO-MANBK PHCK 33 HEAOCTATHYEH KIIMHHYEH OTTOBOD,
OTKOJKOTO MHXHOHTOPH ¢ BHCOKH THTPH.

ITo npHHIMN BCHYKH NALMEHTH, KOKTO Ce IEKYBAT C NPOAYKTH ¢ KoarylauMoHeH dakrop VI]I Tpsﬁna
Aa ce NpOoC/eAsBaT BHHMATEIHO 38 pa3sBHTHETO Ha WHXHOHTOPH, MOCPEACTBOM NOIXO,
HabmoaeHHe M 1afopaTopHH TeCToBe. AKO He OBAAT NOCTHIHATH OYAKBANHTE HHBA ) :
axTHBHOCT Ha ¢aktop VIII, 1M KbpBeHETO He MOXKe 1a Obe KOHTPONMPAHO © no ’
TpaGBa Ia ce HalpaBH TecT 3a HanWIHe Ha MHXHOUTOP Ha daxrop VIIL Ilpu na
Ha HHXUOHTOP, NederueTo ¢ akrop VIII Moxe Aa He e edekrHBHO M TpAGBa .!Ia
TePaneBTHYHH BBE3MOKHOCTH. JIeueHReTO Ha TAKHBA NALMCHTH TPAGBA 1a ce
OTMT B JICYCHUETO Ha XeModHIHA ¥ uHXubGHTOpH Ha daxTop VIIL




ChpHeuHOCHA0BH cHOHTHA
IMpH naunesTH CHC CHIIECTBYBALIN CHPAEYHOCHAOBE PHCKOBH (JakTOpH, 3aMECTHTEIHATA TEPanHi ¢
¢axrop VIII moxe na yBenu4H CHPASIHOCHIORHA PHCK.

Y CIIOMHEHHA, CBEP3AHH ¢ KATETHPA
Axo e HeoOX0oaMM LEHTpaseH BeHo3eH KateThp (central venous access device, CVAD), Tpabsa na ce

HMa TNPE/IBH]] PUCKA OT YCIIOKHEHMA, cBEp3aHi ¢ CVAD, BKIMOYMTENHO JOKATHH HHOEKUHH,
HakrepreMHa 1 TpoMG032 B OONIACTTA HA KATeTHpA.

BupycHa 6e30nacHOCT

CrannapTHHTE MEPKM 3a npennaspate oT HHQEKIMH, TPOH3THYAILH OT YNoTpedaTa Ha JICKAPCTBEHH
OPOAYKTH, MOMYYEHH OT YOBEIIXA KPBB WIH f1a3Ma BIJIIOYBAT MOACOD HA AAPHTEH, TECTBaHe Ha
HHAHBUAYAIHHTE AapeHHA U cOopHaTa 1U1a3ma 3a cneldyHy MapKepl Ha HHGEKIHA B BKIIIOYBAHETO
Ha ctheKTHBHH NPOH3BOACTBEHH CTHNKH 32 HHAKTHBHpaHe/OTCTpaHgBane Ha BUpycHTe. Bripexu ToBa,
KOTATO C€ NMPUIATaT JIeKapCTBEHH NPOLYKTH, NOAYYEHH OT YOBELIKa KPbB KM ILIA3MA, HE MOXE
HAITBAHO [a C& M3KIIOYH BE3MOKHOCTTA OT NpeaaBaHe Ha HHEKIMOIHH IpHYMHATEH. ToBa e
MPUNOKHMO CHIIO M 33 HEH3BECTHH HIH HOBOBB3HHKHAIM BHPYCH H JPYTH [TATOTCHH.

MepkuTe, KOUTO Ce NPSANPHEMAT, C& OLICHAT KATO ¢heKTHBHH 33 OOBHTH BHPYCH KaKBHTO Ca YOBSIOKHA
HMyHojedHuuTeH Bapyc (HIV), xenarnt B Bupyca (HBV) u xenatut C upyca (HCV) H 3a neoOBuTH
BHPYCM Kato xenatHT A supyca (HAV) u napeoeupyc B19.

