KPATKA XAPAKTEPUCTHKA HA HPOAYKTA.. ...

1. TRPTOBCKO HME HA JIEKAPCTBEHUSI TIPOLYKT . L0 L\ 0 ‘~k 5 2) B
AAMA®UKC 500 TU nipax u pasTBopue 3a HH(Y3HOHeH pasmb B L
AIMAFIX 500 IU powder and solvent for solution for 1nfu51on

2. KAYECTBEH ¥ KOJIMYECTBEH CHhCTAB

2.1. JlekapcTBEHO BEIIECTBO

Yogeluku mnazmeH koarynamuoned ®@axrop IX

Konuuecmeen cvemas:

AVIMA®UKC NPEACTABIIABA NPAaX M Pa3TBOPHUTE 33 MH(PY3HOHEH Pa3TBOP H ChABPIKA:

ANMA®UKC
500 IU
HoBewiku NIa3MeH KoaryaauyoHeH dakrop IX 500 IU dnakon
Ho.ewku miasmen koarynarponen gaxtop IX, pasreopes ¢ | 50 IU/ml
BOJA 32 HHDKEKIHH (500 IU/10ml)
O6eM Ha pazrBopHTENs 10 ml

AxrusHoctTa (IU) € onpenenena upes koarynauMoHeH MeTos, chobpazso Esponeiickara (hapmakones.
Creuduunara axrupaoctT Ha AMMA®HUKC e npubnusurenno 100 IU/mg Gentok.
3a MOMOIHHUTE BEIECTBA BUK T. 6.1.

3. JEKAPCTBEHA ®OPMA
I1pax u pasTBOpHUTEN 32 HHDY3MOHEH Pa3TBOP
bt vinum 651e10 JKBAT Mpax, poHIKBa Maca.

4. KJIMHUYHU JTAHHUA

4.1. Iloxa3aumust

JleueHne n mpoduIaKTHKa Ha KPHBOM3/IMBA NPH MauueHTH ¢ Xxemodwina B (BpomeH neduuuT Ha
®akTop [X)

To3u npoxykr mMosxe 1a 6b/ie H3MON3BAH MPH JIEYEHHETO Ha NPUAOGHT neduuut Ha Daxtop IX.

4.2. JIo3MpOBKA H HAYHH HA NPHJIOKEHHE
Jleuenuero TpabBa Na 3aM0uHe N0/ KOHTPOJIA HA JIEKap CNELMATHUCT B JIEYEHHETO HA XeMO(MIIHA.

4.2.1. lo3uposka

Ho3upoBKaTa M NPOABL/DKUTENTHOCTTa HA 3aMECTHTE/HATA TEPANKs 3aBUCAT OT TeXeCTTa Ha nedHuUHUTa
Ha ®akrop X, mokanu3anmsiTa U TeXKECTTa Ha KPbBOM3/IMBA H KIIMHHYHOTO ChCTOSHUE HA MALUEHTA.
Konundectsoro ennnuuu ®axrop IX, konuto TpsibBa Aa ce IPHIOKAT, Ce U3Pa3ABa B MEXILYHAPOIHU
eauHuLw (IU), kouto ca onpenenenn cnpaMo Hactosws cranaapt Ha C30 3a NPOAYKTH, ChABPKALIM
®akrop [X. AktuBHocTTa Ha Paktop IX B nuasmara ce U3passiBa WM B NPOLIEHTH (10 OTHOIIEHUE Ha
HOpMaJTHaTa YOBEIlKA [Uia3Ma), WM B MEXAYHAPOIHH eMHULH (N0 OTHOLIeHHE Ha MeKayHapoqHus
crannapt 3a @akrop IX B mrazma).

Enna mexayHaponna enunuua (IU) ®axrtop IX e exBuBajieHTHa Ha komuuectsoTo Paxrtop IX,
CBABPAKAo ce B 1 ml HopManHa mwiasMa.

HMzuncnasanero Ha Heo6xonnMmara no3a Pakrop IX ce 6a3upa Ha eMIMPUYHO yCTaHOBeHMs (akT, ye 1
IU ®akrop IX Ha kMorpam TeyiecHoO Terso, MOBULIaBa aKTMBHOCTTA Ha miasmenus ®dakrop IX ¢ 0,8%
OT HOpMAJTHATA.

HyxHata no3a ce onpezens kato ce M3M0/13Ba ciieHaTa GopMyia:




HeoGXxoquMH eXHHANH = TeJIECHO Terio (Kg) X :kesianoro nosumenne Ha Pakrop IX (% )(IU/dI)
X (peHHNpPoOYHATA CTOHHOCT HA HAB/II0JABAHOTO Bb3CTAHOBSIBAHE)

KOJIH4ecTBOTO, KOETO TpAbBa a ce MPUIIOKH, KAKTO M YeCTOTaTa Ha MpHUJIoXKeHHe TpAOBa BUHATH 1A
6boaT chOOpa’seHM C KIMHMYHATA e(EKTMBHOCT NpH BCeKU oTaeneH cinydald. OOGHKHOBEHO
npoaykrure, chabppkaiin @axrop IX ce npunarat BEAHBK AHEBHO.

