IHAPAPTHMA 1

NEPIAHYH TON XAPAKTHPIZTIKQN TOY ITIPOIONTOX



1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Zavesca 100 mg xoydxio

2. MOIOTIKH KAI MOXOTIKH XYNOGEXH

Kda0e kaydxio mepiéyet 100 mg miglustat.

IMa tov mAnpn katdloyo Tev ekddywv, PA. Tapdypapo 6.1.

3. DAPMAKOTEXNIKH MOP®H

Koawydxio, ckAnpo

Koo Aevkov ypopatog, pe v €voeiln “OGT 918” tummuévn e Lavpo YpOUA TAVEO GTO TOLO
Kot v €voelén “100” Tomopévn e padpo YPmHLO GTO GMLLO.

4. KAINIKEX ITAHPO®OPIEX

4.1 OgpamevTiKég evoeiEelg

To Zavesca gvoeikvutal yio TNV and 6topatog epameio evilikov aclevav pe NI ¢ HETPLOG
cofapotntag tomov 1 vécso tov Gaucher. To Zavesca pmopei va ypnoytoroindei povo otn Oepameio
acBevav yia Tovg omoiovg 1 Bepaneio vrokoTacTaoNG EVEDU®Y OV pmopel va yopnynOet (PA.

mopaypdeovg 4.4 kot 5.1).

To Zavesca gvogikvutal yio Tn Ogpameio TV EKPUAICTIKOV VEVPOLOYIKDV EKONADGCEMY GE EVAAIKES
Kot Tondlarpikovg acheveic pe vooo Niemann-Pick tomov C (BA.mapaypdpovg 4.4 ko 5.1).

4.2 Aocoioyio kol TpOTOG YOPNYNONS

H Oeponeio mpémet vo kabodnyeitar omd 10Tpods Tov ivol YVOOTEG TNE OVIILETOTIONG TS VOGO TOV
Gaucher 1 g véoov Niemann-Pick tonov C, avaddya pe tnv nepictoon.

Aocoloyia

Aocoloyio. otnv tomov 1 vooo tov Gaucher

Evilixeg
H ocvvietopevn d6om évapéng yio m Bepoaneio evidikov acbevav pe tomov 1 voco tov Gaucher ivat
100 mg tpeig popég nuepnoiomg.

[Ipocwpiv peiwon tng 06ong oe 100 mg pia 1 600 popég nuepnoing evogyetat va eival amapaitn
o€ kdmolovg acheveic AOY® d1dppotog.

Houdrarpiog ninBoouog
H amoteleouatikdonta Tov Zavesca og moudid Kot epiovg nhkiog 0-17 etdv pe tomov 1 voco

Gaucher dgv &gt akopo tekunpimbei. Aev vapyovv dobéotua dedopéva.

Aocoloyio otn vooo Niemann-Pick tomov C

Evilixeg
H ocvvietoduevn docoroyia yio tn Oepaneio eviiikov acbevav pe voco Niemann-Pick tomov C gival

200 mg tpelc popég nuepNGimg.



THoidrotpikog ninBoouog

H ocvvietouevn docoloyia yia tn Oepaneia epnPov acbevav (nAikiog 12 etdv Kot dvo) pe voco
Niemann-Pick tomov C givar 200 mg tpeig popig nuepnoimg.

H docoloyia og acBeveig nhikiog kdto Tov 12 etdv npénet va npocapudletal pe faon tnv empdveio
TOV GOUATOG OTTMG SEVKPVILETOL TOPAKATM:

Emodveia couotoc (m?) ZuvioT®ueVn 060N
> 1,25 200 mg tpeig Popég nuepNGimg
> 0,88 —1,25 200 mg 600 popéc NpePNOimG
> 0,73 - 0,88 100 mg tpetg popég nuepnoing
>0,47-0,73 100 mg 600 popég nuepnoing
<047 100 mg pia popa nuepncimg

[Ipocwpiv peiwon tng 060G pmopet va gival amapaitnn oe kdmolovg acbeveig Aoym didppotag.

To 6pelog otov acbevr amd ™ Oepomeia pue Zavesca Oa wpénet va, a&roroyeitor TokTikd (BA.
napdypopo 4.4).

Yrdapyel mepropiopévn epmelpio. amd ™ ypnon tov Zavesca o€ acbeveic niikiog kto TV 4 TV Ue
véoo Niemann-Pick tomov C.

Eidwkoi mlnBvouoi

Himaiouévor
Agv vrapyel gumeipio pe ™ ypnon tov Zavesca yuo acbeveic nAikiog ave tov 70 eTmv.

Neopixn dvcleitovpyio,

Ta @apuakokivnTikd dedopuéva VITOdEKVHOVY aLENUEVN CLGTNHOTIKY £kOeon otn miglustat cg
acBeveic pe veppkn duciettovpyio. Xe acOeveig e Tpocaprocuévn KabBapon Kpeatvivng g TaENg
Tov 50-70 ml/min/1,73 m?, n xopfynon tov Zavesca mpénel vo opyilel pe d6on 100 mg §vo popég
nuepnoing o acbeveic pe tomov 1 voco tov Gaucher kot pe 66om 200 mg 600 PoPES NUEPNGIMS
(mpocappocuévn pe Paon v expaveln coOROTOG o€ 000gveilg nAikiog Katw Tov 12 etdv) ot acbeveic
pe voco Niemann-Pick tomov C.

Ye acOeveic ue mpocappoopévn kébapon kpeotvivng g taéng tov 30-50 ml/min/1,73 m?, n
xopnynon tov Zavesca npénel va apyilet pe d6om 100 mg pio popd nuepnoing oty tOmoL 1 voco tov
Gaucher kot pe 66om 100 mg 600 popég nuepnoing (Tpocappocpévn pe Paorn Ty ETLPAVELD COUATOG
o€ aobeveig nAikiog kato Tov 12 etdv) ot acbeveic pe vooo Niemann-Pick tonov C. Ag cuvietdton n
yprion og acbeveic ue coPfapn veepikn duckerrovpyia (kdbapon kpeotvivng <30 ml/min/1,73 m?) (BA.
napaypaeovg 4.4 kot 5.2).

Hronikn dvoleitovpyia

To Zavesca dev €yel a&loroyn0ei oe acOeveic pe nratikn dvcAettovpyia.

Tpomroc yopnynong

To Zavesca umopei va An@Oel pe 1 yopic tpoen.
4.3 Avrtevositeg

YrepevaicOnoio 6tn dpacTikn ovcia 1| 6 KATOL0 amd To EKO0Y0 TOV OVOPEPOVTOL GTNV TOPAYPUPO
6.1.



4.4 E0wkég TPOEIOOTOMGELS KU TPOPVAAEELS KATA T YP1]ON)

Tpoépog

To 37% mepinov TV acbevdv o KAvikég dokipég pe tomov 1 voso tov Gaucher, kot 1o 58% twv
acBevov o pio KAvikn dokyn yia T voso Niemann-Pick tomov C avépepe tpopo pe ) Beponeia.
Yy tomov 1 voécso tov Gaucher To GUUTTOUATO AVTA TPOLOV TEPLYPAPNKOV (OC EVaG VTTEPPUAADY
(QLOI0AOYIKOG TPOLOG TV YEpLV. O Tpdpog cvvnBwg Eekivovoe evidc Tov TpmTov punvae Bepomeiog Kot
o€ TOAAEG TTepTMOElS eEaAelpoTay petd and 1 €wg 3 unveg ocvveyovg Bepomeiog. H peimon g
doomNG pmopel vo PEATIOOEL TOV TPOO, GUVIHOMOE EVTOS NUEPDV, OAAA LEPTIKES POPES LITOPEL VO
amorteiton dtokomn ¢ Oepameiog.

Tootpeviepkéc dwtaporyés

MopatnpnOnikoy couPapota amd To YaoTPEVTEPLKO, KVpIme diappola, oe Teplocdtepo amd 80% twv
aclevav, gite kotd TV Eévapén g Bepaneiog gite meplodikd katd tn didpkea avtig (PA.
napdypoeo 4.8). O unyavicpog eival Katd tdca mavoTnTa 1 aVaGTOA TOV EVIEPIKOV
SoOKYOPLOACMDY, OTMG 1| GOVKPACT|-ICOLOATACT], GTN YUGTPEVIEPIKT] 030, UE OTMOTELEGUA, TI) LELOUEVT
amoppOPNON TV S1IG0KYAPIOACHV HEGH TNG OTPOPNG. ZTNV KAWVIKN TTPdén, &xel mopatnpndel 6Tt
cuppdpoata omd T0 YooTpeVTEPIKO TpokaAovpeva ad T miglustat aviamokpivovtol otV
eEUTOUIKEVLEVT] TPOTTOTTOINGT) TNG O TPOPNC (Yio TapddeLy Lo, Lei®won TG TPOSANYNC caKyopoing,
Aaktolng kot GAA@Y LOoTAVOpPaK®V), GTN AYN ToL Zavesca aVAIESH GTa YEDUATO KOV OTa
VTIOPPOTKA PUPUOKEVTIKA TPOIOVTO OTG 1 AOTEPOLLION. Xe opiopévoug acbevelg, pmopet va givot
amopaitnTn N Tpocwpvi peiwon g doone. Ot acbeveic pe ypdvia d1dppota 1 AL EppEVOVTA
cuppdpata omd T0 YUSTPEVTIEPIKO TOV OEV AVTATOKPIVOVTOL GE VTG TIC TapEUPacels, Oa mpémel va
depguvnBodv coppava pe v Khvikn Tpaén. To Zavesca dgv £xel a&loloynbei o acbeveig pe
1GTOPIKO GNUAVTIKNG YOOTPEVTIEPIKNG VOGOV, GUUTEPIAAUPBAVOUEVNG TG PAEYLOVDOIOLG VOGOV TOV
EVTEPOUL.

Enidpaon ot oneppatoyéveon

A&omiotec uEBodoL avtIcOAANYNG O TPETEL VoL GUVEYIGOLY VA YPTCILOTOLOVVTOL EVOCH GVOPES
acOeveic Aapupdvovy to Zavesca Kot yia 3 pnveg petd m dwokonn. To Zavesca Oa wpénet va
drokomTeTal ko a&tomotes pEBodot avticOAANYNG Ba TPETEL VA YPNGUYLOTOIOVVTAL Y10 TOVG ETOUEVOLG
3 pveg mpv emyepnOei cOAANYM (BA. Tapaypdeovg 4.6 kot 5.3). Meléteg e emipw €rovv deilel 6T N
miglustat &yel avemBOuNTEC EMOPAGEIC GTN GTEPUATOYEVEST KOl OTIC TAUPUUETPOVS GTLEPUATOG KO
pewmvetl ) yoviportnta (BA. mopaypdpovg 4.6 kat 5.3).

