KPATKA XAPAKTEPUCTHKA HA ITPOAYKTA

1. HME HA JEKAPCTBEHNA MTPOAYKT
Bepuare 500 IU, npax ¥ pasTBOpHTEA 3a HHXEKIMOHeH H HAGbY3HOHEH pa3TBOp

2. KAYECTBEH H KOJIHMECTBEH CHCTAB
Eaup pnakoH chappka:
500 IU yopemxH xoarynausonen daxrop VIII (FVIII).

Bepuare 500 ce pasTeaps 8 5 ml Boja 38 MIDKEKIHH B ChAbpkKa npubausureano 100 IU/ml pakrop
VIL

Axrtueroctra (IU) e onpeseneHa ¢ H3MON3BaHe HAa XpoMoreHeH ananus oT Esponefickara gapmakones.

Cpensata cneundyuna axrueaoct Ha Bepuarte e npubmuzurenso 400 IU/mg npoTeus.

ITpoayxThT Cce MoMy4yara OT AOHOPHA, YOBELIKA [U1a3Ma.

U3NLARUTENRHA AFEHLAA MO NEKAPCTBATA
HOMO@,I_-IO BEUIECTBO ¢ MIBECTHO ACHCTBUE, Kpamxa XapaxmspLcmuKg Ha hpogyxma - ﬁp_mm 1
Harpuit npuﬁnmmnq 100 mmol/1 (2,3 mg/ml). Kous Poa. No 2 0. Jﬁﬁ .!. 2 .
3a MLJIHKA CMHCEK HAa MOMOIIHHTE BellecTBa BHKTe Touka 6.1. : A b !
respoueno i 88/ /TAT/7f- 43 9122
> JEKAPCTBEHA ®OFMA n_rif’:‘f%ethég_f 2,9, 03 202 1 4

ITpax H pasTBOPHTE 33 HHIKEKLIMOHECH HIIH HH(Y3HOHEH PasTBOP.
Ban npax » npo3paveH, 6e3iBeTeH pazTBOPHTE 38 HHXXECKIHOHEH/HHY3HOHEH PasTBOp.

4. KIWHWYHH JAHHH
4.1 TepaneBTHYHA HOKA3AHHAL

Jleuenue u npodUNaKTHKA Ha KbPBEHE NPH NAlHEHTH ¢ XeModuing A (BpoeH ned T Ha paxTop

VIII).
To3u npooyKT MOXe Aa ce H3MOA3BA 33 KOHTPOIHPaHe Ha NpuAoOUT nedmmt Ha paxrop VIH.
4.2 Io3HpPOBKS H HAYMH HA NPHAMKCHHAES

Jleuennero TpaGBa fa ce Mporexcaa noa HaOMONEHHE Ha JICKap, KOHTO HMa OTIHT B JIEYCHHETO Ha
xeMoIHA.

Ilpocnenspane HA TEUSHHETO
TTo BpeMe Ha JISYCHHETO € TPENIOPBUHTENHO ONpeAeIaHeTO Ha HHBaTa Ha daxrop VIII no mozxoasin
HavMH, 34 [1a ce ONPEAEITH A03aTA, KOSTO Lie Ce MPHIAra, M Y€CTOTATa Ha MHOTOKPATHHTS HHY3HH.

OrrosoprT kbM dakrop VIII Moxe Aa e pasaryeH NpH OTASITHHTE NALKEHTH, KOHTO MOKA3BAT pa3jiiieH
NOIYXKHBOT M BE3CTaHOBABaHe. Moxe na e HeoOxoAuMO A03aTa, onpezieNicHa BE3 OCHOBA HA TEIECHOTO
TErso, Aa & KOPHrHpa NPH NALMEHTH C MOJAHOPMEHO WIH HagHOpMeHO Terio. OcoleHo B CliyYaHTe Ha

CO/IAMH XHPYPTHYHH HHTEPBEHLIHH € 3aIhDKUTETHO 3aMeCTHTEIHATA Tepanus 1a 6ble Habmonasana
CTPHKTHO [OCPECTBOM KOAry/IALMOHEH aHa/Iu3 (TNa3MeHa akTHBHOCT Ha dakTop VIII).

INMarmenTuTe TpaGea Aa Genar HabmonasaHu 3a passaTHe Ha MHXHOWTOPH Ha (akxrop VIII. Brxre chio

Touka 4.4,

03 BKA




Jlo3HpaHeTo H NPOABIKHTENHOCTTA HA 3AMECTHTENIHATA TePallks 3aBHCH OT TEXECTTa Ha aeduipTa Ha
daxrop VIII, oT MACTOTO H NPOABIDKHTESTHOCTTA Ha KEPBEHETO M OT KIMHHYHOTO CHCTOSHHE HA
NalHeHTA.

BpoaT Ha npanoxennTe cauan dakrop VIII ce uspasasa B MexayHapomnn ey (IU), kowro ca
CBBP3aHH ¢ Hacroswms cTaHaapt Ha C30 3a KOHUEHTPATH Ha NPOAYKTH, ChABPKAMM daxrop VIIL
AkTHBHOCTTa Ha (hakTop VIII B nnasMara ce H3pa3aBa WIH KATO MPOLCHT (CIPAMO TA3H HA HOpPMAaJIHATa

YoBelliKa IUIa3Ma) wiu 3a Npeanountade B IU (cnpaMo mexayHapoasus craHaapr 3a dakrop VI s
wasma).

Axmuroct 1 IU Ha dakrop VIII € papra Ha konuuecTBoTo Ha dakrop VIII B ey ml HopManmsa
qOBelliKa I1a3Ma.

