MNPUJIOKEHHUE I

KPATKA XAPAKTEPUCTUKA HA ITIPOJAYKTA



1. HUME HA JIEKAPCTBEHUSA ITPOAYKT

Ultomiris 300 mg/3 ml koHmeHTpar 3a HH(py3UOHEH Pa3TBOP
Ultomiris 1 100 mg/11 ml xoHIIEHTpaT 32 UH(PY3UOHEH Pa3TBOP
Ultomiris 300 mg/30 ml koHieHTpaT 3a HHPY3MOHEH Pa3TBOP

2. KAYECTBEH U KOJIMYECTBEH CbCTAB

Ultomiris e IpoayKT, ChabpiKall paByin3ymad (ravulizumab), nonyden upe3 pexkomOunantaa JJHK
TEXHOJIOTHA B KJIEThYHA KyJITypa Ha SHYHUK OT KuTakicku xamcrep (CHO).

Ultomiris 300 mg/3 ml koHIieHTpaT 3a HHPY3UOHEH PA3TBOD

Bceku dmakon ot 3 ml ceappxa 300 mg paBymm3ymad (100 mg/ml).
Cren pa3pexxaaHe KpaifHaTa KOHIICHTpaIus Ha HHPY3HOHHHS pa3TBop ¢ 50 mg/ml.

Homowno(u) sewyecmeo(a) c uzeecmmo Oeticmeaue:
Hartpuii (4,6 mg Ha ¢uakoH ot 3 ml)

Ultomiris 1 100 mg/11 ml xoHIieHTpaT 3a HHPY3UOHEH PA3TBOD

Bceku daakon ot 11 ml ceappixa 1 100 mg paBynuzyma6b (100 mg/ml).
Cren pa3pexaaHe KpaifHaTa KOHIICHTpaIus Ha HHPY3HOHHHS pa3TBop ¢ 50 mg/ml.

Tomowno(u) sewecmeo(a) ¢ uzeecmmo oeticmeaue:
Harpuii (16,8 mg Ha dhiakon ot 11 ml)

Ultomiris 300 mg/30 ml koHIIeHTpaT 32 HHOY3HOHEH PA3TBOD

Bceku daakon ot 30 ml crappixa 300 mg paByausymat (10 mg/ml).
Crien paspexaHe KpaiiHaTa KOHIIEHTpaus Ha HH(Y3HOHHUS pa3TBOp € 5 mg/ml.

Tomowno(u) sewecmeo(a) ¢ uzeecmmo oeticmeaue:
Harpuii (115 mg #a dnakon ot 30 ml)

3a IBIHMS CHUCHK Ha IIOMOIIHUTE BEIIECTBA BIKTE TOYKA 6.1.

3. JIEKAPCTBEHA ®OPMA
KonreHTpar 3a nH(Y3UOHEH Pa3TBOP (CTEPUIICH KOHIICHTPAT)

Ultomiris 300 mg/3 mlu 1 100 mg/11 ml xoHueHTpaTH 3a HHPY3UOHEH Pa3TBOD

[Monympo3spadeH, OUCTBP A0 KXBITCHUKAB Ha UBAT pa3TBop ¢ pH 7.4.

Ultomiris 300 mg/30 ml koHeHTpaT 32 HHPY3HOHEH PA3TBOD

Buctbp no nonynpospaueH, Oene3HuKas Ha UBST paztBop ¢ pH 7,0.



4. KJIMHUYHU JAHHU
4.1 TepaneBTHYHU MOKA3AHUS

ITapoxcusmainna Homga xemoraoounypust (ITHX)

Ultomiris e moka3aH Ipu JI€YEHUETO Ha BE3PACTHH U TIeIUATPUIHH MAIIUEeHTH ¢ TenecHo terio 10 kg

nnu noseue ¢ [THX:

- TIPH MAIUEHTH C XEMOJIN3a C eIH WJIH [TOBeYe KIMHUYHU CUMITTOMH, TIOKa3Ballld BUCOKA
aKTHBHOCT Ha 3a00JIIBaHETO

- MIPH MAIUCHTH, KOUTO ¢a KIMHHUYHO CTAaOWIIHHM, CJI]] KaTO ca JIEKyBaHH C eKyJIu3ymMal Haii-
MAJIKO TIpe3 MOCIIEAHUTE 6 Meceria.

ATHnHYeH XeMOJIUTHYEeH ypeMudeH cuaapom (aXYC)

Ultomiris e moka3aH 3a JiedeHUe Ha Bb3PACTHHU U NMEANATPUIHHU MAUeHTH ¢ TenecHo Terno 10 kg mm
nosede ¢ aX Y C, KOUTO HE ca JIeKyBaHU ¢ MHXUOUTOP HAa KOMILIEMEHTA WX Ca ITOTyIaBaii
exynn3yMab 3a Hali-Manko 3 Mecella M UMa JJaHHU 3a TIOBJIUSBAHE OT eKyJIn3yMao.

T['enepanusupana Muacrtenus rpasuc (rMI)

Ultomiris e moka3aH KaTo JOMBIHCHUE KbM CTaHIapTHATA TEparus 3a JICYCHUE Ha Bb3PACTHH
narueHTy ¢ TMI', KOUTO ca MOJOKUTEHH 32 aHTHUTENA Cpelry perentopute 3a aneTmwixoanH (AChR).

3aboJisiBaHe OT creKkThpa Ha ontuyHus HeBpomueaut (3COHM)

Ultomiris e mokasaH 3a JeueHre Ha Bb3pacTHHU maiueHTd cb¢c 3COHM, KouTo ca MOoNoKUTETHH 32
anTuTena cpemry akpanopud 4 (AQP4) (Bx. Touka 5.1).

4.2 Jlo3UpoOBKa M HAYUH HA NPUJIOKEHHE

PaBynmm3ymab TpsiOBa na ce mpuiara OT MEAWIIMHCKH CIIEIHANNCT | IO/ KOHTPOJIA Ha JIeKap ¢ OIUT B
JICUEHUETO Ha MAIlUeHTH C XeMaTOJIOTHYHHU, ObOpPEeUHH, HEBPOMYCKYJIHU MM HEBPOBB3MAIUTEIIHN
HapYyIICHUS.

2031/190131«;1

Bw3pacmnuu nayuenmu c ITHX, aXVC, eMI" unu 3COHM

IIpenoprunTenHaTa cxemMa Ha MPIIOKEHUE C€ ChCTOM OT HAaTOBapBaIla J103a, IOC/IeIBaHa OT
MOJIbprKalla /103a, MpUaraHy upe3 HHTpaBeHO3Ha nH(y3us. [lo3uTe 3a npuiaraie ce OCHOBaBaT Ha
TEJICCHOTO TETJIO Ha MAaI[MeHTa, KaKTo ¢ roka3aHo B Tabnwuma 1. [Ipu Be3pacTHr naruenTu (> 18-
TOJIMIITHA BB3PACT) MOAIBPIKANTUTE JTO3H TPSOBA J1a ce TIpIiIaraT B MHTEPBAJ BEIHHK Ha BCEKHU

8 cemMuITy, KaTo ce 3armoyHe 2 CeMUITH ClIe] TpujiaraHe Ha HaToBapBalara 03a.

JlomyckaT ce MHITUICHTHU OTKIOHEHHUS OT CXeMaTa Ha MPUJI0KEHUE OT £ 7 JIHU OT JIeHS Ha
TIaHupanara nHGY3us (C M3KIIIOYCHNE Ha IIhbpBaTa MOAABPIKAIA 1032 paByiu3ymMad), HO
nocJeBaiara Jo3a TpsioBa Ja ce MPUIIoKH CIOpE MbPBOHAYATHYS rpaduUK.

Tadoauma 1: Cxema Ha NMpUJIOKeHHE HA PaBYJIU3yMal, Bb3 0CHOBA HA TEIJIOTO, MPH Bb3PACTHH
MANMEHTH ¢ TeJECHO TErJIo Mo-roJissMo oT Wi paBHo Ha 40 kg

Jluana3oH Ha TeJecHOTO HartopapBama no3a | Iopabp:kama no3za (mg)* HuTepBan Ha
TerJo (kg) (mg) TMPUJIOKEHH e
>40 1o <60 2400 3000 IIpe3 8 ceqmurm
> 60 10 <100 2700 3300 [Ipe3 8 ceqmunu
>100 3000 3600 IIpe3 8 ceqmurm

*[IppBaTa mojbpiKala J103a ce mpuiara 2 CeAMHIM Clie]] HaToBapBalara 103a.



Vka3aHus 3a 3aI10YBaHE Ha JICUCHHC IIpU MauCHTHU, KOUTO HC Ca JICKYBAHU C I/IHXI/I6I/ITOp Ha
KOMIUJICMCHTA WJIU [TPEMUHABAT OT JICYHCHUC C CKYJ'II/IBYMa6, ca 1aacHu B Ta6mz1ua 2.

Tabauna 2:  Yka3aHus 3a 3al0YBaHe HA JieYeHUE ¢ PaByJaIu3ymMad
Homynanus HartoBapsama no3a papyausymad | Bpeme Ha mbpBaTa OCHOBaHA Ha
Ha 0a3aTa Ha TerJoTo TerJoTo NOAIBPIKALIA /1032
paByau3ymad
[onactosimem Oe3 edenne ¢ | B Hawanoto Ha edeHneTo 2 ceMULM clIe/l HaTOBapBalla J03a
paByIH3yMad win paByim3yMab
eKyn3ymMad
[TonacrosiieM Ha JieueHHE C ITpu cnenpamara ruraHUpaHa 103a 2 ceaMUIM cJie] HaTOBapBala 7032
eKynu3ymad eKynn3ymad paByH3yMad

Teouampuunu nayuenmu c IIHX unu aXyC

Heduampulmu nayuenmuy ¢ menecHo meauo > 40 kg

Te3u manyeHTH TpsiOBa Ja ce JIeKyBaT B ChOTBETCTBHE C MPEMOPHKUTE 32 JO3UpaHe MPHU Bb3PACTHUTE
(Bx. Tabnwma 1).

[eouampuunu nayuenmu ¢ menecno mezano > 10 kg 0o < 40 kg

2103I/ITe, OCHOBAaHH Ha TETJIOTO, 1 UHTCPBAJIUTC HA NPUITOKCHUEC NIPU NEAUATPUIHUTC MMallUCHTU

> 10 kg no <40 kg ca nanenu B Tabnuma 3.

3a manueHTH, MPeMUHABAIIH OT eKyIM3yMal Ha paByJIn3ymad, HaTOBapBalliaTa J03a PaByIu3yMad
TpsIOBA Ja ce TIPIIIOKH 2 CEAMUIIM CIIe ] MTOCIeIHaTa HH(Y3Hs eKyJIn3yMad u clie]] TOBa
NOJIBPXKALIATE TO3H J]a Ce MpHiIaraT Mo cxemara Ha MpriIoKeHHe, OCHOBaHa Ha TErJIOTo, 1aeHa B
Tabnuma 3, kato ce 3amoyuHe 2 CeIMUIY CIe/ MPIIAraHeTo Ha HaTOBapBaliaTa J03a.

Tabdauma 3: Cxema Ha NpUJIOKeHHE HA PaBYJu3yMad, 0CHOBAHA HA TErJIOTO, NP
neauaTpuyHu nanuedTH ¢ IMMHX nim aX¥YC, nox 40 kg

JInana3zoH Ha TeJIECHOTO HaroBapBaia no3a Hoaabp:kama no3a (mg)* HNurtepBan Ha
Terjo (kg) (mg) NMPUJIOKEHHE

>10 1o <20 600 600 [Ipes 4 ceqmunu

>20 10 <30 900 2100 [Ipe3 8 ceqmuim

>30 no <40 1200 2700 [Ipes 8 ceqmunu

*HLpBaTa noagabpikalla n103a Ce rnpujiara 2 CCAMUIIM CJICA HAaTOBapBaliaTa 103a.

PaBynuzymab He e nmpoydeH npu neauarpuaau manuentn ¢ [IHX, ¢ Termo mox 30 kg.
IIpenoppunTenHara 103a 3a TE3U NALMEHTH CE OCHOBABA Ha J103aTa, U3II0JI3BAHA IIPU NeAUaTPUYHU
nanueHTH ¢ aXYC, Bb3 0CHOBA Ha HAMYHUTE (apMakoknHeTHYHH/PpapmakoanHamudan (DOK/D/])
nmanau pu nauerTy ¢ aXY C u PNH, nexyBanu ¢ paBynn3ymao.

MMHX e xpoHHYHO 3a00JI1BaHE U CE MPENOPHUBA JICUYCHUETO C PABYIU3yMald Jia MPOABIDKY MPe3 LeNust
’KUBOT Ha MAIMEeHTa, OCBEH aKO HE € KIIMHUYHO MOKa3aHo CIIUPaHeTO Ha PaByIu3yMad (BxK. Touka 4.4).

[pu aX¥YC nedyenuero ¢ paBynIu3yMad 3a OBlasBaHe Ha MPOSBUTE HA TPOMOOTHYHA
mukpoanruonarus (TMA) Tps6Ba ga 0bA¢ ¢ MUHIMAITHA TIPOABIDKUTEITHOCT OT 6 Mecera, CiIea KOeTo
MIPOABIDKATETHOCTTA Ha JISYSHUETO TPSOBA J1a c€ OOMHUCIH MIPH BCEKH MAIUEHT WHINBHLYITHO.
[laruenTHTE C MO-BUCOK PHUCK OT peruauB Ha TMA, onpesienieH OT JIeKyBaIliusd MEAUIIUHCKA
CHeHUaNUCT (WK CIope] KIMHUYHHUTE TIOKA3aHM), MOXKE J1a ce HYKIasAT OT HPOIBIDKATEHA Teparust
(Bk. Touka 4.4).

[Ipu BB3pacTam namuentu ¢ tMI” wim 3COHM nedenueTo ¢ paByiu3ymad e mpoydeHo caMmo B
YCJIOBHSITA Ha JBJITOCPOYHO NPUIIOKEeHUE (BXK. ToUKa 4.4).



PaBynmmu3ymab He e npoyuer npu naruentu ¢ tMI' ¢ MGFA knac V.

Jonwvanumenno npunoxcenue cieod jewenue ¢ naasmern oomen (PE), niazmagepesa (PP) unu
UHMPAgeHo3eH UMyHO2oOYIuH (i.v. Ig)

JloxasaHo e, ge razMeHusaT ooMeH (plasma exchange, PE), mma3zmadepesara (plasmapheresis, PP) u
WHTPaBEHO3HUAT UMyHOTI00YMH (i.v. Ig) moHmkaBar cepymMHuTe HIBa Ha paByiu3ymal. [Ipu PE, PP
i i.v. Ig e HeoOxommuma mombIHATENHA 032 paByau3ymad (Tabmuma 4).

Tabauua 4:  JlombaHuTe Ha 103a paByanszymaé ciaex PP, PE wam i.v. Ig

Jnana3zon Ha JonmbanuTesiHa 103a (mg) Jonmbanuresana go3a (mg)
IMocnenna noza
TeJIECHOTO Terjao caen Besika PE wim PP cJie]l 3aBbPIIBAHE HA
paByu3ymad (mg) ]
(kg) HMHTEepBeHUHs LHKBJI ¢ i.v. Ig
>40 no <60 2400 1200
600
3000 1500
> 60 1o < 100 2700 1500
600
3300 1 800
>100 3000 1 500
600
3 600 1 800
B pamkure Ha 4 gaca cien B pamkute Ha 4 gaca cien
BpemMe 3a 1onbJHUTETHATA 1032 .
Besika PE unm PP 3aBBPLIBAHE HA LIUKBJI C 1.V.
paByu3yma0
WHTEPBEHIIN Ig

Cekpamenns: i.v. Ig = naTpaBeHO3eH UMyHOrIoOyiH, kg = kmorpam, PE = mna3zmen odmen, PP =
mwrazmadepesa.

Crennaiasy IonyJIainu

Cmapuecka 6v3pacm

He e neobxonuma kopeknus Ha go3ata npu narueat ¢ [IHX, aXyYC, tMI" unmu 3COHM Ha BB3pacT
65 u nmoBeue rogauHu. Hsima aHHM, KOUTO J1a TOKa3BaT, Ye ca HY)KHU HIKAKBU CICIHATHH MPEIIa3Hu
MEpKH 3a JIeUeHUE Ha TepUaTPUIHATA ITOMYJAIHs, BRIIPEKH Y€ OMUTHT C PaByIU3yMad Mpy NarueHTH
B crapuecka Bp3pact ¢ [THX, aX¥YC umn 3COHM 0T KIMHUYHU TIPOYYBAHUS € OTpaHUICH.

bvopeuno ygpescoane
He ce n3nckBa KopeKIys Ha A03aTa MPHU NaIUeHTH ¢ 0BOpedHO yBpekaane (BK. Touka 5.2).

Yeprodpobro yepesicoane

besonacHocTTa M epUKACHOCTTA Ha PaBy/IM3yMal He ca MPOyYBaHH MPHU MAIMEHTH C YEPHOIPOOHO
yBpeKIaHe; GapMaKOKMHETHYHHTE TaHHU 00ade Mpejrnosarar, 4 He ¢ Heo0X01MMa KOPEKIUs Ha
J103aTa MpH MAUEeHTH C YePHOIPOOHO YBpPEKIaHE.

IlenquarpuynHa momyaamus

BezonacHocrTa n epukacHocTTa Ha paBynu3yMad npu aeua ¢ [THX wnmn aXVYC ¢ TenecHo Terio nox
10 kg He ca ycraHOBeHH. HanmuuHuTe IOHACTOSIIIIEM JaHHU Ca OMKCaHU B ToYKa 4.8, HO MPENnopbKH 32
JI03MPOBKAaTa HE MOTaT fa ObJIaT JaJCHH.

bezonacHocTTa 1 ehmkacHocTTa Ha paBynu3ymad npu aena ¢ tMI wnmu 3COHM He ca ycraHOBEHH.
Jluncsat gaHHU.

HauwnH Ha ipuioxeHune

Camo 32 HHTpaBeHO3HA HHY3HSL.



To3u nexkapcTBeH NPOAYKT TPAOBa Ja ce npuiara npe3 ¢uarsp 0,2 pm u He TpAOBa Ja ce mpuiara
Yype3 HHTPABEHO3HA CTPYHHA WK O0TyC MHKEKIIHS.

Ultomiris 300 mg/30 ml xoHneHTpat 3a nHGY3HOHEH pa3TBOP He TpsiOBa na ce cmecBa ¢ Ultomiris
300 mg/3 ml wmu 1 100 mg/11 ml xoHUEHTpATH 3a HHPY3UOHEH Pa3TBOP.

Ultomiris 300 mg/3 ml u 1 100 mg/11 ml konyenmpamu 3a un@)y3uonen pazmeop

Ultomiris KOHITEHTpAT 3a HHPY3UOHEH Pa3TBOP ce MocTaBs BB (akoHu oT 3 ml u 11 ml (100 mg/ml)
U TpsAOBa J1a ce pa3pexaa 10 Kpaitna kouientpamus 50 mg/ml. Cnen paspexaane Ultomiris TpsOBa na
Ce MPWIOKHU MOCPEACTBOM MHTPABEHO3HA HH(DY3Us, KaTO CE M3MOI3Ba TIOMIIA ChC CIPUHIIOBKA WU
nH(Yy3HOHHA TIoMITa 32 MEHUMaJTeH repuon ot 0,17 mo 1,3 gaca (10 mo 75 MUHYTH) B 3aBUCUMOCT OT

TesecHoTo Teryo (Bx. Tadmuma 5 u Tabmumna 6 mo-moiy).

Tabdauna 5:

KOHIEHTPATH 32 HHQY3HOHEH Pa3TBOP

Cxopoct Ha npuiarane Ha go3ata 3a Ultomiris 300 mg/3 ml u 1 100 mg/11 ml

Jlnana3on Ha HaroBapsama MunumaJjina Hopabpikama MunumaJjna
TeJ1eCHOTO no3a (mg) NMPOABJLKUTETHOCT no3a (mg) NMPOABJLKUTETHOCT
terJo (kg)* Ha HHPY3HUATA HA HHY3HUATA

MHUHYTH (4aca) MHHYTH (4aca)

>10 mo <20° 600 45 (0,8) 600 45 (0,8)

>20 no < 30° 900 35(0,6) 2100 75 (1,3)

>30 o < 40° 1200 31(0,5) 2700 65 (L,1)

>40 no < 60 2400 45 (0,8) 3000 55(0,9)

>60 1o <100 2700 35(0,6) 3300 40 (0,7)

> 100 3000 25(0,4) 3600 30(0,5)

? TestlecHO TErJIO O BpEME Ha JICYEHUETO.
% Camo 3a nokazanusaTa [THX u aXVC.

Tadmuua 6:  CkopocT Ha MpUJIaraHe Ha 103aTa 32 JombJHUTeTHUTE 1031 Ultomiris

300 mg/3 ml u 1 100 mg/11 ml koHueHTpaTH 3a HH(Y3UOHEH PA3TBOP

I[I/[a[[agoﬂ Ha TeJIECHOTO 5 MuHuMaJIHa NPOABLJIKUTETHOCT HA
Terso (kg)* Jombanuresnna g03a° (mg) uH(y3usnTa
MHHYTH (4acoBe)

=40 510 < 60 600 15 (0,25)
1200 25 (0,42)

1 500 30 (0,5)

> 60 10 < 100 600 12 (0,20
1500 22 (0,36)

1 800 25 (0,42)

=100 600 10 (0,17)
1500 15 (0,25)

1 800 17 (0,28)

? TestlecHO TErJIO O BpEME Ha JIEYEHUETO.
% Buxre Tabmuna 4 3a u360p Ha AOIBIHUTENHATA 1032 PaByIU3yMad.

Ultomiris 300 mg/30 ml xonyenmpam 3a ungysuoner pazmeop

Ultomiris KoHIIEHTpaT 32 HHPY3UOHEH pa3TBOp ce JocTasst BbB ¢uakonu oT 30 ml (10 mg/ml) u
TpsOBa Ja ce pa3pexza 10 KpaitHa koHueHTpauust 5 mg/ml. Cnen paspexnane Ultomiris TpsOBa na ce
IIPUIIOKHU TIOCPEACTBOM HHTPABEHO3HA HH(Y3HUs, KaTO C€ U3II0JI3Ba IIOMIIA ChC CIIPHHIIOBKA WX
MH(Y3HOHHA ITOMIIa 32 MUHUMaJeH iepuo ot 0,4 1o 3,3 gaca (22 1o 194 MUHYTH) B 3aBUCHMOCT OT
TenecHoTo Terio (Bk. Tabmuna 7 u Tabnuna 8 mo-g10:y).



Ta6amma 7: Ckopoct Ha npujarade Ha jgosata 3a Ultomiris 300 mg/30 ml koHumeHTpaTt 3a

HH(Y3HOHEH Pa3TBOp

JAnana3on Ha HaroBapBama MunumaaHa Hoaabp:kama MunumaiaHa
TeJIECHOTO TerJyio no3a (mg) NPOABIKUTETHOCT Ha no3a (mg) NPOAbIKUTETHOCT
(kg)* undy3uaTa Ha MH(pY3uATA
MHHYTH (4acoBe) MHHYTH (4acoBe)
> 10 mo <20° 600 113 (1,9) 600 113 (1,9)
>20 no < 30° 900 86 (1,5) 2100 194 (3,3)
>30 go < 40° 1200 77 (1,3) 2 700 167 (2,8)
>40 o <60 2 400 114 (1,9) 3000 140 (2,3)
> 60 1o <100 2700 102 (1,7) 3300 120 (2,0)
> 100 3000 108 (1,8) 3600 132 (2,2)

? TenecHO Teryo no BpeMe Ha JICYEHUETO.
6 Camo 3a noxazanuara ITHX u aXVC.

Ta6auuna 8: CkopocT Ha NpUJIaraHe Ha A03aTa 32 JONbJIHUTeNHUTe 103U Ultomiris
300 mg/30 ml koHueHTpaT 3a HHPY3MOHEH PA3TBOP

J{nana3oH Ha TeJ1eCHOTO
terao (kg)?

JonbanuTeana 103a’ (mg)

Munumanna MNPOABLJIKUTEJTHOCT HA

uHpy3uaTa

MHHYTH (4acoBe)

> 40 110 < 60 600 30 (0,5)
1200 60 (1,0)

1 500 72 (1,2)

> 60 10 < 100 600 23 (0,4)
1 500 60 (1,0)

1 800 65 (L,1)

> 100 600 22 (0,4)

1 500 60 (1,0)

1 800 65 (1,1)

2 TenecHO TEerJio M0 BpeMe Ha JISYeHHETO.

5 Bixre Tabnuua 4 3a u360p Ha JOMBIHUTEIHATA 032 PaByIH3yMa0.

3a YKa3aHusA OTHOCHO PA3pCKAAHCTO Ha JICKAPCTBCHUA MMPOAYKT NPCAN MPUITOKCHNUEC BUIKXTC TOUKA 6.6.

4.3 IIpoTuBomoka3zaHus

- CBp’BX‘IYBCTBI/ITeJ'IHOCT KBbM aKTHUBHOTO BCIICCTBO HUJIM KbM HAKOC OT IIOMOIITHHUTC BCIICCTBA,

n30poeHu B Touka 6.1.

- [NanmenTtn ¢ Hen3nexkyBaHa HHMEKINS, IPUINHEHA OT Neisseria meningitidis, Ipy 3ao4BaHe Ha

JIeYCHUETO (BXK. TOUKA 4.4).

- [TaumeHTH, KOUTO KBM MOMEHTA HE Ca BAKCUHUpaAHHU cpely Neisseria meningitidis, OCBEH ako
HE MoJIy4yaBaT NpO(QUIAKTUYHO JIEUYCHHE C MOAXOAAIIN aHTHONOTUI 10 2 CeIMULIHN ClIe]

BaKCHHaIUATa (BX. TOUka 4.4).

4.4 CuoeuuaJjHu npeaynpexkIeHus: M NpeAna3Hu MepKHU NpHu ynorpeda

IIpocneaumoct

3a Ja ce HO,Z[06pI/I IpocICANMOCTTA Ha OMOJIOTUYHUTE JICKaPCTBCHU NPOAYKTHU, UMETO U NAPTUAHUAT
HOMCP Ha NPUIIOKCHUA MIPOAYKT TpH6Ba SICHO Ja CC 3aI1IicCBar.




CGDI/IOSHa MCHHWHITOKOKOBA I/IH(beKHI/IH

[Topanu MexaHu3Ma Ha JIelicTBHE yroTpebaTa Ha paByIHM3yMal MOBHUIIaBa BB3IPHEMUHUBOCTTA Ha
marueHTa KbM MEHUHTOKOKOBa nH(eKIus/cericuc (Neisseria meningitidis). Moxe Ja HACTBITH
MEHUHTOKOKOBO 3a00JIsIBaHe, THDKAIIIO CE Ha BCsSIKA e€Ha ceporpyma (Bx. Touka 4.8). 3a ga ce HaMaau
PUCKBT OT WH(EKINS, BCHIKH MAIEHTH TPSOBa J1a Ce BAKCHHUPAT CPEIly MEHUHTOKOKOBH WH(EKIINU
Hal-MaJIKo JIBE CEIMUIIM MPE/IX 3all0YBaHe Ha PaByIN3yMal, OCBEH aKO PHCKBT OT 3a0aBsiHE Ha
TepamnusATa ¢ paByJu3ymMal He HAJBHUINABA PUCKA OT Pa3BUTHE HA MCHHHIOKOKOBA MH(EKITHS.
[NanmenTHTE, KOUTO 3aMI0YBAT JICUCHHE C PaBYJIM3yMal MO-paHo OT 2 CEJAMUIIM CIIe] ToyYaBaHe Ha
MEHMHT'OKOKOBa BaKCHHA, TPSOBA J]a TMOIyYaT JISYeHHE C TOAXOAAIIN MPO(PHUIAKTHIHN aHTHOMOTHITH
JI0 2 CeAMMIIH clie]] BakcHHanuATa. Bakcuaute cpemnty ceporpymu A, C, Y, W135 u B, xoraro ca
HAJIMYHH, CE MPENIOPHYBAT IPH MPEBEHITNS Ha 00MYalHUTE MaTOTEHHH MEHUHTOKOKOBH CEPOTPYIIH.
[NanuenTure TpsOBa na ObAAT BAKCHHUPAHHU WM PEBAKCHHUPAHU CHITIACHO aKTYaIHUTE HAIIMOHAIHU
yKa3aHus 3a yIoTpeda Ha BAKCUHUTE. AKO MAIUCHTHT IIPEMUHABA OT JICUCHUE C eKyIH3yMao,
JICKapUTe Tp51613a Ja MPOBEPAT AaJId BaKCUHALIUATA CPEIY MCHUHTOKOKH € aKTyajsiHa ChbIJIaCHO
HAI[MOHATHNTE YKa3aHHA 33 yIoTpeOda Ha BaKCHHUTE.

