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Pe3roMme Ha EPAR 3a o6uiecTBeHO noJji3BaHe

Orphacol

cholic acid

HacToswmaTt AOKYMEHT npeacrasiisiBa pe3toMe Ha EBponenckusa nybnmueH oueHbueH goknas (EPAR) 3a
Orphacol. B Hero ce pa3sicHaBa Kak AreHumsaTa e oueHuna NekapcTBoTo, 3a Aa npenopbya
pa3pewaBaHe 3a ynotpeba B EC n ycnosusa Ha ynotpeba. JOKyMeHTbT HE e npeAHa3HauyeH aa
npenocTaBsa NpakTMYeCckn CbBETM OTHOCHO ynoTtpebaTta Ha Orphacol.

3a npakTnyecka nHdopMaumusa oTHOCHo ynoTpebaTta Ha Orphacol nauneHTuTe cneaBa Aa npoyetaT
NIMCTOBKaTa WaW Aa nonuTaTt cBosA siekap unu cdapMalesT.

KakBo npeacraBsnaBa Orphacol 1 3a kakBo ce usnonssa?

Orphacol e nekapcTBo, cbabpXallo xonesa kncenuHa (cholic acid), BelwecTBo, OTKpMBALLO Ce B
XbYKaTa, KOETO Ce MU3MNO0J3Ba Npu XpaHoCMUIaHe Ha MasHUHW.

JlekapCTBOTO ce npwunara nNpu neyeHne Ha Bb3pacTHU U Aeua Haj eauH Mecel, CTpajallM OT reHeTMYHa
aHOManus, KosITO ' npaBu HECnocobHM Aa NpomsBexaaT xabyka. Orphacol ce n3nonssa nNpu NaumeHTw,
KOWUTO CTpajaT OT HEeJOCTUI Ha ABa cneunduYHn YepHoapobHM eH3nMa (3-B-xuapokcun-As-C,,-ctepona
okcupeaykTasa unu A*-3-okcoctepona-5p-peaykrasa). ToBa BoAM A0 HECMOCOBHOCT Ha YepHUa Apob Aa
npomsBexaa A0CTaTbYyHO KOMIMYECTBO OT 1aBHUTE KOMMOHEHTM Ha XJTbukaTa, HapM4yaHn MbPBUYHU
XKTbYHU KUCESTMHU, KaTo XoneBa kucenmHa. Korato Tesn MbpBUYHM XIbYHU KUCENTMHM NINMCBAT, BMECTO
TAX TSNOTO NPOU3BEXAA aHOPMAJTHM XNbYHM KMCEIMHWN, KOUTO MOraT Aa YBPeAAT YepHus 4pob n
noTeHUManHo Aa AoBeAaT A0 XMBOTO3acTpallaBalla YepHoapobHa HeAOCTaTbYHOCT.

Tl KaTo 6pOAT Ha NauUMEHTUTE C BPOAEHU MPeLlKN B CUHTE3A Ha NbPBUYHUTE XNBYHN KUCETUHUN e
Manbk, 6onectra ce cuuta 3a ,psaka” n Orphacol e onpegeneH kaTto ,iekapcTBo cupak" (n1ekapcTeo,
n3nonssaHo npu peaku 6onectn) Ha 18 aekemspun 2002 r.
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Kak ce nanonssa Orphacol?

JlekapCTBEHMAT NPOAYKT Ce€ OTMyCKa Mo Jiekapcko npeanucaHune n nedyenuneto ¢ Orphacol cneaBa aa ce
3aro4He u ga ce Habnwgasa OT fiekap € onuT B obnacTtra Ha yepHoapobHuTe 6onectw.

Orphacol ce npepgnara nog popmaTa Ha Kancynu v TpsbBa Aa ce npueMa C xpaHa BCEeKU AEH B
npubnmsanTenHo eaHo M Cblo BpeMe. [IHeBHATa A03a e Mexay 5 n 15 mg Ha kunorpam TesieCHO Tersao m
Ce KOopurmpa 3a BCEKM MauMeHT CbMNacHO CbCTOSSHUMETO Ha »X/1b4yHaTta KMcennHa, KaTto MMHUMasHaTa
AHeBHa fo3a e 50 mg, a MakcnManHata — 500 mg. Mpun Manku geua, KOUTO He MoraT Aa rbaTaT
Kancyam, CbAbpXaHUETO Moxe Aa ce Ao6aBu KbM afanTUPaHO MJISIKO UK COK. JleyeHneTo TpsibBa aa ce
npekpaTu, ako YyepHoapobHaTa dyHKUNS He ce Noaobpu B paMKUTE Ha TpU Meceua.