JleueHne npH HeoOX0AMMOCT

H3uucnapanero Ha HeobGxonuMara no3a Ha paxrop VI ce ocHOBaBa Ha eMIIMPHYHO YCTAHOBEHATA
3aBHCHMOCT, 3¢ 1 TU daxrop VIII/kg TesecHo Terno NOBHILABA IIA3MEHaTa aKTHBHOCT Ha daxrop VIII
¢ okono 2 % (2 [U/dl) or nopmannara aktusHocT. HeoGxomumMaTa A03a ce H3UHCAABA N0 ClICHATA

¢dopmyna;

Heobxoaumu eauumM = TenecHo Terno [kg] x sxenano nosumasane Ha dakrop VI [% wm [U/d]] x
0,5.

[punaraHoTo KOIHYECTBO H HECTOTATA Ha MPHJIOXKeHHe TpAOBa BUHarK Aa ObJaT OPHEHTHPAHH KBM
KIHHHYHATa epeKTHBHOCT BEB BCEKH OT/ENCH Clyda.

B ciryqaii Ha cneBainyu XxeMopar#uHe chOHTHR HHEBOTO Ha dakrop VIII ne TpaGBa ma cnana non
AAAECHOTO HUBO Ha IUIA3MEHATA AKTHBHOCT (B % ot HopMmanHara wiy IU/d]) 3a chOTBETHHA NMEPHOA.
CneppamaTa Tabmmia MOXKE 1a ce H3MON3BA KATO YKa3aHMeE 3a J03aTa B eNH30/H C KPbBOTCYCHHE H
XHPYPTHYHH OTICPALIHE:

CreneH Ha XpbBOTEUCHHETO / Heo6xonumo HHBO Ha YecroTa Ha Jo3HTe {4acoBe) /
Tun sa xupypruvsara paxtop VI (% wiu IU/dl) | [TpoampkHTENHOCT Ha eYeHHETO (IHH)
npouexypa
KpsBoHInHue
Panna xemapTpo3a, MyCKYJIHO 2040 TopTopHa MHGY314 Ha BcekH 12 xo 24 qaca.
KpBBOTEUCHHE HIIH KEPBEHE B Haii-manxo 3a 1 A¢H, OKATO €NH30AHTE HA
YCTHATa KyXHHA KBpBEHe, CBEP3aHu ¢ HOoNKa NPeMHHAT, WX
ce TTOCTHI'HE 3a3/paBIBaHE.
ITo-eKcTeH3HBHA XeMapTpo3a, 30 -60 Torropua HH(Y3HA Ha BcekH 12-24 qaca 3a
MYCKYIIHO KPBBOTCUCHHES WIH 3 - 4 quu WNH NoBeve, A0KAaTo HoNKATa H
XEMaToOM OCTPUTE CHMITTOMH TIPEMMHAT.
HuBoTozacTpamagamm 60 - 100 TlosropHa HH(Y3HA Ha BeeKH 8 10 24 vaca,
KPBBOH3ITHEH: JIOKATO PHCKBT NPEMHHE.
XUpypruyHu onepanHs
Maike OTICpaLHH, 30-60 Ha Bcexu 24 gaca, Hali-manxo 3a 1 zeH,
BIUTIOYUTENTHO EKCTPAKI[MH Ha JIOKATO ¢e NOCTHIHE 3a34paBiBaHe.
3pbH
T'onemu oneparpn 80-100 Tosropus HHby3uH Ha BcekH 8-24 waca,
(npenH M cnea onepandATa) | JOKATO paHHTE 3a3APaBeAT AOCTaTBIHO,
clefl TOBa NE4YEHHE 3a [oHe 7 JIHK, 33
MOANBPIKAHE HA AKTHBHOR ART
ot 30% - 60% (TU/dB

Hpodunaxmura
3a npoXBJDKHTETHA NPOGHIAKTHKA CPEINy KEPBEHE MpH MAIMEHTH ¢ TexKa hopm:
obOnuatizaTe n03n ca 20 ao 40 IU dakrop VIII Ha kg TeAecHO TErIo Ha MHTEPBAJH



HAKOH CITy4an, 0cOOSHO NpH O-MAATH NALHEHTH, MOXXE Ja ¢a HeOOXONMMH TH0-KPaTKH HHTEPBATH HIH
NO-BHCOKH JIO3H.

Heanarpuuna nonyaamms

Hosupoexara NpH AcUA Ce ONMpeens Bb3 OCHOBA HA TEECHOTO TETN0 H CENOBATENHO C& H3MOI3BAT
CBIHTE YKa3aHWA KaTO NPH BL3pACTHH MaiMeHTH. YecToTa Ha NpHIokKeHHe TpAGBa BHHATH Ja 6bae
OPHEHTHpaHa KbM KIHHHYHATA epHKACHOCT BBB BCCKH HHAHBHIYANCH ciiydaii. FiMa u3BecTen onur B
JigueHHe Ha iclia Ha Bb3pacT noA 6 roguHn (B, Touka 5.1).

HauuH Ha npanoxeHne

3a HHTPaBEHOZHO NPWICKEHHE.
3a yKa3aHHA OTHOCHO Pa3TBAPAHETO Ha JIEKAPCTBEHHA IPOLYKT IPEeAH MPHIOKESHHE BIDKTE TOUKa 6.6.

IIpean npunaraxe JEKaPCTBEHUAT MPOAYKT TpabBa Aa GbAe 3aTOIUIEH 0 CTalHA WIH TEJICCHa
TeMiepatypa. HHTpaBeHOZHOTO HHXKeKTHpaHe WK HHYy3us TpaGBa aa ¢ 6aBHO, CBC CKOPOCT, KOATO €
koM(pOpTHA 32 nauHenTa. CKOpOCTTa Ha HEDkeKTHpaHe WiH HHQY3HA He TpsOBa 1a HafBHINaBa 2 ml Ha
MUHYTa.