BakcuHupaneTo Moxe Ja ce OKake HeJOCTaTh4HO 33 IPEA0TBPATABAHETO HA MCHUHIOKOKOBA
uHdekuus. TpsOBa 1a ce UMaT NpenBua OPHUIMATHITE PHKOBOACTBA 3a MOAXO0IAIIA YyIIoTpeda Ha
aHTHOAaKTEepHaTHU cpencTBa. [Ipu manuenTy, JeKyBaHu ¢ paByu3ymMal, u IpH MalUEeHTH, JIEKYBaHH C
JPyT¥ HHXUOWTOPH Ha KpalHHS eTall Ha KackajiaTa Ha KOMIUIEMEHTA, C€ ChOOIaBaT CiIydan Ha
CEPHO3HH WJIN JICTAJTHU MEHUHTOKOKOBH HH(EKITHH/cericuc. Benuku manuenTy TpsOBa na Obaat
HaOII0/IaBaHM 3a PaHHU NPU3HALU HA MEHUHIOKOKOBA MH(EKIMS U CEIICHC, IIPY CbMHEHUS 32
uH(eKuys 1a UM ObJie HapaBeHa He3a0aBHO OLICHKA U J1a ObJIAT JIEKYBaHH C IOAXOSIIH
antuouotuy. [lanmenture TpsiOBa na ObAAT MHGOPMHUPAHU 32 TE3W NPU3HALN U CUMIITOMH H 32
JeCTBUTA, KOUTO TPsIOBa a IpeANprUeMar, 3a aa MoThbpcsAT He3a0aBHO MEAUIIMHCKA TIOMOL,
Jlekapure TpsiOBa Jia IPEIOCTABAT Ha MALMEHTUTE Opolypa ¢ nHpopmanus 3a nanueHTa u Kapra na
MalyeHTa.

Hmynuzanus

[IpenopbuBa ce malMeHTUTE Aa 3al0YHAT UIMYHHU3alUH B CbOTBETCTBHE C aKTyaJIHUTE PHKOBOJCTBA 32
MMYyHHU3HpaHe NPean 3all0YBaHe Ha Tepamus C paByiau3ymao.

BakcunanusTa MOXe JOITBIHUTEIHO J1a aKTUBUPA KOMILIEMeHTa. B pe3yirar Ha ToBa npu
MAaIUCHTUTEC C MeI[I/II/IpaHI/I OT KOMIIJICMCHTA SaGOﬂﬂBaHHH HpI/I3Ha]_[I/ITe U CUMIITOMUTEC HA

O IJIEKAIIOTO 3200 IsIBaHE MOKE Jla C€ YCUIIAT. 3aTOBA CJIe IPEMOPhUYNTEIHATA BAKCHHALIHS
MAIAEHTUTE TPsAOBa Ja ObJaT BHUMATEIIHO HAOI0IaBaHH 32 CHMIITOMH Ha 3a00JIIBAHETO.

[NanuenTture mox 18-rogumiHa BB3pacT TpsaOBa ga ObIaT BAKCHHUPAHU CpeIly WHPEKINHU, TPUIHHEHH
ot Haemophilus influenzae, u cpely MHEeBMOKOKOBH UH(EKLNH, KaTO TPsOBa CTPOTO Aa Ce CHa3Bar

HalMOHAJTHUTEC IMMPECIIOPBHKU 3a BAKCMHHUPAHE 3a BCAKa Bb3pacCToOBa I'pyIia.

Jlpyru cucreMun nHGEKIIUU

TepamnusTa ¢ paBynu3ymMab TpsOBa Ja ce mpujiara ¢ MOBUIIEHO BHUMaHHUE MPH MMAlNEeHTH C aKTUBHU
cucTeMHU uHQpeKun. Papynn3ymab Ookvpa akTHBHPAHETO Ha KpailHHUA eTal Ha Kackajara Ha
KOMIUIEMEHTA; €TO 3aIl[0 MAIUEHTUTE MOXeE JIa IMAT MOBHIIIEHA B3IPHUEMUHNBOCT KbM UH(EKITUH,
pUYUHEHU OT Buja Neisseria v kancynupanu Oaktepuu. ChoOIIaBaT ce CepUO3HU HH(EKIMH C BUIA
Neisseria (pa3nmuaau oT Neisseria meningitidis), BKIIOUATEITHO TUCEMUHUPAHN TOHOKOKOBH
UHQEKIUH.

Ha manmenTrTe TpsiOBa 11a ce mpeaocTaBy HHGOPMAIHS Upe3 INCTOBKATA, 3a Jla ca Mo-100pe
OCBEJIOMEHH 3a IOTEHIMATHUTE CEPUO3HU MH(EKINH 1 32 TIPU3HAIUTE U CUMIITOMUTE UM. Jlekapure
TpsiOBa Ja MOCHBETBAT MAIIMEHTUTE 32 MIPeIa3BaHe OT TOHOPEs..



Peakmuu, cepp3anu ¢ uHby3UITA

[purnoxeHueTo Ha paByar3yMad MOXe Jia JOBEJIE IO CHCTEMHH PEaKInu, CBbp3aHu ¢ HHY3UITa, U
QNICPTHYHH PEAKINHU UM PEAKIIUH HA CBPBbXUYBCTBUTEIHOCT, BKIFOUUTEIHO aHADUIAKCHS (BXK.
TouKa 4.8).

B cnyuaif Ha cucTeMHa peakiius, CBbp3aHa ¢ HHY3HUATa, aKO ce MOSBST MPU3HAIM Ha
CHPJEYHOCH0BA HECTAOMITHOCT UM KOMITPOMETHpAHE Ha AUIIAHETO, IPHIIOKEHUETO Ha

paBym3yMab TpsSOBa a ce MPEKbCHE | JIa CE MPUIIOKAT TOIXOISIITN TOITbPIKAIIN MEPKH.

IlpekpatsBane Ha jgeueHuero npu ITHX

Axko nanmenTtu ¢ [THX npekpatst nedenuero ¢ paBynuszyma0, Te TpsiOBa ja ce mpocieasBar
BHHUMATEJTHO 32 MPU3HAIIM U CUMIITOMH Ha CEpHO3HA HHTPABACKYJIApHA XEMOJIN3a, YCTAaHOBEHA Upe3
noBuiieHu HuBa Ha JIJIX (makrataexuaporeHasa), 3a¢JHO ¢ BHE3aTHO HaMassBaHe Ha kioHa ¢ [THX
(heHOTHUIT MJIM HA XEMOTJIOOMHA WJTU MIOBTOPHA MOSABA HA CHMIITOMHU KaTO yMOpa, XeMOTJIOOUHY P,
KopeMHa 00J1Ka, 3ayX (IUCITHEes ), TOISIMO HEeXKEIaHO ChI0BO ChOUTHE (BKIIFOUUTEITHO TpoMO03a),
nmucharus Wi epeKTriIHa nuc@yHKmus. Beekn mamueHT, KOUTo crpe paByim3ymad, TpsoBa na Obe
MIPOCIIe/IBaH 32 Hali-Mallko 16 ceqMUIIn, 3a 1a c€ OTKPHE XeMOJIH3a U APYTH peaklnuu. AKO Cie]
CIIUPAHETO BH3HUKHAT MPU3HAIIM U CUMIITOMH Ha XEMOJIN3a, BKIIOUUTENHO noBuiienue Ha JIJIX,
oOMuCIIeTe TOJHOBSIBAHE HA JICYSHUETO C PaBYJIN3yMao.

IIpekpatsBane Ha JeueHueTo npu axXyC

HsMa KOHKpeTHU TaHHU 3a MPEyCTaHOBSIBAHE HA TIpHUeMa Ha paByiu3yMad. B eqHo gpiarocpodHo
MPOCIIEKTUBHO 00CEPBAIIMOHHO POYYBaHE MMPEYCTAHOBSIBAHETO HA JICYCHUETO C UHXUOUTOD Ha
koMriemenTa C5 (exynmuszymald) Boau o 13,5 mbTH 10-BHCOKA YecToTa Ha penuauB Ha TMA, xato
MoKa3Ba TCH/ICHIIVMS KbM HaMallsBaHe Ha ObOpeuHaTa PyHKIHUS B CpaBHEHHUE C MAI[HICHTUTE, KOUTO
MIPOBIKABAT JICUSHUETO.

AKO ce Hajara MmanyueHTHUTe Ja IPEYCTAaHOBAT JICYSHHETO C PaByIM3yMal, Te TpsIOBa MMOCTOSHHO Ja ce

HaOITI0JaBaT BHUMATEITHO 3a Mpu3Hany u cumnrtomu Ha TMA. Habmonenunero obade Moxke 1a e

HEJIOCTATHYHO 3a MPOTHO3UPAHE WK MIPEAOTBpATIBaHE HA TEKKHU ycIokHeHus Ha TMA.

Ycnoxuenusara Ha TMA ciieq mpeyCcTaHOBSIBAHETO MOYKE JIa C€ YCTAHOBSIT, aKO e Ha0IIt01aBa HIKOE

OT CIICAHUTE:

- HaW-MaJKo 2 OT CIIEHHUTE JTa0OpaTOPHH pe3yTaTH, HaOIr01aBaH! eTHOBPEMEHHO: HaMalIsIBaHe
Ha Opos Ha TpoMmOonHTUTE € 25% WK TTOBEUe B CPAaBHEHHE C M3XOHATA CTOHHOCT HIIH C
MaKCHMAaJTHUS OpOi Ha TPOMOOIIMTHUTE 110 BpeMe Ha JISUEHUETO C paByInu3ymMal; MOBHUIIEHIE Ha
CEPYMHUS KpeaTUHUH ¢ 25% uin moBeue B CpaBHEHUE C U3XOHATA CTOMHOCT UJTU C Hal-HUCKaTa
CTOHHOCT TI0 BpeMe Ha JIEYeHHETO ¢ paBynn3yMab mim nosuieHue Ha cepymuara JIJIX ¢ 25%
WJIY TIOBEYE B CPAaBHEHUE C M3XO/IHATa CTOWHOCT WJIM C Hali-HHUCKaTa CTOMHOCT MO BpeEME Ha
JIEYCHUETO C paByIU3yMal (pe3ynTaTture TpsOBa 1a ce MOTBBPAAT C BTOPO U3CIICIBAHE)

N

- HAKOH OT cliefjHATe cCUMITOMH Ha TMA: MpoMsiHa B IICUXWYHUS CTATyC, ThPUYOBE HITH JIPYTH
eKCTpapeHaiHu nposiBu Ha TMA, BKITIOUUTEHO ChPICIHOCHIOBH OTKIOHCHHUS, IIEPUKAPIUT,
CTOMAIITHO-YPEBHU CUMIITOMU/TUAPUS UITK TpoMOoO3a.

AKO BB3HUKHAT ycliokHeHus: Ha TMA ciien mpeyCTaHOBSBaHETO Ha paBysin3yma0, TpsOBa Jia ce

TTOMFCIIH 32 ITOTHOBSIBaHE Ha JIEYEHUETO C paByIM3yMad, KaTo ce 3alovHe ¢ HaToBapBaliara 03a u

nmoIbpKamaTa 1o3a (Bx. Touka 4.2).

IIpekpatrsaBane Ha JieueHuero npu rtMI

Karo ce uma npeasun, ue TMI” e XxpoHUYHO 3200 1sIBaHe, NAIMEHTUTE, KOUTO UMaT I10J13a OT
JICYCHHUETO C PaBYIN3yMad M KOUTO MPEKPATAT JICUCHUETO, TPSAOBA Aa ObAAaT HaOMIOAaBaHU 32
CHUMIITOMH Ha MOJIJISKAIIOTO 3a00JsIBaHe. AKO CIIe/] IPEKPATSIBAHETO Ce MOSABAT CUMIITOME Ha TMI',
oOMucIIeTe TOJHOBSBAaHE Ha JICYEHUETO C PaByIN3yMao.



IIpekpatsaBane Ha neueHuero npu 3COHM

Karo ce uma npensua, ue 3COHM e xporndHo 3a00msBaHe, MAUEHTUTE, KOUTO UMAT 110J13a OT
JICUCHUETO C paByJn3yMald U KOMTO MPEKPATAT JICUCHUETO, TPsIOBa Ja ObaT HAOJII01aBaHU 3a
cumnromu Ha peunauB Ha 3COHM. Ako cie MpeKpaTsBaHeTo ce MOSABAT CUMIITOMH Ha PELUINB
3COHM cnen npekpaTsiBaHe, 0OMHCIIETE TIOTHOBSIBAHE Ha JICUCHUETO C paByIn3ymMao.

IIpemuHaBaHe oT ekynu3yMab Ha paByaIn3ymad

[Ipu maruentu ¢ TMI', KOUTO HE ce TOBIUSIBAT OT €KyJIM3yMal 1Mo 0JJ00peHa cXxeMa Ha MpujiaraHe, He
ce MpenopbyBa JISYeHHE C paByInu3ymao.

CubpkaHue Ha HATPUU

Ultomiris 300 mg/3 ml u 1 100 mg/11 ml konyenmpamu 3a un@)y3uonen pazmeop

Cren pa3pexaaHe ¢ HHXEKITMOHEH pa3TBoOp Ha HaTpues xiuopua 9 mg/ml (0,9%) To3u nekapcTBeH
mpoayKT chabpika 0,18 g Hatpuit Ha 72 ml B MakcnManHaTa 103a, eKBUBaIeHTHH Ha 9,1% oT
MIPETIOPHYUTETHAS MaKCUMAJICH JTHEBEH XpaHUTEJICH MTPHeM OT 2 g HaTpHii 3a Be3pacTeH Ha C30.
Ultomiris 300 mg/30 ml xonyenmpam 3a ungysuoner pazmeop

Crnen paspexiaHe ¢ HHXEKIIMOHEH pa3TBop Ha HaTpues xuopun 9 mg/ml (0,9%) To3m nexkapcTBeH
MIPOAYKT ChABPKA 2,65 g Hatpuit Ha 720 ml B MakcumarnHaTa no03a, ekBuBajleHTHH Ha 133% ot
MIPETIOPHYUTETHAS MAaKCUMAJICH JHEBEH XpaHUTEIIeH pHeM OT 2 g HaTpuii 3a Bb3pacTed Ha C30.
4.5 BzaumopeiicTBHe ¢ IPYIrHd JeKapcTBEHH MPOAYKTH M APYrH (opMH Ha B3auMojeiicTBHe
He ca mpoBexxaann nmpoydyBaHUs 32 B3aUMOJIEHCTBHsITa. B3 OCHOBa Ha IOTEHITHATHUS HHXUOUTOPEH
edekT Ha paByIu3ymMad BbPXY 3aBUCHMATa OT KOMIUIEMEHTA IUTOTOKCUYHOCT Ha PUTYKCHMAO0,
paBynu3zymab MoOKe J1a HamMalld OYaKkBaHUTE (PapMaKoIUHAMHYHH e(EeKTH Ha pUTYKCHMAaO0.
JBITOCPOIHOTO JICUCHHUE ¢ MHTPABECHO3CH YOBEIITKA UMyHOTI00ynH (i.v. Ig) Moxe ma moBmusie
MEeXaHH3Ma Ha eHJI030MHHUS IOBTOPEH CHHTEe3 Ha HeoHaTaseH Fc penentop (FcRn) Ha
MOHOKJIOHAJTHUTE aHTHUTENA KaTo paByu3ymMal U Taka Jia MOHKH CEPYMHHUTE KOHIIEHTPALlUU Ha
paBynmu3ymao.

Bmxre Touka 4.2 3a Hacoku nipu chbTcTBaMO JedeHue ¢ PE, PP umm i.v. Ig.

4.6 ®epruaurer, )peMEeHHOCT U KbpMeHe

Kenu c nerepoaeH noTeHIIAI

Kenu ¢ neTepojicH MOTEHIMAN TPsIOBa J1a U3MOJI3BAT eEKTUBHI METOM HA KOHTPALICIIIHS 10 BpeMe
Ha ¥ 10 8 Mecelia clef] ICUYEHUETO.

BbpemenHoct

JlumnicBaT KIMHUYHY JaHHU OT yHnoTpedara Ha paByIn3yMad Ipu OpeMEHHH JKEHH.

He ca npoBexaany HEKIMHUYHH TPOYYBAHUS Ha PEIPOAYKTUBHATA TOKCHYHOCT C PaByIU3yMad
(Bx. Touka 5.3).

IIpoyuBaHus HA PEMPOAYKTHBHA TOKCHYHOCT Ca MPOBEXKIAHH MPU MHIIKH C MHIIIATA CypOTraTHA
Moutekynia BB5.1, kato e onieren epekThT Ha Ookupane Ha C5 BBpXy penpoayKTUBHATA CUCTEMA.
[pu Te3u npoy4BaHus HE ca YCTAHOBEHH CHEIU(PUYHHI PENPOAYKTHBHH TOKCHIHOCTH, CBBP3aHH C
M3CJIeIBAaHOTO BelecTBo. M3BecTHO e, ue yoBemkusT umyHornoOynud G (IgG) npemunaBa npes
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UIarieHTapHaTa 6aprepa mpu Xxoparta, Mopaan KOeTo MMa BEPOSTHOCT paByIu3yMad 1a J0Bee 10
WHXHOMpaHe Ha KpallHUs eTall Ha KackaJaTra Ha KOMILUIEMEHTa B KphBOOOPAIICHUETO Ha IUIO/IA.
IIpoyuBaHusATa MIPH )KUBOTHHU Ca HEJOCTATHYHH 110 OTHOIIICHHUE HA PEMPOTYKTHBHATA TOKCHIHOCT (BIK.
TouKa 5.3).

YrorpebaTa Ha paByIHM3yMad MOXe 1a ce OOMHCITH TIpH OpEeMEHHH JKCHH CJIeIT OT[CHKA Ha PUCKOBETE U
MOJI3UTE.

Kbpmene

He e u3BecTHO nanu paByimu3yma0 ce eKCKpeTupa B Kbpmara. [Ipn HeKTMHUYHKUTE POyYBaHHUS Ha
PeNpoayKTUBHATA TOKCUYHOCT, IIPOBEJCHU IPH MUILIKK C MUIIATa cyporatHa Mojiekyia BB5.1, e e
YCTaHOBEH HeOIaronpusTeH ehekT BbPXy MAJIKUTE B PE3yNTaT OT KOHCYMAaLUsITa Ha MIISIKO OT
TPEeTUPAHH MAKKH.

He Moe 1a ce M3KIII0YM PUCK 32 KbpMadeTara.
Tbii KaT0O MHOTO JIEKAPCTBEHU MPOAYKTH ¥ UMYHOTTIOOYJTMHH C€ CEKPETUPAT B KbpPMaTa U MOpaju

MOTEHIMAJIA 32 CCPUO3HU HEXEJIaHU PEaKI[uy MPU KbpMaveTaTa, KbpMEHETO TpsOBa Ja ce
MIPEYCTaHOBH 110 BPEMeE Ha JISYeHNETO C paByIn3ymMad v 0 8 Mecela cie/| ToBa.

DepTunurer

He e mpoBexnano crienuGaHO HEKITMHUYIHO IPOyYBaHe Ha (DepTHIINTETA C PaByIn3yMal.

IIpy HEKTMHUYHNUTE IPOYYBAHUS HA PENPOAYKTUBHATA TOKCUYHOCT, ITPOBEIECHU ITPU MUILKH C MHILIA
cyporatHa MoJiekyia (BB5.1), He e ycTaHOBeH HebnaronpuaTeH ehekT BbpXY (hepTUInTeTa Ha
TPETHUPAHHUTE KCHCKH WUIIH MBXKKH KHBOTHH.

4.7 EdexTn BbpXy cnioco0HOCTTA 32 modupaHe U padoTa ¢ MAIIUHA

Ultomiris He TOBIUSBA WJIU TMOBJIMsIBA MPESHEOPEIKUMO CITIOCOOHOCTTA 32 1o upane u padoTa ¢
MalIuHHU.

4.8 HexesaHu JleKapCTBEHN PeaKIMU

Pestome Ha npoduaa Ha 6€30mMacHOCT

Haii-yecture Hexxenanu peakuu ¢ paByiu3ymad ca riaBobomnue (30%), nHpeKkus Ha TOPHUTE
muxarenau netama (21,1%), razodapunarut (20,1%), nnapus (18,1%), mupexcust (17,6%), ragene
(14,6%), aptpanrus (14,1%), 6onka B repba (13,5%), ymopa (13,1%), xopemua 6oiika (12,3%),
3amasHOCT (10,5%) n nHdekuus Ha mukouHuTe mpTuma (10,2%). Haii-cepro3nute HexenaHu
peaxuu ca MeHHHIoKokoBa HHQpekws (0,7%), BKIFOUNTEITHO MEHWHTOKOKOB CETICHC, MEHHHTOKOKOB
eHredaNtuT 1 MEHUHTOKOKOBA HHpEKIH (BK. Touka 4.4) ¥ TUCEMUHHPaHa TOHOKOKOBA HH(EKITHSI
(0,2%).

Tabau4eH cnuchK Ha HEXKCITAHUTE pCaKnun

Tabnuna 9 npeacTaBs HEKEIAHUTE PEaKIINU, HAOMIOAaBaHH B KIMHUYHUTE U3MUTBAHUS U OT
MOCTMAPKETUHTOBHSI OITHT.

Hexenanute peakiuu ca npeacTaBeHu 1o cucreMo-opranet kiac (COK) u yecToTa B ChbOTBETCTBHE C
MedDRA, kato e u3noyi3BaHa cieHaTa yCIOBHOCT: MHOTO decTH (> 1/10); yectu (= 1/100 no < 1/10);
HegectH (> 1/1 000 mo < 1/100), peaxu (> 1/10 000 mo < 1/1 000); muOTO penkn (< 1/10 000); u c
HEM3BECTHA YeCcTOTa (0T HAJIMYHWUTE JaHHU HE MOXKE Ja ObJic HalpaBeHa OICHKA).

B PAMKHUTC HAa BCAKO I'PYIUPAHC 110 YCCTOTA HEKCIIAHUTEC JICKAPCTBCHU PCAKIINU Ca MPEACTABCHU I10
p€aa Ha HaMaJisiBaIla CCpruoO3HOCT.
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Taoéauma 9:

MOCTMAPKETUHIOBUSA OIIUT

Hexenann JICKAPCTBCHU PEAKIUHU OT KIIMHUYHUTE USIIUTBAHUA U OT

CucreMo-oprafeH KJjiac

MHoro yecT

YecTtn

Heuectn (= 1/1 000 1o

no MedDRA =1/10) (> 1/100 no < 1/10) <1/100)

Nndexnun n Wudexuns Ha MeHNHrOKOKOBa

HHpecTaAUH MUKOYHUTE NbTUINA nHpekuus®,
WHudexuns Ha ropHnTe JUCEeMUHHUpaHa

JMXATeIHH MIbTHIIA,
Ha30(apuHTUT

B

TOHOKOKOBA MH(EKIUs

Hapyumenus Ha
HMYHHaTa cucTeMa

CBpPBXUyBCTBUTEIHOCT"

AHapunakTHdHA
peaknusa”

HapyumieHusi Ha HepBHaTa
cucremMa

I'maBoGomue, 3aMastHOCT

CromManiHo-4YpeBHH
HapyLIeHHus

Huapusi, ranese,
KopeMHa 0oJka

[ToBpbiane, nucnencus

HapymeHnust Ha KoxkaTa 1
MOJKO0KHATA ThKAH

YpTHuKapus, NpypuTyc,
0o0puB

Hapyumenus Ha
MYCKY.JTHO-CKeJIeTHATA
cucremMa u
CheIUHUTEJIHATA ThbKaH

Aprtpanrus,
6oika B TBp0a,

Muanrus,
MYCKYJTHH CTIa3MH

OO0mu HApYIIeHUs H
e)eKTH HAa MACTOTO Ha

[Mupekcus, ymopa

I'punonogo6HO
3abossiBaHe, BTpUCAHE,

NMPUJI0KEeHHe ACTCHHUS
HapaunsiBanus, Peakuus, cBbp3aHa ¢
OTpaBSIHUA U nHOy3HUITa
YCJI0KHEHMS,

Bb3HUKHAJIN B Pe3yaTaT
HA UHTEPBEHIIUHN

* Mudekips Ha MMKOUHUTE IIBTHINA € TPYIIOB TEPMUH, KONTO BKIIFOYBA NPEANOYUTAHUTE TEPMUHU: UH(EKIHA HA
MUKOYHUTE ITBTHIIA, OaKTepHaiHa HHPEKIUS Ha TMKOYHHUTE IBTUINA, EHTEPOKOKOBA MH(MEKIHS Ha TUKOYHUTE
MBTUIIA U HH(EKINS Ha MUKOYHUTE IBTUINA, IPHYUHEeHA OT Escherichia.

5 MeHMHrOKOKOBa MH(EKIHUA BKIIOYBA IPEAIOYNTAHATE TEPMUHHA MEHHHTOKOKOBA HH(EKIINS, MEHHHTOKOKOB
CETICHC 1 MEHUHT'OKOKOB CHIIe(aInT.

* lnceMuHIpaHa TOHOKOKOBA WH(EKIHS BKJIIOYBA MPEANOYNTAHUTE TEPMUHH JUCEMUHUPaHa TOHOKOKOBA
MH(EKIUS 1 TOHOKOKOBA HH(EKIHS.

"OnpezneneHa OT HOCTMAPKETHHIOBHS OITUT.

A CBpBXUyBCTBUTEIIHOCT € IPYNOB TEPMHUH 3 MPEANOUYUTAHUSA TEPMHH JIEKAPCTBEHA CBPBXIYBCTBUTEIHOCT ChC
CBBpP3aHa Kay3aJHOCT U NPEANOYNTaHUS TEPMHUH CBPBXUyBCTBUTEIIHOCT.

Onucanue Ha I/136DaHI/I HCXCJIaHU pCaKIINn

Menuneoxorkosa unghexyus/cencuc/enyeparum

BakcuHanusiTa HamansBa, HO He MpeMaxBa pUCKa OT MEHHHTOKOKOBa HH(peKuu. [1pu KimHnYHATE
m3nuTBaHus < 1% OT mauueHTHUTe pa3BUBAT CEPUO3HN MEHUHTOKOKOBH MH(EKINH, JOKATO MOJTy4aBaT
JICUCHHE C PaByIN3yMad, BCHUIKH ca Bh3pacTHH manuentn ¢ [THX nam 3COHM, kowto ca Omummn
BaKCUHHPAHH.

Mondst, BukTe Touka 4.4 3a moBeue nH(GOpMAaNys 3a MPEBEHIM U JISUEHUE Ha [T0I03MpaHa
MEHHUHTOKOKOBa HHeKIus. [Ipu manuenTy, JeKyBaHu ¢ paByan3yMad, MCHUHTOKOKOBHUTE HH(DEKITUH
ce MPOsIBSIBAT KATO MCHUHTOKOKOB CETICUC U MEHUHTOKOKOB eHledanut. [Tanuenture TpsaoBa aa
O0baaT nHQOPMUpAHH 33 IPU3HALUTE U CUMIITOMUTE HA MEHHHTOKOKOBa MH(MEKIUs 1 Aa ObaaT
MOCHhBETBAHH HE3a0aBHO 72 OTHPCST METUIIMHCKA MTOMOTIII.
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Peaxyuu, cevpzanu c ungyzusma

B xIMHUYHWTE U3NUTBaHUS PEAKIMHUTE, CBBP3aHu ¢ nH(Yy3usATa, ca uecTH (> 1%). Te3u crouTus,
KOHTO C€a JIEKU JI0 YMEPEHH I10 CBOSITA TEXKECT M MPEXOIHH, BKIIOYBAT O0JIKa B r'bpOa, KOpeMHa 0oJKa,
MYCKYJIHHU CIIa3MH, CIlaJd Ha KPbBHOTO HAJISAIaHE, ITIOBUIIABAHEC HA KPBbBHOTO HAJIATAHE, TPBIIKH,
TUCKOM(DOPT B KpAaWHHUIIUTE, CBPHXUYBCTBUTEITHOCT (JICPTHYHA PEAKITHS), TUCTEY3HUs (HETIPUIATCH
BKYC) M CHHIMBOCT. Te3H peakiiuu He M3UCKBAT MPEKPATSIBAHE HA PABYJIN3yMal.

