KPATKA XAPAKTEPHCTHKA HA ITPOAYKTA
1. HME HA JEKAPCTBEHHA ITPOAYKT
bepnate 1000 IU, npax # pasTBOpHTEN 332 MHXKEKIHOHEH U WH(YIHOHEH pasTBOP
2, KAYECTBEH H KOJIMMECTBEH CBhCTAB
Enaun duiakoH chABpIKa:
1000 U yopemmkn koaryaaporen gaxrop VIII (FVIID).

Bepuate 1000 ce pasteapa B 10 ml Boaa 3a uibkeKIMK U chaBpKa npuGmuskrento 100 IU/ml daxrop
VIII.

AxtusHoctTa (IU) € onpenenena ¢ H3nonigase Ha XpoMoreHeH ananus ot Esponetickara gapMaxones.
Cpennara cnennduuna axTueHOCT Ha Bepuare ¢ npubmusurento 400 IU/mg mpotenH.

IIpoayKTsT e Momy4apa OT JOHOPHA, YOBEIKA ILIA3MA.

U3NLAKWTERHA ATEHUWA N0 NEKAPCTBATA
%‘%QL@EWM_W%G_“&@ Kpamxa Xapaxmepucmuna ra npogyxma - llpuroxenve 1
arpuii npubmmntemo 160 mmol/ (2,3 mg/ml). Ko Pos. Mo 20450003
3a TEIHMA CNHCHK HA NOMOIMHHTE BEINECTBA BIXKTE TOUKa 6.1.
Paspeuwienue Ne £ %ﬁ }Z/ﬁ ¥3 3 J_‘f
3. JEKAPCTBEHA ®OPMA g 03. AN
OGOBPEHUO Ne .....ovcvomcsscrrscssserssoSsessosissns soustaessnissisavess

IIpax ¥ pa3rBOpHTEN 32 HIDKEKIMOHEH WK MHGY3HOHEH Pas3TBOP.
Ban npax n npo3pauen, GezupeTeH pa3TBOPUTEN 38 HIDKCKITHOHEH/HH(Y3HOHEH PasTROP.

4. KIMHWYHH JAHHH
4.1 TepaneBTHYHE NOKAIARHAN

Jleuenue u npodnakTHKa Ha KBPBEHE IIPH MAIMEHTH ¢ XeModwmd A (BpozeH aedunmT Ha dakTop

VIID.
Toau mpoxyKT MOzKe J1a & H3MOJ3BA 33 KOHTPONMpaHe Ha npHaoduT AcduupT Ha daxrop VIIL
4.2 [Io3HpOBKA B HAYHH HA NPAIOKEHHEE

Jleuennero Tpabea Ja ce NpoBekAa YIOA HaOMOLEHNE Ha JieKap, KOHTO HMa OIIHT B JICUEHHETO Ha
XeMOGQHIHA.

IIpocnenarane Ha neucHHeTO

1o BpeMe Ha JIEHEHHETO € NPESTIOPBIMTENHO OnpeeaHeTo Ha HiupaTa Ha dakrop VIII no noaxomsur
HaYHH, 32 J]a ce OfIpeNeNit A03aTa, KOSTO e Ce NpHara, H YeCTOTAaTa Ha MHOTOKPATHHTE HH(Y3HH.
OtroBopsT KbM hakTop VIII Moxe Ja e paziHy€H NpH OTACIHATE NALMEHTH, KOHTO OKA3BAT PANIHYCH
NOIYAKHBOT H BE3CTAHOBABaHE. Moske 1a e HeobXoauMo A03aTa, ONpeAeicHa BE3 OCHOBA Ha TeNeCHOTO
TErJIO, Ia € KOPUrHpa IPH NAlMeHTH ¢ IOAHOPMEHO HWIH HATHOpMEHO Terno. OcobeHo B ClyqaHTe Ha
rOJIAMH XMPYPTHIHH HHTEPBEHIHH € 3aTL/DKHTETHO 3aMECTHTETHATA Tepania Aa 6vae HabmogasaHa
CTPHKTHO NOCPEACTBOM KoarylauMOHeH aHanys (TiiasMeHa akTHBHoCT Ha axtop VIII).

TlaumenTuTe TpaGBa na 6haaT HabmoaaBanK 3a paseuTHe Ha MHXUOHTOPH Ha daxrop VIIL Bixre crino
TO4Ka 4.4.

O3 BKa

Ho3HpaHero W NPOABDKMTENHOCTTA HA 3AMECTHTETHATA TEPAITMA 3aBHCH OT TEXKE
daxrop VIII, oT MICTOTO H IIPOTB/DKHTENHOCTTA Ha KEPBEHETO H OT KITHHHYHOTO
TIALHEHTA.




Bpost na npanoxkenuTe euanny dakrop VI ce uzpassea & MexayHaponuH eauHuuH (IU), koHro ca
CBBP3aHH C HacTOAMA cTaunapT Ha C30 3a KOHLEHTpaTH Ha MPOdYKTH, ChabpKaimy daxrop VIIL
AxtupHOCTTA Ha Qakrop VIII B razMara ce H3pa3dea HIH KATO MPOLCHT (CpAMO Ta3H HA HOPMaJIHATA
YOBEIIKA IUTa3Ma) WK 32 npefrounTate B [U (cipaMo MexIyHapoaHua craHaapr 3a akrop VII B

nnasma).

AxrusHoct 1 IU Ha dakrop VIII e pagna Ha konmuecTsoTo Ha dakrop VI B eaun ml HopManHa

JOBeINKa IU1a3zMa.