HabmonapaiiTe nalmenTa 3a Beska HesabaBHa peakiia. AKO ce MOSABM KaKBAaTO H A8 € Peakiiui, KOATo
MOXE /1a € CRBp3aHa C NpuoXkeHreTo Ha Bepuare, ckopocTra Ha HHGY3HATa TpAOBa Na Ce HAMATH WK
A4 ce cnpe HHQYY3HATA, KOETO C& HANArd OT KIMHHYHOTO CHCTOSHHE Ha NAlMeHTa {BIKTE ChINO TOYKA
4.4).

43 TIIpoTHBODOXAZAHES

CBpBXYYBCTBHTETHOCT KbM AKFHBHOTO BEIIECTBO MM KBM HAKOES OT IIOMOIIHUTE BEINECTBa, H3GpoeHH
B TOYKA 6.1.

44 CoenBaJHB NpelyIpexAeHAY B NPeJNAIHH MEPKH IPH ynoTpeba

I1 eIMMOCT
3a aa ce nogoOpH MpocneaHMOCTTa Ba GHONOTHYECKHTE NeKAPCTBEHH NPOAYKTH, HMETO M IAPTHIHHAT
HOMEp Ha MpHAraHMs NPOAYKT TpabBa Aa OBAAT ACHO 3aNHCBAHH.

CepBX4YBCTBHTENHOCT

B13MOXHH ca PeaKIHH Ha CBPBEXYYBCTBHTENHOCT OT alICPriu4eH THIL. AKC ce NOABAT CHMITTOMH Ha
CBPBXUYBCTBHTEHOCT, NallueHTHTE TpaOBa HezabaBHO [ja NPEKPATAT H3HON3BAHETO HA JIEKAPCTBCHHA
OPOXYKT H /1a € CBBPAKAT ¢ JieKaps cH. [TaimenTute Tpabea ga 6saaT vAGOpMHpaHH 33 NBPBKTE
MIPH3HALIM HA CBPbXTYBCTBHTENHOCT, KOMTO BKIOUBAT OOPHB, FeHepanmupana YpTHKAPHS, TeXecT B
TBPAMTE, XPHIIOBE, XHIIOTCH3HA W aHa(UIAKCHA.

B cayaii Ha mok, TpabBa a ce NPHIOKH CTAHAAPTHO MeAHLIHHCKO JISYCHHE HA IIOKOBO CHCTOSHHE.

Huxuburopu
O6pa3ysaHeTo Ha HEYTPAJIH3HPAMIHA aHTHTeNa (MEXHOUTOPH) cpelry dakrop VIII e H3BecTHO
YCIOKHEHHE MPH JIEIEHHETO Ha NHIA ¢ XeModunms A, Tean Huxuburopu obukHoBeHo ca IgG
HMYHOTIO0YIHHH, HaCOYeHH Cpellly MpOKOoary/laHTHaTa akTHBHOCT Ha daxrop VIII, kouro ce
ONIpeNeNAT KOJHUEeCTBCHO B beTeana enynniw (Bethesda Units - BU) va mi nnazma ¢ M3foiBeane Ha
MOIH(pHIMPAaHHA TeCT. PHCKBT OT pa3BHTHE HA MHXMOHTOPK 3aBHCH OT TEKeCTTa Ha 3a6o11BaneTo
KaKTO H OT eKCno3uiyATa Ha dakrop VIII, KaTo To3u pHCK € HaH-BHCOK Mpes mepeUTe 50 THU Ha
€KCIIO3HIIHA, HO [POAB/DKABA L1 JKHBOT, BLIPEKH Y€ PHCKBT HE € YeCT.

KnuHH4HOTO 3HauE¢HHE Ha PA3BHTHETO HA HHXHUOMTODH 1ie 3aBHCM OT THTHPa Ha HHXHO
WHAHOMTOPUTE ¢ HUCHK THTBHP MPECTAB/IABAT NO-MABK PHUCK 33 HEAOCTATHYEH
OTKOJIKOTO HHXHOHTOPH C BHCOKH THTPH.



Tlo NpHHIMN BCHYKH MALMEHTH, KOHTO CE JIEKYBAT ¢ NPOAYKTH ¢ KoarynauuoreH daxrop VIII 1pabea
Aa ce MPOCNEAABAT BHUMATEIIHO 38 Pa3BUTHETO HA MHXHOHTOPH, NMOCPEACTBOM NOAXOAAIO KITHHHYHO
HabmojeHue H TabopaTophu TecroBe. AKO He OBIAT NOCTHTHATH O4aKBAHMTE IUTA3MEHH HHBA Ha
IUI23MeHa aKTHBHOCT Ha dakrop VIII, unn kbpBeHeTo He MOXe A2 ObJe KOHTPOTHPAHO ¢ NOAXOAAmA
ho3a, TpabBa Aa ce HANPAaBH TeCT 34 HAJIHUKE Ha HHXAOHTOP Ha daxtop VIIL INTpH naumMeHTH C BHCOKH
HHBA Ha MHXHOHTOp, AevenkeTo ¢ gakrop VII Moxe aa He € eheKTHBHO i TpA6Ba Aa ce oOMuCeAT
APYTH TEpaneBTHYHH BB3MOXKHOCTH. JlcueHHeTo Ha TaKHBa NMALMEHTH TPAGBa Aa c¢ MpoBeXKAa OT
JIEKapH ¢ OHT B JIEMEHHETO Ha XeMobrnua U HHXHOHTOpH Ha dakTop VIIL

CBpAEYHOCEIORH CHOHTHA
TIpH NaMeHTH ¢BC CHINECTBYBAIIM CHPASYHOCHA0BH PUCKOBH (JaKTOPH, 3aMECTHTE/IHATA TepalTHd ¢
thaxrop VIII Moxe na YBE/IHUH CHPAEUHOCHAOBHS PHCK.

