ITAPAPTHMA 1

HNEPIAHYH TOQN XAPAKTHPIZTIKQN TOY ITIPOIONTOX



vTo QAPLOKO 0VTO TEAEL LTTO CLUTANPOUATIKY TOPOKOAOVOTGN. AVTO B emMITPEWYEL TO YP1IYOPO
TPOGIOPIGUO VEDV TANPOPOPLOV AGPAAELNC. ZNTEITAL 0O TOVG EXAYYEAUATIEG VYELOG VO OVAPEPOLY
omotesdnmote mhavoroyovpeveg avembounteg evépyetec. BA. mapdypopo 4.8 yia tov Tpoémo ovapopdg
AVETOOUNTOV EVEPYELDV.

1. ONOMAZXIA TOY ®PAPMAKEYTIKOY IIPOIONTOX

Elfabrio 2 mg/ml mokvo dtéAvpa yio mopackent| SIADUOTOS TPOg £yxuon

2. MOIOTIKH KAI ITIOXOTIKH XYNGEXH
Kabe @roridio 10 ml dtakvporog nepiéyel 20 mg meyovviyako1ddong dhea og cuykévipmon 2 mg/ml.

H mepiextikdn o vrodekviel TV T0GOTNTA TG TEYOLVIYOAGOGONS GApa Aappdvovtag vedoyn v
TeyKLMmon.

H meyovviyaAdoiddon drAea mapdyetor o€ kotTopa Kamvov (BY?2 kottapa Nicotiana tabacum) pe
¥pNon TeYvoAOYiag avacuvdvacuévov DNA.

H dpaotikni ovoia, meyovviyahoiddon dAea, eival pio opotomoAkn cOievén g mpwTeivg
prh-alpha-GAL-A pe moAvarfvievoyrlvukoin (PEG).

H dpaotikdtnra ovtod 1oV QapUaKeLTIKOD TPOIOVTOG 0EV TPEMEL VAL GUYKPIVETOL LLE QUTH KATO0G
GAANG TEYKLMMUEVNG | U] TEYKVAOUEVIC TPMTEIVIG TNG 1010G Bepamevtikng kKatnyopiog. [
nepPlocdTEPEG MANPOPOpies, PA. mapdypapo 5.1.

"Exd0yo ue yvootn 6pdon:

Kd&0e proridwo mepiéyel 48 mg vatpiov.

IMa tov TApn kaTdAoyo TV ekddywv, PA. Tapdypopo 6.1.

3. DAPMAKOTEXNIKH MOP®H
[Mukvo didAvpa Yo TopacKeLT] SIHADUOTOC TPOG EYYLOT.

Awowyég, dypopo dSidAvpa.

4. KAINIKEX IAHPO®OPIEX
4.1 OgpamevTikég gvocitelg

To Elfabrio gvdeikvotar yio pakpoypovia Bepameio evOLIIKTG DTOKATAGTOOTG 68 eviiAkeg acbevelg pe
emPePfaropévn didyvoon vocov Fabry (avemdpielo GAPa-yoAaKTOGIOACNC).

4.2  Aocoloyio kor TpOTOS YOPNYNONS

H yopniiynon g Oepanciog pe to Elfabrio mpémet va yivetar omd wtpd pe epmeipio otn dtayeipion
acBevav g vocov Fabry.

Kotdhinia pétpa worpkng vroompiéng npénet va givan dueca dtbéoipa 6tav to Elfabrio yopnysiton
o€ aceveig o1 omoiot dev £yovv voPAnbel mponyovpévag oe Bepameia 1} o1 omoiotl Egovv eppavicet

Bapiéc avidpaoelg viepevarstneciog oto Elfabrio oto mapelov.
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H mtpoxatapktikn QopuoKeLTIK) aymyn LE OVTUCTOUIVIKG 1)/K0l KOPTIKOGTEPOELDT UTOPEL VO ETvOL
evoedelyuévn v acBeveig Tov £YOVV TPOTYOLUEVMC ELPAVIGEL AVTIOPACELS VTEPELOICONGING GTO
Elfabrio 1} o GAAN ayoyn pe Bepameieg eviopikng vrokatdotoons (ERT) (BA. mapdypogo 4.4).

Aocoroyia

H ocvvietdpevn d6om g meyovviyoloddong dApa eivor 1 mg/kg copatikov Bapovg yopnyovpevn
pio popd kaOe dvo efdonddec.

IMo 0dnyie oyetika pe v avacHotaon, PA. Tapdypapo 6.6.

Aaobeveic mov alhalovy Gepameia aro ayolorddon dloo 1 Bira.

IMoa tovg Tpdrovg 3 pnveg (6 eyyvoelc) g Bepanciog pe to Elfabrio, mpémet va dwatnpeitol To oynuo
TPOKATAPKTIKNG POPUOKEVTIKNG OYOYNG LE OTOSIOKT] SIOKOTT TNG TPOKUTAPKTIKNG POPUOKEVTIKNG
aYOYNS 1e BACT TNV KOTAAANAT QVEKTIKOTNTO TOV 0GOEVAOV.

Eidkoi whnboouoi
Negpixn 1 nratixy dvolerrovpyio.
Agv amouteiton Tpocoapproyn tng 060mg o€ 0oOeVEIg e veQpikn 1 Motk SucAettovpyia.

Hlmawuévor (= 65 etdhv)

H aocopdieia kot n amotelecpaticotnto tov Elfabrio og acleveic nikiog ave twv 65 e1dv dev Eyouv
a&loloynOet kot dev pmopoHv va, TpoTafohv EVOALAKTIKA SOGOAOYIKA GYNIOTO VIO CUTOVG TOVG
acBeveic. Ot nAkiopévor aobeveig pmopovv va Aappdvouvv Bepaneia pe v id1o d60mM 6mwg GAAOL
eviAkeg acbeveic, PA. mopdypapo 5.1.

THoudrazpiros minBoouog
H aocopdieia xon n amotelecpaticotnto tov Elfabrio og maudid ko epnovg nikiog 0-17 etcdv dev

&youv akopo tekunplmbel. Agv vapyovv dobéoiua dedopéva.

Tpomroc yopnynong

IMo gprion pe evéoeAéPia Eyyoon povo.
To Elfabrio dgv mpémet vo eyyvetor oty 010 evOOPAEPLA YPOUUT TOVTOYPOVO e GALD TTPOTIOVTOL.

IMo 00Myieg oYeTIKA HE TNV 0paimdoT) TOL POPLOKEVTIKOD TPOTOVTOG TPV Otd T XOp1ynon, PA.
napaypopo 6.6.

Metd Vv TpoeTOasio, TO AV TPETEL VO yopnYeiTal HECW EVOOPAEPLOG £YYLONG KoL
YPNOWOTOLEITOL VAL EV GEIPA, YOUNANG TPOTEIVIKNG cvvdeong 0,2 pm @iktpo.

O acBevng mpémel va mapakorovbeitan yio avidpdoelg mov oyetiCovral pe v €yyvon (IRR) ywo 0vo
MPES UeTA TNV &yyvon, PA. mapdypago 4.4.

[leprocoTepeg Aemtopuépeleg oXeTIKA e TOV XEPIopd tov Elfabrio mpv amd ™ yoprynon, PA.
TopAypoeo 6.6.

Kazt' oikov yopnynon

H ypnion tov Elfabrio ywo kat' olkov éyyvon uropel va a&loloyndet edv o acbevig avéyetor Ko Tig
EYYVCELC TOV KOl OeV £xel 10Topkd PETpiov N Papidv IRR yio pepkovg unvec.

H ardépaon ywo eyydoeig kat' oikov o tpénet vo Aneoel énerta omd a&loddynon Kot cUGTACT Ao ToV
Bepamnovta wrpd. O acbevig mpémetl va givar wtpikd otabepog. H vrodoun, ot mopot kot ot
OLdKOGIEG Y10 TNV KAT' 01KOV £YYVGT|, CUUTEPIAAUPOVOUEVIC TNG EKTAIOEVOTG, TTPEMEL VO, EYOVV
onuovpynBel ko va givar dobéoipa otov emaryyeipotio vygiog mov eivar vIevKBUVOS Yo TNV KOT' OlkOV

&yyoon.




O emayyelpotiog vyeiog Tpémel va eivar SoB€CLOG oV TAo GTIYU KOT T S1ApKEL TNG KOT' 0ikov
€YYVOTG KO Y10. GUYKEKPIUEVO YPOVIKO SIAGTNLUA LETA TNV EYYLON.

[Ipénet vo Topéyetol KaTAAANAN ekmaidoevon and Tov Bepdmovia 1Tpd 17/Kal TOV VOGOKOUO GTOV
acBevi| 1)/Ka1 TOV POVTIOTH TPV Ao TV Evapén g Kot' oikov &yyvone H d6on kot o puBuog
£yYVoNG o€ 01KIaKO TEPIPAAAOV TPEMEL VA TAPOUEVOLV Ta. {10, TOL YPNGYOTOLOVVTAL GTO
VOGOKOUELNKO TTEPPAALOV: umopohV va oAAGEOLY LOVO VIO TNV eMPAeyT TOL BEPATOVTOC 1TPOV.

Poluoc éyyvong kou didpkeio Eyyvons

Hivaxag 1: Zvvietdpevy 0601 Kot S1dpkeLa £yyvong yio Tnv evéogrépra yopnynon tov Elfabrio

Apyixn Eyyvon 1 mg/kg couatikod fapovs kabe 2 gfidouades

Xopotiké papog
(kg)

Yuvorkog 6yKog
(ml)

Awapkera yyvong

PoBpog éyyveng*

¢w¢ 70 150 ml Oyt pkpotepn Tov 3 opédv | 0,83 mi/min (50 mi/hr)
70-100 250 ml Oyt pkpotepn Tov 3 owpodv | 1,39 ml/min (83,33 mi/hr)
> 100 500 ml Oyt pkpotepn Tov 3 owpadv | 2,78 ml/min (166,67 ml/hr)
Eyyvon covtijpnons

H dupxela &yyvong-otodyog pmopel va emtevydel v avopovn Tng ovekTikoTnTog ToL 0cfevoug. H
avénomn tov pubuov £yyvong Tpénetl va emtevydel oTadiokd Eekvavtag amd Tov pudud mov divetan

GTNV TPAOTN £YYLOT.

1 mg/kg cowuatikov fapovs kdbs 2 gfdoudoss

Xopotiké papog
(kg)

Yuvorkog 6yKog
(ml)

Awapkera yyvong

PoBpog éyyveng*

¢mc 70 150 ml Oyt pkpotepn g 1,5 opag | 1,68 mi/min (100 ml/hr)
70-100 250 ml Oyt pkpotepn g 1,5 wpag | 2,78 ml/min (166,67 ml/hr)
> 100 500 ml Oy pukpdtepn g 1,5 wpag | 5,56 mi/min (333,33 ml/hr)

*0 puOUOG Eyyvong umopel vo TpocaplocTel o€ TEpinTwon avtidpaong oty yyvon (PA.

napdypagpo 4.4)

Edv o1 acBeveic eppavicovv avidpdoelc mov oyetilovtat P TNV €yYvoT, CUUTEPIAAUPAVOUEVEOY
AVTIOPACEMV VTEPELAICONGIAG 1) CVOPVAAKTIKOV OVTIOPAGE®V, KATA T SLAPKELN TNG £YXVONG, M
&yyvon Tpémel va dlokonel OUESMG Kot va EEKIVIOEL 1] KOTAAANAT wTpikn Oepameio (BA.

Topaypoeo 4.4).

Omotot acBeveic mapovoidcovy avemBounta cuuPavia Kotd T didpkela Tng kat' oikov £yyvong
TPEMEL VO, O10KOWYOLV aPESMG TN d10d1kacio £yyuong Kot va ovalnTnoovy T @povTida emayyeAloTio
vyetog. Ot emdpeveg eyyOOEIG EVOEXETAL VO, YPELOCTEL VA YiVOuV g KAVIKO TtepBdAlov.