B cnyuaii Ha XeMOparMuH¥ MHLMACHTH, akTUBHOCTTa Ha ®akTop X B CbOTBETHUA NEPUOI HE TpsiOBa
7a raja Nnoj JaJeHOTO HUBO Ha IJla3MeHa aKTMBHOCT (B % OT HOPMAJIHOTO).

Tabnunata No-A0JIy MOXE Ja C€ U3I0JI3Ba KaTo PBKOBOACTBO MPH KPHBOH3JIABH B XUpyprusiara:

Bua na kpnBon3uea / THI Hpunenno uuso Ha  YecToTa Ha NpUIIOKeHHE (1acoBE)
XHpypruiecka HHTepBeHIHS ®axktop IX (% or IpoabKHTETHOCT HA JICYEHHETO
HOpMAaTa) (anm)
KpbBonznus
20-40 [MosTaps ce Ha Bcekd 24 yaca B

OpoxbIKEHUE Hali-Mallko Ha €HO
JICHOHOLIME, JOKATO KPbBOU3JIUBET Obe
oBNaisgH (noKazares e OoskaTa) Ui ce
MOCTUTHE aJICKBAaTHO 3a3ApaBsiBaHe Ha

Hauanna xemapTtpo3a,
MYCKYJIEH KPbBOU3/IHB
WIIA KPHbBOH3JIMB B
yCTHATa KyXHHa

paHaTa.
I'onsmM KpBBOM3IIMB B CTaBa, 30-60 Hudysunre ce NOBTApAT Ha BCeKH 24
MYCKYJIEH KPbBOH3JIUB UK yaca B [POAb/DKSHHE Ha 3 - 4 IHU WITH
XEMAaTOM foBeye, 10 OBJIaJsBaHe Ha O0JIKaTa 1

OCTPHUTE CUMIITOMH.

JKuporoszacTpaluasaiiu 60 - 100 Hudysuure ce NOBTAPAT Ha BCEKH 8 10
KPBBOH3IHBU 24 uaca, 710 OBNaAsiBaHEe Ha ChCTOAHUETO.

XuapypruuHu HHTEPBEHUHH

Mauiku, 30-60 Ha Bcexu 24 yaca, moHe 3a €qHO

BKJI. 3b0HH €KCTpaKLIMH JIEHOHOIIME, 0 3a3/[paBsiBaHe Ha paHaTa.

Fonemu 80-100 Undy3uute ce MOBTapsaT Ha Bceku 8 - 24
Ipe- 1 mocT- gaca 10 aJeKBaTHO 3a37paBsBaHe HA
OTIepaTHBHO ornepaTuBHATa paHa; cle] TOBa Ce

npuiara B Mpogb/DKEHUE Ha [OHE 7 IHH,
3a TIObpoKaHe MJIa3MeHaTa aKTUBHOCT Ha
®akrop IX, B rpanunure 30 - 60 %
(Iu/dl).

TpenopbuBa ce B X0Jia Ha JieueHHeTo fa Obaar cieaeHd Hupata Ha Pakrop IX, ¢ nea onpezensHe Ha
J03aTa M yecToTaTa Ha TOBTOpPHUTE uWH(Y3uu. B onpenesnenu ciiydad, npu rojlieMH XMPypru4dHH
MHTEPBEHLIMH, € 3a[bJDKUTEIHO KOHTPOJIMPAHETO HA 3aMECTUTENIHATA Tepamnus, Ype3 KoarylanuoHeH
ananu3 (raasMeHa aktuBHocT Ha @akrop IX). Tlpn oraenHy nauueHTH € Bh3MOXKHO /1a ce HaOroxaBa
pasNMyYeH OTTOBOP KbM IpHWIaraHaTa Tepanus, KaTo Ha NMPAKTHKa Ce MOCTHraT pa3iMiHi HHBA Ha in
Vivo BBb3CTaHOBABaHE U ce HaGII0/aBa Pas3IMYHO BpeMe Ha Moy kuBoT Ha @akrop 1X.



Ipoduraxmuxa

3a ABArocpouHa npodUIAKTUKA HA XEMOparky MpH NauueHTH ¢ Texka Xemopunus B, Tpabsa na ce
npuiarat o3 ot 20 no 40 IU or ®akrop IX Ha ku1orpam TEI€CHO TErO Ha MHTEPBAIH OT 304
IHW. B Hikou ciydam, ocoBeHO MpH MO-MiIad MALMeHTH, MOXe Ja ca HEOOXOAWMM IO-KpaTKu
MHTEPBAIH Ha MPUI0KEHHE WU MO-BUCOKH J03H.

Hsma 1ocTaThbuHO JaHHH OTHOCHO yroTpebara Ha AMMA®UKC npu aeua noj 6-roguiiiHa Bb3pacT.

[Maumentnte TpsaGBa Ma ce HabmoJaBaT 3a pasBUTHE Ha WHxMOMTOpH cpeiy DakTop IX. Axko
oyakBaHata akTHBHOCT Ha ®axrop IX B rasMata He € MOCTHIHE, WIH aKO KPBBOUIJIHUBBT HE MOXeE
na 6bae OBNAASH C MOJXOIAINA 1033, ciefBa na ObJe MNPOBEJCHO H3CJICABAHE 3a HAIMYUE H
onpenensHe HusaTa Ha uuxubutopu cpemy @Pakrop IX. Ilpy naumenTd ¢ BACOKM HHMBA Ha
uHXu6uTOpUTe, Tepanuara ¢ daxrop IX moxe na e HeepeKTHBHA U TpsOBa 1a ce o6ChAAT APYrH
TEpAIIeBTHYHH anTepHaTHBM. JledeHMETO Ha TaKMBa MauMeHTH TPAGBa Ja ce MpoBexsa camo OT
NIEKapH CTIELIMAIYCTH B JICYUSHHETO Ha XeMOpUIHSL.