Jlegenue npu HeoGXONWMOCT

H3umcasasarero Ha HeoOxoguMara n03a Ha daxrop VIII ce ocHoBaRa Ha EMITHPHYHO YCTAHOBEHATa
3aBucHMOCT, 4e 1 IU daxrop VIIVkg TenecHO Terno noBHINARA [1A3MEHATa aKTHEHOCT Ha daxrop VIII
¢ oxoio 2 % (2 TU/dl) or nopManrata aktueHOCT. Heobxomumara Ro3a ce H3UMCIIABa 1O CIeAHATA

gopuyna:

Heobxoaumu eaHHHLA = Tenecho Tero [kg] x xenano nosumaeane Ha (akrop VIII [% wm TU/dI] x

0,5.

TIpunaraHoTo KOMHYECTBO H YECTOTATA Ha MPWIOKEeHHe TpAOBa BHHArH 1a 6BHAAT OPHEHTHPAHH KBM
KIHHAYHATA e()EKTUBHOCT BBB BCEKH OTACNEH CITyyaii.

B cimy4aii Ha cneaBau XeMoparHyHH ce6uTHe HuBoTo Ha Gakrop VIII He TpsOBa na criaaa noa
AaAeHOTO HMBO HA UTA3MEHATA aKTHBHOCT (B % oT HopManHarta win [U/dl) 3a cborBeTHHA IEPHOL.
Cnenpamara Tabnuua Moxxe Aa ce H3MON3BA KATO YKA3AHHUE 33 JO3ATA B eNH30AH ¢ KPbBOTCYEHHE H

XHPYPridHH ONICPALIHH:

CreneH Ha KPBBOTEUEHHETO / Heobxonumo HMBO Ha Yecrora Ha no3uTe (Jacore) /

Twn Ha XHpYprHYHaTa daxrop VIII (% wnu TU/d]) | IIpoa/DKHTENHOCT HA NEUEHHETO (AHH)

npoleaypa

KphBouznus

Panna xemaprposa, Myckynso 20-40 TlorTopHa uH)Y3HA Ha BcekH 12 a0 24 vaca,

KPBBOTEUCHHE HIIH KHEPBEHE B Haii-manxo 3a 1 aeH, AOKAaTO eNM30KTE Ha

YCTHATA KyXHHA KbpBeHE, CBBp3aHH ¢ D0JIKa NPeMHHAT, HITH
C¢ MOCTHTHE 3a3paBABaHe.

[No-ekcTeH3HBHA XeMapTpO3a, 30-60 IorTopHa HH}Y3HA Ha Becekd 12-24 yaca 38

MYCKY/THO KpbBOTEUESHHE HIH 3 - 4 gHH WIH NoBeYe, JOKATO 0OIKATA H

XEMaTOM OCTPHTE CMMIITOMH IPEMMHAT.

JusoTo3acTpaimasamu 60-100 MosropHa uHGy3us Ha BeekH 8 no 24 yaca,

KPEBOH3JIHBH: JOKATO PHCKBT MPEMHHE.

XHpyprayHH onepanys

Manxu onepaumw, 30-60 Ha scexu 24 vaca, Haii-Manko 3a 1 nen,

BRIIOYUTENHO CKCTPAKIIHY Ha TIOKAaTO Ce MOCTHTHE 3a3ApaBABaHE.

36

Fonemn onepanpu 80-100 Torropun nady3uM Ha BeexH 8-24 vaca,

(penu U cien onepauEATa) | J0KATO PAHUTE 3a3APABEST AOCTATHYHO,

cAe TOBA JICUEHHWe 38 TIoHe 7 IHH, 3a
noAAbLPXKAHE Ha aKTHRHOCT Ha ¢akTop VIII
ot 30% - 60% (TU/d).

Ipogdnunaxmura

3a npoALDKUTENHA NPO(HIAKTHKA CPelly KhpPBEHE IIpH NALMEHTH ¢ TeKKa GopMa Ha Xe,

obuqaiinuTe no3u ca 20 go 40 IU daxrop VIII Ha kg TenecHo Terno Ha HHTEPBAIH OT
HSKOH CITyd9aH, 0co0EHO NpH Mo-MIIaIH MALHCHTH, MOXe Ja ¢a HeODXOHMH Mo-Kpa

nNo~-BBCOKH OO3H.

Ieauarpuuna nonyaanms




Jlo3aupoBKaTa NPH JieUa ce ONPEACIA Bb3 OCHOBA HA TEJICCHOTO TErNIO0 M CEA0BATENHO ¢e HIMION3BaT
CHINMTE YKA3AHHS KATO NPH BH3PAacTHM NaueHTH. YecToTa HA pHIOKeHHe TpAOBa BUHATH Aa Opae
OpHEeHTHpaHa KbM KIHHUMHATA e(PHKACHOCT BBB BCSKH HHAMBHAyancH caydail. MMa uasecten onuT 8
JIeueHHE Ha AeNA HA BE3pacT nop, 6 roaMHA (BK. Touka 5.1).

HauuH ya DpWICKEHHUE

3a HHTPABCHOZHO NPHIOKEHHE.
3a ykasaHHUA OTHOCHO PAa3TBAPAHETO HA JIEKAPCTBEHMA NIPOIYKT Tipeid NPHIIOKEHHE BIDKTE TOUKa 6.6.

[pemy npunarane nekapCTBEHHAT NPOAYKT TPAGBa Aa 63/e 3aTOoMNeH K0 cTai{Ha WIH TeJeCHA
TeMnepatypa. HurpasenoznoTo mipkekrypase wik undysua tpabsa na ¢ 6aBHO, CBC CKOPOCT, KOATO €
KoMGOpTHA 32 MaupeHTa. CKOPOCTTA HA HEXKEKTHPaHe HiIH WHY3us He TpsaGpa Na Hanpumapa 2 ml Ha
MHHYTa.