4.3

Avtevoeiteg

YnepevaroOnoio 611 dpacTikn ovsio 1| 6 KAmolo and Ta £K60Y TOV AVUPEPOVTIL TNV

napdypopo 6.1.

4.4  Ewikég TPOEOOTOU|GELS KL TPOPVAAEELS KATA T1) (P10

IynAacota

[Mpokeyévov va Bektiwbel 1 yvnroaotldtnta Towv PlodoyiKdv QoPUOKEVTIKOV TPOIOVIMV, TO OVOLA
Kot 0 aplOUOg TOPTIOOG TOL YOPTYOVUEVOD PUPUAKOL TPETEL VO KATOYPAPETOL LLE CAPTVELD.




Avtidpdoeic mtov oyetilovror pe tnv £yyuon

"Exouv avaeepbet avtidpdoeig mov oyetilovran pe v €yyvon (IRR), mov opiloviar wg omoiadnmote
oyxeTilopeva avemBounta GUUPAVTO Pe ELPAVIOT LETE TNV EVOpPEN TNG EYYVONG KOl EmG 2 DPEC PETA
70 TéAOC NG €yyvong (PA. mapdypopo 4.8). Ta mo cvyvad mapatnpodpeva copmtopate twv IRR oy
vepevarstneio, Kvnouods, vovtia, {aAn, piyn Kot puikog TOvog.

H dwyeipion tov IRR mpénet va Paciletor otn Papdtnta tng avtidpaong kot vo mepthapupavet
emPpaovven Tov pubpod £yyvong Kot aymyn He GOPUAKEVTIKG TPOIOVTO OTMG OVTUCTUUIVIKA,
OVTUTLPETIKA 1)/KOL KOPTIKOGTEPOEIDN, Y10 NTIEG EMG PETPLEG avTdpdoelc. H mpokatapktikn
(OPUOKEVTIKT QY®YN LE OVTUCTOUIVIKA 1)/KOL KOPTIKOGTEPOEON UTOPEL VO OTOTPEYEL EMAKOAOVOES
aVTIOPACELS O EKEIVEG TIG TEPMTMOCELG OOV amalTONKe cLUTTOUOTIKY Oepameia, av Kot £xovv
eupaviotel IRR og opiopévoug acbeveic Hetd ™ ANy TPOKOTAPKTIKNG POPLOKEVTIKNG ay®myns (PA.
nopaypao 4.2).

YrepevoucOnoia

Avtidpaoeig vepevoiotnciog Exovv avapepbel og acbeveig otic kKAvikég peréteg (BA.

mopdypoeo 4.8). Onmg kot pe kaOe evooeAEPio TpmTeivikd Tpoidv, eviéyetol va exkdnindody
avTIOPAcELS VITEPELOLGONGING AALEPYIKOD TOTOV, Ol OTOiEG UITOPEL VO TEPTAAUPAVOVY EVIOTIGUEVO
ayyeglooionua (copmeprropfoavorévng tng 10YK®oNG TOV TPOGOTOV, TOV GTOUOTOG KO TOV ACLOD),
Bpoyy6omacuo, vITOTACT, YEVIKEDUEVT KVIdmoN, ducayia, e5dvOnua, dvomvola, E&aym, Bopakikn
dvuopopia, Kvynopo Kot pvikny copedpnon. Eav eppaviotov Paplég aAlepykéc 1| avoQLANKTIKOD
TOTOV AVTIOPAGELS, CLVICTATOL T AueST dtokom Tov Elfabrio kot mpémet va axcolovdnboiv ta
TPEXOVTA WTPIKA TPOTLTIA Y10 EMELyovoa Oeparneia. Xe acbeveic mov £yovv epavicet Papiég
avTpdoelg vrepevatcnciog Katd v £yyvon tov Elfabrio, mpénel va emdeicvietol mpocoyn Kotd
NV enavévapén g xopynomng tov eoppdakov (re-challenge) kot va vapyet dueca dabéoyun n
KaTIAANAN wTpiky vrootpién. EmmAéov, yio acBeveic mov epopdvicay Papiég avidpdoeig
vrepevarcOnoiog pe Eyyvon ERT cvpnepirapfavouévov tov Elfabrio, mpémetl va vndpyet dpeca
dwbéoiun 1 KATAAANAN 10TPIKT| VITOGTHPIEN.

AvocoyovikoTnTo,

Y11c KAMvikég peléteg éxel mopatnpnOel avamtuén erayopevev and T Beponeio avTicOUATOV EVavTl
0V apparkov (ADA) (BA. mapdypapo 4.8).

H mapovoio ADA évavti tov Elfabrio pnopet va cuoyetifetor pe vymidtepo kivovvo avtidpdcemv
mov oyetiCovron pe v Eyyvon kot ot Papiég IRR etvor mBavotepo va eppavictody og BeTikovg oe
ADA aoBeveic. Ot acBeveic mov gppoviovv avtdpacelg 6Ty £YXVor 1 VOGOAOYIKES AVTIOPAGCELS e
1t Oepamneia pe to Elfabrio npénetl va mapakoiovbodvrar.

Emumdéov, o1 acBeveig mov eivon Betikoi o ADA o ddheg Bepoameieg eviv kNG vToKaTAoTOONG, O
omoiot £(ovv Tapovoldoel avTidpacelg vrepevaicinciog oto Elfabrio, kot ot acBeveig mov aAralovv
og Elfabrio npénet va maparxorovBodvrat.

Meufpavoimeprlaotixh orelpauaTovVEQPITIOOn:

Evomoféoeic ovococuumieydtmy UmTopohy SuvnTikd vo ELEOVIGTODY Katd TN dldpkela Tng Oepameiog
ue ERT, g ekdNAmon TN 0vOGOAOYIKNG AOKPIoTG 6TO TPoidv. Mio povadikn mepintwoon
LEUPPOVODTEPTAACTIKNG CTEIPALOTOVEPPITIONG AvaPEPONKE KOTA TN SLAPKELN TNG KAVIKNG
avantuéng tov Elfabrio, Adym avoco-gvamobécemv otov veppo (PA. Tapdypapo 4.8). Avtd To cuuPav
001 YNGE GE TPOCMPIV EKTTAOCT] TG VEQPPIKNG AELTOVPYiaG, 1 omoio PeATidONnKe PETA TN S10.KOTH TOV
QOPULOKEVTIKOD TTPOTIOVTOC.




"Exdoyo pe yvootn dpdon

Av10 T0 PaPUAKEVTIKO TPOTOV TTEPIEYEL 48 mg vaTpiov avd Prodidlo, Tov wodvvapel pe 2% g
ocuviotopevng and tov IIOY péyiotng nuepnotog Tpdcsinyng 2 g vatpiov HEGm S10TpoPng, Yio EVay
EVIAIKOL.

45  Aliemopaosig pe Ao QUPRUKEVTIKA TPOTIOVTA Kol GALES HOPQPEG AAANAETIOPAONG

Agv &yovv paypoatonom el pedétec oAANAETIOPAGEDY 0VTE in Vitro peréteg petafoliopov. Me Bdon
TOV LETAPOMGUO TG, 1 TEYOUVIYOAGIOAoN GApa amoTerel amiBovo VTOYN (L0 Yo LEGOAOPOVUEVES OO
10 KUTOYpoua P450 ariniemidpdosig petosd poprakwy.

To Elfabrio givan po mpoteivn kot avapévetor va amotkodoundet petafoiikd pécsm vdpdivong
TENTIOIWV.

4.6 Tovipétnra, KOnon Ko yorovyio

Kbnon

Agv datiBevton 1 glvon TePopio eV TO KAMVIKE 0E60UEVO GYETIKA LE TN YP1IoN

TEYOLVIYOAG1OA0NG GAPa o€ £yKVo yuvaika. MeAéteg o (da dev katédel&av dueomn 1 upeon
To&IKOTNTA OTNV OVATOPAY@YIKT tKavoTnTa (PAEne Tapdypago 5.3). Zav TpoAnNTTikd HETPo, Eival
TPOTIUNTED VO amoPevyeToL 1 yprion tov Elfabrio xatd tn d1dpKeia Tng eyKUHOGHVNG EKTOC GV Elvar
coQO¢ amapaitnto.

Oniacudg

Agv gtvol yvooTo v 1 TEYOVVIYOAGIOAOT GAPA/Ol peToPoliteg anekkpivovTol 6To ovOpOTIVO YAAQ.
Ta dwbéoya poppakodvvapikd/Toéuoroykd dedopéva oe {oa £dei&av amékikpion tov Elfabrio oto
yYoAo (Yo Aemtopépeteg, PAEne mapaypago 5.3). O kivévvog ota veoyévvnto/Ppéen dev umopel va
anokAelotel. [lpénel va amopaciotel v Ba dtakomel o Oniacudc 1 Oa dakonel/ Ba amopevydel 1
Oepaneio pe to Elfabrio, Aappdvoviag vaoyn to 6@erog Tov OnAacpoD yia To Toudi Kot To OPEAOS TNG
Oepameiog Yo TNV yovaixo.

TCovipdra

Agv vrdpyovv pedétec mov va a&loAoyovy Ty mhovi EXdPOoT TG TEYOLVIYOAGLOAONG GAPO OTN
YOVILOTITA GTOVG AvOp®OTOLG,

Mehéteg oe {da dev delyvouv otoryeio peiwpévng yovipotntag (PA. mapdypaeo 5.3).

4.7 Emopacelg 6Ty tKavOoTTe 001YN61G KOl (EIPIGROD P ovipdTmy

Z62n 1 ayyog mopatnpndnkov oe opiopévoug acbeveig petd tn yopnynon tov Elfabrio. Avtoi ot
acfeveic TPEMEL VoL OMEYOVY OO TNV 001 YNON 1 TOV YEPIGUO UNYOVILATOV LEYPL VO DTTOYMPTICOVV TO,
GUUTTMLOTO.

4.8 AvemOovunteg evépysleg

[IepiAnwn 1oL TPOEIA acQAAELNG

O1 o ovyvég avemBOUNTEG EVEPYEIEG TAV O AVTIOPAGCELS TTOV GYETILOVTOL LE TNV £YYVOT| TOV
avapépinkav 610 6,3% TtV acbevav, akolovBodpeveg and vrepevaicOncia kot eacBévnon mov
avapépinkav amd 1o 5,6% Tov acbevav.

Y1ic Khvikég peléreg, S acBeveic (3,5%) eppdvicayv pio coPapr| avtidpoor mov Bempndnke 611
oyetiCeton pe to Elfabrio. Téoogpig amd avtég Tig avTdpdoels nrav emPePformpévn
IgE-pecolafodpevn vrepevarcOnocio (Bpoyydonacog, vrepevaichncia) Tov ELPAvicTNKE KOTA TNV
npwtn &yyvon tov Elfabrio kot vroympnoe evtog g NUEPAS LETA TNV EUPAVION.



ZUVORTIKOC TTIVOKOG OVETIOOUNT®Y EVEPYELDV

Ta dedopéva mov TEPYPAPOVTOL TOPAKAT® avTtiKatonTpilovv dedopéva and 141 acbeveig pe voco
Fabry mov éAafav Elfabrio og 8 khvikéc peléteg, axorovbmvtag tn docoroyio Tov 1 mg/kg kabe
dvo efdoudodeg 1 2 mg/kg kaOe TécoepPIc EfOOUAOEG Yio TOVAGYIGTOV 1 €yYvon Emg > 6 &1n.

Ot avemBOunTeg evépyeteg mapatiBeviat otov [livaka 2. O mnpoopieg tapovsidlovrol ava

Katnyopio/opyavikd cvotnua. Ot cuyvortnteg opilovral wc: ToAd cvyvég (= 1/10), cvyvég (> 1/100
¢mg < 1/10), 6y ocvyvég (= 1/1.000 €wg < 1/100), omavieg (= 1/10.000 éwg < 1/1.000), ToAd omdvieg
(< 1/10.000), cvoyvotnta pn yvooty (dev pmopolv va ektiunfovv pe Baomn ta dtabéotpua dedopéva).