YcnoxkHEHHS, CBbP3aHH ¢ KATETHPA
Axo e HeoOX0AHM LICHTPANICH BeHO3eH KaTeThp (central venous access device, CVAD), TpaGsa na ce

HMa NpeABH] PHCKA OT YCIOKHEHHA, CBEp3aHM ¢ CVAD, BKTIIOYHTENHO NOKANHH HH(EKIHM,
OakrepHeMus u TpoMG03a B 06nacTTa Ha KaTeThpa.

Bupycha 6esonachoct

CraHaapTHHTE MEPKH 32 NIpe/inasBaHe OT HHbeKLUHH, IPOH3THYAIIM OT yNoTpebaTa Ha TeKAPCTBEHH
IPOAYKTH, NOMYYEHH OT YOBeIKa KPhB HITH IU1a3Ma BKMovuBaT noAbop Ha JapHTeNH, TECTBAHE Ha
HHAWBH/YATHATE NapeHus K cGopHaTa IUTa3Ma 3a cnelndHYHH MapKepH Ha HHQEKIHS H BRITIOYBAHETO
Ha edeXTHBHH MPOH3BOACTEEHH CTHIIKH 3a MMAKTHBHPAHE/OTCTpaHABAaHE HA BHpycHTE. Bripexn ToBa,
KOTaTO Ce MPHIAraT JIEKAPCTREHH POAYKTH, NOYUCHH OT YOBELIKA KPBB WIH IUTa3Ma, HE MOXe
HAITH/IHO 13 C€ M3KIIOYH BE3MOKHOCTTA OT NPEAABAHE HA HHQEKIMO3HH NpHunHHTeNH. ToBa e
NPHAOKHMO CBILO M 33 HEHIBECTHW HWIH HOBOBB3HHKHAIM BHPYCH H JPYTH TNIATOTCHH.

MepkiTe, KOHTO ce IPEANIPHEMAT, C& OLIEHAT KATO e(eKTHBHH 33 OOBUTH BHPYCH KAKBHTO Ca TOBCUIKHA

aMyHoneduiTeH Bupyc (HIV), xenatur B supyca (HBV) u xenatut C supyca (HCV) 1 3a HeoOBHTH
BHDYCH KaTo XemaraT A supyca (HAV) n mapeosupyc B19.

Tpabea aa ce 06cHAM MOAXOAAIIA BAKCHHAIMA {(CpelTy XenaTHTH A H B) 3a nanpeHTHTE C

4ecT/[IOBTApAN ¢ [IPHEM Ha MPOAYKTH, chabpxaiy ¢axrop VIIL, nomyyeHn oT YOBCIIKA IUTA3MA.

IleanaTpudna nonynauns
Hz6poenuTe npyanpeskaeHus U Npeanasii MEPKH ce MPWIATAT KAKTO 3a Bh3pacTHH NAlMEHTH Taka
H 3a JeUuA.

Coabpxanve Ha HaTpwil

Bepuare 250 IU 1 500 TU cuabpxa no-manko or 1 mmol Hatpuii (23 mg) 3a ¢nakon, T.¢. MOXKE Ja ¢
Kaxe, 4e MPAKTHYECKN He ChABPKA HATPHIL.

4.5 Boanmo/elcTBHE ¢ APYIH JIEKAPCTBEHH HPOAYKTH H APYTH GopMH Ha BIaAMoaeiicTBHE

Hsma H3BeCTHH B3aHMOZICHCTBIA HA IPOAYKTH C YOBELIKH KoarynaiuuoHeH daxrop VIII u apyru
JIeKapcTBEHH MPOAYKTH.

4.6 @epTHIHTET, GpeMEHHOCT H KbpMEHe

He ca nposexxnann npoyusanua ¢ Bepuare Bpxy penpoIyKIHATA Ha JKMBOTHH.

EpeMeHHOCT H KbpMeHe
Tii karo xemodmaua A ce cpewa pAAKO IIPH JKEHH, HAMA OTIHT ¢ H3MOI3BAHETO HA
OpeMeHHM KeHH H KbPMAUKH,

Cnenoparento, daxrop VIII Tpabea Aa ce npunara npk GpeMEHHH KEHH H KbpMa!
KaTeropH4HH noxka3laHms.



Oepridrer
HsmMa faHHW 33 BIHAHKETO BEPXY (epTHIIMTETA.

4.7 EdexTu Bbpxy cnocobHocTTa 32 modHpane B pabora ¢ MAMHHA
Bepuate He NoBAMABA CNOCOOHOCTTA 3a odHpaHe H paboTa ¢ MAIIHHM.

4.8 Hexenann NeKapcTBeHH peAKIHE

Obobuienne Ha npodHna Ha Ge3onacHoCT

CBpbX49yBCTBHTENHOCT HIIH ANIEPrHYHH PEAKIHH (KOHTO MOTaT 13 BKIOYBAT AHTHOE/EM, IAPCHE H
CMBJEHe Ha MACTOTO Ha HHY3HsTa, BTpUCaNe, 3auepBaBaHe, reHepaTn3npana ypTHKaphs, rnasobonue,
0OpHB, XHIIOTEH3HA, CHHIHBOCT, rajieHe, Ge3noKoHCTBO, TAXMKAP/IHA, CTATAHE B IPhHaTa obnacT,
H3TpBIBAHE, NOBPEIAHE, XPHIITEHE) C€ HAOMIONaBAT MHOTO PAAKO H B HAKOH CJIY4aH MOTaT ia
TPOrpecHpAaT A0 TEXKKA aHadHIaKCHs (BIUHOYHTEIIHO IOK).