Hmynozennocm

B npoyuBanus npu Be3pactHu nanueHTtd ¢ [IHX (N = 475), nemuatpuuno npoyusane mpu [THX

(N = 13), mpoyusanus ipu aXVYC (N = 89), npoyusane npu TMI" (N = 86) u npoyusane npu 3COHM
(N = 58) ce crobmraBar 2 ciyyas (0,3%) Ha pa3BUTHE HA AaHTUJICKAPCTBECHO aHTHUTSLIIO MIPH JICUSHUETO
¢ paBynusymab (1 Be3pacten mamuent ¢ [IHX u 1 Bp3pactren nmanuent ¢ aXyYC). Te3u
AHTUJIEKapCTBEHU aHTHUTENA Ca MPEXOIHH MO0 CBOETO €CTECTBO, C HUCHK TUTHP M HE KOPEIHpaT ¢
KIIMHUYEH OTTOBOP WM HEKEJIaHW CHOUTHSI.

[lemmnaTpryna nomysamus

Hapoxcusmanua nowna xemoznoounypus (I1HX)

[Ipu neguarpuunute nanuenTu ¢ ITHX (N = 13, Ha Bp3pact ot 9 10 17 roanHu), BKIOYEHH B
neguaTpuaHoTo npoyuBane npu [THX (ALXN1210-PNH-304), npodhunbT Ha 6€301aCHOCT U3TIISK 1A
noto0eH Ha HaOoqaBaHus pHu Bb3pacTHH nanuedTn ¢ [IHX. Hali-uecture HexxenaHu peakiuu,
chOoOIaBany npu nenuaTpuyan nampentu ¢ [IHX, ca kopemna 6onka, rageHe, Ha30(hapuHTUT U
[J1aBO0OJIMEe, KOWUTO Bb3HHUKBAT IpH 3 manueHTH (23,1%).

Amunuyen xemorumuyen ypemuyer cunopom (aXyC)

IIpu negmarpuaauTe manuentn ¢ ganan 3a aXYC (N = 34, Ha Bp3pact ot 10 Mecena 1o mox

18 ronunm), BkatoueHu B npoyuBaneTo ALXN1210-aHUS-312, npo¢mrbT Ha Ge30macHOCT Ha
paBynu3yma0b u3riiexaa noqo0eH Ha HaOoJaBaHus TP Bh3PACTHH MAIMEeHTH ¢ MaHHu 32 aX Y C.
[Ipodpunute Ha Ge30MaCHOCT NPH Pa3NUYHUTE MEAUATPUUHHI BB3PACTOBH MOATPYIH U3IEKAAT
noJ00HU. JlaHHUTE 3a 6€30MACHOCT MPH NAIMEHTH Ha BB3PAacT MMOJ 2 TOAWHH Ca OTPaHUYCHH JI0
yeTUpuMa nanuenra. Haii-uecture Hexxenanu peakiuu (> 20%), cboOIIeHN TP MIEIUATPUIHUTE
TIAI[MEeHTH, ca MHPEKCHsI, MOBpPBIIaHe, TUapus, TIaBo0oue, Ha30(hapHHTHUT, HHPEKIUI Ha TOPHHUTE
JUXaTEJHU TBTUIIA U KOpeMHa OoJIKa.

T'enepanusupana muacmenus epasuc (eMI')
PaBynu3ymab He € mpoydBaH IpH MeTUATPUIHN TarueHTH ¢ TMI.

3abonssane om cnekmovpa na onmuunus Hespomueaum (3COHM)
PaBynu3ymab He e mpoyuBaH npu neauatpuyHu nanueHTa cbe 3COHM.

Cro011aBane Ha OJI03UPAHU HEXKEIAHU PEaAKIUNA

Cw0o0I11aBaHeTO Ha MIOI03UPAHU HEKEIIAHU PEaKIMy ClIe/ pa3peliaBaHe 3a yrnorpeda Ha JIeKapCTBEHUS
NPOJIYKT € BasKHO. ToBa MO3BOJISIBA JIa TIPOIBIKA HAOIIOJICHUETO Ha CHOTHOIICHUETO TI0JI3a/PHCK 32
JeKapCcTBEeHUs MPOAYKT. OT MEIMIIMHCKHUTE CIICIIHATICTH CE H3MCKBA Ja ChOOIIABAT BCSIKA
M0JT03UpaHa He)KeTaHa peakiys Ype3 HAIlMOHAIHA CUCTeMa 3a ChOOIIaBaHe, TOCOYCHA B

IIpunoxenue V.

4.9 Ilpeno3upane
IIpu marueHTHTE, IPU KOUTO UMa TIpeno3upane, HHPy3uaTa TpssOBa He3a0aBHO Ja ce MIPEKpaTH U Te

Ja 6TJI[aT H36HIOZ[3B3HI/I BHHUMATECJIHO 3a BCAKAKBHU IMMPU3HAIU UJIW CUMIITOMH HAa HEKECJIIaHU pCaKIHU,
KaTo CC MPWJIOKHU NMOAXOAANIO0 CUMIITOMATUYHO JICHCHUC.
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5. ®APMAKOJIOTHMYHU CBOMCTBA
5.1 ®apmakoaMHAMUYHU CBOWCTBA
dapmakoTeparneBTHYHA Tpyna: iMmyHocynpecopu, naxubduropu Ha komriemenTa, ATC xomx: L04AJ02

MexaHu3bsM Ha IEUCTBUE

PaBynm3zyMab € MOHOKITOHATHO aHTHTSIIO 12Go/uk, KOETO ce cBhp3Ba crienuduano ¢ nmporewH CS5 Ha
KOMITJIEMEHTA, KaTo 10 TO3W HAauWH WHXUOMpa pasuenBanero My 10 C5a (mponHdaamMaTopHuUs
aHaduatokcuH) U C5b (HauanmHara cyOeMHUIIA HA MEMOpaHO-aTaKyBallus KOMILIEKC [membrane
attack complex, MAC umu C5b-9]) n npenoTBpartsBa reaepupanero Ha C5b-9. Papynuzymad
ChbXpaHsiBa paHHUTC KOMIIOHCHTH Ha aKTUBHUPAHE Ha KOMIIJIEMCHTA, KOUTO Ca H606XOI[I/IMI/I 3a
OTICOHM3AIMITA HA MUKPOOPTaHU3MHUTE M KIIUPhHCA HA UMYHHUTE KOMITICKCH.

dapMakoaHHAMUYHU eDeKTH

Cren nedeHueTo ¢ paByan3yMal KakTo Ha Bb3pAacTHU U neauaTpudnu nanuenty ¢ [THX, HenexyBaHu
C MHXMOUTOp Ha KOMIUIEMEHTA, TaKa ¥ Ha MAIMEHTH, JIEKyBaHU C €KyJIn3yMal, B IpoyuBaHus daza 3
JI0 Kpas Ha IbpBaTa UHQPY3HUs ce HaOoaBa He3a0aBHO, ITBITHO U POIBIDKUTEITHO HHXHOUpaHe Ha
cepyMmHus HecBbp3aH C5 (koHueHTpanus < 0,5 pg/ml), koeto ce 3amasBa npe3 uenus 26-ceAMUICH
NEepHOJ Ha JICYEHHETO NPU BCHYKH nanuenTH. He3a0aBHO U MbJIHO MHXUOUpaHe HA CEPYMHHUS
HecBBp3aH C5 ce HabMIO1aBa CHIMO IPH BB3PACTHU U NIEANATPUIHH narueHTn ¢ aXy C, mpu
BB3pacTHH NauueHTu ¢ TMI” u npu Be3pactHu nauneHTn cbe 3COHM no kpas Ha mbpBaTa HHPY3US U
Ipe3 LEeusl IbPBUUEH MEPUO/] HA JIEUSHHE.

CreneHTta U IpOABIDKUTENIHOCTTA Ha (hapMaKoIMHAMUYHUS oTroBop npu naruentu ¢ [IHX, aXVYC,
rMI win 3COHM 3aBucAT OT eKcro3ulusaTa Ha paByiu3yma0. Hueara Ha HecBbp3an C5

oz 0,5 pg/ml choTBETCTBAT HA MaKCUMaJICH KOHTPOJI HAa HHTPaBacKyJIapHaTa XeMOJIN3a U IIbJIHO
WHXUOMpaHe Ha KpalHUsI KOMILIeKC Ha koMIuieMeHTa. [Ipu TMI” akTuBHpaHeTo Ha KpaHUsI KOMILIEKC
Ha KOMIUIEMEHTa BOAU A0 oTiaraHe Ha MAC B HEBPOMYCKYJIHUTE CHHAIICH M HAapyIlIaBaHE Ha
HeBpoMycKyiHaTa TpancMucus. [Ipu 3COHM akTtuBHpaHeTo Ha KpaifHUS KOMITJIEKC Ha KOMIUIEMEHTa
Bo/M 10 obpazyBane Ha MAC u 3aBucumo ot C5a Bp3nasieHne, acTpOIMTHA HEKPO3a M YBPEXKIaHE Ha
OKOJTHUTE TJIMAIHU KJICTKH U HEBPOHH.

Knnnnuna edukacHocT U 6€300aCHOCT

THapoxcusmanua nowna xemoznoounypus (ITHX)

BezonacHoctTa 1 epukacHoCTTa Ha paByIM3yMad mpu Bb3pacTHU nanuent ¢ [THX ca onenenu B aBe

OTKPHUTH, PaHJIOMH3UPaHH, aKTUBHO KOHTPOJIMPAHU M3MUTBaHMS (a3a 3:

- MpOyYBaHe MPH HEJIEKyBaHW C MHXMOUTOP Ha KOMIUIEMEHTa Bb3pacTHU nanuenTH ¢ [THX, Ha
KOHTO HE € MPUJIaraHo JeYeHNe ¢ MHXMOUTOP Ha KOMIUIEMEHTA,

- IpOyYBaHe IPH JIEKYBaHH C eKyIn3ymMad Br3pacTHH nanueHTH ¢ [IHX, kouto ca KIMHIYHO
cTaOuITHM, CJIe]] KaTo ca OWIIM JIEKYBaHH C eKyJIM3yMal Hall-MaJlko B MPOIbIDKEHHE Ha
MpeIXoAHUTE 6 Mecena.

PaBynu3ymab e npusarad B CbOTBETCTBHE C IPETNIOPBUUTETHUTE JO3H, ONIUCAHU B TOUKa 4.2

(4 nady3un Ha paBynH3ymMal B paMKHTE Ha 26 CEAMHUIIN), a eKyTU3yMad e mpuiara rno onoOpeHara
cxeMa 3a mpuiiaraHe Ha ekynnzymab ot 600 mg Beska ceamuia 3a wbpBute 4 cenmui u 900 mg Ha
BcekH 2 ceamuity (15 uHy3uM B paMKUTe Ha 26 CSIMUIIN).

[NaneHTHTE Ca BAKCHHUPAHU CPEIly MCHHHTOKOKOBA HH(EKIHS TIPS WK TIPH 3alI0YBaHe Ha
JICYEHUETO C PaByIN3yMad MM eKyJIU3yMad WK ca MOJTYYHIN TPOQHUIAKTUIHO JICUCHHE C
MOIXOASAIIN aHTUOUOTUIM IO 2 CEeIMHIH CJIe/l BAKCUHALIUATA.

Hsma 3a0enexxuMu pa3iiuky B JeMoTpadCcKuTe TaHHU HITH XapaKTepUCTUKUTE Ha U3XOJJHO HUBO
MEXIy TPYIHUTE 32 JIeueHHe ¢ paByiu3yMal U ekynu3ymal 1 B IBeTe MpoydBaHus ¢asa 3.
AmnamHe3aTa 3a TpaHcy3us 3a 12 Mecena e mogoOHa MeXIy TPYIUTE 3a JIUECHHE C paByIu3ymMal u
eKynn3ymMab BBB BCSIKO €IHO OT Mpoy4yBaHUsATa daza 3.
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IIpoyusane npu ev3pacmuu nayuenmu c IIHX, nerexysanu c uqu6um0p HA Komniemenma

(ALXN1210-PNH-301)

[IpoyuBaneTo Npyu HENEKYBAaHUTE C MHXMOUTOP Ha KOMIIEMEHTA € 26-CeIMUYHO, MHOTOLIEHTPOBO,
OTKPHUTO, PAHJIOMHU3HUPAHO, AKTHBHO KOHTPOJUPAHO Mpoy4uBaHe ¢a3a 3, mpoBeAeHO npH 246 ManueHTH,
KOHWTO HeE ca JJeKyBaHU C HHXHOUTOp Ha KOMIUIEMEHTA MPEAN BKIIOYBAHETO MM B ITPOYYBAHETO, U €
MOCJICZIBAHO OT JBITOCPOYEH TEPHOJ Ha MPOABIDKCHUE, B KOMTO BCHYKH MAIMEHTH TIOTy4aBaT
paByimu3yma0. JlomycTuMHTeE 3a BKIIOUYBAHE B TOBA U3MUTBaHE MAIIEHTH TPAOBa ]a UMaT BUCOKA
aKTHBHOCT Ha 3a00JisaBaHeTo, AchuHupana karo JIJIX auBo > 1,5 X ropHara rpaHuiia Ha HopMara
(upper limit of normal, ULN) npu CKpUHUHTA, 3a€HO C HATMYUETO HA €JMH WM ITOBEYE OT CIICTHUTE
cBbp3anu ¢ [THX npusHany uiy cCMMITOMH B paMKHUTE Ha 3 Mecela ciie]l CKpUHHHTa: yMOopa,
XeMOoTIIoOnHYypusi, KOpeMHa 00JIKa, 3aMyX (aucmHes ), aHemus (xemorno6uH < 10 g/dl), anamHesa 3a
TOJIIMO HEXKEJIaHO ChIOBO CHOMTHE (BKIIOUUTEITHO TPOoMO03a), TUCharus Wid epeKTHITHA
nrcyHKIMS; WK aHaMHe3a 3a Tpanc(y3ust Ha epurponuTHa Maca (packed red blood cell, pRBC)

nopanu [THX.

[oBeue ot 80% OT manMeHTHTE U B IBETE IPYIH Ha JICUCHUE UMAT aHaMHe3a 3a TpaHcy3us B
pamkuTe Ha 12 Mecena oT BIM3aHETO UM B IPOoyuBaHeTo. [1o-rosiMara 4acT OT HomyJialusTa B
[IPOYYBAHETO IIPH HEJIEKYBAHUTE C HHXUOMTOP HA KOMILJIEMEHTA € ChC CHJIHO M3pa3eHa XEMOJIn3a Ha
HU3XOJIHO HUBO; 86,2% OT BKIIFOYCHUTE NMAIlMCHTH HMAaT NoBuIeHn HuBa Ha JIJ[X > 3 x ULN, koeto

HIPEACTABIIsABA NIPSKO U3MEPBAHE HA HHTpaBacKylapHara xemonusa mpu I[THX.

Tabmuma 10 mpemcTaBs XapakTEPUCTHKUTE Ha M3XOAHO HUBO Ha marueHTute ¢ [IHX, Bkirodyenn B
MIPOYYIBAHETO MPHU HEJIICKYBAHUTE C MHXUOUTOP Ha KOMIIEMEHTA, O0e3 /1a ca Habto1aBaHu IBHU

KIIMHUYHO 3HAYMMU pa3jiniusd MCKAY paMCHaTa 3a JICUCHUC.

Tabdauma 10: XapakTepHUCTHKH HA U3X0HO HUBO B IPOYYBAHETO NPH HEJIEKYBAHM C
HHXHOUTOP HA KOMILJIEMEHTA

CraTucTuyecka PaByanzyma6 Exyauzyma0

Hapawersp BeJIMYHHA (1\¥= 1%’5) (1% = 1)2,1)

Bu3pact (roxuan) npu Cpenna (SD) 37,9 (14,90) 39,6 (16,65)

muarHoctunupanero Ha [THX Mennana 34,0 36,5
Min, max 15; 81 13; 82

Bu3pact (roxuHn) pu mepBarta Cpenna (SD) 44.8 (15,16) 46,2 (16,24)

nH(QY3HS B IPOYIBAHETO Mennana 43,0 45,0
Min, max 18; 83 18; 86

o (n, %) Mpxe 65 (52,0) 69 (57,0)
Kenn 60 (48,0) 52 (43,0)

Husa na JIJIX nipenu JiedeHUETO Cpenna (SD) 1 633,5 (778,75) 1578,3 (727,06)
Menuana 1513,5 1445,0

Bpoii natuentu ¢ Tpanchysus Ha n (%) 103 (82,4) 100 (82,6)

epurponuTHa Maca (pRBC) B

pamkuTe Ha 12 Mecena npean

mbpBaTa 1033

Enuaunm pRBC, npenern B pamkute | OO6mio 925 861

Ha 12 Mmecela mpeay mbpBara Ja03a Cpenna (SD) 9,0 (7,74) 8,6 (7,90)
Menuana 6,0 6,0

OO0 KJTOH Ha YepBEHU KPHBHHU Menunana 33,6 34,2

xietkn (UKK) ¢ [THX dhenorun

O61u ki1oH Ha rpanyinouuTH ¢ [THX Menuana 93,8 92,4

¢denoTun
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Mapaverbp CrarucTunyecka PaByanzymad Exynuzyma6
BeJIMYNHA (N =125) (N=121)

[Marmentu ¢ ITHX cwerosaus® mpeau | n (%) 121 (96,8) 120 (99,2)

UH(OPMHUPAHOTO ChrIIaCHE
Anemus 103 (82,4) 105 (86,8)
Xemartypus WM XeMOTJIOOMHYPHSI 81 (64,8) 75 (62,0)
ArutacTudHa aHeMUs 41 (32,8) 38 (31,4)
bpbpeuna HeTOCTaTHYHOCT 19 (15,2) 11(9,1)
MuenomuciiacTi4eH CHHIPOM 7 (5,6) 6 (5,0)
VYcnoxHeHue nmpu OpeMeHHOCT 3(2,4) 4(3,3)
Jpyru® 27 (21,6) 13 (10,7)

2 Bp3 ocHOBa aHaMHe3a Ha 3a00JIIBaHETO.
6., JIpyru®, KakTo € MoCOYEHO B KJIMHAYHATA KapTa Ha MAMUEHTa, BKIIOYBA TPOMOOIMTONIEHHUS, XPOHIIHO
0B0peyHO 3a00JIABaHE U TAHIIUTOIICHHSI, @ TAKa CHIIO U PEIUIa JPYTH ChCTOSHUS.

KombpBruHuTE KpaitHu Touku ca n30arBaHe Ha TpaHcdy3us (transfusion avoidance), u xemoom3a,
MIPSKO U3MEPEHH upe3 HopManm3anusaTa Ha HuBata Ha JIJIX (auBa Ha JIJIX < 1 x ULN; ULN 3a JIIX
e 246 U/l). OcHOBHHTE BTOPUYHU KpaifHH TOYKH BKIIFOYBAT MPOLICHTHATA MIPOMSIHA OT U3XOJHO HUBO
Ha HuBata Ha JIJIX, npoMsHa B kauecTBOTO Ha *KUBOT (FACIT-YMopa), 151 Ha MalueHTUTE C
IIpoOMBHA XeMOJIN3a U JsU1 Ha MallUCHTUTE ChC CTAOMIN3UPaH XEMOTIIO0HH.

PaBynu3ymab nMa He mo-mMajika epUKacHOCT B CPaBHEHHE C KyJIu3yMal U 3a IBETE KOITbPBUYHU
KpaiiHu ToukH — n30arBaHe Ha TpaHc(y3us Ha pRBC cropes onpeneneHuTe B MpOTOKOJA YKa3aHUSI U
HopMmanusupade Ha JIJIX ot aen 29 no aed 183, u 3a Bcuukute 4 OCHOBHU BTOPUYHHU KpaWHU TOUKU
(®urypa 1).

®@urypa 1: AHAJIM3 HA KOMBPBUYHUTE U BTOPUYHUTE KPAiiHU TOUKHU — IPyNa 3a MbJeH aHAJIU3
(npoy4yBaHe NpPH HeJIEKYBAHU ¢ MHHXUOMTOP HA KOMILIEMEHTA)

waHcoBeTe (Odds

Pasnuka (95% Cl)

Pasynusymat Ekynuaymat Pazsnuka (95% Cl)
(N=125) (N=121)
WN3bsareaHe Ha TpaHcdyaus - 73,6 66,1 6,8 (-4,7; 18,1)
(%) A °
-20 -10 0 10 20 CboTHOLeHWe Ha
Hopmanuaupane Ha AX Ratio) (95% Cl)
(CboTHOLLEHME Ha A ® 53,6 49,4 1,19 (0,80; 1,77)
LaHcoBeTe)
0 0.5 1 15 2
MpomsiHa Ha NIOX oT naxoaHo -76,8 -76,0 0,8 (-3,6; 5,2)
H1BO (%) A —_—
MpomsiHa BbB FACIT-YMopa A — 71 6,4 0,7 (-1,2; 2,6)
MpobueHa xemonu3aa (%) A g ® . 4,0 10,7 6,7 (-0,2; 14,2)
CrabunuaumpaHe Ha A L 68,0 64,5 2,9 (-8,8; 14,6)
xemorno6uHa (%)
-20 -10 0 10 20
B nonsa Ha ekynu3yma6t B non3sa Ha paBynu3yma6

Benexxka: UepHUAT TPUBI'BIHUK NIOKA3Ba IPaHUINTE HA HEMH()EPHOPHOCT, a CUBUTE TOYKH ITOKa3BaT TOUKOBUTE
OIICHKH.

benexxka: JI/IX = makrarnexunporenasa; Cl = nosepurenen uarepai, FACIT = Functional Assessment of
Chronic Illness Therapy (PyHKIIMOHAIHA OlIEHKA Ha TEPAIMATa 32 XPOHUYHO 3a00JIsIBaHE).

OKOHYATeNHUAT aHaIU3 32 €(PUKACHOCT B IPOYYBAHETO BKJIFOYBA BCHUKH NAllMEHTH, KOUTO HIKOIa ca
OwTM JTIeKyBaHU ¢ paByn3ymad (n=244), c MearaHa Ha MPOIBIDKUTEITHOCTTA Ha JiedeHunero 1 423 aHu.
OKOHYATENHUAT aHAJU3 TOTBBPIKAABA, Y€ HAOMIOAaBaHUAT OTTOBOP Ha JICUEHUETO C PaByIU3yMad Mo
BpeMe Ha Iepro/Jia 3a IbPBUYHA OLIEHKA CE 3ala3Ba Mpe3 IA1aTa IPOABIKUTENIHOCT Ha MPOYYBAHETO.
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IIpovusane npu ev3pacmuu nayuenmu ¢ ITHX, nexysanu npeou mosa c exyausymab (ALXNI1210-PNH-

302)

[Ipoy4BaHeTO Mpu JEKyBaHHUTE C EKYIH3yMal € 26-CeIMUYHO, MHOTOIIEHTPOBO, OTKPHTO,
paHIOMH3UPAHO, AKTUBHO KOHTPOJMPAHO MmpoyuBaHe (aza 3, mposeneHo npu 195 mammentn ¢ [THX,
KouTO ca kimHu4HO ctabmiau (JIX < 1,5 X ULN), cnen xaTo ca Ounu JIeKyBaHU C eKyJIH3yMald B
MIPOABIDKCHNE Hal-MaJIKO Ha TIOCJIEAHUTE 6 Mecela, U € MOCeIBaHO OT IBJITOCPOUYEH NEPHO Ha
MIPOJBIDKEHNE, B KOWTO BCHYKH TTAIIMEHTH MTOJTydaBaT paByIn3ymMa0.

Amnamuesarta 3a [IHX e mogo0Ha 3a rpynute 3a JIeUeHHE ¢ paBysiM3ymMad u exyiauzymad. AHaMHe3aTa
3a TpaHc(y3us 3a 12 Mecena e mogo0Ha MeX Ty TPYIHTE 3a JISUSHHE C PaByIH3yMad U eKynn3ymab u
moBede oT 87% OT MaIMEeHTHTE U B IBETE TPYIH HA JICUCHHUE HE TOJTyIaBaT TpaHC(hy3Hus B paMKHUTE Ha
12 mecena ot Biu3aHeTo UM B mpoyuBaneto. Cpenausat oomy kiion Ha YKK ¢ [THX denotur e
60,05%, cpennusT o6 kinoH Ha rpanynonutu ¢ [THX denorur e 83,30%, a cpeaausar ool
MoHo1TeH KioH ¢ [THX denorum e 85,86%.

Tabnuma 11 npencrapst XxapakKTEPUCTUKUTE HA U3XO0JIHO HUBO 3a nmanueHTute ¢ [IHX, BkitoyeHu B
MMPOYYBAHETO MPH JICKYBAaHUTE ¢ eKyTHU3yMa0, 0e3 11a ca HaOI0JaBaH! SIBHY KIIMHHYHO 3HAYHMH

pasnuuns MEXIy paMeHaTa 3a JIeUeHHe.

Taoauna 11: XapakTeprucTHKH HA U3X0JHO HUBO B IIPOYYBAHETO NPH NALMEHTH, JeKYBAHHU C

eKyJIu3ymao
Mapamersp CratucTuyecka PaBynauzymao Exyaunsymad
BeJIMYMHA (N=97) (N =98)
Bo3pact (ronunn) npu Cpenna (SD) 34,1 (14,41) 36,8 (14,14)
nuar”Hoctuiupanero Ha [THX Menauana 32,0 35,0
Min, max 6;73 11; 74
Bn3pact (roaunn) npu mbpBara Cpenna (SD) 46,6 (14,41) 48,8 (13,97)
nHQY3Us B IPOYyYBAHETO Menunana 45,0 49,0
Min, max 18; 79 23,77
o (n, %) Mmbxe 50(51,5) 48 (49,0)
Kenn 47 (48.,5) 50 (51,0)
Huga Ha JI/IX npenu neyeHnero Cpenna (SD) 228,0 (48,71) 235,2 (49,71)
Mennana 2240 2340
Bpoii manenTu ¢ Tpancdys3un Ha n (%) 13 (13,4) 12 (12,2)
pRBC/1s1a KpBB B paMKHTE Ha
12 Mecena npeau mbpBaTa J103a
Enuanm pRBC/usna kpss, O6mmo 103 50
IIpeJIeTH B paMKHTe Ha 12 Mecena Cpenna (SD) 7,9 (8,78) 4,2 (3,83)
Ipeay mbpBara 103a MC,HI/IaHa 4’0 2’5
Mamuentu ¢ [THX? cheTosHuS n (%) 90 (92,8) 96 (98,0)
npean HHGOPMUPAHOTO ChITIacHe
Anemus 64 (66,0) 67 (68,4)
XeMmaTypus wim 47 (48.5) 48 (49,0)
XEMOTJIOOUHYpHS
AmacTUdHa aHEMUS 34 (35,1) 39 (39,8)
bvbpeuna HenOCTaTHYHOCT 11(11,3) 7(7,1)
MuenoaucIiacTHaeH CHHAPOM 3(3,1) 6 (6,1)
YcnoxxHeHue npu 6peMeHHOCT 4.(4,1) 9(9,2)
Hpyru® 14 (14,4) 14 (14,3)

* Bp3 0cHOBa aHaMHe3a Ha 3a00JIIBaHETO.
®Kareropusra ,,JI[pyru* BKIIOUBA HEYTPONEHHUS, ObOpeYHa TUCQYHKIMS ¥ TPOMOOINEHHS, & TaKa ChIIO U PEULIA
JpYTU CbCTOSHUS.