Mivaxag 2: Avem@opnteg evépyeieg mov avapépOnkay katd ™ dwdpkera g Ogpameiog pe To

Elfabrio
Katyopia/opyoviko Yuyvotnra
cvoTIA Yoyvég 'Oy ovyvég
AwotopoyEc Tov vrepevaucOncio”
0VOGOTOMTIKOD GLGTANATOS | VIEpsvoisOnsia THmov I
Yoyatpikég dratapayég Siéyepon’ admvia
Al0TopoyEC TOL VELPLIKOV TapoucOncio” oUVOPOLO AVICLYWV TOSLDV
GULOTNLLOTOG Coan” TEPLPEPIKT] VEVPOTTADELL
Ke@atodyio vevpaiyia
aicOnpa kadoov
TpOUOC
Awotopoyéc Tov 0Tdg Ko Aryyog
tov Aafvupivlov
Ayyelokég dratopoyég E€aym
vmotaon
véptaot
Agpooidnua
AwotopoyEc Tov BpoyxdoTOGHOG
OVOTTVELGTIKOD GUOTILOTOG, dvomvota”
ToV OdpaKa Kot TOV £pEIGIOG TOL Aatpton”
pecobwpdxiov PVIKT GLEPOPTON
QTAUPVIGLO.
AwotopoyEc Tov vootio” YOGTPOOIGCOPAYIKT] TOAVOPOUIKT] VOGOG
YOGTPEVTIEPIKOV KOMaKO GAyoC YooTpiTidn
duppota dvomeyia
éustoc UETEWPIOUOG
AwoTapayéc Tov SEPUTOG eEavomuo” Vroidpwoia
KOl TOV VTOJOPIOV 16TOV epvOMua
Kvnoudc
AwTapayég Tov apBpodyio
IVOGKEAETIKOD GUOTIHIATOS | HVOCKEAETIKOG TOVOC
KOl TOU GLVIETIKOD 16TOV
Al0TopoyES TV VEQPOV Kol HepppovoimepTAaGTIKN
TV 0VPOPOPOY 00DV OTLEIPOLOTOVEPPITION
YPOVIO VEQPIKT] VOGOG
TpWTEIVOLPiN

AwotopayEc Tov
CVOTOPOLY YKo
GUGTNLOTOG KO TOV LOGTOD

Tovog ot Onin

levikég Sratapoyég Kot eEachévnon e€ayyeiowon g B€omg €yyvong
KOTOOTACELS TG 000V piym” oidnua
XOPNYNONG OPOKIKOS TOVOS YPI®OMG SLVIPOUY

movog movoc g BEong €yyvong




Katyopia/opyoviko Yuyvotnra

cvoTIA Yuyvég 'Oy ovyvég
Hopaxiwvikég e€etdoelg GOMOTIKY Oeppokpocio avnuévn”
nratikd Evivpa ovénuéva
AOY0g mpwTEivng/KpeaTvivn obpwv
ovEnpeévog
Agvkd apooeaiplo ovpmv Beticd
ovpkd 08D aipatog avénuévo
ocopoTKd Bdpog avEnuévo

Kokmoeig, dnintnpiioceig avtidpaoT Tov
Kot emmAokég Bepamevtikdv | oyetileTon pe v
YEPIGUAV éyyvon’
Kopdiakég dratapoyésg VIEPKOIMOKEG £KTaKTEG | Bpoadvkapdia”
GLGTOAEC VIEPTPOPIN APIGTEPNG KOIAMOG

Ot axo6AovBot Tpotipmpevol 6pot Exovv opadonombet otov [Mivaka 2:

N vrepevaictncio Teprapfaver vrepevarcncio o€ PappOKO

N diéyepon mephopPavet: vevpkoTITa

TO KOWMOKO AAyog TepthaPaver: Kothokn duspopia

To e&avOnpa mepiapPavet: kKnAdoPAatidmoeg eEAvOna Kot Kvnopmdeg eEavon o

1N HVOCKEAETIKY SLOKALYIN TOV KOTOYPAPETOL (OG LVOGKEAETIKOG TTOVOG TEPIAAUPAVEL: HuaAyia
N e&acbévnon mepthapfavet: Kakovyio Kot KOT®o

0 Bopoakikdg Tovog TepthapPavet: Bopaxikn duopopia Kot pn Kopdiakd Bwpakikd Tovo

o mdvog meprhapPavel: Tovo ota dpo

TO TEPIPEPIKO OIONUOL KATAYPAPETAL MG OWONULAL

* Tlpotdpevot 6pot mov Bewpovviar g IRR 6mwg meptypdoetar 6TV Topdypapo TUPAKAT®.

[Ieprypaon eMALYUEVOV OVETIOOUNTOV EVEPYEIDV

Avudpdoeic mov ayetiCovior e v Eyyvan (ovem@ountes eVEPYEIES EVTOC 2 WPV OO THY EYYVOH)
IRR avagépbniay cvvorkd oe 32 acBeveig (22%): 26 acbeveic (23%) mov éhaPav Oepameio pe

1 mg/kg ka0e dvo efdopddeg kar 6 acbeveig (20%) mov ElaPav Bepancio pe 2 mg/kg kabe

téo0epig efoopades. Ta mo ovyvd avapepdpeva copnTdpoTo ToL cuoyeTilovtar pe IRR to onoia
avapépinkav yo docoroyio 1 mg/kg rav: vrepevarstneia, piyn, {aAn, e&avOnua kot kvnopos. [a
1 660m tev 2 mg/kg, 10 Mo cVYVA avaeepOuUEVO cuUTT®WO TToy 0 Tovog. Ot IRR Ntov wg enti 10
TAEIGTOV TG 1) HETPLOG EVIOONG KO VTOYMPNoaV e cvveyn Bepaneior wotdco, 5 acbeveic (Aot
avopeg, d0om 1 mg/kg) eppdvicay 5 Bapiég IRR. Avtéc o1 5 IRR ftav eniong coPfoapéc. Téooepa and
avtd ta cupPdvto frav emPefoiopévec avidpacelg vrepevatsnaciog Tomov I, evd 3 0dnynoav ot
dtokom omd T peAétn. ‘Evag dhdog acBevig amochpbnke apydtepa omd T HEAETN, LETE TNV
eupavion pog dAing pétplog IRR. Qotdoo, kot o1 5 acbevelg avékapyoy evtog Tng EROUEVNG NUEPOS
OO TNV EUEAVIOT LE TNV KOTAAANAN Oepameio. IRR eppaviotnkov kupimg Kotd T0 Tp®TO £T0¢ TNG
Oepanciog pe to Elfabrio kot dev moapatnpnonie coPapn IRR katd to devtepo £10g Kou Emetta.

Avoooyovikotnzo

Ye Khvikég peréteg, 17 amd tovg 111 acbeveig (16%) mov éhaPav Oepancio pe 1 mg/kg Elfabrio ka0e
dvo eRdouddeg ko 0 amd toug 30 acbeveig mov Eafav Bepamneio pe 2 mg/kg Elfabrio kde

té00ep1g efoopadeg avéntuEay enayopeva and T Bepameio avticopato Evovtt Tov appdikov (ADA).

Meufpovoimeprlootixy GrePauaToVEPPITIOO.

Kotd ™ didpketo tng khvikng avamtuéng tov Elfabrio, évag acBevig and toug 136 avéeepe Eva Bapd
SLUPGY HLePPPavODTEPTANCTIKNG CTEPOUATOVEQPITIONS LETA TN AW Bepaneiog Yo mepiocdTEPO OO
2 ¢m. O acBevig Nrav Betikog oe ADA kotd v évapén tov eyyboewv. To coppav odnynoce oe
apodikn peimon Tov eGFR kot advénomn tov emmédov Tpateivovpiag, yopig tpdcheta onueio n
copntopate. Mio foyio arokdAvye Tov HeGoAABOVUEVO OO OVOGOGUUTAEY LA YAPOKTHPO CVTOVD
Tov ovpuPavrtoc. Me tn dwokomn g Bepamneiag, ot Tipég Tov eGFR otabepomomOnkav kot m
OTEIPALOTOVEPPITION aVOPEPOTKE MG LTOYOPOVSAL.



Avopopd mhovoroyodpevmy avemQOUNTOV EVEPYEIDV

H avagopd mboavoroyoduevov avemBOunTmy evepyelmv PETA amd T yopnynon adewg KukAopopiog
TOV QAPUOKELTIKOD TPOIOVTOC etvan onpavtikn. Emitpénetl n cuveyn mopokoiovOnon g oyéong
0PEAOVG-KIVOVVOL TOV POPHOKEVTIKOD TPOTOVTOC. ZNTElTaL 0O TOVG ETOyYEAUATIEG VYELOG VO
avaPEPOVY OTTOIEGONTOTE THOVOALOYOVUEVEG OVETIOVUNTEG EVEPYELEC LECH TOL EBVIKOV GLGTNILOTOG
avapopdg Tov avaypdpetol oto [Hapdptnua V.

49 Ymepoocolroyia

Agv vrdpyovv avoeopés vepdocoroyiag Tov Elfabrio katd  didpkelo Tov KAViKov peietov. H
péyrotn oo tov Elfabrio mov peletnOnke nrov 2 mg/kg copaticod Bapovg kabe dvo efdopndadeg kot
dgv evtomioTnKay €101KG OMUEIN KOl GUUTTOUATA PETA TIC VYNAGTEPES 000ELS. Ot o GLYVEG
avemBounteg evépyeleg mov avaeépdnikay ftav aviidpaor mov cyeTiletol te TNV £yyoon Kot Tovog
ota dkpa. Edv vrapyet vmoyio vrepdocoloyiog, mpémel va avalntnOel enciyovoa wotpikr] @povtido.
5. DOAPMAKOAOTI'TKEX IATOTHTEX

5.1 ®@appoxodvvopikEs 1010TNTEG

Ddoppoakobepamevtikn katnyopio: AAAa TPOIOVTA S1ATPOPIKNG 0000 Kot petaforiouov, Evivua,
Kodwog ATC: A16AB20.

Mnyovicuoc dpdong

H dpaoctikn ovoia tov Elfabrio givat 1 teyouviyadoddon dipa. H neyovviyadoiddon diea givar po
TEYKLAIOUEVT] AVAGLVIVAGUEVT] LOPPT| avOpdTIvIG o-yolokTtooddonc-A. H adiniovyia apvoéémv
NG OVOGLVOLOCUEVIC HOPPNG EIVOL TAPOLOLX [LE TO PLCIKA ATOVIOUEVO avOpdmivo Evivpo.

H meyovviyoAo1ddom GAQa GUUTANPOVEL 1] AVTIKOOIGTA TNV 0-YOAOKTOG10G0N-A, TO £€V{DIO TTOV
KOTOAVEL TNV VOPOALOT TV TEMKADV O-YOAUKTOGVAIKOV TUNUATOV T®V OAYOGOKYOPITMOV KOl TOV
TOAVGOKYOPITOV GTO AVGOCMOLLO, LELDMVOVTAG TNV TOGOTNTO CLGCMPEVCTG TNG
oOAPOTPLOGVAKEPANIONG (Gb3) Kot Tng opapoTplaocvAcetyyooivng (Lyso-Gb3).

KAvikn omoTeAeoLaTiKOTNTO KO 0GQAAELO,

Amoteleouotidtyro.

H omoteleonatikotnTo Kot 1 0GQAAELN TNG TEYOLVIYOAGIOGOTG GAP a&toroynOnkav o 142 acbeveig
(94 avdpeg Kkar 48 yovaikeg), ek Tov omoimv ot 112 éhafov teyovviyaroddon diea 1 mg/kg kabe
devtepn efdopada (EOW).