PazsurTHe HA HEYTPANM3HPAITH aHTHTeNa (HHXHOHTOpH) MOXE Ja BE3HMKHE NPH NALMEHTH ¢
xemoQHIHA A, KOHTO ce nekyrar ¢ dakrop VIII, pkmountento u ¢ bepuare. Axo ce ofpasysar Takuea
HHXHOHTOPH, CECTOAHHETO MOXe 1a Ce NPOABH KaTO HEJOCTATHYCH KITHHIYCH OTroBop. B Takuea
CJTyuYaH e NIPENOPBYBA KOHCYITAllHA ChC CIICHHATHIHPAH IEHThD [0 XeMO(pHIHS,

Tabnpyen CIHCHK HA HEXEIAHMTE IEKAPCTBEHH PEAKITHH
Cnepsamure Hexenann JeKapCTBEHH peakiHi ca 6a3HpaHK Ha MOCT-MAPKETHHIOBHA OTIMT M Ha

Hay4HAaTa JIHTepaTypa.

Cnenpamara Tabmuua e chrimacio MedDRA CHCTEMHO-OpraHHATA KAACH(pHKALMS.

YecToTara € OnpeeNieHa Cropes CleHATE KPHTepHH: MHOTO YecTo (>1/10); decto (>1/100 ao <1/10);
Heuecto (>1/1,000 mo <1/100); paako (=1/10,000 no <1/1,000); mHorO pagko (<1/10,000),
HEHM3BECTHO (HE MOXe /a (b/ie onpefieNieHa 0T HAIMYHUTE AAHHH),

CTaBaapTHH CHCTEMO- Hexenana peaxnas YecToTa

OPraHHH KJACOBE O

MedDRA

HapymieHus Ha KpbBTa M HuxuGupane Ha daxrop VIII Heuectu (PTP)*
nuMpHaTa CHCTEMA Mauoro gecrs (PUP)*
O61mu Hapywesus i edexrn Ha | IloBHeHa TeMnepaTypa MHoro paaxo

MSCTOTO Ha TIPHIGKEHHE

Hapyinenna Ha IMyHHaTa CBpPBXTyBCTBHTENHOCT MHuoro panko

CHCTEMA (aJIeprHYHH peakilin)

*YecroTara ¢ 6a3npaHa Ha npoyusanuA ¢ BcwakH FVIIT npoaykTH, KOKTO ¢a BKIIOYBANH NAlHEHTH C
Texxka xemobumis A. PTP = nekyeann npenu Toea nauneHTH, PUP=HenexyBaHH NpesiH TOBA NALHEHTH

3a urdopManHa IO OTHOLCHHE HA BHPYCHATA Ge30NacHOCT, BIDKTE Touka 4.4.

IleaHaTpHyHa [OMyaarHy
YecroTara, THITBT H TEXECTTa Ha HEKETAHHUTE JICKAPCTBEHH PEaKIIHK TIpH Jiella ce odaksa jJa Obaar
CHIOMTE KATO TIPH BE3PACTHUTE.

Crpof1lapate Ha NIOAO3INPAHH HeXKeAaHH peakiiiy P
CrobmasaHeTo Ha IOAO3HPAaHH HEXXeNaHH PeaKLMH Cliell paspelIaBaHe 3a ynotpeba Ha JekGpoTha
OPOYKT € BaXKHO. TOBa MO3BOMIARA Ja MPOJABIDKH HabIIONCHHETO Ha CHOTHOIIEHHETO JOmip
JIeKapCTBEHHA NPOAYKT. OT MEOHIHHCKHTE CTICHHATHMCTH CE H3HUCKBA Aa choOuasat ekl

HEXKENIAHA PeaKiius Ype3 HalMOHAIHA CHeTeMa 38 choDmasane B Hambinurenna arep{ig

nexapeTraTa yiu. . JlaMan Ipyes” Ne 8, 1303 Codma, Ten.: +359 2 8903417, yebeaifr
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Jlocera He ¢a M3BECTHH CHMIITOMM Ha NIPEAO3HPAHE ¢ YOBEIIKH KoaryaauxoreH ¢axrop VIIL

5. ®APMAKOJIOI'HYHM CBOMCTBA
5.1 ©apMaKoJHHAMHIHH CBOHCTBA

(DapMakoTepaleBTHYHA FPYTIa; AHTHXeMOPArHYHH JIEKapCTBA: KPHBHEH KOAry alioHHH GaxTopu.
ATC koa: B02BD0O2

Komnnekcwt daxrop VIII/paxrop Ha don Bunebpana (von Willebrand) ce cheToH OT 2IBe MOICKY/TH
(thaxrop VIII u axrop Ha on Bunebpann) ¢ pasnmaHu GH3HONOTHIHH GyHKIHH.

Koraro ce nadysupa na maument ¢ xemobuwiua, dakrop VI ce cebpssa ¢ dakTopa Ha Gon BunebGpann
B KPBBOOOPAINEHHETO HA MALIHCHTA.

AxTaBHpaHuAT dakrop VIII zeiicTea kato koakTop 3a akTHBHpaHus dakTop IX xaro yckopasa
npeBphmakeTo Ha Qakrop X B akTHBHpaH $akTop X. AKTHBHPaHHAT $akTop X npepphila
nporpomGHHa B TpoMGKH. Clies TOB2 TPOMOHHET MpeBpbila GubpurioreHa sxs ¢uGpuH 1 ce oGpasysa
cheHpek. XeMOQHIHA A € IONOBO-CBBLP3aHO, HACIEACTBCHO HAPYIICHUE Ha KOAryJIAIMATA HA KPBBTA,
KOETO C¢ Ib/DKK Ha HamaneH Huea Ha dakrop VIIL:C 1 Boam go npody3HH KPEBOHINHBH B CTaBH,
MYCKYJIH WIH BBTPEINHH OPraHH, KAKTO CTIOHTAHHHM, TAKA H B PE3YJITAT OT HHUMICHTH HIH XHDPYPIHIHH
TparMH. Upe3 3aMeCTHTEIHA Tepanvd ce YBEIHYABAT rU1a3MeHHTe Hupa Ha (axrop VIII, koeto
NO3B0JIIBA BPEMEHHA KOpPEKIHA Ha AedHimTa Ha Pakropa H KOPCKIHA HA CKJIOHHOCTTA KbM KbpBEHe.