Tpabea na ce oGcbaM NoAXOAMINA BaAKCHHALMA (CPEILy XenaTHTH A M B) 3a nanpmeHTATE C
YeCT/MOBTAPALN Ce IIPHEM Ha MPOAYKTH, ChALpxamy daxrop VIII, nomyyenH ot HoBelIKa Ta3mMa.

TleauaTpHyHa mONynalMa
H3bpoennTe npyAnpexaeHAa ¥ IPEANa3HH MEPKHM CE MPHIATAT KAKTO 32 BE3PACTHH NAHEHTH TAKA
H 3a flelia.

CraArpKaHBe Ha HATPHI

Bepuare 250 U 1 500 U chaspika no-manxo ot 1 mmol Hatpuii (23 mg) 3a ¢nakoH, T.€. MOXKE a c&
KaXe, e [MPaKTHYeCKH HE CBOEPAA HATPHI.

4.5 BaanmoaelicTBHE ¢ APYIH NEKAPCTBeHH TPOAYKTH H ApyrH $opME Ha B3anmonekicrene

HsMa u3BeCTHH B3aMMOZCHCTBIA HA NPONYKTH ¢ HOBEMKH KoarynauMoneH (axrop VIII u apyru
JISKAPCTBEHH NPOIYKTH.

4.6 @eprTHaETET, GpeMEeHHOCT H KbpPMeEHE
He ca npoBexaanu Mpoy4saHua ¢ beprare BupXy penpoayKuuaTa Ha JKHBOTHH.

BpeMeHHOCT H KbpMeHe
Trii kaTo Xemo(pHINs A ce cpelna PAAKO NPH JKeHH, HAMA ONKT ¢ H3noM3BaHeTo Ha dakrop VIII nps
6peMeHHH JKEHH 1 KbPMAYKH.

Cnenoparenno, dakrop VIII tpabsa aa ce npuiara npH GpeMeHHH JKeHH H KbPMAIKH CaMo MpH
KaTeropH4HM NOKa3aHHA.

DeprinuTeT

Hsama panHmM 3a BIHAHHETO BEPXY (epTipreTa.

4.7 EdexTn BHpXY cHOCOGHOCTTA 32 modHpane H paboTa ¢ MAmMHEH
Bepuare He nopnMARa CHIOCOOHOCTTA 3a WodMpaHe W paboTa ¢ MAlMHH.




48 Hexenann TeXKapCTRERE PEAKNHE

Q6obmenne Ha npodwina Ha GezonacHocT

CBpBXYYBCTBUTETHOCT WIH 2/1ePriHiHH peaKiips (KOHTO MOTaT 43 BIDOYBAT AHIHOCEM, NApeHe U
CMBJieHE Ha MACTOTO Ha WH(Y3HATA, BTPHCAHE, 3a9CPRABANE, FCHEPATM3HPaHA YPTHKapHs, rnasobonue,
o0pHB, XHIIOTEH3HA, CHHIHBOCT, rafiene, 6e3nokoicTro, TaXMKapus, CTATAaHe B TPBAHATA 06aacT,
H3TpBNBaHE, NOBPLINAHE, XPHITEHE) Ce HAbNIONABAT MHOTO PAJKO H B HAKOH CIYYaH MOIaT Aa
TIpOrpecHpaT 40 TeXKa aHaguiIakcHs (BKIFOMHTENHO OK).

