ITAPAPTHMA I

MEPIAHYH TQN XAPAKTHPIETIKQN TOY ITPOIONTOX



1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Ruconest 2100 povadeg kOVIG Y10 eVEGIHO SIEADLLOL.

2. IOIOTIKH KAI ITOXOTIKH XYNOEXH

"Eva guaAidio mepiéyet 2100 povadeg conestat alfa, mocotnto 1 onoia avtiotoryei o 2100 povéadeg ava
14 ml petd v avacvotaon i o€ cvykévipoon 150 povadmv/ml.

H conestat alfa givat éva avacvvévacpévo aviioyo tov avBpodrivov avactoréa g Cl eotepdong
(rhC1-INH), 1o omoio mapdyetol pécm tng teyvoroyiog avacuvivacuévov DNA oto ydAa
SloyovISoKAY KOUVEAMV.

1 povéda dpactikdtnTag Tng conestat alfa opiletar ¢ 16odvvoun TG dPUCTIKOTNTAG OVAGTOAG TNG
C1 eotepdiong oe 1 ml de&apevig puololoyikod TAGGHATOC.

"Exdoyo ue yvootn dpdon:
Kdabe praridwo nepiéyel mepinov 19,5 mg vazpiov.
INo tov 7 pN KeTdloyo TV KOV, PA. Tapdypoeo 6.1

3. ®APMAKOTEXNIKH MOP®H

Kovig yia evéoypo didivpa.

Agukn Tpog LIOAEVKN KOVIG.

4. KAINIKEX IAHPO®OPIEXZ

41 OgpomevTikég evoeielg

To Ruconest gvdeikvotat yia ) Oepaneio 0EEmv Kpice®V ayyEI0010MLOTOC O EVAAIKES, EPTBovg Kot
o1l (MAkiog 2 etdv Kot dve) pe kKAnpovoukd ayysooidnua (HAE) Adyw avendpkelog Tov
avaoctoréa g Cl eotepdong.

4.2  Aocoloyio kol TpoTOS YOPYNONG

H Bepaneio pe Ruconest mpémet va Eekivd vd v Kabodnynon Kot exifAeyn yioatpol EUnelpov ot
duayvaoon kot Oeparmeio Tov KANPOVOULKOD aryYELO010NIATOC,

Aocoloyio o evAMKEC, £@rovc Ko Toudtd NAMKIoC 2 ETOV KoL GvVe
Zwuotiko fopog éwe 84 kg
- Mia gvdopAépia éveon 50 U/Kg copatikod Bapovg.

Zwuotiko fapog 84 Kg 1 mepioodtepo
- Mia gvdopAépia éveon 4200 U (2 praridia).

2NV TAEOVOTNTO TOV TEPITTAOCEWV, Y10, Tr) Oepaneia o&elag kpiong ayyeloodnuatog opkel pio
gpamaé d6on Ruconest.

g TEPIMTOOT AVETOPKOVG KAVIKNG amdKPLong, UITOopEl va yopnyeitat cuuminpopatikny d6on (50 U/kg
ocopatikov Bapovg péypt 4200 U) katd tn Stakpitikn vyépela Tov wtpov (PA. mapdypoeo 5.1).

- Xg eviMkeg ko eprfovug umopel vo yopnynOel emmAéov d0om o€ TEPIMTOOTN U KOTAAANANG
VTOTOKPIOoNG TOL 060evovg petd amd 120 Aemtd.
- Xemoudud pumopet va yopnynbei eximhéov 660m € TEPIMTOOTN U KATAAANANG OVTOTOKPIGTC TOV
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acBevoug petd and 60 Aemtd.
Agv Tpémel va xopnyohvTol TEPIGGOTEPES OO dVO BOCEIS EVIOS 24 WPDV.

Yroloyiouoc e doong
[Ipocdiopicte 10 cOMUATIKO BAPOC TOL AGHEVODG.

Zowuotikd foapog éwg 84 kg
- T aoBeveig pe copatiko Bapog émg 84 kg vroloyiote Tov dyko mov mpémet va. yopnynOei
GUUPMOVO, [LE TOV TAPOKATO TVUTO:

Xopnyodpevog _  oopotkod Bapog (kg) emi 50 (U/kg) _  couatikd Bapog (k)
oykog (ml) B 150 (U/ml) B 3

Zouotikd fapog 84 Kg 1 mepioodtepo
- T acBeveig pe copatiko Bapog 84 Kg 1 meptocdtepo 0 GYKOC TOL TPENEL VO XOpTYEiTOL Eival
28 ml, mocotnta 1 omoia avtictotyel o€ 4200 U (2 proridia).

Toudiozpiroc mAnBoouoc

To Ruconest propet vo. ypnotpomomdei e moudiatpikong acheveic (2 eTdv Kot dvm) oty idwa d6on pe
gkeivn yuo tovg evilikeg (50 U/kg copaticod Bapovg).

H acedieio ko 1 omoteleopatikotnTa Tov RUConest o modid nikiog K4Tm TV 2 TV oV £XOVV
axopa tekpunplwbei. Agv vdpyovv draBécipa KAviKd dedopéva.

Hlciwuévor (> 65 etwv)

Ta dedopéva oYeTIKA pe Tovg 0obeveig nAkiag avm Tov 65 eTdV eival TEPIOPIGUEVAL.

Agv €yetl otoryelo0em el kdmola SopopeTIKn andkpion achevdv niikiog dve Tmv 65 eTdv 6To
Ruconest.

Neoppixn dvaleirovpyio,
Agv amatteital Tpocapoyn g 06onG o aoBeveig e VEQPIKT SLGAEITOVPYIN dESOUEVOL OTLT
conestat alfa 6gv amofdiietor amd TOLE VEQPOVG.

Hrauixn dvalertovpyia

Agv vrapyet kKAwvikn epmepia e to Ruconest og acbeveig pe nratikn dvoieitovpyia. H nratikn
duoertovpyia evogyeTal va mapateivel To ypovo nuilong Thdopotog g conestat alfa, aAld avtd dev
Oewpeitar Adyog KAMVIKNG avnovyiag. Agv umopel vo Yivel G0OGTAGT Y10 TNV TPOGOPUOYR dOGTC.

Tpomog yoprynong

Mo evéoeAEPia yoprynon.

To Ruconest mpénet va yopnyeitot amd enayyehpotio vyeiog.

Mo 0dnyieg oyetikd pe v avacvotacT Tov Ruconest pwv amod tn yopnynon, PA. mapdypoeo 6.6.

O amatoOIEVOG OYKOG TOV avacLOTAOEVTOG SIHADUATOG TPENEL VA, yopnyeitar pe Ppadeio evoopAEPLa
éveon dibpkelog Tepimov S5 AenT@v.

4.3  Avtevositeg

o I'voot 1 mboavoloyovpevn arAepyio ota kovvéla (BA. Tapdypago 4.4)
. YrepevoioOnoio otn opacTikn ovcia 1] o€ KATO10 and To EKO0Y0 TOL OVAPEPOVTOL GTIV
Topaypapo 6.1

4.4  E101kéC TPOEIOOTOUGELS KOL TTPOPVAAEEIS KATA TN Yp1)on)

IyynAocipdmo
ITpokepévov va PBeATinbdel 1 vNAUGIUOTNTO TOV PLOAOYIKGV QOPUOKEVTIKOV TPOTOVI®Y, TO OVOLLM
Kot 0 aplOudg mapTidas Tov YOPMNYOOUEVOD PAPUAKOL TPETEL VO KATAYPAPOVTOL LUE GOUPNVELX.
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H conestat alfa tpoépyetar amd To yaAo SloyOVISIOK®Y KOVVEADV KOl TEPLEYEL {yVT TPOTEIVNG TOVL
KovveAlov. [pw and v Evapén g Bepamneiog pe Ruconest, ot acBeveig mpémel va epmTOVTOL GYETIKA
pe Tpornyovevn £kBeon og KouvéA KaBMG Kot oMueio KOl GUUTTOUATO EVOEIKTIKA AAAEPYIKTG
avTiopaoNC.

Toyov avtdpdoelg vtepeLGONGiag dev LTOPOVV VO ATOKAEIGTOVV KOl UITOPEL VAL £X0VV GUUTTAOLOTO
TOPOUOL0, LLE TIG KPIGELG OIYYELO0ONUATOG.

‘O)ot o1 acbeveig Tpémet va Bpickoviol VIO GTEVI Kol TPOCEKTIKT TAPOKOAOVONGN Yo TUYOV
CLUTTOUOTA VTEPELAITON GG KaTA TN d1dpKELd TNG yopnynons kot petémetta. Ot acBeveic mpémet va
EVILEPOVOVTOL GYETIKA LLE TIG TPAOUES EVOEIEELS VITepevaLGONGlog, .. KVIO®ON, YEVIKELIEVN
Kkvidwon, aicOnuo cvoeryéng Tov Bdpaxa, cuptynods, vtotaot kot avaeviatio. Eqv petd
yopnynon exdnrmBovv tétolov gidovg cupnTdpAT, 01 0oOEVEIS TPEMEL VAL EVILEPDVOLY GYETIKA TOV
YWTpd TOVG,.

e TEPINTOOT OVAPLACKTIKOV AVTIOPAGE®DY 1] AVAPLANKTIKNG KaTumANElag, TPETEL VoL yopnyeital
eneiyovoa wTpikn Bepaneio.

AV KoL 1 S10GTAVPOVLEVT] OVTIOPOCTIKOTNTO, LETAED TOV OyEAASIVOD YOANKTOG KOL TOV YAANKTOG TOL
KovveAloV Bempeitat anibavr, dev umopel va amokAEIGTEL 1| TOOVOTNTO SLOGTAVPOVUEVNG
AVTIOPACTIKOTNTOG 0L TOV TOV €id0Vg o€ aoheveig ne evdei&elg kKMvikng ahlepyiag oto ayehadivo yala
ka1 0 acBevig Ba Tpémel va mapakoiovBeital yio onpeia kol countdOpATe VIEPELAIGON GO LETA TN
yopnynon tov Ruconest.

Opoppospforcd emercoda

YoBapd appiloakd kot eAefikd Opopfospuporucd (TE) encicddio Exovv avapepOel 6T GUVIGTOUEYT
d0o0om 1oV Tpotdvtov avactoréwv g Cl eotepdong, mov mpoépyovtal and 1o TAAcUA GE acOEVELS e
YVOGTOVG TapayovTeg Kivdvvov (.y. LOVIHOL KaBETNPES, TPONYOVLEVO 16TOPLKO Bpduprong,
VIOKEIUEVT] 0ONPOCKANP®GT, ¥PNOT| OO GTOUATOC OVIIGVAANTTIKAOVY 1] OPICUEVMVY OVOPOYOVOYV,
vocoyovog mayvoapkia, akwnoio). Ot acbeveig pe yvootobg mapdyovieg kKivdvuvou Ba tpémetl va

o poKolovdovvtal GTeVA.

Ndzpio
Kdabe graridto Ruconest tepiéyet 19,5 mg varpuo. [pénet va Aapupaveton vaoyn and acbeveic pe
Slorta yapmAn og vatpio.

45 AlMniemopacselg pe ALY QOPUIKEVTIKE TPOIOVTA KOl GALES HOPPES UAIMAETIOPOONS
Agv €yovv mpoypatomomOel pedétec aAANAETIOPACE®V.

Ao v emotnpoviky Biloypagia TpokvTTel OAANAETISpOoT) HeTAED TOV 1GTIKOV EVEPYOTOLNTI TOV
macpvoyovou (tPA) kot gappakevtikdv tpoidviov mov nepiéyovv C1-INH. To Ruconest dev mpémet
va yopnyettal tovtodypova pe tPA.

4.6 Tovipéotra, KNG Kol yorovyio

Kinon kot Oniacpog

Agv vmapyel eumepia amd T xoprynon tov Ruconest oe £ykveg Kot yovaikeg mov Onadlovv.

e pio pedét oe {da moapoatnpnnie To&koOTNTo TV AVATOPAY®YIKT IKavotnTa (BA. Topdypapo
5.3). Agv cuvietdton 1 xopnynon tov Ruconest kotd v komon 1 tov OnAacpd, ektdc eav o Bepdmwv
10Tpog Kpivel 6t Ta 0pEAT avticTaduilovy Toug ThavoHS Kivahvoug,.

Tovywomra
Agv vtapyovv dedopEVa GYETIKG LE TIG eEmdpacelg Tov Ruconest oty avdpikn 1 ot yuvaikeio

yovipoTITOL.

4.7 Emopaceig 6Ty IKavOTNTA 001]Y161S KO LEPIGHOD POV LATOV
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Baoel ¢ yvootg papuakoroyiog Kot TG EKovag avembountmv evepyelimv tov Ruconest, dev
OVOUEVOVTOL ETOPAGELS GTNV IKAVOTNTO 001 YNONG Kot XEPIoUoV pnyavnudtov. Hoapodia avtd, petd
) yopnynon Ruconest &yt avapepBel kepaiadyia, {Aryyog kot CoAn, ahid To cupumTOUATA QVTA
gvdéyeTal va opeilovtal Kot o€ Kpion kKAnpovopkod ayysioodnuatog (HAE). Tlpénet va cuvictdtan
6T0VG 0ebeveig va unv 0dnyolV Kot va PNy xepilovral pnyaviioto E6v £X0VV GUUTTMOOTO,

Keparalyiog, Atyyov 1 LaAnc.
4.8  AvemOOunteg evépysieg

20VOYT] TOL TTPOPIA AGQAAELNG

Mia mepintmon vrepevarstnciog napatnpndnke o kKAwvikég doxyuég pue Ruconest. H mo cuyvn
avemBount avtidpaon mov mapatnpinke LeTd T Yopnynomn tov Ruconest eivon n vavtia.

Katdloyog avemBduntmv EVEPYELDV GE LOPQT] TIVOKO,

Ot avemBOuntec evépyeleg mov avoeépbniay e to Ruconest ot Bepaneia tov 0&émv kpicewv HAE
OV TOPATNPHONKOY 08 KAVIKEG HEAETEG KO ATO TNV EMLTIPNOT| HETA TNV KLKAOQOPIa GTnV ayopd
TAPOLGIALOVTOL G LOPON TIVOKO TOPAKAT®. X& KAVIKEG LEAETES, 1] GLYVOTITA ELPAVICTG TV
AVETOOUNTOV EVEPYEIDY NTAV TAPOLOLN GE OAEC TIG OUAOEG 0OGNC Kot dgv awENOnKe e v

gnovolopPavopevn xoprynon.

H cuyvotta tov avemBiuntov evepyeid@v Tov aropifpovvial 6T cuveyeln opiletol faoel Tov

aKoAovbmv cupfdcemv:
[ToAv ovyvég (=1/10),
Soyvéc (>1/100 émg <1/10),

Oyt ovyvég (>1/1.000 £wc <1/100),
Yravieg (>1/10.000 émg <1/1.000),

IToAd omdvieg (<1/10.000),

Mn yvooTtég, (dev pmopovv va ektiunovv pe fdon to dtabécipa dedopéva).

OVOGOTOINTIKOV GLGTHLUOTOG

Katnyopia opyavov AvemOOunTn evépysra oyvotnta
GUGTILOTOG
Keparoryia Oy ovuyvn
AloTapay£g ToV VELPIKO Thryyog Oyt ovyviy
GLGTHHATOG Ynootnoio Oy ovuypv
Zd& Oy ovuyvn
AwTopayés TV OTOV KoL TOV Oldnua tov Otmv Oy ovuyvn
Aapopiviov
Atotopayég tov avomvevotikod | Epebiopuog tov oo Oy ouyvn
GULOTNLOTOG, TOL BmpoKa Kot
TOL HeG0HMPAKIOV
Novria Zoyvi
Awrtapoyég tov Awdpporat Oyt ovyvn
YOGTPEVTEPIKOD Kothaxn dvepopio Oy oy
Ytopatikn mapoicOncio Oy ouyvn
AloTopay£c Tov dEPHOTOG Kot Kvidwon Oy ovyvn
TOV VTTOSOPLOV 1GTOV
Awotapayéc Tov Avagoradio™ Oy ovyvn

AvTiopacelg vepevalcncioc*

Mn yvooti
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*Tepontépm TANpopopieg Bpickovtarl otnyv mapdypopo 4.4

Howdwrpikdc minBucuog

210 mpoypappa KAMvikng ovamrtuéng 37 modud ko épnPor (nAkiog 5 émg 17 etdv) pe HAE
vroPAnOnkav oe Oepameio yioo 124 ofeiec kpioeig ayysoodnpatos. H ocvyvotnta, o tomog kot 1
Bapdtnra TV avemBOunToV evepyEl®V GE TOdIA KOl ENovg NTOV TOPOUOLN UE EKEIVE, GE EVIAMKEG,.

Avagopd mBavoloyoduevev avemBounTmv vepyeimv

H avapopd mbavoroyodpevmv avemBoUnTov eVEPYEIDOV IUETA A0 TN YOPNYNON AOEWNG KUKAOQOPIOG
TOV PAPUAKELTIKOD TPOIOVTOG elvar onpavtikn. Exitpénet tn cuveyn mopoakolobnon e oxéong
0PEALOVC-KIVOHVOL TOVL POPHOKEVTIKOD TPOTdVTOg. Znteital and Tovg EnayyeALATIES TOL TOUEN TNG
VYELOVOLIKNG TTEPIBAAYTG VO AVAPEPOVY OTTOIEGONTOTE TOUVOAOYOVUEVES OVETIOVUNTESG EVEPYELES
HEG® TOV €6VIKOD GUOTNUATOG AVOPOPAG OV avaypapetat 6o [lapdptnua V.

4.9 Ynepoocolroyio

Agv datiBevtanl KAMVIKA otoyyeio GYeTIKA Pe TNV VITEPOOGOLOYINL.

5. DOAPMAKOAOTI'IKEX IAIOTHTEX
51 ®uppokodvvaptkEG IO10TNTES

DoppokobepamenTikn Katnyopio: GAAOL QUATOAOYIKOL TOPAYOVTEG, PAPLLOKO TTOV YPT|CLLOTOLOVVTAL
o€ KAnpovopkd ayystooidnua, kwdikoég ATC: BO6ACO4.

H mpwteivn tov mAdopatog C1-INH etvar o facucodg puBuiotig g vepyomoincng Tov GUGTILOTOC
EMOPNG KAl TOV GLOTNUATOC CUUTANPOUATOC IN ViVO. Ot acbeveic pe kKAnpovokd ayyelooidnua
€yovv etepoluyn averdpkela g npoteivng (C1-INH) tov TAGopHoToC, e omoTELECHO T Un
eLeYYOLEVN EVEPYOTIOINOT] TOV GUGTLOTOG EXAPTNG KOL TOV GUGTNHOTOG CUUTAPMOUOTOC, LE
TOUPUAANAO GYTUOTIGLO PAEYUOVOOIDY EVOIAUEG®V, 1) OTTO10 EKONADVETOL KAVIKA LE TN LOPPT 0EEDV
KPIGEDV aYYEL00ONUATOG,

H conestat alfa, évag avacvvdvacuévog avBpomivog avaoToréag TG E6TEPACTG TOV TPADTOL
oVoTOTIKOD TOL ovumAnpodpetog (C1) (rhC1-INH), givar éva avédroyo tov avbpdmvov C1-INH, 1o
omoio Aappavetor amd To YaAd TV KOLVEM®V Kot EKPPALEL TO YOVIO0 TOV KOOKOTOLEL TOV
avBpdmvo C1-INH. H adAniovyia apvo&émv ng conestat alfa efvor mavopoldtomn pe autiv Tov
gvdoyevoug C1-INH.

O CI1-INH aokel ovaotoltikn eTidpact € TOAAES TPMTEAGES (TPOTEACES-GTOYOL) TOV GUGTHIOTOG
EMOPNG KOl TOV GVOTNUATOG GLUTANPOUoTOC. H emidpacm tng conestat alfa otic akdlovbeg
TPOTEAGEG-0TOXOVG aEloAoyNOnKe in vitro: evepyomomuéva C1, kodlucpeivn, mapdyovtog Xlla kot
napdyovrag Xla. H avaoctoltikn kivntikn g conestat alfa swumiotmdnke 6t givor mavopotdtonn pe
v Kvntikn Tov avBpamivov C1-INH tov mAdoparoc.

To ovotatikd Tov cupTANp®pTos (Tpwteivn) C4 eivan éva vodoTpmpa TV gvepyomompévoy Cl. Ot
acOeveic pe KAnpovopkd ayyesooionpa Exovv yaunia exinedo C4 oty kukiopopia. Ocov apopd tnv
apwteivn C1-INH tov nAdopatog, amd Tic eapuakoduvauikés emdpaoelc g conestat alfa oto C4
TPOKVOTTEL HOCOEEAPTMUEVT] OTOKATAGTOGCT TNG OHOIOGTUCTC TOL GUUTANPOUATOS 6€ acbeveis pe
ayyelooidnua Kot pe eninedo dpactikotntag tov C1-INH oto nhdopa dve tov 0,7 U/ml, typi 1 omoia
OTOTEAEL TO KOTMTOTO OPLO TOL PVGIOAOYIKOV EVPOVG TILMY. Xe acbeveig pe KAnpovoutkd
ayyewooionua, To Ruconest og cuykévipwon 50 U/kg avéaver t dpactikotnta tov C1-INH oto
mAdopa o€ eninedo avo tov 0,7 U/ml yio tepimov 2 dpeg (PA. mapdypapo 5.2).