HaGmonasaiite naupeHTa 3a Beska Hesa6agHa peakuHa. AKO ce [T0fBH KAKBATO H 1 € PeaKis, KOATO
MOXKe J1a € CEBP3aHa ¢ PHIOKeHHeTo Ha Bepuare, ckopocTra Ha HHGY3HATA TPAOBa Na ce HAMAIH WM

Aa ce cnpe HHOY3HATA, XOETO C& HAMara 0T KIHHHYHOTO ChCTOSHHE Ha MAIHEHTa {BIDKTE CHIUIO TOUKA
4.4).

4.3 HporaBonoxazanus

CBpBbX4yBCTBHTE/THOCT KbM AKTHBHOTO BEWIECTBO MM KBM HAKOE OT MOMOIHUTE BEemecTna, H30poeHH
B Touka 6.1.

4.4 Cpensadsn npeAynpexAeHAS H NPeANA3HH MEPKH OpH ynoTpeda

HpocaeguMocT
3a za ce nopoOpH NPOCNETHMOCTTA Ha GHONOTHYECKHTE IEKAPCTBEHN NPOAYKTH, HMETO H NApTHIAHHAT
HOMEp Ha MpHIaraHua NpoayKT Tpadea Aa ObIaT ACHO 3aIMACBAHH.

CBpBXYVBCTBHTEIHOCT
B13MOXKHH ca peakIlHM Ha CBPBLXYYBCTBHTEHOCT OT ANeprideH THIL. AKO C€ MOSBAT CHMITTOMH Ha

CBPBXMYBCTBHTEIIHOCT, NalMenTHTe Tpabba He3a0aBHO a MPEKPATST M3OI3BAHETO HA JIEKAPCTBEHHA
OPOAYKT M a C¢ CBRPIKAT ¢ Iekapd cH. [Tauuenrire Tpabea aa 6baaT HHPOPMHPAHH 3a THPBUTE
TIPH3HALK HA CBPHXYYBCTBHTEIHOCT, KOHTO BKIIOUBAT OOPHB, reHEpalH3HpaHa YPTHKAPHA, TEXKECT B
rbpAHTe, XPHIOBE, XMIIOTEH3INA A aHAQWIAKCHS.

B cimy4aii Ha mox, Tpa0Ba fia ce IPUIOKM CTAHAAPTHO MeIULHHCKO JIeYeHHE HA IMOKOBO ChCTOAHHE.

Huxuburopn

OGpasyBaHeTo Ha HeyTpaTH3MpallH aHTHTeNa (MHXKOUTOpK) cpeuty daktop VI e H3BeCTHO
YCIOKHEHNE TIPH JIeUeHHeTo Ha A ¢ Xxemobumus A. Tesu uuxubutopun oGukHOBeHO ca IgG
HMYHOTTI00Y KM, HACOUEHH CPELTy NpoKoaryJlanTHaTa akTHBHOCT Ha dakrop VII, komro ce
ONpPEAENAT KolHuecTBeHO B beresna enxvnuu (Bethesda Units - BU} va ml nnasma ¢ #3mon3Bane na
MoHu(HIHpaHHA TecT. PUCKBT OT pa3BUTHE HAa HHXHOHTOPH 3aBMCH OT TEXKECTTA Ha 3a00NABaHETO,
KAKTO ¥ OT eKCNO3KuMATa Ha (akrop VIII, kato T031 pHCK e Hali-BUCOK npe3 mbpsuTe 50 JHHA HA
EKCIIO3HLIKA, HO NMPOABL/DKABA LI XKMBOT, BBIIPEKH Y€ PHCKET HE € 4eCT.

KinHuumoTo 3sHaveHHe Ha Pa3sBHTHETO Ha HHXMOHTOPH IIE 3aBHCH OT THThpa HA HHXKOMTOpA, KATO
HHXHOMTOPHTE ¢ HHCBK THTHLP TIPEACTARIABAT MO-MATHK PUMCK 34 HEJOCTATHYCH KIAHHHYEH OTTOBOD,
OTKONXOTO HHXHOMTOPH C BHCOKH THTPH.

INo MpHHIHN BCHYKH NAUMEHTH, KOHTO Ce NIEKyBaT ¢ IPOAYKTH ¢ KoaryauioHeH GakfoR
Ja ce NPoCeNABAT BHUMATEIHO 32 PA3BHTHETO HA HHXMGHTODH, MOCPEACTROM O]
Habmonenue H 1abopaTopHy TECTOBE. AKO He GBAAT AOCTHIHATH OYAKBAHHTC HHEH 12
akTHBHOCT Ha (axTop VIII, Wi KEPBEHETO He MOXE Ad (B¢ KOHTPOAHPAHO ¢ 110, A
Tpabpa fa ce HANPABH TECT 3a HAIHYKE Ha HHXHOMTOP Ha dakrop VIIL ITpH naimd



Ha HHXHGHTOP, NeueHueTo ¢ gaktop VIII Moxe Aa He e edekTHBHO K TpaGBa fla ce OOMHCIIAT APYTH
TepalneBTHYHM BLIMOXKHOCTH. JIeueHHETO Ha TAKNBA NaLeHTH TPAGBa A ce IPOBEK/A OT IEKAPH C
OITMT B JIEYEHHETO Ha XeModuia ¥ BHXHOHTOpH Ha dakTop VIIL

CrLpieyHoch/I0BK cHOMTHA
Ilp nanpeHTH CHC CHUECTBYBAIIH CHPACYHOCHIO0BH PHCKOBH $HaKTOpH, 3aMECTHTEIHATA TEPArHA ¢
¢axrop VIII MOXKE 2 YBEIHYH CHPAEMHOCBIOBHS PHCK.