B joITeiHeHHE KBM PONATS My Ha TIPOTeHH, npenassai dakrop VIIL dakropsT Ha Gon BunenGpann
OMOCPEACTBA 41XE3HATA HA TPOMOOLIMTHTE KbM MACTOTO HA HapaHABAHE HA KPLBOHOCTHMA CHA H Hrpae
poIs B aTperaupsTa Ha TPoMOOLIUTHTE.

Hwma aansn or neyeHHeTo Ha 16 felia Ha BB3PAcT A0 6 rOJJHK KATO MONYHCHHTE PE3Y/ITATH 110
OTHOLIEHHE Ha 6e30MacHOCTTa H ePHKACHOCTTA ¢ B CHOTBETCTBHE C OMHTA C NO-BH3PaCcTHH NALMEHTH.

Tpabpa na ce oTbenexnH, 4e CpeIHOTOARITHATAE YeCTOTA Ha KbpBeHe (ABR) He € chbOCTABHMAa MEXITY
PasAKYHH KOHICHTPATH Ha GaKkTopa M MeXKIY PazIHYHH KIMHAYHH IPOYUBAHHA.

5.2 DapMAKOKHHETHYHH ¢BoficTBA

Cnen nHTapaBEeHO3HO NPHIATAHE, aKTHBHOCTTA Ha (axTop VIII HamangBa eaHO- WIH
IByeKCnoHeHUnanHo. [IpenenHoTo BpeMe Ha NOTY>KHBOT BAPHPaE MEKY 5 K 22 yaca CbC cpeaHa
NPOABLIDKHTETHOCT OT okomo 12 daca. VBenHyasaHeTo Ha akTMBHOCTTA Ha daxrop VIII cnea npriarane
Ha 1 IU ¢axrop VIIl’kg Tenecno Terno (HHKpEMEHTHO BB3CTRHOBABaNE) € OKONo 2 % KaTO BApHpa
mexay mmausuguTe (1,5 — 3 %). YeraHoBeHo e cpeqHoTo BpeMe Ha 3apbpxane (MRT) or 17 gaca
(cTaHmapTHO OTKIOHEHME 5,5 Haca), CTAHAAPTHATA ILUTOL OT JAHHHUTE, NOITHIHEHH 9pes
exctpanonnpane (AUDC) e 0,4 h x kg/ml (crannaprio otknonenne 0,2), CpeAHHAT KIHPBHC € 3
mb/h/kg (cTannaprho orknonenue 1,5 mi/h/kg).

IlenHaTpH4HA nomyIaIMA
Hanmguute $hapmakoHeTHIHM JaHHH 33 MEARATPHYHATA TIONY/IALMA ¢4 OTPaHHYIEHH.

53 Mpepxnaanadn AaEHA 32 GezomacmocT

O01ma TOKCHYHOCT
TokcHkonorHyHE H3CIEHBAHHA C IOBTOPHO [pHJaraye Ha JO3HMTe He ¢a NMPABCHH, Thid KATO ce IIOABABAT
aHTHTENIA CPEILY XETePONOKHHTE IPOTEHHM.

Ha KHjtorpaM TeIeCHO TerIo He fIOKA3BAT TOKCHIHH e(eKTH MpH J1abopaTopHH KHBOTH

TecToBeTe Ha TowMHHO TpeTHpaH dakrop VIII ¢ NOMHUKIOHAIHH NPELMIHTHPAIIH 3 Wleieng
B METOJ HA YXTEPJIOHH H TeCT 32 ACKBHA KYTAHHA aHa(WIaKCHA Ha MODCKH CBHHSHT
AEMOHCTPHPAT NPOMEHH B HMYHOJNIOTHYHMTE PEaKIMH B CpaBHeHHE ¢ HeobpaboTeH Jipg



M HHOCT:

Thit KaTO KIHHHYHHAT OIIMT He MOKA3BA JAHHH 33 TYMOPOTEHHH M MYTar¢HHH e(peKTH Ha JOBELUKH
IU1a3MeH Koarynaiuonen ¢akrop VIII, excriepHMeHTANHH NPOYy4BaHHA, 0CODEHO ¢ XETEPONONKHH
BHZIOBE, CE CUMTAT 3a Oe3cMHCIEHH.

6. DPAPMAINEBTHMHHA TAHHH
6.1 Coechk HR TOMOIIHETE BEIIECTBA

s

Kanumer xnopun

Hatpues xuapoKcH (B MaJTKM KOIMYECTBA) 3a KOopHTpaHe Ha pH
3axapoza

Harpues xnopun

PasreopuTen: BOAA 32 HIDKEKIMH 5 ml,

6.2 HecurBMEeCTHMOCTH

To3u nexapcTeen NpoayKT He TPAOBa Aa ce cMeCBa C APYTH JICKAPCTBEHH IPOJYKTH, Pa3TBOPHTENH H
paspeaHTelH ¢ H3KIIOUEHHE Ha TOCOUSHHUTE B TouKa 6.1,

6.3 Cpok na rogaocT
3 ropuum.

XumuuHaTa u Hu3HIHA cTAGHIHOCT NpH yroTpeba Ha pasTBOPEHHS MPOAYKT € AEMOHCTPHpaHa 3a §
yaca npu 25° C. Ot MEKpOORONIOrHYHA TTIEZHA TOYKA NPOAYKTLT cliefiBa Aa (bjie H3NOI3BaH BeHara.
Ako He 6bae npuAoKeH He3abaBHO, CHXPAHEHHETO MY BEB (1akoHA Ha cTaiiHa TemnicpaTypa He TpabBa
Ja nagsAmaea 8 yaca. ITponyxreT TpabBa aa ce Hanorsea He3abaBHO ciiel KATO € [IPEXBPLPIeH B
CIOPHHLIOBKATA (BHXKTE CHIIO TOUKa 6.6).