H amoteleopatikdmta Kot 1 acpdieio tov Ruconest og Oeponeio tov 0&éwv kpicewmv
OYYEL0010NLATOC 0 EVAAKEG Ko eprioug aoBeveic e kKAnpovopuko ayyetooidnuo a&loAoynonke oto
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TA0iG10 500 SMADV, TVPADV, TUXULOTOUUEV®V HEAETMV EAEYYOUEV®V LLE EIKOVIKO QAPLLOKO KOl
TECCAP®Y AVOLYTAOV KAVIKOV HeEAET®V. O1 066€1¢ Tov aEl10A0yNONKOY OTIG KAVIKEG LEAETEG
Kopaivovtay and éva eroiidlo tov 2.100 U (1o onoio avtictoyel og 18-40 U/kg), £wg xat 50 kot
100 U/kg. H amoteleopatikémto Tov Ruconest og Ogpomeio tmv 0&fwmv kpicemv ayyl0010MUatog
amodeiyOnke HECH TNG CNUAVTIKNG LElMOTG TOV XPOVIKOD SLUGTHIATOS HEXPL TNV EVapEN TG
aVOKOV(PLoNG TOV GUUTTOUATOV KOl TOL ¥POVIKOD SLOGTHLOTOG LEYPL TNV ELYLOTOTOIN G TMV
CUUTTOUATOV, KAODE Kot Ao TOV TEPLOPIGUEVO APlOO BEPATEVTIKOV ACTOYLDY. LTOV TIVOKO TOL
axolovbel Topatifevtal ta amoteEAéopaTo, (TPOTEVOVTA Kol HEVTEPEVOVTO, TEAIKA onpeia) TV 600

TUYOLOTOMUEVOV EAEYYOLEVAOV SOKIUADV:

ALGPESO YPOVIKO SIAGTN O ALGPESO YPOVIKO dLAoTN A
Merém B¢epaneio (Aemtd) (Aemtdr)
péxpt v évapén e LEYPL TNV EAOYLOGTOTOINGT
OVOKOVPLOTG TV TOV CUUTTOUATOV
CUUTTOUATOV (SLACTN L (drboTnpa EPTIGTOGVUVNG
gumotoovvng 95%) 95%)
Toyoromompévn 100 U/kg 68 (62, 132) 245 (125, 270)
ereyyopevn n =13 p =0,001 p =0,04
doxiun C1 1205 50 U/kg 122 (72, 136) 247 (243, 484)
n =12 p <0,001
Duc1oAoyIKOg 258 (240, 495) 1101 (970, 1494)
opog
n=13
Toyoromompévn 100 U/kg 62 (40, 75) 480 (243, 723)
ereyyopevn n =16 p = 0,003 p = 0,005
doxiun C1 1304 DvG10A0YIKOG 508 (70, 720) 1440 (720, 2885)
opog
n=16

Ta amOTEAEGOTO TOV OVOLYTOV UEAETMY GUUP®VOVV LE TO TOPATAVE EVPNUATO KOl vITooTnpilovv
v enovolouPavouevn ypron tov Ruconest ot Ogpomeio TV S100YIKOV KPIGEDV aYYELO0ONUATOG.

2TIC TUYOOTOMNUEVES EAEYYOUEVES dOKIUES, V1o TOLG 39/41 (95%) acBeveic mov élaPav Ruconest )
AVOKOVQLOT) TOV CUUTTOUATOV APYLOE VO, EXEPYETAL EVTOG 4 WPOV. XTIV avor T uekét, o 146/151
(97%) kpioeig mov avtipetoniotnkay pe pio eparnal d6on 50 U/Kg, 1 avaxodeion 1oV GOUTTOUATOY
Gpyioe va emépyetan eviog 4 wpmv. ' 17/168 (10%) kpicetg, yopnyndnke copminpopatiky 60om
50 U/kg.

Hodwtpukde tAnfucuoc

oo

e wa avorytn perétn pe 20 maudid pe HAE (mhkiog 5 émg 14 etdv), og 64/67 (96%) kpioeig mov
avtipeToniotnkay pe epdma d6on 50 U/Kg n avakobpion Tov COURTOUATOV GPYLoE VO, ETEPYETOL
evtog 4 wpav. [ 3/73 (4%) kpicelg yopnynbnke emmiéov d6om 50 U/kg.

Eopnpor

Aéxa £épnPot acbeveic e KAnpovoulko ayyslooionua (Miwkiag 13 émg 17 etdv) éhapav 50 U/kg yia 27
o&eieg kpioelg ayyeloodnpotoc, kot 7 acheveig (nhiag 16 émg 17 etmv) Ehafav 2.100 U yo 24 o&eiec
KPIGELS ayYEL0010MLATOC,

Ta amoTEAEGHOTO AGPAAELNG KOl OTOTEAEGLOTIKOTNTOG OE OO Kot EQIBovg GLVASOVY UE EKEIVA GE
EVIIMIKEC,

52  ®appoxokivTikEG 1016TNTES

Kartavoun
Agv éyovv die€aybel emionueg peréteg katavoung. O dykog kotavoung tng conestat alfa ftav nepinov
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3 L, tiun mov givat cuykpiciun e Tov OYKO TOL TAAGHOTOG.

Biopetooymuotiopog kot omofoir

Bdoel tov dedopévov oyetikd pe to {da, 1 conestat alfa anofdiletat and v KukAopopio 0o TO
NP HEGH EVOOKLTTAPMOT|G LLE T LEGOAAPNOT VITOdOYEN akoAOVBOVUEVNC OO TTATP
VOPOAVLGTY/ ATOIKOOUN o).

Metd ™ yopnynom Ruconest (50 U/KQ) o€ acvuntopotikong acbeveis pe kKAnpovopukd ayyelooidnua,
mapotnpOnKe Crax iom pe 1,36 U/ml. H nuilon anofoing tng conestat alfa itav nepinov 2 mpeg.

Amnékkpion

Agv Aapfavel yopa amékkpion, Kabmg 1 conestat alfa amofdiletorl amd v KvKAopopia HEGm
€VOOKLTTAPMOTN|G LE TN HEGOAAPN oM VTodoyéa akorovBobuevng amd TA PN VOPOAVLGT/ ATOIKOdOUN oM
GTO NTap.

Houdtpiukdc tAnfuvcuoc

oo

Metd ) Afym d6ong conestat alfa 50 U/kg, cuvohucd 18/20 moidid eeavicay GUYKEVIPOGELS
Aertovpykoy C1-INH mov fjtav >70% tov guoioloyikod (1o KatdTtato Oplo TOV GLGLOAOYLKOV
€0poVg) 6Ta YPOVIKA onueia TV 5 Aertdv /Kol Tov 2-4 opdv petd ) door. H apbuntikn péon ywn
tov Aettovupykod C1-INH Crax yio v mtpdtn kpion rav 123% tov puetoloyikod (gvpog 62% mg
168%) ka1 AUCo3 Ntav 171% 100 guctoroyucot (e0pog 95% £mg 244%).

"Eva mAinbuopiaxd poviédo appokokivntikng €dei&e 0Tt pe pia 06om 50 U/kg Ba emitevybovv
ovykevipmaoelg Asttovpykod C1-INH >70% tov puctoroyikoy o€ 96,0% tov moudidv nhikiag 2 £mg
<13 etov kot o€ 90,5% TV modidv nhikiog 2 Emg <5 gTdv.

5.3 IIpoxkivikd dgdopéva yia TNV d6@AAiLd

Ta TpoKAVIKH SE00UEVA SEV VTTOSEIKVDOLY KOO CVIGLYI0 GYETIKG LE TV OGQAAELD, TNG XOPNYNOTS
conestat alfa e avOpdmovg, facel LEAETMOV PUPUAKOAOYIKNG 0oQAAELNG, TOEIKOTNTOG ping 0OGNC,
VIOYPOVING TOEIKOTNTAG dVO EROOUASMV KOl TOTIKNG 0vOYNG o€ dtdpopa (wikd €iom,
TEPIAAUPOVOUEV®VY TOV TOVTIKOV, TOV GKOUA®YV, TOV KOLVEAM®V Kal TV B Kwv cynomolgus. Agv
AVOUEVETOL YOVOTOEIKOTNTA 0VTE KAPKIVOYEVEDT).

Epuppoucég peréteg otov movtikd Kot 6to KouvérL: Mia epdmal nuepnioe d0on exddyov 1 625 U/kg
conestat alfa yopnyntnkav evéoerefing o {ebyn TOVTIKOV KOl KOLVEAMMY. XT1 HEAETN GTO TOVTIKLOL
dev damoTmdnKoy duepopeiec ota EUPpuva 1060 otV oudoa Tng conestat alfa 66o kot 6TV opada
HopTOp®V. Xe pio HEAETN euPpuoto&ikdtnTag ota KovvéAld, ota {ma mov éhaPav conestat alfa
nopoTnpNONKe avénon e ovyvotntag epeaviong Prafov oto eufpuikd kapdiakd kottapa (1,12%
otV opdda Bepaneiog Evavtt 0,03% 6ToVG 1GTOPIKOVS LAPTVPEGS).

6. DOAPMAKEYTIKEX IAHPO®OPIEXZ
6.1 Katarloyog ekdoymv

Zakyopoln

Kutpiko vatpio (E331)

Kutpikd o&o

6.2 AocvpparétnTeg

EXieiyel pelet@v oyetikd pe tn cuufototnta, To Topdv QUPUIKEVTIKO TPOIOV 0V TPETEL VAL
AVOUELYVOETOL PUE GAAD POPLOKEVTIKE TPOTOVTAL.



6.3 Awdpxera ong
4 ypovia.

Avacvotafév Siddoua

H ympun kou n puoikn otabepdmra katd ) xpron xet amodelydei yio 48 dpeg o€ Bepporpacio amd
5°C émc 25°C. Ao pkpoProroyikng dmoyng, 1o QOPUOKEVTIKO TPOIOV TPEMEL VO, YPTCLUOTTOIEITOL
dpeca. Edv dev ypnoyomomnBetl dpeca, ot xpovor gUANENG Katd Tn xpnon Kot ot GuvOnKeg PUAAENS
TPV OO TN YPNON ATOTELOVY g0HHVN TOL YPNoTN Kot oLV BwC dev Tpémet va, vepPaivouy Tig 24 mpeg
61oVG 2 émg 8°C, €KTOG €AV 1] 0VAICVGTAGT EXEL TPAYLOTOTON el VIO EAEYYOUEVES KOl ETKVPOUEVES
donmtec cuvOnKes.

6.4 Idwitepes mpouAacels katd T @OLaEN TOV TPOIGVTOG

Mn puvrdocete o€ Beppokpacio peyarvtepn tov 25°C.
DuAdccETE GTNV OPYIKT GCUGKELUGIN Y10l VO, TPOCTOTEDETOL OO TO PG,

INa 1 oLVOTKEG d10THPNONG LETA TNV AVOGVGTACT TOV PUPUOKEVLTIKOD TPOIOVTOG, fA. Tapdypapo
6.3.

6.5 ®@von K GLOTATIKA TOV TEPLEKTN

2100 povadeg conestat alfa kKovig evtog eraidiov 25 ml (yvaAi tomov 1) pe Tdpa e16YOPNONG
(eA0OTIKO 0O GIMKOVOPIGUEVO YAMPOBOVTOALO) KOl CPPAYIGLE, [LE OTOCTOUEVO KOTAKL (aAovUivio
KOl YPOUOTICUEVO TAAGTIKO).

Yvokevacio 1 tepoyiov.

6.6 Iowitepeg TPOPLAGEELS amOPPLYNG

Kdabe praridio Ruconest poopiletorl amoxielotikd yio pia xpnon.
I'o v avacvotact, Tov GuvovacUd Kot TNV aVAUEIEN TV SIHAVUATOV TPETEL VA YPNCLLOTOLEITAL
donmTn TEYXVIK.

Avacvotoon
Ka0Be gronidio Ruconest (2100 U) wpénet va avacvotadei ue 14 ml vdatog yia evéoyua. To 0dwp yia

gvéolo Tpénel vo tpocTtifetan pe apyd puoud obtmg doTe va amo@evyetal 1 Biotn TpOGKPOVGT| TOL
VO0TOG OTNV KOVL KOl VO AVOUELYVOETOL OTAAG DGTE VO EAAYLOTOTOLEITOL O GYNLATIGUOS APPOV GTO
dwdvpa. To avacvotadév didivpa mepiéyel 150 U/ml conestat alfa kot £xel epeavion diowyovg
Gyp®IOL SLEAVIATOC,

To avacvotafév didAvpa og KAOe PLOAIdI0 TPETEL va EMBEDPEITOL OTTIKA Y10, TUYOV COUATIOOKT VAN
Kol 0oy pOUATIOUO. AgV TPETEL VO YPNCUOTOLEITAL SIUAV LN GTO 07010 TapaTPOVVTOL EEVOL
copotidln 1 amoypopatiopds. To paprokevTikd TPoidy TPEMEL va ypnoitomoteitat apésms (BA.
Tapaypoeo 6.3).

Ka0e aypnoipomointo eappokentiKd mpoidv 1 VTOASYLLO TPETEL VO, ATOPPITTETOL COLPOVA LE TIG
KATO TOTOVG IGYVOVGESG OYETIKES OLOTAEELS .

7. KATOXOX THX AAETAYX KYKAO®OPIAX

Pharming Group N.V.
Darwinweg 24

2333 CR Leiden
OMovdia



8. APIOMOZXZ(OI) AAETIAYX KYKAO®OPIAX

EU/1/10/641/001

9. HMEPOMHNIA ITPQTHY ET'KPIXHYX/ANANEQXHY THX AAEIAX
Hpepopnvia mpotng éykpiong: 28 OktoPpiov 2010

Huepounvia tedevtaiog avavéwong: 18 Xentepfpiov 2015

10. HMEPOMHNIA ANAGEQPHXHX TOY KEIMENOY

Aentopuepn TANPOPOPLOK( GTOLYELD Y10 TO TAPOV PAPUAKEVTIKO TPOTOV Eivar S1aBEGIL GTOV SIKTVOKO
1610 10V Evponaikod Opyavicpod @apudkev: hitp://www.ema.europa.eu.
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1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Ruconest 2100 povadeg k6vig Kot S10ADTNG Y10, EVEGLLO SLOAVLIAL.

2. IOIOTIKH KAI ITOXOTIKH XYNOEXH

DroAid10 KOVEMG
"Eva guaAidio mepiéyet 2100 povadeg conestat alfa, mocotnto 1 onoia avrtiotoryei o 2100 povdadeg ava
14 ml petd v avacvotacn i o€ cvykévipoon 150 povadmv/ml.

H conestat alfa eivou éva avacvvévacpévo avdioyo Tov avlpomvov avactoréa g Cl eotepdong
(rhC1-INH), to omoio mapdyetot pécm g teyvoroyiag ovacuvdvacuévov DNA oto yaio
Sl yovVISOKAV KOUVEADV.

1 povéda dpactikdtnTag Tng conestat alfa opiletar g 16odvvoun ¢ dPUCTIKOTNTAG OVAGTOAG TNG
C1 eotepbiong oe 1 ml de&apevig euo10AoY1IKOD TAAGLOTOG.

"Exdoyo pe yvootn dpdon:
Kabe proridio koveng mepiéyet mepimov 19,5 mg vatpiov.
I tov 7 pN KaTdloyo TeV KOOV, PA. Tapdypoeo 6.1

3. ®APMAKOTEXNIKH MOP®H

Kovig ko dtohdng yia evéaipo dtdAvpa.

Agvkn Tpog VTOAEVKT KOVIC.

O 100G glvat éva dtoyEg, aypwpo vypo.

4. KAINIKEX [TAHPO®OPIEX

41 OgpomevTikég evoeitelg

To Ruconest gvdeikvotat yia ) Oepaneio 0EEmv Kpice®V ayyEI0010MLOTOC G EVAAIKES, EPTBovg Kot
o1l (MAkiog 2 etdv Kot dve) pe kKinpovoukd ayysooidnua (HAE) Adyw avendpkeog Tov
avaoctorén g Cl eotepdong.

4.2  Aocoroyio ko TpomTOS YOPRYNIONG

H Oepameio pe Ruconest mpénet va, Eekva vad v kabodrynon kot exifAeymn ylotpov EUTEIPOL 6N
duayvaoon kot Oeparmeio Tov KANPOVOULKOD aryYEI00ONUOTOG,

Aocoloyio 6 eviMKeC, eprovc kKo Toudtd NAMKIoC 2 ETOV KoL Gve
Zowuatiko fopog éwg 84 kg
- Mia gvdopAépia éveon 50 U/Kg copoatikod Bapovg.

Zowuotikd fapog 84 Kg 1 nepioodtepo
- Mia evdopAépia éveon 4200 U (2 praridw).

2NV TAEOVOTNTO TOV TEPITTAOCEMY, Y10, TN Ogpaneio o&elag kpiong ayysloodnuatog apkel pio
epdmaé d6on Ruconest.

g TEPIMTOOT AVETUPKOVG KAVIKNG amdKPLoNg, UITOpEL va yopnyeitat cuuminpopatikny d6on (50 U/kg
ocouatikoy Bapovg péypt 4200 U) (BA. Tapdypago 5.1).

- Xe evilkeg kot epnPoug pmopet va yopnynbei emumhéov d00T o€ TEPIMTTOOT U KOTAAANANG
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AVTOTOKPIOTG TOV 060gvoUg petd amd 120 Aentd.
- Xe moudud pumopel va yopnynoel emmAéov dOGN o€ TEPITTOOT U1 KOTAAANANG OVTATOKPIONG TOL
acBevoug petd and 60 Aemtd.

Agv wpémel va xop1yohvTol TEPIGGOTEPES AO dV0 dOGEIC EVTOG 24 mpdV.

Yroloyiouoc e doong
IIpocdiopiote 10 copatKo Bapog tov achevoic.

Zowuotikd fapog éwg 84 kg
- T aoBeveic pe copatikd Bapog émwc 84 kg vroloyiote Tov dyKo mov mpénet v, yoprnynOel
GOUO®VA LLE TOV TOPOUKAT® TOTO:

Xopnyovpevog _  oopotiko Bapog (kg) eni 50 (U/kg) _  copotiko Bapog (Kg)
dyxog (ml) 150 (U/ml) - 3

Zwuatiko fopog 84 Kg 1 meprocotepo
- T aoBeveic pe copatikd Bapog 84 kg 1 ep1ocdTEPO 0 OYKOG TOL TPETEL VAL YOpNYEiTAL Efvart
28 ml, mocotnta 1 omoia avtiototyel og 4200 U (2 prodidwa).

Toudiozpiroc mAnBoouoc

To Ruconest propet vo ypnoipomomdei e moudiatpikong acheveic (2 eTdv Kot dvm) oty idwa d6on pe
ekeivn yuo Tovg evihikes (50 U/kg copaticod Bapovg).

H acedieia ko 1 omoteleopatikotnTa Tov RUconest o modid nkiog K4Tm tv 2 TV oV £XOVV
axopa tekunplwbei. Agv vdpyovv draBécipa KAviKd dedopéva.

Hlrxaowuévor (> 65 etwv)

Ta dedopéva oyeTIKa pe Tovg 0obeveig nAkiag avm Tov 65 eTdV eival TEPIOPIGUEVAL.

Agv €yetl otoryelo0em el kdmola SoQopeTIKN andKkpion achevdv nAikiog dve Tmv 65 eTdv 6To
Ruconest.

Neoppixn dvaleirovpyio,
Agv amatteital Tpocappoyn g 06onG o aoBeveig e VEQPIKT SLVGAEITOVPYIN dESOUEVOL OTLT
conestat alfa dgv amofdAleTon 0md TOVE VEPPOVG,.

Hrauixny dvalertovpyia

Agv vrapyel kKAwvikn epmelpia e to Ruconest og acbeveig pe nratikn dvoieitovpyio. H nratiknm
duoertovpyia evogyeTal va mapateivel To xpovo nuilong Thdopotog g conestat alfa, aAld avtd dev
Bewpeitar Adyog KMviKnG avnovyiag. Agv pmopel va yivel choTAON Y10 TV TPOSAPHOYR SOGTG.

Tpémog yopnynong

Mo evéoeAEPia yoprynon.

To Ruconest tpémet va yopnyeital and emayyelpotio vyeiag, £0g 6Tov o acbevic (1] 0 PPOVTICTNC) va
dvvatol vo yop1yEl T0 QAPUOKO LETA a0 KOTOAANAT EKTAIOEVOT) KAl GE GLUP®VIO LUE TOV
enayyeApOTIO VYEIOG.