Bux cbiio 1. 4.4,

Hauun Ha npujoKeHHe.

[TposyKTHT Ce pa3TBaps KaKTo € OTUCaHO B T. 6.6.

[IpoaykTbT TpsaOBa Ja ce NpuIara UHTPaABEHO3HO, NOCPENCTBOM HHXKCKTUPAHE WITH 6aBHa UHQY3HA.
[TpenopsyBa ce MpUIaraHara Jo3a Jia He € [0-BUCOKa OT 100 IU /kg TesiecHo Terio 3a 24 Jaca.
Ckopoctra Ha UH(}Yy3Ha ce onpeesis HHANBHAYATHO.

4.3. IlpoTHBONOKA3ANMUSA
CBPbXUYBCTBUTENHOCT KbM JIEKAPCTBEHOTO BELICCTBO MM HAKOE OT INOMOLIHUTE BCILCCTBA. (BWXK
4.4).

4.4. Cnennajny NpeaynpeskaeHns 4 CNenuajHi NpeAnasHu MePKH NpH ynorpeda

Kakrto npu BCeKH MNPOAYKT, ChAbpKall OeNThK 3a HHTPABEHO3HO MpPHIOXKEHHE, ca BB3IMOXKHH
anepriuyeH THI peaklMH Ha CBPbX4YYBCTBUTE/HOCT.

Ocper ®aktop IX, MPOMYKTHT ChABPXKA M CI€AH OT APYTM OeATBLM OT HOBEIIKH MPOHU3XOL.
IMauwentnre TpA6Ba Jnga Obgar MHGOPMHpaHM 3a paHHMTE TpPOABA Ha peaklUMM  Ha
CBPBXUYBCTBUTEIHOCT KaTo: OOPHB, TeHepaiu3upaHa YPTHKapus, YyBCTBO 3a CTAraHe B I'bPIHMTE,
XPUIIOBE, XUIOTEH3Us U aHadmnakcus. AKO Te3H CHMIITOMH Ce TOSBAT MO BPEME Ha MPHIOKCHUS HA
npoaykTa, nHdysusrta Tps6Ba He3abaBHO na GbIe MPEKPATEHa W MALMEHTHT He3abaBHO TpsAOBa Ha ce
CBBPIKE CbC CBOA JIEKAp.

B ciyuaii Ha MoK, TpA6Ba 1a ce ApeNpHeMaT ChOTBETHUTE MEPKH, CHIOpe/] ACHCTBALIMTE yKA3aHUA.

Bupycha 6e3omnacHocT

CTanAapTHHTE MEPKH 32 NPeNoTBPaTsABaHe HA MHQEKIMH B PE3y/ITaT Ha ynoTpebara Ha JIeKapCTBeHH
TPOAYKTH, NPOU3BE/IEH OT YOBEIUKA KPbB MIM MUIa3Ma, BKIIOYBAT CEJIEKUMS HA NOHOPHTE, CKPUHHHE
HAa BCAKO OTJENHO japsiBaHe M cOopHaTa miasMa 3a crieUM(UYHH Mapkepu Ha HHQEKUMUTE M
TnpeanpueMane Ha eeKTHBHH NPOM3BOJICTBEHH CTHIIKH 32 HHAKTUBUPAHE U NIPEMaXBaHe Ha BUpYyCHUTe.
Bunpeku TOBa, KOraTo Ce MpUIAraT JEeKapCTBEHHW NPOAYKTH, NMPOM3BENEHU OT HOBEiIKAa KPHB WM
MU1a3Ma, BEPOATHOCTTA 3a MpeJaBaHe Ha MHQEKLUI He MOXe Ja ObAe HANBIHO M3KITIOUEHa. Tosa ce
OTHAcCA U 3a HEM3BECTHH WJTH HOBOIIOABWIH C€ BUPYCH W JpYrd MAaTOrCHH.

MepkuTe, KOMTO Ce MpEeANpHeMaT ce CHMTaT 3a eeKTUBHM 32 OOBMTH BHUPYCH, KaTO HIV, HBV u
HCV, kakto U 3a HeoGButHTe, Kato HAV. Mepxure, KOUTO C€ MNpeAlpHeMaTr HE Morat Jaa ce
OMpenenaT KaTo A0CTaThYHH 3a HAKOM HEOOBHTH BHPYCH, KaTo mapsoupyc B19. Un¢ekrupareto ¢
napposupyc B19 Moxe aa 6bae cepHo3HO 3a GPEMEHHH XKCHH (vHdeKUrs Ha TUI0a) U 3a MHAMBHAM C
MMYHOJCDHLIMT H yBeJIHUeHa EPUTPOIIoe3a (XeMOIMTHYHA AHEMUs).