6.4 CuoennajnH yc/10BHE HA CLXpAHEHHE

Ja ce cexpanspa B xnaaunauk (2° C — 8° C). Jla He ce 3aMpassBa. OnakoHbT Aa Ce CHXPaHABA B
OPHTHHAIIHATA OTIAKOBKA, 3a /1a ce MPEATIa3H OT CBETIIHHA.

B pamkuTe Ha cpoka Ha roaHoCT Beprare Moxe Aa Oblie CHXpaHsBaH OpH TeMmiepatypa ao 25° C, 3a
nepyon ¢ obuma noaspkuTenHoct ot 1 Mecen. OTeNHUTe MEPHOIH HA CHXPaHEHHE MPH craliHa
Temmnepatypa Tps0Ba Aa ce IOKYMEHTHPAT, 3a Aa ce CNa3sH ChOTBETCTBHETO C HIUCKBAHETO 38 MIEPHOA 10
1 mecen.

HE m3naraiite ¢pnakoHuTe Ha JHPEKTHO 3arpaBane. DnakoruTe He OuBa fa ObAAT 3arpABAHH HAX
TenecHa Temneparypa (37° C).

3a ycnoBHATa Ha CHXPAHEHHME HA JIEKAPCTBEHNA NPOAYKT C/E/ pa3TBApAHE BIIKTE TouKa 6.3.
6.5 BaA B CBALPAKAHHE HA ONAKOBKATA

IIEpRHYHH ONAKORKH:
®naxon ot GesupetHo cruiuio (Tun I), satBopen non Bakyym ¢ rymena (6poMoOyTHIOBa) 3anyilanka,
ATYMHHUEBA XANTA9KA H INAcTMAcOB (NONHMIPOMAICHOR) JAMCK.

OnaxkoBkH:

Kyrus ot 500 IU curabpxa:

1 ¢nakoH ¢ mpax

1 dnakou ¢ 5 ml Boaa 33 HIDKEKI[HH

1 ¢urTBpHO NpexBbpnALe H3genane 20/20

Habop 3a pasreapsHe H npwioxkeHHe (ITPBHYHA KYTHA):
1 cipunALoBKa 3a eAHOKpaTHA ynioTpeba ot 5 ml

1 HaGop 3a BEHENYHKIIUA




2 TaMIIOHa, HAllIO€HH ChC CIIHPT
1 HECTEPHJTHA JIETICHKA

He BCHYKH BHIIOBE ONaKOBKH Morat Aa ObJaT MycHaTH Ha nasapa.
6.6 CnennainHH NpeANa3HH MEPKH NPH H3XBLpJsHe B paboTa

Havuun na npunosicenue

OO61H HHCTPYKUHH
- Pa3tBOp®T TpaGBa na Gbae GeszupereH win nexo onanecuupaul. [ToHskora BeB (pakoHa Morar Ja

ce NoABAT yacTHIH. QHITHPBT, BKJIIOYEH B NPEXBbP/ALIOTO H3aenre Mix2Vial, npemaxsa Te3u
yacTHLH. QUITPYBaHETO He OKa3Ba BIIMAHME BbPXY H34HC/IABAHETO Ha J03upoBKara. Cnen punTpysaHe
¥ M3TETJIHE (BIKTE MO-/10)TY) HA Pa3TBOPEHMA MPOAYKT B CNIPHHLIOBKATA, MPOAYKTHT B CIPHHLIOBKTA
TpabBa J1a ce mpersieaa BU3yalHo 3a YaCTHLIM M NMPOMSAHA Ha 1IBeTa npeM npunaraxeto. He
M3M0JI3BaHTe Pa3TBOPH B CIIPUHLIOBKATA, KOWTO Ca MbTHH WJIH HMaT YaCTHLIH.

- I[MpoaykTsT TpaGBa na ce H3NoN3Ba He3abaBHO ciie/l KaTo e MpexBbpieH B cnpuHioBKara. He
%xpanﬂnaifrre NpOAYKTBT B CIIPHHLIOBKATA.

- PasTBapsHeTo u u3TernaHeTo TpAOBa Na ce H3BBPIIBA B ACENTHYHH YCIIOBHA.

PasTBapsne:
3aTonsieTe pa3TBOpPHTEIIA 10 cTaliHa TemriepaTypa. YBepeTe ce, 4e KanaukuTe, CBaJIALIM Ce ¢ najel, ca

OTCTpaHEeHH OT (IaKOHHTE Ha MPOAYKTa H Pa3TBOPHUTEJIs, Y€ I'YMeHHTe 3anyluanky ca obpaborenu ¢
acenTHYEeH Pa3TBOP, H Ye Ca OCTABEHM JIa M3CHXHAT MpE/IH 1a OTBOPHTE onakoBkara Ha Mix2Vial.

= 1. OtBopere onakoBkara Ha Mix2Vial, kato orcTpanuTe kanaukara. He
u3Bakaaiire Mix2Vial or GnucrepHara onakopka!