E1ducoi mAnBuopoi

AOY® Teploplopévng eumelpiog, To Zavesca TpEmEL Vo, P CLLOTOLEITOL e TPOGOYT o€ acbeveic pe
VEQPIKT 1 NIaTIKY dSuoAettovpyia. Yapyel otevn oxéon LeTadd TG VEPPIKNG AEITOVPYIOG KoL TNG
kdOapong ¢ miglustat ko 1 ékBeon otn miglustat givar onuovikd ovénuévn o acbeveic ue coPfapn
veppikn dvciettovpyio (BA. Tapdypago 5.2). IIpoc 1o Tapdv, VEAPYEL AVETOPKNG KAVIKY EUTEPia
0T0VG 0obevelg anTolg, Yo TNV Tapoy cLOTAGE®V docoAOYiNG. Ag GuVIGTATAL 1] XPTOT) TOV Zavesca
ot acBeveic pe coPapr veppikn duciertovpyia (kaBapon kpeatvivng <30 ml/min/1,73m?).

TYmov 1 vécoc tov Gaucher

[Mop' 6X0 wov dev Exovv Tpayuatomombei dueceg cvykpicelg pue  Ogpameio YmokaTdoTooNng
Evlouov (OYE) ot acbeveic mov dev Exovv AaPet Oegpaneio yio v tOmov 1 voco tov Gaucher, dev
VILAPYOVV eVOEIEELS VTEPOYNG TOL Zavesca OGOV 0POPA GTNV ATOTEAEGLATIKOTITO 1] TIV 0CQIAELN
ovykprtikd pe ™ OYE. H OYE eivau n tomikn Ogponeio acOevav mov mdoyovy and Ty tomov 1 voco
tov Gaucher (PA. mopdaypago 5.1). H anotedespotikdtnta Kol 1 acPAAEL0 TOV Zavesca dgv EYovv
a&loloynel e101kd oe acoBeveig pe coPapn voco tov Gaucher.

SVVIGTATOL TOKTIKT TopakolovOnon tav emmédmv frrouivig Biz, Adym g vynAng cuyvotntog
eupaviong avemdpkelag Prrapivng Biz og acbeveic pe tomov 1 vooo tov Gaucher.



"Exovuv avaeepbel Tepimtaoeig meprpepikng vevpordadelog o acheveig vid Oepomeio pe Zavesca, e 1
YOPiG TOVTOYPOVES TOONOELS, OIS Y10 TOPAdEy o ovemdpkela Prrapivng Bi kot povokimvikn
yvouuamadeia. H mepipepikn vevporddeia paivetat va givol tepiocotepo kovn o€ aobeveig pe tomov 1
vde0o tov Gaucher og clhykpion pe 1o yevikod minbovoud. Olot ot acbeveic Tpémetl va vrofdArlovton og
OPYIKT KOl EXOVOANTTIKY VEVPOLOYIKT a&loAdynon.

Y aoleveic pe tomov 1 vocso tov Gaucher, cuvictdtol Topakoiovdnomn tov aplduod Tov
aponetariov. EAappég Leumoelc 6tov aptiud tov aponeTolMmy yopic GLGYETION UE ALoppayies
napotnpnOnkav oe acOeveig pe tomov 1 vocso tov Gaucher mov ékavav evaiiayr ond OYE ce
Zavesca.

Noococ Niemann-Pick tomov C

To 6pelog g Bepomeiog pe Zavesca Y10, TI VEVPOAOYIKEG ekdnAmaoelg o€ acbeveic pe voco Niemann-
Pick tomov C mpémel va a&lodoyeitan taxtikd, m.y. kKabe 6 unvec. H cvvéyion g Bepaneiog mpénet va
emovagloloyeitat HETA amd TovAdyiotov 1 xpovo Bepameio pe Zavesca.

Elappég permwoeig otov aptfpd tov apomeToMmy yopic cuoy£Tion Le apoppayiec tapatnpinkay oe
pepcots acbeveig pe véoo Niemann-Pick tomov C mov élafav Bepaneia pe Zavesca. Ltovg acbeveig
OV GLUTEPLEANPONCOV otV KAwviky doki, To 40%-50% elyav apiBpd apometaiiov yopuniotepo
a0 TO ELAYIOTO PLGLOAOYIKO OP10 KaTd TNV Evapén ¢ Oepaneioc. ZvvictdTol 1 TapakolovOnon tov
aplBpod TV APOTETOAM®Y 68 aVToHS TOVg acheveic.

Hodrazpucdc TAnOvopdc

"Exer avagepbel petopévn avamtuén og peptkovg modtatpikovs aobeveis e vooo Niemann-Pick
tomov C, katd TV mTpdun edon g Oepaneiog e miglustat, katd tnv omoia 1 apykn peimon g
Myme Papovg umopei va cuvodedeTar 1 vo. akorovbeital amd peiopuévn advénon tov dyovg. H
avantuén Ba mpénel va mapaxorovdeital o Tadlatpikovg acheveic Kot epnPoug katd T S1GpKeLD TNG
Oepomeiog pe Zavesca. O A0yog 09EAOVE/KIVOHVOL Bl TPETEL VoL EMOVEKTILATOL Y10 TOV KAOE acOevn
EexmP1oTa Yo TN GLVENIoT TG Bepameiog.

Ndrpro
To @apuakevtiKd owtd Tpoidv mepiéyel Aydtepo amd 1 mmol vatpiov (23 mg) avd kaydxio, ivar
avTd TOL OVopdLovE «EAEVBEPO VaTpioLY.

4.5 Almiemopdosig pe GAL0 QUPROUKEVTIKG TPOTIOVTO KUl GALES pOpPPEg arlinieniopaong

[epropropéva dedopEVE LTOSEKVOOVY OTL 1| GLYXOPTYNOT TOL Zavesca Kol 1 VToKATAoTOoT eViOU®V
ue rylovkepdon oe acBeveic e Tomov 1 voco tov Gaucher evoéyetotl va 001YNGEL GE UELMUEVT
ékBeom ot miglustat (og o pikpn peAETN TapIAANA®Y OUAd®YV, TOPATPHONKOY KOTA TPOGEYYIoN
pewoels 22% ot Cmax Kot 14% ot AUC). H pedétn avtr vrodeikvoe eniong 6Tt to Zavesca dgv €xel
Koo eninTOOon 1 £(EL TEPLOPIGUEVT ETUTTOOT GTIG POUPLOKOKIVITIKEG IOIOTNTEG TNG UIYAOVKEPAONC.

4.6 Tovipétnra, kKONON KO Yyolovyia

Kvnon

Agv vrapyovv emapkn dedopéva, amd T ypnon g miglustat og &ykveg yuvaikec. MeAiéteg e {oa
éoei&ov untpikn kat euPpuikn to&kdtnra, copmeptropupovouévne petopuévng emPioong tov eufpbov

(BAéme mapdaypapo 5.3). O evdeyodpevog Kivouvog yia tovg avBpdmovg eivar dyvootog. H miglustat
SmEPVA TOV TAOKOVVTO KOl OEV TPEMEL VAL YPTCLLOTOLEITAL KATA TN S1GPKELD TG KOT|ONG,.

Oniooude

Agv gival yvooto gdv n miglustat exkpivetal 6to untpkod ydro. To Zavesca dev Tpémel va AapuPavetot



KatTd T S1GpKELd TG YOAOVYIOG.

Tovipdtta

Meléteg og emipv £yovv dgi&el 0tL M miglustat £yel avemBOUNTEG EMOPAGELS OTIC TAPUUETPOVS
OTEPUOTOS (KIVNTIKOTITO KO LOpPOoAoYin) HEIDVOVTAG TN Yovipotnta (BA. mapaypdpovg 4.4 kat 5.3).

AvTicOAMN YT 6€ AVTPEC KOL YUVOIKEC

Métpa avTioOAANYNG Ba TPETEL VO, XPTCLOTOIOVVTOL OO YOVOIKEG GEOVATOPOYMYIKT NALKIAL.
A&uomioteg péB0dOL avTIcVAANYNG B TPEMEL VO GUVEYIGOVV VAL YPTGLLOTOLOVVTOL EVOCH GVOPEG
acOeveic Aapupdvouv Zavesca kot yio 3 uveg uetd tnv dwakonr| (PA. mapoypdeovg 4.4 kat 5.3).

4.7 Emdpaceig 6Ny IKevVOTNTO 001]YN61S KOl XEPLGROD Py ovindTov

To Zavesca &xel acnLovIn eXidpaon oTNV IKOVOTNTO, 00N YNOoNG Kol xpnong unyavnuatov. H {ain éxet
avaeepBel og ouyvn avemBOuNT avtidpaon Kot ot aceveic mov moyovy and {aAn dev mpémet va

001 YohV 1 VO YPNCIUOTOLOVY U0V LOTO.

4.8 AvemOOunteg evépyeleg

IIepiAnymn Tov TPoid ac@dAeloc

O1 o ovvnbiopéveg avemBouNTeg AVIIOPACELS TOV AVAPEPOVTOL GE KAMVIKEG LEAETEG TOL Zavesca
gtvan dtappoto, HetemPlopdc, Kook dAyog, andiela Pdpove kot tpopog (PA. mapdypago 4.4). H o
ocvvnOiouévn coPfopn averBountn avtidpacn wov £xel avapepbei kKotd T Oeponcio pe Zavesca og
KAMvVIKEG peléTeg etvan 1) meppepikn vevpomddela (PA. mapdypoeo 4.4).

Ye 11 Khvikég dokiuég oe drapopeTikég evoeitelg 247 acbeveic EAafav Oepameia e Zavesca, o€
docelg and 50-200 mg yuo pio péom dudpkeia 2,1 £tn. And avtovg tovg acbeveic, ol 132 giyav voco
tov Gaucher tomov 1 ko 40 giyav vooo Niemann-Pick tomov C. Ot avemBounteg evépyeteg nTav
YEVIKA NTLoG £0¢ UETPLOG GOPOPITNTOG KOl ELEAVICONKAY UE TAPOUOLD, GUYVOTITA EVIOS TOV
evoei&emv Kol TV 0cE®MV OV doKIUAcONKaAY.

ITivokog KoTaAdyou ovemfountmy VEPYEIMV

AvemBOunTeC eVEPYELEG, MO KAMVIKEG PHEAETEG KOt avBOpUNTN avapopd Tov epeavicOnkav og >1%
TV acfevov, TapatiBeviol 6ToV KATOTEPM TIVOKA, TOEIVOUNUEVES KATA KATYOPiO GLGTILLOTOG
opyévov Kot cuyvotnta (modd cvyvég: > 1/10, ouyvég: > 1/100 éwg <1/10, oyt ovyvég: 21/1.000 €wg
<1/100, omdvieg: >21/10.000 émg <1/1.000, Told ondvieg: <1/10.000). Evtoc kaOe katnyopiog
CLYVOTNTOG EUPAVIOTS, Ol avemBOUNTEG evEPYELEg TapatifevTal katd POivovsa celpd cofapdtnrag.