YcnoxHeHHd, CBbp3aHH ¢ KATETEPa
Ako ¢ HeoOX0IMM LeHTpasIeH BeHo3eH katersp (central venous access device, CVAD), Tpa0Ba aa ce

HMAa NPeABHJ PHCKA OT YCIOXKHEHHA, cBhp3anH ¢ CVAD, BRIIOYNTENHO NOKATHH HH(EKIMH,
GaxTepuemun M TpoMG03a B 0ONACTTA HA KATETHPA.

BupycHa GesonacHocT

CrannapTHHTE MepxH 3a NpeANa3BaHe OT HHGEKIMH, MPOU3THYAILM OT YIOTpeOaTa Ha N1EKAPCTBEHH
OpPOAYKTH, MOMYYEHH OT YOBCIIKA KPbB HIH [UIa3Ma BIUTIOMBAT NOAOOp Ha JAPHTEIH, TECTBAHE HA
HHAMBHITy aTHHTE JapeHHS H cOOpHaTa MIa3ma 3a cneunpHYHN MapKepH Ha MH(DEKIHMS H BIJHOYBAHETO
Ha eeKTHBHH NPOM3BOJICTBEHH CTHIIKH 33 HHAKTHBHPAHE/OTCTPaHABAHE HAa BHpYCcHTe. Bunpexn ToBa,
KOTaro ce MPUIAraT JEKapCTBeHH NPONYKTH, OMYYCHH OT YOBEIIKA KPhB WIH [H1a3Ma, He MOXe
HaNBJIHO /1a C& H3KIIOYH BE3MOXKHOCTTA OT npeZaBaHe Ra nH(EeKIHO3HH IpHIHHMTETH. ToBa e
MPHJIOKHMO CHUIO H 33 HEM3BECTHH HWIN HOBOBB3HUKHANM BUPYCH H APYTH NaTOTeHH.

MepxuTe, KOUTO Ce Ipe/TPHEMAT, Ce OLEHAT KaTo eeKTHBHM 3a OGBHTH BUPYCH KAKBHTO A YOBEIIKMA
uMyHoaeduumTex supyc (HIV), xenatur B supyca (HBV) u xenatur C Bupyca (HCV) u 3a ReoOBUTH
BHpYCH KaTo Xenatur A supyca (HAV) u napeoBupyc B19.

Tpabsa Aa ce 00chau noaxoadma BakcuHalyA (cpeiyy XenaTuti A | B) 3a naumenTure ¢
HeCT/IOBTApAII CE PHEM Ha NPOAYKTH, chaspxaum dpaxtop VIII, nomydyeHH ot YoBemka IUTa3Ma.

IleapaTpyvHa HONyNAHS
H3bpoenure npyanpexaeHH H MPEATA3HA MEPKH C€ MPAIAraT KAKTO 33 BH3PACTHH NallHCHTH Taka

H 3a Jelia.

CoObpxaHue Ha HATPHI

bepuare 1000 IU 1 2000 IU cuanpxa 27,55 mg HaTpuii 3a duiakoH, expusaieHTeH Ha 1,4% or
npenoprudTeNHEi o C30 MakcHManeH THeBEH NPHEM OT 2 g HATPHif 3a RB3pACTEH.

45 BsammoaeiicTBHE ¢ APYrH JeKAPCTBEHH TPOAYKTH H APYTH (OPME HA BlaEMoAeHcTBHE

HsMa n3BecTHH B3aHMOAICHCTBHA Ha IPOLYKTH ¢ HOBELIKH KoaryJauxoHeH (axrop VIII v apyrn
JIEKapCTBEHH TIPONYKTH.

4.6 ®epraanteT, peMEHROCT A KBPMEHE
He ca nposesxnanu npoyusaHus ¢ Bepuate pupxy penpoaykumaTa Ha )HUBOTHH.

BpeMeHHOCT H KEpMEHE
Toii kaTo xemMohrIHA A ce cpemna pAAKO HPH XKEHH, HAMA OMNMT C HINoN3BaHeTo Ha dakrop VIII mpu
GpeMEHHH JKEHH H KbPMaYKH.

Cneposatenso, gakrop VIII TpsbBa fa ce npunara npy GpeMeHsH JeHH H KbPMa4KH C
KATErOpHYHH FIOKA3aHAs. /

DepTHIHTET
Hawma nanmm 3a BmsH‘eTo BBpXY (epTIUHTETA.



4.7 EjexTn pnpxy cnocobHOCTT2 32 MOdRPpARE B PAGOTA ¢ MAINHAEE
bepuate He noBnHABa COCOOHOCTTA 3a MOgMpaHe H paboTa ¢ MALIHHH.

4.8 Hexenann JeKapCTBeHH PEAKIHA

O6obuienne na npoduia Ha GesonacHoct

CBpBXYYBCTBHTeTHOCT HITH aJICPTHYHH PEakIfHH {KOMTO MOTAT A3 BKIIOUBAT AaHTHOSAEM, NapeHe H
CMBICHE HAa MACTOTO Ha HHY3IHATA, BIPHCAHE, 3a9epPBABAHE, TCHEPANH3HpAHA YPTHKAPHA, riaBobonue,
oOpHB, XHIIOTEH3MA, CBHIHBOCT, raieHe, Oe3nokoicTBO, TAXHKAPAMA, CTAraHe B rpPhAHATA 00NACT,
H3TPBIIBAHE, NOBPHIIAHE, XPHNTEHE) ce HAbMOZABAT MHOTO PAAKO H B HAKOH CITy4aH MOTAT Aa
TPOTPECHPAT A0 TeXKa aHa(pHIAKCHA (BKIIOYHTEHO WOK).