Yroopwua e vogov

Avolioelg froyiov veppov amd tpmtobepanevopevovg acbeveic mov Ehafav Oepameio pe
TEYOLVIYOAG1OA0T) GAPO oE pia LEAETN pdong 1/2 €dei&av PelmoT TOV VTOCTPAOUATOG
oQUPOTPLOGVAKEPAUIONG (Gb3) amd Ta veQPIKa TEPICOANVAPIAKA TPLYOELDT, 1| OTTolo LeTPNONKE pe
10 cvotnua BLISS (Xvompo Babuoidynong Eykieiopod Aumdiov Barisoni) katd 68% otov
oLVOAKO TANBLGHO (CLUTEPTAOUPBOVOUEVOV YOVOIKDY, KAOGIK®Y avOp@Y Kot U1 KAOGTK®OV 0VOPOY
OV EKTEOMKAV GE S1oPOPETIKEG doKalopeves dooels, n=13) petd and 6 punveg Bepomeiag. EmmAéov,
11 amo6 tovg 13 cvppetéyovteg pe dobéoueg Proyieg elyov onuavtikn peioon (=50%) ot
Babporoyio BLISS petd and 6 unveg Oepaneiog. H Lyso-Gb3 oto mAdopa peimdnie kotd 49% petd
amo 12 punveg Bepomeiog (n=16) ko kotd 83% petd and 60 unqveg Bepaneiog (n=10). Ze po pedétn
@aong 3, 6mov ot acBeveic dAla&ov amd ayorcddon Prita oe TEYOUVIYOAGOAOT GAPO, Ol TILEG
Lyso-Gb3 oto mAdopo mapéuevay otabepés petd amd 24 uiveg Oepanciag (+3,3 nM péon T,
n=48).



http://www.ema.europa.eu/docs/en_GB/document_library/Template_or_form/2013/03/WC500139752.doc

Negpirn Aerrovpyio

H veppwn Aettovpyia mov a&loroynnke HEC®H TOL EKTIUMUEVOL pLOUOD GEPAUATIKNG dSOnong
(eGFR - g&iowon CKD-EPI) kot tng etnotonompévng kAiong HETPNGNG TOL NTOV TO TPOTELOV
KOTOANKTIKO GMUEIO Y10 TNV OMOTEAECUATIKOTNTA G€ 000 HeEAETEC pAoNG 3 o€ evijlikes aobevelg pe
véoo Fabry mov iyav mpornyovpévac Aapet Oepancio ERT: BALANCE (k0pio peAétn), o
TuyooTOmpéEVT, AL TV, dueon (head-to-head) cuykpion pe v ayoAciddon Prta, LETA TNV
oAdoyn and ayadciddon fito tov upva 12 (Tpotedovso avaivon) Kot Tov uiva 24, Kot pio LEAETT
LOVOD GKEAOLG OVOIKTYG EMICTLOVOTG, LETA TNV dAAayT| 0O ayaAciddon GApa, Kot ot dVo
0KOAOVOOVUEVEG GO L0l LOKPOYPOVIO LEAETT) ETEKTOOTG.

Agv pmopel va e&aybel TEMKO CUUTEPAGILO GYETIKA LE TN U1 KOTOTEPOTNTO EVOVTL TNG

ayoAcddong pnrto, 0nmg petprinke omd tov etnolomomuévo eGFR, amd v khpila perétn dedopévou
OTL TOL OEOOUEVA Y10l TT) GVYKPICT] TOL TPMTEVOVTOG KATAANKTIKOD onpeiov Tov univa 12 dev Nrav and
LAV TOVG ETOPKDG S0POTICTIKA AOY® TOV GYEICHOV Kot Tov peyébovg tng dokiune. 261600, ot
dudpeoec khioelg eGFR amd tnv évapén émg tov uipva 24 g TeyouviyaAciddong Kot TG GUYKPLTIKNG
ayoAcddong frto eavnkoy va givar tapaminoieg. Tov uiva 12, o1 péceg kAioelg yio tov eGFR

nrav -2,507 ml/min/1,73 m?/éto¢ y10. 10 6kéLOG TEYOLVIYOAG1dAoT G GAQa Kot -1,748 Y10 T0 6KEAOG
ayoroddong Prita (dopopd -0,749 [-3,026, 1,507]. Tov ufva 24, o didpecec kAioelg yio tov eGFR
Nrav -2,514 [-3,788, -1,240] ml/min/1,73 m?/é10g y10. T0 GKELOG TTEYOLVIYOAGIOAOTG GAPQL

o -2,155 [-3,805, -0,505] y1o. to okérog ayaroiddong Prta (Swapopd -0,359 [-2,444, 1,726]).

Iowdratpucdc TAnOvoude

O Evponaikoc Opyaviopog Gapudikmv £xel dOOEL avaPoin amd TV LIOYPEMGT VTOPOANG TOV
arotelecudtov Tov peretomv pe to Elfabrio og pio 1 mepiocdtepeg vTokatnyopieg TOL TOUSOTPIKOV
mAnBvuouov oty Bepaneia g vocov Fabry (BAéne mopdypapo 4.2 yio TAnpopopieg GYETIKA e TNV
TOOLOTPIKY XPNOT).

5.2  ®appokoKvTIKEG IOLOTITES

Ta pappokokvntikd (OK) mpoeid tng meyouviyaAciddons GApa 610 TAGGLA XOPAKTNPIoTNKAV KOTA
T ddpkela TG KAwikng avamtuéng ota 0,2, 1 kon 2 mg/kg yopnyovueva kabe 600 efdopndadec oe
eviiAkeg acbeveic pe vooo Fabry. To @oppokoKivnTikd amoTteAEGHOTO Kot Y10 T TPio. S0G0A0YIKA
eminedo KatédeEav 6t 1o Eviupo frav dobéoipo kab' OAn ™ d1dpKeln TV SOGTNUAT®V

2 efdopadmv pe ypdvo nuicelag (ong (tz) TAdopatog Tov kopovotoy amd 53-134 mpeg og OAES TIG
d000A0YIKEG Opadeg kat Trv Nuépa emiokeymc. H péon tun yio v AUCo.. avénonie pe tnv
avéovopevn 66on v Huépa 1 kot kad' 6An ) didpketo tng peréng. Ot péoeg Tipég yo tnyv
Kavovikomonpuévn mg mpog T d0om AUCe2uwk NTOV TOPOUOLES Yo OAL TO SOGOAOYIKA EMmEDA,
VIOSEKVYOVTOG YPOLKT docoavoroyikdtnta. ['a tovg acBeveic mov Elafav 1 kar 2 mg/kg Elfabrio,
napatnpiOnkay avénoelg otov péco tip Ko v AUCow pe tnv avéavouevn didpketo Bepomeiog Kot
avtiotoyeg pewwoels ota Cl xor Vz, vrodnidvovtog kopespévn kabapon.

H meyovviyoaAoiddon diea givar pio TpoTeivn Kot avopEvETOL va amotkodoun et petafolikd pécm
VOPOALONG TENTIOIWV. ZUVETMG, 1) LEWUEVN NTOTIKN AETOVPYic &V OVAUEVETOL VO EMNPEAGEL TN
eappakokvntikn Tov Elfabrio pe khvikd onpovtico tpomo. To popiokod Bapog g
TEYOLVIYOAG1AonG dApa glvar ~116 KDa, to omolo givan duthdoio tng Tiung anokonng (cut-off) yio
OTEPANOTIKY 010N o, amokdeiovtag £Tat Tn S1Bnon 1/t TNV TPOTEOAVTIKY OTOIKOSOUNGT GTOVG
VEQPOVC.

5.3 Ipoxivikd dgdopéva Yo TV a6@diela

Agv vrdpyovv pedétec og {ma yio TV 0510A0YM01N TOL KAPKIVOYOVOL 1) LETOAAAELOYOVOL SUVOUIKOD
tov Elfabrio.
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21N HeAETN YpOVIag TOEIKOTNTOG 6 UNVAV G TOVTIKOVGS, 1 auéENUEV EminTmon 1)/kot 1 péom fapvtnta
TG TOAVEGTIOKNG VEQPPOTADELNG Katl TNG OAUESTC AEUPOKVTTAPIKNG d11ONONG GTOVE VEPPOVG, TG
NTOTOKLTTOPIKTG KEVOTOTLMOTNG Kol TNG VEKPMGT|G TV NRAATOKLTTAPWOV GTO NP, TEPLOPIGTNKAY GE
apoevikd Ko Onivkd {oa ota omoia yopnynonke n vymAn 66on tov 40 mg/kg/éveon (3,2 popég tnv
avBpamvn ékBeo, 6cov apopd tnv AUC, petd and d6on 1 mg/kg): oTovg mbnkovg, mapotnpronie
avénuévn cuyvotnto vreptTpoiog Tev Kuttdpwv Kupffer oto Nmap (7,6 popég méva amd tny AUC
OV EMTVYYAVETOL GTOVS AVOpAOTOLG Hetd amd 66on 1 mg/kg), OAa Ta gvpuaTa ETAVONKAY KATA TN
OLIPKELD TG TEPLOOOV OVAKOYTC.

Mehéteg oe (Do katéderEav yaunAn cvotnpatikn ékfeon oto uppvo (pnetagy 0,005 ko 0,025% g
oLOTNHOTIKNG EkBeong TV uNTépov) kot ota OnAdalovta veoyvd (Léyioto 0,014% oe ohykpiomn pe ™
CLOTNUOTIKY EKOECT] TNG UNTEPOG) LETA ammd emavoropPovouevn Bepomeia TOV UNTéPOV e
TEYOLVIYAAGIOA0T AApa. Ot peréteg Yovipdtntag Kot To&ikotntag otny avantuén tov eufpbov dev
€0moav evdeielg Lel@UEVNG YOVILOTNTOG, ELPPLOTOEIKOTNTAG 1] TEPUTOYEVESTC. L20TOGO, OEV
TPOYUATOTOMONKAY HEAETEG TPOYEVVITIKNG KOl LETAYEVVNTIKNG TOEIKOTNTAG GTIV AVATTLUEN LE TNV
TEYOLVIYAAGIOAOT) AAPO, KO 01 Kivouvol Yl To EUPPLo Kot ToL VEOYVA KOTE TNV OWUT EYKVHOGUVT Kol
™ yoAovyia givar GyvmoTtot.

6. O®APMAKEYTIKEX IAHPO®OPIEX
6.1 Kaoatdhroyog ekdoywv

TpPacikd dwdpikd KITptkod VATPLo

Kupwd o&o

Natpro yroprovyo

6.2 Aocvpparotnreg

EMetyel peletmdv oyetikd pe ) ovpPotdtnra, 1o TapdV QOpUOKELTIKO TPOIOV Oev TPEMEL VA
OVOLULELYVOETOL LE GAAD POPUOKEVTIKA TPOTOVTOL.

6.3 Awrpkera {ong
4 ypovia.

Apowuévo ditdhopa yo £yyvon

H ymuwn kot puoikn otabepotnrta katd T xpnon Exet kKotaderydel yio 72 odpeg t16c0 otovg 2 °C-8 °C
600 Ko o€ Beppokpacio pkpotepn twv 25 °C.

Ao pkpoProroyikng dmoyng, To Tpoidv mpénet vo ypnoipnonombel apéowg. Eqv dev ypnoipomombet
apESMG, O1 XPOVOL PUAAENG KATA TN XPNOT| Kot 01 GUVONKEG TPV TN ¥PNOT| OTOTEAOHV EVOVVT TOV
YPNOTN KoL OeV TPEMEL KAVOVIKA Vo, btepPaivovy Tig 24 dpeg 6to yoyeio (2 °C-8 °C) M tig 8 dpeg edv
evAdooetal o€ Beppokpacio pikpdtepn tov 25 °C, ektdg edv 1 apaimon Exel Tpaypotonombel o
EAEYYOLEVEG KO EMKVPMUEVEG ACTTTIKEG GLVONKEC.

6.4 Iowitepeg mpo@uvrdcers katd T @OLaEN TOV TPOIOVTOG

dvldooete og yoyeio (2 °C-8 °C).

[Moa t1g cLVONKeg SraThPNONG LETA TNV APAiOGCT) TOV PAUPUOUKELTIKOD TPOIOVTOC, PA. mapdypopo 6.3.