ITbpBuuHaTa KpaliHa TOUKA € XeMOJIU3a, U3MepeHa upe3 MpolieHTHaTa npomMsaHa Ha JIJ[X oT uzxoaHo
HUBO. BropnyHHTe KpaifHU TOYKM BKJIIOYBAT J5UT HA MAllMEHTHUTE C TPOOMBHA XEMOJIN3a, KAYeCTBO Ha
xuBoT (FACIT-YMopa), nzdarsane Ha Tpancdysus (TA) u osu1 Ha NALMEHTHTE ChC CTAOMINM3KUPaH
XEMOTJIOOWH.
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PaBynmmu3ymab nMa He 1mo-Maika eUKacHOCT B CpaBHEHHE C eKyIu3yMal 3a IbpBUYHATA KpaifHa
TOYKa, MporeHTHata rpomsiHa Ha JIJ[X ot uzxonHo HUBO 110 1neH 183 u 3a 4-Te¢ OCHOBHU BTOPUYHHU
kpaitau Touku (durypa 2).

®@urypa 2: AHaJN3 HA MbPBUYHHUTE H BTOPHYHUTE KPAliHH TOYKH —TPyIa 32 bJeH aHATU3 (MPoy4YBaHe
NIPH JIEKYBaHH € eKYJIU3yMa0)

PaBynusymab Ekynunsymab Paznuka (95% Cl)
(N=97) (N=98)
|

MpomsiHa Ha NIOX oT naxoaHo A Py -0,8 8,4 9,2 (-0,4; 18,8)
HWBO (%)
Mpo6usHa xemonusa (%) A L 0 51 5,1(-8,9; 19,0)
MpomsiHa BbB FACIT-YMopa A —e— 2,0 0,5 1,5(-0,2; 3,2)
W3bsirBaHe Ha TpaHcdyans A Py 87,6 82,7 5,5(-4,3;15,7)
(%)
CrabunuaumpaHe Ha . 76,3 75,5 1,4 (-10,4; 13,3)
xemorno6uHa (%) A w

-20 -10 0 10 20

B nonsa Ha ekynusyma6 B nonsa Ha paBynu3syma6t

Benexka: UepHUAT TPUBI'BIHUK [TOKa3Ba TPAHUIIMTE HA HEUH(PEPHUOPHOCT, @ CHBUTE TOYKHU ITOKA3BAaT TOYKOBUTE
OLICHKH.
Benexka: JI/IX = nakratnexunporenasa; Cl = moBepuresneH HHTEpBal.

OKOHYATEHUAT aHAU3 32 e()UKACHOCT 3a MPOYYBAaHETO BKJIIOYBA BCUYKH MAlMEHTH, KOUTO HSIKOTa ca
OunM J1ekyBaHH ¢ paByiiu3ymad (n=192) ¢ MeauaHna Ha IPOIBIDKATEHOCTTA Ha JIeYeHUETo 968 THH.
OKOHYATENHUAT aHATU3 TOTBBPKAABA, Y€ HAOIIOAaBaHUAT OTTOBOP HA JICYEHUETO C PaByIU3yMad Mo
BpeMe Ha IIepHoAa 3a IbPBUYHA OLIEHKA CE 3al1a3Ba pe3 IUIaTa IPOABJKUTEIHOCT Ha IIPOYYBAHETO.

Amunuuen xemonumuyen ypemuyer cunopom (aXyC)

Ilpoyusane npu evzpacmuu nayuernmu ¢ aXyYC (ALXNI1210-aHUS-311)

ToBa € MHOTOIICHTPOBO (a3a 3 mpoyyBaHe ¢ €JHO paMo TP Bb3PACTHH, TIPOBECHO MIPH NAIUEHTH C
nmokymeHTHpaH aXyY C, KOUTO He ca JIKyBaHU C HHXHOUTOP Ha KOMIUIEMEHTA MTPEIH BKIFOYBAHETO UM
B IIPOYYBAHETO U MMAT JIaHHU 3a TpoMOoTHyHa Mukpoanruomnatus (TMA). [IpoyuBaHeTo ce chcTon
OT 26-CceIMUYEH HadaJeH MEePUOJ Ha OLlEHKa, KaTO Ha MalMEHTHUTE € TI03BOJICHO JIa CE BKITFOYAT B
MepUo]] Ha IPOIBIDKEHHE A0 4,5 TOIUHH.

Bxumrouenu ca o0mio 58 manuentu ¢ gokymentupan aXy C. Kpurepunre 3a BKIIOYBaHE H3KIIOYBAT
IMTaIfMCHTH C TMA, ABbJoKall C€ Ha JC3UHTCIPUH U MCTAJIONIPOTEHA3a C I[e(i)I/IHI/IT Ha MOTHB Ha
tpomOocniorauH Tan 1, wren 13 (ADAMTSI13) , xeMonuTHueH ypeMUUIeH CHHAPOM, CBBp3aH ¢ Shiga
tokcuH Ha Escherichia coli (STEC-HUS) u renetnuen nedekt B MmerabonusmMa Ha kobamamus C.
JlBama marnueHTH ca H3KJII0UEHHU OT TPyTaTa 3a IbJICH aHAIN3 MOpaan MoTBbpaAeHa auaraoza STEC-
HUS. leBetaeceT u Tpu MpoIEHTA OT NAIMEHTUTE UMAT EKCTpapeHaTHH MPU3HAIM (CHPIECYHOCHA0BH,
0e0apoOHH, OT CTpaHa Ha IIEHTpaTHATa HEPBHA CUCTEMA, CTOMAIITHO-YPEBHH, KOXKHH, OT CTpaHa Ha
CKeJIeTHATa MyCKyJaTypa) min cumntoMu Ha aXyY C Ha H3X0JHO HUBO.

B Tabnuma 12 ca npeacraBern neMorpadcKuTe TaHHA U U3XOIHNATE XapaKTePUCTUKH Ha 56-Te

BB3pPACTHHU MAIMEeHTH, BKIIoUYeHH B mpoyuBane ALXN1210-aHUS-311, xouto npeacrasisBaT rpynara
3a ITBJICH aHaJu3.
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Tao6anma 12:

H3x0aHM XapaKTePUCTUKH B IPOYYBAHETO NIPH Bb3PACTHH

HapareTs CTaTucTH4ecKa PaBynusymat
P P BeJIMYHMHA (N=56)
Bw3pact (rogunu) npu mbpBara HHGY3Us Cpenna (SD) 42,2 (14,98)
Min, max 19,5; 76,6
ITon
Mubxe n (%) 19 (33,9)
Paca® n (%)
AsunaTtin 15 (26,8)
bsina paca 29(51.8)
HewusBectHa/npyra 12(21.4)
AHaMHe3a 3a TpaHCIUIAaHTaLMs n (%) 8 (14,3)
TpomGouutu (10%/1) B xpBBTA n 56
Menuana 95,25 (18, 473)
(min, max)
XemornoouH (g/1) B kpbBTa n 56
Menuana 85,00 (60,5; 140)
(min, max)
JIIX (U/1) B cepyma n 56
Mennana 508,00 (229,5; 3249)
(min, max)
eGFR (ml/min/1,73 m?) n (%) 55
Menunana 10,00 (4, 80)
(min, max)
[TaumenTH Ha quanu3a N (%) 29 (51,8)
[TanMeHTKH ciell paKaaHe N (%) 8 (14,3)

Benexxa: [TporieHTHTE C€ OCHOBABAT Ha OOIIMS OpO¥ MAIMEHTH.
Cokpamenns: eGFR = u3unciiena ckopocT Ha riiomepyiiHa ¢unrpanus; JIIX = nakrataexuaporeHasa;

max = MakCHUMyM; min = MUHUMYM.

ITbpBuuHaTa KpakiHa TOYKa € MbJieH 0TroBop Ha TMA no Bpeme Ha 26-CeIMUYHUS HAaYaJIeH MEPUO/T
Ha OIICHKa, IOKa3aH 4pe3 HOPMATU3UPAHETO HA XEMAaTOJOTHYHHUTE TapaMeTpu (Opoil TpoMOoLuTH

> 150 x 10%1 u JIIX < 246 U/1) u > 25% nono6penne Ha cepyMHHS KPEaTHHHH CIPAMO H3XOJHOTO
HUBO. [lanenTuTe TpsiOBa Aa OTroBapsAT HA BCHUYKH KPUTEPHH 32 ITbjeH oTroBop Ha TMA mpu

2 OTAETHH OIIEHKH, MOyuYeHH Hall-Malko mpe3 4 cenqmunu (28 1HU), ¥ IPU BCSIKO U3MEPBaHE MEXKIY
TSX.

[Isnen otroBop Ha TMA e mabmronasan npu 30 ot 56-te manmentH (53,6%) Mo Bpeme Ha
26-ceIMUYHMS Ha4aJIeH MEePHOJ] Ha OLIEHKA, KaKTo € Mmoka3aHo B Tabmuma 13.

Tadauua 13: IIbsaen orroop Ha TMA 1 aHA/IU3 HA KOMIIOHEHTUTE HA IBJIHHUA OTTOBOP HA
TMA 3a 26-cenmMuuHus HaYajeH nepuoja Ha oueHka (ALXN1210-aHUS-311)

Oomro IMoBausaau ce MAUEHTH
n Hpouent (95% CI)*

ITeaen otroBop Ha TMA 56 30 0,536 (0,396; 0,675)
KoMmnoHeHTH Ha ITBIIHUS OTTOBOP HA
T™MA

Hopmammzupane Ha 6post Ha 56 47 0,839 (0,734, 0,944)

TPOMOOIMTUTE

Hopmanuzupane na JIJIX 56 43 0,768 (0,648; 0,887)

> 25% noao0peHue Ha cepyMHHUS 56 33 0,589 (0,452; 0,727)

KPEaTUHHH CIPSIMO U3XOIHOTO

HUBO
Hopmanuzupane Ha 56 41 0,732 (0,607; 0,857)
XEMAaTOJOTHYHUTEC I10Ka3aTCIIN

295% CI 3a mpolieHTa ce OCHOBaBa Ha aCUMITOTHUS METOJ] Ha TayCOBO NMPUOJIMKEHUE C KOPEKIHS 3a
HETPEKBbCHATOCT.

Coxpamenust: Cl = nosepurenen unrepsait; JIJIX = nakrarnexunporenaza; TMA = tpomOoTHuHa
MHUKpPOAHTHOTIATHSI.
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ITenen orrosop Ha TMA ce HaOII01aBa MpH OIIIe IIECTHMA MAIMEHTH IO BpEME Ha Meprojia Ha
npoaskenne B [lau 169, 302, 401, 407, 1247 u 1359, xoeTo Boau 10 0O IrejaeH otroBop Ha TMA
mipu 36 ot 56 nmanmentH (64,3%; 95% CI: 50,8%; 77,7%) mo kpas Ha mpoyuBaHeTo. OTIENHUTE
KOMITOHEHTH Ha OTTOBOpa ce yBenm4asaT 1o 48 (85,7%; 95% CI: 75,7%; 95,8%) nauuenTtu 3a
HOpMaJIM3UpaHETO Ha Opos Ha TpomboruTute, 49 (87,5%; 95% CI: 77,9%; 97,1%) nanuentu 3a
Hopmanmsupanero Ha JIIAX u 37 (66,1%; 95% CI: 52,8%; 79,4%) narnuenTy 3a Mo100psIBaHETO HA
O0bOpeuHara pyHKIUSL.

MenuanaTa Ha BpeMeTo 10 rbyieH otroBop Ha TMA e 86 muu (7 mo 1 359 nuu). bep3o nmoBumasaHe
Ha cpefHus Opoil Ha TPOMOOIMTHTE € HaOIIF0JaBaHO CIIe]] 3all0YBaHe Ha PaByIH3yMal, KaTo TOH ce
yBenuuasa oT 118,52 x 10°/1 Ha u3x0mHO HUBO 10 243,54 x 10%/1 B Jlen 8 u octaBa Hax 227 x 10°/1
MIPY BCUYKH TIOCTICABAIIM BU3UTH IPe3 HAUYATHUS TIEpHUO] Ha olleHKa (26 ceamuin). [1o chimus HaumH
cpenHara ctoiHocT Ha JIJIX HamandBa OT U3XOIHO HUBO Npe3 MbPBUTE 2 Mecella Ha JeUeHHe U ce
MoAIBPsKA IT0 BpeMe Ha HadaTHHS IIEpUOJI Ha OorleHKa (26 ceIMHuIIn).

Han aBe Tpetu oT momynanusTa maueHTH, KOUTO ca npeaumMuo ¢ Xb3 craguit 4 uinm 5 Ha U3XOIHOTO
HUBO, ce moAo0psBar ¢ 1 wm nosede craaus Ha Xb3 o ned 743 ot npoyusanero. [logobpenuero Ha
0n0peunara Gyukmus, m3meperno upe3 eGFR, npogpmkasa ga Obae cTabHITHO 10 Kpas Ha
npoyuBaHeTo. CTauAT Ha XPOHUYHO OBOPEUHO 3a00JIIBaHE MPOIbIKABA JIa CE ITOA00PsABa IIPU MHOTO
nanueHTH (19/30) cnen mocturane Ha mbjieH otroBop Ha TMA 1o BpeMe Ha 26-ceAMUYHUS HaYaJleH
MEpPHOJI Ha OLICHKA.

Ot 27-1e ManreHTU, KOUTO HC CC HYXXJAAAT OT AUAJIN3a IIPU BKIIFOUBAHC B IIPOYYBAHCTO, 19 ManucCHTHU
OpoAbIKABaT Aa HE Ca Ha Jualin3a Npe3 HeIusd IIEPUoJ Ha IPOYUYBAHETO, a 8 INalMCHTH 3aI104Bar
Juajir3a 1o BpeMe Ha MPOYy4YBAHETO, KaTO 2 OT Te3Hu NManMeHTH CIIUpaT Juaan3ara B [I€puoia Ha
IIPOYy4YBaHECTO. EI{I/IH OT MaJMUCHTUTE, KOUTO CIIMpa Juain3aTa B I€pruoaa Ha MPOABDKCHUCTO Ha
IIpOYy4YBaHETO, CJICI TOBA IIOJHOBABA JUaIM3aTa U IIPOAbJKaBa /10 3aBbPIIBAHE HA IIPOYYBAHETO.

Ta6auua 14: BTopuyHM KpaiiHU TOYKH 32 epuKACHOCT 32 26-ceIMUYHNSA MEPUO HA HAYAJIHA
onenka B nmpoyuBane ALXN1210-aHUS-311

IIapameTpu IIpoyuBane ALXN1210-aHUS-311
(N=56)
XemaTonoruyau napamerpu Ha TMA, HabnronaBana croitHoCT IIpomMsiHa OT U3XOAHO HUBO
JHen 183 (n=48) (n=48)
TpomGouuru (10%1) B kpBBTA
Cpenno (SD) 237,96 (73,528) 114,79 (105,568)
Menuana 232,00 125,00
JIOX (U/1) B cepyma
Cpenno (SD) 194,46 (58,099) -519,83 (572,467)
Menuana 176,50 -310,75

[ToBumasane Ha xemornobuHa > 20 g/l ot
M3XOIHO HUBO C OTBBPIKAABAII PE3YITAT
Tpe3 Lenys HadalleH MepHoj Ha OI[eHKa
n/m 40/56
npoueHt (95% CI)** 0,714 (0,587; 0,842)
IIpomsna Ha craausg Ha Xb3 0T U3x0aHO
HUBO, [en 183
[Tomobpenue®
n/m 32/47
Ipouent (95% CI)* 0,681 (0,529; 0,809)
Bromasane®
n/m 2/13
Ipornenr (95% CI)* 0,154 (0,019, 0,454)
eGFR (ml/min/1,73 m?), len 183 Hab6nromaBana CTOMHOCT [IpomsiHA OT U3XOOHO HUBO
(n=48) (n=47)
Cpenno (SD) 51,83 (39,162) 34,80 (35,454)
Menanana 40,00 29,00

20



Benexka: n: Opoii manMeHTy ¢ HAJMYHK JAHHU 32 JajicHaTa OllcHKa npu Bu3uTara Ha Jlen 183. m: Opoit
MalMeHTH, KOUTO OTrOBapST Ha JAafeHus Kpurepuid. CTagusaT Ha XpoHUYHOTO OBOpedHo 3abonsBane (Xb3) ce
KJIacuQuIpa Bb3 OCHOBA Ha ,,CTa/uii Ha XpoHMYHO OBOpedHo 3aboinsiBane Ha Hanponainara 60peyna
¢donmamus (National Kidney Foundation Chronic Kidney Disease Stage). Cranuii 5 ce cunTa 3a Haii-no1mara
Kareropusi, mokaro Crammii 1 ce caura 3a Haii-noOpata kateropus. CTOMHOCTHATE Ha M3XOIHO HUBO CE
MoJTy4yaBat Bb3 OCHOBA Ha rocienHaTa HanmnyHa eGFR mpenn 3anouyBane Ha JeUCHHUETO.
ITomoOpenne/BnomnaBane: B cpaBHEHUE ChC cTaansd Ha Xb3 Ha M3X0aHO HUBO. ¥95% MOBEPUTEITHU HHTEPBAIH
(95% CI) ce ocHOBaBaT Ha TOYHHUTE TPAHUIY HA JOBEPUTETHOCT IIPH U3IOI3BAHE HA METO/IA Ha
Clopper-Pearson. *M3kirouenn ca manueHTute ¢ Xb3 Craauii | Ha M3X0IHO HUBO, THH KaTo T€ HE MOTaT Ja ce
MOJI00PAT. Uskmrouenu ca manuentute ¢ Xb3 Ctaauii 5 Ha M3X0IHO HUBO, THil KaTO T HE MOTAT Ja CE BJIOIIAT.
Cokpamenns: eGFR = u3unciiena ckopocT Ha riiomepyiiHa ¢unrpanus; JIIX = nakrataexuaporeHasa;

TMA = TpoMOOTHYHA MUKPOAHTHOTIATHSI.

OKOHYATEHUAT aHATN3 332 €PUKACHOCT Ha MTPOYYBAHETO 32 BCHYKH MMAIUEHTH, JICKYBaHH C
paBynu3ymab ¢ MeIuaHa Ha IPOABIDKUTEIIHOCTTA Ha JedeHueTo 130,36 cenMuIy, MOTBbPK/IaBa, ue
HAOJIOABaHUSIT OTTOBOP Ha JICYCHHETO C PaByIM3yMald 1Mo BpeMe Ha Ieproa 3a IbpBUYHA OICHKA,
ce 3arasBa Mpe3 Is1aTa IPOABIDKUTENIHOCT Ha MPOYYBAHETO.

Tenepanusupana muacmenus epasuc (eMI)

IIpoyusane npu ewv3pacmuu nauuenmu c 2MI°

EduxacHoctTa 1 6e30macHOCTTa Ha paByInM3ymMal Mpu Bb3pacTHU HauueHTu ¢ TMI ca onieHeHu B
PaHAOMU3UPAHO, JBOHHOCIAIO, M1aNe00-KOHTPOINPAHO, MHOTOLICHTPOBO NpoyuBaHe ¢a3a 3
(ALXN1210-MG-306). Ha manpeHTHTe, y4acTBallly B TOBA IIPOYYBaHe, BIIOCIEACTBUE € TI03BOJIEHO
Ja ce Bioyat B OTKPUT Nepuo] Ha IPOIbIDKEHHE, B KOWTO BCUYKH MAMEHTH [10Jy4aBaT
paBynu3ymao.

[amuenTture ¢ tMIT (TnarHocTHIMpPaHU OT Hail-MaJIko 6 Mecela) ¢ MOJI0KUTENEH CEPOJIOTHUEH TECT
3a aHTHUTEJa cpely perentopute 3a anetwnxoiud (AChR), kinanyna kiacuduxamus kiac 11 1o i.v.
copeq MGFA (Amepukancka Gonpanus 3a Muactenus rpasuc, Myasthenia Gravis Foundation of
America) u ocTaTbuHa CUMIITOMATHKA, I0Ka3aHa OT o0 CKOp > 6 3a ExxeHeBHU AeitHOCTH TIpH
muactenus rpasuc (Myasthenia Gravis Activities of Daily Living, MG-ADL), ca pangoMu3upanu na
nosrydaBat v paBynnzymad (N = 86), wu mnare6o (N = 89). Ha manmenTrTe Ha IMyHOCYTIpECUBHA
Tepanus (KOPTUKOCTEPOUIHN, a3aTHONIPUH, HUKIopochamMu, HUKIOCTIOPUH, METOTPEKCAT,
MuKodeHonatT MODETHIT MM TAKPOJIUMYC) € TI03BOJICHO JIa MPOBJKAT TepausiTa Mpe3 1siata
MIPOJIBIDKATEHOCT Ha TipoyuBaHeTo. OCBEH TOBa € MO3BOJICHA CIIACHTENIHA Teparusl (BKIFOUUTECITHO
BHICOKa J103a KopTuKocTepoua, PE/PP wmu i.v. Ig), ako maredTsT MoTyYy KIIMHHYHO BIIOIIABAHE,
KakTo € Je(pMHUPAHO B IPOTOKOJIA HA IPOYYBAHETO.

O6mo 162 (92,6%) nanueHTH 3aBbpLIBaT 26-ceAMUIHUS PaHgoMu31pad KOHTPOIKMPAH EPHOJ Ha
npoyuBane ALXN1210-MG-306. M3xonHuTe XapakTepUCTUKH Ha MAIMEHTHUTE Ca MPEACTAaBEHHU B
Tabmuma 15. MuOo3uHCTBOTO (97%) ManMeHTH, BKIIIOUYEHH B IPOYYBAHETO, Ca JIEKyBaHH C Hall-MaJKo
eIHa IMYHOMOIYJIMpaIIa Tepamus, BKIIFOUUTETHO UMyHOCyTIpecuBHa Tepanus, PE/PP wm i.v. Ig,
pe3 MOCIEIHUTE JIBE TOJUHU IPEAn BKIIOYBAHETO.

Tabumna 15: XapakrepucTHKHN Ha 3a00JIIBAHETO HA M3X0AHO HMBO B poyuyBane ALXN1210-

MG-306
IMapamersp CraTucTnyecka Inane6o PaBynnzymad
BeJMYHHA (N=89) (N =86)
JIY n (%)

Mmbxe 44 (49,4) 42 (48,8)
Kenn 45 (50,6) 44 (51,2)

Bw3pacT npu mbpBaTa 103a 0T Cpenna (SD) 53,3 (16,05) 58,0 (13,82)
MOJIYYaBaHOTO JIEKAPCTBO (FOAMHHU) (min, max) (20; 82) (19;79)
Crapuecka Bb3pact (= 65 rogunu) npu n (%) 24 (27,0) 30 (34,9)
BJIM3aHe B MPOYYBaHETO
IpoabaxureanoctT Ha MI' oT mocTaBsiHETO Cpenna (SD) 10,0 (8,90) 9,8 (9,68)
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HA IMarHo3ara (roauHu) (min, max) (0,5; 36,1) (0,5; 39,5)
Menunana 7,6 5,7
Cxop Ha u3xoaHo HuBo 3a MG-ADL Cpenna (SD) 8,9 (2,30) 9.1 (2,62)
(min, max) (6,0; 15,0) (6,0; 24,0)
Menunana 9,0 9,0
Ckop Ha u3x0aHo HMBO 32 QMG Cpenna (SD) 14,5 (5,26) 14,8 (5,21)
(min, max) (2,05 27,0) (6,0; 39,0)
Menunana 14,0 15,0
Kiaac mo MGFA Ha u3X01HO HUBO n (%)
Kirac IT (sreka cimabocT) 39 (44) 39 (45)
Kiac III (ymepena ciabocr) 45 (51) 41 (48)
Kuac IV (3HaunTenHa ciaboct) 5(6) 6(7)
Ipeauimnaa HHTYOANMSA cJ1e] TOCTABSIHETO n (%) 9 (10,1) 8(9,3)
Ha quarto3ara (MGFA kaac V)
Bpoii nanuenTH ¢ npeaumHa kpusa Ha MI' n (%) 17 (19,1) 21 (244)
cJie]] MOCTABSIHETO HA IMarHo3ara®
Bpoii NMyHOCYIpeCHBHH JIeKapeTBa® ¢ n (%)
yYCTaHOBEHA /1032 IPH BKJIIOYBAaHE B
NPOY4YBAHETO 8(9,0) 10 (11,6)
0 34 (38,2) 40 (46,5)
1 47 (52,8) 36 (41,9)
>2

* Undopmanusita 3a npeauniHa kpusa Ha MI™ e cb0paHa kaTo 4acT OT MeJMIMHCKaTa aHaMHe3a U He € OLlCHEeHa
criopes AepUHUIMATA B KIIMHUYHHS TIPOTOKOJL.

5 UMyHOCYTIPECHBHHUTE JIEKAPCTBA BKIIOYBAT KOPTUKOCTEPOHIN, A3aTHOTIPHH, IIMKIO(POCHaMuL, IUKIOCTIOPHH,
METOTpEKCcaT, MUKO(EHOIAT MOGETIIT HITH TaKPOINMYC.

ChbKpallieHHs: max = MakcUMyM; min = muHuMyM; MI" = muacrenus rpaBuc; MG-ADL = ExxenneBHu neiiHocTH

npu Muactenus rpasuc; MGFA = Amepukancka ¢onmanus 3a muacteHus rpasuc; QMG = KonnuectBeHa

oreHka Ha Muactenus rpasuc (Quantitative Myasthenia Gravis); SD = cTaHZapTHO OTKIOHCHHE

IIspBrUYHaTA KpaifHa TOYKA € TIPOMSHATA OT U3XOAHO HUBO JIO ceaMuIa 26 B oOmms ckop 3a MG-
ADL.

BropuunuTe KpaiiHu TOUKH, CHIIO OICHSBAIIY MPOMEHUTE OT M3XOJHO HUBO JI0 CeaMuiia 26,
BKJIFOUBAT MpOMSHATa B o0 ckop 3a KonmndaecTBeHa orieHka Ha MuacTeHus rpasuc (Quantitative
Myasthenia Gravis, QMG), nena Ha TaIMEeHTUTE ¢ TOJOOPEHHS OT HAl-MaJKO 5 ¥ 3 TOUKH B 00U
ckop cboTBeTHO 32 QMG 1 MG-ADL, a Taka ChIIlo ¥ MPOMEHH B OIIEHKUTE 3a KAYECTBO HA KUBOT.

PaBynmn3ymab mokasBa CTaTHCTUYECKH 3HAYMMA MPOMsHA B o0mmms ckop 32 MG-ADL B cpaBHeHHe ¢
wiane0o. Pesynarature 3a mppBUYHATA U BTOPUYHMTE KpaiiHU TOYKHM ca JaneHu B Tabmuma 16.

Tabauua 16: AHajau3 HA TbPBUYHATA U BTOPHYHUTE KPAlHU TOYKHU 32 ePUKACHOCT
Kpaiinu Toukn 3a IInanedo Papynmszymad | Crarucruueck Edexr Ha p-cTOiHOCT
euxacHoct Ha (N=289) (N =86) a BeJIMYMHA 32 JleYeHUeTo (upe3
ceqMuIa 26 LS cpenna LS cpenna cpaBHeHMe (95% CI) MHOIOKPaTH
CTOHHOCT CTOHHOCT U
(SEM) (SEM) H3MepBaHMA
ChC CMeceH
edekT)
MG-ADL -1,4 (0,37) -3,1(0,38) Paznuka B -1,6 (-2,6; -0,7) 0,0009
MpoOMsiHaTa OT
U3XO0OHO HUBO
QMG -0,8 (0,45) -2,8 (0,46) Paznuxka B -2,0 (-3,2; -0,8) 0,0009
MpoOMsiHaTa OT
M3XO0JTHO HHBO
MG-QoL15r -1,6 (0,70) -3,3(0,71) Pa3nuxka B -1,7(-3,4;0,1) 0,0636
IpoMsiHaTa OT
H3XO0JHO HHBO
Neuro-QoL-fatigue | -4,8 (1,87) -7,0 (1,92) Paznuka B -2,2 (-6,9; 2.6) 0,3734%
MpoMsTHaTa OT
H3XO0JHO HUBO
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2KpaifHaTa Touka He € (JOpMAaIHO TECTBaHA 33 CTATUCTHYECKA 3HAYMMOCT; ChOOIIEeHa € HOMUHAIHA P-CTOHHOCT.

