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MepiAnyn EPAR yia TO KOIVO

Procysbi
MEpKanTauivn

To napodv éyypago anoTeAei olvown TnG Eupwnaikng Anpoaoiag ‘EkBsong AgloAdynong (EPAR) Tou
Procysbi. Eng€nyei Tov Tpono pe Tov onoio o Opyaviopog agioAdynos To @apuako npoTou ionynBei Tn
xoprynon adeiag kukAo@opiag otnv Eupwnaikr 'Evwon kal diaTunwoel CUCTACEIG OXETIKA JE TOUG OPOUG
XPNoNG Tou pappdakou. Agv anookornei oTnv nNapoxn NPakTIKOV CUPNBOUA®YV Yid TOV TPOMO Xprong Tou
Procysbi.

MNa NpakTIKEG NANPOPOPIEG OXETIKA WE TN ARWN Tou Procysbi, ol aoBeveic npénel va cuhBouAelovTal To
(UAAO 0dnYIWV XPNAong f va €niKOIVWVOUV HE ToV yIaTpo ) ToV papuakonold Toug.

Ti €ival To Procysbi kal 0€ NoIEG NEPINTOOEIG XPNOIHONOIEITAI;

To Procysbi €ival pdpuako nou nepiéxel Tn dpacTIKn ouadia pepkanTapivn (YVWOTH Kadl WG KUGTEAWIvN).
Xopnyeital og aoBeveig nou ndoxouv ano ve@ponabr KuoTivwon. H KuoTivwon gival KANpovouIKn vooog
TNV onoia NePioosieg NOCOTNTEG EVOG AMIVOEEDC Nou ovopaleTal KuaTivn Kal napdyeral pualoAoyika
OTOV OpYaVvIOUO CUCOWPEUOVTAl OTd KUTTAPA, €I0IKA TWV VEPP®V KAl TWV 0POBAAU®V, NPOKAA®VTAG
BAGBeq.

Agdopévou Tou pikpoU apiBuol acBevwv Pe KUOTivwaon Kal, apa, TG onaviotTnTag Tng acbéveiag, To
Procysbi xapakTtnpioTnke «oppavo papuako» (GapuUako To onoio XpnoigonoleitTal og ondvieg aoBEVEIEC)
oTic 20 ZenTeuBpiou 2010.

To Procysbi €ival «uBpidiko apuakos». AuTO onuaivel OTI €ival Napopolo PE «PApPaAKo avapopdc» To
onoio nepiéxel Tnv idla dpacTikn ouadia, e Tn diapopd OTI To Procysbi diaTiBeTal und yopen
OKEUAOWATOG UE To onoio kaBioTatal duvaTtn n apyn anod&cpeuon TnG dpacTIKnG ouaiag aTov
opyaviouo. To ¢apuako avapopdg yia To Procysbi €ival To Cystagon.

Mg xpnoiponolgital To Procysbi;

To Procysbi xopnyeital govo He 1aTpIKR ouvTayr Kal n Bepansia npenel va Eekivael und Tnv enipAeywn
ylaTpoU e gynelpia oTn Bgpaneia TnG KUOTIivwonG.
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To Procysbi di1aTiBeTal uno Yoper yaoTpoavOeKTIKWV Kayakiwv (Twv 25 kal Twv 75 mg). O 6pog
«yaoTPOoavOeKTIKOG» onuaivel OTI To NEPIEXOHUEVO TWV KAWaKiwv JIEPXETAl and To OTOPAXI XWPIG va
dlaondaral péxpig 6Tou PTaoel oTo €vTEPO. H ouvioTwpevn nuepnaoia d6an unoAoyileTal Baoel TNG
EMIPAVEIQE TOU 0OPATog o€ 1,30 g avd m? kai diaipeital o€ 2 SO0EIG XOPNYOUMEVEG ava 12 wpec. MNa Thv
npooappoyn TN 86ong, n onoia dsv npénel va unepPBaivel Ta 1,95 g avd m? nuepnoiwg, ouvioTaTal va
napakoAouBouvTal Kal va XpnaoigonolouvTdl Td enineda KUaTivNG TWV AEUKOKUTTApwV (Ta onoia
eK@PAgovTal wg nmol NUIKUOTIVNG avd mg NpwTeivng TwV AEUKOKUTTAPWY) N, EVAAAAKTIKA, N
OUYKEVTPWON WEPKANTApivng oTo aipa. MNa neploodTepeg NANpoPopiec avaTpeETe aTo PUAAO 0dnyINV
XPnong.