IMa odnyieg oxetkd pe v avacvotocn tov Ruconest tpv and ) yoprynon, PA. mapdypapo 6.6.

O amatoOIEVOG OYKOG TOV avacLOTAOEVTOG SIHADUATOG TPENEL va, yopnyeitar pe Ppadeio evoopAEPLa
£veon dbpKelog TEPITOL S5 AENTGMV.

4.3  Avrevositeg

. I'voot 1 mboavoloyoduevn arldepyio ota kovvéha (BA. Tapdypago 4.4)

. YrepevaioOnoio ot 0pacTikn 0vcio 1 68 KAmO10 amd To EKS0Y0 TOL OVAPEPOVTAL GTIV
mopaypopo 6.1

4.4 E10ukég TPOEOOTON|GELS KO TPOPVAAEELS KATA TN (p1jom
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IyynAooipudmo
ITpokeévov va BerTinbdel 1 vNAUGIULOTNTO TOV PLOAOYIKGV QOPLOKEVTIKOV TPOTOVTI®Y, TO OVOLM
Kol 0 aplBpog TOPTIOOG TOL YOPTYOVLEVOD PAPLAKOL TPETEL VO KATAYPAPOVTOL LE CAPTVELD.

H conestat alfa tpoépyetar amd To yaAo SlyOVISIOK®Y KOVVEADV KOl TEPLEYEL {yVN TPOTEIVNG TOVL
KovveAlov. [pw and v Evapén g Bepamneiog pe Ruconest, ot acBeveig mpémel va epmTOVTOL GYETIKA
Le pornyovevn £kBeon og KouvéAa KaBMG Kot oMueio KOl GUUTTAOUOTO EVOEIKTIKA OAAEPYIKNG
avTidopaoNng.

Toyov avtdpdoelg vtepeLUGONGiaG dev LTOPOVV VO ATOKAEIGTOVV KOl UITOPEL VAL £YOVV GUUTTAOLOTO
TOPOUOL0, LLE TIG KPIGELG OIYYELO01ONUATOG.

‘O)ot o1 acbeveic Tpémet va Ppiokoviol VIO GTEVT Kol TPOCEKTIKT TOPUKOAOVONON Yo TUYOV
CLUTTOUOTA VTEPELAITON GG KaTA TN d1dpKELd TNG Yopnynons kot petémetta. Ot acBeveic mpémet va
EVILEPDOVOVTOL GYETIKA LLE TIG TPAOUES EVOEIEELS VITEpevaGONGiag, T.). KVIO®GOT, YEVIKELUEV
Kkvidwon, aicOnuo cvoeryéng Tov Bopaxa, cuprypds, VTOTAcT Kot avaeviosio. Edv petd m
yopnynon exdnimBolv tétolov €idovg cuuTTMOUATO, 01 AcOEVEIS TPEMEL VAL EVIILEPDVOVY GYETIKE TOV
YWTPO TOVG,.

e TEPINTOOT OVAPLACKTIKOV AVTIOPAGE®DY 1] AVAPLANKTIKNG KaTUTANElG, TPETEL VoL yopTyeiTal
eneiyovoa wTpikn Bepaneio.

AV KoL 1 S10GTAVPOVLEVT] OVTIOPOCTIKOTNTO, LETAED TOV OyEAASIVOD YOAOKTOG KOL TOV YAANKTOG TOL
KovveALoV Bempeitat anibavr, dev umopel v amokAEIGTEL 1| TOOVOTNTO SL0GTAVPOVUEVNG
AVTIOPACTIKOTN TGS 0LTOV TOV €id0VG o€ 0oBevelg ne evdei&elg KMvikng ahlepyiag oto ayehadivo yala
ka1 0 acBevig Ba Tpémel va mapakoiovBeital yio onpeia kol countdOpaTe VIEpeLaIGONGiag PETA T
yopnynomn tov Ruconest.

Opoufosuforucd enelcoda

YoBapd aptnproxd kot ereficd Opoupospforkd (TE) eneicddia Exovv avapephel 6T GUVIGTOHEVT
d00o1 1oV Tpotdvtov avactoréwv g Cl eotepdong, mov mpoépyovtal and 10 TAAcUA GE acOEVELS e
YVOGTOVG TOPAYOVTEG KIVOOVOD (7). UOVILOL KAOETAPEG, TPOTYOVUEVO 16TOPIKO OpouPfmonc,
vroKeipevn abnpocKAPwo, Yp1oN O GTOUOTOG AVTICVAANTTIK®V 1| OPICUEVOV 0VOPOYOVMV,
voooydvog mayvoapkia, akwnoia). Ot acbevelg pe yvwotodc mapdyovies Kivduvou Ba mpémnetl va
TapoKolovdovvTal GTEVA.

Ndzpio
Kdabe graridto Ruconest tepiéyet 19,5 mg varpuo. [pénet va Aapupdavetor vaoyn ond acbeveic pe
dlarta yapnAn og vatplo.

Kat’ oikov Ogpameia Kot qvTo-Yopnynon

Yrdpyovv meploptopéva SEd0UEVH GYETIKG LLE TNV KOT 01KOV YP1|oN 1] 0LTO-YOPTYNCN CLTOV TOV
QoppokevTIKoy TPoidvtoc. Ot mbavoi kivduvol mov oyetilovron pe v kat’ oikov Bgpomeio apopovv
TN YOpPNYNCN KOOMG KOl GTNV AVTIUETOTICT TOV OVETIODUNTOV AVTIOPAGEWDY, KUPIMS TV
vrepevatcncio. H amdpoomn oyetikd pe tn ypnon Tov poprakov yio Kot oikov Oepaneio kaOe
acBevoug mpénet va Aapfdvetor amd Tov Bepdmovta 1atpod, 0 onoiog Ba Tpémet va Sac@aAilel 6Tt
TOPEYETAL 1) KOTAAANAT eKTaidevom Kot OTL 1] PN om EAEYYXETOL KATO O10GTILLOTAL.

45 AlMniemopacseig pe ALY QOPUIKEVTIKG TPOIOVTO KOl GALES HOPPES UAIMAETIOPOONS

Agv €yovv Tpoyuatomombel HeAETEC AAANAETIOPACE®DV.

Ao v emotnpovikn Biloypagio TpokdTTel OAANAETIOPOOT HETAED TOV 1GTIKOD EVEPYOTOLNTI TOV
mhacpvoyovou (tPA) kot pappakevtikdv mtpoidviov mov nepiéyovv C1-INH. To Ruconest dev mpémnet

va yoprnyettal tovtodypova pe tPA.

4.6 Tovipotnra, KNG Kol yolovyia
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Kinon kot Oniacpog

Agv vréipyel epmepio amd T xopnynon tov Ruconest og £ykveg Kot yovaikeg mov Onialovv.

e pio pedétn oe {da mapatnprOnke To&kdTNTo GTNV avaTopay®@YKY| tkavotnta (PA. Tapdypapo
5.3). Agv cuvieTtdton 1 xopnynon tov Ruconest kotd v komon 1 tov OnAacpo, ektdg eav o Bepdmmv
10TpOG Kpivel 0T Ta 0pEAT avticTaduilovy Toug oV KIvahvoug,.

Tovipomta
Agv vtapyovv dedopEVa GYETIKG LE TIG EMOPAcEL; Tov Ruconest oty avdpikn 1 ot yuvaukeio

YOVILOTI|TOL
4.7 Emopacsig oty IKavOTNTA 001]Y161S KO (EPIGHOD P OVILET®OV

Béoel g yvootg pappakoroyiog Kot g ekovag avemBountmv evepyeldv tov Ruconest, dev
AVOUEVOVTOL ETOPAGEIS GTNV TKOVOTITO 001 YNONG Kot XEPIOUOV pnyavnudtov. Iapodia avtd, petd
) yopnynon Ruconest &yt avapepBel keparaiyia, {Aryyog kot oA, aALd To GUUTTOUATO QVTA
evogyeTon va opeilovtal Kot o€ Kpion kAnpovopkot ayysioownuotog (HAE). Ipénet vo cuviotdtot
6T0VG aebeveig va unv 0dnyodv Kot va pny xepilovral pnyaviioto €6V £X0VV GUUTTOUOTO,
Kepaiodyiog, IAiyyov 1 {aAnc.

4.8  AvemOOunteg evépysisg
ZOVOYN TOL TPOQIA AGOAAELNC

Mia mepintmon vrepevarcnciog napatnpndnke oe kKAwvikég doxypég pe Ruconest. H mo cuyvn
avemBoun T avtidpacn mov mapatnpnOnke peTd T Yopnynomn tov Ruconest eivon n vawrtia.

KatdAoyog avemBountov evepyeldv 6g popen wivoko

O avemBOuntec evépyeleg mov avoeépbniay e to Ruconest ot Oepaneia tov 0&émv kpicewv HAE
7OV TTOPUTNPHONKOY G KAWVIKES LEAETEG KO OO TNV EMLTHPNOT HETA TNV KLKAOQOPID GTNV ayopd
TAPOLGIALOVTOL GE HOPON TIVOKA TOPAKAT®. X& KAWVIKEG LEAETEG, 1] CLYVOTNTO ELPAVIOTG TOV
AVETOOUNTOV EVEPYEIDV NTAV TAPOLOLN, GE OAEC TIG OUAOEG 0OOMC Kot dgV avENONKE LE TIg
EMOVOLOUPAVOUEVEG YOPTYNOELS.

H ovyvomta tov avemBountmv evepyeudv mov amaplfpuovviol ot cuveyela opiletol Bacel Tov
axoAovbmv cupfdcemv:

[ToAv ovyvég (=1/10),

Yoyvég (>1/100 émg <1/10),

Oyt ovyvég (>1/1.000 éwg <1/100),

Ymavieg (>1/10.000 émg <1/1.000),

[ToAd omdvieg (<1/10.000),

Mn yvootég, (0ev umopobv va extiunbovv pe Baon ta dtabéotpa dedopéva).

Katnyopia opyavov AvemOOun T evépysra oyvotnta
GUGTILOTOG
Kepaharyia Oy ouyvn
Awtopayé ToV VELPLIKO Thayyog Oyt ovyviy
GLGTHHATOG Ynouotnoio Oy ovuypv
Z6éAn Oy ouyvn
Alotapoy£c TmV OTOV KOt TOV Oidnua Tov Otov Oy ouyvn
Aapopiviov
Awtopayéc tov avorvevotikod | Epebiopdg tov oo Oy ouyvn
GULOTNLOTOG, TOL BmpoKa Kot
TOL HeG0HPAKIOV
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Katyopia opyavov AvemOOun T evépysra Toyvotnta
GUGTILOTOS
Nawrtia Zoyvn
Awatapayé Tov Adppora Oyt ooyviy
YOGTPEVIEPIKOV Kot\axn dvepopia Oy ovuypv
Ytopatikn mapoicOncio Oy ovuyvn
AwoTapay€g Tov dEPLOTOG Kot Kvidwon Oy ouyvn
TOV VTTOJOPIOV 16TV
Awotapayéc Tov Avagurogio™® Oyt ovyvn
OVOGOTOUTIKOV GUOTNHOATOG Avtidpacelg vmepevarsbnocioc* | Mn yvoorn

*Teportépm TANpogopieg Bpickovtar otnyv mapdypopo 4.4

HNodrorpicodg mAnBououde

210 TPHYpoppa KAVIKNG avartuéng, 37 modud kot Epnpot (NAkiag 5 émg 17 etov) pe HAE
vroPAnOnkayv oe Oepamneio yio 124 o&eieg kpioelg ayygloodnpuatog. H cuyvotnta, o TOmog Kot 1
Bapdtnra TV avemBiunTev evepyeidv og Toudld Kot ep1ous NTov TapOLoL LE EKEIVA 68 EVIIMKEG,.

AvoQopd mhovoAoyoUEVEV OVETIBDUNTWOV EVEPYEIDV

H avapopd mbavoroyodpevemv avemBountov evepyeidy HeT amd T YopnyNon Adeag KOKAO(QOpIog
TOV QAPUAKELTIKOD TPOIOVTOC elvar onpavtikn. Exttpénet tn cuveyn mopoakolobnon e oxéong
0PEALOVC-KIVODVOD TOV QUPHOKEVTIKOD TPOTOVTOC. ZNTeital amd TOVg EXAYYEAUNTIEG TOL TOUEN TNG
VYELOVOLIKTG TEPIBaAYMG Vo avapEPovY 0molecdNmote THAVOAOYOVLEVES OVETIBOUNTES EVEPYELES
UEG® TOV €6VIKOD GUOTNUATOG AVOPOPAS OV avaypapetat 6to [apdptnua V.

4.9 Ynaegpoocolroyio

Agv datifevtal KAVIKA 6ToLyglo, GYETIKA e TNV VITEPSOGOLOYia.

5. OAPMAKOAOTI'IKEZ IAIOTHTEX
51 ®@oppokodvvapikéc 1010TNTES

DoppokobepamenTikn Katnyopio: GALOL OUOATOAOYIKOL TOPAYOVTEG, PAPUAKO. TTOV YPT|CLLOTOLOVVTOL
o€ KAnpovopko ayyetooidnua, kwdikoc ATC: BO6ACO4.

H mpwteivn tov mAdopotog C1-INH givatl o Pacikdg puOoetng g evepyonoinong Tov GLGTHUATOG
EMOQPNG KAl TOV CLOTHUATOC CLUTANPOUATOC IN VIVO. Ot acbeveic pe KAnpovokd ayyelooidnua
€yovv etepoluyn averdpkela g tpoteivng (C1-INH) tov mhdopotog, pe amotélecua T un
eAEYYOLEVT EVEPYOTOINGT) TOL GUGTHHOTOG ETAPTC KOl TOV GUGTIHHOTOS GUUTANPOUATOC, LUE
TOUPUAANAO GYTUOTIGUO PAEYUOVOOIMY EVOIAUEC®V, 1) OTTO10 EKONADVETOL KAVIKA UE TN LOPPN 0EEDV
KpioE®V AYYEL0010NULATOG,

H conestat alfa, évag avacuvovacpévog avlpdmivog ovacToréag TG E6TEPACNS TOV TPOTOL
oVGTOTIKOD TOL ovumAnp®dpatog (C1) (rhC1-INH), givar éva avidroyo tov avbpdmvov C1-INH, to
omoio AapPavetol amd To YAd TV KOLVEM®MV Kot EKPPALEL TO YOVIO0 TOV KOOKOTOLEL TOV
avOpmmvo C1-INH. H aArnlovyio apwvo&émv g conestat alfa givail mavopoldtumn pe ooty tov
gvdoyevovg C1-INH.

O C1-INH aoxel avaotaAtikn enidpacn o€ TOAAEC TPOTEACES (TPOTEACEG-GTOYOL) TOV GLGTIULUTOC
EMOPNG KOl TOV GLOTNUATOG GUUTANPOHOTOC. H enidpaor tng conestat alfa otig acdolovbeg
TPOTEAGEC-0TOY0VE a&loloynOnke in vitro: gvepyomompéva C1, kodhkpeivn, mapdyovrag Xilo kot
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napdyovrag Xla. H avaoctoltikn kivntikn g conestat alfa swumotmOnke 6t eivor mavopotdtonn pe
v Kvntikn tov avBpaomivov C1-INH tov mAdopotoc.

To ovotatikd Tov cupmAnpodpatos (mtpwteivn) C4 eivan éva vmooTpmpa TV gvepyomompévoy Cl. Ot
acOeveic pe KAnpovopko ayysiooionua Exovv yaunia exinedo C4 oty kukiopopia. Ocov apopd tnv

apwteivn C1-INH tov mAdopatog, amd Tic eopuokoduvapikég emdpaoelc g conestat alfa oto C4
TPOKVTTEL HOCOEEAPTMLEVT] OMOKATAGTAGT TG OLOLOGTAGTC TOV GUUTANPOUATOS G€ aoevei e
ayyeooidnua kot pe enineda dpactikdmrog tov C1-INH oto mhdopa dve tov 0,7 U/ml, tipun n onoia
ATOTELEL TO KATATATO OPLO TOL PVGLOAOYIKOV EVPOVG TUMV. L€ acbeveig pe KAnpovoukd
ayyewooidnpa, To Ruconest 6e cuykévipwon 50 U/kg avéaver t dpactikdtnta tov C1-INH oto
mAdopa og enineda dve tov 0,7 U/ml yo nepimov 2 dpeg (BA. mapdypapo 5.2).

H amotereopatikdma kou ) acpdiein tov Ruconest mg Bepoaneio tov oéwv Kpioemv
AYYELO0ONUATOG GE EVAAIKES Kot EQNPovg aobevelg e KANpovouKo ayyelooidnua a&toloyndnke oto
TA0iG10 600 SIMAGV, TVPADV, TUYULOTOUNUEV®V LEAETMV EAEYYOUEVMV LLE EIKOVIKO QAPLLOKO KOl
TEGGAPOV OVOLYTOV KAVIK®OV peretdv. O1 60ce1g mov alloloynOnkay oTig KAVIKEG LEAETES
Kopaivovtay omd Eva eloiidlo tov 2.100 U (to onoio avtiotoyei og 18-40 U/kg), £mg kat 50 kot
100 U/kg. H amotelecpotikotnto Tov Ruconest mg Oepameio tov 0&éwmv Kpioemv oyyel0010ML0ITOC
amodeiyOnke HECH TNG CNUAVTIKNG LEIMOTG TOV XPOVIKOD SLUGTAHIATOS HUEXPL TNV EVapENn TNG
AVOKOV(IONG TMV GCUUTTOUATOV KOl TOV YPOVIKOD SLUCTNLOTOG LEYPL TNV ELOYIOTOTOINGN T®V
CUUTTOUATOV, KAODS Kl omd TOV TEPLOPIGUEVO aPOUO DEPATEVTIKGV 0CGTOYLDY. XTOV TIVOKO, TT0V
axolovBel mopatifevran ta amoteAéopata (TpmTEVOVTA Kot OgVTEPEHOVTA TEAKA oTuein) TV 600

TUYOLOTOMUEVOV EAEYYOLEVAOV SOKIUADV:

AlpEGO YpOoVIKO S1AGTNUO AWGPEGO YPOVIKO SLACT AL
Merét Oepameia (Aemtdr) (Aemtd)
péxpt v €vopén e LEYPL TNV EAAYLOTOTOINGT
avaKoHPLoNG TOV TOV COUTTOUATOV
CUUTTOUATOV (d1doTNLO (drdoTnUO EPTIGTOGVVNG
EUMGTOGVVNG 95%) 95%)
Toyoomomuévn 100 U/kg 68 (62, 132) 245 (125, 270)
ereyyopevn n =13 p =0,001 p =0,04
doxiun C1 1205 50 U/kg 122 (72, 136) 247 (243, 484)
n=12 p <0,001
DVGLOAOYIKOG 258 (240, 495) 1101 (970, 1494)
opog
n=13
Toyouomomuévn 100 U/kg 62 (40, 75) 480 (243, 723)
ereyyopevn n =16 p = 0,003 p = 0,005
dokn C1 1304 DVGLOAOYIKOG 508 (70, 720) 1440 (720, 2885)
opog
n=16

To 0TOTEAEGOTO TOV OVOLYTOV LEAETMY GUUP®VOVV UE TO TOPATAVE® EVPNUATO KOt vITooTnpilovv
v enovolouPavouevn ypnon tov Ruconest ot Ogpomeio TV SLd0YIKOV KPIGEDV AYYEL00IONUATOG.

2116 TuYaoTOMUEVES EAEYYOUEVES SOKIUEGS, Yia Tovg 39/41 (95%) acbeveig mov éAafav Ruconest n
AVOKOVQLOT) TOV CUUTTOUATOV APYLOE VO, EXEPYETAL EVTOS 4 WPOV. XTIV avor T uekét, o 146/151
(97%) kpioeig mov avtipetoniotnkay pe pio epanal d6on 50 U/Kg, 1 avaxodeion ToV GOUTTOUATOY
dpyroe va emépyetal evioc 4 mpav. ' 17/168 (10%) kpicelg, xopnyndnke cupmAnpopotikn 66om

50 U/kg.

Toudrorpikdc tAnbvoude

Toudié

e o avotytn puedét pe 20 moudud ue HAE (mlkiag 5 émg 14 etav), o 64/67 (96%) kpicelg mov
avtipeToriotnkay pe epdma d6on 50 U/Kg n avakobpion Tov COUTTOUATOV GPYLIGE VO, ETEPYETOL
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evtoc 4 opav. T'a 3/73 (4%) kpioeic yopnyndnke emumhéov d6om 50 U/Kkg.

Eopnpor

Aéxa épnPot acBeveic pe KAnpovouiko ayysooionua (Miwiog 13 mg 17 etdv) éhapav 50 U/kg yia 27
o&eieg kpioelg ayyeloodnpotoc, kot 7 acheveig (nhiag 16 émg 17 etmv) Ehafav 2.100 U yio 24 oéeiec
KPIGELS OYYEL001ONUATOG.

Ta 0moTEAEGLOTO AGPAAELNG KOl OTOTEAEGLOTIKOTNTOG € TOLdLd Kot EPTPOVG GLVASOVY LE EKEIVA GE
eVIMKEG.