Crekpamenust: Cl = noseputenen unrepsai; LS = Meton Ha Hali-mankute kBagpati; MG-ADL = ExenneBnu
JeitHocTu npu Muactenus rpasuc; MG-QoL 15r = PeBusupana 15-ToukoBa ckaja 3a Ka4eCTBOTO Ha XKUBOT IIPU
muactenus rpasuc; Neuro-QoL-fatigue = KauecTBo Ha ’KMBOT IpH HEBPOJIOTUYHH 3a00JISIBAHUS — YMOPa;
QMG = KonnuecTBeHa o1leHKa Ha MHAacTeHus rpaBuc; SEM = cranmapTHa rpemika Ha cpeHaTa CTOHHOCT.

B npoyuBane ALXN1210-MG-306 KIHHAIHO TTOBJIHSIT ¢€ TIAIUEHT 1o o0mus ckop 3a MG-ADL ce
nedrHIpa KaTo UMAIIl TOI00peHre OT Hal-MajaKo 3 TOYKH. /[erbT Ha KITMHUIHO TTOBIHSIIATE CE
MaIMeHTy Ha ceamuna 26 e 56,7% Ha paBynu3ymal B cpaBHeHHe ¢ 34,1% Ha mane6o (HOMHHAIHO
p=0,0049). KinuHUYHO TOBIUII Ce MaUEeHT 110 o0mus ckop 3a QMG ce neduHUpa KaTo UMaII
noto0OpeHne oT Hail-Manko 5 Touku. JlenbT Ha KIIMHUYHO TIOBIHMSUINTE CE MAIIMCHTH Ha ceamuia 26 ¢
30,0% Ha paBynu3ymab B cpaBaenue ¢ 11,3% na mtane6o (p=0,0052).

Tab6mua 17 mpeacTaBs mperiie] Ha MaUeHTHTE ¢ KITMHWYIHO BIIOTIIABAHE U MAIMEHTUTE, HA KOUTO CE
HaJiara criacuTellHa Tepanus mpe3 26 ceaMuIHus PaHmoMu3MpaH KOHTPOJIMPaH IMEePHO/I.

Ta6amnna 17: KiuHH4YHO BIomIaBaHe W CIACHTEJHA Tepanus

IIpomenauBa CraTucTuyecka Inauedo PaByau3yma6

BeJIMYHHA (N=89) (N =86)
OO0 6poii maIMeHTH ¢ KIMHUYHO BJIOLIABAHE n (%) 15 (16,9) 8(9,3)
OO6111; Opo¥i MAIUeHTH, Ha KOWTO CE Hajlara ClacHTeIHa n (%) 14 (15,7) 8(9,3)
Tepanus’

2 CriacuTeNHaTa Tepanus BKIF0UYBa BUCOKA 1033 KOPTHKOCTEPOH]I, ITa3MEH 0OMeH/1a3Madepesa win
HHTPaBEHO3EH UMYHOTJIOOYJIHH.

[Ipu manmenTHTe, KOUTO MHpBOHavaIHO ca nomydasann ULTOMIRIS mo Bpeme Ha Pannomusupanus
KOHTPOJIMpaH Mepruoa U mpoabipkaBat na noiaydaBar ULTOMIRIS no 164 ceqmury xa OTKpUTHS
Mepro.I Ha IPOabIDKaBaHe, eheKTHT Ha JICUCHUETO MPOIbIDKaBa fa ce 3anaspa (Purypa 3). [lpu
MAIMEHTUTE, KOUTO IIbPBOHAYAIHO Ca MOJy4YaBaJIX TUTale0o 1o BpeMe Ha 26-CeIMIIHUS
PannomMuzupan konTponupan nepuoA u 3anousart JedeHne ¢ ULTOMIRIS no Bpeme Ha OTKpuTHA
Nepuo]] Ha IPOIBIDKEHHE, ce Halmo1aBa Obp30 U TpaiiHO MOBIHSBAHE B PE3YJTaT OT JICUSHUETO 32
BCUYKH KpallHU TOYKH, BKIIOUUTETHO MG-ADL 1 QMG (@urypa 3) 3a IpoabIKUTSITHOCT Ha
JICYEHUETO C MeIraHa MPUOIU3UTETHO 2 TOTUHH.
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®urypa 3: IIpomsiHa OT M3X0HO HMBO HA PAHIAOMHU3HPAHMUS KOHTPOJIUPAH NEPHO] B 00LLMS
ckop 3a MG-ADL (A) u 06mus ckop 3a QMG (B) 1o ceamuua 164 (cpeana
croiitHocT u 95% CI)

Panpomusunpax OTKpUT Nepuoa Ha NpoAbIKeHne
24 KOHTponupaH
nepuopg

>

MpomsiHa OT U3XOAHOTO HUBO
Ha obwusn ckop 3a MG-ADL

(o]

MpoMsiHa OT U3XOAHOTO HUBO
Ha o6wus ckop 3a QMG

T T T T T
108 116 124

BL 12 18 % » “ 52 60 6'8 ?'6 8‘4 2 100 132 148 164
Ceamuum  -Pasynunayma6 cripsmo Pasynuaymab - Mnaue6o crpsimo Pasynusymab

benexxka: Cratuctrkara 3a PannoMusupaHusi KOHTPOJIUPAH NIEPHOJ] C€ OCHOBaBa Ha JaHHU OT 175 manueHTy.

Cratuctukata 32 OTKpHUTHS IEPHOA Ha MPOIBDKEHUE ce OCHOBaBa Ha JaHHU OT 161 manumeHTn.

Crxpamenns: Cl = nosepurenen unarepsai; MG-ADL = ExxenHeBHU IEHHOCTH IPY MHACTEHHS TPaBHUC;
QMG = KonngecTBeHa OIIEHKa HA MUACTEHUS TPABHC

B Otkputust nepros; Ha IPOABIKEHUE HAa IPOYUYBAHETO KIMHULIUCTUTE UMAT BB3MOXKHOCT J1a
KOpUTHPAT HMyHOCYIIpEeCHBHAaTa Tepanus. B xpas Ha OTKpUTHA epro]] Ha IPOIbIDKEHHE (MearaHaTa
Ha npoabpkuTenHocTTa Ha edyennero ¢ ULTOMIRIS u npe3 Pannomusupanust KOHTpOIHpaH
nepuos, u npe3 OTKpUTHUS TIepHoJT Ha IPOABIDKEeHNE € 759 1HM), € TOHMWKEeHa JHEeBHATA /1032 Ha
KopTukocTeponaHa Tepamus mpu 30,1%, a mpu 12,4% ot marmeHTHTe KOPTHKOCTEPOUTHATA TEPAITHS €
npekpareHa. Haif-uectara mpuunHa 3a IpoMsHa Ha KOPTUKOCTEPOUIHATA Tepanus € oo0peHne Ha
cumnroMuTe Ha MI', 1OKaTo MalMEeHTHT € Ha JICYCHUE C PaByIu3yMal.

3abonssane om cnekmwvpa na onmuyunusi nespomueaum (3COHM)

Ipoyusane npu ev3pacmuu nayuernmu coc 3COHM

EdukacrocrTa Ha paBym3ymab npu Be3pacTHH nanueHTH ¢h¢ 3COHM, mOM0oXKUTETH 3a aHTHTEIa
cpeury AQP4, e olleHeHa B €1HO TJI00aJIHO, OTKPUTO KIMHUYHO npoyuBane (ALXN1210-NMO-307).

IIpoyuBane ALXN1210-NMO-307 BkitouBa 58 Bb3pactHu nauueHtu cb¢c 3COHM, kouto umat
MIOJIOKUTEINIEH CepOJIOTHYEH TecT 3a aHTuTeNa cpeuty AQP4, Haii-manko 1 penuanB rpe3 MOCIeTHUTE
12 mecena mpeau neprojia Ha CKPUHHUHT B CKOp 10 Pasmupenara ckala 3a craryca Ha HHBAJIUIHOCT
(Expanded Disability Status Scale, EDSS) < 7. 3a BkiIrouBaHe He c€ W3HUCKBa MTPEIX 0K /A0 JICUSHHE C
MMYHOCYIIPECHBHH JieKapcTBa (immunosuppressant therapies, IST) u 51,7% ot nanmenTtute ca Ha
MOHOTepanus ¢ paBynu3yMmad. Ha nanuentu Ha nzdpanu IST (T.€. KOPTHKOCTEPOUIH, a3aTHOIIPHH,
MUKO(pEHOIAT MOPETUI, TAKPOIUMYC) € TTO3BOJICHO Ja MPOBIDKAT C TepanuiaTa B KOMOWHAIIMS C
paByim3yMa0, ¢ M3MCKBaHE 3a YCTAHOBEHHU JIO03H JIO JOCTUTaHe Ha ceamuIia 106 B mpoydBaHeTo.
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OcBeH TOBa € N03BOJIEHAa MHTEH3UBHA TEpaIus 3a JICYeHHE Ha pelUInB (BKIOUUTEITHO BUCOKH 03U
koptukoctepouau, PE/PP u i.v. Ig,), ako nageH manueHT noyryds penuauB [0 BpeMe Ha IPOy4BaHETO.

[NanmenTHTe, BKIIOYEHU B IPOYYBAHETO, UMAaT cpeHa Bh3pacT 47,4 roaunu (B Auamna3oHa ot 18 1o
74 ronuHM) ¥ IOBEYETO OT TsX ca xeHH (90%). Meauanara Ha Bb3pacTTa IpH IbPBOHAYAITHOTO
kmHIIHO mposiBiierne Ha 3COHM e 42,5 ronuan B quana3oHa ot 16 1o 73 romuHy.
XapaKkTepuUCTHKUTE Ha 3a00JsIBAHETO HA M3XOTHO HUBO ca JajaeHu B Tabmura 18.

Ta6anua 18: AHamHe3a M XapaKTepUCTHKHU HA M3X0AHO HUBO HA NMAIHEHTUTE B MPOyYBaHe
ALXN1210-NMO-307

CraTucTHYecKa ALXN1210-NMO-307
IIpomenauBa BeJHMYHHA PaBynnzymad
(N =58)
IBpeme OT mMbpBOHAYATHOTO KIMHUYHO MPOSIBICHNE Cpenna (SD) 5,2 (6,38)
Ha 3COHM no mepBaTa J103a JIEKapCTBO 110 Menuana 2,0
[POYYBaHETO (FOLUHU) Min, max 0,19; 24,49
IARR B pamkuTe Ha 24 Mecena npeau CKpUHUHTa Cpenna (SD) 1,87 (1,59)
crioper aHaMHe3aTa Mennana 1,44
Min, max 0,5;6,9
Cxop o HAI Ha U3X0HO HUBO Cpenna (SD) 1,2 (1,42)
Mennana 1,0
Min, max 0;7
Cxop o EDSS Ha u3x0o1HO HUBO Cpenna (SD) 3,30 (1,58)
Menunana 3,25
Min, max 0,0, 7,0
[YnoTpeOa Ha putykcnmal criope]] aHaMHe3arTa n (%) 21 (36,2)
bpoii manueHTH, KOUTO MoTyvYaBaT yCTaHOBEHA n (%) 12 (20,7)
1032 KOPTUKOCTEPOUIN CaMO TIPH BIIM3aHE B
[POYYBaHETO.
Ibpoii mareHTH, KOUTO He Noy4aBat [ST mpu n (%) 30 (51,7)
BIIM3aHE B TIPOYYBAHETO.

Crrpammenus: ARR (annualised relapse rate) = yecToTa Ha pelUAMBUTE Ha roauiinHa 6a3a; EDSS
(Expanded Disability Status Scale) = Pasmmpena ckana 3a craryca Ha waBaymaHocT; HAI (Hauser
Ambulation Index)= Muanekc Ha amOymnarusata Hauser; IST (immunosuppressant therapy) =
UMYHOCYIIPECHBHO JleKapcTBO; Max = makcumyM; Min = muaumyMm; 3COHM = 3a0onsBaHus oT
CIEKTHpPa Ha ONTHYHUSI HEBPOMHENHUT; SD = cTaHAapTHO OTKJIOHEHHE.

[IspBuunaTa kpaitna Touka B [IpoyuBane ALXN1210-NMO-307 e BpemeTo 10 MbpBUs MOTBBPICH IO
BpeMe Ha U3MUTBAHETO PELUINB, CIIOPE HE3aBUCHMa KOMUCHS 3a MOTBbprkAaBaHe. He ce HabmonaBa
IIOTBBPJIEH 10 BPEME Ha U3IUTBAHETO PELUANB P MALMECHTHUTE, JICKYBaHU C PaByIU3yMal, mpe3
I'BPBUYHUS TIEPHUOJ HA JIedeHUe. Bcuuky nauneHTy, JeKyBaHH ¢ paByIu3yMad, Ipoab/DKaBaT aa
HsMAaT pelUNB [0 BpeMe Ha ImpociesaBaHeTo ¢ Meauanara 90,93 cenqmunu. JlekyBaHnuTte ¢
paByHM3yMal MalMeHTH MoJTyyaBaT KOHCUCTEHTEH pe3yiTaT 0e3 peunanuB 3a TbpBUYHATA KpaiiHa
TOYKa ChC WM 0e3 chIbTCcTBaIIO JeueHue ¢ IST.

PaBynu3ymab He e Ipoy4BaH 3a HHTEH3MBHO JICUCHUE HA peUauBH pu nauueHTu cbc 3COHM.

TleqnaTpuuHa momyJiamus

Tapoxcusmanua Howna xemoenobunypus (I1HX)

Ipovusane npu neduampuunu nayuermu ¢ IIHX (ALXN1210-PNH-304)

ITemnaTpuanoTo npoyuBane (ALXN1210-PNH-304) e MHOTOIIGHTPOBO, OTKPHTO, IIpoyuBaHe (aza 3,
MIPOBEJICHO TIPH JIEKYBaHU C €KyJIN3yMal U HEJIEKYBaHU C HHXUOUTOP Ha KOMIUIEMEHTA NEAHATPUIHI
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nanuedty ¢ [IHX. Ot mexxauanauTe pesynratu oomo 13 neauarpuynn naunentu ¢ [IHX 3apppmBar
JICYeHHE C PaByJIN3yMald 1o BpeMe Ha Mepuoa 3a IbPBUYHA OLIEHKa (26 ceIMHLIN) OT MPOYyYBaHE
ALXN1210-PNH-304. ITet ot 13-Te manueHTH HUKOTA HE ca OWJIK JICKYBaHU C HHXHOUTOP Ha
KOMILJIEMEHTa, a § TMaMeHTH ca MOJIyYHIId JIeueHHe C eKyIn3ymMal Mpeay BIU3aHe B IPOYyYBAHETO.

IToBeueTo OT MaNMEHTHTE ca Ha BB3pacT Mexay 12 u 17 roaunan 1pu mbpBata HHQY3HS (CPEIHO:

14,4 rogunmn), kato 2 marueHTH ca mof 12 rogunau (11 roguau u 9 rogunn). Ocem oT 13-Te manueHTH
ca oT »xeHCKHU 1o, CpeIHOTO TETJI0 Ha U3XOJ/HO HUBO ¢ 56 kg B auanasona ot 37 o 72 kg.

Tab6mura 19 mpencraBst aHaMHe3aTa Ha 3a00JIIBAHETO M XapaKTEPUCTUKUTE HA TTETHATPHIHNTE

MaIeHTy, BKIodeHu B mpoyuBane ALXN1210-PNH-304, na n3xoaHo HHBO.

Tadauua 19: AnHamHe3a Ha 3a00JIIBAHETO U XapaKTEPUCTUKHM HA H3X0IHO HUBO (Tpyna 3a

bJIeH aHAJIN3)

IIpomennuBa IManmnenTn, HesiekyBann | IlanueHTH, JeKyBaHHU ¢
¢ MHXHOMTOP HA eKyJan3ymad
KOMILJIEMEHTA (N=28)
(N=3)
OO0 ki10H Ha yepBeHu kpbBHU KieTkH (UKK) ¢ [THX (N=4) (N=06)

tenotnn (%)
Menuana (min, max)

40,05 (6.9; 68,1)

71,15 (21,2; 85,4)

OO0 ki0H Ha rpanysounts ¢ [THX denorun (%)
Menunana (min, max)

78,30 (36,8; 99,0)

91,60 (20,3; 97.6)

Bpoit nanmenTn ¢ tpancdysun Ha pRBC/1s1ma KpBB B 2 (40,0) 2 (25,0)
pamkwuTe Ha 12 Mecera mpeau mepBara 103a, n (%)
Bpotit Tpancdyzuu ma pPRBC/1151a KpBB B paMKHTE Ha
12 Mecena npeau mppBaTa 103a
Oommo 10 2
Menauana (min, max) 5,0 (4;6) 1,0(1; 1)
Enunuim pRBC/1isiia KpbB, IPEJIETH B PAMKUTE Ha
12 mecena npenu mepBara 103a
O61mo 14 2
Menuana (min, max) 7,0 (3;11) 2,0(2;2)
[TatmenTH ¢ BesikakBu cBbp3anu ¢ [THX cheTosnus 5 (100) 8 (100)
npean HHGOPMUPAHOTO chriacue, n (%)
Anemns 2 (40,0) 5(62,5)
Xemartypus WK XeMOTJIOOMHYPHS 2 (40,0) 5(62,5)
AmacTUYHa aHEMUS 3 (60,0) 1(12,5)
bpbpeyna HeMOCTaTHYHOCT 2 (40,0) 2 (25,0)
Hpyro* 0 1(12,5)

Hwuga na JIAX npenn neuennero (U/L)
Menauana (min, max)

588,50 (444; 2269,7)

251,50 (140,5; 487)

2 CpobmiaBar ce npyru cebp3anu ¢ [THX cbcTosiHus karo ,,uHpapkT Ha ObOpeka u ciie3kaTa™ u ,,MHO)KECTBEHN

JIe3UH, CBBP3aHU ¢ eMOOJIMYEH IpoLec”.

Benexxka: [IponenTute ce ocHOBaBaT Ha OOLTHSI OPOIl MAIIEHTH BBB BCAKA KOXOPTA.
Coxpamenust: JIIX = nakraTaexunporenasa; max = MakcuMyM; min = muaumyM; [THX = napokcusmanna
HolHa xemornoounypust; pRBC = eputponurna maca; UKK = yepBeHU KPBBHU KIIETKH.

B 3aBHCHMOCT OT TEJIECHOTO TETJIO TAIMEHTUTE IO TydaBaT HaTOBapBala J03a paByIn3ymMad Ha

Hen 1, mocrnensano oT moaabpKaiio jgedenue B [len 15 u Beaubxk Ha Bceku § cenmuiin (8w) e
TOBa 3a ManueHTH ¢ Terio > 20 kg wim BeaHbk Ha Beeku 4 ceamuiin (q4w) 3a TAIMeHTH C TETJI0

< 20 kg. 3a manueHTH, KOUTO BIM3aT B IPOYYBAHETO HA Tepanws ¢ eKynu3ymad, JleHn 1 ot neueHnero
10 TIPOYYBAHETO € 3aIUIaHyBaH Jia ObJe 2 CEOIMUITH CIIe]T TToCTeaHaTa 103a eKyIn3yMad Ha TaIueHTa.

OcHoBaHaTa Ha TETJI0TO JJ030Ba CXeMa Ha paBylu3ymal jJaBa He3a0aBHO, ITBIHO U MPOIBIDKUTEITHO
WHXUOWpaHe Ha KpalfHU eTal Ha KackajgaTa Ha KOMIUIEMEHTa TIpe3 IeNus 26-ceIMUUeH IMepro. 3a
ITEPBUYHA OIEHKA, HE3aBUCUMO OT MPEIXOTHOTO JIeueHUe ¢ eKym3ymad. Cien 3arouBane Ha JICUeHHE
C paByJin3ymMal CTaIlMOHAPHO ChCTOSHUE HA TEPANICBTUYHUTE CEPYMHHU KOHIICHTPALIUU Ha
paBynu3yma0 e MOCTUTHATO BEAHAra CIIe/I IbpBaTa /1032 U ce MOIbpiKa Ipe3 eius 26-ceIMUIeH
TIepHOJT 33 MFPBUYHA OIEHKA U B IBETE KOXOPTH. HsiMa chOuTHS HA MpOOWBHA XEMOJIH3a B
MPOYYBAHETO U HIMA MAI[MCHTH C HUBA Ha HecBbp3aH C5 cien usxoano HuBo Hax 0,5 pg/ml.




Cpennata npoueHTHa npoMsaHa Ha JIJIX ot uzxogHo HuBO € -47,91% Ha Jlen 183 B xoxopraTa
MAlWEeHTH, HeJICKYBaHH ¢ HHXHOUTOP Ha KOMITJICMEHTA, 1 OCTaBa CTaOMIIHA B KOXOPTaTa JICKYBaHHU C
eKynn3yMab npes 26-ceAMUYHUS TIEPHO/ 33 MbPBUYHA olleHKa. CHOTBETHO MIecTAeceT MmporeHTa (3/5)
OT HAaLMCHTUTE, HEJIEKYBaHU ¢ HHXHOUTOP Ha KOMIUIEMeHTa, U 75% (6/8) oT manuenTuTe, JeKyBaHH C
eKyIn3yMa0b, MOCTUTaT CTaOMIN3MpaHe Ha XeMOTJIOOMHA 1o cenMuIia 26. M30arsane Ha TpaHCcPy3us
ce mocrtura npu 84,6% (11/13) ot nauueHTuTe 1pe3 26-ceIMHUYHHS TIEPUOJ 32 TBPBUYHA OIICHKA.
Te3u MEXXIMHHY pe3yATaTH 3a epUKaCHOCT ca npeAcTtaBeHn B Tadbmnuma 20 mo-goaiy.

Taémmua 20:  Pe3yaraTu 3a eUKaCHOCT OT NEANATPHYHOTO Npoy4BaHe Npu nanuentu ¢ [THX
(ALXN1210-PNH-304) — 26-ceqMu4eH nepnoj 3a MbPBHYHA OLCHKA

Kpaiina Touka PaBynnzymad PaBynnzymad
(HeaexyBanu, N =5) (npemunaju, N = 8)

IIpouentHa npomsina Ha JIAX ot

M3XOJIHO HHBO -47.91 (52,716) 4,65 (44,702)

Cpenna (SD)

[IporeHT Ha W30sATBaHE HA

tparchysus (95% CI) 60,0 (14,66; 94,73) 100,0 (63,06; 100,00)

[IporeHT Ha cTabmnm3upaHe Ha

xemornobuna (95% CI) 60,0 (14,66; 94,73) 75 (34,91, 96,81)

[Ipo6uBHa xemonu3a (%) 0 0

Cekpamenns: JI/IX = nakrataexuaporenasa

JBArocpoyHHTE PE3yNTATH 32 €(PUKACHOCT IO Kpasi Ha MMPOYUIBAHETO ¢ MEIUaHa Ha
MPOIBIDKATETHOCTTA Ha JIedeHHEeTo 915 mHM mokas3BaT TpaeH OTTOBOP Ha JICUSHUETO MPHU
nenuarpudHuTe nanueHty ¢ [THX.

BB3 ocHOBa Ha JaHHW OT T€3W MEKIMHHH PE3YITATH e(DUKACHOCTTA HA PaBYINU3yMad mpu
neauatpuyudu manueHTr ¢ [THX u3riexna mogoOHa Ha HaOMIO1aBaHATa IPH Bb3PACTHH MAIUCHTH C
TIHX.

Amunuyen xemorumuyen ypemuyer cunopom (aXyC)

VYnorpebara na Ultomiris npu neauaTpuvHu MaUeHTH 3a jJedenne Ha aX Y C ce moJIKpers ¢
JIOKa3aTeNCTBA OT €THO MEANATPHIHO KIIMHUYHO NMPOYYBaHe (C BKIIOYEHH 00110 31 marenTy ¢
noxkyMmenTrpan aXYC. B rpynara 3a mbJjieH aHaIu3 ca BKIIIOUEHH 28 MAI[eHTH Ha Bb3pacT OT
10 mecena 1o 17 ronunn).

Ipoyusane npu neouampuunu nayuenmu ¢ aXyC (ALXNI1210 aHUS 312)

[MeauatpuanoTO NpOoyYBaHe € 26-CEIMUYIHO MHOTOIICHTPOBO Tpoy4BaHe (aza 3 ¢ eHO paMo,
MIPOBEXKIAHO TIPH MTEANATPUYHY ITAIIMEHTH, KaTO Ha TIAIIMEHTUTE € TIO3BOJICHO /1a C€ BKIIFOYAT B TIEPHOT
Ha TIPOJBIDKEHUE 10 4,5 TOANHH.

Bruttouenu ca o01mo 24 manueHTy, HelleKyBaHU ¢ eKyIu3yMal, ¢ JOKyMeHTHupaHa quarto3a aXyC u
nanau 3a TMA, ot kouTo 20 ca BKJIIOUEHH B TpyIliaTa 3a MbJieH aHan3. Kpurepuure 3a BKIIOYBaHE
u3KItoYBaT nanueHTn ¢ TMA, nbipKaiia ce Ha Je3UHTETPUH U METalIONpPOTerHAa3a ¢ AeuuuT Ha
MOTUB Ha TpoMmOocrionauH Tu 1, wieH 13 (ADAMTS13), STEC-HUS u renetnuen nedekr B
MeTabonm3ma Ha kobanamud C. Ha yeTnpuma manuieHTH ca MPIIoKeHH 1 wim 2 1031, HO CIIe]] TOBa
JICYCHHUETO € MPEYCTAHOBEHO U T€ ca M3KJIIOYCHH OT TpyTaTa 3a IbJICH aHaJIu3, 3aII0TO HATMIHETO Ha
aXVC ne e norBbpaeH0. OOLIOTO CPEHO TEIIIO0 Ha U3X0HO HUBO € 21,2 kg; moBeveTo OT manueHTuTe
Ha U3XOHO HHUBO ca B Kareropus 1o terio > 10 no < 20 kg. [Tosedero ot maruenture (70,0%) npenn
JICYCHUETO UMAT CKCTPApEHATHY MPU3HAIY (CHPACYHOCHIOBH, Oe101poOHHU, OT CTpaHa Ha
LICHTpaJIHaTa HEPBHA CUCTEMa, CTOMAIITHO-YPEBHU, KOXKHH, OT CTPaHa Ha CKeJICTHATa MyCKyJaTypa)
iy cumnToMu Ha aX Y C Ha u3xoaHo HUBO. Ha m3xoaHo HuBo 35,0% (n = 7) OT MallMeHTUTE UMaT
XB3 craguii 5.
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Bxurouenu ca 00mio 10 nanuenTH ¢ AokyMeHTHpaHa quarno3a aXyY C u nannu 3a TMA, xouto ca
INpEeMHHAIN OT eKyIn3yMal KbM paByin3zyma0. [lauuenture e TpsOBaIo Aa UMaT KIMHUYEH OTTOBOP
KBM eKyJIn3ymab npeau Bkimousaneto (T.e. JIAX < 1,5 x ULN, 6poii TpomboruTa > 150 000/pul u
eGFR > 30 ml/min/1,73 m?). ITopaau ToBa HaMa uH(OPMAIHMs 32 yHoTpebaTa Ha paByIM3yMad mpu

NanyueHTH, pepakTepHU HA eKyIn3ymao.

B Tabnuma 21 ca npeacTaBeHN H3XOJHUTE XapaKTEPUCTUKY Ha TIEAUATPUIHHUTE MAIIUCHTH, BKIIFOUCHU

B mpoyuBaHe ALXN1210-aHUS-312.