Kak gencrsa Orphacol?

XoneeaTa KUcesiMHa € OCHOBHAaTa MbpBMYHA XJ/TbYHA KUCENNHA, Npon3BexaaHa OT YepHuUs ﬂ,p06.
XonesaTa KucenunHa, cbabpXalla ce B Orphacol, 3aMeHsA nunceauwata B OpraHM3Ma Ha nauMeHTa XoneBa
KucenuvHa. Toea nomara ga ce Hamasau NpousBOACTBOTO Ha aHOPMaTHU XTbUYHU KUCENUHU U AoNpUHAcCS
3a HOpMaJiHaTa AEMHOCT Ha XbykaTa B XpaHoOCMUNaTeNHAaTa CUCTEMA, KAaTO MO TO3N HAaYuMH obnekyasa
CUMNTOMMUTE Ha 3abonsiBaHeTo.

KakeBu nonsu ot Orphacol ca ycraHoBeHM B npoy4yBaHusaTa?

Tl KaTo X0neBaTa KucenvHa e fobpe no3HaTo BELWEeCTBO U HerosaTa ynoTpeba npu Te3un aeduumth Ha
eH3nMn e fobpe ycTtaHoBeHa, 3as8BUTENAT NpeAcTaBs AaHHM OT Hay4dHaTa nuTepaTypa. 3asBuTenaT
npeactassa AaHHW 3@ 49 NauMeHTU C BPOAEHU MPELUKUN B CUHTE3a Ha MbPBUYHUTE XJITbUYHU KNCENUHMN,
B3€TW OT Hay4HaTa nutepaTtypa (38 naumeHTn c agedpunumnTt Ha 3B-xmapokcmn-A5-C27-cTtepoua
okcupeaykTasa 1 11 naumeHTn ¢ geduumt Ha A4-3-okcocTepona-5Bp-peaykrasa). To cpaBHsiBa
pesyntatute npu 28 nauMeHTu, NpuemMann xonesa KMCeanHa, ¢ Te3n Npu Apyrn nauneHTn, KouTo ca
npuemManu pasfinyHm XIbYHU KUCENNHU UIN HE Ca NMPUeMasnmn Jie4eHUe C XITbYHU KNCENNHMU.

B HayuHaTa nuTepaTypa € oKasaHo, Ye IeYEHUETO C X0ieBa KMCeNrMHa HaMansea KoJIMYeCcTBOTO
QHOPMaJTHU XTbUYHU KUCENNHU NPU NAUMEHTUTE, Bb3CTAHOBSABA HOPManHUTE YHKLMM Ha YepHUs Apo6 K
nomara Aa ce 3abaBu UM NPeaoTBpaT HEO6X0AMMOCTTa OT TPaHCMIAHTaUMs Ha YepeH Apob.

KakBu ca puckoBeTe, cBbp3aHu ¢ Orphacol?

HexenaHuTe nekapctBeHun peakuumn, HabnwoagasaHu npu Orphacol, ca gnapus, npyputyc (cbpbex),
NMOBULLEHN CTOMHOCTM Ha TpaHCaMuHa3uTe (YepHOAPO6HU €H3MMU) U BEPOSATHO X/TbYHM KaMbHU, Makap
ye TAXHaTa 4YecToTa He Moxe Aa 6bAe HafeXAHO OueHeHa OT HaJIMYHUTE OrpaHUYeHn AaHHU.

Orphacol He TpsibBa fa ce unsnonsea oT /iNLA, KOUTO Ca CBPbXYYBCTBUTENHM (@neprmyHn) KbM XoneBa
KWUCeNnHa Uan HAKOoS OT ApyruTe CbCTaBku. Ton He TpsbBa Aa ce npuveMa OT NaumeHTH, KOUTO BeYe
npuemat peHobapbuTan, nekapcTeo, U3MNOJI3BAHO 3a JIEYEHME Ha enuencus.

3awo Orphacol e paspeweH 3a ynorpeba?