5.2  ®oppokoKiviTIKEG 1O10TTEG

Karavopn
Agv &yovv deayBel emionpeg peréteg katovounc. O dykog katavoung e conestat alfa nrov nepinov

3 L, tiun wov gival cuykpiotun PE ToV 0YKO TOV TAAGUATOG.

Buopetooymuotiopdg kot amoBoin

Bdoet tov dedouévav oyetikd pe ta {oa, n conestat alfa arofdlietor and tnv kuklogopio amd 10
Nnop LEG® EVOOKLTTAPMONG LE TN LEGOAAPNON VITOdOYEN akoAoVBOVEVIC OO TTANP
VOPOALGT/ATOIKOIOUN o).

Mertd ™ yopnynon Ruconest (50 U/KQ) oe acvumtouatikong acbeveic e KANpovouko ayyelooidnua,
mapotnpiOnke Cmax iom pe 1,36 U/ml. H nuilon amofoing tng conestat alfa tav mepinov 2 dpeg.

Anékkpion

Agv Aapfavel yopa omékkpion, Kabmg 1 conestat alfa amofdAleTor amod v KukAogopia HECH
EVOOKLTTAPMONG LE TN HEGOAAPN oM VITodoyén akoAovBobevNg amd TA PN VOPOALGT/ ATOIKOSOUN oM
GTO NTOP.

Houdwtpukdc tAnfovcuoc

Houoia

Metd ) Afym doong conestat alfa 50 U/kg, cuvorucd 18/20 moidid eppavicay GUYKEVIPOGELS
Aertovpyikov C1-INH mov fjtav >70% tov guoioloyikot (1o KatdhTato Oplo TOV GLGLOAOYLKOV
€0POVG) GTa Y¥POVIKA onuein TV 5 Aertdv /Kol Tov 2-4 opdv petd t door. H apbuntikn péon wn
Tov Aettovpykod C1-INH Crax yio v mtpdtn kpion rav 123% tov pucioloyikod (gvpog 62% wmg
168%) ka1 AUCo3 ftav 171% 10V pucioroyuco (e0pog 95% Emg 244%).

"Eva mAinbuopiaxd povtého eappoakokivntikng £dgi&e 0Tt pe pia 66om 50 U/kg O emitevyfovv
ovykevipmaoelg Asttovpytkod C1-INH >70% tov puctoroyikod o€ 96,0% tov modidv nhikiog 2 €mg
<13 etdv ko g 90,5% TV Tandidv nikiog 2 Eog <5 etdv.

5.3 IIpoxkivikd d€dopéva Yo TV doQAAELd,

Ta TpoKAVIKG 0E00UEVA SEV VTTOSEIKVDOLY KOO GVIGLYI0 GYETIKG LE TV OCQAAELD, TNG XOPNYNOTS
conestat alfa e avOpdmovg, facel LEAETOV PAPUAKOAOYIKNG AcPAAELOG, TOEIKOTNTOC Uiag dOoNG,
VIOYPOVIAG TOEIKOTNTAG dVO EROOUASMV KOl TOTIKNG 0vOyNG o€ didpopa {®iKa 1o,
TEPIAAUPOVOUEV®V TOV TTOVTIKOV, TOV GKOA®YV, TOV KOLVEAM®V Kal TV TBNKwov cynomolgus. Agv
OVOLEVETAL YOVOTOEIKOTITO OVTE KOPKIVOYEVEDT).

Euppuikéc perétec otov movtikd Kot 6to kovvéAL: Mio epdma nuepnota 66om gkddyov i 625 U/kg
conestat alfa yopnynmnkav evéoprefing oe (e0yn TOVIIK®OY KOl KOLVEAM®MY. TN HEAETY] GTA TOVTIKLO
dev damoTmdnKav dSuepopeieg ota EUPpova 1060 otV opdoa Tng conestat alfa 660 kol otV opdda
uoptopmv. Xg pio perétn epPpvotoéikdtrag ota kovvélla, ota {ma wov Ehafav conestat alfa
napatnpiOnke avénon g cuyvotnTag euedvione PAaPaV ota euPpuikd kapdiakd kottapa (1,12%
otV opdda Bepameiog Evavtt 0,03% cToVS 16TOPIKOVG PAPTVPEG).
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6. ®APMAKEYTIKEX IAHPO®OPIEX
6.1 Kotaloyog ekdoywv

DuoAido kbvewe:
Zoyopoln

Kitpiko vatpio (E331)
Kutpkd o&o

DroAid10 SoAdTh:
"Yomp yio evéoipa

6.2 AcvppatotnTeg

EXheiyerl pelet@v oyetikd pe tn cuufatotnta, To TapoV QUPUIKEVTIKO TPOIOV OV TPETEL VAL
OVOUELYVOETOL PUE GALD POPLOKEVTIKE TPOTOVTAL.

6.3 Awdpxkera ong
4 ypbdvuo.

Avacuotafév sidivpa

H ynpu kot 1 puotkn otabepdtnta Katd tn gprion Exel amoderyel yio 48 dpec oe Bepuokpacio and
5°C éw¢ 25°C. Amo pukpoPloloyikng dmoyng, To0 pOPLOKEVTIKO TPOIOV TPEMEL VO, XPTCLLOTOIEITOL
dpeca. Edv oev ypnoyomomei dpeca, ot xpovol pOANENG Katd Tn ¥pnon Kot ot GuvOnKeg PUAAENS
TPV OO TN YPNOoN AroTELOVV gvhHvn TOL YpNoTN Kot LV BwG dev Tpémet va vepPaivouv Tig 24 mpeg
o61oVg 2 £m¢ 8°C, €KTOG €AV 1] 0VOLCVGTOGCT EYEL TPAYUOTOTOINOEL VIO EAEYYOUEVES KOl ETIKVPOUEVES
donmtec cuvOnKeg.

6.4 Idwitepeg mpouAaEag Katd T QUAAEN TOV TPOTIOVTOG

DraAid0 kdvemc:
Mn evrdocete og Beppokpacio peyarivtepn tov 25°C.
DuAdcceTe GTNV OPYIKT GUGKELUGIN Y10 VO, TPOGTOTEDETOL OO TO PG,

DroAid10 S
Mn evAdooete o€ Oeppokpacio peyorvtepn tov 25°C.

INa t1c cLVONKEG d10THPNONG LETA TNV AVOCVGTACT TOV PUPUOKEVLTIKOD TPOiOVTOG, fA. Tapdypapo
6.3.

6.5 ®@Yon Kol CVETATIKG TOV TEPLEKTY)

Drodido kovemg: 2100 povadeg conestat alfa kovig evtoc eroidiov (Yool tomov 1) pe modpo
€10YOPNONG (EAUOTIKO a0 GIAMKOVUPIGUEVO YAWDPOPOVTOALO) KOL GPPAYIGHN LUE OTTOCTIMUEVO KOTTOKL
(aAovpivio Kot YpOUATIGUEVO TAUGTIKOG).

DroAidio dAdTn: 20 ml VWP Yo evéoipa gvTog eroAdiov (YvoAi Tomov 1) pe Thpa ElodPNoNG
(EA0oTIKO 0O GIMKOVOPIGUEVO YAMPOBOVTOALO) KOl COPAYIGLO. [LE ATOCTAOUEVO KOTOKL (aAovUivio
KOl YPOUATICUEVO TAUGTIKO).

Tvronomuévn cuokevacia yio T Yoprynon:
- 1 guoAidio ko6vemg

- 1 @laAiolo dtaAd

- 2 mpocapuoyeig plaidiov
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- 1 ovpryya

- 1 oet éyyvong pe colvoon 35 cm kot erdva 25G
- 2 oAkoololya embépata

- 1 amootelpopévo, un veacpévo enifepa

- 1 ovtokOAANTO EUTANGTPO

6.6 Idwitepeg TPoPUAAEELS aTOPPIYNS KO AALOG YEPIONOG

IIpoetopacio kot yepiouog

Kabe praridro Ruconest mpoopiletor amorxheloticd yio pio yprion.

To Ruconest tpoopiletal yio evOOPAEPLA YOPTYNOT LETA TNV OVOCVOTACT UE DOWP Y1, vVESua. [
Vv avacVGTAGT), TOV GLVOLAGHO Kot TNV AVAUEEY TOV SIOAVUAT®V TPETEL VAL YPTCLLOTOLEITOL
donmn TEYVIKY.

Avacvotoon
1.  KdBe graridio Ruconest (2100 U) npénet va avacvotadei pe 14 ml diodom.

2. ATOAVUAVETE TO EAACTIKG TOUATO, ELGYDPNONS TOV PLIASIOV KOVEWDS Kot SLoADTN Kot
tonofetnote évav Tpocapproyéa eroidiov og Kabe Ploridio kOvems Kot SLOADTN £mg OTOV
aGPUAIcEL ETAV® 6TO Aod TOL PLaALdiov.

3. [Ipocappocte T GUPLYYO GTOV TPOGUPHOYEN ETAV® GTO PLAAISIO S10ADTN Kol TEPIGTPEYTE
npog ta. 5e€ld £mg 6Tov acparicel. Avappopriote 14 ml diadvtn. Anaceariote T cOptyyo oo
TOV TPOGOPUOYEN TEPIGTPEPOVTOS TPOGS TA APLOTEPE Ko amoppiyTe TO PLOAIdI0 pE TOV
TPOCAPLOYEQ.

4, [Ipocappocte tn cVPLyYa. Le TO S10ADTN GTOV TPOCAPUOYEN EXAV® GTO PLOAISI0 KOVEMG KOl
TEPIOTPEYTE TTPOG TOL €1 £mG 6TOV acParicel. O dahdTNng Tpénel va mpooTiBeTan Le apyo
pLOUO MOTE Vo amoPevyeTal 1 Biotn TPOGKPOVOT| TOV GTIV KOVL KO VO, AVOUELYVOETOL NTILO
MOTE VO, ELOYIOTOTOLELTOAL O GYNUATIGUOC ApPOV GTO ddAvpa. AP oTE TN cOPLYYN ETAVD GTOV
npocappoyéa. Eravarapete ta fripata 3 kon 4 edv amaiteitol n Tpogtolacio 4g0TEPOV
St patog (avtd amartel de0TEPN TVTOTOUNUEVT] GLCKELAGINL).

5. To avacvotabféy didAvua tepiéyxel 150 U/ml conestat alfa kot £xel epgpdvion diowyoig, Gypopov
dtAvpatog. To avacvotadév dtdAvpa oe kdOe ELOAIO10 TPEmeL Vo emBE@PEiTAL OTTIKG VX
TUYOV EEva cOUOTION Kot OTOYP®UATICUO. AgV TPETEL VAL YPNCILOTOLEITAL SIGAVILO GTO 0TLOT0
TAPUTNPOVVTOL EEVO, COUATION T} ATOXPOUATIGUOG. O oyNUATICUOC EAUYIGTOV appoD elval
emttpentdc. To papuakevTikd Tpoidv TPémel va ypnoponoteital apécng (PA. Topdypago 6.3).

Xopnynon
1. AvappoenoTe TOV amatoduevo OyKo £To1pov dtadduatoc. Mnv vepBaivete moté o 14 ml ava

oVPLYYa. ATAGQAAMOTE TN/TIG CVPLYYO(EG) TEPIGTPEPOVTAS TPOG TO UPLOTEPE KOl AmOPPiYTE TO
QLOAO10 UE TOV TPOGOPUOYEQ.

2. [Ipocappocte To GET £yLONG GTN GUPLYYE Kl TEPIOTPEYTE TTPOG Ta. OEG M OTOV AGPUAICEL.
Kpatiote ) clpryya pe 10 Akpo va vl GTPAPUEVO TPOG TO EMAVE KOl TEGTE ATAUANL TO
£uPolo ylo va YePIGETE TO GET £YYVOMG LLE TO OLGAVLLLAL.

3. Amolvpdvete T 0€om éveong pe éva aAKooAovyo emiBepa. AQapéote To KGALVUUO TG PEAOVAG
ao T PeEAOVA TOL GET EyYLONG Kol EICAYETE TPOGEKTIKA T PeLdva ot EAEPO.

4, Befaiwbeite 011 0 apootatikdg enidecog sivorl yahapdc. Xopnynote apyd to dtdAvpa ot
OAEPo—y0opNYNOTE Y10 SIACTNIO TEPITOL S5 AETTMV.

5. Y& TePInTOOoT TPOETOWOTING 2 GUPLYYDV: AVASITADGTE TI COMVMOGT OCTE VO ATOTPUTEL TUYOV

avtioTpoon pon, EePddote TV Adeta cUpLyya amd TO GET Eyyvong (TPog Ta. aploTEPH) Kot
OVTIKOTOOTOTE TV OUECMG UE TN OEVTEPT) GUPLYY. XOPNYNOTE 0pYa TO S1GALUA TG OEVTEPNG
oupLYYOG.

Andppuyn

IMopakareicOe va, amoppintete |1 AGPALELD TO ¥PNCIUOTOMUEVO GET £YYVONG UE TN PeAdva, kaOe
QYPTNOLULOTOINTO SIAAVLLO, Tr GUPLYYA Kol TO (GO0 GLOAISI0 68 KATAAANAO 00)ELD 10TPIKOV
amoPANTOV, KOBMG Ta VAIKE 0vTd VOEXETAL VO TPOKAAEGOVV TPOVUOTICHO GE GALY GTOO O
TEPIMTO®OT 1OV deV amopPLPHovy cmGTh. MMV ETAVOYPNCLOTOLELTE TOV EEOTMGUO.
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7. KATOXOX THX AAETIAY KYKAO®OPIAX
Pharming Group N.V.

Darwinweg 24

2333 CR Leiden

OMovdio

8. APIOMOZX(0OI) AAEIAY KYKAO®OPIAX

EU/1/10/641/002

9. HMEPOMHNIA ITPQTHX ETKPIZHX/ANANEQYXHY THX AAEIAX
Hpepounvia mpadng éykpiong: 28 Oktmppiov 2010

Huepounvia tedevtaiog avavémong: 18 Zertepppiov 2015

10. HMEPOMHNIA ANAGEQPHXHX TOY KEIMENOY

Aentopuepn TANPOPOPLOKE GTOLYELD Y10 TO TUPOV PAPUAKEVTIKO TPOTOV Eivar S1aBEGILN GTOV SIKTVOKO
1610 10V Evponaikod Opyavicpod @apudkev: hitp://www.ema.europa.eu.
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ITAPAPTHMA I

ITAPAYXKEYAXTHYX THX BIOAOTI'TKQX APAXTIKHE OYXIAX KAI
ITAPAXKEYAXTHX YIIEYOYNOZX I'TA THN AITOAEEMEYXZH TQN ITAPTIAQN

OPOI'H HEPIOPIEMOI XXETIKA ME TH AIAGEXH KAI TH XPHXH
AAAOI OPOI KAI AITAITHXEIX THX AAETAYX KYKAO®OPIAX

OPOI'H HEPIOPIZEMOI XXETIKA ME THN AX®AAH KAI AITIOTEAEXMATIKH
XPHZH TOY ®APMAKEYTIKOY ITPOIONTOX
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A.  TAPAXKEYAXTHX THX BIOAOT'IKQX APAXTIKHY OYXIAX KAI
IHAPAXKEYAXTHYX YIIEY®OYNOX I'TA THN AITIOAEEMEYXZH TQN HAPTIAQN

‘Ovouo kot 81e0dVVoT TOV TAPACKELATTOV TS PLOAOYIKMC dPUCTIKNC OVGIOC

Sanofi Winthrop Industrie
Route d’ Avignon
Aramon 3039

TaAAia

‘Ovouo kot 51e0BVvo™ TOL TOPUCKELAGTH OV £ivorl LTTEVOLVOC Y10 TNV ATOOEGUEVCT) TMV TAPTIOWY

Pharming Technologies B.V.
Darwinweg 24

2333 CR Leiden

OMovdio

B. OPOI'H Ol HEPIOPIXMOI XXETIKA ME TH AIAGEXH KAI TH XPHXH
DoppokevTikd TPoidv yio To omoio amatteital meproptopévn watpikn cuvrayn (BA. Hapdpmuo I:
[epiinym tov Xapoaktnpiotikdv tov [Ipoidvtog, mapdypopog 4.2).

I AAAOI OPOI KAI AITAITHXEIX THX AAEIAY KYKAO®OPIAX

o Ex0¢cg1g meprodkiig mapaxorovdnons g acedieiag (PSUR)

Or amortioetg yio v vofoAn PSUR yia 10 ev A0ym @appokevtikod mpoiov opilovtal 6Tov KaTdAoyo
e T npepopnvieg avapopds s Evoong (katdroyog EURD) ov mapatifetar oty mapdypogo 7,

Tov apBpov 107y mapdypapog, g odnyiag 2001/83/EK kot kdbe emaxdiovdng emkaipomoinong 0rmg
ONUOGIEVLETAUL OTNV EVPMTAIKT SIKTLAKT] TOAN Y10l TO PAPLLOKCL.

A.  OPOI'H HIEPIOPIZEMOI XXETIKA ME THN AX®AAH KAI AIHIOTEAEXMATIKH
XPHZIH TOY ®APMAKEYTIKOY ITPOIONTOX

. Yyé010 drayeipiong Kivovvou (XAK)

O Kdaroyog Adetog Kvkhopopiag (KAK) Ba dieEaydyet Tig anattovpeves dpacTnptoTnTes Kot

TOPEUPAGELS PAPUOKOETAYPVTVIOTG OTTMG TapovGtaloviat 6To cupenvniéy ZAK mov mapovoidletal

otV Evotnra 1.8.2 g ddeiag kukho@opiog Kot 0TolecsoNmote ENOKOAOVOES EYKEKPIUEVES

avaBempnoeig tov TAK.

"Eva emcaiporoimuévo ZAK Oa npémet va kototedet:
. petd amod aitnpo tov Evponaikod Opyavicpod Oapudkwmv,
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. OTOTEONMOTE TPOTOTOLEITAL TO GLGTNLO SLAYEIPLONG KIVODVOD, E101KE MG ATOTELEGILO ANYNG
VE®V TANPOPOPIDOV TOL PTOPOVV VO, ETLPEPOVY CTUAVTIKT GALOYT GTN GYECT) 0PEAOVC-KIVOHVOL
N ©¢ omOTELESUA TNG EMITEVLENC EVOC GNUAVTIKOD 0POGTLOV (PUPUOKOETOYPVTVIOT 1}
gloyioTomoinon Kvovvov).

. EmnpéoOeta pétpa ehayiotomoinong kKivovvou
IIpwv and v KvKAopopia Tov TPoidvtog 6 KBe KpATOS LEAOG, TO TEPLEYOUEVO KO 1] LOPPT] TOV
EKTOLOEVTIKOV VAIKOV TTPEMEL vaL eykpiveTan amod tnv eBvikn appodia apyn (EAA) oe cuvevvonon pe

tov KAK.

O KAK 6a mpémet va dtac@arilet 6ti, Katd v KukAopopia, TopEyeTol EKTUOEVTIKO TOKETO GE OAOVG
tovg Enayyehpotieg Yyelog mov mpdkettor va cvviayoypagncovy to Ruconest..

To exmodeVTIKO TOKETO TPEMEL VO, TEPLEYEL TAL AKOAOVOL:

o [Mepiinym tov Xapakmmpiotikdv tov [Ipoidvtog kot Dviro Odnyidv Xpnrong yio to Ruconest

o Exmaidenticd viko yia tov Exayyelpatio Yyeioc.

o Exmaidenticd vio ya pn Enayyeipatieg Yyeioc.

o Hpepoloyo mov divetar otovg aobeveic mpotov Adfovv to Ruconest.

. Avrtiypaga g KapTag ac0evoic, To omoio TPETEL V. YOPTYOUVTOL 6TOVG a.60eVEIG TPOTOV

AdPovv 1o Ruconest.

To exmadevtikd vAko yia tov Enayyeluotio Yysioc tpénet vo mepthoufavel TANpoQopilec GYETIKA LE
T0. okOAovho Bocikd cTovyeio:

o H Bepaneio pe Ruconest mpénet va Egkvd vd v kaBodnynomn kot enifreyn yatpod Eumelpov
o™ duyveon kot Oepameio ToV KANPOVOLLKOD oy YELO0LOMLLOITOC.

o Ot acBeveic mov Aaupdvovv Oepaneio e Ruconest mpémet va Ppickovrol vid mopakoiovdnon
Yl TVYOV eVOEIEELS KOl GUUTTAONATO VITEPEVALGON GG KATA TN SAPKELD TG YOPTYNONG. ZE
TEPIMTOCT AVOPVAOKTIK®Y OVTIOPAGE®Y 1) OVOQLAAKTIKNG KoTomAn&iag, Tpémel va yoprysitat
Gueco emneiyovoa 1atpikr Oepameia.

o To yeyovog 6t To Ruconest tpoépyetat amod o YaAa S10yovVIONK®Y KOUVEAMY Kot TEPLEYEL iV
TPOTEIVOV KOLVEALOD (Tpooueilelg mov oyetiovion pe tov Eeviotn, HRI).

o To Ruconest avtevdsikvutar oe 6A0VG ToVG acbeveic pe Yvoot 1 mbavoiloyovuevn ailepyio
GTO KOUVEMAL.

o O1 acBeveic pe Khvikég evodeielg aldepyiag oto ayedadivod yaAa evOE eTaL Vo, EXOVV
AVTICOHOTO TTOV CAANAETOPOVV e TIC TPOSUEIEELS YOAOKTOG KOVVEALOV 6TO RUConest.