Tabdauua 21: demorpadcku JaHHU U U3X0IHU XaPAKTEPUCTUKH B MPOYYBAHETO
ALXN1210-aHUS-312
Cratucrndecka | PaByausymad PaByn1nzymad
Mapamernbp BeJMYUHA (HeJIeKyBaHM, (c npeMuHaBaHe,
N=20) N=10)
Bw3pacroBa kareropus (TOIUHH) TIPU n (%)
IbpBaTa HHPY3HUS
Ot paxkganero 10 < 2 TOAUHU 4 (20,0) 1(10,0)
2 10 < 6 TOaUHU 9 (45,0) 1(10,0)
6 o < 12 ronuau 5(25,0) 1(10,0)
12 no < 18 rogunu 2 (10,0) 7 (70,0)
Ion n (%)
Mwbxe 8 (40,0) 9 (90,0)
Paca® n (%)
AMepHKaHCKH WHIUAHIIN WITH MECTHH 1(5,0) 0(0,0)
KUTEIH Ha AJIsICKa
Asunatiu 5(25,0) 4 (40,0)
YepHOKOXH MK appoaMepHKaHITH 3 (15,0) 1 (10,0)
Bsima paca 11 (55,0) 5(50,0)
HewnsBectHa 1(5,0) 0(0,0)
AHaMHe3a 3a TpaHCIUIAaHTaLMs n (%) 1 (5,6) 1 (10,0)
TpomGouutu (10%/1) B xpBBTA Menuana (min, 51,25 (14; 125) 281,75 (207; 415,5)
max)
XemornoduH (g/1) Menuana (min, 74,25 (32; 106) 132,0 (114,5; 148)
max)
JIIX (U) Meanana (min, 1963,0 (772; 206,5 (138,5;356)
max) 4985)
€GFR (ml/min/1,73 m?) Menuana (min, 22,0 (10; 84) 99,75 (54; 136,5)
max)
HeobxoauMocT oT nuanu3a Ha U3XOAHO n (%) 7 (35,0) 0(0,0)

HHUBO

benexka: [IpomeHTrTe cCe OCHOBABAT Ha OO OPOil MAI[MCHTH.
? [TanueHTUTE MOXKE J1a ca IOCOYMIIM MHOXKECTBO PACH.
Coxpamenns: eGFR = nzunciena ckopoct Ha riioMmepyina ¢uinrpanus; JI/IX = nakrataexuaporeHasa;

max = MakKCUMYM; min = MHWHUMYM.

IIspBuyHaTa KpaifHa TouKa € mbiieH oTroBop Ha TMA 1o Bpeme Ha 26-ceIMUYHUS HadaJleH IepPUo]]
Ha OIIEHKA, IOKa3aH Ype3 HOPMAJIU3UPAHETO Ha XeMaTOJIOTHYHUTE apaMeTpu (Opoil TpOMOOIUTH

> 150 x 10%/1 u JIJIX < 246 U/1) u > 25% nogoOpeHue Ha cepyMHHs KPEaTHHUH CIIPSAMO H3XOIHO HHBO
TP HEJIEKYBAaHU ¢ eKylIu3yMab manueHTy. [larmuenTuTe TpsAaOBa 1a OTroBapsT Ha BCHIKU KPUTEPUH 32
bJIeH OTroBOop Ha TMA 1mipu 2 OTJeNTHU OLIEHKH, TTOTY4YeHH Hail-Maiko mpe3 4 cenMuii (28 aan), u

IIpU BCAKO U3MCPBAHC MCIKAY TAX.

[Ibnen orroBop Ha TMA e HabnronaBan npu 15 ot 20-te HenekyBaHu nanuenTH (75,0%) mo Bpeme Ha

26-cenMUYHHS HAYaJleH MePHo/] Ha OIIEHKA, KaKTo € Mmoka3zaHo B Tabmuima 22.
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Tadauua 22: IIbaen orroBop Ha TMA n aHa/Iu3 HA KOMIIOHEHTUTE HA IIBJIHUS OTTOBOP Ha
TMA 1o BpeMe Ha 26-ceJMUYHUS HayaJsleH nepuoa Ha ouenka (ALXN1210-aHUS-

312)
Oowmo HoBausijm ce nauneHTu
n [porent (95% CI)*
ITeaen otroBop Ha TMA 20 15 0,750 (0,509; 0,913)
KomnonenTu Ha neiiHus otroBop Ha TMA
Hopmanusupane Ha 6post Ha TPOMOOITUTHTE 20 19 0,950 (0,751; 0,999)
Hopmanmzupane Ha JIJIX 20 18 0,900 (0,683; 0,988)
> 25% nonoOpeHne Ha CepyMHHUSI KPEaTHHHUH CIIPSIMO 20 16 0,800 (0,563; 0,943)
M3XOJIHO HUBO
HopmanusupaHe Ha XeMaTOJIOTHYHUTE TOKa3aTeNn 20 18 0,900 (0,683; 0,988)
295% CI 3a mpoueHTa ce OCHOBaBa Ha aCHMITOTHHS METOJ] Ha TayCOBO MPUOIIKEHUE C KOPEKIHS 32
HETIPEKbCHATOCT.

Cexpamenns: Cl = nosepurenen unrepsai; JIAX = makrataexunporenasa; TMA = tpomboTnyna
MUKpOAHT'OIaTHs.

ITbnen otroBop Ha TMA 1o Bpeme Ha HayaTHUS MIEPUOJ] Ha OLIEHKA € MOCTUTHAT MPU MeJIMaHa Ha
BpemeTo oT 30 muu (15 10 99 muu). Bendku manmeHTH ¢ biieH oTroBop Ha TMA ro moaabpkar mpes
I[eNIMsl HadaJleH MepPHo/I Ha OLleHKa, KaTo ce Ha0IIo1aBa HelpeKbCHATO TOA00peHne Ha ObOpeyHara
(dynkusa. HabmonaBaHo e Obp30 MOBUINIEHUE HA CPEAHUS OpOI TPOMOOIIUTH CIIe/T 3aII0YBaHEe Ha
paBymu3ymab, KaTo Toii ce moumana ot 71,70 x 10°/1 Ha m3xoxHo HEBO 10 302,41 x 10°/1 B Ien 8 u
ocraBa Hazx 304 x 10°/1 MIPU BCUYKH TOCTIEABAIIM BU3UTH ciiefl Jlen 22 npe3 HadalHus TepHo]T Ha
oreHka (26 cenMuIm).

[Ienen orroBop Ha TMA ce HaOmo1aBa py olle TpUMa MalueHTy o Bpeme Ha lleprnona Ha
npoabkenue B [len 295 3a 2-ma nanuenty u [en 351 3a 1 manueHT), KOeTo BOAU 0 MMOCTUTAHE Ha
ITenen orrosop Ha TMA mipu 18 ot 20 meguatpuyanu namuertu (90%; 95% CI: 68,3%; 98,8%) no
Kpas Ha mpoyuBaHeTo. OT/ieNeH KOMIIOHEHT Ha OTroBopa ce e ysenuuui 10 19 ot 20 (95,0%; 95% CI:
75,1%; 99,9%) nmarpienTy 3a HopManu3upane Ha Opos Ha TpoMmOonuTuTe, 19 ot 20 (95,0%; 95% CI:
75,1%; 99,9%) nanpentu 3a HopMmanuzupane Ha JIJIX u npu 18 ot 20 (90,0%; 95% CI: 68,3%);
98,8%) manueHTH 3a moxoOpsBaHe Ha ObOpeuHaTa GyHKUUS.

BceuuakuTe 7 manueHTH, KOUTO C€ HYXKAASAT OT AWaln3a MPH BKIIOUYBAHE B MPOYYBAHETO, MOTAT Ja
MIPEYCTAaHOBAT AWaNn3ara; 6 OT TAX To IpassT orle 10 Jen 36. HuTo enuH marueHT He € 3amoyHal
WJTY TIOTHOBWIT TMAJIM3a 110 BpeMe Ha mpoy4uBaHeTo. [Ipu 16-Te manueHTy ¢ HaTnIH! TaHHA Ha
n3xoHoTO HUBO M Cenmunia 52 (en 351), 16 manueHTn nmaT mogoOpeHre Ha CTaus Ha XpPOHUYHOTO
0b0peuHo 3a0onsaBane (Xb3) B cpaBHEHHE C M3XOAHOTO HUBO. [lanmeHTHTE ¢ HATMYHN JaHHU A0 Kpast
Ha NPOYYBAHETO MPOJIbIDKABAT JIa UMAT NMOI00peHuUs Win ca 0e3 mpomeHH B ctajaus Ha Xb3.
[Mono6pennero Ha ObOpeunHaTa Gynkmus, u3mepeno upe3 eGFR, nponbmkasa na Obe crabuiIHO 110
Kpas Ha npoyuBanero. B Tabnuma 23 ca 06001IeHH BTOPUYHUTE KPAHU TOYKH 32 e(DUKACHOCT B
npoyuBane ALXN1210-aHUS-312.
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Tabanna 23: BTopuyHM KpailHH TOYKH 32 e(pUKACHOCT 3a 26-ceIMUYHNSA Ha4YaJIeH Mepuo] HA
oneHka B npoyuBane ALXN1210-aHUS-312

[apameTpu IpoyuBane ALXN1210-aHUS-312
(N=20)
Xematonornyau napamerpu Ha TMA, HabmogaBana croiftHOCT [IpomsiHa OT U3XOAHO HUBO
JHen 183 (n=17) (n=17)
Tpom6Gouutr (10°/1) B kpBBTa
Cpensno (SD) 304,94 (75,711) 245,59 (91,827)
Menuana 318,00 247,00
JIIX (U/1) B cepyma
Cpenno (SD) 262,41 (59,995) -2044,13 (1328,059)
Menuana 247,00 -1851,50

IToBumasane Ha xemornobuna > 20 g/l ot
W3XOJIHO HHBO C IOTBBPIKIABAIIl PE3YITaT
Tpe3 LeNrs HadalleH MepPHoJI Ha OI[CHKA
n/m
nporeHt (95% CI)* 17/20
0,850 (0,621; 0,968)

IIpomsiHa Ha ctaaus Ha Xb3 OT U3X0HO
HuBo, Jlen 183
[Togob6penue? 15/17
n/m 0,882 (0,636; 0,985)
Iporent (95% CI)*
Brnomasane® 0/11

n/m 0,000 (0,000; 0,285)

Iponenr (95% CI*
eGFR (ml/min/1,73 m?), Jlen 183 Hab6nronaBana cTOMHOCT [IpomsiHa OT U3XOAHO HUBO
(n=17) (n=17)
Cpensno (SD) 108,5 (56,87) 85,4 (54,33)
Menuana 108,0 80,0
Benexxka: n: Opoif marpieHTH ¢ HATMYHU TaHHM 32 JaJieHaTa OlleHKa rpu Bu3nuTaTa Ha Jlen 183. m: Opoii
MAIIMEHTH, KOUTO OTTOBAapAT Ha AafeHus Kpurepuid. CTagusaT Ha XpoHHYHOTO O0b0pedno 3abomsaBane (Xb3) ce
Kiacuduimpa B3 0OCHOBa Ha ,,CTaanii Ha XpOHUYHO O0BOpeyHo 3abonsaBane Ha Hanmonanuara 6b0pedna
¢donpamus (National Kidney Foundation Chronic Kidney Disease Stage). Ctanuii 1 ce cuuta 3a Hail-nodpara
Kareropus, mokaro Ctaguii 5 ce cuuTa 3a Haii-nomara kareropus. CTORHOCTHTE Ha U3XOJHO HUBO CE MOTydaBatr
Bb3 OCHOBa Ha nociyiepHara HannyHa eGFR npenu 3anouBane Ha neyenuero. [logoOpenne/BiomaBane: B
cpaBHEHHE che cTanus Ha Xb3 Ha U3XO0JIHO HUBO.
*95% noseputenuu uaTepBanu (95% CI) ce ocHOBaBaT Ha TOYHHUTE TPAHUIIM HA TOBEPUTEITHOCT MPH
n3non3Bane Ha Metona Ha Clopper-Pearson. ? [TogoOperneTo u3kirouBa nanueHTHTe che CTanuii 1 Ha U3X0AHO
HHUBO, ThH KaTo TE€ HE MOTAT Jia ce moao0psT; ° Biomasanero nskimodsa nanuentute cbe CTaauii 5 Ha M3XOJHO
HHBO, ThH KaTo T€ HE MOTarT Jia ce BJIOLIAT.
Cokpamenns: eGFR = n3unciena ckopocT Ha riiomepyiHa dunrpanust; JI/IX = nakrataexuaporeHasa;
TMA = TpoMOOTHYHA MUKPOAHT HOTIATHSI.

[Ipu manmeHTHTe, TEKyBaHH C €KyJIN3yMab, IpeMUHABAIIN KbM PaByIN3yMad, ce Mo IbpiKa
KOHTPOIBT Ha 3a00JIIBAHETO, KOETO CE IOKa3Ba OT CTAOMIIHATE XEMAaTOJIOTHIHH B OBOpEeTHI
ToKa3aTeln, 0e3 BUIUMO 3acsTaHe Ha 0€301acHOCTTA.

EdwukacHoctTa Ha paBynu3ymad npu siederunero Ha aXyY C u3riex/a nojao0oHa mpu neAnaTpudHu |
BB3pacTHH NanueHTd. OKOHYATSITHUAT aHAIN3 32 €(UKACHOCT Ha TIPOYYBAHETO MPU BCUYUKH
NeIMATPUYHH MMAIMEHTH, JICKYBaHU C paByu3ymMal ¢ MeIuaHa Ha MPOJABIDKUTSIIHOCTTA HA JICUCHUETO
130,36 cenmunu, TOTBBPKIABA, Y€ HAOIIOAABAaHUAT OTTOBOP HAa JICUCHUETO C PaByIM3yMald 1o BpeMe
Ha TIepro/ia 3a TbPBUYHA OIIEHKA CE 3ara3Ba Ipe3 Is1aTa MPOIbIDKUTETHOCT Ha MPOYYBAHETO.

T'enepanusupana muacmenus epasuc (eMI')
EBporeiickaTa areHnus Mo JeKapcTBaTa oTiiara 3aIbJDKEHHETO 32 MPEAOCTaBsIHE Ha PE3YITaTUTE OT

npoyuBaHusaTa ¢ Ultomiris B exHa WK TTOBeYe MMOATPYIH HA TIeIMaTpUYHATA TIOITYJIAIUS TIPH
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JICYCHWETO Ha MUACTeHHUs TpaBuc. BikTe Touka 4.2 3a nHpOpMaLus OTHOCHO yHoTpeda B
nexuaTpusTa.

3abonasane om cnekmwvpa Ha onmuunus Hespomuerum (3COHM)

EBporneiickaTa areHuus 1o jgekapcTsaTa oTiiara 3abJKEHHETO 32 IPEAOCTABsIHE HA PE3yITaTUTE OT
npoyusanusita ¢ Ultomiris B e1Ha WK TOBeYe MOJTPYITH Ha TTeMaTPUIHATA MTOIYJIAIHS PH
neuerneto Ha 3COHM. Buxre Touka 4.2 3a mHGOpMaIHst OTHOCHO yrnoTpeba B e AuaTpusITa.

5.2 ®dapmMakoKWHETHYHM CBONCTBA

AOcopOrtus

Tbii KaTo MBTAT Ha BHBEXKIAHE € MHTPABEHO3Ha HH(Y3HUs U JeKapcTBeHaTa ¢popma e pa3tsop, 100%
OT IPUWJIOKEHATA J103a PaByIn3yMad ce cMATa 3a OMoHanuuHa. Bpemero 1o MakcumanHara
HaOJII0[aBaHa KOHIEHTpaIus (tmax) CE OUakBa B kpas Ha nHpy3usata (end of infusion, EOI) wiu ckopo
cnen EOI. CrannoHapHO ChCTOSHUE Ha TEPANEBTUUHUTE JIEKAPCTBEHN KOHLIEHTPALIMHU € JOCTUTHATO
cJles IbpBaTa 103a.

PasnpenencHue
Cpemaust (cranmapTHO oTkiIoHeHHe [SD]) meHTpaneH o0eM u 00eMbT Ha pa3npeaeicHue B
CTallMOHAPHO CHCTOSHUE NMPH BB3pacTHH U neanaTpuyau nanuerTy ¢ [THX nmm aXVYC u Bp3pacTHH

rmaredTd ¢ TMIT unu 3COHM ca panenu B TaOmuna 24.

BI/IOTDaHCd)ODMaHI/ISI U CIIMMHUHHUPAHC

Karo umynornoGynux rama (IgGG) MOHOKIIOHATHO aHTUTSUIO, PaBYJIN3yMad ce O4aKBa aa ce

MeTa0O0JIM3Kpa 1O ChINHSI HAYMH KaKTO BCeKu eHporeHeH [gG (pa3rpaaeH Ha MajIKu MENTUAN U
AMUHOKHCEJIMHH TTOCPEICTBOM KaTaOOJUTHH IBTHIIA) U TIOJJICKH HA TIOJO0HO eIIMMUHUPAHE.
PaBynm3ymab chabpika caMoO €CTECTBEHO CpElllaHd aMHUHOKHCEIIMHHU U HIMa U3BECTHH aKTUBHU
mertabomutu. Cpenaure croitHocTr (SD) Ha TepMUHATHUS TOTY’KABOT Ha SIIMMUHUPAHE M KIUPHHCA
Ha paByJM3yMal IpH Bb3pPacTHU U neauatpudny nanuentu ¢ [IHX, Bb3pacTHU U eAuaTpuuHu
naruerTu ¢ aXY C u Bp3pactau nanuenty ¢ rMI win 3COHM ca nanenu B Tabnuma 24.

Tabauma 24: H3uucaeH mapaMeThbp Ha IeHTPajieH 00eM Ha pa3npeaelieHne, pa3npenejeHue,
ounoTpancdopMalus U eJIMMUHUPAHE CJie]l IPUJIOKEeHHEe HA PaByJIN3yMal
Bo3pacTHu 1 Bn3pacTau
Bo3pacTHu u
N — neHATPUIHH Bw3pacThHu MAleHTH ChC
NAalMeHTH C nanuenTu ¢ rMI 3COHM
nanuentu ¢ [THX
aX¥YC

N3uncnen Bb3pactHu:
LIEHTpaJIeH 00eM Ha Bw3pactau: 3,44 (0,66) 3,25(0,61)
pasmpeneneHue INeguarpuuynu nanuentu: | Ilenuatpuunu 3,42 (0,756) 2,91 (0,571)
(yuTpm) 2,87 (0,60) TAIMCHTH:
Cpenso (SD) 1,14 (0,51)
Ob6em Ha
pasmpezeneHue B
CTaIlMOHAPHO 5,30(0,9) 5,22 (1,85) 5,74 (1,16) 4,77 (0,819)
CBCTOSTHHE (JINTPH)
Cpenno (SD)
TepmuHanex
eITMMHHAIMOHEH 49.6 (9.1) 51.8 (16.2) 56.6 (8.36) 64,3 (11,0)
TTOITY>KUBOT (ITHH)
Cpenno (SD)
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KimupraC 0,05 (0,016)
(;mutpu/nen) 0,08 (0,022) 0,08 (0,04) 0,08 (0,02)
Cpenno (SD)

Crkpamenns: aXyYC = aTHIHYCH XeMOJIIMTHYEH ypeMudeH cuaapomM; TMIT = reHepanm3upaHa MUACTCHUS
rpaBuc; 3COHM = 3a0omnsBaHe OT CEKTHpa Ha onTuyHuA HeBpomuenut; [IHX = mapokcu3maiiHa HOITHA
xeMorI00uHypus; SD = cTaHZapTHO OTKJIOHCHHE.

JInHeHOCT/HEMMHENHOCT

B mpoydeHus nuana3oH Ha 103 U CXEMH 3a IPUIIOKECHUE paByIM3yMal IOKa3Ba MPOIIOPLHOHATIHA Ha
Jo3ara u JInHeitHa BB BpemeTo papmakokuHeTnka (PK).

Crenuaiiy noIyJanun

Tezno

Tenecnoto Terno e 3Haunma koBapuara npu nanuenture ¢ [IHX, aXVC, rMI" unu 3COHM, koeto e
MIPUYHHA 32 TO-HUCKUTE €KCITO3UIINN TIPH MAIMEHTH € TTO-TOJIIMO Teriio. OCHOBAaHO Ha TETJIOTO
JI03UpaHe € mpencraBeHo B Touka 4.2, Tabnuma 1, Tabnwma 3 u Tabnwuma 4.

He e nmpoBexxaano oduimanHo W3nUTBaHe 3a eeKTa Ha M0JIa, pacoBaTa MPUHAIEKHOCT, Bb3pacTTa
(repuaTpuuHa), 4epHOAPOOHOTO WK OBOPEYHOTO YBpEKAaHE BHPXY (hapMaKOKHHETHKATA Ha
paBynu3zymab. B3 ocHOBa Ha nmomynannonHata @K orenka 006aue He € YCTaHOBEHO BIUSHUE HA T10J1a,
BB3pACTTa, pacoBaTa IMPUHAICKHOCT M YepHOoIpoOHaTa wim 0p0peunara gpynkmus Bppxy PK Ha
paBysH3yMab Ipu MPOyYBAHHUTE 3/IPaBH JOOPOBOIIIH, YYACTHHUIN B KIMHUYHHUTE U3IUTBAHHUS U
narenty ¢ [THX, aXVYC, rMI" unu 3COHM, B pe3ynraT Ha KOETO HE ce CMsTa 32 HEOOXOMMO J1a ce
KOpHUTHpAa 103aTa.

®dapmMakOKMHETHKATA HA paByIn3yMal e mpoydeHa npu manueHty ¢ aXyYC ¢ penuiia 0p0pednn
YBPEXKIAHUS, BKIIOYUTEITHO MTPH MANMEHTH Ha auanu3a. He ca HaOIr01aBaHK pa3IiKH BbB
(hapMaKOKMHETHYHHUTE ITOKA3aTeH MPU Te3H CYOIOMyIalluK MAllMEHTH, BKIFOYUTEIHO MPH
MAIMCHTUTE ¢ MIPOTCHHYPHSL.

5.3 TlpeakIMHWYHYM JaAHHH 32 0€30MaCHOCT

He ca npoBexaany nmpoyyBaHus 3a peIpoAyKTHBHA TOKCHYHOCT IPH KUBOTHU C paByIu3yma0, HO ca
MIPOBEKIAHU IPH MUIIKH C MUIIE CYyPOTaTHO MHXUOHMpAIo KoMIIeMeHTa autuTsuio, BBS.1. [Ipu
[IPOYYBAHUATA 33 PENPOLYKTUBHA TOKCHYHOCT C MHUIIM CYpOraT IPH MUIIKK HE ce HAaOJ0AaBaT SCHO
CBBP3aHH C JIeYEHNETO eeKTH WM HeXellaH!u peakiun. Korato ekcro3unusaTa Ha MaiikaTa Ha
AHTUTSIIOTO € TI0 BpeMe Ha OpraHoreHesara, ce HaOJIloaBar 1Ba cliydast Ha JUCIIIa3us Ha peTHHATa |
eIVH CITy4ail Ha yMOWITUKAIHA XepHUs cpea mokoyieHune 230, poJeHo 0T MaiiKu ¢ eKCITO3UITNS Ha TT0-
BHCOKATa J103a Ha aHTUTSIIOTO (prUOIM3UTENHO 4 THTH MaKCUMAaJlHATa MPENOPhYNTENHA 1032
paBy;HM3yMal IpH Xopa, Bb3 OCHOBA Ha CPaBHEHHE Ha TEJIECHOTO TEIJI0); eKCIIO3UIMATa 0obaue He
MOBHIIIaBA CIIyyauTe Ha eTaHa 3aryda uiu HeoHaTaJHaTa CMBPTHOCT.

He ca MMPOBCIKAAHU IPOYUBAHUS IIPHU )KMUBOTHU 3a OLICHKA HAa TCHOTOKCUYHUSA U KaHIICPOTCHCH
IIOTCHIIMAI Ha paBan/ISyMa6.

Hexnuanuaure JaHHU HE ITOKa3BatT ocoben PHUCK 3a XOpa Ha 0aszara Ha HEKJIMHUYHUTE IIpoOy4YBaHUA
MIPU MUIIIKY C U3TOJ3BaHE HAa MUIIIA cyporaTHa MoJiekyia, BBS.1.

6. DAPMAIIEBTUYHU JAHHHU
6.1 CHouchbk Ha IOMOLIHHUTE BelIeCTBAa

Ultomiris 300 mg/3 mlu 1 100 mg/11 ml xoHuenTpar 3a HHQY3UOHEH Pa3TBOP
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Junatpues xuaporeHpocdar xenraxuapat
Hatpues nexuaporendocdar MoHOXHIPAT
[Momucopbar 80

AprunuH

3axapo3sa

Bona 3a nnxexunn

Ultomiris 300 mg/30 ml koHIIeHTpaT 3a HHPY3UOHEH PA3TBOD

Junatpues xuaporeHdpocdar xentaxuapar
Harpues nexuaporengpochat MoHOXUApAT
Hatpues xnopun

ITommcopbar 80

Bona 3a nnxkexnun

6.2 HecbBmMecTHMOCTH

To3u nekapcTBEH NPOAYKT HE TPsiOBa Ja ce CMECBa C IPYTH JIEKAPCTBEHU NPOAYKTH, C U3KIIIOUCHHE Ha
MIOCOYEHHUTE B TOUKA 6.6.

3a paspexmaaHeTo TpsiOBa J1a ce M3IM0JI3Ba CaMO HHKEKIIMOHEH Pa3TBOp Ha HATpHEB Xjaopua 9 mg/ml
(0,9%).

6.3 Cpok Ha rogHoCT

Ultomiris 300 mg/3 mlu 1 100 mg/11 ml koHueHTpaTH 3a UHPY3UOHEH PA3TBOD

18 mecena
Cren pa3pexznaHe JEKapCTBEHUT NIPOLYKT TPAOBa Jja ce M3I0JI3Ba BeAHAra. XuMU4YHaTa 1 pu3nvyHaTa
CTaOMITHOCT Ha pa3peleHus MPOAYKT ca ycTaHoBeHH A0 24 yaca npu 2°C-8°C u mo 4 yaca npu craiina

TeMmIepaTypa.

Ultomiris 300 mg/30 ml koHeHTpaT 32 HHPY3HOHEH PA3TBOD

30 mecena
Cren paspexnaHe JeKapCTBEHUST NPOAYKT TPAOBa Jja ce M3M0JI3Ba BeAHAra. XuMUUHaTa 1 pu3nyHaTta
CTaOMITHOCT Ha pa3peleHus NPOAYKT ca ycTaHoBeHH A0 24 yaca npu 2°C-8°C u no 6 yaca npu craiina

TeMIeparypa.

6.4 CrhenuanaHu npeanasHu MepKHU NPH CbXpPaHEeHHe

Ha ce cpxpansiBa B xmagmiauk (2°C — 8°C).

[a He ce 3ampassBa.

CoxpansBaiite ¢1akoHa B KapTOHEHATa OIIAKOBKA, 3a J1a e Mpelna3y OT CBETIHHA.

3a ycrnoBHsTA HA ChbXpaHEHHE cJell pa3pexkaane Ha JeKapCTBEHUs MPOIYKT BIDKTE ToUKa 6.3.
6.5 Buau chbabp:kaHUue HA ONIAKOBKATA

OmakoBKa OT eIuH (IJIaKOH.

Ultomiris 300 mg/3 ml koHIIeHTpaT 3a HHQY3UOHEH PAa3TBOD

3 ml crepuiteH KOHIIEHTPAT BbB (uUIakoH (CTHKIO THUTI I) ¢he 3amymmanka u oOKaTKa.

Ultomiris 1 100 mg/11 ml xoHIeHTpaT 3a HHPY3UOHEH PAa3TBOD
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11 ml crepuien koHIeHTpaT BBB (hakoH (CTHKIO TUN 1) che 3amymianka u oOKaTka.

Ultomiris 300 mg/30 ml koHIIeHTpaT 32 HHQY3UOHEH PA3TBOD

30 ml crepuiieH KOHIEHTPAT BBB (h1akoH (CTHKIIO THII [) che 3amymanka 1 oOKaTka.
6.6 CroeuuaJjHu NpeanasHyu MepPKH NPH U3XBbPJIsiHE U padoTa
Bceexku ¢akoH e npeHa3HauYeH caMo 3a eTHOKpaTHA yHnoTpeoa.