Nwg dpa 1o Procysbi;

H dpaaTikn oudia Tou Procysbi, n pepkanTapivn, avtidpd Pe Tnv KUaTivn axnparifovrag aAAo apivogu,
TO onoio ovopdaleral kuoTeivn, KaBwg kal pia Evwaon n onoia ovopaleral dAag KuaTeivng-kuaTeapivng. O
0OpYavIoOPOG €XEl TNV IKAvVOTNTA VA AanopakpUVEl TO OUYKEKPIYEVO AAAG ano Ta KUTTapda, JE anoTEAECHA N
noooTNTA TNG KUCOTIVNG Kal, KaT’ eNéKTaacn, n ouvenakoAoudbn BAABn ora dépyava va PEI®VETAl.

Moio gival Ta oPEAn Tou Procysbi cUHP®VA HE TIG HEAETEG;

To Procysbi xopnyoUuevo kabe 12 wpeg anodeixBnke e€icou anoTeAeopaTikd e To Cystagon
XOopnNyoUHeVo KABe 6 wpeg, OGOV APopa Tn dIAaTHPNoN TNG NOCOTNTAC TNG KUOTIVNG TWV AEUKOKUTTAPWYV
o€ anodekTd gnineda (katw and 1 nmol nUIKUOTIVNG avd mg NpwTEIVNG TV AEUKOKUTTAPWY) . XTO
nAaiolo piag KUplag HeAETNG oTNV onoia peTeixav 43 aoBeveig e vepponadn KuaTivwan, ol S1apopEg
METAEU TV PECWV EMNEDWV KUOTIVNG 0Ta AsUKokUTTapa kaTta Tn didpkeia 3 eBOouddwv Bepansiag pe
£KaoTo €K TWV dU0 Ppapudkwyv ATav enouciwdelc. Ta enineda kuaTivng nTav 0,51 nmol/mg Pe To
Procysbi kai 0,44 nmol/mg pe To Cystagon.

Moiol kivduvol cuvdéovTal PHe To Procysbi;

O1 ouxVvOTEPEG avenBUUNTEG EVEPYEIEG TOU Procysbi (evdéxeTal va eupavioTouv o€ NEPICCOTEPA ano 1
ota 10 dTopa) sival anwAeia 6peEnc, EueToc, vauTia (aiobnua adiabeoiac), didppoia, AfBapyog (EAAEIWN
evépyelacg) kal nupeia (Nupetdc). O NARPNG KATAAOYOG TWV aveniBUUNTWV EVEPYEIWV MOU avapEépdnkav
HE To Procysbi nepiAapuBaveral ato UAAO odnyi®V Xprnong.

To Procysbi dev npénel va xopnyeital oe acBeveic nou napouaoidlouv unepeualodnaia (aAAepyia) os
onoladnnoTe Pop@n HEPKANTapivng, r o€ onolodnnoTe AAAo and Ta cuoTaTIKA TOU @ApHAKou ) aTnv
nevikiA\apivn. Eniong, dev npEnel va xopnyeital o€ yuvaikeg katd Tn didpkela Tng yaiouxiag.

MNa noioug AOyoug eykpidOnke To Procysbi;