KOMUTETBHT Mo /IeKapCcTBEHUTE NPoAYKTU 3a XyMaHHa ynoTpeb6a (CHMP) oT6ena3Ba, ye ynotpebarta Ha
X0JIeBa KMCENMHA 3a NIeYeHNe Ha BPOAEHM MPELIKM B CUHTE3A Ha MbPBUYHUTE XTbUYHU KUCENUHU € aobpe
HasloXXeHa B MeAMLUMHCKaTa NpakTnka U AoKYMeHTMpaHa B Hay4dHaTa nMTepaTtypa, BbNpeku ye 6posT Ha
[OKYMEHTMpPAHUTE ClyYyau e ManbK, nopaan psaKoTo pasnpocTpaHeHue Ha 6onectrta. KoMUTETHLT peLuu,
ye Bb3 OCHOBA Ha AOKas3aTesfiCTBaTa OT Hay4HaTa nuTepaTypa nonsute ot Orphacol ca noeeue oT
pUCKOBETE, M Mpenopbya Aa ce usgaae paspelleHue 3a ynoTtpeba.
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Orphacol e pa3speweH 3a ynotpeba npu ,u3BbHpeaHn obcTtosTencrea”. ToBa 03HayaBa, Ye nopaamu
psSiAKOTO pasnpocTpaHeHue Ha 6onecTTa, He e 6110 Bb3MOXHO Aa ce NMonyym nbiaHa MHdopMaLums 3a
Orphacol. Bcsika roagmMHa EBponeiickaTa areHumMs no nekapcrBaTa Le M3BbpLUBa Npernes Ha HosaTa
WHdOpMauUMs 1 ToBa pe3toMe CbOTBETHO LUE Ce aKkTyanusupa.

KakBa nHcpopmMmaumna ce oyaksa 3a Orphacol?

Twi kaTo Orphacol e pa3speweH 3a ynotpeba npu nsBbHpeaHu obctosTencrea, dupmaTta, KOATo
npegnara Orphacol, we cb3paae 6asa gaHHM OTHOCHO NMaumeHTUTE, NekyBaHu ¢ Orphacol, 3a ga cneam
6e3onacHocTTa U edeKTMBHOCTTA Ha IeYEHMETO U Lie NpeaocTaBsa pesyntatute Ha CHMP Ha
nepuoanyHun, onpeaeneHn nHTepeanu.

KakBu Mepku ce npeanpuvemMar, 3a Aa ce rapaHTupa 6esonacHaTta m
ecdekTnBHa ynorpeba Ha Orphacol?

PaspaboTeH e MnfaH 3a ynpasfeHune Ha puUcka, 3a Aa ce rapaHtupa, Ye Orphacol ce n3nonssa Bb3MOXHO
Hali-6e30mnacHo. Bb3 0CHOBa Ha T03M nnaH MHdopMaumnsaTa 3a 6e30MacHOCTTa e BKJIloUeHa B KpaTkaTa
XapakKTepmucTukKa Ha npoayKTa u nuctoekarta 3a Orphacol, BKIOYMTENHO NMOAXOAALM NPEeAnasHn MepKm
3a 3paBHUTE CNeunanucT 1 naumeHTuTe,

®upmMaTa, KosTo npoussexaa Orphacol, Wwe ocurypu Ha nekapuTe BbB BCUYKW AbPXaBW YNEHKWU, KOUTO
we m3nonseat Orphacol, nakeT, cbabpXall uTepaTtypa 3a Npoaykta U MHpopMaLms OTHOCHO
NPaBUIHOTO AMArHOCTULMpPAHe Ha Te3n 3a6oNsBaHNS, PUCKOBETE OT HEXENaHW JIEKapCTBEHN peakuun u
Kak Aa ce M3Mnon3sa NpaBWUIHO J1EKAPCTBOTO.

AonbnHutenHa nHdpopmauymsa 3a Orphacol

Ha 12 centemBpu 2013 r. EBponenckaTta KOMUCUA U3gaBa paspelleHme 3a ynotpeba Ha Orphacol,
BannaHo B EBponelickms Cbios.

MbnHUAT TekcT Ha EPAR 3a Orphacol Moxe aa ce Hamepu Ha yebcainTa Ha AreHuumsaTa:
ema.europa.eu/Find medicine/Human medicines/European Public Assessment Reports. 3a noBe4ye
MHdopMaumna 0THOCHO nedeHuneTo ¢ Orphacol npoueTeTe nucrtoskaTa (CbLlo 4Yact oT EPAR) nnmn
nonuTanTe Bawusa nekap nnu gapmauesT.

Pe3toMe Ha cTaHoBMLETO Ha KoMuTeTa no nekapcreaTta cupaum 3a Orphacol moxe aa ce HamMepu Ha
yebcaiTa Ha AreHuusaTa: ema.europa.eu/Find medicine/Human medicines/Rare disease designation.

[aTa Ha nocnedHO akTyanusmpaHe Ha TekcTta 09-2013.
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