PaspuTHe Ha HEYTpaIH3IHPAINH aHTHTENa (MHXMOUTOPH) MOXKeE A BE3HUKHE MPH NALMEHTH C
xemodumHa A, KoHTO ce nekysar ¢ dakrop VIII, sxnounTtenso u ¢ Bepuare. Ako ce o6pa3yBar Takuea
AHXHOHTOPH, CHCTOAHMETO MOXE Ja CE MPOABH KATO HEAOCTATHYCH KITHAWYEH OTrosop. B Takusa
CIly4aH ce MpeNophYBa KOHCYNTALMA CBC CTIEUHAH3KPAH HEHTHP 110 XeMOhHTHA.

TabaudyeH cnuCEK HA HEXKENAHWTE JIEKADCTBEHH PEAKLMA
Cnenpanmre Be;KeJIaHH NeKAPCTBEHH PeakiMy ¢a 6a3UpaHd Ha MOCT-MAPKETHHTOBUA OTIHT M Ha

Hay4yHaTa MMTEpaTypa.
Cnegsamara Tabnuna e ceriacHo MedDRA cucreMHO-OpraHHaTa KnacH(QHKalms.
Yecrorara ¢ onpeaeneHa Cnope CeHKTE KPHTEPHH: MHOTO YecTo (=>1/10); uecto (=1/100 no <1/10);

HewecTo (>1/1,000 go <1/100); paoxo >1/10,000 a0 <1/1,000); Muoro psaakxo (<1/10,000),
HEH3BECTHO (He Moke 1a ObJe onpefeNieHa OT HATMYHKTE JAHHM).

Crasaapren cHcTeMo- Hexenana peaknus Yecrora

OpPTAHHH KJACOBE IO

MedDRA

Hapyluenns Ha KppeT2 H HuxubGupase Ha daxtop VIII Heuectu (PTP)*
mamdHaTa cucrema Msuoro yectu (PUP)*
O6um HapymeHus ¥ edexta Ha | TTorMmeHa TeMneparypa MHuoro paaxo

MACTOTC Ha NPHIOXKEHHE

Hapyenus Ha MMyHHATa CRpBXYYBCTBUTEITHOCT MHOTro pSIKo

CHCTEMA (anepruyHM peakiium)

*Uectorara ¢ 6asupana Ha npoyuBaHus ¢ Behukd FVII npoayKTH, KOHTO Ca BKIOYBANH NALHEHTH C
Texkka xemodunus A. PTP = nexyBann npeau tosa naudenTn, PUP = HenekysaHH ApeaH TOBR
TIALHEHTH

3a uaopMaIs No OTHOLICHHE Ha BUpYcHaTa 5E30MacHOCT, BIDKTE ToMKa 4.4,

Ieauarpyuna nonynayus
YecToTaTa, TUITET M TEXECTTA HA HEKEIAHMTE JICKAPCTBEHH PEAKITHH [IPH AeLa ce OMaKBa na Obaar

CHLUINTE KATO IIPH BB3PACTHHTE.

Crobmapane Ha NOAOIMPAHY HeXeAHW PEAKIIHK

CrobiaBaHeTo Ha MOAO3HPAHH HEXEIaHU Peakilii ciiell paspellapaHe 3a yrnorpeba Ha JIeKapCTReHHA
NPOAYKT ¢ BaxkHO. TORa N03BONsBA 1a MPOIKDKH HaOMIOACHHETO Ha CHOTHOLIEHHETO MON3a/PHCK 32
JIEKAPCTBEHHA NPOAYKT. OT MeIHIIMHCKHTE CNELMATMCTH C¢ H3HCKRBA 1a ChoOInaBaT BCAKA NIO03UPAHA
HEXKEJAHA Peakiig dpe3 HallHOHATHA CHCTeMa 3a chodinaBaHe B VsmpanuTe/IHa areHuHs 1o
nexapcreara yi. ,,Jlaman [pyes™ Ne 8, 1303 Codms, Ten.: +359 2 8903417, yebeaiir: www.bda.bg.