Ha nauueHTHTe, KOMTO ce peaoBHo ce jekysat Daxrop IX, ce npenopbysa NOAXOAAIA KMYHH3ALHMA
(cpeuty xenarut A u B).

IpenoppuBa, BceKH MLT KOTATO CE Npuiiara AMMA®HUKC, na ce 3anMcBaT MMETO M HapTHAHUS
HOMep Ha MPOAYKTa, C OTJIe]] Ch3/1aBaHEeTO Ha BPb3Ka MEXKAY MALMECHTA 1 NPUIIOKEeHATa apTHia.
Crel TOBTapAIIO Ce TPHIOKEHHE Ha NPOAYKTH, ChABPXKAIIM HOBELIKH IIA3MEH KoaryraloHeH
®axrop IX, mauuentute Tpa6Ba na ObAAaT BHAMATENHO TNPOCIEAABAHM 32 PasBHTHETO HA




HeyTpanusupaiuy anturena (MHxuGutopu) cpeuty daxrop IX, karo THTBpa MM TpsibBa na Obae
onpenenex B Bethesda exunuuy (BU), upe3 noaxoasimo OUOIOrHYHO TECTBAHE.

UMa choblueHus 3a Bpb3ka Mexay obpasysaHeTo Ha uHXMOMTOpM Ha @aktop IX u pasBUTHETO Ha
ajlepruuHd peakuuu. ETO 3all0, MALMEHTH C [POABEHHM aleprudHM peakuud TpsiOBa aa Obaar
W3CNEeBANM 3a Hanuuue Ha WHXuGHTOpH. TpabBa la ce OTOENEeKH, Ye 3a MALUMEHTUTE C HHXMOUTOPH
cpemry ®akrtop IX ChlecTByBa NOBHILEH PHCK OT pa3BMTHE HA aHA(QMIAKTHYHA Peakuus MpH
niociesaiio npuwioxxerue Ha @axrop IX.

3apa[y prcka OT ajlepTrM4HU PeakLMH KbM KOHLEeHTpaTH Ha PakTop IX, mbpBoTO BMBaHe Ha DakTop
[X, CIopeA pelIeHHETO Ha JIEKyBAlys JeKap, TpAOBa 1a e U3BBPLIBA IO MEAULIMHCKO HaOMoeH e,
KaTo ce B3eMaT BCHYKHM MEPKH 3a IEHCTBUE NIPH €BEHTYa/lHA aJICPru4Ha peakuus.

Toit kato ynorpeGara Ha KoHueHTpaTH Ha Qakrtop IX HcTOpHYECKM ce CBBp3Ba C pasBMTHE Ha
TpOMGOEMOONMYHKM YCIIOXKHEHHA, KAaTO PUCKBT € MO-BUCOK NpH TpenapaTd ¢ HHCKa CTENCH Ha
MpeurcTBaHe, yroTpeGaTa Ha NMPoAyKTH, Chabpxaiy Pakrop IX Moxe fa 6be MOTEHUMATHO ONacHa
MpU MalMeHTH ¢ MpU3HAaLK Ha (QUOpUMHONM3A W MPH MAUMEHTH C AMCEMHMHUpaHa HHTPABEHO3HA
koarynauus (JIUK). [Topans nOTeHUHANEH PUCK OT TPOMOOTHYHU YCII0XKHEHHS, KOraTo TO3H MPOAyKT
ce mpuiara Ha GOJIHM ¢ YepHOAPOOHM 3ab0onsBaHus, ClIeJoNepaTHBHA HHTEPBEHIMH WM Ha GonHu ¢
pUCK 3a pasBuTHe Ha TpomGosa miu UK, maimentute TpsGBa A2 GBAAT MOIIOKEHH HA KIMHUYHO
HabJIOfeHHEe 3a paHHM Oene3d Ha Tpomb03a MJIM KOHCYMaTHBHA KOAryJoNaTtvs MOCPEACTBOM
MOIXOAAIM GHonornuHu TecToBe. [IpH BCAKO OT Te3u ChCTOSHMA TpaGea Aa Obie MpeLeHsBaHA
€BEHTYaAHATa MoJ3a OT HNPHIOKEHUETO Ha AMMA®UKC, crpsMo pucka OT pa3BUTHE Ha
YCI10KHEHUS.

4.5. JlekapcTBeHH U IPYTH B3aUMO/leldCTBUS
HsMa JaHHM 33 B3aMMOJEHCTBUA HA KOHLIEHTpATa OT YOBELIKH IUia3MeH koarynauuoned ®akrop IX ¢
JPYTH JIEKapCTBEHHU NMPOJYKTH.

4.6. bpeMeHHOCT H KbpMeEHE

He ca mpoBexaanu NpoyuBaHus 3a BiadaHMeTo Ha Paktop IX BBLPXY penpoayKTMBHOCTTa MpH
KUBOTHY. Ilopagy peikure ciyd4ad Ha xeMmopunuas B Mpu okeHHM, HAMA JOCTaTb4HO OMUT OT
npunoxenrero Ha dakrop [X no Bpeme Ha GpeMeHHOCT M KbpMeHe. Tlopaan ToBa KOHLEHTPATHT Ha
YOBELIKM IU1a3MeH KoarynauuoHen ®aktop IX TpsabBa Ja ce M3MON3Ba MO Bpeme Ha OPEMEHHOCT U
KbpMEHe caMo, aKo € CTPOro MoKas3aH.