2. INocrageTe (nakoHa ¢ pa3TBOPHTENS BBPXY PaBHA, YHCTA MOBBPXHOCT H IO
Ej\ 3a1apwKTe 3apaBo. Bzemere Mix2Vial, kakto cu e B GHMcTepHaTa ONAKOBKa, H
HaTHCHETE M3JaJieHaTa 4acT B Kpas Ha CHHUs aJalTop mpaBo HaaAo0ay npes
; ryMeHaTa 3anyuianka Ha (pakoHa ¢ pa3sTBOpHTEI.

3. BuumarenHo orctpanere GnuctepHaTa onakoBka ot Mix2Vial nabopa, kato
AbpAHUTe prba U U3AbpraTe BEPTHKAJIHO NPaBO Harope. YBepere ce, Ye cTe
OTCTpaHHIIM CaMo OnakoBkara, a He Mix2Vial ycrpoiicTBoTO.

4. Ilocrasere ¢nakoHa ¢ MPOAYKTa HA paBHA M CTAOMJIHA MOBBPXHOCT.
O6bpHeTe 06paTHO (1akoHa ¢ pa3TBOPHUTEIIS, C MPUKPENEHH KbM HETO
Mix2Vial HaGop, u HaTHCHeTe W3JjaJieHaTa YacT B Kpas Ha MpO3pa4yHHs
a/lanTop mpaBo HA0JIY Npe3 ryMeHara 3amyliajika Ha (JiakoHa ¢ MpoayKTa.
PasTBopuTensaT wie u3reye BeaHara BbB (py1akoHa ¢ MpoAyKTa.

5. XBanere ¢ eqnara pbka Mix2Vial HabGopa oTKbM cTpaHarTa Ha NMPOAYKTa, a ¢
Jipyrara pbKa - OTKbM CTpaHaTa Ha pa3TBOPHTEJIS, H BHHMATEIHO 3aBbpTeTe
o6paTHO Ha 4aCOBHMKOBATA CTpEJIKa, 3a J1a pa3ieIuTe Habopa Ha 1B YacTH.
Hsxsbpiere ¢nakoHa Ha pa3TBOPUTENS, C MPUKPENCHHS KbM HETQ CHE
Mix2Vial aganrop

(e Cnex| (BT




6. 3apbpTeTe BHUMATENHO (DJIAKOHA C MPOAYKTA C MPHKPENEH KbM Hero

& Npo3payeH aJanTop, JOKATo BEIECTBOTO ce Pa3TBOPH HambiHo. He
- pasknamaiire.

6
T 7. U3rernere BB3/1yX B Npa3sHa, CTEpUIHA cripHHLOBKA. KakTo (iakoHsT Ha
1 NPOAYKTa € H3NPaBEeH, CBBPIKETe CIIPHHLIOBKATA KbM MACTOTO CHC 3aKJIHOYBALIL
| mexanu3bM THN Luer Bupxy Mix2Vial. MikexTupaiite Bb3yX BB (riakoHa ¢
@1 npoaykra.

7

H3TerigHe H NpHIOKEHUE:

8. Karo aepure HaTHcHaTO GyTaN0TO Ha CIIPHHIIOBKATa, 00BLPHETE CHCTeMaTa
HAOMAaKH M W3TerJieTe pa3sTBoOpa B CIPHHIIOBKATa KaTo 6aBHO H3TErsTe
OyTanoTo Ha ClpHHLIOBKAaTa HAOMY.

9. Cera pa3TBOpPBT € NPEXBLPJIEH B CIPHHIIOBKATA, XBAHETE 3/1paBO
CrpHHLOBKaTa (KaTo GyTanoTo Ha CIPHHLIOBKATa COYM HAJI0NY) H paskaveTe
npo3paunus Mix2Vial ananTop OT CpUHLIOBKAaTa KaToO Pa3BHHTHTE 00paTHO Ha
YaCOBHHKOBATA CTpEJIKA.

Q@@gﬁﬂo

3a uHxekTHpaHe Ha bepuare ce npenopbYBa M3MNON3BaHE HA NJIACTMACOBH CTIPUHLIOBKH 32 €JHOKpaTHa
ynotpeba, Thii KATO MATOBHTE CTBHKJIEHH MOBLPXHOCTH HA U3LIAJIO CTHKJICHHTE CTIPHHLIOBKH Ca CKIOHHH
Nia 3aJIenBar ¢ pa3TBOPH OT TAKBE THIL

Boeexnaiite pasreopa 6aBHO BBB BeHaTa (BHXTe Touka 4.2), KaTO BHMMaBaTe /ia He HaB/Ik3a KPbB B
crnipuHUOBKaTa. KaTo H3nosi3paTe KOMIUIEKTa 33 BEHEITYHKLMS, KOHTO ce Npe/1ocTaBs ¢ NPOAyKTa,
BKapaiite urnara B BeHata. OcTaBeTe KpbBTa ia npoTeye o6paTHO KbM Kpas Ha TpbOara. [Ipukpenere
CMPHHLIOBKAaTa KbM Hape3a Ha 3aK/II0YBALlHA Kpai Ha KOMIUIEKTa 34 BEHEITyHKLHA.

Heusnon3paHuAT nekapcTBeH MPOAYKT WIH OTNAb4YHUTE MaTepHalIH OT Hero TpAOBa 1a ce U3XBBPIAT
B CbOTBETCTBHE C MECTHHTE H3HCKBAHMA.

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

35041 Marburg
I'epmanus

8. HOMEP(A) HA PASPEHIEHHETO 3A YIIOTPEBA
Per. Ne 20150022

9. JATA HA ITBbPBO PA3PEIIABAHE/IIOTHOBSBAHE HA PA3SPELIE
YIIOTPEBA

Jlata Ha mbpBo paspeasane: 30 sHyapu 2015 r.

10. JATA HA AKTYAJIM3BUPAHE HA TEKCTA



JlaTa Ha mocnefiHa aKTyanH3auua: aeryct 2019
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