4.9 Ilpenosmpane

Hocera He ¢a H3PeCTHM CHMITTOMH Ha NpeIoO3INpa”He ¢ YOBCIKH KOaryaaljHOHCH (il

5. ®APMAKOJIO'HYHM CBOMCTBA
5.1 ®apMakoauHAMHYHM CBOHCTBA

PapMaKkoTepANeBTHYHA rPYTIa; AHTHXEMOPAFHYHH JIEKAPCTRA: KPHBHA KOAryiaim
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ATC kox: BO2BDO2

Komnnexcwt dakrop VIII/daxrop Ha pon Bunebpann (von Willebrand) ce cheTon ot Age Monexkyin
(taxtop VI 1 daxrop Ha $pou Bunebpann) ¢ paznuumm duznorornyas GyHKIMH.

Koraro ce nidysnpa Ha naument ¢ xemodumus, pakrop VIII ce cerpssa ¢ dakropa Ha PpoH Brnedpann
B KPBBOOOPALIEHHETO HA NALIMEHTA.

AxTusnpanusaT dakrop VIII aelicTra karo kodaxTop 3a akTusupanns daxtop IX karo yckopasa
npeBpbmaHeTo Ha daktop X B akTHBHpaH daxtop X. AxTHBHpaHHAT (axTop X npeBphina
nporpoMGiHa B TpoMGun. Cnen Toa TpOMOHALT npepphina GubpuHoreHa Bbs GpHOpUH 1 ce obpasysa
chCHpeK. XeModuama A e NoJIOBO-CBBP3aHO, HACNICACTBCHO HapYIIEHHe Ha KOaryJlauusaTa Ha KpbBT4a,
KOTO ce AR/DKH Ha HaManeHH HHBa Ha daxrop VIII:C u Bonu 10 npody3HH KPEBOHIIMEH B CTABH,
MYCKY.JIH WIH BBTPEIIHA OPTaHW, KAKTO CIIOHTAHHH, TAKA H B PE3YNITAT OT HHIMACHTH WIH XHPYPTHIHH
TpaeMH. Upes 3aMecTHTENTHA Tepaks ce YBeNHYaBaT riia3MeHdTe HHBa Ha daxrop VIII, koero
T03B0JIABA BPEMCHHA KOPEKLHA HA ASHIMTA Ha (aKTOpa H KOPEKIRA Ha CKIOHHOCTTA KbM KbPBEHE.

B NOMB/IHEHHE KBM PONIATA My Ha NIPOTeHH, npeanassany baktop VIII, daktopsT Ha gox Bunenbpaun
OMOCPEACTSA ANXE3HATA Ha TPOMOOLIMTHTE KbM MACTOTO HA HAPAHABAHE HA KPBBOKOCTHHA ChJ| H HTpae

podis B arperausTa Ha TPOMOOLITHTE.

Hwma nannu ot neveHneTo Ha 16 Aella Ha BB3pacT A0 6 FOAHH KATO NOIYYEHHTE PE3YITaTH Mo
OTHOLICHHE Ha Ge3onacHoCTTa H ePHKACHOCTTA €4 B CBOTBETCTBHE € OTMTA ¢ MO-BH3PACTHH NALMEHTH.

Tpabea xa ce oTOenexH, Ye CpeAHOrOAMIIIHATA 9eCTOTA Ha KbpBeHe (ABR) He € chiocTaBiMa MEXAY
PasTYHH KOHUEHTPATH Ha (akTopa H MEX/IY pasiHYHA KITHHHYHA NPOYYBAHHN.