. Tnv avaykn evnuépmonc Tmv achevav oXETIKA e TI TPMIUES EVOEIEEIC avTIOphoE®Y
vrepevatcnciog, 6mwe petald AAA®V KVIO®OT], YEVIKEVUEVT KVIdmON, aicOnua cuopryéng Tov
Omdpoka, cuprypdg, vrdtaon Kot avapviasio, Kol To YEYovOg OTL 01 aobeveig Tpémet va
EVILLEPDOVOLV TOV YIUTPO TOVE GE TEPIMTMOT EKINAMGCNG AVTAOV TV CUUTTOUATOV.

. Tov mBavo kivduvo avtidpaong vrepevaicinciog tomov I and avocsocvpmiéypota AOym tng
dnuovpyiog aviiocopdtev katd tov HRI ZvuPovAiéc oyetikd pe 1o mpdypapiio, SOKIUMY TOV
EPYASTNPIOL AVOGOYOVIKOTNTOGS Y10l TIV OVIYVELCT] QVTMV TV OVTICOUATOV LLE GKOTO TNV
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TapoKoAovONoN TOUVOAOYOVEVTIG VOGOV OIVOGOGUUTAEYLOTOG, KOl CUUPBOVAEG GYETIKG LIE TN
dradkacio Tov mTpEmeL va, Tnpeital 0G0V apopd Tr GLALOYN Kot LETAPOPE SETYIATOG AIILATOG
670 KEVIPIKO gpyaothplo g eTtoupeiog. H e&étaom avtn mpénet va mapéyxeton Smpedy.

. Tov kivovvo dnpovpyiag aviicopdtov kotd Tov C1-INH ko kot enéktaon tov mbovo
Kivduvo dnpovpyiag avticoudtov eE0V0eTEPOONG. ZUUPOVAEG OYETIKA LE TO TPOY PO
SOKIMY TOV EPYUCTNPION AVOGOYOVIKOTNTOS OV TOPEXETAL OO TNV ETALPELN Y10 TNV AViXVELON
QVTAOV TOV AVTICOUATOV PE GKOTO TNV TapaKolovOnon mboavoroyodpevng epLeaviong
AVTICOUATOV EEOVOETEPOOTG KOl TANPOPOPIES GYETIKA LE TN S100KOGIN TOV TPENEL VAL TNPEiTaL
OGOV aPOPE, T GLALOYT Kol LETOPOPA ETYLOTOC AIATOG OTO KEVIPIKO EPYAGTNPIO TNG
etoupeiog. H e&étaon avtr| npénet va mapéyetot dmpedv.

. Yrdpyovv meploptopéva dESOEVE GYETIKA e TN XpNoN Kot olkov Bepameiog 1} avto-yopnynong
0VTOV TOL PAPLAKEVTIKOD TPOIOVTOC.

o H amoégoaon oyetikd pe ) ypnon kat’ oikov Bepaneiog yio kabe acOevi Oa mpénet va
Aappdaverar and Tov Oepdmovta 10Tpo.

o H ypniomn tov Ruconest sivat eykekpiuévn puovo yuo tn Oepaneio 0o&€wv Kpicemv KANPOVOUIKOD
OryYELOOWONULATOC,
o Amotehel 06OV TOL WTPOL VA TOPEYEL GTOV 0iGBeV) 1 TOV PPOVTIOTN 0dNYiEg OYETIKA e TN

YOPNYNOT TOL PAPUAKOV EKTOG KAVIKOD TTEPIBAAAOVTOC.

. H eknaidevon mov Oa mapéyeton o mpémet va Kahvmtel Ta eENg otoyeia

- [Ipopura&elg katd T eOAaéN

- Ymoroyiopodg d6omg kat evoei&elc (dnA. povo ya ) Oepancio o&Emv kpicemv HAE)

- IMpoetouacia piag 66omg Ruconest (50 U/kg, émg 4200 U) pe avaciotacn gvog i 600
oLMdinv

- Tpomog avacvotacng kabe proiidiov KOVE®S

- Teyvikn evooAEProg Eveong

- Odnyieg oyetikd pe ) ypnom devtepng 0o Ruconest

- Odnyieg yo v avalitnon aueong wtpikng fondelog e mepintmon amotuyiog PAEPIKNG
TPOCTELUGTG, OE TEPIMTMOT EAAEWYTG AMOTEAEGLLATIKOTNTOG, ELPAVIONG TUYOV
avemBuunToV avtidpacewy, cuureptiapfovopévng g vrepevaicinciag, | LeTd amd
avTto-yopnynomn tov Ruconest yio o&eia kpion Aapuyyikodv HAE.

- Odnyieg yuo v ovTiHeT®TIon TOUVOV aVeETIOOUNTOV AVTIOPAGEDY TOL PAPUAKOD,
ocvpmeprhapPavouévns ofeiag avtidpaong vrepgvactnaciog

- Evnuépwon oyetikd pe tnv avarykn thpnong nUeporoyiov yio Tnv Kotoypoapr kade
Oepameiog mov yopnyeital 610 omitt Kot To omoio ot acbeveic mpémet va pépvouy poli Tovg
o¢g k0O enickeyn. Ta ooy eio TOL KataypdpovTal TPEMEL va TEPLOUPEvOLY Ta EENC:
- Huepounvio kot dpa, yopnynong g Oepomeiog
- ApOudg maptidag kot doom
- Amoxkpion ot Bepoaneio
- Toyov avemBounta coppdvo

o AmoteAel 00OV TOL TPV Vo emPePatdvel Ot Ta dropa Tov dev givar Enayyeiuatieg Yyeiog
€YOLV OTOKTNGEL OAEG TIG amapaitnteg 0e&l0TNTEG Ko 6TL To Ruconest pmopei va yopnyeiton pe
OCQPAAELN KOl OTOTEAECUATIKA EKTOG KAVIKOL TEPIPAAAOVTOC.

. Tnv dmapén unTpdov HETA TV KLKAOQOPia, 6TO 0m0i0 o1 emayyeApatieg vyeiag TapoTpHvovToL
Vo KaTayopohV Tovg acbeveis.

To ekmaidevtikd LAKO Yo dropo. Tov oev eivon Emayyeduatiec Yyeiac mpénetl vo meptAopufavel
TANPOQOPIEC GYETIKA LE TO TOPOKATO Pacikd oTovyEio:
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Ymhpyovv teploptopéva ed0UEVA GYETIKA LLE T ¥P1ION CLTOV TOL PAPULOKEVTIKOD TPOTOVTOG
Yo Ko’ oikov Bgpameio 1 avto-Yop1ynon.

Mo opiopévoug acbeveis, 0 1Tpdg £xEL TN SLVATOTNTA VO, OTOPUGIGEL GYETIKA LE T YOPNYNON
oV Ruconest gvtog KAvikov mepipdriiovtog amd dtopo mov dev eivar Erayyeipatiog Yyeiog,
OTMMG KATO10 PEAOG TNG OIKOYEVELOG 1] L€ OLUTO-YOPTYNOT).

H ypnion tov Ruconest givan eykekpipévn povo yua ) Oepaneio oféwv Kpioemv KANPOVOULKOD
QLY YEL00ION LLOLTOG,

Ta dtopa wov dev eivan Emayyehpotieg Yyelag mpémet va £xouv Tig omapaitnteg 0e€l0TnTeg Tpty
TNV 0CQOAN KOl ATOTEAEGLATIKY XOp1yNoT Tov Ruconest extdg kAvikod mepiBdAiovtog.

O wtpog Ba Tapéyel eKmaidevoT GYETIKA LE TO TAPAKAT® GTOLYEL0L:

- IIpopurd&elg Katd ™) GOANEN

- Yroloyiopdg d6ong kat evosi&elc (dnh. povo yio. ™ Oepancio o&éwv kpicewv HAE)

- IMpoetouacia piag 66omg Ruconest (50 U/kg, émg 4200 U) pe avaciotacn gvog i 600
oMdiov

- Tpomog avacvotacng Kade Proiidiov KOVE®S

- Teyvikn evoopAéProg Eveong

- Tpomog kot puOude yopnynong piag 66omg Ruconest

- Odnyieg oyetikd pe ) ypnom devtepng 06N Ruconest

- Odnyieg Yo Tnv avalntnon aueong wtptkng fondelog oe tepintmon amotuyiog EAEPIKNG
TPOCTELUGTG, OE TEPIMTMOOT EAAEWYNG AMOTEAEGLATIKOTTOG, ELPAVIONG TUYOV
AVETOOUNTOV AVTIOPACE®DY, GUUTEPIAAUPAVOUEVNS TNG VTTEPELALIGONGlOC, 1) LETA Ao
avTto-yopnynomn tov Ruconest yo o&eia kpion Aapuyyikodv HAE.

- Evnuépmon oyetikd pe tnv avaykn thpnong nUePOAOYIon Yo TV KoToypop Kabe
Bepamneiog mov yopnyeital 610 onitt Kot To onoio ot acbeveig mpémet va pépvouy pali tovg
o¢g k00 emickeyn. Ta ooy eio TOL KataypdovTal TPEMEL va TEPLaUPavovy Ta eENC:

- Hpepopnvia kot dpa yopnynong g Oepaneiog
- ApOudg maptidag kot d6om

- Amdkpion otn Bepamneio

- Toyov avemBounta coppavo

To nuepordylo acOevoic mpémet vo mepriopufaver o akoiovfo Bacikd otoryeio:

Huepounvia kot dpa yopynong g Bepameiog
Ap1Ouo6g maptidag kat 60om

Amdkpion ot Oepomeio

Toyov avemBounta coppavo

H xdpto ac0evoic tpénet va mepthapfiver to axdériovda Bootkd ctoysio:

Ot 0 acBevig Aappaver Ruconest ya tn Oepancio o&elog kpiong KAnpovoukon

Oy YELOOLONLLOTOG.

'Ot 10 Ruconest Tpoépyetat amd to YaAa SLoryoviSloKdY KOUVEADY Kol TEPLEYEL iV TPOTEIVOV
KOUVEALOD.

T onuocio ¢ TapakoAovdnong KAVIKGOV eVOEiEemV Kol GUUTTOUATOV VITEPELAIGONGING Kot
TO YEYOVOG OTL 01 0ioBevels mpémet va, avalntovv aueca 1Tpikn fondela oe mepintwon
CUUTTOUATOV AVTOD TOL €100VG KOTA TN dtdpkela TG yopnynons Ruconest 1) petd amd avtnyv.
To yeyovog 011 o1 acleveic Tpémet va pépovv uali Toug TNV KAPTa Kot Vo, TV ENLOEIKVOIOVY GTOV
Enrayyeipatio Yyeiag mov Toug mapokorovdei yio tn Oepaneio oféwv Kpioemv kKAnpovopkon
QY YEL001ONUATOC.
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ITAPAPTHMA 111

EINIXHMANXH KAI ®YAAO OAHI'TQN XPHXHX

26



A. ENIZHMANXH
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ENAEIZEIX IIOY ITPEIIEI NA ANATPA®ONTAI XTHN EZQTEPIKH XYXKEYAXIA

XAPTINO KOYTI ®IAAIAIOY

1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Ruconest 2100 Movddeg k6vig Yo EVEGTIO S1GADIA
conestat alfa

2. YXYNOEXH XE APAXTIKH(EX) OYXIA(EY)

"Eva guaAidio mepiéyel 2100 povadeg conestat alfa, moodtra 1 onoia avtictoryei og 2100 U/14 ml
HETA TNV avachoTaon 1| o€ ouykévipwon 150 U/ml.

3. KATAAOI'OX EKAOXQN

"Exéoya.:

Zaxyapoln,

Kitpwkod vatpio (E331),
Kitpikod o&o.

4. OAPMAKOTEXNIKH MOP®H KAI ITIEPIEXOMENO

Kovig yia evéoipo dtdAvpa
1 puoAidio

| 5. TPOITIOX KAI OAOX(OI) XOPHI'HEHX

Awpaote 10 GOALO 0ONYIDV XPYONG TPV OO TN ¥PN oM.
IMa evdopAéPra ypnon.

6. EIAIKH ITPOEIAOIIOIHXH XYM®QNA ME THN OITIOIA TO ®PAPMAKEYTIKO
IPOION ITPENEI NA ®YAAXXETAI XE OEXH THN OIIOIA AEN BAEIIOYN KAI
AEN ITPOXEITIZOYN TA MITAIAIA

Na puAdocetat o BEon v onoia dev PAETOVY Kot dev Tpooeyyilovy Ta ToudId.

| 7. AAAH(EY) EIAIKH(EX) ITPOEIAOIIOIHXH(EIX), EAN EINAI AITAPAITHTH(EY)

| 8. HMEPOMHNIA AHEHX

EXP

9. EIAIKEYX XYYNOHKEX ®YAAEHX
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Mn puvrdocete o€ Beppokpacio peyarvtepn tov 25°C.
DvAdcoete T0 PLOAIDI0 OTNV aPYIKT] GUCKELAGIO Y10, VO TPOGTATEVETAL OO TO PG,

10. IAIAITEPEX IPO®YAAEEIX I'A THN AITIOPPIYH TQN MH
XPHEZIMOIIOIHOENTON ®APMAKEYTIKOQN ITPOIONTQN 'H TQN
YIHOAEIMMATQN ITOY ITPOEPXONTAI AIIO AYTA, EOOXON AIIAITEITAI

| 11. ONOMA KAI AIEYOYNXZH KATOXOY THX AAEIAY KYKAO®OPIAX

Pharming Group N.V.
Darwinweg 24

2333 CR Leiden
OMovdio

12.  APIOMOZXZ(OI) AAEIAX KYKAO®OPIAX

EU/1/10/641/001

13. APIOMOX ITAPTIAAX

Lot

14, TENIKH KATATAZH I'lA TH AIAGEXH

DopUAKEVTIKO TPOTOV Y10, TO OTTOI0 ATALTEITOAL IOTPIKT) GUVTOYT|

| 15. OAHTI'IEX XPHXHX

| 16. TIAHPO®OPIEX IE BRAILLE

Ruconest

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

Aodidotatog ypapuntog kadkag (2D) mov gépet Tov TeptnebEvio LovadIKO ovayvVopLoTIKO KOIKO.

18. MONAAIKOXZ ANAI'NQPIEZTIKOX KQAIKOXZ — AEAOMENA ANATNQXIMA AIIO
TON ANOPQIIO

PC:
SN:
NN:
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ENAEIZEIX IIOY ITPEIIEI NA ANATPA®ONTAI XTHN EZQTEPIKH XYXKEYAXIA

EZQTEPIKO XAPTINO KOYTI TYIIOIIOIHMENHX XYXKEYAXIAX I'TA TH
XOPHI'HXH

1. ONOMAZXIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Ruconest 2100 Movddeg k6vig Kot SIHADTNG Yo EVEGTUO SIEALOL
conestat alfa

2. LYNOEXIH XE APAXTIKH(EL) OYZIA(EZL)

"Eva guaAidio kévemg mepiéyetl 2100 povadeg conestat alfa, moodtnta 1 omoio avtictoyel og
2100 U/14 ml petd v avacvotacn 1| 6€ ovykévipoon 150 U/ml.

3. KATAAOI'OX EKAOXQN

"Exéoya:

Zaxyapoln,

Kuitpwkd vazpio (E331),
Kitpikod o&o.

4. OAPMAKOTEXNIKH MOP®H KAI ITIEPIEXOMENO

Kovig kot d1aAvtng yo evésipo didivpa
Mia, Tomomompévn GUoKELOGIO Y1oL TN YOPIYNOT TEPLUUPAVEL:

1 @loAid10 KOVEMC

1 puodidio Stodvpatog

2 TPOGOpPUOYELS PLodion

1 oOpryya

1 oet €yyvong pe Perova

2 aAkooAovya emdépaTa

1 amootelp@Uévo, U VPACUEVO ETIOEUA
1 o0LTOKOAANTO EUTAAGTPO

5. TPOITIOX KAI OAOX(OI) XOPHI'HXHX

AwPaote 10 QOALO 0ONYIDV XPYONG TPV OO TN YPN oM.
IMa evdopAéPra ypriom.
AmoxAelotikd yio pio ypnon.

6. EIAIKH ITPOEIAOIIOIHXH XYM®QNA ME THN OITIOIA TO ®PAPMAKEYTIKO
IPOION ITPENEI NA ®YAAXXETAI XE OEXZH THN OIIOIA AEN BAEIIOYN KAI
AEN ITPOXEITIZOYN TA TITAIAIA

Na puAdocetat og Béomn v onoia dev PAEmOVY Kot dgv Tpooeyyilovv Ta ToudId.
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| 7. AAAH(EX) EIAIKH(EY) ITPOEIAOIIOIHXH(EIY), EAN EINAI AITAPAITHTH(EY)

| 8. HMEPOMHNIA AHEHX

EXP

9. EIAIKEX XYYNOHKEX OYAAEHX

Mn puAdocete og Beppokpacio peyoivtepn tov 25°C.
Dvrdcoete T0 PLAAIS10 KOVEMG 6TO EEMTEPTKO YAPTIVO KOVTI Y10l VO TPOGTATEVETAL OO TO PMG,

10. IAIAITEPEX TIPO®YAAEEIX I'TA THN AITIOPPIYH TQN MH
XPHZIMOIIOIHOENTOQN ®APMAKEYTIKOQN ITPOIONTQN 'H TQN
YIHOAEIMMATQON ITOY ITPOEPXONTAI AIIO AYTA, EOOXON AITAITEITAI

| 11. ONOMA KAI AIEYOYNZH KATOXOY THX AAEIAY KYKAO®OPIAX

Pharming Group N.V.
Darwinweg 24

2333 CR Leiden
OMavoio

12.  APIOMOZXZ(OI) AAEIAX KYKAO®OPIAX

EU/1/10/641/002

13. APIOMOX ITAPTIAAX

Lot

| 14, TENIKH KATATAZH I'TA TH AIAOEXH

| 15. OAHTI'IEX XPHXHX

| 16. TAHPO®OPIEX XE BRAILLE

Ruconest.

17.  MONAAIKOZ ANATNQPIZTIKOX KQAIKOX — AIFAIAZTATOX TPAMMOQTOX
KQAIKAX (2D)

A6106TATOG YPOUUU®TOS KOAKG (2D) Tov @épet Tov TepAn@BEvTo LOVadIKO ovayvVOPLoTIKO KOOKO.
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18.

MONAAIKOX ANAT'NQPIXTIKOX KQAIKOX - AEAOMENA ANAT'NQXIMA AIIO
TON ANOPQIIO

PC:
SN:
NN:
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ENAEIZEIX IIOY ITPEIIEI NA ANATPA®ONTAI XTHN EZQTEPIKH XYXKEYAXIA

XAPTINO KOYTI ®IAATAIOY TYITOIIOIHMENHX YXYYXKEYAXIAY I'TA TH XOPHI'HXH

1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX

Ruconest 2100 Movddeg k6vig Yo EVEGTIO S1GADIA
conestat alfa

2. YXYNOEXH XE APAXTIKH(EY) OYXIA(EY)

"Eva guaAidio mepiéyel 2100 povadeg conestat alfa, moodtra 1 onoia avtictoryei og 2100 U/14 ml
HETA TNV avachoTaon 1| o€ ouykévipwon 150 U/ml.

3. KATAAOI'OX EKAOXQN

"Exéoya.:

Zaxyapoln,

Kitpwkod vatpio (E331),
Kitpikod o&o.

4. OAPMAKOTEXNIKH MOP®H KAI ITIEPIEXOMENO

Kovig yia evéoipo dtdAvpa
1 puoAidio

| 5. TPOITIOX KAI OAOX(OI) XOPHI'HEHX

Awpaote 10 GOALO 0ONYIDV XPYONG TPV OO TN ¥PN oM.
IMa evdopAéPra ypnon.