Ultomiris 300 mg/3 mlu 1 100 mg/11 ml koHUeHTpaTH 32 HHPY3UOHEH PA3TBOD

To3u ekapcTBeH MPOAYKT U3UCKBA pa3pekIane A0 KpaifHa KoHIeHTpanus oT S0 mg/ml.
TpsbBa 1a ce U3MOI3Ba ACENITUYHA TEXHUKA.

[purotsere Ultomiris KOHLIEHTpAT 32 HHQY3HOHEH Pa3TBOP KaKTO CIIeBa:

1. Bpost drmakonn, kouto TpsOBa 11a ce pa3pensT, ce OlpeneNs Bb3 OCHOBA Ha TETJIOTO U
Mpeancanara 103a Ha BCEKH eMH MAIllUeHT, BIKTe Touka 4.2.
2. [Ipenu pa3pexnane pa3TBOPHT BBB (PIakoOHHUTE TPAOBa /1a ce Mperjieia BU3yallHO; pa3TBOPBT

TpsiOBa na Oble 0e3 BUIMMH YacTHIM MU yTalika. J{a He ce u3moi3Ba, ako uMa BUIUMU
YaCTUIIM VI yTauKa.

3. UzuncnenusT o0eM Ha JIeKapcTBEHHS POJIYKT C€ M3TEIIIsl OT ChOTBETHUS Opoit (hrakoHM U ce
paspexaa B MHQY3MOHEH CakK, KaTo c€ M3M0JI3Ba HH)XEKLIUOHEH Pa3TBOpP Ha HATPHEB XJIOPH]

9 mg/ml (0,9%). Buxre no-nomny pedepentaute Tabnuiy 3a npuioxkenue. IIpoaykrsT tpsaodBa
Jia ce pazMecBa BHUMatenHo. He Tps6Ba aa ce pasknaia.

4. Cren paspexnaHe KpaiiHaTa KOHIEHTpalus Ha MHPY3HOoHHUS pa3TBop e 50 mg/ml.

5. TloToBuAT pa3TBOp TPsAOBaA Ja ce MPUII0KU BEAHATa ClIe/ IPUTOTBSIHETO MY, OCBEH aKo He ce
cexpansiBa npu 2°C — 8°C. Axko ce cbxpansBa npu 2°C — 8°C, npeu npuiioKeHUETO OCTaBETe
pa3peneHust pa3TBOP Ja ce 3aTOIUIH A0 CTaliHa Temmneparypa. [la He ce mpuiiara upe3
MHTpaBeHO3Ha CTpyWHa mwin O6osyc nHkekius. Buokre Tabnuua 5 u Tabnuna 6 3a
MHUHHMMAaJIHATa OPOIBJDKUTENHOCT HAa HHY3usITa. MH(y3usra TpsOBa 1a ce IpUIIoKH Mpe3
0,2 pm unTsp.

6. AKO JIEKapCTBEHUST MPOAYKT HE ce M3MOJI3Ba BEHAra ClIel pPa3pekIaHeTo, BpEMETO 32
ChXpaHeHue He TpsAOBa aa npeBuinana 24 yaca npu 2°C — 8°C wium 4 yaca npu cTaiiHa
TeMIIepaTypa, KaTo Ce B3eMe MPeBU OYaKBaHATa IPOABKUTEIHOCT Ha HHY3HATA.

Tadauua 25: PedepenTna Tadauna 3a npuio:keHue Ha HaToBapBamara g03a Ultomiris
300 mg/3 mlu 1 100 mg/11 ml koHIeHTPaTH 32 MH(Y3HOHEH PAa3TBOP

Juana3on Ha HaroBapBaia 0Oo6em Ultomiris Odem paspenuren’ 0011 06em (ml)
TEJIECHOTO ao3a (mg) (ml) NaCl (ml)
teruo (kg)?
>10 no <20 600 6 6 12
>20 1o <30 900 9 9 18
>30 no <40 1200 12 12 24
>40 o <60 2 400 24 24 48
> 60 1o <100 2700 27 27 54
>100 3000 30 30 60

? TenecHO TErJIO 0 BPEME Ha JIEYEHUETO.
6 Ultomiris Tpsi6Ba [a ce pa3pekaa caMo ¢ HEDKEKIMOHEH pa3TBOp Ha HaTpueB xnopud 9 mg/ml (0,9%).
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Ta6amnna 26: PedepentHa Taduna 3a NpUIokKeHHe Ha MoaAbp:kama q103a Ultomiris
300 mg/3 mlu 1 100 mg/11 ml koHnEeHTPaTH 32 HH(Y3HOHEH PAa3TBOP

JImama3on Ha Homabpikama 0O6em Ultomiris O6em paspeauten’ OO0 006em (ml)
TeJIeCHOTO no3a (mg) (ml) NaCl (ml)
terJo (kg)*
>10 10 <20 600 6 6 12
>20 10 < 30 2100 21 21 42
>30 no <40 2 700 27 27 54
>40 no <60 3000 30 30 60
> 60 10 < 100 3300 33 33 66
>100 3 600 36 36 72

 TesleCHO TETIIO [0 BPEME Ha JIEYEHHETO.
6 Ultomiris Tps0Ba /12 ce paspesxa caMo ¢ MHKEKIMOHEH pa3TBOp Ha HaTpues xjopun 9 mg/ml (0,9%).

Ta6anna 27: PedepentHa Tadimna 3a NpuiIokeHne Ha 1obJaHUTeTHA 1032 Ultomiris
300 mg/3 mlu 1 100 mg/11 ml koHueHTPaTH 32 HH(Y3HOHEH PA3TBOP
UaNa30H HAa O0em
I[TeJ'leCHOTO AombaHUTeAHA ULTOMIRIS Otem paspenuTen’ 0061 06em (ml)
rer:10 (kg)* ao3a (mg) (ml) NaCl (ml)
>40 1o <60 600 6 6 12
1200 12 12 24
1500 15 15 30
> 60 o < 100 600 6 6 12
1500 15 15 30
1 800 18 18 36
>100 600 6 6 12
1500 15 15 30
1 800 18 18 36

2 TenecHO TErJI0 MO BpEME Ha JISYEHUETO.
6 Ultomiris Tps0Ba 1a ce pa3pea caMo ¢ MHKEKIMOHEH pa3TBOp Ha HaTpues xjopun 9 mg/ml (0,9%).

Heusnon3panusr JICKAPCTBCH MPOAYKT WJIN OTHAABUYHUTC MATCpHUAIN OT HET'O Tp5{6Ba Ja C€ U3XBBPJAT
B CbOTBCTCTBHUEC C MCCTHHUTC U3MCKBAHUA.

Ultomiris 300 mg/30 ml koHIIeHTpaT 32 HHPY3UOHEH PA3TBOD

To3zu nexkapcTBeH MPOAYKT U3UCKBA pa3pexaaHe 10 KpaliHa KOHIeHTpanus 5 mg/ml.

Tpsa6Ba 1a ce U3MOI3BA ACENITUYHA TEXHUKA.

[Ipurotsere Ultomiris KOHIEHTpAT 3a HH(PY3HMOHEH Pa3TBOP KaKTO CIIElBa!

1.

2.

Bposr dhiakonu, kouto TpsadBa na ce pa3pemdsT, ce ONpeaesis Bb3 OCHOBA HA TETIIOTO U
MpeAnucanara 03a Ha BCEKU SAMH MAINEHT, BIKTE Touka 4.2,

[Ipenu paspexnane pa3TBOPHT BB (PIIakoOHHUTE TPSIOBA Jia Ce Mperie/ia BU3yallHO; Pa3TBOPHT
TpsOBa 1a ObAe O€3 BUIUMH YaCTHIM WX yTaiKa. J{a He ce m3mo3Ba, ako UMa BHIUMHA
YaCTULIM WM yTauKa.

W3uucnenusT o6eM Ha JISKapCTBEHHS MTPOYKT C€ U3TErIsl OT ChOTBETHUS Opoii (hIaKOHU U ce
pa3pexaa B MH(Y3UOHEH CaK, KaTo Ce U3II0JI3Ba HHKEKITMOHEH Pa3TBOP HA HATPUEB XJIOPH/T

9 mg/ml (0,9%). Bixre no-gony pedepeHTHUTE TaOIUIH 32 IpHiokeHue. [IpoaykTeT TpsaoBa
Jla ce pa3MecBa BHUMaTeJIHO. He TpsiOBa nia ce paskiaina.

Crnen pa3pexpaHe KpaifHaTa KOHIIEHTpalusl Ha WH(Y3UOHHUS pa3TBop € 5 mg/ml.

. T'otoBusAT pazTBop TpsOBa Ja ce MPUIIOKH BEJHATra CIIe/ IPUTOTBSIHETO MY, OCBEH aKo He ce

cpxpansBa rmpu 2°C — 8°C. Ako ce cpxpansBa npu 2°C — 8°C, npean MpuI0)KEHNETO OCTaBETE
paspeneHus pa3TBop Jia ce 3aTOIIH JI0 cTaiiHa Temneparypa. [la He ce npuara upes
WHTpaBEHO3HA CTpyHHa uinn 0onyc nHxekius. Brxre Tabmuna 7 u Tabmuma 8§ 3a
MUHUMAITHATA TIPOIBIDKUTENHOCT Ha nHDY3usITa. MHpy3usara TpsOBa 1a ce IPUIIoKH mpe3

0,2 pm GuATHP.
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6. AKO JeKapCTBEHUAT NMPOAYKT HE CE U3IOJI3Ba BeIHAra CIIE]] pa3pekIaHETO, BPEMETO 3a
ChXpaHeHHe He TpsiOBa fa npesumana 24 daca npu 2°C — 8°C wnu 6 yaca npu cTaiiHa
TeMIepaTypa, KaTo ce B3eMe Ipe/IBU]] OYaKBaHaTa MPOABDKUTEIHOCT Ha HHY3HITA.

Tabanna 28:  PedepenTHa Tadinna 3a npujiokeHHe Ha HaToBapBamara 103a Ultomiris
300 mg/30 ml koHueHTpAaT 32 HHPY3MOHEH Pa3TBOP
JInana3zon Ha HaroBapBaiua Oo6em Ultomiris O6em paspeauren’ 00611 06em (ml)
TeJeCHOTO TerJio no3a (mg) (ml) NaCl (ml)
(kg)*
>10 10 <20 600 60 60 120
>20 g0 <30 900 90 90 180
>30 no <40 1200 120 120 240
>40 no <60 2 400 240 240 480
> 60 10 <100 2 700 270 270 540
> 100 3 000 300 300 600

? TenecHO TEryo Mo BpeMeE Ha JICUEHUETO.
6 Ultomiris Tps6Ba 1a ce pasperxa caMo ¢ HHKEKIHOHEH pasTBop Ha HaTpues xnopuz 9 mg/ml (0,9%).

Tao6anma 29:

300 mg/30 ml koHueHTpAaT 32 HHY3MOHEH Pa3TBOP

Pedepentna Tabuna 3a npuiiokeHne Ha MoaAbp:kamu Ao3u 3a Ultomiris

Juana3zon Ha MHMoaabpikama Oo6em Ultomiris O6em paspeauren’ 00611 06em (ml)
TeJIECHOTO TErJI0 no3a (mg) (ml) NaCl (ml)

(kg)*

>10 10 <20 600 60 60 120

>20 10 <30 2100 210 210 420

>30 1o <40 2 700 270 270 540

>40 g0 <60 3000 300 300 600

>60 10 <100 3300 330 330 660
>100 3600 360 360 720

? TenecHO TerJyo Mo BpeME Ha JICUEHUETO.
6 Ultomiris Tpsi6Ba Ja ce pa3pesk/ia caMo ¢ MHKEKIMOHEH pa3TBOp Ha HaTpues xaopua 9 mg/ml (0,9%).

Tab6auna 30:

300 mg/30 ml koHueHTpaT 32 HHGY3MOHEH

a3TBOp

PedepenTHa Tadauma 3a NpujiokeHne Ha ToMbJIHUTeTHA K032 Ultomiris

Auanason ua Jonmbanurenna Obem Ooem paspenutea’
TeJIeCHOTO ULTOMIRIS O6u1 06em (ml)
Terno (kg)® no3a (mg) (ml) NaCl (ml)
>40 no <60 600 60 60 120
1200 120 120 240
1500 150 150 300
>60 10 <100 600 60 60 120
1500 150 150 300
1 800 180 180 360
>100 600 60 60 120
1500 150 150 300
1 800 180 180 360

? TenecHO TErJI0 MO BpEME Ha JIEYEHUETO.

6 Ultomiris Tps0Ba a ce pa3pekaa caMo ¢ MHKEKIIMOHEH pa3TBOp Ha HaTpues xyopun 9 mg/ml (0,9%).

HewsmomsBanusT nekapcTBEH NMPOIYKT WM OTIAIFUHNATE MaTepPHaJN OT HETO TPAOBA /1a Ce U3XBBHPIAT

B CBbOTBCTCTBHUEC C MCCTHHUTC U3UCKBaHUA.

7. HPUTEXATEJI HA PASPEHIEHUETO 3A YHHOTPEBA

Alexion Europe SAS

103-105, rue Anatole France
92300 Levallois-Perret

OPAHLINSA
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8. HOMEP(A) HA PASPEIHLIEHUETO 3A YIIOTPEBA
EU/1/19/1371/001

EU/1/19/1371/002
EU/1/19/1371/003

9. JATA HA IBPBO PABPEIIABAHE/IIOJJHOBSIBAHE HA PASPEHIEHUETO 3A
YIIOTPEBA

ata Ha mepBo pazpemasane: 02 romm 2019 .

Hata Ha mocienno nonHoBsiBane: 19 anpun 2024 r.

10. JATA HA AKTYAJIM3UPAHE HA TEKCTA

ITonpoOHa wHGOPMAITHS 32 TO3M JEKAPCTBEH MPOAYKT € MpeaocTaBeHa Ha yeOcalita Ha EBponefickara
areHIus 10 JeKapcTBaTa http://www.ema.europa.eu/.
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MNPUJIOKEHHUE I1

INPOU3BOAMTEJI(M) HA BUOJIOT'MYHO AKTUBHOTO BEIIECTBO "1
IMPOU3BOAUTEJI(M), OTTOBOPEH(HH) 3A OCBOBOKJABAHE HA ITAPTUIN

YCJIOBUA NJIN OTPAHUYEHMUSA 3A TOCTABKA U YIIOTPEBA
APYI'U YCJIOBUS U UBNCKBAHUSA HA PASPEIIEHUETO 3A YIIOTPEBA

YCJIOBUA NN OTPAHUYEHUS 3A BE3OITACHA 1 EOEKTUBHA YIIOTPEBA
HA JIEKAPCTBEHHUA TPOAYKT
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A. MPOU3BOJUTEJI(M) HA BUOJIOTMYHO AKTUBHOTO(UTE) BEIECTBO(A) U
MMPOU3BOJUTEJI (M), OTTOBOPEH(HU) 3A OCBOBOKJIABAHE HA IAPTUIU

HMme u agpec Ha npounsBoauTensa(ure) Ha OMOJOTMYHO aKTUBHOTO(UTE) BemecTBo(a)

FUJIFILM Diosynth Biotechnologies U.S.A., Inc.
6051 George Watts Hill Drive

Research Triangle Park, North Carolina 27709
CBHEJVMHEHUTE IIATHU

Patheon Biologics LLC
4766 La Guardia Drive
St. Louis, Missouri 63134
CBEJVMHEHUTE IIATU

Lonza Biologics Porrifio, S.L.
C/ La Relba, s/n.

Porrifio

Pontevedra 36400
HUCIIAHUA

Alexion Pharma International Operations Limited
Alexion Dublin Manufacturing Facility (ADMF)
College Business and Technology Park
Blanchardstown Road North

Dublin 15, D15 R925

UPJTAHIUA

HwMme u aapec Ha mponsBoauTensa(ure), OTTOBOPEH(HK) 32 OCBOOOKIaBaHE HA MAPTUINTE

Alexion Pharma International Operations Limited
Alexion Dublin Manufacturing Facility (ADMF)
College Business and Technology Park
Blanchardstown Road North

Dublin 15, D15 R925

HUPJTAHIUA

Almac Pharma Services (Ireland) Limited
Finnabair Industrial Estate

Dundalk

Co. Louth A91 P9KD

UPJTAHIUA

Almac Pharma Services Limited
22 Seagoe Industrial Estate
Craigavon, Armagh BT63 5QD
OBEJJMHEHO KPAJICTBO

IleyaTHaTa nTuCTOBKA Ha JICKApCTBCHUA MPOAYKT TpSI6Ba Ja CbAbpiKa UMCTO U aJpeCa Ha
IIPOU3BOJUTEIIA, OTTOBOPEH 3a OCB060)K,I[3.B3.HCTO Ha CbOTBE€THATA IapTruaa.

b. YCJIOBUSA NN OT'PAHUYEHUA 3A JOCTABKA U YIIOTPEBA

JlexapcTBEHUAT MPOJYKT c€ OTITycKa 110 OIpPaHUYEHO JeKapcKo npeanucanue (Bx. [Ipunoxenue I:
Kpatka xapakTepucTrika Ha IpOAyKTa, TouKa 4.2).
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B. JPYI'M YCJIOBUS U UBNUCKBAHUSA HA PASPEIIEHUETO 3A YIIOTPEBA

e  [lepuoanynu akTyaausupaHu Aokjaaau 3a 6ezonactoct (ITA/IB)

WznckBanusTa 3a nonasane Ha [IAJIb 3a To3u ekapcTBEH NPOAYKT ca MOCOUYEHH B CIUCHKA C
pedepentaute natu Ha EBponetickus c¢bio3 (EURD cnuchk), npeasuaeH B wi. 1078, ait. 7 ot
HupextuBa 2001/83/EO, 1 BbB BCHUKH CIIEIBAIIN aKTyalU3aluH, MyOIUKyBaHH Ha €BPONEHCKUS
yeOmnopTain 3a JieKkapcTBa.

[Ipurexarensat Ha pasperieruero 3a ynorpeda (IIPY) tpsabsa na moxane nepsust ITA/Ib 3a To3u
OPOIYKT B CPOK OT 6 Mecela clie/l pa3peraBaHeTo 3a yrnorpeoa.

. YCJI0BUsS NWJIN OI'PAHUYEHUS 3A BE3OITACHA U EOEKTUBHA YIIOTPEBA
HA JIEKAPCTBEHUSA NPOAYKT

e  [laan 3a ynpasiaenue Ha pucka (ITYP)

[Ipurexarensat Ha pa3penieruero 3a ynorpeda ([IPY) tpsoBa na u3BbpIBa H3UCKBAHUTE JCHHOCTH U
NIEHCTBHS, CBBP3aHHU C TPOCIeIIBaHe Ha JIeKapCTBeHaTa 0€30MacHOCT, Toco4YeH! B onoOpenus [1YP,
npeacraBeH B Moxyn 1.8.2 Ha pa3pemeHneTo 3a yrmoTpeda, KakTo ¥ BB BCHUKHU CJICIBAIIN 0J00pCHH
akTyanuszauuu Ha [TYP.

Axrtyanmusupan I[TYP TpsiOBa nma ce momana:
e 10 uckaHe Ha EBporieiickaTa areHuus 1o JieKapcTBara;
® BUHAruW, KOraTo ce M3MEHs CHUCTeMaTa 3a yIpaBlieHHe Ha pUCKa, 0COOEHO B pe3yJITar Ha
MoJTydaBaHe Ha HOBa WH(GOpMAITHs, KOSATO MOXKE Ja JOBEJE 10 3HAYNMH MPOMEHH B
CHOTHOIICHHUETO IOJI33/PUCK, HITH CJIS/I JOCTUTAHE Ha BaXKEH eTal (BbB BPh3Ka C MPOCIC/IIBaHE
Ha JIeKapCcTBeHaTa 0€30MacHOCT HITH CBEXKIaHe Ha PUCKA JI0 MUHIMYM).

e JIOWbJIHUTEIHH MEPKH 32 CBEK/AAHE HA PUCKA 10 MUHUMYM

[Ipeau myckaneto Ha mazapa/ynotpebara Ha Ultomiris BB Besika AbpxkaBa wieHka [IpuTteskarersT Ha
paspemenuero 3a ynorpeda (IIPY) tpsdBa na ceriacyBa ¢ HaIMOHATHUS KOMIIETEHTEH OpraH
ChIBP)KAaHUETO U (popMaTa Ha MPOrpaMuTe 3a 00yUeHHE U KOHTPOIUPAHO PAa3NpPOCTPaHEHNUE,
BKJIFOUUTEITHO CPEJICTBATA 32 KOMYHHKAIIKSA, YCIOBUATA 32 pa3lIPOCTPAHEHUE U BCUUKH JIPYTH aCIIEKTH
Ha MPOTrpaMuTe.

[TporpamuTe 3a 00y4deHHE U KOHTPOJIUPAHO PA3MPOCTPAHEHHE UMAT 3a LeJl 1a ObJaT 00y4eHH!
WHCTPYKTUPAHH MEIUIMHCKUTE CHEIHUANUCTH/TIAIIMEHTHTE J1a OTKPHUBAT, BHUMATEIIHO Ja MpOCIeIsBaT
W/WIY TIPABUITHO 12 KOHTPOJIMPAT ONpeiesieH! pobiaeMu ¢ 6e3onacHocTTa BbB Bpb3ka ¢ Ultomiris.

[IPY TpsiOBa 1a rapaHTHpa BbB BCsAKA IbpiKaBa WICHKA, KbAETO e Iycka Ha na3apa Ultomiris, Bcuuku
MEIMIIMHCKH CIEIIMANCTH U MAllUEHTH, OT KOUTO C€ OYaKBa J1a TPEIICBAT, OTIYCKAT I U3IT0JI3BAT
Ultomiris, 1a ©MaT TOCTHIT [0/1a OBAAT CHAOJACHH CHC CICTHUS O0YIUTENIeH TakeT, KOHTO e Obe
pasnpocTpaHeH upe3 NpoPeCHOHATHUTE OPraHHu:

e OOyuwnTeseH MaTepua 3a JICKapuTe

e UHdpopmalMOHEH MaKeT 3a NallMEHTUTE/POJAUTEIIUTE

OO0yuMTeTHUAT MaTepHaJl 3a JIeKapuTe TpsOBa 1a ChIbpiKa:

o Kparkara xapakTepucTiKa Ha MPOAYKTa
o PBKOBOACTBO 3a METUIIMHCKUTE CHEIUATUCTH

40



O

o

(0]

O

PBKOBO)ICTBOTO 3a MEAUIIUHCKHUTE CIICHUAJIUCTH Tpﬂ6Ba Ja CbABbpPiKa CJICIHUTEC KITFOUOBH
CIICMCHTU:

Wndopmarus 3a puckoBeTe OT MEHUHIOKOKOBA WH(EKIHS, CEPHO3HA XEeMOJIN3a ClIe
cnupaHe Ha jJedeHnero npu nmauueHTH ¢ [IHX, texku ycnoxuenus Ha TMA npu
narmenTute ¢ aXyC cies mpeycTaHOBsABaHE Ha paByIn3yMal, IMyHOT€HHOCT, CEPHO3HH
UH(EKINH, 3T0KaYeCTBEHH 3a00IIBaHUs U XeMaTOJIOTHYHI aHOMAJINH TIPH MALIMEHTHTE C
ITHX, ynotpeba nmpu OpeMeHHH U KbPMEIIIH KEHH.

Jleuenuero c paBynu3ymal MOBHIIaBa pUCKa OT HHPEKINH ¢ N. meningitidis.

Benuku nauyenTu Tpsa6Ba Aa ce HaOII0AaBaT 3a NPU3HAIM HA MEHUHTHT.
HeobOxoammocTTa marueHTuTe 1a Ob1aT BAKCHHUPAHU cpemty N. meningitidis nBe
CEeJIMUIIM TIpe/IM TIOJTyYaBaHe Ha paByIM3yMal W/WIH Ja MOoIy4daT npoduIakTHKA C
AHTUOUOTHULIN.

PuCKBT OT IMYHOT€HHOCT 1 CBBETH 3a IpOciesiBaHe cied nHy3usTa.

PuckbT 0T pa3BuTHE Ha aHTUTENA KbM PABYJIN3yMal.

Jlurncear KIMHAYHU JaHHM 33 €KCIIO3UIMA Ipu OpeMeHHocCT. PaBynnszymab TpsoBa na ce
JlaBa Ha OpEeMEHHa JKeHa caMo MPH KaTeropuuHa Heodxoaumoct. Heobxoaumoctra oT
e(eKTHBHA KOHTPALETILUS IIPH KEHUTE C I€TEPOJCH IOTEHIIMA I10 BpEME Ha JICUCHUETO
1 0 oceM Mecena ciesi ToBa. KepmeneTo TpsOBa 1a ce mpeKkpaTH 1o BpeMe Ha JeUeHHUETO
1 10 0OCEM Mecelia clie]] TOBa.

Puck ot cepuo3Ha xemonu3a ciell NpeKpaTsiBaHe Ha PaByJIn3yMad U OTJIaraHe Ha
MIPIJIOKEHUETO, KPUTEPUH 33 TOBA, HYXKHOTO MPOCIIEIIBAHE CIIeI JICUYEHHETO ’
npeanaranus KoHTpou (camo npu [THX).

Puck ot texku ycnoxsaenus Ha TMA cien ciupaHeTo Ha paBy/in3yMal U oTjiaraHe Ha
MIPUII0KEHUETO, TEXHUTE MPU3HALM, CUMIITOMH, IPOCIIEASIBAHE U OBIAsBaHe (CaMo MpU
axXyYC).

HeobxomumocTTa 1a ce 005iICHN Ha NALMEHTUTE U 1a CE TapaHTUpa, ye Te pa3doupar:

O pHCKa OT JICYCHUETO C PaByIU3yMald (BKIIOUUTEIHO MOTEHIMATHUTE PUCKOBE OT
37I0Ka4eCTBEHH 3a00JIABaHMS U XEMaTOJIOTHYHU aHOMalny pu nanuexTure ¢ [IHX n
CEpUO3HU MH(EKINH)

O TPHU3HALUTE U CHMITOMHTE HAa MEHMHTOKOKOBa WH(EKIH U KaKBU JEHCTBUS 1a ce
npenmnpueMar

O PBKOBOJICTBATA 32 MAIIUCHTHTE/POAUTEIUTE U TIXHOTO ChIbpPKAHUE

o HeoOxoaumocTTa Aa ce Hocu Kaprara Ha manyeHTa u ja ce cho0IIaBa Ha BCSIKO
MEAUIMHCKO JIUIIE, Y€ MAUEeHTHT N0Ty4aBa JIeYeHHE C paByau3ymad

O M3UCKBaHETO 332 BaKCHHAIMH/aHTUOMOTHYHA MPOPIIAKTHKA TPEIHU JIEICHUETO

o BroucBaHeTo B peructpure Ha [IHX u Ha aXVC

[Toapo6nHa naGOpMarus 3a peructbpa Ha [THX, peructepa Ha aXVYC u Kak 1a ce
BBBEX/IAT MAIIMEHTH.

HNudopmanmoHHUAT NaKeT 32 NallMeHTUTe/PoaUTeINTe TPsIOBA 1a ChABPKA:

O
O
O
©)

JIncroBkarta

PvxoBOCTBO 3a manueHTa
PbKroBOACTBO 3a poauTens
Kapra na nanuenta

L4 PbKOBOACTBOTO 32 MalMeHTa TpH6Ba Aa CpAbpiKa CJICAHUTE KIOYOBU IMOCIIAHUA:

O

Ja ce 00bpHE BHUMaHHE HAa PUCKOBETE OT MEHHHTOKOKOBA MH(EKIINs, Cepruo3Ha
XEMOJIN3a clle]] CIMpaHe Ha JieyeHueTo npu nanuenTy ¢ [THX, texkn ycioxHeHus Ha
TMA npu nanmentute ¢ aX Y C ciieq] ciupane Ha paByJiM3yMa0, IMyHOT€HHOCT, CEPHO3HU
H(pEKINH, 3T0Ka9eCTBEHN 3a00ISIBAaHMS ¥ XeMaTOJOTHYHY aHOMAJIMX TIPH TAI[UESHTH C
[MHX, ynorpeba rmpu OpeMEeHHH U KbPMEIIH KECHH.