Pa3pHTHE Ha HEYTPATH3HPALIH AHTHTENA (MHXHOHTOPH) MOYKE Ja BL3HHKHE TIPH NAIMEHTH C
xeMO(UINA A, koHTO ce nexysar ¢ daxrop VIII, BkmourrenHo u ¢ bepHare. Ako ce ofpa3syBaT TakHea
HHXHOHTOPH, CECTOAHHETO MOXKE 1A C& MPOABH KATO HENOCTATEYCH KAMHMYeH OTroBop. B Takusa
CIy4aH ce MPENnoppYBa KOHCYNTALHA ChC CICHHATHIHPAR HeHTHP HO XeMOQHAHA.

Tabowyen cIICHK HA HEKEIAHWTE JIEKAPCTBEHH PEAKIHT
CnenpalliiTe HexXelIaHH JIEKAPCTEEHH peakiiuM ca 6a3ipasi Ha NOCT-MaPKETHHTOBHSA ONUT H Ha

Hay'HATa JIHTEPATYpa.
Cneapamara Tabnyna e cernacao MedDRA cHcTeMHO-OpraHHaTa KiacHQHUKAIL.
YecToTaTa € Olpe/iefieHa ciopes CeIHHTe KPUTEpHH: MHOro yecto (>1/10); wecto (=1/100 mo <1/10);

Heuecto (>1/1,000 ao <1/100); paaxo (=1/10,000 go <1/1,000); Muoro pamko (<1/10,000),
HEH3BECTHO (He Moxe Ja Gpe onpefieneHa oT HATHYHATE JaHHH).

Cranaapram cucTemo- Hexenana peaknns YecToTR

OPTRHHH KJACOBE MO

MedDRA

Hapymenws Ha KpBBTa M Wexubupane Ha daxrop VIII Heuectn (PTP)*
mamduara cucTema Maoro yect (PUP)*
O6umn Hapymenus u edexrn Ha | IToBuimena Temneparypa MHoro pagxo

MSACTOTO Ha NPHIOKEHHE

Hapymenus Ha HMyHHaTa CBpBX4YBCTBHTEIHOCT MHoro piaxo

CHCTEMa {anepruuHM peaximH)

*YectoTara e 6asupana Ha mpoyuBanua ¢ Beudxy FVIII npomykTi, KOHTO ca BKTIOYBA/IH NAUMEHTH ¢
Texkka xeModunna A. PTP = nexyrann npeau Tosa naunestd, PUP = HeekyBaHH npein ToBa
NIAIMEHTH

3a nndopmMaims 110 OTHOINEHHE Ha BHpYCHaTa 6e30MacHOCT, BHMKTE TOUKa 4.4.

Ilequarpuana nonmynaumua
YecToTaTa, THITHT H TEAKECTTA HA HEXEIAHHTE JIEKAPCTBEHH PeakIliH TPH Jelia ce oYakea 1a Gpaart
CBLIMTE KATO MIPH BBL3IPACTHHTE.

Cro0maBane Ha NONO3HPAHH HEXENAHH PDEAKIIHH
CrofimaeateTo Ha NOAO3HPAHH HEXENAHM PeakLHH CJISH pa3peluaBaHe 3a ynoTpeda Ha IEKapCTBEHHA
NPOIYKT € BaxkHO. ToBa MO3BONABA A MPOTLDKHA HAOMIOEHHETO HA CHOTHOLIEHWETO NO3a/PHCK 32
ACKapCTBEHHS NPoAYKT. OT MEUIIMHCKHTE CIICLHAIUCTH CE M3UCKBA A3 CHOOINABAT BCAKA nonoanpaaa
HeKeNaHa peakiya Ype3 HallMOHAJIHA CHCTeMa 3a Cho0masane B H3mpiiHuTenHa areHuMs I -
nekapersara yn. ,Jlaman Ipyes* Ne 8, 1303 Codua, Ten.: +359 2 8903417, yebeaiir:

4.9 Ilpenozmpane
Jocera He ca M3BECTHH CHMIITOMH Ha NPEI03HpaHe ¢ YOBELIKH KOAryJauHoHeH

5. @DAPMAKOJOTHYHH CBOHCTBA



5.1 PapmakogEEAMEYTHH CBOHCTBA

(dapmakoTepanecBTHYHA rPyna: AHTHXeMOPArvYHH JIEKAPCTBA: KPBBHH KOATYJIALMOHHH (aKTopH.
ATC kog: B02BD02

KoMnnekcsT dakrop VIII/dakrop ra hon BuneGpann (von Willebrand) ce crcron or ape MOJIEKYIH
(daxTop VIII u pakrop Ha doH BuneGpaiy) ¢ paznuday GuzHOnOrHiHH QyHKIHH.

Korato ce mndy3npa xa nauneHT ¢ Xemodunng, dakrop VIII ce cppp3ea ¢ dakropa Ha Gon BuneGpann
B KPBBOOOpALIEHHETO Ha NALIMEHT].

AxruBupanuat daxrop VIII neiictsa kato kodakTop 3a aktHeHpaHua dakTop IX kato yckopsasa
npesphinaHeTo Ha dakTop X B akTHEHpaHd dakrop X. AXTHBHpaHMAT dakTop X npesprina
npoTpoMOuHa B TpomOuH. Ciienl ToBa TPOMOMHET IpeBphina pubpuHoreHa Bbe GuGpHH H ce oOpasysa
cecHpek. Xemodumua A e NoJIOBO-CPbP3aHO, HACICACTBCHO HAPYIICHHE Ha KOAryJIalHATa Ha KPLBTa,
KOETO ce JwDKH Ha HamaieHH HHBa Ha Gaxrop VIII:C 1 Bogu 10 Apody3HH KPEBOHITHEH B CTABH,
MYCKYNH HIM BBTPEIIHH OpTaHH, KAKTO CTIOHTAHHH, TAKa H B PE3YNITAT OT HHIMICHTH WIH XMPYPIrudHH
Tpaemi. Upes 3aMecTHTEIHA TEpanus ce yBeHYaBaT [UTa3MeHuTe HHBa Ha dakrop VIII, xoero
MI03BO/IBA BPCMEHHA KOpeKLMA Ha AedHipiTa Ha GakTOpa H KOPEKLMA Ha CKIOHHOCTTA KbM KbPBEHE.