4.7. Binsinue BbPXY cnoco6HocTTa 32 modHpane U padoTa ¢ MALIHHA.
HsiMa 1aHHM, Ye KOHLEHTPAThT OT YOBELIKHM fUiasMeH koarynauuonen ®@akrtop IX moxe na mnopnuse
crnocoGHOCTTA 3a o HpaHe Wi paboTa ¢ MallMHH.

4.8. Hexxes1aHN peaklun

PsAKO MpH TPHIOKEHHETO Ha MPORYKTH, chiabpiamu Pakrop IX ce nabimonaBar peakuuu Ha
CBPBXUYBCTBUTENHOCT WM AJlePrHYHH PeaKUMH (KOWUTO MOTAT jia BKJIIOYBAT aHTHOEJEM, MapeHe
GofKka Ha MACTOTO Ha TIIPMJIOXKEHHE, BTPUCAHE, 3auepBiABaHe, reHepaiu3upaHa YpTUKapHui,
rnaBobonue, OOpHMB, XMIIOTEH3Ms, CHHIMBOCT, TrajeHe, O€3nOKOWCTBO, TaxHWKapAWsA, HyBCTBO Ha
CTAraHe B I'bPAMTE, NOBPBILAHE, XPUIOBE). B HAKOM cyyau Te3u CbCTOSHHA MOraT Ja MporpecHpar
10 TexKka aHaQHUIAaKTHYHA PEaklMs M TOBa € B MPsKa 3aBUCHMOCT OT Pa3BUTHETO Ha UHXMOMTOPH
cpety ¢akrop IX (Buxk c¢bmo T. 4.4).

Cries OTIMTH 3a MHAYLMpaHe Ha MMYHEH TOJlepaHC npy 60THH ¢ Xemobumus B ¢ uHXubuTOpH Ccpey
akrop IX M aHaMHe32 32 ANepruYHH PeakLiui uMa CHOOIIEHNs 38 Pa3BUTHE HAa HEPPO3CH CHHIPOM.

B penku ciy4au e HabJ101aBaHO OBUILIIEHHE HA TEMIIepaTypara.

[Maupentdte ¢ XeMogunus B Moxe 7a pasBUAT HEyTPAIM3HpAllM aHTMTENa (MHXHOMTODH) Cpelry
®akrop IX. B TakuBa cimyuau ce HabnrojaBa HEJIOCTATHYEH KIMHUYEH OTrOBOP. [IpenopbyBa ce
KOHTAKT ChC CHELHATN3UPaH LEHTBP 3 Ie4eHHe Ha XeMopuius.

JI0 MOMEHTA HAMA JIAHHH WK JOKa3aTeNICTBA 32 PA3BHTHE HA MHXUOUTOPH NPH MALMEHTH, JIEKYBaHU C
ANMA®HKC.



Cnep npuiokeHWEe HAa NPOIYKTH, Chabpkauy Dakrop [X chuiecTBYBa PHUCK OT pasBUTHE Ha
TPOMGOEMBONIMYHN  YCJIOXKHEHHsA, KaTo TOH € MO-BUCOK MNpH TO-HUCKO MPETHCTCHH [POAYKTH.
Yrorpe6aTa Ha HUCKO NPEYHCTEHH NpoayKTH Ha dakTop IX e cBBP3aHO C WHLIMACHTH KaTo MHDApKT
Ha muokapaa, JIMK, BeHosHa Tpombo3a GenompobHa emOomusa. TIpHIOKEHHETO Ha BHCOKO
MpevYUCcTeHH NpoayKTH Ha PakTop IX pAnko € CBBbP3aHo ¢ NoA06HH HEKENaHH PEAKIVIH.

Hsama kiacuuppana HHGOPMALWS 3a YECTOTATa HA HEXEIAHHTE CTPAHUYHHU PeaKL OT KJIMHITIHH

wsnuTBanus. Cpro0IaBa ce 3a CJICAHUTS HeXKEJIaHH peaKklnn:

MedDRA bBasa naHHH Ha CHCTEMO-OPraHHH
KJIaCOBE

Hesxenana peakuus MedDRA PT *

ChpaeyHH HapyLIEHUA

MubapKT Ha MUOKapAa, TaxMKapaus

Hapy1ieHus Ha KpbBTa U IMM(HATa CHCTEMA

JluceMHHHpaHa  HMHTpaBeHO3Ha  Koarynais,
pa3BuTHe Ha HHXMOUTOpH Ha PaKkTOp IX.