6.5 ®Dvon Kol GVETATIKG TOV TEPEKTN

®1o1id10 Twv 10 ml (Sravyég yooki 15R) kAelopéVo pe ETKOAVUUEVO EMOGTIKO TOUA EIGYDPNONG KOL
COPAYIGUEVO LLE OTOGTAOUEVO TMOO GAOVUIVIOV.

Yvokevaoieg Tov 1, 51 10 prodiov.
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Mmropei va, pnv KoKAOQOpOoLY OAEG Ol CLGKEVAGIEC.
6.6 Idwitepeg mpo@uvAAcers amoppuyns Ko GArog yeIpLopég

To Elfabrio npoopiletar yio evoopAéfia €yyvon povo. [pénet va ypnoponoteitor donmen TEXVIKT.
Ta praAidw mpoopilovton Yo pio xpnor povo.

Edv vrapyet vmoyia poAvvong, To loAidio dev mpénet va ypnowonombel. H avakivnon f n avadesvon
OVTOV TOV POPUAKEVTIKOV TPOIOVTOG TIPEMEL VAL ATTOPEVYETAL.

Agv yperdleton va ypnoLomolovvtal PEAGVES Le GIATPO KATO TNV TPOETOWOGIH TG EYYLONG.

O apBpog Tv eraidiny Tpog apaimon Tpénel va Tpocdiopiotel pe fdomn to Bapog Tov Kabe
ac0evoug Kot To AmoToOIEV PLOALd10 TPETEL Vo apapeBohv amd To Yuyeio dote va apefovv va
ptdoovv o€ Beppokpacio dopatiov (og mepimov 30 Aentd).

Apaioon
1)  TIpoodiopiote TOV GLVOMKO apOUd TOV PLOASI®Y TOVL oTETOVVTOL Yo, TV EYXVON.

O apBpdg tov amartovpevov eroidiov Baciletal 6t cuvoAikt| d6om Tov amorteiton Yo KAOe
pepovopévo actevn Kot amortel vToAoyiopd yio 50coAdYNoN pe Pdorn To Papoc.

"Eva mopddetypo vroAoytopot e cuvolikig 06ong oe évav acBevn 80 kg otov onoio
Guvaoypa(pnﬁnm 1 mg/kg €xer wg €ng:
Bépog ac0evoic (oe kg) + 2 =Oykog 86omng (oe ml)
- Mapaderypa: AcBevig 80 kg + 2 = 40 ml (6ykog mpog avappdenon).
- Agdopévov 6t pmopovv va avappoenfodv 10 ml and kdbe prorido, anortovvral 4 erodidw
o€ aVTO TO TOPAOELYLLAL.

2)  Aonote tov anortovpevo opud eraldiov vo ptdoet og Oeppokpacio dopatiov Tpv and Ty
apainon (mepimov 30 Aentd).

EmBewpnote ontikd o prodidia. Mnv ypnoyomoteite edv 1o Tdpa Aeinel v elvon cmacpuévo.
Mnyv ypnotponoteite edv LLAPYEL COUOTIOWNKT] VAN 1 €AV EIVOL OTOYPOUATIGUEVO.
Amo@lyete TV avakivion 1 v avadeuon Tov eloAdioy.

3) Aopapéote kar anoppiyte amd Tov 6dko £yyuong Tov 1010 dyko StAdPaTOg Yo £yyuon
yAoprovyov vatpiov 9 mg/ml (0,9%) pe ekeivov mov voroyictnke oto Prina 1.

4) Avoppoenote ToV amotTovpevo 6yKko dtaivpatog Elfabrio and ta ¢loiidio kot opodote pe
didvpa yua Eyyvon yAwplovyov varpiov 9 mg/ml (0,9%) éwg évav cuvolkd Oyko e Pdomn to

Bapog Tov acbevovg mov kabopiletan otov Ilivaxa 4 mapokdtm.

Hivaxog 4: EAGy1oTog 6uvoMKOg 67YKog £yyvong Yo acleveic avd copatiké fapog

Bapog acbevoig ELdyiotog cuvoiikdg 6yKog Eyyvoong
< 70Kkg 150 ml
70-100 kg 250 ml
> 100 kg 500 ml

Evéote to dudlvpa Elfabrio amgvbeiog péca otov odko Eyyoong.

MHN eviete 010 610KEVO OEPQ EVTOG TOV GAKOV EYYLONC.

Avootpéyte anaAd Tov 60KOo £yXLoNG Yo Vo avapelyfel To dIAV O, ATOPEDYOVTAG TNV VIOV
aVaKivNoT Kol OVAOEVOT).

To apot®pévo SV TPETEL VO, YOPTYELTAL LLE TN XPNOT| EVOG EV GEIPE, YAUNANG TPOTEIVIKNG
ouvdeong 0,2 um @eidtpov.
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Andppuym

Kd&0e aypnoyonointo gopuokevtikd Tpoidy 1 VTOAEWUN TPETEL VO, ATOPPITTETOL COUPDVA LE TIG
KOTO TOTOVG IGYVOVGEG GYETIKES SIUTAEELS.

7. KATOXOX THX AAEIAY. KYKAO®OPIAX

Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

Itahia

8. APIOMOZX(OI) AAEIAYX KYKAO®OPIAX

EU/1/23/1724/001

EU/1/23/1724/002
EU/1/23/1724/003

9. HMEPOMHNIA ITPQTHX EI'KPIXHYXY/ANANEQXHY THX AAEIAX

Hpepounvia mpotng éykpiong:

10. HMEPOMHNIA ANAGEQPHXHX TOY KEIMENOY

Agmtopepeic TANPoPopieg Yo 10 TOPOV POPLOKEVTIKO TPOidV givan d100éa1eg oToV SIKTLAKO TOTO
tov Evponaikod Opyavicpot @appdkmv: http://www.ema.europa.eu.
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http://www.ema.europa.eu/

ITAPAPTHMA 11

ITAPAXKEYAXTHYX THX BIOAOT'IKQX APAXTIKHX
OYXIAYX KAI ITAPAXKEYAXTHYX YIIEYOYNOX I'TA THN
AITIOAEXMEYXH TQN ITAPTIAQN

OPOI'H IIEPIOPIXMOI XXETIKA ME TH AIAGEXH KAI
TH XPHXH

AAAOI OPOI KAI AITAITHXEIX THX AAETIAX
KYKAO®OPIAX

OPOI'H IIEPIOPIXMOI XXETIKA ME THN AX®PAAH KAI

AITOTEAEXMATIKH XPHZH TOY ®PAPMAKEYTIKOY
MPOIONTOX
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A. THNAPAXKEYAXTHX THX BIOAOT'IKQX APAXTIKHE OYZIAX KAI
IHAPAXKEYAXTHX YIIEYOYNOX I'TA THN AITIOAEEMEYZXZH TQN ITAPTIAQN

Ovopoa kot d1e06vven Tov ToPUoKELAOTN TNS FLOAOYIKGOC dPUCTIKNAS OVGIOG

Protalix Ltd.

2 Snunit St., Science Park,
Carmiel 2161401

IopomA

Ovopoa kot d1e06vven Tov TOPUCKELACTN TOL Eival VITEVOLVOC Yo TV ATOOLGUEVCT) TOV TOPTIOWY

Chiesi Farmaceutici S.p.A.
Via San Leonardo 96
43122 Parma

Itohia

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

DopprokeuTiKd TPoidV Yo TO OTTOI0 amoLTEITAL TEPLOPICUEVT 10TPIKT cvuvtoyT| (PA. mapdptnua l:
[Mepidnyn tev Xopoxtnpiotikdv tov IIpoidvtog, Tapdypoapog 4.2).

I AAAOI OPOI KAI AITAITHZEIX THX AAEIAX KYKAO®OPIAX
. Ex0¢oe1c meprodikiig mapakorovdnong g acpareras (PSURS)

O1 aroutnoeis yo tnv vroPoin twv PSURS ywa to ev Adym goppokevtikd mpoiodv opilovior otov
KatdAoyo pe T nuepounvieg avapopds g Evoong (katdroyog EURD) mov napatifetor otnv
napdypoeo 7, Tov dpBpov 107y, tng odnyiag 2001/83/EK kor kdOe erakdrlovdng emkarpomroinong
OGS OMUOGIEVETAL OTIV EVPAOTAIKT] SIKTLOKT TOATN Y10l TO PAPHLOKAL.

O Kdaroyog Adelog Kvkhogopiag (KAK) Ba vropdiiet tnv mpidrn PSUR yia to mpoiov péoa o
6 unveg amd v £yKpion.

A.  OPOI'H IEPIOPIXMOI XXETIKA ME THN AX®AAH KAI AIOTEAEXMATIKH
XPHXIH TOY ®PAPMAKEYTIKOY ITPOIONTOX

. Xyéo10 owayeipiong kivovvou (XAK)

O Kdroyog Adetag Kukiopopiag (KAK) Ba dieEaydyet Tig amoitodpeveg dpaotnplotnes Kot
TaPEUPACELS PAPLOKOETOYPVTVIIONG OGS Tapovsidlovtal oto cupewvnBéy ZAK mov tapovsidletan
oty evotnra 1.8.2 g ddelog KukAopopiog Kot 0molecdNToTE ENOKOAOVOES EYKEKPLULEVEG
avabempnoelg tov ZAK.

‘Eva emkaipornomuévo ZAK OBa mpénet va katotedet:
e Metd and aitnpa tov Evponaikod Opyaviopuod @opudxkmy,
e  OmotedNmMOTE TPOMOMOLEITOL TO GVOTNLLA OlaYElPIoTG KIVOUVOV, EOIKA MG OTOTEAEG LA AYNG
VE®V TANPOQOPIDV TOV LITOPOVV VO ETLPEPOVY CTLOVTIKT OAAAYT] GTN 0XEGT] 0QELOVG-KIVOVUVOU
N ®OG ATOTEAEG LA TG EMITEVENC EVOG OTLOVTIKOD OPOCTLOV (QPUPLOKOETAYPVOTVIION 1
glaylotomoinon Kvdvvov).
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. EmznpocOcta pétpa ehay16Tomoinong Kivovvov

[pwv and v kvkAopopia tov Elfabrio og kd0e kpdrog péhog o kot olkov mepipaiiov, 0 KAK
TPENEL VO, GLUPMVICEL Y10L TO TEPIEXOUEVO KOL TN LOPPT) TOV EKTOAUOEVLTIKOD TPOYPALATOC,
GUUTEPTAOUPOVOUEVOV TOV LECHV ETIKOWVMOVING, TV HEBOS®OV d10vOUNG Kot 0TO1mVONTOTE GAAWDY
TTUYDV TOL TPOYPAppTOC, e TV EBvikn Appddia Apyn.