AWTopoy£C TOV OUOTONTIKOD KOl TOV AEUOIKOD GLGTNLLOTOC
Yuyvég ®popfonevia

Awzapayéc tov perofoopod kot e 0péyng
[ToAvd cuyvéc AndAelo copatikod Bapovg, petmpévn opeén

Yoylatpikég dratapoyég
Suyvég Kotabiwyn, abnvia, petopévn yevvetnola opun

Awotapay£c TOV VEVPIKOD GLGTNLOTOG

[ToAd cuyvéc Tpouog

Yuyvég [Teprpepikn vevpordbera, ata&io, apvnoia, TaparcOnocia, viocnocio, kepaialyia,
Cakn

Alotopay£C TOL YOOTPEVIEPIKOD CUGTILLOTOC




[ToAvd cuyvéc Awgppota, petempiopds, Kotmakd dlyog
Yuyvég Noavtia, £petog, KotAlokn didtacn/dvceopia, Svoreyio, SvoKOIAMOTNTO

ATopoy£C TOV HVOCKEAETIKOU GUGTILLOTOC KOl TOU GUVOETIKOD 1GTOV
2UYVEC Mvikoi oracpoi, pouikn advvopio

Ievikéc datopoyEc Kol KOTAGTAGELS TNS 0001 YOPNYNoNe

Yuyvég Konwon, e&acbévion, piyn kot aicOnpo Kakovyiog
"Epevveg
2uyvEC Aoxpooieg ay@ypoTnTog VEHPOL 1N PUGIOAOYIKEC

IIeprypa@n emAeyUEVOV OVETOOUNTOV EVEPYELDV

210 55% tv acBevov, avaeépbnke anmAslo copatikov Bapovc. H peyaivtepn cuyvotnta
enedviong mapotnpnnke ovapesa otovg 6 kol otoug 12 punvec.

To Zavesca &xel pehetn el og gvOEIEEIS OOV GLYKEKPIUEVA GUUPALATO TTOV AVAPEPON KAV MG
avETOVUNTESG EVEPYELEC, OTIMG VELPOAOYIKA KOl VEVPOWLYOAOYIKE GUUTTOUOTA/CTUEI, YVOOTIKN
duciettovpyio ko Opoufokvtraponevia Oo pTopovoay exiong va 0QEIAOVTOL GTIG VTOKEILEVEG
KOTOOTAGEL,

Avagopd TBovoAoyoLUEVEOV OVETBOUNTOV EVEPYELDV

H avagopd mibavoroyoduevmv avemtdOuntov evepyetmyv LETH amd TN yopnynon adelog kukiopopiag
TOV POPUAKELTIKOD TPOIOVTOG elvan onpavtikn. Emtpénet tn cuveyn mapakodlovdnon g oyéong
0PEAOVG-KIVODVOL TOV PUPHOKEVTIKOD TPOTOVTOG. ZNTeital and Tovg ExayyeALATIEG VYELNG VO
aVAPEPOVY OTTOLEGONTOTE TOOVOAOYODUEVES OVETLOVUNTEG EVEPYEIEG LEG® TOV EOVIKOD GLGTHILOTOG
avagopdg mov avaypdeetal oto [apdptnua V.

4.9 Ynaepoocoroyia

SVURTOUOTO
Agv &yovv e€okpiPwbei 0&éa copmtdpata vrepdocoroyiog. To Zavesca €xel yopnynOel o€ 00GE1G OC

kot 3000 mg/Mmuépa €mg kat €€ unveg oe HIV-0eticoic aobeveic katd ) d14pKeln KMVIKGV SOKIUDV.
Y10, avemBvunTo cupPapoTa Tov TapaTNENONKAY TEPILOUPAVOVTOY 1| KOKKIOKVTTOPOTEVIQ, 1) {AAN
kot 1 toparcOneia. Eniong, £xovv mapatnpndei Aevkomevia Kot 0VdETEPOTEVIN GE TOPOLOLO OO
acOevav mov eAdupavay 800 mg/muépa n vynAOTEPT dOGT.

Awyeipion
Ye mepinton VIEPO0COA0YING GUVIGTATAL YEVIKT 1TPIKT GPOVTIda.

5. ®APMAKOAOI'IKEXZ IAIOTHTEX
51 ®@appokodvvopIKEG OLOTTES

Doppokobepoamentikt) opado: AAAC PAPUOKO TNG TEXTIKNG 0000 Kot ToL petaforiopon, Kmdikog
ATC: A16AX06

Tomov 1 vococ tov Gaucher

H véc0g Tov Gaucher eivat pio kKANpovopukn HETAPOAKT SloTaporyr] TPOKOAOVUEVT Ol Lo
VIKOVOTNTO S1A.6TACTG TOV YAVKOGUAIOKEPOUISIOV e ATOTELECHO TV OTOBNKEVGT, AVTOD TOL
VAKOD GTO ADGOGMUOTO KoL TV TPOKANGN ekteTauévng maboroyioc. H miglustat givar évag
OVOOTOAENG TNG oLVOAoTG TOL YAvKOoGVALOKEPALSiOV, TOV VDOV TTOL EVBVVETAL Y10, TO TPMTO
07010 GVVOEDTG TV TTEPIGGOTEPMV YAVKOMTISI®V. 1 vitro 1 cuvBeTAOT TOV YAVKOGLAIOKEPALOTOV
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avaotéAletol amd tn miglustat pe cuykévipoon nuicelog avaotodtikig 1oyvog (ICso) 20-37 pM.
Emumpocétmg, £xel amoderyBel melpapatikd in vitro avaoTaATIKY dpdon Katd Tng U AVCOCMUKNG
YAvKoGLAloKEpapddone. H avacstaAtikh dpdon ot cvuvbetdon Tov YAuKoGLALOKEPAUISIoL aToTENE]
TO aToA0Y1Kd NG Oepameiog peimong vrooTpMduaTog 6T voco Tov Gaucher.

H mdotikn dokun tov Zavesca wpaypatoromnke oe acbeveig mov dev pmopovoay 1 dev 0shav va
Aapovv Oepameic OYE. Ztovg Adyoug un Aqyng g OYE neptraufdavovtay n emPapuven amod tig
EVOOPAEPLEG EYYVOELS KOl 01 SuoKOMES 0T EAEPIKN TPOSPacT. Xe avTiv TN U cuykpttikn 12-pnvn
UEAETT], CUHUETED OV €lKOCL OKTG acbeveic pe Tomov 1 vdoo tov Gaucher fmiag Emg péTprog
cofapotntac, kot 22 acbeveic oAokANpmoay ) ueAétn. Xtovg 12 unfveg, vanpée puéon peiowon tov
6YKoL Tov Nmatog Katd 12,1% kan péon peiwon tov 6ykov Tov omAnvos katd 19,0%. Mapatnpnonke
pio péon avénon tng ovykévipwong apoceapivng katd 0,26 g/dl kot pia péon adénon tov apibpov
TV orporetodMmv kot 8,29 x 10%/1. Tt cuvéyelo, dekaoktd acdeveic cuvéyicoy vo AapBavovy to
Zavesca 6T0 TANIGL0 EVOC TPOULPETIKOD TPMTOKOAAOV Topatetapuévng Bepameiog. A&loloynonke to
KAMVIKO 6pehog oTovg 24 kot otovg 36 punveg og 13 aoBeveic. Metd and 3 £t cvveyovg Bepaneiog pe
Zavesca, 1 €T LEIOT) TOV GYKOL TOL NTTATOG Kol ToVv oANVOg ftay 17,5% wan 29,6% avtictorya. H
péon avénon tov aptduod tewv aporetodMmv froav 22,2 x 10%/1 kon n péon oadéEnon g GLYKEVTP®ONG
apoceapivng frav 0,95g/dl.

Y& pia 0g0TEPT AVOLKTY, EAEYYXOUEV HEAETT TuYatomomOnkay 36 acOeveic mov giyav AdPel OYE enmi
2 €11 TOLAGYLIeTOV, GE TPELS OUAdES Bepameing: cuVEXIOT UE LLYAOVKEPAOT|, UIYAOVKEPAGT OF
ocuvovacpod ue Zavesca 1 petdtaén oto Zavesca. H pedétn avt mpoypotomomOnke Katd tn didpreia
piog 6—umvng TeP1dS0L TVYALOTOINUEVIC GVYKPLIONC okoAovBovpevng amd 18- unvn Tapdrtact, 6wov
oMot ot aoBeveig Elafav Zavesca mg povobepameio. XTovg 6 TpMO@TOVG UAVEC 6TOVG aebeveic Tov
petatdydniov oto Zavesca, 0 OYKOG TOL NTOTOG KoL TOV GTANVOG KOl T EMMESA QUOGPALPivg
Tapépevay aUeETAPANTO. e pEPIKovg acheveic vINPEV HEIOGELS TOL UPlOLOD TOV OUOTETOAM®Y Kot
aLENOELS TNG OPUCTIKOTNTOG TNG YLTOTPLOGLOAGTC, YEYOVOC TOV DTTOSEIKVVEL OTL 1] povobepameia pe
Zavesca evOEYETAL VA, NV daTnpel ToV 1010 EAeyy 0 gvepyOTNTAG TS VOGOV G€ OA0LG ToVG acbeveic. 29
acBeveic cuvéyioav oty mepiodo TapdTacns. Xe cOYKPIOT LE TIG LETPNOEIS GTOVG 6 UNVES, 0 EAEYYOC
¢ acBévelag frav apetdfAintog éxerta omd 18 ko 24 unqveg povobepameiog pe Zavesca (20 kai 6
acOeveic, avtiotorya). Kavévag acbevnic dev mapovciace tayeio endeivoon g tomov 1 vosov tov
Gaucher éretta amo tn petdroén os povobepamneia pe Zavesca.

XTI aveTEP® 000 HEAETEC, YopTYNONKe cuvolikr 660 300 mg Zavesca NUEPNOINE GE TPELS
emUEPOLS do0oels. AteEnyon o mpdobetn perétn povobepaneiog og 18 acbeveig pe cuvolikn doom
ton pe 150 mg nuepnoimg Kot To amoTEAEGHOTO OEIYVOUV LEIMUEVT] OTOTEAECUATIKOTITO GE GUYKPIOT
ue pia cvvorkn 06om Twv 300 mg nuepnocimg.

g pilo avoIKTAG ETIKETOG, U1 CLYKPLTIKN 2€TN LEAETN cvppeteiyay 42 aoBeveig pe Tomov 1 voco Tov
Gaucher, ot omoiot iyav Adfet OYE eni 3 £t TovAdyioTov Kot 1kavomolohoay To, Kpitiplo, otadepnc
vooov yia 2 £t TovAdyiotov. Ot acBeveig giyav petotedei oe povobepomeio pe miglustat 100 mg tpeig
eopéc nuepnoimg. O 6yKog Tov NTOTOS (KVPLoL LETAPANT OMOTELECUATIKOTNTOG) TOPEUEIVE
apeTapfAntoc amd Vv Evapén uéypt t ANEN g Bepanciog. ‘E&L acBeveig diékoyav mpdmpa )
Oepomeio pe miglustat yio Adyovg mbavnig emdeivmong tng vocov, 0rmg opiletal otn LeAéTn.
Aexatpeig acBeveic diékoyav tn Bepaneio Aoy avemBiunTov cuppdpatoc. Mikpég Héceg HEUDOELG
g apocpaipivng [—0,95 g/dl (95% CI: —1,38, —0,53)] xat tov apiBpov tov aponetariov [-44,1

x 10°/1 (95% CI: -57,6, —30,7)] mapotnpionkav avapeca oty évapén kot t A\EN e Oepamneiog.
Eikoot évoc acBeveic ohoxhnpwocay tnv 24-unvn Oepaneio pe miglustat. Amod avtodc tovg acheveic, ot
18 Bpiokovrav kotd TV évapén eviog TV Kablepoévey BEpamEVTIKGOV GTOXWOV (O TPOG TOV OYKO TOV
NTATOG KOl TOV GTANVOG, TOV EMMESMV AUOGPALPTVIG KOl TOV aplOud TOV AUOTETOAM®Y, EVD 16
acOeveic mapépevay evidc OA®V 0VTOV TOV BEPUTEVTIKOV 6TOY®V Katd To Mnva 24.