6. EIAIKH ITPOEIAOIIOIHXH XYM®QNA ME THN OITIOIA TO ®PAPMAKEYTIKO
IPOION ITPENEI NA ®YAAXXETAI XE OEXH THN OIIOIA AEN BAEIIOYN KAI
AEN ITPOXEITIZOYN TA MITAIAIA

Na puAdocetat o BEon v onoia dev PAETOVY Kot dev Tpooeyyilovy Ta ToudId.

| 7. AAAH(EY) EIAIKH(EX) ITPOEIAOIIOIHXH(EIX), EAN EINAI AITAPAITHTH(EY)

| 8. HMEPOMHNIA AHEHX

EXP

9. EIAIKEYX XYYNOHKEX ®YAAEHX
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Mn puvrdocete o€ Beppokpacio peyarvtepn tov 25°C.
DvAdooete To PLOASI0 GTNV OPYIKT GUCKELAGIA Y10 VO, TPOGTOTEVETOL OO TO PG,

10. IAIAITEPEX TIPO®YAAEEIX I'A THN AITIOPPIYH TQN MH
XPHEZIMOIIOIHOENTON ®APMAKEYTIKOQN ITPOIONTQN 'H TOQN
YIHOAEIMMATQN ITOY ITPOEPXONTAI AIIO AYTA, EOOXON AIIAITEITAI

| 11. ONOMA KAI AIEYOYNXZH KATOXOY THX AAEIAY KYKAO®OPIAX

Pharming Group N.V.
Darwinweg 24

2333 CR Leiden
OMovdio

12.  APIOMOZXZ(OI) AAEIAX KYKAO®OPIAX

EU/1/10/641/002

13. APIOMOX ITAPTIAAX

Lot

| 14, TENIKH KATATAZH I'lA TH AIAGEXH

| 15. OAHTIEX XPHIHE

| 16. TTAHPO®OPIEX XE BRAILLE

Ruconest

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

18. MONAAIKOXZ ANAI'NQPIZTIKOX KQAIKOX —AEAOMENA ANATNQXIMA AIIO
TON ANOPQIIO
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EAAXIXETEX ENAEIZEIX I1IOY IIPEIIEI NA ANAT'PA®ONTAI XTIX MIKPEX
YTOIXEIQAEIX XYXKEYAXIEX

ETIKETA ®IAAIAIOY KONEQX

1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX KAI OAOX(OI) XOPHTHZHX

Ruconest 2100 Movddeg k6vig Yo EVEGTIO 1AV
conestat alfa
TMa evoopAéfra yprion.

| 2. TPOIIOX XOPHI'HXHX

| 3. HMEPOMHNIA AHEHX

EXP

4. APIOMOZX ITAPTIAAX

Lot

5. INEPIEXOMENO KATA BAPOX, KAT' O'KO'H KATA MONAAA

2100 povadeg conestat alfa.
Metd v avacvotacn pe 14 ml vdatog yia evéoipa, to Stdhvua tepiéyet 150 povadeg conestat alfa
ova ml.

6. AAAA YTOIXEIA
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EAAXIXETEX ENAEIZEIX I1IOY IIPEIIEI NA ANAT'PA®ONTAI XTIX MIKPEX
YXTOIXEIQAEIX XYXKEYAXIEX

ETIKETA ®IAAIAIOY AITAAYTH

1. ONOMAZIA TOY ®PAPMAKEYTIKOY ITPOIONTOX KAI OAOX(OI) XOPHTHZHX

AwAvng yio to Ruconest
"Yomp yio evéoipa

| 2. TPONOX XOPHTHEHX

| 3. HMEPOMHNIA AHEHE

EXP

4. APIOMOZX ITAPTIAAX

Lot

5. HEPIEXOMENO KATA BAPOX, KAT' OI'KO'H KATA MONAAA

20 ml

6. AAAA XTOIXEIA
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B. ®YAAO OAHI'IQN XPHXHX
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®vrho oonyOV xpiong: IIinpoopiss yia Tov acdevi)

Ruconest 2100 povadeg KOvig Yo EvEGLHO drdivpa
conestat alfa

AP aoTe TPOGEKTIKG OLOKANPO TO PVALO 00N YOV YP1ONGS TPLY UPYICETE VA YPTCLUOTOLEITE AVTO

70 Qappoxo, H16TL TEPLAUPPEVEL SNUOEVTIKEG TANPOPOPiES VIO TOC.

- Dvragte avtd 10 POHALO odNydV yprone. Towc yperaotel va to dafdcete Eovd.

- Edv éxete mepartépo amopieg, poTNOTE TOV Y1OTPO GO,

- H ocvvtayn yia avtd 1o edppako yopnynonke amokAelotikd yio coc. Agv mpémet vo SDGETE TO
@apuroko og dAlovc. Mmopel va tovg mpokaAésel PAAPN, akOpo Kot OTAV TO GUUTTOUOT TG
ac0éveldg Tovg eivar 010 pe T S1kd Gag,.

- Edv mapatnproete kamola avemBountr evEPYeELn, EVILEPADOTE TOV Y1ATPO GOc. AvTd 1oYVEL Kot
v KGO mlavn avemBOUNTN EVEPYELD OV JEV AVAPEPETOL GTO TAPOV GVUAAO 0O YLDV YPT|ONG.
B\éne mopdypago 4.

T Tepréyer To mapov @OAA0 00N LOV:

T givar to Ruconest kot oo givat n xpnon tov

T mpéner va yvopilete mpv ypnotponomoete To Ruconest
Ié¢ va ypnoonomcete To Ruconest

[MBovEg avemBounTteg evépyeteg

Iog va puAdocete To Ruconest

[epieydpevo ¢ cVoKELOGING KO AOUTEG TAPOPOPIES

BN AN

1. Th eivan To Ruconest ko wola gival n yprion Tov

To Ruconest mepiéyet conestat alfa wg dpactikn ovoia. H conestat alfa sivot pua avacvvévacpévn (un
TPOEPYOUEVN 0o aipa) popen Tov avbpamvov Cl avactorén (rhCl-INH).

To Ruconest mpémet va yopnyeitor og eviAiKes, epnoug kot Toudid (nAtkiog 2 £TmV Kol Gvm) Tov
TGOV OO U0 GTLAVIN KATPOVOULKT] OLULOTOAOYIKT S1OTOPOY YVOOTH OC KANPOVOULKO
ayyelooidnua (HAE). Z1o aipa tov aclevav avtdv topatnpeitol avemdpkelo e npoteivng tov Cl
OVO.OTOAEQ, 1] OTOL0L UITOPEL VOL EYEL MG ATOTEAEG O ETAVOAAUPAVOLEVES KPIGELG OONLOTOG, TOVO GTNV
KOIALG, dVGTVOLN KOl GAAN CUUTTMOOTA.

H yopniiynon Ruconest avapéverat va aroxotactioet v EAdenymn tov Cl avactodéan Kot vo odnynoet
G€ VTOYDPNOT TOV COUTTOUATOV 0EEI0G KPIoNG KAPOVOLIKOU 0y YEL0010T|LOTOC.

2. T péner va yvopilete mpv ypnoypononjcete 10 Ruconest

Mnyv ypnoipomonjoete To Ruconest

. o€ mEPINTOoN aALepYiag 1] vVTOVOLNG OAAEPYIOG OTA KOUVEALO

o o€ mepinTowon oAdepyiag oty conestat alfa 1 o€ onolodnmOTE GALO OTTO TOL GVGTATIKG CVLTOV TOL
QOPUAKOV (OVOPEPOVTOL GTNV TTAPAYPAPO 6).

Ipogdomomoeis Kol TPoPLAGEES

AmevBuveite otov y1oTpd cog Tpv ypnoiponocete To Ruconest.

e mePITTOOT AALEPYIKDV OVTIOPACEMY, .Y, KVidmong, eavinuartog, kvnopot, {aAng, cuptyuov,
dVOTVOLaG 1] OONIOTOG OTN YADGGA LETA TN Yopnynom Ruconest, avalntiote eneyovimg 10TpIkn
Bonbela MOTE VO AVTIUETOTIGTOVY GQUECH TO GUUTTMNTO TG AAAEPYIKNG GOC OvTIOpaoNC.

IIpw Eexvnoete T Bepameia pe To Ruconest, ival onpovtiko va evUEPMGETE TOV YIOTPO GOG EGV
€xete M eiyote mpoPAnpata pe Tnv mEN Tov aipatog cog (Bpoupwticd enelcodia). Oa Tpémet va

38



mapokolovdeiote mpocekTKd £V cLpPaivel avTo.

Ot avtidpdoelg vepevaictnociog dev Pmopoldv va AmoKAEIGTOVV Kot UTOPEL VO £X0VV CUUTTMOLOTA
TOPOUOL0, LLE TIG KPIGELG OIYYELO01ONUATOG.

oo kon £pnpor

Mnv yopnyeite avTo TO PAPHAKO GE TOOE NAKiag KATm TV 2 et@v. To Ruconest dev €xel peietndei
o€ madld nAkiog kpotepns TV 5 e1dv. O yotpog cos Ba kabopicet edv 1 Bepameia Tov TALO100 GOg
pe Ruconest etvar katdAAnin. Eivor amapoaitnn n enimiéov mapakorohnon tov modod cag yia
CUUTTOUOTO OAAEPYIKDV OVTIOPAGE®V KATA TN S1APKELL TNG XOPYNONG KOl LETEMELTAL.

Alro @éppoxe kot Ruconest

Evnuepoote tov yatpd cag edv maipvete, £xete mpodcpata mdpel | pmopel vo mipete GAAA GApLLOKOL.
Edv Aappdavete 10Tikd gvepyomom T TOL TAAGHIVOYOVOL ®¢ 0&eia avTiBpopuPatikn Oepamneia, dev
npénel va. AapPavete tavtoypova Ruconest.

Kinon ko1 Onhaopog

To Ruconest dev cueTiveTal KOTd T S14pKELD, TNG KONONG 1 TOL OnAacuod.

Edv oyedidlete va peivete €ykvog, {ntnote ) GuUPovAN ToL Y10Tpoh GG TPV OPYICETE VA
ypnoponoteite To Ruconest.

O ynon ko yepropdg pnyovnpatmy
Mnyv odnyeite kou unv yepileote unyoaveég eav viobete (GAn N kepoladyio HeTd amd Tn yp1on
Ruconest.

To Ruconest sgpiéyet vatpro (19,5 mg ava @roridro)
[pénel va AouPavetor veoyn ond acbeveic og yaunin dlowta vatpiov.
3. Il®g va ypnoponrounoete To Ruconest

To Ruconest 8o yopnynOet amod €va yratpd mov e1dikeveTOL 0T d1dyvwon kot Oepameio Tov
KANPOVOLIKOD 0yYELOOLOTLLOITOC.

To Ruconest 8o cag yopnynOel ansgvbeiog viog pAEPag yia dtdotna mepinov 5 Aentdv and Tov
ywTpd oag 1 amd voookopo. H doon cag, £mg 2 glarioia, Oo tpocsdiopiotei Bacel Tov Pdpouvg Gog.

2TV TAEOVOTNTO TOV TEPTMOCEMY apkel pio epdnas 06om. O yTpog cog evOEyETOL VO ATOQOcioEL
ot1 O mpémet va, yopnynOel emumAéov 60om 0V TO. GUUTTOUATE Gog Ogv PerTinBolv petd omd 120
Aemtd (Yo evihkeg kot epripovc) 1 60 Aemtd (Yo mwodid). Evtog tov 1d10v 24mpov dev mpémel va
YOPNYOOVTOL TEPIGGOTEPEG ATO 2 OCELG.

O1 00Myieg YOpNYNOTNG TEPTYPAPOVTUL CAPDE KO EMICVVOATTOVTOL GTO PUALO TAT|POPOPLDY Y10, TOVG
YuTpovC.

Edv éxete meplocoOTEPES EPOTHOCELS GYETIKA LLE T YPNOT OVTOD TOV PAPLAKOV, POTHGTE TOV YTPO N
TOV VOGOKOLO GOG.
4, IIBavég avemOOuNTES EVEPYELES

Onwg 6Aa T0. appaKo, £T61 Kot avTd TO QAPUOKO UTOPEL Vo, TPOKOAECEL OVETIOVUNTES EVEPYELEC, OV
Kot OgV TOPOLG1ALoVTaL 6€ OAOVE TOVG avOpmITOC.

Edv ta countdpotd cog endevoboiy 1/kat ekdnimoete eEavOnuoa, aicOnua popunkioong, dbenvola
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N oidnuo 6To TPOSMTO N GTN YADOCOW, avalnNTNoTe duesd wtpikr fondeia. Avtd propel vo amoTelel
évoailn ot iote ariepykoi 6to Ruconest.

Koazd ™ Bgpaneia pe to Ruconest evdéyetor va ekdniwbBolv avembBdunteg evépyeteg:
Zoyvég: umopet va emnpedoovy €wg 1 ota 10 dropa
o Navtia

Oyt ovyvéc: pumopet va emnpedoovy £w¢ 1 ota 100 dropa

[Tovog 6ty Kotd, Sidppota

AtoOnpo poppunkioong, aicOnpa voypod 1 LovdtdcHoToS 6TO GTOUA
Kepararyia, {ain

Mewopévn aicOnon g aeng 1 g aicnong 6to dépua 1 ta dKpo
EpebBiopog tov Aapon

Kvidwon

Oidnpua TV OTOV 1 NG YOP® TEPLOYNS.

Alepykd cok

Mn yvooTég: 1 cuyvotnTa dev eival Yoot
. AvTtidpacelg vepevarctnoiog

Ava@opd avemOOunTOV EVEPYELOV

Edv mapotnprioete kamoo avemBOpunTn evépyela, EVIIEPMGTE TOV YUTPO GO AVTO IGYVEL KAl Y10
KG0e OV avemBOuNTN eVvEPYELR TOV OEV OVAPEPETOAL GTO TTAPOY PUALO 0ONYIDV Yprione. Mmopeite
emionc va avagépete avemBounteg evépyeleg omevdeiog, LEGM TOV EBVIKOD GLGTHILOTOG OVAPOPIS TOL
avaypaestor oto Hapdptnua V. Méow g avagopds avemfduntov gvepyeidv pmopeite va
BonBnoete 6T GLALOYN TEPIGGOTEP®V TANPOPOPLDY GYETIKA UE TIV OCPUAELN TOV TOPOVTOG
QopudKov.

5. I®g va puidocete To Ruconest

To pappako avTd TPENEL VAL PUAACCETAL GE PEPT TTOL OEV TO BAETOVV Kot dgvV TO POAVOLV T TOLOLA.
Noa pn xpnNoUoToIElTE AVTO TO PAPUOKO UETE TNV NUEPOUNVIC ANENG TTOL AVAPEPETOL GTO KOLTL Kol
oTNV ETIKETO TOV PloAdiov petd ) AHEH. H nuepopnvia Anéng eivon ) tedevtaio nuépa Tov piva

OV OVOPEPETOL EKEL.

Mn evAdooete o€ Oeppokpacio peyorvtepn tov 25°C.
DvAdcceTe GTNV OPYIKT GUGKELUGIN Y10 VO, TPOGTOTEDETOL OO TO PG,

IIpotov yopnynOei, To Ruconest mpénet va, dlaAdeTOL 0 VWP Yo EVESILO OO ETOyYEAATIO VYETOG.
To mpoidv mpénel va xpnoylonoleiton OUECHS UETE TNV 0VAGVGTACT TOV.
Noa un xpnNoUoTOLEITE AVTO TO PAPUAKO EAV TO SIAAVUN EYEL ATOYPOUATICTEL 1 TEPLEYEL COUATION.

6. Iepreydpeva TS GVOKELUGTOG KOl AOUTEG TANPOPOPIES

T epréyel 1o Ruconest

H dpactikn ovcia eivar n conestat alfa. Ze éva guokidio mepiéyovrar 2100 povadeg (U) conestat alfa.
Avm n mocdtrTa avrtictoryel og 2100 povadeg ava 14 ml petd v avacHeTacn 1| 6€ GVYKEVIPWOO
150 povadwv/ml.

Ta GAAa cuoTaTIKA gival cakyapoln, kitpikd vatplo (E331) ko kirpikd o&D.

Epedvion tov Ruconest kot wepieydpeve g 6V6KEVAGTOG
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To Ruconest dtotifeton 6€ HEPOVOUEVO YUAAIVO PLOALISI0 TTOV TTEPLEYEL AEVKT| TTPOG DTOAEVKT KOVL Y10
gvéoo ddAvpa. Metd ) dtdhvon g KOvemg o€ VOWP Yo EVESLA, TO OldALL KaBioTaTol dtowyég
KoL GYPOLLO.

To Ruconest dwatiBetar og yaptivo Kovti mov meptéyet £va PLoAidto.

Karoyoc Adgrag Kukrogopiog kot Iapackevactiig

Kdatoyog Adsiog Kukhopopiag:
Pharming Group N.V.
Darwinweg 24

2333 CR Leiden

OMovdio

[Mopackevaoctig:

Pharming Technologies B.V.
Darwinweg 24

2333 CR Leiden

OMovdio

To mapov @OALO 00N IOV Yp1ions avaBewpnOnke Yo TelevTaio Popd 6TIS

Aentopepn TANPOPOPLOKE GTOLYELD Y10 TO TPOIOV 0LTO Eivar dtobécipa GTOV SIKTLAKO TOTO TOL
Evponaikod Opyoavicpod ®apudkov: hitp://www.ema.europa.eu.

O mAnpogopieg Tov axorovBolv amevBivovtor udvo oe emaryyehpaties vyelog:

AOXOAOITA KAI TPOITIOX XOPHI'HXHX

Aocoloyia
Zwuotiko fopog éwg 84 kg
- Mia evdopréPra éveon 50 U/Kg copatikod Bapovg.

Zwuotikd fdapog 84 Kg 1 mepioodtepo
- Mia evoopréfra éveorn 4200 U (dvo ploAidwa).

2NV TAEOVOTNTO TOV TEPITTOCEMV, Y10, Tr) Bepancia o&elag kpiong ayysioodnpatog apkel pio d6om
Ruconest.

g TEPIMTOOT AVETOPKOVG KAVIKNG amdKPLong, UITopel va yopnyeitat cuuminpopatikny d6on (50 U/kg
cOUoTIKoD Bapovg péypt Tig 4200 povaodeg).

Agv mpémel va xop1yohvTol TEPIGGOTEPES amd dV0 dOGEIC EVTOG 24 mpDV.

Yroloyiopodg ddong

IIpocdiopiote 10 coUATIKO BApPog TOv 0oBevoic.

Zouotikd foapog éws 84 kg

- T aoBeveig pe copatiko Bapog émg 84 kg vroroyiote Tov dyKo mov wpémet va yopnynoei
GOUE®VA LLE TOV TOPOUKAT® TOTO:

Xopnyovpevog gouenikoé Bapog (ka) exi 50 goueTIKé Bapog
oykog (ml) = (U/ka) = (ka)
150 (U/ml) 3
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Zouotikd fdpog 84 Kg 1 nepioodtepo
- T aoBeveig pe copatiko Bapog 84 kg 1 teprocdtepo, 0 GyKog oV mPEMEL Vo, yopryeital eivat
28 ml, mocotta 1 omoia avtictoryel g 4200 povddeg (2 plaAidw).

Avacvotiote kdbe pralioio pe 14 ml vdatog yio evéoyua (PA. Topaypa@o GYETIKA UE TNV OVAGVOTAGH
TOPOKAT ).

To avacvotafév dilvpa o kGO elokidio mepiéyet 2100 povadeg conestat alfa oe cuykévipwon

150 U/ml.

O amaitodpeEVOg 0YKOG TOV avacLoTAdEVTOG AV LATOG TPENEL va. yopnyeitar pe Ppadeio evoopAEPLa
£veon dBPKELNG TEPITOL 5 AETTMV.

IAIAITEPEX IIPO®YAAEEIX AIIOPPIYHX KAI AAAOX XEIPIXMOX

Kdabe praridio Ruconest mpoopiletorl amoxielotikd yio pia xpnon.
INo v avacvotact, Tov GuvoLacUd Kt TNV aVAUELEN TV SIHAVUATOV TPENEL VA YPT|CLLOTOLEITAL
donmtn TEXVIK.

Avacvotoon
Kdabe proridio Ruconest (2100 povadeg) mpénet va avacvotadei pe 14 ml voartog yia evésyua. To

VO®P Yo EVESIUE TTPETEL VO TPOGTIOETAL e apYd pOUS 0VTMOG BGTE Vo amopevyeToL 1) Bioin
TPOGKPOVOT] TOV VAATOG GTNV KOVL KOl VO AVOHELYVOETAL OTOAG DOTE VO EAAYLOTOTOLEITAL O
oYNUATIGUOC appov 610 dtdAvpa. To avacvotabév didAvpa o kKabe Praridto mepiéyet 2100 povadecg
conestat alfa e ouykévipwon 150 U/ml ko €xel epedvion dtowyoig dypmuov SteADUATOG.

To avacvotafév didAvo o€ KAOE PLOAIdI0 TPETEL va EMDEDPELTOL OTTIKG Y10, TUYOV CMOUATIOOKT VAN
KOl 0Oy POUATIOUO. AEV TPETEL VAL YPNOYLOTOLELTOL SIHAV U GTO 0010 TOpATPOVVTIL EEVOL

copotidln 1 amoypouatiopds. To eaprakeLTIKO TPOIGV TPEMEL VAL (PNCLOTOLEITAL AUECHG,.