HapyiueHus Ha HepBHATa CUCTEMA

CBHHJIMBOCT, TPEMOP, I1aBoboINe

PecniupaTopHu,
HapyLICHUS

rpbaAHA 41 MeauaCTHHaJIHHU

BenoapobHa eMO0IIUs, XpHITOBE

CToMaIHO-4YpeBHU HapyUieHH

T"azieHe, NoBpbIIAHE

HapyiueHusi Ha 6p0peLuTe ¥ MKO4HATa CHCTEMA

HedpoTuueH CUHAPOM

Hapymem«m Ha KO’kaTa U NoAKOXKHaTa ThbKaH

AHTHOeeMa, FeHepaTU3vpaHa ypTUKapusl

CbaoBH 3a00/1aBaHUA

3auepBABaHe, XMIIOTEH3MdA, BEHO3HA TopMObo3a,
TpomGoemBonuuHKN  HapyuieHus (emOomis  H
Tpom603a)

O6mu HapyuieHuss M e(deKTH Ha MICTOTO Ha
NIPUIOKEHHE

TlapeHe W 3a4epssiBaHe B 06/1acTTa Ha HH]Y3MATA
(Gonka B obnmacTTa Ha WH(Qy3MATa), BTPUCAHE,
crarane B objactra Ha rbpauTe  (rpbaeH
nuckoMdopT), Tpecka

HapyiueHns Ha MMyHHaTa cucTemMa

CBpbXUYYBCTBUTEITHOCT MM aieprayHa peakuus
(CBpBXUYBCTBUTEIIHOCT), TEXKKA aHAQHIAKCHS

TIcMXHMYHH HapyLIEHUsA

Be3nokoUCcTBO

*Tam KbAETO HAMa aHAJIOr MEKIY ONHCAHWETO Ha HEXeJlaHaTa PeaKklys ¥ NpenopbyaHnTe TepMHUHH
(ITP) B peunuka Ha MedDRA, onncaHueTo € NajeHo B cKOOuU.

3a 6€30MaCHOCT [0 OTHOIIEHHE Ha BUPYCHH UH(EKIUH BIXK T. 4.4

4.9. [Ipenozupane

Hocera HE ca ChbOOIEHH CUMITTOMU Ha peao3upane ¢ YOBCUIKHU KoaryJsJ1JalHOHCH (DaKTOp IX

5. PAPMAKOJIOI'NTYHU JAHHHA
5.1. ®apMaKoANHAMHYHH CBOHCTBA

DapMaKkoTepaneBTH4Ha IPyNa: AHTHXEMOPAaruiy - YOBEIIKH KOaryJaliOHEH ®aktop IX, ATC xoxn:
B02BD04.

®akrop IX € enHOBepWwKEH IJIIOKOMPOTCHH C MOJIEKYJHA Maca OKOJIO 68000 Dalton. To# ce
CUHTe3Mpa B uepHus Apob u € BuTaMuH K 3aBHCHM KoarynaluuoHeH dakrop. akrop IX ce akruBHpa
ot ®akrop Xla mo MBTA Ha BHTPEIUIHATA CHCTEMa HA KPbBOCHCHPBAHC H OT ®axrop VII /TEKaHeH
¢axTOp N0 HbTS Ha BBHLIHATA CHCTEMa HAa KPBBOCHCHPBAHS.

Axtupupanust ®akrop IX B koMOuHauus ¢ aKTHBUpaH ®axrop VIII, akrusupa ®akrop X.



AxrHBupanMaT ¢aktop X NpeBpbila MpoTpoMOKHA B tpoMOuH. TpOoMOMHBT Cilex TOBa MPEBPBIIA
¢ubputoreHa BbB GUOPUH K ce 00pa3yBa KPbBEH ChCHUPEK.

Xemodunus B e nonoBo CBbP3aHO HACJIENCTBEHO 3a00/4BaHEe HA KPHBOCBECHPBAHETO, KOETO €& ABIIKH
Ha HaMaleHM HMBA Ha KoarynanuoHed ®akrop IX u BogM 10 NPOdy3HH KPBBOW3IMBH B CTaBHUTE,
MYCKYJIUTE M BBTPELUHMTE OPTaHM, KOMTO MOraT a Bh3HMKHAT CIIOHTAHHO MIIH /12 Ca pesy/rar or
clyuailHa WIM XWpYpruyHa TpaBma. [liasmeHuTe HHMBa Ha ®aktop IX ce roBMUIaBAT 4pe3
3aMeCTHTE/IHA TepalHs, KOETO OCHIypsABa BPEMEHHA KOPEKUHs Ha nepuumra Ha Pakrop IX u
NPEeAOTBPATSABA ONACHOCTTA OT KPBBOU3IIMBH.

5.2. PapMaKOKHHETHYHH CBOHCTBA

Hudysus Ha KOHLEHTPAT OT YOBCLIKM IUIa3MEH KoarylaldOHCH ®Qaxrop [X npuy nauueHTH ¢
xemodunus B, Boam 1o B3craHoBsBaHe 0T 30 10 60% Ha 11a3MeHaTa akTuBHOCT Ha ®akTop IX.
ITnasmeHuaT nonyxusot Ha Maktop IX e B rpanuuure Ha 16 - 30 uaca, cpeano 24 vaca.

5.3. TlpeAxIMHHYHH JAHHH 32 0e3omacHoOCT

UoBeIIKHAT ruia3men koarynauuonen ®akrop IX e HopMaaHa CBCTaBKa Ha HOBEIIKATA M1a3Ma 1 NMa
AeiicTeue Kato enporennus @axrop IX.

M3nuTBaHMATa 3a OCTPa TOKCHYHOCT Ca CTaTUCTUYECKHU HE3HA4MMH, TBIl KaTO TNO-BUCOKHTE NO3U
BOJAT JIO PETOBApBaHe.