O KAK mpénet va dtacparicel 6Tt og KaBe Kpdtog péhog 6mov kukhoopei to Elfabrio, 6Aot ot

emayyeApotieg vyeiog (EY) mov avapéverar va cuvtayoypagprcovyv to Elfabrio Aapfdvovv to

aKOA0VOO0 EKTAOELTIKO TOKETO TOL TEPIAAUPAVEL:

e 'Eva puAAddio yia tov EY mov mopéyetl oyetikéc mAnpopopieg otov EY dote va ekmaidedoet tov
acBevi| 1)/Kal TOV PPOVTIOTN Y10 KOT' 01OV YOP1YNoN TOL TPOIOVTOC, TO OTTOI0 TEPYPAPEL TO.
axolovba Pacikd otoryeio:

v Mot gléyyov pe kprriplo. KOToAANAOTNTAS Y10 Kat' oikov £yyvon

v\ NV avayKn SOVTOYOYPAPNoNS QAPUAK®V Yo TNV avTipeT®@nion Tov IRR kot 6t 0
acBevig/ppovtiotig Ba mpémet va givan o€ BEom va T ¥PTCYLOTOMCEL

v\ NV avaykn Yo TPOKATAPKTIKY QUPUAKEVTIKY oy®yn, €0v gival amapaitnto (ue
QVTUCTOUIVIKA 1)/KoL KOPTIKOGTEPOELDN) GE £KELVOLG TOVG 0oBevelg oToVg OTolovg
arotOnke cvpuntopatiky Bepomeia.

v v eknaideuon Tov aTOHOL oV O TPOYUATOTOEL TV £Y)VoN TS
TEYOLVIYAAGIOAOTG dAPa Yio TV avayvoplon tov IRR

v v eknaideuon Tov aTOHOL oV O TPOYUATOTOIEL TV £y)VoN TS
TEYOLVIYAAGIOAOTNG GAPO CYETIKA LLE TNV TPOETOWACIO KOl T YOPNYNOT TOV
TPOIOVTOG KoL TN XPNOT TOL NUEPOAOYIOV

v v avoykatdTnTo ToV NUEPOAOYION Kat TN AEITOLPYia TOL GTNV ENKOWV®VIL UE TOV
Bepamovta wTpod

v\ TEPLYPORN TNG ONUOCTNG TNG TAPOVSING EVOG PPOVTICTH OE TEPIMTMGT TOV YPEICTEL
EMELYOLGA 1WTPIKT PPOVTION

e 'Evav 0onyod yia tov acBeviy/ppovtiot)/EY ywo tnv kat' oikov yopnynomn, o omoiog meptyplpet ta
akolovBa Pacikd ctoyeia:

Brjua mpog Pripa 0dnyles yior TNV TEXVIKY TPOETOLAGIOG KAl YOPTYNONG,
GUUTEPTAAULPOVOLLEVIG TNG KATAAANANG OLONITTIKNG TEXVIKNG

v 1 docoAdynon kat Tov pubpod éyyvong to omoia Ba kabopiotodv amd tov Bepdmovto
wTpd

v ta onpeio kot cvpmtdpato tov IRR kot tov 1pomo avtipetdriong 1 Staygiptong toug

V' 1N onpooio g Tapovsiog VoG GPOVTISTH Y0, TV TopakoAovOnon tov acbevoidc o
TEPIMTOOT TOL YPEWOTEL ENEIYOVOA LATPIKN POVTION

v appako ov £xovv cuvtayoypaendei amd tov Ogpdmovta 1tpo yio IRR 7
TPOKATUPKTIKY] PAPLOKEVTIKN Oywyn TPEMEL VoL lval O100£G1UL0 GTO OTITL KO TPETEL
VoL YPNOLOTO0HVTAL AVAAOYQ

V' 10 NUEPOADYIO TTPETEL VOL XPNCLULOTOLEITAL YioL TNV KATAYPAPT TNG EYXVONG KOL TUYOV
IRR, ko va tpookopiletal otic emokéyelg otov Oepdmovia 1Tpod
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ITAPAPTHMA 111

EINIXHMANXH KAI ®YAAO OAHI'TQN XPHXHX
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A. EIIXHMANXH
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ENAEIZEIX ITOY ITPEIIEI NA ANATPA®ONTAI XTHN EZQTEPIKH XYXKEYAXIA

EZQTEPIKO KOYTI

1. ONOMAZXIA TOY ®PAPMAKEYTIKOY IIPOIONTOX

Elfabrio 2 mg/ml mokvo dtdAvpa yio mopackent] SIADUATOS TPOG £YXVoT)
TEYOLVIYOAGIOACT) GAPOL

2. YXYNGOEXH XE APAXTIKH(EX) OYXIA(EYX)

‘Eva guoAidio mepiéyel 20 mg meyovviyahoddong areo e 10 ml (2 mg/ml)

‘ 3. KATAAOI'OX EKAOXQN

Tp1acicd S1wdpiod KITPIKO VATPLo

Kurpkod o&o

Natpro yAwprovyo

BA. T0 @OAAO 001DV Y100 TEPIOTOTEPEG TANPOPOPIES.

‘ 4. OAPMAKOTEXNIKH MOP®H KAI IIEPIEXOMENO

TLUKVO O1GALLLA Y10, TOPACKELT SOADIOTOG TTPOG £YXLOM

20 mg/10 ml
1 puokido

5 ploAiow
10 proAidw

‘ 5. TPOIIOX KAI OAOX(OI) XOPHI'HXHX

Awpaote 10 EUALO 0INYIDOV ¥PTONG TPV ATO TN YPNOT.
[Mo evoopAéPia xpnom HeTd amd apaimon.

6. EIAIKH ITPOEIAOIIOIHXEH XYM®QNA ME THN OIIOIA TO ®PAPMAKEYTIKO
IPOION MPEIEI NA ®YAAXXETAI XE OEXZH THN OITIOIA AEN BAEIIOYN KAI
AEN ITPOXEITIZOYN TA TTAIAIA

Noa puAdooetal o€ 0éom, TV onoia dev PAETOLY Kot dev TpoceYyilovv Ta TOIddL.

‘ 7. AAAH(EY) EIAIKH(EY) ITPOEIAOITIOIHXH(EIX), EAN EINAI AITAPAITHTH(EX)

‘ 8. HMEPOMHNIA AHEHX

EXP
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9. EIAIKEX XYNOHKEYX ®OYAAEHX

dvidoocete o€ yoyeio

10. IAIAITEPEX TIPO®YAAEEIX I'lA THN AITIOPPIYH TQN MH
XPHEZIMOIIOIHOENTQN ®APMAKEYTIKQN IIPOIONTQN 'H TOQN
YIHOAEIMMATOQN ITIOY TPOEPXONTAI ATIO AYTA, E©OOXON AITAITEITAI

11. ONOMA KAI AIEYOYNXZH KATOXOY THX AAEIAY KYKAO®OPIAX

Chiesi Farmaceutici S.p.A.
Via Palermo 26/A

43122 Parma

Itohia

12.  APIOMOZX(OI) AAEIAX KYKAO®OPIAX

EU/1/23/1724/001
EU/1/23/1724/002
EU/1/23/1724/003

13. APIOMOX ITAPTIAAX

Lot

‘ 14. TENIKH KATATAZH I'lA TH AIAGEXH

‘ 15. OAHTI'IEX XPHXHX

‘ 16. TTAHPO®OPIEX XE BRAILLE

H oitioddynon yo va, unv teptinedei n ypaen Braille ivar amodekr).

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

A166146TaTOG YPOUL®TOG KMdKG (2D) mov pépel Tov TEPIANEOEVTO LOVOSIKO OVayVMPIOTIKO KWOOKO.

18. MONAAIKOX ANATNQPIETIKOX KQAIKOX - AEAOMENA ANAI'NQXIMA AIIO
TON ANOPQIIO

PC
SN
NN
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EAAXIXTEX ENAEIZEIX ITIOY ITPEIIEI NA ANATPA®ONTAI XTIX MIKPEX
XTOIXEIQAEIX XYXKEYAXIEX

EIIIXHMANXH ®IAAIAIOY

1. ONOMAZXIA TOY ®PAPMAKEYTIKOY IPOIONTOX KAI OAOX(OI) XOPHTHEIHE

Elfabrio 2 mg/ml mokvo dtdAvpa yio mopacken] SIADUATOS TPOg £YXVoT)
TEYOLVIYOAGIOACT) GAPOL
IV petd and apaimon

‘ 2. TPOIIOX XOPHI'HXHX

Awpaote T0 EUALO 0INYIDV ¥PNONG TPV AmO T YPNoN
EvdopAépia yprion

‘ 3. HMEPOMHNIA AHEHX

EXP

4. APIOMOZX ITAPTIAAX

Lot

‘ 5. MNEPIEXOMENO KATA BAPOZX, KAT' OI'KO 'H KATA MONAAA

| 6. AAAA XTOIXEIA
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B. ®’YAAO OAHTI'TQN XPHXHX
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DYLAo 0dnYIOV ypriong: [Iinpoopiss yia Tov ypiioty

Elfabrio 2 mg/ml mokvo d1ahvpe Yo Topackevs] S1ahdpatog mpog Eyyoon
TEYOLVIYOAGIOACT) GAPO

vTo QAapLaKO oVTO TEAEL LTO CLUTANPOUATIKY TOPOKOAOVONON. AVTO Bo eMITPEWYEL TO YP1IYOPO
TPOGIOPIGUO VEDV TANPOPOPLOV acpdAeloc. Mmopeite va Pfondnoete péow g avapopdg Thavmv
AVETOOUNTOV EVEPYEIDY TOV EVOEYOUEVMG TTopovatilete. BA. Téhog tng mapaypdpov 4 yia tov TpOmTo
avaPopdiG avemBOUNTOV EVEPYELDV.

A doTe TPOGEKTIKA 0AOKANPO TO PVALO 0ONYIAV YP1CNG TPV UPYICETE VA YPNCLOTOLEITE GVTO

T0 PAPPRAKO, O10TL TEPLAUPPAVEL CNUAVTIKES TANPOPOPIES Y10 GOG.

- DdvrdEte avtd TO PUALO 0dNYIBY Yprons. Towg ypelaotel va to dwufdcete Eavd.

- Edv éxete mepartépm amopiec, poTioTE TOV YIOTPA 1) TOV POPLAKOTOLO GO,

- H cvvtayn yo autd 1o papprako xopnyndnke amokAEIGTIKG Yo 60G. Agv TPEMEL VO ODCETE TO
(AapuaKo o€ GAAoVC. Mmopel va Tovg TPOKAAEGEL BAASN, AKOUO KoL OTOV TO GUUTTOUATO TG
acBéveldg Toug givor 1010 pLe Tar S1Kd oo,

- Edv mopatnproete kKamowo avemBOUNTN EVEPYELL, EVILEPMGTE TOV YIATPO 1) TOV QOPLOKOTOLO
c0G. Avtd 1oyvet kot yo KGO mhovi) avemBOunTn eVEPYELD TOV OEV OVAPEPETOL GTO TAPOV
@OALO 0ONYIDV yprione. BAéne mapdypapo 4.

T mepréyer 1o mapév evAL0 00N YLOV

T etvon To Elfabrio xou mota etvon ) gp1ion tov

T pénet va yvopilete mpv oag yopnyndei to Elfabrio
[og yopnyeitan to Elfabrio

[MBavég avemBOunTeg evépyeteg

[og va pvidooete to Elfabrio

[epreydpeva tng cuoKeLOGING Kot AOTES TANPOPOpPiEg

S

1. T givar to Elfabrio kot mowa givan n ypijon tov

To Elfabrio mepiéyet tn dpaotikn ovsio TeyouviyoAsddon dApa, Kot xpnoiLonoteitan mg Bepomeio
evlupkng vokatdotaong o€ eviakeg acBeveic pe emPefoiopévn voco Fabry. H vocog Fabry eivan
[0 omévia YEVETIKT ac0Evela Tov HTopel val EnNPedcEl TOALA LEPT) TOV COUATOS. XTOVG acheveic pe
voco Fabry, po Mapn ovsio dev amopakpOVETOL amd To KHTTAPO TOV CAOUATOS TOVS KoL
GLGGMPEVETOL GTO TOLYDLOTO TOV AUOPOP®V aYYEIDV, YEYOVOG TOV UTOPEL VO TPOKAAEGEL OPYOVIKN
avemdpkew. AVt 10 AT0g CLGGOPEVETAL GTO KVTTOPO AVTAOV TOV AcHevdV ENEdN OV £X0VV UPKETO
amo éva éviupo mov ovopdletal a-yoAakTooddon-A, to £éviupo mov givatl vehBouvo yia ) ddomacn
tov. To Elfabrio ypnowomoteiton pakpoypdvia yio T GUUTANPOGCN 1 TNV OVIIKATAGTOCT) GVTOV TOV
evlopov o eviilkeg acBeveig pe emPePformpévn voco Fabry.