B nomuinenue KbM ponisTa My Ha NpoTeHH, npeanassam daxrop VIII, pakropst Ha don BanenGpana
OTIOCPEAICTBA ANXE3HATA Ha TPOMOOLMTHTE KEM MACTOTO Ha HAPAaHABAHE HA KPHBOHOCTHHA ChJ H HIpae

pona B arperalMATa Ha TpoMOOLTHTE.

Hma paHHH OT JleueHHeTo Ha 16 Aeua Ha BE3pacT A0 6 TOOHH KaTo MOMYHYECHHTE Py ITaTH 110
OTHOIICHHE HA 6€30MACHOCTTA H eJHKACHOCTTA ¢a B ChOTBETCTBHE C OITHTA C MO-BH3PACTHH NALHEHTH.

Tpabtea na ce oTbenexn, ye cpeJHOrOOMINNATA YecTOTa Ha KbpBene (ABR) ne e chnocTaBHMa MExKNY
Pa3IHYHH KOHUCHTPATH Ha GaKTOpa H MEXKAY PAsNHYIHH KIHHHYHH NIPOYYBAHMA.

5.2 @apMaKOKHHeTHYHH CBOHCTBA

Cnen unTapaBeHO3HO NpUIATaHe, AKTHBHOCTTA Ha dakTop VIII HaMaABa €XHO- HITH
JAByexcnoneHuHanHo. IlpenesHoro BpeMe Ba NOMYXHBOT BapHpa MexXIy 5 H 22 uaca ChC CpenHa
NPOABIDKHTETHOCT OT OKoo 12 yaca. YBennuaBaHeTo Ha akTHBHOCTTa Ha daxrop VIII cnea npunarane
Ha | IU daxrop VIII/kg TenecHo Terno (MHKpeMEHTHO Bh3CTAHOBABAHE) € OKONO 2 % KaTo Bapnpa

Mex Ty HHpusHauTe (1,5 — 3 %). YeranopeHo e cpeasoto BpemMe Ha zagspxane (MRT) or 17 vaca
(cTaHDAapTHO OTKIOHEHHE 3,5 Yaca), CTAHAAPTHATA TUIOLL OT AAHHHTE, ZOMBJIHECHH Ype3
excrpanonupade (AUDC) e 0,4 h x kg/ml (cranzaprso oTkioHeHne 0,2), CpeHHAT KIHPBHC € 3
ml/hkg (cranaaprro orknonenye 1,5 ml/hkg).

IlenuaTpuyina nonynauys
Hanuvnure hapMakOHETHYHH JAHHH 33 NIEIMATPHYHATA NOMy/ALMA Ca OrPAHHHEHH.

53 [IpeaxJnHATHH JAHHH 32 Ge30MaCHOCT

061113 TOKCHYHOCT
ToxcHKoNOrHYHA H3CACABAHNA ¢ IOBTOPHO NIPHNATAHE HAa JO3HTE HE ca TPABEHH, ThiH KATO ce NOABABAT
aHTUTENA CPeLly XETEPONOKHNTE MPOTEHHH,

[pwiarade Ha eIHAKBH 034 HEKOJKOKPATHO HAABHINABAIIH NPEMOPLYHTENHATA HO3HPOBKA 34 HOBEK
HA KHNOrpaM TEJECHO TEIio He NOKa3BaT TOKCHYHH e(eKTH ApH 1a0opaTopHH XKHUBOTHH.

TecToBeTe Ha TOTUTHHHO TpeTHpaH daktop VIII ¢ NONKHKIOHAIHH MPELMIHTHPAIIY AHTHTEA (OT 3aiilH)
B METOA Ha YXTEPIOHH H TECT 3a NAaCHBHA KyTaHHA aHa(unaKkcHA Ha MOPCKH CBHHYETA He
JEMOHCTPHPAT NMPOMEHH B HMYHOJIOTMYHITE PeaklMH B CpagHeHHe ¢ HeoOpaboTen

MyTaregHHOCT:

Twi KaTo KIMHHYHHAT OTIMT HE NOKA3RA JJAHHH 33 TYMOPOT€HHH ¥ MyTAareHHH
IIa3sMeH KoarynanuoHeH dakrop VIII, excnepuMeHTaNHH npoy4YBaHHA, ocobeHo
BHJIOBE, C¢ cyMTAT 34 6e3cMHCIEHH.



6. PAPMANEBTHYHH JAHHH
6.1 CpachLk HA DOMOIBATE BEIEcTBA

Inauan

Kamuer xnopua

Harpuer xunpokcua (B MalTkH KOTHUECTBA) 3a Xopurpase Ha pH
3axaposa

Harpuer xnopun
Pasreopuren: Bopa 32 urkexupm 10 ml.
6.2 HechBMECTHMOCTH

Tosu nexapcTeeH NpoIOyKT He TpAbBA fa ce cMecBa ¢ ApPYTH JIEKapCTBEHH NPOXYKTH, Pa3TBOPHTENH H
Pa3peHTeNH ¢ H3KMOUYEHHE HA MOCOYEHHTE B TOYKa 6.1.