M3NUTBAHHATA OTHOCHO TOKCHUHOCT IIPH MHOTOKpPATHO NPHJIOKCHHE HAMAT KJIMHWYIHO 3HAYCHUC,
nopaau o0pa3syBaHeTO Ha aHTUTEa KbM XCTEPOJIOXKEH NPOTEHH.

Jlopu 1034, HAKOJIKO ITETH MO-BUCOKH OT NMPEMOPBHHAHUTE [I031 HA KUJIOrpaM TErNIO NMPHU XOpa, He ¢a
NOKa3a/i TOKCHYEH eeKT MPH OIMTH C HKUBOTHHU.

Teit KaTo B KIIMHUYHATA MMPAKTHKA HAMA JaHHH 33 KaHLIECPOTreHCH WX MYTareHCH e(eKT Ha YOBEILKUA
mnasMeH koaryiauuoHen @aktop 1X, eKCepMMEHTaIHMTE MpOyYBaHWA, B HAaCTHOCT TIpH
XETEPOJIOKHU BU/IOBE, HE CE& CUMTAT 3a 3ab/DKMTE/IHH.

6. PAPMALIEBTUYHU JAHHHU
6.1. CnucnLK Ha NMOMOLIIHUTE BELIECTBA
DaaxoH ¢ npax.

Hartpues xyopua

Harpues uurpat

['myauun

Xenapu

Yopeuku Aututpomous 111 koHIeHTpaT
Duakon ¢ pasmeopumen:

Bopa 3a HHXEKLHH

6.2. HecbBMeCTHMOCTH:

AMMA®UKC ne Tpsabba aa ce cMecBa ¢ APYTH JICKAPCTBEHH ITPOAYKTH.

3a umxekTupane/uHdy3us TpAOBa Ja Ce U3I0JI3BaT CaMO BKJIIOYEHUTE B OMaKOBKATa HabopHu, 3a10TOo
JIeYEHHETO MOKE /1A Ce OIIOPOUH, TIOPaIH ancopOLMs Ha HOBEIIKUS TUTa3MeH KoarynatuoHeH Pakrop
IX BbpXy BBTpEUIHATA IOBBPXHOCT HA HAKOH APYTH U3JETHA.

6.3. Cpok Ha roaHoCT

3 rogvHM.
BenHbx pa3sTBOPEH, MPOAYKTHT TpabBa 1a Obe U3MOI3BaH BeHAra.

6.4. Cnienna/IHH YCJI0BHA HA CbXPAHEHHE
Jla ce chXpaHsiBa B XJaAWIHUK Ha Temrepatypa ot 2° C 110 8° C, B OpUrMHAJIHA OMaKOBKa, 3a 1a Obae
3allMTEH OT CBEeTAMHA. Jla He ce 3aMpassBa.



6.5 Bng u chabpikanue Ha ONAKOBKATA

Enmun ctpkiieH ¢uakoH Tan [ ¢ enacroMepHa 3amyinaika, ChAbPIKaUL Npaxa; €HH CThKJIEH (1akoH
Tur | ¢ enacroMepHa 3anyiualika, ChABbpPIKAL PA3TBOPUTENA M €IUH allMPOTE€HEH, CTEPHIICH Habop 3a
€IHOKpaTHA ynoTpeda, ChCTOSLL Ce OT TPUITBTHO YCTPOHCTBO 3a MPUIOTBAHE HA Pa3TBOP, CIIPUHLIOBKA
3a MHKeKTHpaHe ¥ uriia tun 6srepdmaii ¢ PVC tppbuuka.

AMMA®HKC 500TU/10m] npax u pa3teopuTesn 3a uH(bY3uOHeH pa3tBop. Exun duiakon npax + eauH
(akoH ¢ pa3TROpHTEN + HAOOP 32 pasTBapsAHE U NPHIOXKECHHE.

6.6 MucTpyxnnn 3a ynorpeda

PasTeapsine Ha mpaxa B pa3TBOPHTEIsN:

1. Pa3TBOpHUTENAT ¥ JIMODHUIM3HPAHHAT Mpax TpAOBa J1a ca CbC CTaliHa TeMIIepaTypa;
2. OrcTpaHeTe 3aUIUTHATE Karayuky OT (pIakoOHHTE C Npaxa v pa3TBOPHTEN;

3. TlouucTeTe MOBBPXHOCTHUTE HA 3AIYLIAIKHTE HA JBaTa (P/IAKOHA C AJIKOXOJ;
4

OTBOpeTe OMakoBKaTa Ha YCTPOHWCTBOTO 3a MPHMIOTBAHE HA PA3TBOP, KATO OTJCNMTE Kamaka;
BHHAMaBaiiTe 1a He JOKOCHETE BBTPELIHATa 4acT (Gur. A);

W

He uspaknaiite ycTpOHCTBOTO OT OMAKOBKATA,

6. OObpHETe KyTHATa Ha YCTPONHCTBOTO HaJ0Jly U BKapaiTe IU1aCTMacoBaTa HIJia Npe3 3allylnankara
Ha ¢uiakoHa ¢ pazteoputens (¢ur. B);

7. XBaHeTe 3mpaBO KyTMATa Ha YCTPOWCTBOTO 3a KpaMliaTa M C W3ABPIBaHe OCBOOOACTE
yerpoticteoro (¢ur. C);

8. OcTaBere yCTPONCTBOTO 3aKPENeHO 3a (UIakoHa Ha pa3TBOPHUTENs; OOBpHETe cucTeMaTa Hazlommy
Taka, 4¢ (IAKOHBT C Pa3TBOpUTEs a b€ BbPXY YCTPOHCTBOTO;