H Enitponn ®apudkwv yia Avepwnivn Xpron (CHMP) Tou Opyavioyou ans@aven o1l Ta opEAn Tou
Procysbi uneptepolv Twv KIVOUVWV Nou ouvdEovTal e auTd Kal €l0nynBnKe TNV £€ykKpion Tng Xprnong Tou
otnv EE. H CHMP eneorjpave OTI To Procysbi katadeixTnke €§iocou anoteAeopaTikd pe To Cystagon oTn
dlaTrpnon TNG NoodTNTAG TNG KUOTIVNG TWV AEUKOKUTTAPWYV O anodekTd enineda. Eniong, n emitponn
£KPIVE OTI TO YAOTPOAVOEKTIKO oKeUaoua, AOyw Tng AlyOTEPO GUXVNAG XOPNYNONG TOU, AVAUEVETAl vd
evioxUOEgl TN CUPHOPQWON TV AoBEV®V JE KUCTIVWON NPog Tn Bepaneia kal va BEATIOOEI TNV NoIoTNTa
{wn¢ Touc. 'Ogov apopd TNV acPpAAegla Tou Gpapudakou, n CHMP ékpive OTI N €lIkOva aoPAAeiac Tng
MEPKANTAMiVNG €ival ENApKWG TEKUNPIWHKEVN KAl OTI N ao@alela Tou Procysbi avapéveral va eival
napopold e auThv Tou papudkou avapopdac.
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Moia péTpa AapBavovTal yia TNV ac@paAn Kal anoTEAECHATIKRA XPrioN ToU
Procysbi;

KaTtapTioTnke ox&dio diaxeipiong KivdUvou npokelpévou va diacg@aliaTei 0TI To Procysbi xpnoidonoisiTal
HE TOV aopaA€éaTepo duvaTo Tpono. Baoel Tou ev Adyw oxediou, oTnV NepiAnWn XapakTnpIoTIK®V TOU
NpoioVTOG Kal 0To GUAAO 0dnyIwV XpnongG Tou Procysbi cupnepIAR®OnKkav NANpoQopieg OXETIKA HE TNV
aopaiela kKabwg We kal TIG KaTAAANAEG NpopUAAEEIG Nou npenel va AapBavovTal and Toug enayyeAParieg
TOU TOHEQ TNG UYeiag kal Toug agBeveic.

EninAéov, n napackeudaoTpla €Taipeia Tou Procysbi 6a napaoyel oe OAOUG TOUG yIaTpoUG NouU avapeveTal
va ouvTayoypagroouv To pAapPako ekNaideuTIKO UAIKO 0To onoio Ba nepiAapBavovTal OnUavTIKES
NANPOPOPIEC OXETIKA HE TNV ACPAAEId TOU PAPHUAKOU, KABWG KAl JE TOUG KIVOUVOUG NOU EVEXEI TO
(PAapuako yia 1o Euppuo.

Aoinég nAnpo@opieg yia 1o Procysbi

>TIg 6 SenTepBpiou 2013 n Eupwnaikr EniTponr xopriynoe adsia KukAo@opiag, n onoia 1oxUel o€
oAO0kANpn TNV Eupwnaikn 'Evwon, yia To Procysbi.

H nAnpnc EPAR Tou Procysbi diaTiBeTal oTov dikTuako Tono Tou Opyaviouou, oTn dieuBuvon:
ema.europa.eu/Find medicine/Human medicines/European public assessment reports. Na NepiocodTEPEC
NANPOPOPIEC OXETIKA HE TN Bepaneia Ye To Procysbi, d1aBdoTe To UAAO 0dnYIWV XPHoNng
(oupnepihapBaveral eniong otnv EPAR) 1| ENIKOIVWVAOTE HE TOV YIATPO | TOV PpAPHAKONoIO odc.

H nepiAnyn TG yv®UNG TNG ENITPONNAG 0pPaveVv GpApuakwy yid To Procysbi diaTiBeTal aTov diIKTUaKO
Tono Tou OpyaviopoU, otn dislBuvaon: ema.europa.eu/Find medicine/Human medicines/Rare disease

designation.

TeleuTaia evnuépwon TnNG nepiAnywng: 09-2013.
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http://www.ema.europa.eu/ema/index.jsp?curl=/pages/medicines/human/medicines/002465/human_med_001681.jsp
http://www.ema.europa.eu/ema/index.jsp?curl=pages/medicines/human/orphans/2010/10/human_orphan_000821.jsp&mid=WC0b01ac058001d12b
http://www.ema.europa.eu/ema/index.jsp?curl=pages/medicines/human/orphans/2010/10/human_orphan_000821.jsp&mid=WC0b01ac058001d12b
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