6.3 Cpox Ba roasoct
3 ronuHw.

Xumuunara v GusHuHa cTaOHIHOCT NpH ynioTpeba Ha Pa3TBOPEHHA NPOAYKT € ACMOHCTPHpaHa 3a 8
qaca npH 25° C. Or MEKpoGHONOrHMHA rieHa TOMKA NPOAYKTHT ciieBa Aa Oblie H3MON3BAH BE/iHArA.
Axo He 6Be NPHNOXEH He3a0aBHO, ChXPAHEHHETO MY BbB (MIakOoHa Ha cTaliHa TeMnepaTypa He Tpabea
Ja HanpHmapa 8 yaca. [IpoAykTHT TpaGBa fa ce H3MoI3Ba He3a0aBHO CNel KATO € MPEeXBLPJIEH B
CIPHHLOBKATA (BHDKTE CHIO TOUKA 6.6).

6.4 CpensajHH YCJOBHS HA ChXpaHCHHE

Ha ce cpxpanssa B xnagunHuk (2° C — 8° C). Ja ne ce 3ampassea. OIakoOHbLT Ja c€ ChXpaHABa B
OPHIrHHANHATA ONAKOBKA, 33 Ja C€ NPENNA3H OT CBETIHHA.

B pamkuTe Ha cpoka Ha rogHocT Bepuate Moske na 61 chXpaHARaH IpH Temmnepatypa 1o 25° C, 3a
NepHOJ ¢ 00I11a NOALKHTENHOCT oT | Mecen, OTAeNHHTE NEPHOOH Ha ChXpaHeHHe NpH cTajina
TeMneparypa TpabBa na ce XOKYMEHTHpAT, 3a /13 C€ CIIA3H CHOTBETCTBHETO C H3HCKBAHETO 38 NIEPHO/ IO
1 Mecew.

HE nanaraitte dnakoHHTe Ha AHPEKTHO 3arpaBaHe. GnakoHuTe He GHBa 1a OBAAT 3ArpABAHH Haj
TenecHa Temnepatypa (37° C).

3a ycnoBHATA Ha CHXpaHEHHe Ha JICKAPCTBEHHS POAYKT CIICH Pa3TBAPAHE BIDKTE TOUKa 6.3.
6.5 BEAH cLALPKAHHE HA ONAKOBKATA

ITepEHYHH ONAKOBKH:
®nakoH ot HesuperHo crbiio (Tun I), saTBopeH noa BakyyM ¢ rymena (GpomoOyTHIOBA) 3aMyINANKA,
ATYMHHHEBA KanayKa H [U1aCTMAcOB (IOJIHIIPONHIEHOB) JUCK.

OnakoBKH:

Kyrhs ot 1000 IU cpabpaxa:

1 ¢naxoH ¢ mpax

1 dpnakos ¢ 10 ml Boga 33 HIDKEKLUMH

1 dwrrspHO NpexEBpAO WIaemue 20/20

Ha6op 3a pasteapsHe H piUioKeHHe (ITbPBHYHA KYTHA):
1 cipuHLOBKA 3a €AHOKpaTHA ynoTpeba ot 10 ml

1 Ha6op 3a BEHEIMYHKLAA

2 TaMmil0Ha, HANOEHH CHC COHPT

1 HecTepunHa nemneHka

He Becuuxy BHAOBE ONAKOBKM MOTAT a2 GHAAT IyCHATH Ha Mas3apa.




6.6 CpennanHu npeAnas’HH MePKH NPH H3XBbpJisiHe H paboTa

Hauun na npunosxcernue

OO61M HHCTPYKLIUK
- PasteopsT Tpsbea na 6bae GesupereH Wik neko onanecuupai. [lonskora BbB (akoHa Morar aa

ce NOABAT 4acTHLH. QUITHPLT, BIUTIOYEH B NPEXBLPIAILOTO W3fenue Mix2Vial, npemaxsa Te3u
yacTHLH. OUITPYBaHETO He OKa3Ba BIIMAHHE BbPXY H3YMCIIABaAHETO Ha Ao3upoBkarta. Cnen
¢unTpyBaHe 1 U3TerNIAHe (BHXKTE NMO-A0MTY) HA PA3TBOPEHHA NPOAYKT B CIIPHHIIOBKATA, MPOAYKTHT B
CNpHHIIOBKaTa TpAOBa Ja ce mperjie[a BU3yallHO 3a YACTHIIM M NMPOMSHA Ha LIBeTa NpeH NpHaraHeTo.
He u3non3saiite pa3TBOpH B CIPHHLIOBKATA, KOWTO €A MBTHH MJIH MMAaT YaCTHLH.

- ITponykTsT TpsbBa na ce u3non3ea He3abaBHO Clie/] KATO € NpexBbplieH B cnipHHLoBkaTa. He
ChXpaHABaHTe NPOAYKTHT B CIIPHHLIOBKATA.

B PasrBapsHeTo M u3TerNAHeTO TPAGBA a Ce W3BBPIIBA B ACENTHYHH YCJIOBHA.

Pazreapsane:
3aroruiere pa3TBOPHTENS 10 CTaiiHa Temreparypa. YBepeTe ce, 4e KanavykuTe, CBAIALLM Ce ¢ nasjell, ca

OTCTPaHEHH OT (JIAKOHHTE Ha NPOJYKTA H PA3TBOPHTES, Y€ I'YMEHHTE 3ayIlanku ca oopaboTeHH ¢
acenTHYEH Pa3TBOP, H Y€ Ca OCTABEHH Jla M3CHXHAT NMpeH [a OTBOpHTE onakopkara Ha Mix2Vial.

1. OrBopere onakoBkarta Ha Mix2Vial, kato orcTpanuTe kanaukara. He

FH = : i
u3BaxaiTe Mix2Vial or GiucTepHaTa onakoeka!

2. INocrasere dnakoHa ¢ pa3TBOPUTENS BbPXY PaBHA, YHCTA MOBBPXHOCT U IO
3aapbKTe 3apaBo. Bzemere Mix2Vial, kakTo cu e B G1McTepHaTa ONakoBka, 1
HaTHUCHETE M3/1a/IEHaTa 4acT B Kpas Ha CHHMA aJanTop NpaBo HAL0IY npes3
ryMeHaTa 3aimyliaika Ha (uiakoHa ¢ pa3sTBOPHTENA.