9. Bkapaiite apyraTta IUIaCTMAcOBa WIJIa mpe3 3amyllaikaTa Ha ¢akoHa ¢ rpaxa; BaKyyMbT BbB
drakoHa ¢ mpaxa 1ue U3TerNy pasTBOPUTEN, KOHTO 1Ie ce Bilee BbB (IaKOHa C Mpaxa (¢wur. D);

10. Jlexo pasknarteTe J0 MBJIHO pasTBapsaHe (¢ur. E); yBepere ce, 4e MPOAYKTa € HAITBJIHO PAa3TBOPCH,
B POTHBEH Clyyaii aKTHBHaTa CbCTaBKA HAMA Ja TPEMMHE HAMBLIHO Tpe3 ¢GuwiThpa Ha
YCTPOHCTBOTO.

due. A duz. B duz. C Quz. D Quz. E

At/

JIHo(MIH3aTHT MOJXKE /1 CE PA3TBOPH M0-GP30 UPe3 3aTOMIAHE Ha PASTBOPHTENS Ha BOJHA OaHs,
KaTo 3aTOIUISHETO Ha (IAKOHA MOJKe ]2 MPOABIDKH H CIIeJl PA3TBApAHETO 10 He roseye ot 37°C.

AKO NpaxbT HE € HAITBIIHO Pa3TBOPEH, aKTUBHOCTTA HaMaJIsiBa, II0PaJi TOBA Y€ HEPA3TBOPEHATA HacT
OT aKTHBHATa ChCTABKA HE MOXKE J1a PEeMHUHe Ipe3 GPUIThEpa Ha yCTPOHCTBOTO.

OGpa3yBaHeTo Ha NAHA MOXe a ce W3berHe, ako pasTBOpUTeNs ce 100aBs GaBHO MO BHTPelIHATa
cTeHa Ha (1aKoHa.



BpemeTo 3a pasTBapsaHe € M0-Maiko OT 3 MUHYTH.
Havun Ha npuiojkeHHe HA pa3TBOpa

Pa3TBop®T TpA6Ba na € OMCTHpP WU JIEKO OMaIeCLIEHTEH.

[Mpeau na 6bae npuIokKeH, pa3TBOPEHHS MPORYKT TpAOBa Na 6'b/1e OrjielaH 3a HEPa3TBOPEHH YaCTHIH
WM IPOMEHH B LIBETA.

He w3nonseaiite pa3rBopH, KOUTO Ca MBTHH WM UMAT yTakka.

1. Hasenere wianmaHa Ha yCTPOHCTBOTO 3a NPUIOTBAHE Ha Pa3TBOP KbM (IakoHA C ripaxa, KOHUTO
CBABPIKA rOTOBHA PA3TBOP M MaxHeTe KanayeTo, KoeTo ro nokpusa (¢ur. F);

2. BkapaiiTe Bb3AyX B CIPHHLOBKATA Ype3 U3TbPIIBAHE HAa OYTallOTO, CBBPIKETE 1 KbM YCTPOHCTBOTO
W BKapaiiTe Bb31yX BBB (priakoHa ¢ npaxa, B KOHTO ce Hamupa rotosus pasteop (¢ur. G);

3. 3agpwxkre OyTAnoOTO HEMOABHIKHO, OOBpPHETE cHUCTeMara Taka, 4e (PJIAKOHBT ¢ Ipaxa, KOHTO
ChIbpiKa pa3TBOpa [a OTHIE OT ropHara cTpaHa Ha YCTPOHCTBOTO M H3TErsere KOHLEHTpaTa B
crpyHLIOBKaTa ¢ 6aBHO U3abprnBaHe Ha Oyranoro (¢ur. H);

4, BpreTe 0aBHO KJiaraHa B IbpBOHAYaIHaTa MY MO3HUIIUA U MAXHETE CIIPUHLIOBKATA,

5. Cebpere umiata tun Obrepduiali KbM CIPHHLIOBKAaTa M BiMBaiiTe wid 0aBHO HHXEKTHpaiiTe

HHTPAaBEHO3HO.

Quz. F duz. G QuzH
&

/

Crien Kato ()JIaKOHBT € OTBOPEH, ChABPKAHHUETO MY TPsAOBa Jla ce U3IoI3Ba He3abaBHO.
T'oToBHAT pa3TBOp, NPEXBHPJIEH B CIPHHLIOBKATAa TPAOBa J1a ce U3MoiI3Ba He3abaBHO.
CoeappxkanueTo Ha (uiakoHa TpsOBa 1a ce H3NOI3Ba €AHOKPATHO.

He u3nonseaiite npoaykTra ciell cpoka 3a TOIHOCT, 0003HAUEH HA ETHKETA.

BcAaKo HEM3MOM3BAHO KOJIMYECTBO OT MPOLYKTa WK OTHaJb4YeH MaTepHan Tpabea Aa ObaaT
YHHUIIOKEHHU B CHOTBETCTBHE C HOPMATUBHHUTE U3HCKBAHHA.
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