52 ®apMaKoKHHETHYHH CBOHCTBR

Cnen uHTapaBeHO3HO NPUNaraHe, akTHBHOCTTa Ha daxrop VIII HaManqBa €AHO- WIH
npyekcrioHeHunanHo. [Ipenensoro BpeMe Ha NOMY>KHBOT BapHpa MEXIY 5 H 22 4aca CrC CpefHa
MPOARBKHTENHOCT OT OKOJIO 12 yaca. YBenuuyaeaHeTo Ha akTHBHocTra Ha Qakrop VIII cen npuiarane
Ha 1 U dakrop VIIl’kg TenecHo Terno (HHKpeMEHTHO BB3CTAHOBABAHE) € 0xouio 2 % KaTo Bapupa
mexay HHaHenauTe (1,5 — 3 %). Veranoseno e cpemnotro Bpeme na 3aaspkade (MRT) or 17 Haca
{cTAHAAPTHO OTKIOHEHHE 3,5 4aca}, CTAHAAPTHATA (LU0 OT AaHHHUTE, JOMENHEHH Ypes
exctpanonnpade (AUDC) e 0,4 h x kg/ml (cranpaprao otkionense 0,2), CpeaHHAT KIHPBHC € 3
ml/h/kg (cranpapTHo orknoHenue 1,5 ml/hv/kg).

[NeanaTpyyba NONMyJIanAsa
Hanvusure GapMakOHETHYHH NAHHH 32 NEAHATPHYHATA MOMYALAA €2 OrPaHHUEHH.

53 IIpeaxrsEBvHE XaEHH 3a GezonacHOCT

O0ma ToKCHUHOCT
TOKCHKOMOrHYHH M3CACABAHMA C MOBTOPHO NpPHIATAHE HA J03HTE HE ca NPABEHH, ThH KATO CE NOABABAT
AHTHTENA CPELLY XEeTEPONOKHHTE NPOTEHHH.

[Tpunarane Ha eAHAKBH AO3H HEKOJIKOKPATHO HABHMINABAIIH MPENOPLYHTENHATA JO3HPOBKA 38 YOBEK
Ha KHJIOrPAM TENECHO TETITI0 He MOKAa3BaT TOKCHYHM edeKTH npu 1abopaTopHU AKHUBOTHH.

TecToseTe Ha TOUIHHHO TpeTHpas baxTop VIII ¢ NONHKAOHANHY NpeUUNMTHPaLM AHTHTENA (OT 3aliiH)
B METOJ] Ha YXTepJIOHH U TeCT 3a NACHBHA KyTaHHa AHAGHIAKCHA HAa MOPCKH CBHHYETA HE
AEMOHCTPHPAT NIPOMEHH B HMYHOJIOTHIHHTE Peakivu B CpaBHeHHe ¢ HeoOpaboTeH mpoTeHH.

MyTareHHocT: -
Thil KATO KITHHWIHHAT OIMT He MOKA3Ba AaHHM 33 TYMOPOT€HHH H MYTATCHHH cbe
Tiasmed KoarynaimoneH akrop VI, ekcrnepuMEHTANHA MpOyYRaHHA, 0OCODEHO C
BHIOBE, C& CUMTAT 32 GeacMUCICHH.

6. SAPMAINIEBRTHYIHH JAHHH



6.1 Coachk Ha DOMOIMHEKUTE BENIECTBA

[nuiysH

Kanuuer xnopux

Harpuer xuapokcnn (B MaSki KOIMYECTBA) 33 KopUrpane Ha pH
3axapoza

Hatpuer xnopua

PazTBOpHTEN: BOAA 3a HIDKeKIHA 2,5 ml.

6.2 HechLBMECTHMOCTH

To3n nexapcTBeH NPOAYKT He TPAOBa fa ce CMeCBa C APYTH JIEKAPCTBEHH MMPOAYKTH, PA3TBOPHTEH H
PA3PEANTEIIH ¢ H3KIIIOUEHHE HA TIOCOYEHHTE B TouKa 6.1,

6.3 Cpox Ba rogsoct

3 roguHHA.