Exdnidoeig g tomov 1 vooov tov Gaucher ota 0otd aloroynoniay og 3 avorytég KAVIKEG LEAETEG
o€ aobeveig vd Bepomeio pe miglustat 100 mg tpeic Popéc nuepnoing Yo dSdotnue Emg 2 ¥povia (n=
72). Ao v aBpoloTikn] avdAlvon un eAeyOUEVOVY OEB0UEVAV, OL TIUEG Z-SCOTE TNG OCTIKNG
TUKVOTNTOG GTNV OCPUIKN HOIpa TG GTOVOLAMKNG GTHANG Kot 6T d1dpuor pnplaiov avéndnkoy
nep1ocOTEPO 0md 0,1 povadeg amd v apykn Tyun og 27 (57%) kot 28 (65%) tv acbevov pe



OLOUNKELG LETPTOELG TNG OOTIKNG TUKVOTNTAS. Agv LINPEAY TEPIOTATIKA OGTIKNG KPiomg,
00TEOVEKPMOOT|G 1] KATAYLOTOG KaTd T d1dpkela tng Bepameiog.

Nococ¢ Niemann-Pick tomov C

H vécoc Niemann-Pick tomov C givon pio ToA0 omdvia, otabepd eEeMocodpevn Kot TeEMKE
OovaTnEOopa VEVPOEKPVAIGTIKT dlatapoyr|, ToL yopaktnpiletal and duTopayuévn evOoKLTTAPLO
dtokivnon tev Mmdiov. Ot veupoAoyikég ekdnAdoelg Bempohvtal deuTepedovoeg TG Un-
(VOIOAOYIKNG GUGGMPELGTG YAVKOGPYYOMTISI®MV GTO VEVPMOVIKA KOl TO VEVPOYAOLOKE KOTTOPA.

To 0edopéva TOL TEKUNPIOVOLY TNV AGPAAELN KO TNV OTOTELECUATIKOTITA TOL Zavesca 0Tl VOGO
Niemann-Pick tomov C mpoékvyav amd [ie TpooTTIKy] KAVIKY LEAETN VOIKTNG EMCTLOVOTG KoL OO
po avadpopiky emtokomion. H kivikn pedétn cvumepiélafe 29 evilikeg kot veapovg acbeveic oe o
12unvn eleyyduevn mepiodo, akolovbovpevn amd mapdtoot Oepameiag e GUVOAIKT SLOPKELN KATE
néco 6po 3,9 € kot mg 5,6 £n. EmmpocBétmg 12 madiotpikoi acbeveig evtdybnioav oe pio pn-
EAEYYOLEVT] LTTO-UEAETT] [LE GUVOALKN didpKeln Katd péco O6po 3,1 £t kot €wg 4,4 £tn. Metald tov 41
acOevav mov evtdyOnkay oty pnelém, ot 14 acbeveic Erapav Oepaneia pe Zavesca yio mEPLGGOTEPO
amo 3 ypovia. H emokonnon nepreddpfove mepiotatikd 66 achevav mov elyav Aapetl Oepaneia pe
Zavesca extog KAMVIKNG Sokiung yuo péom odpketa 1,5 €. Kot ot 0o opddeg dedopévmv
mepleAdufovay modtaTpikoe, pnPoug kat eVAAKes 0o0evelg pe éva e0poc NAKIOY amd 1 £mg 43 €.
H ocuvnOng 66om tov Zavesca yio, tovg eviaikeg acBeveic ntav 200 mg Tpelg popéc nuePNoime Kot
TPOCAPUOCTIKE [LE fACT) TNV EMPAVELD COUATOG GTOVG TUOLOTPIKOVG 0oOeVELS.

YVVOAIKA To dedopéva, £de1&av 0TL 1) Oepameia e Zavesca UTopel vo, LEIMGEL TV TPA0S0 TOV KAVIKA
OTLLOVTIK®Y VEVPOAOYIK®OV GUUTTOUATOV 6 aobevelg pe voso Niemann-Pick tomov C.

To 6perog g Oepomeiog pe Zavesca Y10, TI VEVPOAOYIKEG ekdNAmaoelg o€ acbeveic pe voco Niemann-
Pick tomov C mpémetl va a&lodoyeitan taxtikd, 7.y, kabe 6 unveg. H cuvéyion g Oepamneiog Oa mpénet
VO ETOVEKTIUATOL PETH amd TOVAd)oToV 1 £T0¢ Bepaneiog pe Zavesca, (PA.mapdypaeo 4.4).

52 @oappokoKivnTIKES 1WO10TNTES

O1 pappokokvnTikég TapdueTpot T miglustat a&loloyndnkov og vywm dropa, og piKpd apBpo
acOevav pe Tomov 1 voco tov Gaucher, vocso Fabry, acOeveic pohvouévoug pue HIV, ko o evijhikec,
epnPovug kat wadd pe voco Niemann-Pick tomov C 1} voco tov Gaucher tomov 3.

H xwvntuen g miglustat mopovstaletot ypapuutkn og Tpog T 6001 Kot Un xpovoeapTduevn. Xta
VY1 dtopa 1 miglustat amoppoatat Toxéwe. Ot HEYIOTEG CLYKEVTPMGEIC GTO TAAGLO EXITVYYAVOVTOL
o€ 2 opeg mepimov petd and T doom. Aev €xel kabopiotel | amoivt frodabecpotnta. H
TAVTOYPOVI YOPNYNOT TPOPNG UELDVEL TO TOGOGTO AToPPOPNONG (T0 Cmax HEIOONKE KOTd 36% KOt TO
tmax KAOVOTEPNGE KOTA 2 DPES), AR OEV £YEL GTATIOTIKOG CNUAVTIKEG EMOPAGEIC 6TO Pabud
aroppoenong ¢ miglustat (n AUC peiddnke katd 14%).

O pawvdpevog 6yKog Kotavoung tng miglustat siva 83 1. H miglustat 6g decpevetan Ue Tig TpOTEIVEG
Tov TAdopatog. H miglustat amopakpiveral kopiog e veQpikn améKKpion, Le To and Ta 00pa
OVOKTOWUEVO aVOALOI®TO Qappdarov va aroterel To 70-80% g doong. H pavopevn and 6topatog
k@Oapon (CL/F) eivon 230 £+ 39 ml/Aento. O pécog ypovog nuicelag (ong eivar 6-7 dpec.

Metd ) yoprynon epdmnat 86ong 100 mg “C-miglustat oe vyieic e0ehovtéc, 83% tng padievépyetag
avaktOnke ota ovpa kot 12% oto KOmpava. Apketol LETAPOAITEG EVIOTIGTIKAY GTA OVPA KOl TO,
kémpova. O eVPIGKOUEVOS GE UEYOADTEPT TOCOTITA, LETAPOAITNG OTO OVPO HTAY TO YAVKOLPOVISLO TNG
miglustat mov anotekei 10 5% g 600mG. O TEMKOG XPOVOC NUILONG TNG PUIIEVEPYELNG GTO TAAGLOL
Nrtav 150 h vrodnidvovtag TV Tapovsio EVOG 1 TEPICCOTEPOV LUETAPOAMTMV [LE TOAD LEYAAO YPOVO
nulong. O petafoiritng otov omoio amodideTol aVTo dev £XEL TPOGIIOPIGTEL, OUMG AVTOC UTOPEL VO
OLGGMPEVETAL KUl VO QTAVEL GE GLYKEVTIPMGELS TOV LIEPPAIVOVY aVTEC TNG oTadEpoTOMUEVNS
Kkatdotoong tng miglustat.



H poppoxokivntikn g miglustat eivot mapopola og evijlikeg acbeveig pe voso tov Gaucher tomov 1
ka1 o€ acBeveig pe vooo Niemann-Pick Tomov C cuykpivopevn e 0UTH TOV VYOV OTOUMV.

Houdrazpucdc TAnOvopdc

Dappokokvntikd dedopéva EAnedncay amd madtatpikos acbeveic pe voco tov Gaucher tomov 3
nikiog 3 €éo¢ 15 et@v, kot amd acbeveig pue voso Niemann-Pick tomov C niikiog 5-16 tdv.
Aocoroyia og Toudud 200 mg TPEIS POPES NUEP OIS TPOSAPUOGUEVT] LE PACT) TNV EMPAVELD COUATOG
emépepe TIHEG Cmax kKot AUC,: mov ftay mepimov Sumhdcieg avt®dv mov emttebynkay petd and 100 mg
TPEIC POPEC NUEPNOImG o€ aobeveig pe TOmoL 1 voco tov Gaucher, Yeyovog TOV GUUPMVEL [iE TV
YPOLLIKT ®G TPOG T1 00T POPUAKOKIVITIKT TNg miglustat. X& otabgpomotnuév KaTdoTac, N
ovykévtpmon g miglustat 6to eykepaiovmtiaio vypd 6 achevav pe voco tov Gaucher tomov 3 NTav
31,4-67,2% ¢ 6uYKEVTIPMOOTG TOV TAGGLOTOC.

[Tepropropéva dedopéva, og acbeveic pe tn voco tov Fabry kat pe dtatapoyn veepikng Asttovpyiog
éoei&av 6t CL/F peiwveton pe tn peioon g veppikng Asttovpyiog. Eved o apBuog tov atopwy pe
VEQPIKT SVGAEITOVPYiO NTTLOG Kot LETPLOG GOPopOTNTAG NTAV TOAD UIKPOC, TO OESOUEVE, DTTOSEIKVIOVY
pio katd Tpocéyyion peiwon tov CL/F g td&ng tov 40% kot tov 60% avtiotorya, 0Ty Nmo Kot
pétprog coPapotntag veppikn ovciettovpyia (PA. mapdypapo 4.2). Ta dedopéva ot coPapr| VEPPIKY
duciertovpyia mepropilovtar o€ 600 acbeveig pe kabapon kpeatvivig petald 18 — 29 ml/min ko dev
umopotv va e€ayfovv cuUTEPAGHATO KATM ard ovtd T0 e0pog. Ta dedopéva ot vTodNAd®VoLV pia,
petmon g CL/F katd 70% tovidyiotov o€ acbeveig pe cofopn veppikn Svciettovpyia.