2. Tvpémer va yvopilete mpv cog yopnyn0ei to Elfabrio
Mnyv ypnoponoujoete To Elfabrio

. o€ mepintwon Papldc aAlepyiog GTNV TEYOLVIYOAGIOAOT) GAPQ 1] € OTOLOONTTOTE AAAO OO TOL
OGLGTATIKA 0VTOD TOL PAPUAKOY (AVaPEPOVTAL OTNY TAPEYPOPO 6).
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[ poscdomonosic Ko TPOPVAGEELS
AmevBuvOeite otov yatpd cag mpv yproonowndei to Elfabrio.

Edv AapPavere Oepaneio pe to Elfabrio, pmopel vo mopovcidoete pio avemBOuntm evEpyela Katd )
dupKeLn 1) APECOS PETA TN EyYvon (OTAYOTV) TTOVL YPNCLOTOLEITOL VIOl T YOPTYT|ON TOL POPLAKOV
(BA. mapdypago 4). Avty gival YvooT ©g avTidopaot Tov oyeTIleTanr pe TNV £yvon Kol Pnopet
LEPIKEG POPES VO Etvar Papid.

. O1 avtidpdoeig mov oyetilovron pe v €yyvon cvpmeptiopupavoov {aAn, kepaiaiyia, vavtia,
YOUNAT 0pTNPLOKY] TTEST, KOT®MON Kot Tupetd. Edv mopovsidoete pio avtiopacn mov oyetifeTot
LLE TNV €YYXVOT|, TPETEL VA EVI|LEPADGETE TOV YIATPO GUS GUECMG.

. Edv éxete o avtidpaon mov oyetileton pe tnv £yyvon, pmopet va cag yopnynbovv tpdcheta
(QAPLLOKO, Y10 TNV OVTILETOTION 1) TV KAADTEPT TPOANYT LEAALOVTIKOV OVTIOPACE®V. AVTA TaL
QAapuroko LTopel Vo TEPIAOUPAVOVY GAPLAKO TOL YPNGLLOTOOVVTOL Y10, TV AVIILETOTION
OAAEPYIDV (AVTUCSTOUIVIKA), QAPHOKO TTOL YPTCULOTOIOVVTOL VIOl TNV AVTILETMTICT TOV TUPETOV
(ovTimVpETIKG) Kot PAPLLOKO Y10 TOV EAEYYO TNG PAEYHOVTG (KOPTIKOGTEPOELON).

. Edév 1 avtidpoon mov oyetiletar pe tnv £yxvon ivon Bopid, o yotpds cog UTopel vo dtoKoyeL
TNV £YXLOTN QUECHS KO VOL aPYICEL VAL GOG YOPNYEL TNV KOTAAANAN 10TPIKN oY@y 1} vaL
emPpadvvel Tov pudud g Bepameiog.

. Edv ot avtidpdoeig mov oyetiovron pe v €yyvon sivan Papiég i/xon copPet ammieio dpdong
OVTOV TOV PAPHAKOL, O YITPOG G0G Ba Tparypatomowoet P e£€T00T aipaTog yio va, eAEyEet
Yo AVTICOHOTO TOL B pmopovsay va exnpedcovy Vv koo g Beponeiog oag.

o Yuvnbmg, e€arxorovbel va etvar Suvatdv va cag yopnyndei o Elfabrio axdpa kot av
TOPOVGIACETE KAmola avTidpacn mov oyetiletar pe tnv £yyvon.

Y& TOAD OTAVIEG TEPUTTMGELS, TO OLVOCOTOUTIKO GOG GUGTNLA eV pmopel va avayvopicet To Elfabrio,
001 YMVTOG GE OIVOGOAOYIKT VEPPIKT| VOGO (LepPpavoimepmAlacTiky] onelpapatoveppitida). Kotd
OUIPKELN TOV KMVIKAOV PLEAETAOV, ELOAVIOTNKE LOVO EVO TEPIGTATIKO KOl TO LOVE GUUTTMOLLOTO TTOV
avaépOnKay NTav Lo TPOCSOPIVY LEIMOT TMV VEQPIKOV AEITOVPYIDV LLE TEPIGGELN TPMOTEIVAV GTO
oVpa. Ta copunTOpaTe VTOYDOPNCAV UETA TN OO TG Bepomeiag.

Moword kan £épnpor
Av10 T0 Qdppako dev Tpémel va ypnoponoteitol o Toudid Kot epnfove. H acpdiela kot n
aroterecpatikdtnra tov Elfabrio og mondid xon epnfovg niciog 0-17 etdv dev €yovv texkpunplmbet.

Alra oappoxa ko Elfabrio
Evnuepdote Tov yiotpd cog edv maipvete, £xel tpdoeata mépel 1§ uropel va mdpete GAAa pappoka.

Kdnon kot Onraopog

Agv mpénet va ypnoonomoete To Elfabrio edv elote éykvoc, kabmg dev vdpyel epumelpia e 1o
Elfabrio otig éyxveg yuvaikes. Edv glote £ykvog, vopilete 6t umopet va giote £ykvog 1 oyedtalete va
omoktoete modi, {NTote T GLUPBOLAR TOL YITPOV GAG TPV TAPETE CVTO TO PAPLLOKO.

Agyv givon yvoot6 gdv to Elfabrio amexkpiveror oto avOpdmivo yéAia. Evnuepdote tov yotpd cog eav
OnAdlete | oyeordlete va to Tpaéete. O yatpdc cag Ba cag Bonbnoet 16te va anopacicete by Ba
oTapotnoete tov Indacud 1 eav Bo otopatioete vo moipvete to Elfabrio, Aapufdavovtog vadyn to
6peL0g Tov ONAaopov Yo, To Bpépoc oag Kat To dperog Tov Elfabrio yia eodg.

Oonynon ko (EPIGROS pNyavnpdTev
To Elfabrio umopei va mpokarécel {dAn 1 Myyo. Edv onc0dveote {aAn i iAtyyo tv nuépa g
Oepoameiog pe to Elfabrio, unv odnyeite | ypnoonoteite unyavniuoto péypt vo aicbaviesite kaddtepa.

To Elfabrio wepiéyel vatpro

To @appaxo owtd wepiéyel 48 mg vaTpiov (KOPLo GLGTOTIKO pHoyeElPKov/emttpanéllon GANTOG) o€ Kae
@LoAi610. AvTd 160dVVapEl e To 2% TNG GUVIGTOUEVNG LEYIGTNG NUEPNOLOG TPOCANYG VATPIOL UE
TNV S10TPOPT Y10 EVOV EVIIAMKAL.
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3. Mog yopnyeiton To Elfabrio

AvT0 TO PAPUAKO TPETEL VO, YPTCLOTOIEITAL LOVO VIO TNV EMPAEYT] Y1OTPOD LE EUTEPiO OTN
Bepaneio Tng vooov Fabry 1 dAhov mopdpoimv acheveidv Kot TpEREL va yopnyeital povo amd
emaryyeApoTio vysiog.

H cvviotdpevn doon eivar 1 mg/kg copoticod Bapovg mov yopryeitol pia eopd Kabe dvo efdopdadec.

O ywtpog cog umopel va cog cupPoviedoet 6Tt uropeite va AaPete Bepaneio Kat' oikov, epdcov
mAnpoite opiopéva kpitipuo. [apakolelote vo EMKOVOVICETE [LE TOV YIOTPd GOG GV emBupeite va
AaPete Bepaneia kat' oikov.

BA. minpoeopieg yia toug emayyelpotiec vyeiog 6To T€A0G 0nTOH TOL PVAAOD 0INYLOV XPNONG.

4. MBavég avemOopnTEg EVEPYELES

Onwg 6A0 To PaproKa, ETCL Kot AVTO TO PApULako UTopel va mpokaréosetl avemBOpnTeg evépyeteg, ov
kot dev mapovstdlovtal e OAOVG TOVg avBpdToVS. Ot TEPIEGATEPES AVETBOUNTEG EVEPYELEG
eppaviCovrol KoTd T SIpKELD TNG £YXVOTG 1] GE GOVIOUO YPOVIKO S1AGTNHLO LETE TV OAOKANP®OOT
g («avtidpaon mov oyetileTon e v £yyvony, PA. tapdypago 2 «IIposdonomoelg kot
TPOPUAGEELD?).

Evocm vroPdidlecte o Oepaneia pe to Elfabrio, pmopel va mapovoidcete opiopéves amod Tig
aKoAovheg avTdploelc:

YoPapéc avemBounTeg EVEPYELES

Yuyvég avemBounteg evépyeleg (umopel va emnpedoovy €og 1 ota 10 dropa)

. vrepevatsnoio Kot coPfapn aAlepyikn avtidpaor (CLUTTORATO TOV TEPIAAUPAVOLY
VREPPOAIKT KO TOPATETAUEVT] GUCTACT] TOV UVDV TOV OEPAYOYDV TOL TPOKOAEL SuGKOALN
otV avamvor| [Ppoyxdomacpoc], S1dyKmoT ToV TPOCOTOV, TOV GTOUOTOG KOt TOV A0V,
cvptypd, YouUnAn aptnplokn mieon, Kvidwor, duckoiio otny katdmoon, e&avinua, dSvorvola,
é€aym, Bopakikn duceopia, KVNGHO, PTAPVIGLLO KOl PVIKT] CUHMOPNGT)

Edv gpoavietodv avtég ot avemBounteg evépyeles, avalntiote auéomg otpikn forfeta Kot dtakoyte
mv €yxovon. O yatpdc cag Ba cag yopnynoet wrpkn Oepaneio edv anatteitar.

AlLreg avemBOunTeg evépyeres copmepriapfdvoov

Suyvéc (umopel vo enmpedoovy £o¢ 1 ota 10 droua)
avTiopdoelg mov oyetiCovron pe tnv &yyvon
advvopio

aioOnua adabeciog (vavtia)

eEhvOnua

KOWMAKOC TOVOG

Can

oOVOCg

Owpakikdg TOVOC

KeQaAaAyia

TOVOC GTOVG LDEG KO TIC 0pOpMGELC
alcsOnpata OTmg LovdaGHa, Lpunkioaon N toipumnua (topoaictncio)
payovpa (KyNGpog)

duappoia

€UeTog
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piyn

gpuBpoOTNTA TOL déPLaTOC (pHBMUL)

aicOnpa mepioTpoeng (IAyyoc), d1€yepon, evepebicTotnTa 1] GUYYVOT
0AAOIOT TOL PVGIOAOYIKOD KapdKoH pvOOD

Tapoyn

Oyt ovyvég (umopel va emnpedoovy émg 1 ota 100 dropa)

TPEUOVAO (TPOHOG)

VYN aptnplokn wieon (véptao)

Bpoyy6omacuog (GVGTOCT TOV PPOYYIKMY HUMOV TOL TPOKAAEL OTOQPALN TOV OVUTVEVGTIKOV
AEPUYWYDV) KOl SUGKOAID GTNV GVOTTVON)

gpedopdg Tov Aopov

avénuévn copatikn Oeppokpocio

dvokoAia otov Hmvo (admvia)

GUVOPOLO AVICVYWOV TOJIDV

veupikn| AN ota ¥épla kat ta TOS10 TOL TPOKAAEL TOVO 1| LOVSIAGLA, aicOnua KoveoL Kot
popunkioon (tepipepikn vevponddein)

veupkog movog (vevpakyio)

aicOnpa kadoov

ggoym

méOnon katd v onoia to 00 Tov oTopdyOL AvePaivel TPOG TA WAV GTOV 01GOPAYO
(Yaotpoolsopayiki Taivopouncn)

@Aeypovn tov BAEVVOYOVOL TOV GTOUdYOV (dvoTeyio)

TPOPANUATIKY TEYT

aéplo (LETEMPIGLOG)

peltmpévn epidpwon (vrovdpwaio)

OVOGOAOYIKY] VEQPIKT VOGOG TTOL TPOKAAEL TEPIGGELD TPOTEIVMV GTA 0VPA KOl VEPPIKT
dvoAettovpyia (LeUPPOVOLTEPTAAGTIKY] CTELPOLOTOVEPPITION)

xpdViIoL VEQPPIKT VOGOG

MEPIGGELD TPWTEVOV 6T, 0VPpA (TPWTEIVOLPIN)