XuMuaHaTa ¥ (pH3HIHA CTaGHITHOCT NPK ynoTpe(a Ha pasTBOpEeHUA NPOAYKT € IEMOHCTPHpaHa 3a 8
yaca npH 25° C. Or MEKpoOHONOrHYHa ITIEAHA TOUKA MPOAYKTET ¢lle/iBa fa ObAe H3NO0N3BaH BEAHATS,
Axo He 6bae NPHIOKEH He3abaBHO, CHXPAHEHMETO My BbB (UIakoHa Ha CTaifHa TeMreparypa He TpidBa
na Hafsuinapa 8 daca. [lponykTeT TpaGBa Aa ce M3non3ea He3abarHO ciie]| KATO € NPEXBLPIIEH B
CIPHHUOBKATA (BIKTE CHIIO TO4KA 6.6).

6.4 ChenpanHR YCIOBHS HA ChXpAHEHHE

Ia ce cexpanssa B xnagunuuk (2° C — 8° C). Jla e ce 3aMpaszapa. DnakoHbT A4 ce ChXpaHiRa B
OPHIHHANMHATA OTIAKOBKA, 33 13 ce MPEANAa3H OT CBEeTIMHA.

B pamxure Ha cpoka Ha rofHocT beprate Moxe Aa Gnae crxpaHssaH npy TeMneparypa a0 25° C, 3a
repHOA ¢ ofma DoaBDKHTETHOCT OT 1 Mecel]. OTaenHHTE NEPHOAH HA ChXpaHeHHe OpH CTaiHa
TeMIeparypa Tpabsa Aa ce AOKYMEHTHPAT, 334 [ja C€ C1a3H CHOTBETCTBHETO ¢ H3HCKBAHETO 34 IEPHOJ A0
1 mecen.

HE u3anaraiite QuiakoHHTE Ha AMPEXTHO 3arpapaHe. PnaxkonuTe He 6uBa aa GBAAT 3arPABAHH HAN
TenecHa Temneparypa (37° C).

3a ycnoBHATA HAa ChXpaHeHHe Ha NeKapCTBEHHS TPOIYKT Clie pa3TBapAle BHKTe Touka 6.3.

6.5 BmI B cLALPXkAREE HA ONAKOBKATA

IIbpBHMHU OTIAKOBKH:
Dnakon ot GeauserHo cTHKIIO (Tun I), 3aTBOpeH MoA BaKyyM ¢ rymesa (6pomMolyTHnoBa) 3amyianka,
alyMHHHEBA Kalayka K IUIACTMAcOB (NOJIHIIPONHIEHOR) AHCK.

OnakoBkH:

Kytus ot 250 IU ceabpxa:

1 pnakoH ¢ npax

1 ¢nakoH ¢ 2,5 ml Boga 33 HIDKEKIUR

1 punTEPHO MpexBBpIAO Hi3AeTHe 20/20

HaGop 3a pasTBapsane H npwioxkeHHe (IMbPBHYHA KYTHA):
1 cnpuHNOBKA 338 eqHOKpaTHA yrioTpeba ot 5 ml

1 Habop 32 BEHETYHKIHS
2 TAMNOHA, HATIOEHH CBC CIMPT

1 HecTrepHnHa neneHKa
He BcHUKHM BHIOBE ONIAKOBKM MOTAT Aa ObAAT MycHaTH Ha Mazapa.

6.6 CnensanHs npeAna3sHE MepKH NPH W3XBLPJAAHE H paboTa




Havun na npunoxcenue

O6uM HHCTPYKLIHK

- Pa3TBopbT TpaGBa na 6be Ge3lBeren uim neko onanecuupaul. [ToHskora BbB (iakoHa Morar aa
ce NOABAT YacTHIH. DUITHPBT, BKIIOYEH B PeXBbP/IALLOTO M3aenre Mix2Vial, npemaxsa Te3u
yacTHIH. QUATPYBaHETO He OKA3Ba BIMSHHE BHPXY H3YHC/ISBaHETO Ha Jo3upoBkata. Cnen GpunrpysaHe
H M3TErIAHe (BHXKTE M10-710/1y) Ha Pa3TBOPEHHA NMPOAYKT B CNIPHHLIOBKATA, MPOAYKTHT B CIPUHLIOBKATa
TpabBa N1a ce nperiena BU3yalHo 3a 4YaCTHIIM M MPOMsHA Ha LiBeTa npeaM npuaaradero. He
U3M10/13BaiTe Pa3TBOPH B CIPHHLIOBKATA, KOMTO Ca MBTHH HJIM HMaT YaCTHLH.