Me Bdion 1o e0pog TV daubéciuwy dedopuévay, o onuelminke kapio onuavtikny oxéon 1 taon uetacd
TOV QUPHOKOKIVITIKGOV TOPpApETp®V TG miglustat kot Tov dnpoypoaeikdv petafintaov (mikio,
delktng couatikng palag, yévog 1 euAn).

Agv vrapyovv S100EG1U0 PAPUOKOKIVITIKG dedouéva o€ aeOEVELS e NTOTIKY SVGAEITOVPYIQ, 1| GTOVG
nAkiopévoug (> 70 etmv).

5.3 IIpoxiivikd dgdopéva Yo TNV 0.6QAAELN

O1 KVpleg EMOPACELS, KOWVEG G€ OO TO €101, NTOV OTMAELD COUATIKOD BApovg Kat didppota Kat, G
VYNAOTEPES 00GELS, PAAPES TOV YaoTpevTEPIKOD PAevvoydvov (Srafpmacelc kot eEédkmaon). Emimiéov
emdpdoeic mov mapatnpnniay oe {da 6€ 60GELG TOL 00N YOLV GE emimeda £kBeonc mapouole N
peTpimg vynAOTEPA amd TO KAVIKO emimedo £kBeong, ftav ot e&ng: adhayég ota Aeppoedn dpyava
OAOV TOV E0DV TOL EEETAGTNKAY, OAAAYEC OTIS TPUVOUULVAGES, GYNLOTICIOG KEVOTOTI®MV GTO
Bupeocidn Kot To TAYKPEUS, KOTAPPAKTNG, VEQEPOTADELN Kol SL0TAPAYES TOV LVOKAPSIOV GTOVS EMIUVG.
Ta gvpiuata avtd OempnOnkav devtepoyevn Tng atoviog.

H yopfiynon ¢ miglustat ce dppeveg kot ONielg emipvg Sprague-Dawley uécm and 6toOUATOG GiTIoNg
oo kobetnpa yia 2 xpovia o€ enimeda 66ong 30, 60 kou 180 mg/kg Muépa eiye og amotérecua pio
QVENUEVT CLYVOTNTO ELPAVIOTIC VIEPTAUCIOG TV SIIUEC®Y KLTTAP®V TV Opyxemv (kottapa Leydig)
KoL 0OEVOUATOV GTOVG APPEVES ETIUVC GE OXOL TOL ENMIMESD OOGEDV. LT CLUVIGTMOUEVT dOCN O
avOpOTOLG, 1 CLGTNUATIKY £KOEGT 0TI YOUUNAOTEPT SOGT NTOV YOAUNAOTEPT 1] GUYKPIGIUN LE CLTY|
7oV TopatnpROnke otovg avlpamovg (Pdoel g AUCow). To eninedo oto omoio dev mapatnpeitol
kapia enidpacn (NOEL) dev tekunpidbnke kot ) dpdon dev ftav docoesaptdpevn. Aev vrnpye
avENOT oYeTILOUEVT] LE TO PAPLOKO GTN] GLYVOTNTO ELPAVIONG OYKOL OTOVG AppeveS 1 BNAeLg emipvg
o€ 0molodMmoTE AL OpYavVo. MNYavIGTIKEC LEAETEG ATOKAAVYOV VOV UNYXOVIGHO EI01KO Y10 TOVG
emipeg, o omolog Bempeitar OTL £xEL PIKPT oNUAcic Yo Tovg avlpdOTOLG.

H yopfiynon g miglustat ce dppeveg kot Onieic pog CD1 péom amd otopatog citiong dia kabetnpa
o€ emimeda 66ong 210, 420 kot 840/500 mg/kg muépa (ueimon g 66ong petd amd wcd xpovo) yuo 2
YPOVIOL lye MG amOoTEAESHA Piot ALENUEVT] GLYVOTNTO ELPAVIONG PAEYLOVMOOIDV KOl VITEPTAACTIKMDV
BAaPdv oT0 oKD EviepPo Kal TV dVO PUAWMYV. Bdoel tov mg/kg/Mmuépa. kot Tav d1opddcemv mg PO
TIG S10POPEG TNE O10L TV KOTPAVOV OTEKKPLONC, 01 dOCELS avTioTorovcay oe 8, 16 kot 33/19 gopég
TV VYNAGTEPT GLVISTAOUEV dOoT G€ avOpdmovg (200 mg tpelg popég nuepnoing). I[epiotaciokd
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TopOTNPNONKAY KAPKIVOUATO, GTO TOYD EVIEPO O OAEG TIG OOCELS LIE L0 GTOTIOTIKA GT)LLOVTIKN
avénon oty opdada vyming 66ong. H onuacio avtdv tov evpnudtev oe avBpodmovg dev umopet va
amokAelotel. Aev vnpye Kopio avénon oxeTilOUEVT LE TO PAPUAKO GTH GUYVOTITA EUPAVIOTG OYKOD
o€ omolodnmote GO Opyavo.

H miglustat dev £0e1&e omolodnToTE EVOEYOUEVO PETAAAAEIOYOVAV 1) KAOGTOYOV®V dpdoemv 6N
Bootkn cvuaTtolyio SOKUAGIOY YOVIOLOTOEIKOTNTAS.

Mehéteg ToEIKOTNTOG ETOVALAUPOVOUEVODVY dOCEMV G EMIPUVEG KOTESEIEAY EKPVAION Kol ATpopia
OTEPUATOPOPOV COANVAPI®V. AAAEC LEAETEG AMEKAADY OV UETAPOAEG OTIC TAPUUETPOVS CTEPUATOG
(CLYKEVTPOON GIEPUOTOC, KIVITIKOTNTA KOl LOPPOAOYIR) TOV GuUP®VOVcayY pe pia Tapatnpndeioa
peimon g yovipdtntag. Avtég ol emdpacelc cuvEPN oAV o eninedo SOCEMV TPOCSUPUOGUEVA OG TPOG
TNV ENPAVELD COUATOG TOPOUOL0. LE EKEIVA TV acBevmv, aAld £dei&av avaotpeyiuotnta. H
miglustat peimoe v emPicoon tov euPpvov 6TOVG ETIUVES KoL TOLE KovikKAove. AvapépOnke
TOPOTETOUEVOS TOKETOG , ALENONKOV Ol LETEUPVTEVTIKEG UMADAEIEG KO TOPATNPNONKE avENUEVN
CLYVOTNTO AYYEKMY OVOUOAMY GTOVG KOVIKAOLG. AVTEG Ol EMOPACELC EVOE ETAL VO, oyeTI{ovVTaL
KOTO €VOL LEPOC E TNV UNTPIKT TOEIKOTNTO.

e perétn Sdpkelag 1 €rovg, mapatnpnOnkav aAlayég otn yorovyio og OnAvkovg emipvg. O
UNYoVIoUog TG eMidpacNC QLTAG Eival AyvmGTOC.

6. OAPMAKEYTIKEX IIAHPO®OPIEX

6.1 Koartahoyog ekddymv

Hepreydueva kayaxiov

Apvro kapPoéouedvimpuévo vatplovyo,

[Mopovn (K30),
Moyviiolo oTeaTiko.

Ké opog kayakxiov
Zehativn,
Awo&eidio tov trtaviov (E171).

Melbvn eKTOIMONG
Z10Mpov oégidto uérav (E172),
Koppeo Adxkag.

6.2 Aovpparétnreg

Agv gpapuolertar.

6.3 Awdpkero Long

5 xpovia.

6.4 Idwitepeg TPoPLAAEELS KOTA TN PVLAEN TOV TPOIOVTOG
Mn gpuAdocete og Ogppokpacio peyoarvtepn tov 30°C.

6.5 ®@Vo1 KO GVOTUTIKA TOV TEPLEKTY

Kaoptéreg blister ACLAR/ALU, d1a0éc1ueg oe kovti tov 4 kaptedmv blister, 0mov kaOe kaptéla
blister mepiéyet 21 Koydxia, TapEYOVTAG CUVOAKA 84 Konydiio.
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6.6 Idwitepeg TpoPuAAEELS amOPPIYNG

Kopia €1dtkn vroypéwon amndppiymng.

7. KATOXOX THX AAEIAY KYKAO®OPIAX

Janssen-Cilag International NV

Turnhoutseweg 30

B-2340 Beerse

Béhyo

8. APIGMOZX(OI) AAEIAX KYKAO®OPIAX

EU/1/02/238/001

9. HMEPOMHNIA ITPQTHXE EI'KPIZHY / ANANEQYXHY THX AAEIAX
Huepounvia tpdmg éykpiong: 20 Noeuppiov 2002

Huepounvia tekevtaiog avavémong: 08 Askepppiov 2012

10. HMEPOMHNIA ANAGEQPHXHX TOY KEIMENOY

Aemtopepeic TANPOPOPIES Y10 TO TOPOV PUPLOKEVTIKO TPOioV gival d100EG1UEG GTOV SIKTVAKO TOTO
tov Evponaikod Opyoaviopuod Gapudkov: http:/www.ema.europa.cu.
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IHAPAPTHMA 11

IMAPAXKEYAXTHX YIIEYOYNOX I'TA THN
AIIOAEXMEYXH TQN ITAPTIAQN

OPOI'H IIEPIOPIXMOI XXETIKA ME TH ATAGEXH KAI
TH XPHXH

AAAQOI OPOI KAI AITAITHXZEIX THX AAEIAX
KYKAO®OPIAX

OPOI'H IIEPIOPIXMOI XXETIKA ME THN AX®AAH KAI

ATIOTEAEZMATIKH XPHXH TOY ®PAPMAKEYTIKOY
MPOIONTOX
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A. TIAPAXKEYAXT YIIEYOYNOX I'TA THN ATIOAEEMEYXH TQN ITAPTIAQN

‘Ovopa kot d1e06VVeT TOL TOPACKELOOTH TOV £ival VITEVOVVOC Y10 TNV ATOOEGUELOT] TV TAPTIOWV
Janssen Pharmaceutica NV

Turnhoutseweg 30

B-2340 Beerse

Béhyo

270 £VTUTIO PUALO 0ONYLOV XPNONG TOV PAPUOKEVTIKOD TPOIOVIOC TPETEL VO OVAYPAPETOL TO OVOLLOL
Kot 1 01evBVvVeN TOL TAPACKELOGTN TTOL Elval VITEHOVVOG Y10 TNV ATOSEGUEVGT TG OYETIKNG TAPTIOAC.