Kdabe aypnoyomointo goprokentikd mpoiov 1 VIOAEWUN TPETEL VO ATOPPITTETAL COUPOVOL UE TIG
KOTO TOTOVE IGYVOVGEC GYETIKEC SLOTAEELG.
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®vrAo odNYIOV rpiong: IIinpoopiss yia Tov achev)

Ruconest 2100 povadeg kKOVIG Kol S1HADTNG Yio EvEGLHO drdivpa
conestat alfa

AP aoTe TPOGEKTIKG OLOKANPO TO PVALO 00N YOV YP1ONGS TPLY UPYICETE VA YPTCLUOTOLEITE AVTO

70 Qappoxo, H16TL TEPLAUPPEVEL SNUOEVTIKEG TANPOPOPiES VIO TOC.

- Dvragte avtd 10 POHALO odNydV yprone. Towc yperaotel va to dafdcete Eovd.

- Edv éxete mepartépo amopieg, poTNOTE TOV Y1OTPO GO,

- H ocvvtayn yia avtd 1o edppako yopnynonke amokAelotikd yio coc. Agv mpémet vo SDGETE TO
@apuroko og dAlovc. Mmopel va tovg mpokaAésel PAAPN, akOpo Kot OTAV TO GUUTTOUOT TG
ac0éveldg Tovg eivar 1010 pe ta S1Kd oG,

- Edv mapatnproete kamola avemBountr evEPYeELn, EVILEPADOTE TOV Y1ATPO GOc. AvTd 1oYVEL Kot
v KGO mlavn avemBOUNTN EVEPYELD OV JEV AVAPEPETOL GTO TAPOV GVUAAO 0O YLDV YPT|ONG.
B\éne mopdypago 4.

T Tepréyer To mapov @OAA0 00N LOV:

T givar to Ruconest kot oo givat n xpnomn tov

T mpéner va yvopilete mpv ypnotponomoete To Ruconest
Ié¢ va ypnoonomcete To Ruconest

[MBovEg avemBounTteg evépyeteg

Iog va puAdocete To Ruconest

[epieydpevo ¢ cVoKELOGING KO AOUTEG TAPOPOPIES

BN AN

1. Th eivan To Ruconest ko wola gival n yprion Tov

To Ruconest mepiéyet conestat alfa wg dpactikn ovoia. H conestat alfa sivot pua avacvvévacpévn (un
TPOEPYOUEVN 0o aipa) popen Tov avbpamvov Cl avactorén (rhCl-INH).

To Ruconest mpémet va yopnyeitol og eviiikeg, eprfovg Kot andid (nAkiog 2 £TdV Kol Gvm) Tov
TGOV OO U0 GTLAVIN KATPOVOULKT] OLULOTOAOYIKT S1OTOPOY YVOOTH OC KANPOVOULKO
ayyelooidnua (HAE). Z1o aipa tov aclevav avtdv topatnpeitol avemdpkelo e npoteivng tov Cl
OVO.OTOAEQ, 1] OTOL0L UITOPEL VOL EYEL MG ATOTEAEG O ETAVOAAUPAVOLEVES KPIGELG OONLOTOG, TOVO GTNV
KOIALG, dVGTVOLN KOl GAAN CUUTTMOOTA.

H yopniiynon Ruconest avapéverat va aroxotactioet v EAdenymn tov Cl avactodéan Kot vo odnynoet
G€ VTOYDPNOT TOV COUTTOUATOV 0EEI0G KPIoNG KAPOVOLIKOU 0y YEL0010T|LOTOC.

2. T péner va yvopilete mpv ypnoypononjcete 10 Ruconest

Mnyv ypnoipomonjoete To Ruconest

. o€ mEPINTOoN aALepYiag 1] vVTOVOLNG OAAEPYIOG OTA KOUVEALO

o o€ mepinTowon oAdepyiag oty conestat alfa 1 o€ onolodnmOTE GALO OTTO TOL GVGTATIKG CVLTOV TOL
QOPUAKOD (OVOPEPOVTOL TNV TTAPAYPAPO 6).

Ipogdomomoeis Kol TPoPLAGEES

AmevBuveite otov y1oTpd cog Tpv ypnoiponocete To Ruconest.

e mePITTOOT AALEPYIKDV OVTIOPACEMY, .Y, KVidmong, eavinuartog, kvnopot, {aAng, cuptyuov,
dVOTVOLaG 1] OONIOTOG OTN YADGGA LETA TN Yopnynom Ruconest, avalntiote eneyovimg 10TpIkn
Bonbela MOTE VO AVTIUETOTIGTOVY GQUECH TO GUUTTMNTO TG AAAEPYIKNG GOC OvTIOpaoNC.

Ipw Eexvnoete T Bepoameia pe To Ruconest, eival onUavTIKO Vo EVIUEPMGETE TOV Y1OTPO GOG EAV
€xete M eiyote mpoPAnpata pe v mEN ToV aipatog cag (Bpoupwticd enelcodia). Oa Tpémet va
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mapokolovdeiote mpocekTikd £4v cupPaivel avTo.

Ot avtidpdoelg vepevaictnociog dev Pmopoldv va AmoKAEIGTOVV Kot UTOPEL VO £X0VV CUUTTMOLOTA
TOPOUOL0, LLE TIG KPIGELS OIYYELOOONUATOG.

oo kon £pnpor

Mnv yopnyeite avTo TO PAPHAKO GE TOOE NAKiag KATm TV 2 et@v. To Ruconest dev €xel peietndei
o€ madld nAkiog kpotepns TV 5 e1dv. O yotpog cos Ba kabopicet edv 1 Bepameia Tov TALO100 GOg
pe Ruconest etvat katdAAnAn. Eival amapoaitnm n enimiéov mapoakorohnon tov modod cag ya
CUUTTOUOTO OAAEPYIKDV OVTIOPAGE®V KATA TN S1APKELL TNG XOPYNONG KOl LETEMELTAL.

Alro @éppoxe kot Ruconest

Evnuepoote tov yiatpd cag edv maipvete, Exete mpodcpata mdpel | pmopel vo mipete GAAA GApLLOKOL.
Edv Aappdavete 10Tikd gvepyomom T TOL TAAGHIVOYOVOL ®¢ 0&eia avTiBpopuPatikn Oepamneia, dev
npénel va. AapPavete tavtoypova Ruconest.

Kinon ko1 Onhaopog

To Ruconest dev cueTiveTal KOTd T S14pKELD, TNG KONONG 1 TOL OnAacuod.

Edv oyedidlete va peivete €ykvog, {ntnote ) GuUPovAN ToL Y10Tpoh GG TPV OPYICETE VA
ypnoponoteite To Ruconest.

O ynon ko yepropdg pnyovnpatmy
Mnyv odnyeite kou unv yepileote unyoaveég eav viobete (GAn N kepoladyio HeTd amd Tn yp1on
Ruconest.

To Ruconest sgpiéyet vatpro (19,5 mg ava @roridro)
[pénel va AouPavetor veoyn ond acbeveic og yaunin dlowta vatpiov.

3. Il®g va ypnoponrounoete To Ruconest

To Ruconest 8o yopnynOet amod €va yratpd mov e1dikeveTOL 0T d1dyvwon kot Oepameio Tov
KANPOVOLIKOD 0yYELOOLOTLLOITOC.

To Ruconest pémet va yopnyeitot and exoyyeipatio vyeiog £mg 0TOL EGEIC 1 0 PPOVIIGTAG GOG EYXETE
AGBel kaTdAANAT eKmTaidgvon Kol purmopeite vo yopnynoete to Ruconest.

[Tévtote va ypnoyomoleite To PAPUOKO 0VTO OKPIPMOG OTMS TEPLYPAPETAL GTO TOPOV GUALO 0ONYIDV
¥PNONGS M COLE®VA UE TIG 00N YIES TOV YIATPOV 1 TOL VOGOKOUOV cag. Edv éxete appiforieg, pothote
TOV Y1ouTpd 1 TOV VOGOKOLO GO,

To Ruconest yopnyeitot evtog eAEPag yio dtdotnpa mepinov 5 Aentodv. H d6on cag Ba tpocsdiopiotel
Bacetl Tov couatikod Papovg cag.

2T1¢ TEPIOGOTEPEC TEPIMTAOGELS, OPKEl o epama door. Mropel va yopnynOei emimhéov 66om edv Ta
oVUTTOUOTE Gog dev PedTimBovv petd amd 120 Aemtd (Yo eviiikeg kat prifovg) | 60 Aemtd (Yo
Tad1d). Aev TPEMEL VAL YOPTYOUVTUL TEPIGCOTEPESG ATO 2 SOGELG, COUPMVO LE TOV VTOAOYICUO TOV
avaypdeetal oto frpa 7, evtdg tov id1ov 24mpov.

Eoeig 1 0 ppovtiomg cog pmopeite va yopnynoete To Ruconest povo apod €xete AaPet Tig KATAAANAES
001MYieC KOl EKTAIOEVOT OO TOV YLOTPO T TOV VOGOKOUO GOG.

Odnyieg xpMong
Mnv avaperyvoete 1 yopnyeite To Ruconest pe dAla edpuaxa 1 dStodduato. [apakdto meprypdaeestor
0 TpOTOG TPOETOAGIAG Kot yopnynons tov Ruconest.
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IIpotov Eexvnoete

Befaiwbeite 0t 1 TumOTOMUEVN GLOKEVAGTO Eivar TANPTG KoL TEPIEYEL OAOL TOL DAIKE TOV

avaypaeovtal 6TV Tapdypamo 6 Tov TAPAVIOS GUALOL 0O YLDV YPNONGC.

Ext6¢ amd v tumononompévn GueKELAGia, OTAITOVVTOL ETICTC KOl TO TOPOKAT®:

- €v0g OUOOTATIKOC ETIOEGUOC

- €UTAOGTPO Y10 TN GTEPEMOT TNG PEAOVOG

EXéyEte ta proAidia Kot To vTOAoUTa VAIKA.

- Olo O PLOAIOIN TPETEL VOL EIVOL GPPAYICUEVO LE TAUGTIKO KOAD L0 KO TOWO 0T0 AAOV VIO
Kol yopic 0patéG POOPES, OTMG POYUEG GTO YVOOAL.

- eAéyEre v nuepounvia AENS. Mn xpnotponoteite moté KavEVo VAKO TG TUTOTOUEVNG
GLOKELOGCIOG HETA o TNV NuEpoUNVia ANENG Tov avaypdeetal ot peydio eEmtepikd
YAPTIVO KOVTL.

Méoa o€ éva KouTi NG TVTOTOMUEVTG GLOKELAGTOG, TO S1APOpPa VAIKE EVIE ETOL VL
avaypaeoLvy dapopeTIKES nuepounvieg ANéne. H nuepounvio AMéng oto eEmtepkd yaptivo
KOVTL 0pOopd GTNV NUEPOUNVIC, TOV DAIKOD UE TN UiKpoOTEPT d1dpKeLa (onc.

Apnote Ta QroAidio KOVE®S Kol S10AVTN TOL araTovVToL GOUPMVA [E To Ppna 1 va eBdcovv

o€ Bepuokpacio dopatiov.

[Ipogtoipacio Tov StoAdpATOg
Bipa 1: Kabapiopdc kot Aouwég amartmoelg

[M\ovete ta ¥Eplo. GO TPOGEKTIKA.

TomoBetnote TaL ELOAISI0 KOVEMG KOl SIOADT TTOV OTALTOVVTOL EXAVE® GE EMimedT Kot kKadopn
EMUPAVELQL.

- ocouatikd Bapog 42 kg 1| wikpdtepo: 1 eraridio kdévemg kot 1 groAidio dtadkvtn

- ocopatikd Bapog dve tov 42 Kg: 2 praiidio kdvems kot 2 graridia Stodvt

TomoBetnote TOL TPOocAPOYEIS PLOALdIOL EMAVE GTNV EMPAvVELN epyaciag. Mnv apaipeite T
GLGKELOGIO TOV TPOGAPUOYEQ.

- 2 mpoocappoyeic eqv amorteitor 1 gradidto kévews kKot 1 groridio dtoivt

- 4 pocappoyeic edv amaitovvtor 2 roAidia KOVEmG Kol 2 PLoAidta StoAdT

TomoBetnote Tn/TIg SOPLYYOES) EMbved otV empdveln epyaciog. Mnv agaipeite T cuokevacia
™mg ovpryyac.

- 1 ovpryya edv amoarteiton 1 grolidio kévewg kot 1 groridio St

- 2 ovpryyeg edv amontovvTol 2 OaAidle KOVE®S Kot 2 eroAidio S1oAvTn

Bipa 2: AmoAdpovon Tov ToUAToOV E16y®PNoNg eloAdion

A@a1péoTe T0 TAUGTIKO OTOCTMWUEVO TAOUO OO TO, PLOAIIIN KOVEMG KOl SLOHADTT.

Xpnoiponomote £va 0Akoolobyo EnIBENN Y10 VO ATTOAVLAVETE OAOL TO. TOUATO EICYDPNOTS TOV
@LoMdiov Kot TePUEVETE TOLAAYIGTOV 30 BEVTEPOAETTA Y10 VO, GTEYVAOGOVY TO, TAOUOTOL

ELGYOPNOTC.
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. Metd v amoldpaven, unv ayyilete ta TOUATO EI0YDOPNONG LE TA SAKTLUAL GAG N LLE OTIONTOTE
dANo.

Bnjpa 3: TomoBétmon tv Tpocaployémv endve oo eroAidio

. Kpatnote évav 6uoKkeLOGUEVO TPOCAPLOYED LE TO VA XEPL Kot 0papEGTE TO KdAvppa. O
TPOCAPUOYENG TTPETEL VO TOPAUEIVEL HEGH GTNV TAAGTIKT) CUGKEVAGIN TOV.
o TomobethoTE TOV TPOGUPHLOYEN EXAV® GTO PLAAIII0 KOVEWC, SLOTPVTMVTOG TO TAOMUO

E10YDOPNONG MG OTOV UCPUAGEL ETAV® G6TO AAUO TOV PLOALSIOV.

. AQNoTE TN CLOKELAGIN EMAV® GTOV TPOCAPLOYEX, EWG OTOV TPOCAUPUOGETE TN CVPLYYO
GUUPMOVO, e To Pripato 4 Kot S.
o Emavolapete ta mapamdve Pripoto yio vo tomodethoete Evay TpocapUoyEn ETOV® GTO

QLoAido draddTn. OLot 01 TPOGAPLOYELS TOL TAPEXOVTOL LLE TNV TUTOTONUEVT] GLCKELACIN
glvon Tavopoldtumot.

o Edv amatteiton 1 gpron de0tEPOL PLOASI0V KOVEWDS KOt SIHAVTY|, EMOVAAGPETE TA TOPATAV®D
pruata.

Bipa 4: Avappognon dtoddt

. [Tapte o amootelpopeEVN cvPLyya amd 11 GLOKELAGIA TNG.

. AQaIPEDTE T GLOKELAGI OO TOV TPOGUPLOYEN EMAVM GTO PLOAISIO SLoAVTY).

7

N

. Kpamote tov mpocappoyéa pe 1o Eva xépt. Me 10 dALO ¥EPL TPOCAPLOGTE TN CLPLYYO KO
OTEPEDCTE TNV TEPLOTPEPOVTAC TNV TTPOG 0. 0E10 EMG OTOV GTAUNTNCEL
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Avarnodoyvpiote oAOKAN PN TN StdTaén — elaridio dtodvtn pe Tpocapuoyéa Kot cupryya. Evad
T St peite kdbeta, avappoenote apyd 14 ml Stoddn.

Edv oynuotiotodv uoaiides aépa, apupESTE TIG XTUTAOVTOS EAAPPE TN GUPLYYO KOl ACKOVTOG
ehappd mieon ompdyvovtog 1o EuPforo péca otn cvptyya. Xvveyiote va yepilete ) ovpryyo pe
14 ml dtoAvparTog.

l. “'l““l”ll
o w

Y
[9)]

AmacarioTe T cUPLYYO A0 TOV TPOGOPLOYEN TEPIGTPEPOVTAG TPOG TO, PLOTEPA.

A\

A@NoTE T0 VTTOLOTO TOV SLAVTN GTO PLOAISIO KoL ooppiyTe TO ELOAISIO.
Tomobeth|oTE TN GUPLYYW EXAVEO GTNV EMLPAVELL EPYOTING, TPOGEXOVTUS TO AKPO TNG GVPLYYOC
va unv €pbet o€ eman| Pe TV EMPAveLD 1] KATO10 GALO OVTIKEIEVO.

Bipa 5: TIpocO1jkn dtoddpuatog oty KOVt Kot Stdiven

A@apéaTe T GLOKELAGIO OTTO TOV TPOSAPUOYEN ETAVED GTO PLOAIOL0 KOVEWC.

ITapte T cOptyya pe 10 SoddTN TTOL TTpogTOUdGHTE GTO Prina 4.

Kpamote tov mpocappoyéa e T0 GALO XEPL KOl TPOCAPUOCTE TN CUPLYYO. ZTEPEMOTE TN
oLPLYYO TEPIOTPEPOVTAS TNV TTPOG T, &1l EMG OTOV GTAUOTIOEL

Q01 ote 10 d1dAvpa apyd pe pio kivon oTo loAidlo KOVE®G Yo va glayioTtomoindel o
CYNUOTIGLOC apPOoD.



. Aopniote T cOpLyyd EMEVE GTOV TPOGOPUOYEN KOL TEPIGTPEYTE OTAAL TO PLAAISI0 Yia TEPITOV
Uio6 Aentd. My ovaxiveite.
Metd TV TEPIOTPOPN, APNOTE TO PLUAISI0 ETAV® GTNV EXPAVELN Y10 OPKETE AETTA MG OTOL TO
Suvpa yivel Stawyég. Edv vmapyet pn dtodvpévn Kovi, eravordafete m dodtkacio.

o EnavolaBete to frpoata 4 kot S edv Tpénet vo mpoeToAcETE HEVTEPO SLIAL L.

Bipa 6: EAéyEte ta éTotua StaAduata

o EXéyEte edv M kOVIg oTo(0r) Prodidio(a) £xetl dahvBel mANpmg Kot To EpPolo €xet etcoyBel
TeAelmg PG GT GUPLYYO.

o Metd ) dtdAvon ¢ KOVE®S, TO SIOAVUA TPETEL VO, Eival 100 YEC Kot GypuO.

o Mnyv ypnoionoteite To Etoluo dtdAvua 4y givar 0olo, Tepiéyel coOUOTION 1 £XEL SUPOPETIKO

ypopa. Evnuepmote tov emayyeipatio vyelog edv mopatnpnBel kdtt této10. O oynuatiopog
eA10TNG TOCOTNTAG APPOV Elval EMTPENTOC,

Bipa 7: Avappoenor tov £To1pov StoAdpHoTog

. YmoAoyioTe Ta YIMOGTOATPA TOL £TOLOL SIHADUOTOC TOL TPETEL VoL yopnyn el
Yopatiko Papog X1MOoGTOMTPO £TOLUOL SLHAVUATOG TPOG XOPNYNOT
Kéto tov 84 kg Topoatikd Bapog ot Kg 814 Tov tpia
84 kg kot v 28 ml

o Avoppopnate ToV GYKO TOL ETOLYLOV SIHADLOTOC, SITNPMVTOG TOPAAANAN T GUPLYYO OE

kaOetn 0éon. Edv €yete mpoetoyudost:
- éva LoAid10 pe dtdAvpa, avappoPNeTE TOV GYKO OGOV LLE TOV DTTOAOYIGUO
- &bo euokidia ko To couatikd Bapog cog eivatl katm tmv 84 Kg, avappopnote pe mapduolo
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TPOTO:
o) 14 ml and 10 TPp®TO PLaAiSIO
B) amd to devtepo PraAidio T drapopd peta&d tov voioyiouevon dykov kot to 14 ml
omd TO TPMTO PLUAISI0
- 3vo QLokidio kKot T0 couaTikd Bapog cag eivar ico N peyoldtepo and 84 kg, avappoepnote
14 ml o6 kaBe PraAidio og kGOe cVpryyo
Edv oynuotiotodv uoadideg aépa, opupESTE TIG XTUTDVTOS ELAPPE TI GUPLYYO. KAl 0CKOVTOG
ehappd mieon ompdyvovtog 1o EuPforo péca otn cvptyya. Xvveyiote va yepilete ) cOpryyo pe
TOV OTOLTOVUEVO OYKO.

o Mnv vrepBaivete moté Tov 0yko tov 14 ml avd cvpryyo.

o Amnacealiiote /115 GVPLYYO(EG) TEPIGTPEPOVTAS TNV(TIS) TPOG TO. APLGTEPA KOl AmoppiyTe To/T0L
QloAid10(a) UE TOV TPOGAPUOYEQD.

. TomoBethote TN/TIG GVPLYYO(EC) EMAVM GTNV EMPAVELN EPYUCING, TPOGEYOVTOS TO BKPO TG

oupLyyag va uny £pbetl oe emapn Le TV EMQAVELN 1] KATO10 GALO OVTIKEIIEVO.