- IMponykTsT TpsOBa Aa ce u3non3Ba He3abaBHO Clel KaTo € MpexBbpJieH B cnipuHiioBkara. He
ChXpaHsABaiTe NPOAYKTHT B CIIPHHLIOBKATA.

- PasTBapsHeTo W H3TerNAHeTO TPAOBa Na ce U3BBPLUBA B ACENTHYHH YCIIOBHS,

Pasreapsne:
3aTonseTe pa3TBOpHTENSs J0 cTalHa Temnepartypa. Y BepeTe ce, Ye Kanaykure, CBAIALIN Ce ¢ najiell, ca

OTCTpaHeHH OT (IaKOHMTE Ha MPOAYKTa W Pa3TBOPHUTEIA, Y€ 'YMEHHTe 3aryliuaiku ca oopaboreHu ¢
acenTHYEH pa3TBOP, H Y€ Ca OCTABEHH Jla M3CHXHAT Mpe/IH Jia OTBOpHUTE onakoBkara Ha Mix2Vial.

1. OtBopete onakoekaTta Ha Mix2Vial, karo orcTpanuTe Kanaukara. He

= B : ;
u3Baxknaiite Mix2Vial ot 6aucrepHara onakoBka!

2. IlocraBeTe (hnakoHa ¢ pa3TBOPHTENA BEPXY pPaBHA, YHCTA MOBBPXHOCT H IO
3aapBxKTe 3apaBo. Bzemere Mix2Vial, kakTo cH e B 6nMcTepHaTa ONakoBKa, 1
HaTHCHETE W3/1aleHaTa YacT B Kpas Ha CHHHA aJlalTop NpaBo HaZ0Jy Mnpe3
rymMeHaTa 3anmyiianka Ha ¢nakoHa ¢ pa3TBOpHTEIA.

\
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3. Buumarento otctpasere GimuctepHara onakoska oT Mix2Vial nabopa, kato
ObpxuTe pbba U W3ABbPNaTe BePTHKAIHO NPaBo Harope. YBepere ce, 4e CTe
OTCTPaHHJIM CaMo OMaKkoBKara, a He Mix2Vial ycrpolicTBoToO.

4. TlocraseTte (hnakoHa ¢ MPOAYKTa Ha paBHa W CTaOW/IHA MOBBPXHOCT.
O6wpHeTe 06paTHO driakoHa ¢ pa3TBOPHTENA, C MPHKPENEHHA KbM HEro
Mix2Vial naGop, 1 HaTHCHeTe W3/1a/IeHaTa YacT B Kpasd Ha NMpo3pavyHHs
aJanTop mpaBo HAZOJIY Npe3 ryMeHaTa 3arnylnaika Ha (JiakoHa ¢ NpoayKTa.
Pa3TBopuTensT 1e u3Teye BeaHara BbB (1akoHa ¢ NMPOAYKTa.

garo| Cofzr| O
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5. XBaHere ¢ efiHaTa pbka Mix2Vial Habopa OTKBbM CTpaHara Ha MPOAYKTa, a ¢
JpyraTa pbKa - OTKbM CTpaHaTa Ha Pa3TBOPHUTEIA, H BHUMATEIIHO 3aBbpTeTe
obpaTHO Ha YaCOBHHKOBATa CTPEJIKa, 3a Ja pa3jenuTe Habopa Ha /iBe YacTH.
H3xewpnere ¢nakoHa Ha pa3TBOPHTENA, C MPUKPENEHHA KbM HETO CHH
Mix2Vial ananrop