BAGPN TOV 16TOV ETEWN TO PAPLAKO TOV KOVOVIKA £YYOETOL G ict PAEPO dlapevyeL 1] eyyvETOL
KaTd AdBog oTov YOpw 1616 (e€ayyeimon g BEong £yyvong)

S10YK®OT) TOL KOTMTEPOL LEPOVE TMV TOOLDV 1) T®V YEPLOV (01O La)

SOYK®OOT TOV XEPLDOV 1] TOV TOOLDV

acBévelo Topduota pe ypinn

PVIKT] GLUPAOPTOT| KOl TAPVIGHLOL

dvog g Béonc Eyyvong

avénuéva nroticd Evivpo Kot ovptkd 0&L 6To aipa, avENREVN avaloyio TpMmTEIVNG/KpENTIVIVIG
0T 00pa, AEVKE oupospaipla 6ta 00pa, OmHS eEetdlovtal GTO EpYNOTNPL0

avénon Bapovg

YOUNAT apTnplokn wieon (vTdtacn)

apyog Kopotakog puiuodg (Ppadvkapdio)

TAYVVOT) TOV TOYMUATOG EVTOG TNE KOIMOG TNG KOPOLAg

Ava@opd avemBOUNTOV EVEPYELDV

Edv mopatnproete kKamowo avemBOUnNTn EVEPYELD, EVILEPMDGTE TOV YIOTPO GOG. AVTO 1GYVEL KOt Yol
KkG0e mBavn avemBounTn evépyeia mov OV AVAPEPETAL GTO TAPOV PVAAO 0OMYIDV ¥prione. Mmopeite
emiong va avoaeépete avemBounteg evépyeteg amevbeiog, LEcm Tov €BVIKOD GLGTHUATOG AVAPOPAS TTOV
avaypdapetor oto Hopdptnua V. Méow g avapopdc avemBOUNTOV EVEPYELDV UTOPEITE VA
Bonbnocete 6T CLALOYY TEPIGGOTEPMV TANPOPOPIDV GYETIKA LE TNV OCPAAELN TOV TOPOVTOG
QOPLAKOV.
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http://www.ema.europa.eu/docs/en_GB/document_library/Template_or_form/2013/03/WC500139752.doc

5. acg va gviaocoere To Elfabrio
To @dpuaxo avtd TPETEL va PLAAGGETOL GE UEPT) TTOL OgV TO PAETOVV KoL OV TO POAVOLV T TOLOAL.

Noa pun ypnoLonoteite ovtd 10 PAPROKO LETE TNV NuEpounvia ARENG TOL avapEPETaL GTNV
EMONUOVON Kol 6T0 KOLTi petd tnv «EXPy». H nuepounvia AnéEng etvon ) tedevtaio nuépa Tov piva
OV OVOPEPETOL EKEL.

duvrdooete og yoyeio (2 °C-8 °C).

Metd Vv apaimo], To apaiopévo dtdAvpa Tpénet vo ypnoiponomel apécws. Eqv dev
xpMnoonon el opES®G, TO APUMOUEVO SIIAVL TPETEL VO, PUAAGGETOL Y10, SIGGTNLLA O)L LEYOADTEPO
TV 24 wpodv 610 Youyeio (2 °C-8 °C) 1) yia d1dotnpo Oyt HEYaADTEPO TV 8 WP®V 6€ Oepokpacio
dopatiov (kdtw twv 25 °C).

No pn xpnoyLomoteite ovTod TO PAPHOKO £6V TAPATNPNCETE COUATIOW 1) SLCYPOLLIQ.

Mnv metdte @APLOKO GTO VEPO TNG ATOXETELONG 1| 6T OKLOKA amoppippota. Potote tov
(POPLOKOTOLO GOG Y10 TO MG VO TETAEETE TO, PAPLLAKO TTOVL OEV XPMCIUOTOIELTE Tl AvTd T pétpa Oa
Bonbncovv oty Tpoctacio Tov TEPPAAAOVTOG.

6. Mepreydpeva TG 6VOKEVAGING KOL AOUTEG TANPOPOPIES

T nepréyer To Elfabrio

- H dpaoctikn ovoia givar | meyovviyahoddon diea. Kabe proridio mepiéyet 20 mg
neyovviyololdaong drea o€ 10 ml (2 mg/ml)

- Ta dAla cvotatikd gival: TpPactkcd S1dPLKO KITPLKO VATPLO, KITPKO 05D Kot VATPLO YA®PLovyo
(BA. mapdrypago 2 «To Elfabrio mepiéyet vatpion).

Epgdavion tov Elfabrio kot mepreyépeva g cvokevaciog
Awoyég Kot dypmpo S1dAvpo 6 ELOALS10 Ao S10VYES YOOM LLE EAUGTIKO TAOUO EWGYDPTONG Ko
GOPOYIGUEVO LLE OTOCTMOUEVO T CAOVULVIOV.

Yvokevaoiec: 1, 51 10 puokidw.
Mmnopei va. pnv KoKAOQOpoLV OAEG Ol GLGKEVAGTEC.

Kéroyog Aderog Kvkiopopiog
Chiesi Farmaceutici S.p.A.

Via Palermo 26/A

43122 Parma

ItaAia

Hopoaockevaotig

Chiesi Farmaceutici S.p.A.
Via San Leonardo 96
43122 Parma

Ita)io

IMo omo1adMmote TANPOPOPIo. GYETIKG, LLE TO TUPOV PUPUAKEVTIKO TPOIOV, TUPUKAAEIGTE VO
amevbuvbeite otov Tomikd avtimpdcmmo Tov Katdyov g Adelag Kvkhopopiag:

Belgié/Belgique/Belgien Lietuva
Chiesi sa/nv Chiesi Pharmaceuticals GmbH
Tel/Tel: + 32 (0)2 788 42 00 Tel: + 43 1 4073919
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Bbnarapus
Chiesi Bulgaria EOOD
Ten.: +359 29201205

Ceska republika
Chiesi CZ s.r.o.
Tel: + 420 261221745

Danmark
Chiesi Pharma AB
TIf: + 46 8 753 35 20

Deutschland
Chiesi GmbH
Tel: + 49 40 89724-0

Eesti
Chiesi Pharmaceuticals GmbH
Tel: + 43 1 4073919

E\Ldda
Chiesi Hellas AEBE
TnA: + 30 210 6179763

Espafia
Chiesi Espafia, S.A.U.
Tel: + 34 934948000

France
Chiesi S.A.S.
Tél: + 33 147688899

Hrvatska
Chiesi Pharmaceuticals GmbH
Tel: + 43 1 4073919

Ireland
Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791

island
Chiesi Pharma AB
Simi: +46 8 753 35 20

Italia
Chiesi Italia S.p.A.
Tel: + 39 0521 2791

Kvnpog
Chiesi Farmaceutici S.p.A.
TnA: +39 0521 2791

Latvija
Chiesi Pharmaceuticals GmbH
Tel: + 43 1 4073919

28

Luxembourg/Luxemburg
Chiesi sa/nv
Tel/Tel: + 32 (0)2 788 42 00

Magyarorszag
Chiesi Hungary Kft.
Tel.: + 36-1-429 1060

Malta
Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791

Nederland
Chiesi Pharmaceuticals B.V.
Tel: + 31 88 501 64 00

Norge
Chiesi Pharma AB
TIf: + 46 8 753 35 20

Osterreich
Chiesi Pharmaceuticals GmbH
Tel: + 43 14073919

Polska
Chiesi Poland Sp. z.0.0.
Tel.: +48 22 620 1421

Portugal
Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791

Romania
Chiesi Romania S.R.L.
Tel: + 40 212023642

Slovenija
CHIESI SLOVENUA, d.o.o.
Tel: + 386-1-43 00 901

Slovenska republika
Chiesi Slovakia s.r.o.
Tel: + 421 259300060

Suomi/Finland
Chiesi Pharma AB
Puh/Tel: +46 8 753 35 20

Sverige
Chiesi Pharma AB
Tel: +46 8 753 35 20

United Kingdom (Northern Ireland)

Chiesi Farmaceutici S.p.A.
Tel: + 39 0521 2791



To mapév eVALo 0dNYIOV ypfoNs avabemp1Onke Yo TELEVTALN POPa OTIG

Adreg TINYEC TANPOPOPLOV

Agmtopepeic TANpoPopieg Yo 1o APHOKO VT givor SlaBEcLEG 6TO dKTLOKO TOTO ToV Evpmmaikod
Opyavicpov Papudkov: http://www.ema.europa.eu. Yrdpyovv eniong cOvOesoL Le GALEG
16TOGEAIDEG TTOV 0POPOLV oTTAViEG acBEveleg Ko Bepoameieg.

Ot mmpogopieg mov arxorovBovv amevBivovtar pOVo og emayyeALOTIES VYEiNG:

Apaiwon (e Tn ¥pnon GoNTTIKNG TEYVIKNG)

1)

2)

3)

4)

[Ipocdiopiote TOV GLVOALKO aPIOUO TOV PLOAGIOY TOL OTALTOVVTOL Y10 TNV EYYLON.

O ap1Bpog Tov anartovpevev eloidiov facileTor ot cLVOAIKT d06N TOL amatteital Yo KaOe
pepovopévo actevn kot amoitel vToAoyioud Yo S0coAdYNoN pe Bdor To Papoc.

"Eva mopddetypo vmoAoyto ot e cuvolikng 66ong o€ évav acbevn 80 kg otov onoio

Guvaoypa(pnenKs 1 mg/kg €xer wg €ng:
Bapog ac0evoic (oe kg) + 2 =Oykog 66ong (oe ml)

- Mapaderypa: AcBevrc 80 kg + 2 = 40 ml (6ykog mpog avappoenon).

- Agdopévov 611 pmopovv va avappoenfodv 10 ml amd kdbe prorido, amartovvral 4 erodidw
o€ 0VTO TO TOPAOELY L.

Aonote tov amartodpevo oplBpd proldiov va etacet og Beppokpacio dopatiov Tpv amd TV
apainon (mepimov 30 Aentd).

Embewpnote ontikd o rodidia. Mnv ypnoylomoteite edv 10 Tdp Aeinel 1 elval GTAGUEVO.
Mnyv xpnOOTTOLEITE EAV VILAPYEL COUOTIOWNKT] VAN 1 €AV EIVOL OTOYPOUATIGUEVO.
Amo@iyete TNV avakivnon 1 TV avadevor Tov eroAdiov.

Aopapéote kot amoppiyte omd TOV GAKO EyYLONG TOV 1010 OYKO SHADLATOG Yo £YXVOT)
yrwprovyov vatpiov 9 mg/ml (0,9%) pe ekeivov mov vroroyiotnke oto Prpa 1.

Avappopnote Tov amartovpevo 0yko dtoAdpotog Elfabrio amd o ¢lolidia Kot opoidote e
dAvpa yua €yyvon yrwprodyov varpiov 9 mg/ml (0,9%) mg évav cuvolikod dyxo pe Bdon to

Bapoc tov asBevoig mov kabopileTton oTOV MivVOKN TAPAKATO.

EALayotog 6uvorikdg 6yKog £yyvong yio aodeveis avé copatikd Papog

Bapog acbevoig ELdyiotog cuvoiikdg 6yKog Eyyvoong
< 70Kkg 150 ml
70-100 kg 250 ml
> 100 kg 500 ml

Evéote to dudlvpa Elfabrio amgvbeiog péca otov odko Eyyoong.

MHN eviete 0T0 610KEVO OEPQ EVTOG TOV GAKOV EYYLONC.

Avootpéyte anaAd Tov 60KOo £yXLoNG Yo Vo avapelyfel To dIAV O, ATOPEDYOVTAG TNV VIOV
avOoKivNoT Kol oVAdELOT).

To apot®pévo SLaAv L TPETEL VO, YOPTYELTAL LLE TN XPNOT| EVOG €V GEIPA, YAUNANG TPOTEIVIKNG
ouvdeong 0,2 um @eidtpov.
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