3. Buumarenso orctpaHete GiucrepHara onakoska oT Mix2Vial nabopa, kato
bpKHTE pp0a M U3AbpraTe BePTHKAJIHO NPaBO Harope. YBepere ce, 4e cTe
OTCTpaHWJIH CaMo OMakoBKara, a He Mix2Vial yctpo#cTBoTo.

4. TlocraBeTe (rakoHa ¢ NPOAYKTA HA paBHA M CTAOH/IHA MOBBPXHOCT.
O6BpHeTe 06paTHO 1akOHa C pa3TBOPHUTENS, C IPUKPENEHHS KbM HEro
Mix2Vial HaGop, 1 HaTHCHeTe W3M1aieHaTa 4acT B Kpas Ha Npo3pauHus

Pas'rnopmemr Lie H3Te4Y€e BeaHara BbB cbnaxona C NpoaykKTa.

5. XBanere ¢ eqHara prka Mix2Vial HaGopa oTkeM cTpaHaTa Ha NPOJAYKTa, a ¢
ApyraTa pbKa - OTKbM CTPaHaTa Ha pa3TBOPHTEJIA, H BHHMATETHO 3aBbpTeTe
00paTHO Ha 4aCOBHMKOBATa CTpeJIKa, 3a Jja pasjaenuTe Habopa Ha JBe YacTH.
Haxebprere dakoHa Ha pa3TBOPHUTENS, C IPHKPENEHHA KbM HETO CHH
Mix2Vial anantop

6. 3aBbpTeTe BHUMATENHO (PJIAKOHA C MPOYKTa C MPHKPENEeH Kb
Npo3payeH afanTop, A0KaTO BELIECTBOTO C& Pa3TBOPH Hall
pasknamaire.
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% aJanTop NpaBo HAZOJY NPe3 ryMeHaTa 3anyLaika Ha akoHa ¢ NpoJyKTa.
2




K 7. Usterniete BB3AYX B NpasHa, CTEPHIIHA cripuHLIOBKA. KakTo QakoHbT Ha
(i MPOJYKTa € H3IPaBEH, CBbPXKETE CIPHHLIOBKATA KbM MACTOTO ChC 3aK/IHOYBALL
| mexaHu3bM THI Luer Bupxy Mix2Vial. MikekTHpaiite Bb3/1yX BbB ()J1akoHa ¢

@ NPOAYKTA.

HsTernsHe ¥ NpUIoKeHHE:

8. Karo aepskure HaTHCHATO OyTanoTo Ha CPHHIIOBKaTa, 0ObpHETE CHCTeMaTa
HAONaKH H M3TerjieTe pa3TBopa B CIPHHLIOBKATA KaTo 6aBHO M3TErnsTe
OyTanoro Ha CIpHHIIOBKaTa HAZIOMY.

9. Cera pa3TBOpPEBT € NMPEeXBHPJIEH B CIIPUHLIOBKATA, XBaHETE 3/IpaBo
CTpHHLIOBKaTa (KaTo GyTanoro Ha CIPHHLIOBKATA COYHM HAZl0/y) H pasKadyere
npospaunus Mix2Vial aganTop oT cipHHIOBKaTa KaToO pa3BHHTHTE 0OpaTHO Ha
YacCOBHHUKOBATA CTPEJIKA.

o= Y (1) I —

3a umkekTpane Ha bepuare ce npenopbuBa H3NOA3BaHe HA MU1ACTMACOBH CTIIPHHIIOBKH 32 €IHOKpaTHa
ynotpeba, Thi KaTO MaTOBHTE CTHKJIEHH NOBBPXHOCTH HA H3LAJIO CTHKJICHHTE CIIPHHLIOBKH Ca CKJIOHHH
7la 3aJIenBaT ¢ pa3TBOPH OT TAKBB THIL

Buexaiite pasrBopa 6aBHO BbB BeHaTa (BHKTe TouKa 4.2), KATO BHHMAaBaTe Jla He HaBJIM3a KPbB B
cnpuHLoBkaTa. KaTo H3nonsBaTe KOMIUIEKTa 3a BEHEMyHKLIMS, KOHTO ce MpelocTaBs ¢ NpOoyKTa,
BKapaiiTe urnara sbB BeHata. OcTaBere KpbBTa Aa nporede o0paTHO KbM Kpas Ha Tpebara. [Ipukpenere
CIpPHHIIOBKATa KbM Hape3a Ha 3aK/IIO4BallHA Kpail Ha KOMIUIEKTa 32 BEHEYHKLH.

HewnsnonssaHuAT JieKapcTBEH NMPOAYKT HWIH OTNAJb4YHATE MaTepHaJIH OT Hero TpAbGBa l1a ce W3XBbPAAT
B CBOTBETCTBHE C MECTHHTE H3HCKBAHHS.

7. NPATEXATEJI HA PASPEHIEHHUETO 3A YIIOTPEBA
CSL Behring GmbH

Emil-von-Behring-Strasse 76

35041 Marburg

I'epmanus

8. HOMEP(A) HA PASPEHIEHHETO 3A YIIOTPEBA

Per. Ne 20150023

9. JIATA HA TbPBO PASPEIIABAHE/IIOJHOBSIBAHE HA PASPEIIEHHETO 3A
YIIOTPEBA

Hara Ha mepeo pazpemasane: 30 sHyapu 2015 r.
10. JATA HA AKTYAJIMBUPAHE HA TEKCTA

Jlata Ha nocsieqHa akTyanu3auus: asryct 2019