6. 3aBppTeTe BHMMaTENHO BIAKOHA C MPOAYKTa C NPHKPENEH KbM HEero
Mpo3pa4eH ajanTop, 0KaTo BEIECTBOTO Ce Pa3TBOPH Hamb/aHO. He
pasilalaiire.
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i 7. U3rernere Bb3ayX B npa3Ha, CTepwiHa cripuHIoBKa. KakTo uakoHbT Ha
\u MPOAYKTa € H3NPaBEH, CBPIKETE CIPHHLIOBKATA KbM MACTOTO CBC 3aKIH04BaLLl

| mexaHu3bM THN Luer Bbpxy Mix2Vial. MrkekTHpaiite BB3/1yX BB (lakoHa ¢
@ NpOJYKTa.

H3zrernsHe v NpuioKeHHE:

= 8. Karo nxppkure HaTHCHATO OyTANIOTO HA CNIPHHIIOBKATa, 0O0OBpPHETE CHCTEMaTa
e | HAOMAaKH M M3TersieTe pa3TBOpa B CNPHHIIOBKATA KaTO 0aBHO H3TErJIATE
OyTanoTo Ha CNPHHLOBKATA HAZIONY.

9. Cera pa3TBOpPBT € NPeXBbPJIEH B CIIPHHLIOBKATA, XBaHETE 3/IpaBO

CNpHHLIOBKaTa (kaTo GyTanoTo Ha CIPHHIIOBKAaTa COYM HAJ0y) M paskayere

npospaunns Mix2Vial agantop ot cipHHIIOBKaTa KaTo pa3sBUHTHTE 00paTHO Ha
4aCOBHHKOBATA CTpeEJIKA.

3a uHkeKTHpaHe Ha bepuare ce npenopbYBa M3MO/I3BaHe HA MJIACTMACOBH CIIPHHLIOBKH 3a €JHOKpaTHa
ynotpeba, Thii KATO MaTOBUTE CTHKJIEHH MOBBPXHOCTH HA M3LAIO CTHK/ICHHTE CTIPHHLIOBKH €A CKIIOHHH
J1a 3a/IeNBar ¢ pa3TBOPH OT TAKBLB THIL

Bueexnaiite pa3rBopa 6aBHO BbB BeHaTa (BHXKTE TOYKa 4.2), KATO BHMMAaBaTe J1a He HaBIM3a KPbB B
crnpuHLoBKaTa. KaTo M3nonssare KOMIUIEKTa 32 BEHEIyHKIMA, KOHTO ce npeaocTaBs ¢ NPOAyKTa,
BKapaiite urnara BB BeHata. OcraBere KpbBTa a npoteye oOpaTHO KbM Kpas Ha TppOarta. [Ipukpenere
CNPHHLIOBKATA KbM Hape3a Ha 3aKIIouBall|s Kpail Ha KOMIUIEKTA 3a BEHEMyHKLIHA.

Hewsnonsepanusar JIEKAPCTBEH NMPOAYKT WIH OTNAABbYHHTE MaTepPHAJIK OT HETO Tpnﬁna Jia C€ U3XBBPJIAT
B CbOTBETCTBHE C MECTHHTE U3HCKBaHUA.

7. NPHTEXATEJ HA PASPEHIEHHETO 3A YIIOTPEBA
CSL Behring GmbH
Emil-von-Behring-Strasse 76

35041 Marburg
['epmanus

8. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA
Per. Ne 20150021

9. JIATA HA ITbPBO PASPEIIABAHE/TIOTHOBSIBAHE HA PAZPEHIEHHUETO 3A
YIIOTPEBA

Jlata Ha mbpBo pa3speluasane: 30 sHyapu 2015 r.
10. JIATA HA AKTYAJIM3UPAHE HA TEKCTA

Jara Ha nocyienHa aktyanusauus: aeryct 2019