B. OPOI'H HEPIOPIZMOI XXETIKA ME TH AIAGEXH KAI TH XPHXH

DoppoxevTikd TPOIOV Y10 TO OTOl0 ATOLTEITAL TEPLOPIGILEVT] WOTPIKT] CLVTAYT|
(BA. mapdptpua I: [epiinym tov Xopaktnpiotikedv tov [poidvtog, mapdypopog 4.2.)

I AAAOI OPOI KAI AITAITHXEEIX THX AAEIAY KYKAO®OPIAX
. Ex0¢cg1g meprookng mapakorovdneng g ac@dreiog (PSURS)

Ot amaitioetg yio Tnv vrofoAr towv PSURS yia to ev Adym papuokeutikd mpoidv opiloviat
OTOV KOTAAOYO UE TIG Nuepounvieg avapopds s Evaong (katdhoyog EURD) mov mapatifetot
oV Tapdypago 7, tov apbpov 107y, e odnyiag 2001/83/EK kot kabe emaxoiovdng
EMKOLPOTOINGNG OTME ONUOCIEVETAL GTNV EVPMOTOIKT] SIKTVOKT TOAT] Y10 TO, PAPUOKOL

A.  OPOI'H HEPIOPIZMOI XXETIKA ME THN AX®AAH KAI AIIOTEAEXMATIKH
XPHIH TOY ®PAPMAKEYTIKOY ITPOIONTOX

. Yoo owayeiprong Kivovvov (XAK)

O Karoyog Adetag Kukiopopiag (KAK) Oa die€aydyet Tig amattodueveg SpacTnploTnTeS Kot
ToPEUPACELS PAPUOKOETAYPVTVIOTG OGS Tapovotdlovtal 6to cuppovndév XAK mov
napovotdlerol otny evotnta 1.8.2 tng ddetog kKukAopopiag Kot 0TOECONTOTE ETAKOAOVOEG
eykekpipéveg avabempnoeig tov TAK.

"Eva emucaiporompévo XAK Oa mpénet va katotedei:

. Metd and aitnpa tov Evporaikod opyovicpod Oappakwy,

. Onotednmote TpOTOMOLEITAL TO GVGTNUA Sl0YEIPIONG KIVOHVOUL, EWOIKE MG ATOTELEGLO ANYNG
VE®V TANPOQOPLDY TOV UTOPOVV VO ETLPEPOVY CNUAVTIKY] OAACYT] OTT GYECT] OPEAOVG-KIVOLVOL
N ®OG OTOTELEG A TNG EMITEVLENG EVOG GNUAVTIKOD OPOCT|LOV (POPHOKOETOYPOTVIION M
EAAYLOTOTOINGT] KIVOVVOU).
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IHAPAPTHMA I1I

EINIXHMANXH KAI ®YAAO OAHI'TQN XPHXHX
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A. ENIXHMANXH
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ENAEIZEIX ITIOY ITPEIIEI NA ANATPA®ONTAI XTHN EEZQTEPIKH XYXKEYAXIA

EEZQTEPIKO KOYTI

| 1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITIPOIONTOX

Zavesca 100 mg xoydKio

miglustat

(2. TYNOEZIH XE APAXTIKH(EZ) OYZIA(EY)

Kda0e xaydxio mepiéyet 100 mg miglustat

3.  KATAAOI'OX EKAOXQN

| 4. OPAPMAKOTEXNIKH MOP®H KAI IIEPIEXOMENQO

Koawydxio, oxAnpo
84 kayaxio

| 5. TPOIIOX KAI OAOX(OI) XOPHI'HXHX

Awpaote 10 QUALO 0INYIOV TPLY amd TN YopTYNoN.
Amo6 otopaTog ypron

6. EIAIKH ITPOEIAOITIOIHXEH XYM®QNA ME THN OIIOIA TO ®PAPMAKEYTIKO
IPOION IIPEIIEI NA ®YAAXXETAI XE OEXH THN OIIOIA AEN BAEIIOYN KAI
AEN IPOXEITIZOYN TA ITAIAIA

Noa puAdooetar o€ 0éomn v onoio de PAEmOVY Kat dev Tpoceyyilovy To TOIdId.

[7. AAAH(EZX) EIAIKH(EX) IPOEIAONOIHEH(EIY), EAN EINAI AAPAITHTH(EZ)

| 8. HMEPOMHNIA AHEHX

EXP

| 9. EIAIKEYX XYNOHKEYX OYAAEHX

Mn guAdocete og Ogppokpacio peyarvtepn tov 30°C.
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10. TAIAITEPEX TPO®YAAZEEIX I'TA THN AIIOPPIYH TQN MH
XPHEIIMOIIOIHOENTQN ®APMAKEYTIKOQN ITIPOIONTQN 'H TQN
YHOAEIMMATON ITIOY HPOEPXONTAI ATIO AYTA, EOOXON AITAITEITAI

| 11. ONOMA KAT AIEYOYNXH TOY KATOXOY THX AAEIAY KYKAO®OPIAX

Janssen-Cilag International NV
Turnhoutseweg 30

B-2340 Beerse

Béhyo

| 12.  APIOMOX(OI) AAETAY KYKAO®OPIAX

EU/1/02/238/001

| 13.  APIOMOZX IIAPTIAAYX

Lot

| 14. TENIKH KATATAZH I'TA TH ATAOGEXH

| 15. OAHTIEX XPHIHX

| 16. IMAHPO®OPIEX XE BRAILLE

Zavesca

17. MONAAIKOX ANATNQPIZTIKOX KQAIKOX — AIZAIAXTATOX TPAMMQTOX
KQAIKAX (2D)

A160106T0TOG YPOUR®TOS KMo (2D) mov pépel Tov TEPIANPOEVTH LOVASIKO OVayVOPIGTIKO KOOKO.

18. MONAAIKOX ANAI'NQPIETIKOX KQAIKOX — AEAOMENA ANAI'NQXIMA AIIO
TON ANOPQIIO

PC
SN
NN
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EAAXIXTEX ENAEIZEIX ITIOY ITPEIIEI NA ANATPA®ONTAI XTIX XYXKEYAXIEX
TYHOY BLISTER 'H XTIX TAINIEX

BLISTER

1. ONOMAZXIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Zavesca 100 mg konydxKo

miglustat

2. ONOMA KATOXOY THX AAEIAY. KYKAO®OPIAX

Janssen-Cilag Int

3. HMEPOMHNIA AHEHX

EXP

4. APIOMOX ITAPTIAAX

Lot

5.

AAAA XTOIXEIA
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B. ®YAAO OAHI'TQN XPHXHX
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®YrAo ooV ypions: [IAnpogopicg yia Tov ypriot

Zavesca 100 mg koydxia
miglustat

AwfdoTe TPOGEKTIKA 0AOKANPO TO PUALO 00N YLAV PTG TPV UPYICETE VU TAIPVETE GVTO TO

QOAaPLOKO, OLOTL TEPLAGUPAVEL CNUAVTIKES TANPOPOPIES Y10 UG,

- DdvrdEre avTd TO PUALO 0N YDV Ypions. Towg ypelaotel va to daPdcete Eavd.

- Edv éxete mepartépm amopiec, poTNOTE TOV Y10TPO 1] TOV QAPLOKOTOLO GOGC.

- H cvvtayn yi' ovtd 10 @appako yopnynOnke oamokAEIGTIKA Yo Goc. AgV TPETEL VoL SDGETE TO
QAapraKo o€ AAAOVG. Mmopel vo Tovg Tpokarécel PAAPT, aKOU Kol OTOV TO, GNUEIN TNG
acBéveldc Toug eivor 101 pe TaL S1Kd cag.

- Edv mopotmpfoete Kamoo avemBOunT evEPYELd, EVIUEPDGTE TOV YIATPO 1) TOV QOPLUKOTOLO
0aG. AT 1oyveL kot yio kKaOe mhovn avemBOuNT eVEPYELD TTOV JEV OVOPEPETOL GTO TAPOV
@OALO oMYV ypriong. BAére mapdypago 4.

T TePLéyeL To TAPOV OAAO 0ONYLOV:

Tt elvan To Zavesca kot wota gfvor ) xp1on Tov

T mpéner va yvopilete mpv Tapete to Zavesca

[Idg va mdpete 10 Zavesca

[MBavég avemBounteg evépyeteg

[og va puraocoete To Zavesca

[epreydpeva g cLOKEVAGING Kol AOUTEC TANPOPOPIES

ANk =

1. T eivon To Zavesca kot wola givar 1 yp1iocn 100

To Zavesca mepiéyel ) dpaotikn ovcio miglustat 1) omoio avikel 6€ piol OpASH PAPUAKMY TOV
emnpedlovv Tov petafoiiopd. Xpnoiponogitol yio ) Oeponeio dHo mabnoemv:

. To Zavesca ypnoiwponoiciton yia tn Ogpansio g NmLag £0g péTprog coPfapoTnTtos TG
T07ov 1 vooov Tov Gaucher og gvijlikeg.

2t tomov 1 vocso tov Gaucher, (o ovoio Tov AEYETOL YAVKOGUALOKEPAUIOIO OEV ATOUOKPVOVETAL OO
TOV 0pYAVIGHO GOG. EEKIVA VO GLCCOPEVETAL GE OPICUEVE, KDTTAPO TOV OVOGOTOUTIKOD GUGTIOTOC
TOV OPYOVICLOV. ATOTEAEGLO 0VTOD UTOPEL va lval 1] S1OYKWOGT) TOV HATOG KOl TOV GTANVOG, Ot
petafoArég oTo aipa Kol 1 VOGOS TV 0GTMV.

H ouvndnc Bepaneia e tomov 1 vdésov tov Gaucher eivar 1 Oepameio vrokotdotaong eviouwy. To
Zavesca ypnoonoteiton povov otav 1 Oepaneio vrokatdotaong eviOU®Y dev eVOgiKVLTAL.

. To Zavesca ypnoiponoiciton exiong Yo TN 0pameio TOV EKPVAMGTIKAV VEVPOLOYIKADV
SVUTTONATOV TN VOcov Niemann-Pick tTvmov C 6¢ gvijlikeg Kot 6€ Ta10L4.

Edv €yete vooo Niemann-Pick tomov C, Mmidio 6nwg Ta YAUKOSPTyYOMTIO CLGCM®PEVOVTOL GTA
KOTTOPO TOL EYKEPAAOV GOG. AVTO UTOPEL VO ETPEPEL DATAPOYES GTIC VEVPOAOYIKEC AELTOVPYiES,
OGS apyN Kivnon TV 0POBUAL®Y, 100PPOTIQ, KOTATOGT) KOl VT, KaBMS Kol GTAGHOVG,.

To Zavesca dpa. avacTtéAlovTog 10 EVOLHo«oLVOETAGT TOL YAVKOGLAOKEPAULGIOV» TOV Eivol
VIELOVVO Y10 TO TPMOTO GTAGI0 TNEG GVVOESNC TOV TEPIGGOTEP®Y YAVKOGOLYYOMTISIWV.