Bipa 8: EAéyEte Tic éToyueg ovpryyeg

o EXéyEte ek véou €dv 0 YKOG 0TN/0TIG GUPLYYA(EG) OV TPOETOLUAGATE GTO Prjna 7 givat o
omOTOG.
Xopnynon evtog pAEPag

Eivat duaitepa onpoavticd 1 £€yyvon Tov ETOYOL SIEADIOTOS VO, TPOYLOTOTOLEITOL EVTOG PAEPOC Kot
Oy1L o€ apTnpio 1 6Tov TEPPAALOVTIA 1GTO.
Xopnynote to ditdAvpo Ruconest ouécmg HeTd TV TPOETOLAGTN KOl, KATO, TPOTiUNoT o€ kadiom

Béon.

Bipa 9: Amaitodpeva vk
. EXéyEte 6T OMO TOL amonTOoVpEVO VAIKE Etvat ETEVED GTNV EMOAVELL EPYACTOG:
- 11 2 oVpryyeg pe Etoo dtAvpo
- 1 ot éyyvong ue Perova 25G
- 1 oAkoorobyo emibepa
- 1 amootelpopévo, Un veAcuEVo enifepa
- 1 avtokOAAnTO EUTANGTPO
- 1 opootatikdg emidesog
- 1 éumhaotpo yio T oTEPE®ON NG PELOVOC

Bipa 10: [Ipogtolpacio Tov 6€T &yyvong

. Apaipéote 10 POmTO TOUE 07td TO AKPO TOV 6T Eyyvonc. [Ipdkertan yia 1o dikpo mov dev
owbétel felova.

. Kpamote to dkpo avtd e 10 Eva x€pL, TPOCAPUOGTE TO GKPO TNG CVPLYYOS KOl GTEPEDCTE TNV
TEPIOTPEPOVTOG TPOC Ta OEELG PEXPL VO GTAUOTNOEL.

. Kpatnaote ) cdpryya pe 1o dxpo va eivar oTpappévo Tpog tao endve. [Tiéote amaid o Epporo

NG GVPLYYOG Y10 VO, YEUIGETE TPOCEKTIKG TO GET £YYVONG LLE TO ETOUO SLOAV LA
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EXéyEte 011 0ev vIdpyel 0épag GTn GVPLYYM, TO GOANVA EyYVoNG 1| 0T PeAdva.

Bipa 11: Ipoetoacio tng Béong éveong

TomoBetnoTE TOV OUOGTATIKO EMIOEGHO EMAVD amd T B€0M €veong - Kot TpoTipnor to HEGo
Tufua Tov ave PBpoyiova. ZeiEte Tov Yo va cvumieotel 1 AERa. o kadvtepa amoteléopata
o@i&te T Ypobid cag.

Evtormiote pe 10 GAA0 ¥Ept piar KatdAAnAn AEPa.

Amolvpdvete T 0o €veong TPOGEKTIKA UE £va aAkoOA0VYO0 EMIDENL0 Kol 0pTOTE TO OEPUA VO
OTEYVAOOEL

Bipa 12: Xopriynon tov £T01Uov S1oAVU0TOG

Apapéote 10 KdAvppa g PeAovac.
Ewodryete mpooektikd ) feAOva Tov GET £y)vong, o€ 0G0 To duvatdV EMIMEdN YoVia, EVTOG TNG
QAEPac.

Y1epedote N PeEAOVa TOTOOETMOVTAG TO EUTANGTPO, UKOVE TTEPiTOV 7 CM, emdvm omd Ta
TTEPOYIN TNG PEAOVOC.

Tpapri&re Tpocektikd T0 EUPolo TG GVPLYYaG GLYA-olya £0¢ OTOL avappoendel aipo ot
COAV®O, Y10 VO, S1GQaAloTEL OTL 1) fedova Exel etcayOel atn eAEPRa.

XoAopOOTE TOV ALULOCTUTIKG EMIOEGUO.

Edv dev vrdpyet aipa 6t coAvoon, apapéote T PeAova, eravalafete oA Ta fuato, omd
v opyn émg to Pua 11 kot Totobeote Eava T Pelova.

Edv vapyet aipa, yopnynote apyd to didAvpe vioc e eAEPaAC, OTmG GaiveTal 6TN EIKOVA.
Xopnynote yio ST TEPITOL 5 AETTOV.
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Edv éyete mpoetoudoet 2 oOpryyec:
- OVOOITAMDGTE T1 COANVOOT] KOVIQ GTOV GUVOEGO TOV GET EYYVONG YO TV OTOPLYY|
avTioTPOPNG PONg
- EePudmorte Ty Adeln cVPLYYQ A0 TO OET £YYLONG KOl TOTODETNOTE AUESMG T OeVTEPN
ovpyya

- EENMAMDGTE TN COMVOGN KOL YOPNYNOTE 0PYA TO SIIAVUA, TOPOLOLN LUE TNV TPAOT GUPLYYQ

Bipa 13: Metd ) yopnynon

A@a1péote TPOCEKTIKE TO EUTAAGTPO Y10 TN OTEPEWOT TG PEAOVAS Kal apapéate T felova
amo T eAEPRa.

Apéomc petd v agaipeon g Perdvag, MEGTE T0 amooTEPOUEVO entifepa emdve otn 0o
éveong yio Alyo AEmTd Yo EAOYIGTOTOINOT TNG Opoppayiog.

i

211 GUVEKELD, TOTOOETAGTE TO AVTOKOAANTO EUTAACTPO EXAVM 6TN BEom Eveong.

K\eiote 10 KiTpIVO TPOGTUTEVTIKO TN EXAV® 6N PEAdVO.

AToppinTeTe e AGPAAELN TO YPNOUOTOMUEVO GET £yYLONG UE TN PeAdval, kaOe
aPNOLUOTOINTO AL, TN GVUPLYYA Kol TO AOE0 PLOAidI0 o8 KatdAAnlo doyelo 1oTpikdv
amoPANTOV, KOOMG TO VAIKA GVTA EVOEYETUL VO TPOKAAEGOVY TPUVUOTIGUO GE GAAL (TOUN GE
TEPITTOOT OV deV 0mopPIPHovV cmGTd. MNV ETOVOYPNGILOTOLEITE TOV EE0TAMGUO.

Bijpa 14: Katoypogn mg xopriynong
Kotaypayte (m.y. 6T0 NueporAdY1d Gag):

TNV NUEPOUN VIR Kot dpa yoprynong tng Oepameiog
ToV aplBud TapTidag TOL AVaYPAPETOL GTNV ETIKETO TOV PLOALSTIOV KOVE®G.

Edv ypnowyonomosete peyarvtepn 66on Ruconest amd v kovoviki
2NV TEPITTOGN GVTH, EMKOIVOVIGTE LLE TOV YLOTPO GOG 1] TO TANGLEGTEPO VOGOKOLETD.

Edv éxete meplocoTEpPEG EPOTNOELG GYETIKA LLE T YPNOT] CVTOV TOV POPLUEKOV, POTNGTE TOV YOTPO
ooC.
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4. MBavég avemOOuNTES Evépyereg

Onwg 6ha T phppoKa, £T61 Kot avTd T0 PAPLaKO PTOpEl va TPOKOAECEL OVETIBOUNTES EVEPYELES, OV
ka1 0gv Tapovolalovtal 6 GAOVG TOVE AVEPOTOLG,.

Edv to copntopotd cog emdevmbovv i/katl ekdnimaoete eEavOnua, aictnua popunkioong, dvemvola
1N oidnuo 610 TPACWOTO 1 6T YAOCGH, avalnTnote Gpesa 1otpikn forfeio. Avtod pmopel va amoterel
évéeiln 6t eiote ariepyikoi 6to Ruconest.

Koazd ™ Ogpamneia pe to Ruconest evdéyetar va ekdniwbBolv avembBdunteg evépyeteg:
Zoyvég: umopet va ennpedoovy émg 1 ota 10 dropa
o Navtia

Oy ovyvéc: pumopet va enmnpedoovy £m¢ 1 ota 100 dropa:

Kot\okod dhyog, dSidppota

AioOnuo popunkioong, aicOnua voypos 1 LOVSIAGHOTOC GTO GTOM
Keporoiyia, {on

Mewopévn aicnon g aeng 1 aictnon cto déppa 1 To drpa.
Epebiopog tov Aayon

Kvidwon

Oidnua TV OTOV Kot TNE YOP® TEPLOYNG

Alepyikd cok

Mn yvooTéG: 1 cuyvoTnTa dEV ElvVal YVOOTN
. AvTidpacelg vepevarctnciog

Ava@opd avemBopunNTOV EVEPYELOV

Edv mapotnpfoete Kamoto avemBOunTn evépyeLd, EVILEPMDGTE TOV YITPO GG, AVTO 1GYVEL KOL Y10,
Ké0e mBovn avemBOuNTN evépyela mov dev avaPEPETAL 6To TAPOHV POALO 0ONYIBV Yprions. Mmopeite
emiong va avapépete avemBounteg evépyeleg anevdeiag, LES® TOL €BVIKOD GLOTNATOG VOPOPAS TOV
avaypaeetor oto [Hopaptnua V. Mécwo g ovapopic averiBouuntoy EVEPYEIDY UTOPEITE VA
BonBnoete 6T GLALOYN TEPIGGOTEP®V TANPOPOPLDY GYETIKA UE TNV OCPAUAELN TOV TUPOVTOG
poppdxov.

5. Ilog va puidooete To Ruconest
To @aproKo aVTO TPETEL VO PVAACCETAL GE LEPT TTOL OEV TO PAETOVV Kot dgV TO POAVOLV TO, TOLOLA.

Na pn xpnotponoleite avtd 10 PApHOKo UETE TNV nuepounvic ANENG TOL AVAPEPETOL GTO KOLTL Ko
oTNV ETIKETA TOL PloALdiov petd ™ AHZEH. H nuepounvio ANéEng ivon ) tehevtaio nuépa Tov uiva
OV OVOPEPETOL EKEL.

Mn pvrdccete o€ Oeppokpacio peyarvtepn tov 25°C.
Dvidooete T0 PLOAIS10 KOVEMG GTO Y¥EPTIVO KOVTL TOL PLOAISI0L Y10 VAL TPOGTATEVETOL OO TO POG.

ITpotov yopnynOei, To Ruconest, n kovig Tpémetl vo SlaAdETOL 6TO SLOADTN TOL TEPIAAUPAVETAL GTN
ovokevaoia (PA. mapdypago 3).

To mpoidv mpémet va yPNGLOTOIEITOL AUECHOC LETA TV OVAGVGTAGY| TOV.

Na pn xpnoonoleite ovtd T0 PAPUOKO AV LETH TV opoi®cn TO SLAAV UM £XEL ATOYPOLOTIOTEL )
nepiéyel copatiow. O oyNUATICUOC EAIYIOTNG TOCOTNTAS APPOD Eival EMLTPENTOC.

6. Iepredpeva TG GVOKEVAGINS KO AOLTES TANPOPOPIES

T epréyel To Ruconest
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Drorido kOVenG:

. H dpaoctikn ovoia gival 1) conestat alfa. Ze éva praAido kdvewg nepiéyovror 2100 povédeg (U)
conestat alfa. Avti 1 mocdTa avtictoyei o 2100 povadeg avd 14 ml petd mv avacdotoon 1
o€ ovykévipoon 150 povadwv/ml.

o Ta GAAa cLETOTIKA THG KOVEMG Eival cakyapoln, kitpkd vatplo (E331) ko kitpikd 0&D.
DLoAid10 S0 TN:
. To cvotatikd Tov dlaAvT etvar HOWP Yo evéciua.

Epedvion Tov Ruconest kon wepreyépevo g cvokevaociog

To Ruconest diatiBetor e pepovopévo yodAivo eroridio mov mepiéyel AEVKT TPog VITOAEVKT KOVL Y10
gvéopo dtahvpa poll pe éva YOaAvVo QLoAId10 TOV TEPLEYEL SLUVYES, AYPMUO SLOADTT Yo T dtdAven
g KOVeE®G. MeTd T d1dAvon TS KOVEWDC GE VOWP Y10, EVESTUA, TO ddAvpa KabioTatal SovyEg kot
aypopo.

To Ruconest diatibetol 6 TOTOTOINUEVT) GUGKEVAGIN Y10l TN YOPNYNCN LECO, GE YAPTIVO KOLTI TOV
TEPLEYEL:

- 1 proAidio kdvewg 2100 U

- 1 guAidio daivpatog 20 ml

- 2 mpocappoyeig praidiov

- 1 ovpryya

- 1 oet éyyoong pe coivoon 35 cm kot feddva 25G

- 2 olkoololyo embépata

- 1 amootelpopévo, un veacpévo enifepa

- 1 ovtokOAANTO EUTAAGTPO

Karoyog Aderog Kukrogopiag kat Ilapackevaotiig

Kdroyog Adeiag Kvihopopiag:
Pharming Group N.V.
Darwinweg 24

2333 CR Leiden

OMavdiol

[Mopackevaotig:

Pharming Technologies B.V.
Darwinweg 24

2333 CR Leiden

OMavdia,

To map6v @OALO 00N YOV Yp1ions avaBcwpOnke Yo TelevTaio Popd 6TIS

Agmtopepn TANPOPOPLOKE GTOLKELN Y10 TO TPOTOV aLTO ivat S1BEGIN GTOV SIKTVOKO TOTTO TOV
Evpomnaikod Opyovicuod @apudakov: http://www.ema.europa.eu.

O TAnpoopiec Tov axorovBolv amevdivovtal udvo oe emaryyelpotieg vyeioag:

AOXOAOITA KAI TPOITIOX XOPHI'HXHX

Aocoloyia
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Zouotikd foapog éws 84 kg
- Mia gvdopAépia éveon 50 U/Kg copatikod Bapovg.

Zouotikd fdapog 84 Kg 1 mepioodtepo
- Mia evoopréPia éveon 4200 U (300 glaridww).

2NV TAEOVOTNTO TOV TEPITTOCEMY, Y10, Tr) Oepaneio o&elag kpiong ayysloodnpatog apkel pio 660
Ruconest.

Y& TEPIMTOOT AVETUPKOVG KAVIKNG amdKpLong, UTopel va yopnyeitat couminpopotikny d6on (50 U/kg
copatkov Papovg puéxpt tig 4200 povadeg).

Agv wpémel va xop1yohvTol TEPIGGOTEPES AmO dV0 dOGELC EVTOG 24 mpdV.

YmoAoyiopde d6ong

[Ipocdiopicte 10 cOMATIKO BAPOC TOL AGHeVODG.

Zwuotiko fdpoc éwe 84 kg

- T acBeveig pe copatiko Bapog émg 84 kg vroloyiote Tov dyKo mov mpémet va. yopnynoei
GUUPMOVO, [LE TOV TAPOKAT® TVUTO:

Xopnyodpevog gopeniké Bapog (kq) eni 50 goueTiké Bapog
6yKog (ml) = K = k)
150 (U/ml) 3

Zouotikd fapog 84 Kg 1 mepioodtepo
- T acBeveig pe copatiko Bapog 84 Kg 1 meptocdtepo 0 GYKOC TOL TPENEL VO XOpTYELTOL Eival
28 ml, mocotnta 1 omoia avtictoryel g 4200 povddeg (2 eloAidw).

Avacvotiote kdbe pralioio pe 14 ml vdatog yio evéoiua (PA. Topaypa@o GYETIKA UE TNV OVAGVOTACH
TOPAKATO).

To avacvotafév dilvpa o kGO loidio mepiéyxet 2100 povadeg conestat alfa oe cuykévipwon

150 U/ml.

O anortodpevog 67Kog Tov avacLoTadEvTog Stk paTog Tpémet va. yopnyeital pe Ppadeio evoopAiEPia
£veon dibpkelog TePImov S5 AenT@MV.

IAIAITEPEX IIPO®YAAEEIX AITOPPIYHX KAI AAAOX XEIPIXMOX

IIpogtowwacio Kot YEPIGUOC

Kdabe praridio Ruconest mpoopiletorl amoxielotikd yio pia ypnon.

To Ruconest tpoopiletal yio eVOOPAEPLA YOPTYNOT LETA TNV OVOCVOTACT UE DOWP Y1, vEaiua. [a
TNV 0vVecVGTAGT), TOV GUVOVAGHIO Kol TNV aVAUELEN TOV SI0ALUATOV TPETEL VAL YPNCULOTOLEITOL
GonmTn TEYVIKT).

Avacvotoon
1. KdaBe groidio Ruconest (2100 U) Oa wpénet va avacvotabdei pe 14 ml dtodduarog.

2. ATOAVUAVETE TO ELOCTIKE TOUATO ELGYDOPNONG TOV PLOASI®V KOVEDS Kot S1HADTN Kot
tonofethote Evav TPocaproyEn PLoddiov g Kabe PLolidio kKOVE®S Kt SLOADTH £®C OTOV
acPOAIcEL ETAV® 6TO AUO TOL PLOALSioV.

3. [IpocapurdcTte T GOPLYYO GTOV TPOGAPUOYEN ETAVD GTO PLOAISL0 SOADTN KoL TEPIOTPEYTE
1pog ta 8e€1d £wg 6tov acpariosl. Avappoprote 14 ml dedduartoc. Amaceariote T coptyyo
Ao TOV TPOGOAPUOYEN TEPIGTPEPOVTAG TPOGS Ta aploTePA. Emavaidfete to frpa avtd edv
amoTovvToL 600 ELOAIS10 KOVEWDC Y10, AVOCVGTACT).

4, [Ipocoapudote ) cOpLyyo pe TO SHADTI GTOV TPOGOUPLOYEN ETAVED GTO PLOAISI0 KOVEMG Kt
TEPIOTPEYTE TTPOG T0. 0&Ld £m¢ 6TOV ac@aricet. To VWP Yo evéoiua TPETEL va TpocTifeTarn e
apy6 puBud dote va amoeehyeTol 1 Pl TpOGKPOLGT) TOL SHAVUATOS GTIV KOVL KOl VoL
EMUYLOTOMOLEITAL O GYNUUTIGLAC QPPOV. APNOTE TN CLPLYYO ETAVE® GTOV TPOGUPHOYEQ.
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EnavolaPete To Pripa autod dv amarteiton 1 avacOoTooT SeVTEPOL PLOALSIOV KOVEMG.

To avacvotafév didvpa tepiéyet 150 U/ml kan £xet poavion dtowyode, ayp®pov Staldpotog.
To avacvotabév didAvpa og kKaOe ELoAiId10 TPEMeL va emBempeiton omTiKd Yo TVYXOV EEva
COUOTION KO OTOYPOUATIGHO. AgV TPETEL VOL YPNCUOTOLEITOL SIGAV O GTO 0010
TOPOTNPOVVTOL EEVA cmUATION 1) AmoXPOUATIGHOS. O GYNUATIGUOSC EAIYLOTNG TOGOTNTOG
a@pov eivan emrpentdc.

Xopnynon

1

AvappoenoTE TOV OTOTOVUEVO OYKO £TOOL dtahdpoTos. My vrepPaivete moté to 14 ml ava
ovpyyo. ATac@alMoTte Tn/Tig cOPLYYU(EG) TEPIOTPEPOVTUS TPOG TO APIGTEPA KOl OTOPPIYTE
T0/T0L PLOAISI0(0L) LE TOV TPOGAPUOYEQDL.

IIpocappdote to GeT £yLONG 0N GUPLYYO KOl TEPICTPEYTE TTPOG TA. OEELD MG OTOV AGPUAICEL.
Kpatfote tn cuptyya e TO GKPO VO, VOl GTPAUUEVO TTPOG TO EXAVM KOl TEGTE UTAAL TO
£UPoro Yo va YEUIGETE TO GET £YYVOTG E TO OLGALLA.

Amoivpdvete T B€om éveong pe éva aAkoolovyo emiBepa. AQapéote To KGALVUpO TG PEAOVAG
amo T PeEAOVA TOL GET EyYLONG Kol EIGAYETE TPOGEKTIKA TN PeAOva 6T EAEPa.

BePawmbeite 6T1 0 arpootatikdg enidecsog ival yolopoc. Xopnynote apyd 1o didAvpo o1
OAEPaL — xopMyNOTE Yo SIACTN O TEPITOV 5 AENTAOV.

e TePINTOOT TPOETOWOGING 2 GUPLYYDV: AVASUTAMGTE TI COMVMOGT DGTE VO ATOTPATEL TUYOV
avtioTpoon pon, EePddote TNV Adela cUPLYYO amd TO GET Eyyvong (TPog T, aploTEPH) Kot
AVTIKOTAOTHOTE TV OUESMG IE TN OEDTEPT) GVPLYYa. XOPNYNOTE 0PYa TO S1dALUO TNG dEVTEPTG
ovpLyyoC.

Amnéppuyn

[opakareicOe va amoppintete e AGOAAELN TO YPNCUOTOMUEVO GET £YYLONG Le TN Perova, kabe
AYPNOLULOTOINTO OLAAVLLO, TI GVUPLYYX Kol TO GO0 PLOAISL0 € KATAAANAO 60)ELD 10TPIKGDY
amoPANTOV, KOOMG Ta VAIKA 0T VOEXETAL VO TPOKAAEGOVV TPUVUUTICUO GE GAAL, ATOUO GE
TEPIMTOOTN TTOL deV amoppLPHovY GMGTA. MMV ETOVUYPNCILOTOLEITE TOV EE0TMGO.
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