2. Tvpémer va yvopilete npwv napeTe To Zavesca

Mnyv wapete 10 Zavesca

- o€ mepintwon aAlepyiog otn miglustat | 6€ 0mT0100MTOTE AAAO GO TOL GVGTOTIKA CLTOV TOV

QOPUAKOVL (0VAPEPOVTOL OTNV TAPAYPOPO 6).
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[pocdomomoeis Ko TPOPVAAEELS

AmevBuvheite 6TOV YI0TPO M TOV PUPUAKOTOLO GOC TPOTOV TAPETE TO Zavesca
- edv maoyETE AMO VEQPIKT VOGO

- €0V TAGYKETE OO NTATIKY VOGO

O ywotpog cag Oa EKTEAEGEL TOLC TAPUKATD EAEYYOVC TPV KOl KOTA TN dtdpkela ¢ Oepameiog pe
Zavesca:

- e&étaon TV vebpav oTa Ave Kol KAT® GKPO GOg

- pETpMon TV emmédmv ™G Prrapivig Bio.

- mopokolovdnon e avamtuéng, v eiote Taudi N EpnPog pe vocso Niemann-Pick tomov C
- napakolovinon Tov apBpod TV oporeTaAinV

H aitoroyio avtdv tov eAéyyov givorl 0Tt Kamolol aceveic £(0VV TAPOVGIACEL CUUTTM LT
CUVPUNYKIACUOTOG) T LOVOIAGLOTOC OTA ¥EPLL Kol oTa TOALA, 1] U0l LEIMOT TOV COUATIKOD Bépovg
evo Enarpvay to Zavesca. Ot édeyyot Ba fondncovy 1o Y1aTpd Gog Vo AToPucicel Katd TOGoV Ta.
CUUTTOUOTO 0VTE 0QeilovTal oty 0cBéveld oag 1 o€ AAleg vITdpyovoeg madnoelg, 1| opeiloval oe
avemBounteg evépyeleg Tov Zavesca (Yo TeplocOTePEg AETTOUEPELES, PA. Tapdypao 4).

Edv &yete d1appota, o yrotpds cog iowg cog {ntnoet va, alddEete T SoTpoP| 6oG Yio Vo, Letmbei
TPOGANYT G0¢ 6€ AaKTOlN Kot vdaTdvOpakeg, OTmG 1 sokyapdln (Layopn amo (oyxapokdiapo) 1 vo
unv mapete to Zavesca pall e Tpoen, 1 Vo LELMGETE TPOSMOPIVA T1) 0001 GOG. & OPICUEVECS
TEPIMTMOGELG O YIUTPOC UTOPEL VO, GUVTOYOYPAPTGEL AVTIOLPPOTKE @apuaxe Onwc 1 Aomepapion. Edv
N d1dppotd cag dev avTomokplOel o ovTd TaL LETPA, 1 OV EXETE OTOLOONTOTE GAAN KOIAOKT EVOYANOT,
ocuppovlevteite T0 YI0TPO GOG. X TETON TEPITTOOT, O YIOTPOG GO UTOPEL VO AmoPacicel va dieEdyet
TEPALTEP® TTOPAKMVIKEG EEETACELS.

Ot Gvdpeg acbeveic Tpémel va ¥pNooTolovy oEomoTes uebOd0Vg avTIGOAAYNG KATA TN J1dpKELD
Ko i 3 punveg petd amd v ohokAnpmwon g Bepaneiog pe Zavesca.

Howora ko Epnpor
Mnv divete avtd 10 PappaKo og Todld Kot pnoug (nAtkiog kdto Tov 18 eTtdv) pe Tomov 1 voco Tov
Gaucher eng1dn dev elval YvwoTod €GvV €ival ATOTELECUATIKO GE (LT TN VOGO.

Alho @appoko kol Zavesca
Evnuepdote tov yatpd 1 TOV QopUOKOTOW0 oG 4V TaipveTe, £ETE TPOGPOTA TAPEL 1] Uropel vo
TOPETE GANOL QOPLOKOL.

Evnuepdote 1o yotpd 60G €6V TOIPVETE PAPLOKE TTOL TEPLEYOVV LULYAOVKEPHOT], TO OTTOLN
YPNOLLOTOI0VVTOL OPIGLEVES POPEG TOVTOYPOVA e TO Zavesca. MTopel va LELWGOLY TNV TocOTNTA
TOV Zavesca GToV 0pYavIGHO Cag.

Kinon, Onhoopoc ko yovipétnra

Agv pénel va mhpete 10 Zavesca eqv €l0Te £YKVOG 1 oV GKOTEVETE Vo, peivete €ykvoc. O y1aTpog oog
UTOPEL Vo 60,G dOMOEL TEPLETOTEPEG TANPOPOpies. Otav maipvere to Zavesca, TPEMEL VO, XPTCLOTOIEITE
aroteleopatikny pEBodo avticOAANYNG. Mnv Inidalete yio 660 ddotno Taipvete 1o Zavesca.

O Gvdpeg acbeveic Tpémel va ¥pNooTolovy oEomoTes ueOd0Vg aVTIGOAAYNG KATA TN J1dpKELN
g Oepameiog Tovg Kot yio 3 Uiveg PHETA TNV OAOKAN PO TG Bepaneiog pe Zavesca.

Edv gic0e éykvog 1) Onialete, vouilete 0tL umopei va gicle £ykvog N oxedldlete vo amokTGETE TOdI,
{ntote T GVUPOVAN TOL YITPOL 1] TOL PUPLEKOTOLOD GG TPOTOV TAPETE AVTO TO PAPLOKO.

001ynon Ko YEPIGUOS PN YoV RATOV

To Zavesca evdéyetor va cog Tpokoaréoetl {AAn. Mnv odnyeite | un ¥pNOUOTOIEITE OTOLOONTOTE
gpyaeio 1| unyoviuota v acbaveote (OAn.
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To Zavesca nepiéyel vaTplo
To papuaxo avtd mepiéyel Arydtepo amd 1 mmol vatpiov (23 mg) avd koydkio, gival autd wov
ovoudlovpe «erevBepo vaTpiovy.

3. o vo wapete To Zavesca

[Tédvtote va maipvete To PAPLOKO CVTO ALGTNPE COUPOVE. LLE TIG 0dNYieg TOV YloTpoy cag. Edv €yete
apPPOAES, pMTACTE TO YATPO 1 TO POPLOKOTOLO GO,

. IN'a v 1000 1 véoo Tov Gaucher: "o tovg eviidkeg, 1 cuvnOng 660 gival Eva koydkio
(100 mg) tpeig popéc v Nuépa (Tpwi, peonuépt kot fpdadv). Avtd onuaivel pio péyiotn d6om
o1V Kayokiov (300 mg) nuepnoing.

. I'a ™ véoo Niemann-Pick tomov C: I'a tovg evidikeg kot Tovg pnPoug (veo tov 12 eTmv),
1N ovvning 860 givar 600 kayakia (200 mg) Tpelg Popég TV NUépa (Tpmi, pecUEPL Kot
Bpdov). Avto onuaiver pia péyiotn o06on €& kayokiov (600 mg) nuepnoing.

Mo moud1d nikiog pukpdtepng Tov 12 e1@v, 0 y1o1pds cag Ba tpocapudcet T 6601 yio T VOG0
Niemann-Pick tomov C.

Edv avtipetonilete mpofAnuota pe Toug veppoic cogc, umopel va Aapete wikpotepn 06om Evapéng g
Oepaneioc. O yotpog oo Umopel Vo LELMGEL TN 000N 0ag, Y. o€ £va koydkto (100 mg) pio 1 dbo
(QOPEC TNV NUEPW, GTNV TEPITTMOOT TOV VITOPEPETE Ao d1APPOL KATd TN ARy Tov Zavesca (BA.
mopaypapo 4). O yotpdg cog Oa oag el 0G0 ¥povo Ba dwapkéael 1 Oepaneio oag.

INo va aparpécete T0 KOYAaKLO:

1. Awywpiote ota didtpnTo onueio
Tpapn&re micw to yopti ekel OTOL VEGPYOLY PEAN
3. ErpadETe T0 TPOIOV PESA o TO AETTO GUAAO

Mmopeite va mipete 10 Zavesca pe 1 xopig Tpoen. Oa Tpémel va Katamieite OMOKANPO TO KOWAKLO LE
éva motnpt vepo.

Edav wapete peyoardtepn d6on Zavesca amd TV KOVOVIKN

Edv mépete mepiocotepa koydxio amd 0,Tt cag £xel vroderydel, cupfovievteite apéows To YaTpod
oag. To Zavesca &yel yopnynei o Khvikég dokipég o€ 06c¢elg Emg 3.000 mg: avtd Tpokdieoe peimon
TOV 0PLOUOY TOV AEVKAOV ALOCOUIPI®mVY Kol AAAEG aVETIOOUNTEG EVEPYEIEG TAPOUOLES LLE EKEIVEG TTOV
TEPLYPAPOVTAL GTNV TTOPaypapo 4.

Edv Eeydoete vo mapete To Zavesca

[Tapte T0 EMOUEVO KAYAKIO 6TO GLVNON ¥POVO. MnV Ttapete STAY OGN Y1 VO, AVOTANPDGETE T 0OGN
oL EEYAOATE.

Edv otapoamioete va maipvere to Zavesca
Mn ctapotioete va TaipveTe To Zavesca Yopig va £XeTe TpmTA GUUPOVAELTEL TO Y1OTPO GOG.

Edv éxete meplocdtepeg epMTNOELG CYETIKE LLE T YPNOT) AVTOV TOL PAPUAKOV pOTAOTE TO YTPd 1| TO
QOPUOKOTOLO COLG.
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4. IMBavég avemBOUNTES eVEpPYELES

Onwg 6Aa 10 pAPLOK, £TGL KOL 0VTO TO PAPUOKO UTOPEL VO TPOKAAESEL AVETIOOUNTES EVEPYELEG OV
Kot dgv Topovclalovtal 6€ OAOVG TOVG AvEpPMOTOLG,.

2oPBopdtepeg avemBoUNTEG EVEPYELEG:

Mepkoi ac0gveic €iyov EKONAMGEL KUVPUNYKIOOLO» 1] HOVOLAGNO. GTO. YEPLO. KO TO, TOOLY.
(mapovoraletal ovyvad). Avtd pumopel vo eivorl onueio TEPIPEPIKNG VEVPOTADELNG, TOV OPEIAOVTAL GE
avemBounTeg evépyeleg Tov Zavesca 1] LTopel va opeidovtal o€ vapyovoeg madnoelc. O yotpog cog
B0 exTEAEDEL PLEPIKOVG EAEYYOVS TPV KOl KATA T dtdpkela Tng Oepameiog pe Zavesca yio vo, To
a&loloynoet (BA. Tapdypago 2).

Eév 6vtog epeovicete KGmwow amd auTd To CUUATONAT, TUPUIKIAOVIE GVUPOVAEVTEITE TOV
YWTPO 6OS TO GLVTOROTEPO dVVATO.

Edv gpgavicere évav ELa@pd Tpopo, cuvibmg Tpepodiacpa ota (EpLa, CopPovAEVTELTE TO YIOTPO
G0 TO GUVTOUOTEPO dLVATO. O TPOOC GLYVA eCapaviletal, ywpig va YPEOCTEL Vo SIOKOWYETE TN
Oepomeio. Mepikég opég 0 YTpOC GO UTOPEL VO YPELOGTEL VO GO UELMGEL TN 6OCT 1] VO SLOKOWEL TN
Oepomeio pe Zavesca Yo Vo, GTOUOTIGEL TOV TPOUO.

IoAv ovyvég: (evdéyetan va, ennpedlovv meptocdTepa, amd 1 ota 10 dropa)
O1 cuyvotepeg avemBOuNTeC evépyeleg etvat dtppota, HeTE®PIoUOS (a€pia), KOIAMAKO (GTOUOYIKO)
dAyog, andieia Papoug kot petwpévn Opedn.

Eav yacete Miyo copotikd apog katd v Evapén g Oepameiog pe Zavesca, unv avnovyeite. Ot
GvOpmmol cuVHOWC GTALOTOOY VO, YAVOLV BAPOC KaTd TN cuvéyion g Depaneiog pe Zavesca.

Yoyvéc: (evoéyetal vo emnpedlovv uéxpt 1 ota 10 droua)

Ot ovuyvég avemBounteg evépyeleg e Oepaneiog meptrapupdavouy keparaiyia, (aAn, tapaicOncio
(«popunyKiocpoy 1 HovOCH), U1 PLGLOAOYIKO GUVTOVIGUO, VITalctncia (Letdpévn aicOnon aeng),
dvomeyio (Koco), voutic, SUGKOIAOTNTO KOl EUETO, POVOK®E 1 SuGPOPIa 6TV KOLAMA (GTOWAYL)
kot Opoppomnevia (peltmpéva eninedo aponetoriov). Ta vevporoyikd courtd@pato Kot 1 Opopfomrevia
umopel va opeilovtal 6Ty VIoKEipeVN vOGo.

Aleg mbavEg avemBounteg evépyeteg givar poikol omacpol 1 advvapio, kéTwon, piyn kot aicOnua
adabeciog, katdOluym, Svokolieg oTov VTIVO, KATACTOOT KATH TV 0Ttoio, 0 acBevnc Egyvael edkola
KO LLELOULEVT] YEVVETNIGLOL OPLL).

Y1ov¢ Teplocdtepovg acbeveic Tapovoidlovtal pio 1 TeEPIocOTEPES Qb OVTEG TIC UVETIOVUNTES
evépyeleg, ouvnBwg katd v Evapén g Bepaneiog N Teplodikd katd tn Sidpkeia tng Bepameiog. Ot
TEPIOCOTEPES MEPMTMOCELG ELVAL EAAPPAG HLOPP1G Kol e&apaviCovTol apketd ypryopa. Edv kémoa and
aVTEG TIG avemlBOUNTEC EVEPYELEC TPOKOAEL TpofAnpata, cupfovievdeite To yiaTpd cag. Mropetl va,
LEWDoEL T 0001 ToL Zavesca 1] VoL GUGTNGEL AAAL PapuaKa Yo va fonncovv otov EAeyyo TV
AVETOOUNTOV EVEPYEILDV.

Ava@opd avemOOunTOV EVEPYELDV

Eév mapatnpijoete kKamowa avemOountn evépyera, EVI|UEPAOCTE TOV YLATPO 1] TOV PUPLAKOTOLO
60G. AVTO oYL Ko Yo kdOe mihavr avemBountn evépyela mov 6gv avapEéPETaL 6TO TaPdV VAL
odnywmv ypnHonc. Mmopeite emiong va avagépete avemBOunTeg evépyeleg ansvbeiog, LEc® TOL EBVIKOD
GLGTNLOTOG OVOPOPAS TOV avaypapstar 6to [lapdptnua V. Méom trng avapopds ovembountomv
evepyelmv pmopeite va fonbnoete ot GLALOYN TEPICTOTEP®V TANPOPOPIDV GYETIKA LE TNV OCPAAELL
TOL TTAPOVTOC PAPLAKOV.

5. Iog va guraccete To Zavesca
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To @apuoko ovtd TPEMEL VO PUAACCETOL GE LEPT) TOV OEV TO PAETOVV KoL OV TO POAVOLV TA TOUdLA.

No un xpNOILOTOIEITE AVTO TO PAPLOKO UETO TNV NUEPOUNVIC ANENG TTOV AVAPEPETAL GTO KOVTI HETA
v "EXP". H nuepounvia Anéng eivai n televtaio nuUéP TOV VO TTOV AVOPEPETAL EKEL.

Mn gpuAdooete og Ogppokpacio peyarvtepn tov 30°C.

Mnv metdite @APULAKA GTO VEPD TNG OMOYETELONG 1| GTA OKLAK( aroppinpota. Potote tov
(POPLOKOTOLO GOG Y10, TO MG VO, TETAEETE TAL PAPUAKO TTOL JEV YPNCILOTOLELTE TTio.. AvTd T péTpa O
BonOncovy otV TpooTacia Tov TEPIPAAAOVTOC.

6. Iepreyopeva TNG GVOKELUGTOG KUL LOLTTEG TANPOPOPIEg
T tepréyer To Zavesca
H dpaotiki] oveia eivor miglustat 100 mg.

Ta dAho cvotaTikd gival:

Apvro kapPoéouedvimpuévo vaTplovyo,
[opdvn (K30),

Moyviiolo oTeatiko.

Zehativn,
Awo&eido tov titaviov (E171).

Z10Mpov o&gidto uérav (E172),
Koppea Adxkoag.

Epgavien tov Zavesca Kl TEPLEYONEVO. TS CVCKEVAGIOG

To Zavesca givar éva koydkio Tov 100 mg, Agvkov ypopotog, pe v évoelén “OGT 918 tvrnopévn
UE HadPO YPDUN TAV® 6TO TOWA Ko TNV EvOelén “100” Turmmpévn pe popo YpOU0 GTO GMLLO.
Kovrti a6 4 kaptédeg blister, kaBepd amd Tig onoieg mepiéyet 21 kaydakio Tapéyoviag Ve GOVOAO
84 xayaxiov.

Karoyog Adsrog Kvkhogopiac:
Janssen-Cilag International NV
Turnhoutseweg 30

B-2340 Beerse

Béhyo

Hopaockevaotic:

Janssen Pharmaceutica NV
Turnhoutseweg 30

B-2340 Beerse

Béhyo

INo omoladnmote TANPOPOPIn GYETIKE, LLE TO TUPOV PAPUOKEVTIKO TPOIOV, TAPAKOAEIGTE VO
amevuvleite otov Tomiko avtimpdommo tov Koatdyov tng Adetag Kvkhopopiog.

Belgié/Belgique/Belgien Lietuva

Janssen-Cilag NV UAB "JOHNSON & JOHNSON"
Tel/Tél: +32 14 64 94 11 Tel: +370 5 278 68 88
janssen@jacbe.jnj.com lt@its.jnj.com
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Bbarapus

»oKOHCBHH & JI)xoHChH brarapus” EOO/
Ten.: +359 2 489 94 00
jjsafety@its.jnj.com

Ceska republika
Janssen-Cilag s.r.0.
Tel: +420 227 012 227

Danmark
Janssen-Cilag A/S
TIf: +45 4594 8282
jacdk@its.jnj.com

Deutschland
Janssen-Cilag GmbH
Tel: +49 2137 955 955
jancil@its.jnj.com

Eesti

UAB "JOHNSON & JOHNSON" Eesti filiaal

Tel: +372 617 7410
ee@its.jnj.com

EArada
Janssen-Cilag ®appokevtiki) A.E.B.E.
TnA: +30 210 80 90 000

Espaiia
Janssen-Cilag, S.A.
Tel: +34 91 722 81 00
contacto@its.jnj.com

France

Janssen-Cilag

Tél: 0 800 25 50 75 /+33 1 55 00 40 03
medisource@its.jnj.com

Hrvatska

Johnson & Johnson S.E. d.o.o.
Tel: +385 1 6610 700
jjsafety@JNJCR.JNJ.com

Ireland
Janssen Sciences Ireland UC
Tel: +353 1 800 709 122

island
Janssen-Cilag AB
c/o Vistor hf.

Simi: +354 535 7000
janssen(@vistor.is

Italia
Janssen-Cilag SpA

26

Luxembourg/Luxemburg
Janssen-Cilag NV

Tél/Tel: +32 14 64 94 11
janssen@jacbe.jnj.com

Magyarorszag
Janssen-Cilag Kft.
Tel.: +36 1 884 2858
janssenhu@its.jnj.com

Malta
AM MANGION LTD
Tel: +356 2397 6000

Nederland
Janssen-Cilag B.V.
Tel: +31 76 711 1111
janssen@jacnl.jnj.com

Norge
Janssen-Cilag AS
TIf: +47 24 12 65 00
jacno@its.jnj.com

Osterreich
Janssen-Cilag Pharma GmbH
Tel: +43 1 610 300

Polska
Janssen-Cilag Polska Sp. z o.0.
Tel.: +48 22 237 60 00

Portugal
Janssen-Cilag Farmacéutica, Lda.
Tel: +351 214 368 600

Romaénia
Johnson & Johnson Romania SRL
Tel: +40 21 207 1800

Slovenija

Johnson & Johnson d.o.o.

Tel: +386 1 401 18 00
Janssen_safety slo@its.jnj.com

Slovenska republika
Johnson & Johnson, s.r.o.
Tel: +421 232 408 400

Suomi/Finland
Janssen-Cilag Oy



Tel: 800.688.777 / +39 02 2510 1 Puh/Tel: +358 207 531 300

janssenita@its.jnj.com jacfi@its.jnj.com

Kvnpog Sverige

Bapvépog Xatinmavayng Atd Janssen-Cilag AB

TnA: +357 22 207 700 Tfn: +46 8 626 50 00
jacse@its.jnj.com

Latvija United Kingdom (Northern Ireland)

UAB "JOHNSON & JOHNSON" filiale Latvija Janssen Sciences Ireland UC

Tel: +371 678 93561 Tel: +44 1 494 567 444

lv@its.jnj.com

To mapdv evAro 0dNYLOV YprioNS avabepOnke Yo TeEleVTAIO POPA OTIS:

Aentopepeic TANPoPopieg Yo TO QAPHOKO aVTO givor dtfécies 6ToV dKTLOKO TOTO Tov Evpmmaikod
Opyoviouod Gapudkwev http://www.ema.europa.eu. Ywapyovv exiong cOVOECUOL P AAAES
16TOGEAIDEG TTOV aPOPOHV oTtAVIEG achEveleg Ko Bepomeiec.
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