JleyeHueTo c paByin3ymMal yBeluuaBa pucka oT uHpexuuu ¢ N. meningitidis.

[Ipu3Hanu 1 cUMOTOMHM Ha MEHMHIOKOKOBA HH(EKIHNS 1 HEOOX0IMMOCTTA J1a C€ HOIy4n
He3abaBHA MEULIMHCKA [TOMOLIL.

CurnanHata KapTa Ha allMeHTa ¥ HEOOXOJUMOCTTA J1a sl HOCAT ChC cede CH U J1a
cboOIIaBaT Ha BCEKH JIEKYBAlll MEIUIIMHCKY CIICLIUAINCT, Y€ CE IIPOBEX A JCUCHHUE C
paBynmu3ymao.

3HaYeHUETO Ha BAKCHHAIIHMS CPEIly MEHHHIOKOKH MPEIH JICUSHHETO U/UITH MOJyYaBaHETO
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O

Ha aHTHOMOTHYHA MPOQHUIAKTHKA.

PHCKBT OT UMYHOTEHHOCT TIPH paByIN3yMal, BKIFOYUTEITHO aHAPIIAKCHS, H
HEOO0XOAMMOCTTA OT KIIMHUYHO MPOCIeAsBaHe ciiea HHpYy3usITa.

Heo0xomumocTTa OT eheKTHBHA KOHTpALICHIXs TIPH KEHH C IETEPOACH MTOTSHIHAT 110
BpeMe Ha JICYCHHETO U JI0 OCEM Mecella Cllel] TOBa U 4e TpsOBa Ja ce mpeKpaTH
KBPMEHETO [0 BpEME Ha JICYEHUETO U A0 OCEM MECELa CIIe TOBA.

PuckbT OT TexkKa XeMon3a clie/l CIIUpaHe/oTiarane Ha NpUIIOKEHHUATa Ha paByIn3yMao,
MpU3HALUTE U CUMIITOMUTE U MPENOopbhKaTa 3a KOHCYJITAIHS C MPeIMUCBaIls JIeKap
TIpean CIIpaHe/oTiiarane Ha MPIIOKEHUATa Ha paByim3ymad (camo mpu [THX).
PucksbT OT Te)KM ycnokHeHus Ha TMA crien cimpaHe/oTiarane Ha IpUI0KEHUETO Ha
paByiHM3yMa0l, TEXHUTE MPU3HAIM U CHMIITOMH U MPETOpbKaTa 32 KOHCYITALHS C
MIPEMUCBAIINSA JIeKap IPeId CIIMpaHe/OTIIaraHne Ha MPUIIOKEHUETO Ha paByIu3ymMad
(camo mpu aXVC)

[NoreHuManHUTE PUCKOBE OT TEKKU MH(EKINHN ¢ TPUUMHHUTENH, pa3IudHu OT Neisseria,
3JI0Ka4€CTBEHU 3a00JIIBaHUS U XEMATOJOTHYHN aHOMaIIMKU py narnueHTt ¢ [THX,
JICKYBaHU C PaByJIU3yMao.

Brmcgane B peructpure Ha [THX n Ha aXVC.

e PnkoBoacTBOTO 32 poauTeist (HpeI[OCTaBCHO 3a€HO C PbKOBOJACTBOTO 3a HaHI/IeHTa) TpH6Ba
Ja CbAbpiKa CJICAHUTE OCHOBHU IMOCIIAHUA:

O

Ja ce pasriexxaar pucKoBeTe OT MEHHHT'OKOKOBA MH(EKIHS U CEPUO3HU HH(DEKINH MTPH
KbpMadeTaTa | Jierara.

® KapTaTa Ha ManMeHTa Tp?I6Ba Ja CbAbpiKa CJICAHUTE OCHOBHU ITOCTIaAHUA:

O

o
o
O

O

[Ipu3Hanu 1 CUMOTOMH Ha MEHUHTOKOKOBA HH(EKLIUs

[penynpexaeHue 1a ce MOThbPCH He3a0ABHO METUIIMHCKA MIOMOIII TP MOsIBA HA TOPHUTE
Tekcr, ye Ha MalUeHTa ce Tpuiara paByau3yMmad

HNudopmarius 3a KOHTAKT, KbIETO MEIUIIMHCKHUAT CICIIHAIACT MOKE J1a TIOyIHr
JIOTTBJTHUTETHA UH(POPMAITHS

Kaprara Ha manuenTa TpsiOBa Jia ce 3ama3u 3a 8 Mecela cjej| moclieHaTa 103a
paBynu3ymMab

[TPY 1mie u3mpaia exxeroHo Ha MPeITUCBAIIUTE JIEKapu Wik Ha (hapMalleBTUTE, KOUTO
MIPEANICBAT/OTIIYCKAT paByIN3yMal, HATIOMHSIHE, 32 J1a TPOBEPHU IIPEAITACBAIIUST
Jiekap/GpapMareBThT Aaiu € HeoOxoauma (pe)BakcuHalus cpeity Neisseria meningitidis 3a HETOBUTE
MAIUeHTH Ha PaByJIn3yMa0.

[IPY Tpsa6Ba na rapanTrpa, 4e BbB BCAKA JbpiKaBa WwieHkKa, kKbaero Ultomiris e mycHaT Ha ma3apa, e
HaJIMYHA CHCTEMa, LIeNAlIa KOHTPOJIMPaHO pasnpocTpaHenre Ha Ultomiris, KOeTo e moseye oT
PYTHHHUTE MEPKH 32 CBEKJaHe Ha pucka A0 MUHUMYM. [Ipenn na Ob1e OTIyCcHAT MPOMYKTHT, TPIOBa
na OBb/IaT M3MBJIHEHH CIIETHUTE U3UCKBAHUS:

e IlpencraBsHe Ha MUCMEHO MOTBBPXKICHIE, Y€ MAIIEHTHT € BAKCHHUPAH CPEULy BCHUIKH
HaJIMYHU CEPOTUTIOBE HAa N. meningitidis Tpu MCHUHTOKOKOBA MH(EKIVSI U/UIH € TIPOBEI
npodUIaAKTHYHO JIeYeHHE C aHTUOMOTHUIIM B CHOTBETCTBHE C HAIIMOHATIHOTO PHKOBOJICTBO 32
BAKCUHAIUSL.
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MNPUJIOKEHHUE III

JAHHMU BBPXY OITAKOBKATA U JIMCTOBKA
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A. JAHHHU BBPXY OITAKOBKATA
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JAHHHU, KOUTO TPSABBA JIA CbAbPKA BTOPUYHATA OITAKOBKA

Etnker Ha kapToHeHaTa onakoBka 300 mg/30 ml

1. HNME HA JIEKAPCTBEHMUSA ITPOAYKT

Ultomiris 300 mg/30 ml koHIIeHTpaT 3a HHPY3UOHEH Pa3TBOP
paByH3ymMad

| 2. OBSIBSIBAHE HA AKTUBHOTO(MTE) BEHIECTBO(A)

Enwnn ¢umakon ot 30 ml ceappxa 300 mg paBynmu3ymao.
(10 mg/ml)

Cren pa3pexnaHe ¢ MHXEKIIMOHEH pa3TBOp Ha HaTpueB xaopua 9 mg/ml (0,9%) kpaitnata
KOHIICHTpAaIUs Ha pa3TBopa € 5 mg/ml.

‘ 3. CIIMCBK HA IOMOIIIHUTE BEIIECTBA

Junatpues xunporeHpocdar Xxenraxuapar, HaTpueB nexuaporendocdar MOHOXHIPAT, HATPHEB
xJi0pu, mosmcop6ar 80 ¥ BoJa 32 MHKCKIIUH.
3a nOBJIHNTETHA HHPOPMAIIHAS BUXKTE JTUCTOBKATA.

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJIHA OITAKOBKA

Konnenrpar 3a nH(hy3n0OHEH pa3TBOP
1 ¢rakon

| 5. HAYMH HA MMPWJIOKEHUE U MbT(MIIA) HA BBBEXKJIAHE

[penu ymoTtpeda nmpovereTe IUCTOBKATA.
WHTpaBeHO3HO NPUIIOKEHHE CIIE/T Pa3peKaaHe.
Ja ne ce cmecsa ¢ Ultomiris 1 100 mg/11 ml (100 mg/ ml) wnu Ultomiris 300 mg/3 ml (100 mg/ ml).

6. CIIEHUAJIHO ITPEAYHPEXJIEHUE, YE JIEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBbXPAHSBA HA MsICTO JAJIEYE OT IIOTJIEJA U TIOCET'A HA JIEIIA

I[a C€ CbXpaHsABa Ha MsACTO, HEAOCTHIIHO 3a JACIIA.

‘ 7. APYI'U CHHEHUAJIHU NPEAYHPEXJIEHUS, AKO E HEOBXOJINUMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HA TOAHOCT

T'onen no:
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‘ 9. CIIEHUAJIHU YCJIOBUSA HA CbXPAHEHUE

Ja ce cpxpaHsBa B XJIQAMITHUK.
Ja He ce 3ampassiBa.
[la ce cpxpaHsaBa B OpUTHHAJIHATA OMAKOBKa, 32 Ja C€ MpeAINa3y OT CBETIMHA.

10. CHELOUWAJHU NPEAITA3SHU MEPKU ITPU U3XBBPJISAHE HA HEN3IIOJI3BAHA
YACT OT JIEKAPCTBEHUTE ITPOAYKTHU NWJIN OTIIAABYHU MATEPHUAJIN OT
TAX, AKO CE U3UCKBAT TAKUBA

11. HUME U AJPEC HA IIPUTE/KATEJISAA HA PASPEIIEHUETO 3A YIIOTPEBA

Alexion Europe SAS
103-105, rue Anatole France
92300 Levallois-Perret
®paHuud

12. HOMEP(A) HA PASPEHIEHUETO 3A YIIOTPEBA

EU/1/19/1371/001

13. HNAPTHUIEH HOMEP

ITapTurma Ne

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHWUJ 3A YIIOTPEBA

| 16. MH®OPMAILIMS HA BPAILJIOBA A3BYKA

[Ipueto e ocHOBaHUE 1@ HE ce BKIOUM HH(GopManus Ha bpaiinosa a30yka.

| 17. VHUKAJIEH WIEHTU®UKATOP — JIBYU3MEPEH BAPKOJ

JBynaMmepeH 0apKoJ C BKIIOUEH YHUKAICH UACHTH(DHUKATOP

‘ 18. YHUKAJIEH UWAEHTUPUKATOP — JAHHHU 3A YETEHE OT XOPA

PC
SN
NN
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MMUHUMYM JAHHHU, KOUTO TPABBA JIA CbABPXAT MAJIKUTE EIMHNYHU
II'bPBUYHU OITAKOBKH

DaakoH 0T cThkJ0 Tl I 32 eqHokpaTHa ynoTpeda 300 mg/30 ml

| 1. MME HA JEKAPCTBEHMSI MPOAYKT U MbT(MIIIA) HA BbBEXKIAHE

Ultomiris 300 mg/30 ml cTeprieH KOHIIEHTpAT
paByiu3zymad

(10 mg/ml)

1.V. clieT pa3pexaaHe

‘ 2. HAYUH HA ITPUJIIOKEHUE

[Ipenu ynotpeba npodereTe IMCTOBKATA.

‘ 3. JATA HA N3TUYAHE HA CPOKA HA TOAHOCT

T'onen no:

4. HAPTUJAEH HOMEP

ITapTuna Ne

‘ 5. CBbABPKAHUE KATO MACA, OBEM NJIN EJIMHULIN

| 6. JIPYTO
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JAHHHU, KOUTO TPSABBA JIA CbAbPKA BTOPUYHATA OITAKOBKA

Etnker Ha kapToHenaTa onakoBka 1 100 mg/11 ml

1. HNME HA JIEKAPCTBEHMUSA ITPOAYKT

Ultomiris 1 100 mg/11 ml kormenTpat 3a nHGOY3UOHEH pa3TBOP
paBynu3ymad

| 2. OBSIBSIBAHE HA AKTUBHOTO(UTE) BEILECTBO(A)

Bcexu ¢nakon ot 11 ml ceabpxa 1 100 mg paByiauzymao.
(100 mg/ml)

Cren pa3pexnaHe ¢ HHXECKIIMOHEH pa3TBOpP Ha HaTpueB xiopua 9 mg/ml (0,9%) kpaitnata
KOHLIEHTpauus Ha pa3rBopa € 50 mg/ml.

‘ 3. CIIMCBK HA ITIOMOIIIHUTE BELLIECTBA

Junatpues xuaporeHdpocdaT XenTaxuapar, HaTpueB AexuaporeHdochaT MOHOXHUAPAT, TOIHCOPOaT
80, apruHuH, 3aXapo3a ¥ BOJIA 32 WHKCKIINH.
3a JOITBJIHUTCIIHA I/IH(l)OpMaHI/ISI BUJKTC JIMCTOBKATAa.

‘ 4. JIEKAPCTBEHA ®OPMA N KOJIMYECTBO B EJHA OITAKOBKA

KonreHTpar 3a nH()y31OHEH pa3TBOP
1 pnaxon

‘ 5. HAYYH HA TPUWJIOKEHUE U ITbT(MIIA) HA BHBBEK/IAHE

[Ipenu ynotpeba npoyereTe TMCTOBKATA.
VHTpaBEeHO3HO NPHUIIOKEHUE CIIEN Pa3pexIaHe.
Ha ue ce cmecra ¢ Ultomiris 300 mg/30 ml (10 mg/ml).

6. CIIEHUAJIHO NPEAYHPEXJIEHUE, YE JEKAPCTBEHUAT NPOAYKT TPABBA
JA CE CBXPAHSABA HA MSICTO JAJIEYE OT IIOI'VIEJA 1 JOCEI'A HA JELIA

I[a CC CbXpaHsdaBa Ha MACTO, HCAOCTHIIHO 3a ACIIA.

‘ 7. APYI' CHEIMAJIHU NIPEAYIIPEXKJIEHUSA, AKO E HEOBXOJUMO

‘ 8. JATA HA N3TUYAHE HA CPOKA HA TOAHOCT

T'onen no:
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‘ 9. CIIEHUAJIHU YCJIOBUSA HA CbXPAHEHUE

a ce cpxpaHsiBa B XJIaJUITHUK.
[a He ce 3ampassiBa.
a ce cbxpaHsBa B OpUrHHAIHATA OMIAKOBKA, 32 J1a CE€ MPENa3u OT CBETIINHA.

10. CHELNUWAJHU NPEAITAZHUA MEPKU ITPU U3XBBPJISSHE HA HEN3IIOJI3BAHA
YACT OT JIEKAPCTBEHUTE INPOAYKTH UJIN OTIIAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHUBA

11. HME U AJAPEC HA IIPUTEXKATEJISI HA PASPEIIEHUETO 3A YIIOTPEBA

Alexion Europe SAS
103-105, rue Anatole France
92300 Levallois-Perret
®paHuus

12. HOMEP(A) HA PABPEHIEHUETO 3A YIIOTPEBA

EU/1/19/1371/003

13. HNAPTHUIEH HOMEP

ITapTurma Ne

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHWUJ 3A YIIOTPEBA

| 16. MH®OPMAILIMS HA BPAILJIOBA A3BYKA

[Ipuero € ocHOBaHUE J1a HE ce BKIOYM nH(popMaIus Ha bpaitiosa a30yka.

‘ 17. YHUKAJIEH UWJEHTUOPUKATOP — IBYU3MEPEH BAPKO/1

JByn3mepeH 0apKoJ ¢ BKIIOYECH YHUKAJIEH UICHTH(PHUKATOP.

‘ 18. YHUKAJIEH NWIEHTUO®UKATOP — JAHHHU 3A YETEHE OT XOPA

PC
SN
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MMUHUMYM JAHHHU, KOUTO TPABBA JIA CbABPXAT MAJIKUTE EIMUHNYHU
II'bPBUYHU OITAKOBKH

®akoH oT cThbKJI0 THH I 32 etHOKpaTHa ynotpeda 1 100 mg/11 ml

‘ 1. HNME HA JIEKAPCTBEHMUS TPOAYKT U II'BT(MIA) HA BBBEX/JIAHE

Ultomiris 1 100 mg/11 ml crepunen KOHIEHTpAT
paByH3ymad

(100 mg/ml)

1L.V. clie]] pa3pexiaHe

‘ 2. HAYMH HA ITPUJIOKEHUE

[Ipenn ymoTpeba mpoverere IMCTOBKATA.

‘ 3. JATA HA N3TUYAHE HA CPOKA HA TOAHOCT

T'onen no:

4. HAPTUJAEH HOMEP

ITapTuma Ne

‘ 5. CBbABPKAHUE KATO MACA, OBEM WJIN EIMHULIN

| 6. JIPYTO
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JAHHHU, KOUTO TPSABBA JIA CbAbPKA BTOPUYHATA OITAKOBKA

Etnker Ha kapToHenaTa onakoska 300 mg/3 ml

1. HNME HA JIEKAPCTBEHMUSA ITPOAYKT

Ultomiris 300 mg/3 ml koHIIeHTpaT 3a HHOY3NOHEH Pa3TBOP
paBynu3ymad

| 2. OBSIBSIBAHE HA AKTUBHOTO(UTE) BEILECTBO(A)

Bceku dnakon ot 3 ml ceabpika 300 mg paBynuzymao.
(100 mg/ml)

Cren pa3pexpaHe ¢ HHXEKIIMOHEH pa3TBop Ha HaTpues xiopun 9 mg/ml (0,9%) kpaitHara
KOHIICHTpalus Ha pa3TBopa ¢ S0 mg/ml.

‘ 3. CIIMCBK HA IOMOIIIHUTE BEIIECTBA

Junarpues xuaporeHdpocdar xenraxuapat, HaTpueB aexuaporeHpocar MOHOXHIPAT, TOTUCOPOAT
80, apruHuH, 3aXapo3a ¥ BOJIA 32 HHXKEKIIHH.
3a mombJIHATETHA HHPOPMAITHS BIKTE JIMCTOBKATA.

‘ 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJIHA OITAKOBKA

KonuenTpat 3a uH(Qy310HEH pa3TBOp
1 prakon

‘ 5. HAYUH HA ITIPUJIOKEHUE U ITBT(MIIA) HA BBBEXKJIAHE

ITpenu ynorpeba nmpoyereTe IUCTOBKATA.
WHTpaBeHO3HO NPUIIOKEHHE CIIE/ Pa3peKaaHe.
[a ne ce cmecsa ¢ Ultomiris 300 mg/30 ml (10 mg/ml).

6. CIIEHUAJIHO ITPEAYHPEXJIEHUE, UE JIEKAPCTBEHUAT ITPOAYKT TPSABBA
JA CE CBbXPAHSBA HA MsICTO JAJIEYE OT IIOTJIEJA U TOCET'A HA JIEIIA

I[a C€ ChbXpaHsiBa Ha MACTO, HEAOCTHIIHO 34 JICIIA.

‘ 7. JAPYI'U CHEHUAJIHU NPEAYHPEXJIEHUS, AKO E HEOBXOJINUMO

‘ 8. JATA HA U3TUYAHE HA CPOKA HA I'OJHOCT

T'onen no:
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‘ 9. CIIEHUAJIHU YCJIOBUSA HA CbXPAHEHUE

a ce cpxpaHsiBa B XJIaJUITHUK.
[a He ce 3ampassiBa.
a ce cbxpaHsBa B OpUrHHAIHATA OMIAKOBKA, 32 J1a CE€ MPENa3u OT CBETIINHA.

10. CHELNUWAJHU NPEAITAZHUA MEPKU ITPU U3XBBPJISSHE HA HEN3IIOJI3BAHA
YACT OT JIEKAPCTBEHUTE INPOAYKTH UJIN OTIIAABYHU MATEPUAJIN OT
TAX, AKO CE U3UCKBAT TAKHUBA

11. HME U AJPEC HA IIPUTEXKATEJISA HA PASPEIIEHUETO 3A YIIOTPEBA

Alexion Europe SAS
103-105, rue Anatole France
92300 Levallois-Perret
®paHuus

12. HOMEP(A) HA PABPEHIEHUETO 3A YIIOTPEBA

EU/1/19/1371/002

13. HNAPTHUIEH HOMEP

ITapTurma Ne

‘ 14. HAYMH HA OTITYCKAHE

‘ 15. YKA3AHWUJ 3A YIIOTPEBA

| 16. MH®OPMAILIMS HA BPAILJIOBA A3BYKA

[Ipuero € ocHOBaHUE J1a HE ce BKIOYM nH(popMaIus Ha bpaitiora a30yka.

‘ 17. YHUKAJIEH UWAEHTUOPUKATOP — IBYU3MEPEH BAPKO/1

JByn3mepeH 0apKoJ ¢ BKIIOYECH YHUKAJIEH UICHTH(PHUKATOP.

‘ 18. YHUKAJIEH NWIEHTUO®UKATOP — JAHHHU 3A YETEHE OT XOPA
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MMUHUMYM JAHHHU, KOUTO TPABBA JIA CbABPXAT MAJIKUTE EIMHUNYHU
II'bPBUYHU OITAKOBKH

®akoH oT cThbKJI0 THH I 32 etHOKpaTHa ynoTtpeda 300 mg/3 ml

‘ 1. HNME HA JIEKAPCTBEHMUS TPOAYKT U II'BT(MIA) HA BBBEXK/IAHE

Ultomiris 300 mg/3 ml cTepuiieH KOHIICHTpAT
paByH3ymMad

(100 mg/ml)

1.V. clie]] pa3pexaaHe

‘ 2. HAYMH HA ITPUJIOKEHUE

[Ipenn ymoTpeba mpoverere IMCTOBKATA.

‘ 3. JATA HA N3TUYAHE HA CPOKA HA TOAHOCT

T'onen no:

4. HAPTUJAEH HOMEP

[Taptuna Ne

‘ 5. CBbABPKAHUE KATO MACA, OBEM WJIN EIMHULIN

6. JPYIO
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B. IUCTOBKA
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JIncroBka: nHpopManus 3a NOTpeOUTEJIs

Ultomiris 300 mg/30 ml koHueHTpAaT 32 HH(Y3MOHEH Pa3TBOP
paBynuzymab (ravulizumab)

IIpoyeTeTe BHUMATEIHO SLJIATA JIMCTOBKA, MPeIN A 3aM0YHeTe 1a U3MO0J3BaTe TOBA

JIEKAPCTBO, Thil KATO TA ChAbLP:Ka Ba:xkHa 3a Bac nndgopmanus.

- 3anaszere Ta3u IUCTOBKA. MoOXe J1a ce HAIOXKH J1a 5T TPOUYETETe OTHOBO.

- AKO UMarte HAKaKBH JONMBIHUTEIIHA BBIPOCH, onuTaiiTe Bamus ekap, GapMaieBt uin
MEIHIIMHCKA CeCcTpa.

- ToBa nekapcTBO € mpeanucano Tu4Ho Ha Bac. He ro mpeoTcrenBaiite Ha apyru xopa. To Moxe
Jla ©M HaBpeIH, HE3aBUCHMO Ue TIPU3HAIINTE Ha TAXHOTO 3a00JIIBaHE ca ChIHUTE KaTo Bammre.

- AKO TIOTy4YuTe HIKAKBH HEXKEJIaHU peaKIlny, yBeaoMere Bamms nekap, papmaneBT win
MEIUITMHCKA cecTpa. ToBa BKIFOUYBA U BCHYKH BE3MOKHU HEXKEIIAHU PEAKIIUU, HEOTIMCAHU B
Ta3u JMCTOBKA. BuxTe Touka 4.

Kakso ChbABbpPiKa Ta3u JIMCTOBKA

Kakso mpencrasnsBa Ultomiris 1 3a KaKBO Ce M3II0JI3Ba
KaxBo TpsiOBa nma 3Haere, nmpenu Aa m3noaszBate Ultomiris
Kak nma usnonssare Ultomiris

BBb3MOKHH HEXKEJTaHU PEAKLUH

Kax na cexpanssate Ultomiris

C’b]l’bp)KaHI/Ie Ha OITaKOBKaTa U JOITBJIHUTCIIHA I/IH(i)OpMaHI/ISI

AN

1. Kaxso npeancrasasiBa Ultomiris u 3a kakBo ce U3moJ13Ba

Kakso npexacraBiassa Ultomiris

Ultomiris e TekapcTBO, KOETO ChIbPrKa aKTHBHOTO BEIIECTBO PaBYJIM3yMad M MPHUHAICKNA KbM KJtac
JICKapCTBa, HAPECUYCHN MOHOKJIOHAJIHN aHTUTEIA, KOUTO C€ CBHP3BAaT KbM CHeHI/I(i)I/I‘IHa MMHIIICHA B
opranusma. PaBynuszyma0 ce cBbp3Ba ¢ Oentbka C5 Ha KOMIUIEMEHTa, KOWTO € YacT OT 3alllUTHaTa
CUCTEeMa Ha OpraHu3Ma, HapeueHa ,,CHCTeMa Ha KOMILIEMeHTa .

3a kakBo ce u3noassa Ultomiris

Ultomiris ce n3non3Ba 3a JieueHUE Ha Bb3PACTHU NAallMEHTH U Aeua ¢ Terio 10 u moBeuye Kujmorpama
cbe 3a00JIs1BaHe, HApEUeHO MapoKcu3MaliHa HolHa xeMmornoounypus (IIHX), Bkiarountenso
MAIMeHTH, KOUTO HE ca JIEKYBaHU C MHXUOUTOP Ha KOMIUIEMEHTA, M MallMEHTH, KOUTO Ca MOJTy4aBaIn
eKyn3yMab Haii-manko mpe3 nociegaure 6 mecena. Ilpu mammentu ¢ ITHX cucremara na
KOMILJIEMEHTa € CBPbXaKTHBHA U aTaKyBa TEXHUTE YEePBEHH KPBBHU KJIETKH, KOETO MOJKE J1a IOBEIE
JI0 HUCHK Opoi KPbBHHU KIIETKH (aHEMHS), yMOpa, 3aTPyAHEHO (PyHKIIMOHHUpaHe, O0IKa, KOpeMHa
Oonka, ThMHA YpHHA, 3aIbXBaHE, 3aTPYTHEHO MPETrIbIaHe, CPEeKTHIHA TUCPYHKLINSI U KPBBHU
cbeupen. Kato ce cBbp3Ba u Gsiokupa Oentbka C5 Ha KOMIUIEMEHTA, TOBA JIEKaPCTBO MOJKE J1a CIIpe
OenThIMTE HA KOMIIJIEMEHTA Ja HEe aTaKyBaT YEPBCHUTE KPbBHU KJIETKHU, KaTo 110 TO3H HAUYUH
KOHTPOJIPA CUMIITOMHUTE Ha 3a00JISIBAHETO.

Ultomiris ce u3moi3Ba ChIIO 3a JIEUCHUE Ha Bb3PACTHU NALMEHTH U Jeua ¢ Terio 10 u moseue
KHJIorpama che 3a00IIsiBaHe, 3acsrailo KphbBOHOCHATA CHCTEMa M ObOpeTe, HAPEUCHO aTHUINYCH
XeMOJUTHYeH ypeMudeH cuHapoM (aXVY C), BKIIOUUTETHO MallMEeHTH, KOUTO He ca JIEKYBaHU C
MHXUOWUTOP HA KOMIUIEMEHTA, U IALMeHTH, KOUTO ca IOJIy4aBalld eKyIn3yMal Hal-MaJKo mpe3
nocnenuaute 3 Mecena. [1pu manuentu ¢ aXyY C 0p0peruTe M1 KPbBOHOCHUTE CHIIOBE MOXKE Ja ObIaaT
BB3MAJICHH, KOETO 3acsra U TPOMOOLUTHTE U MOXKeE Ja AOBEJIE 10 HUCHK OpOoi KpbBHU KICTKH
(TpoMOoOLIMTONIEHHS U aHEMHsI), HaMalleHHe WK 3ary0a Ha ObOpeyHa QyHKUUS, KpBbBHU ChCUPELH,
ymopa u Hapymenu ¢pyHkuuu. Ultomiris Moxe aa 6J10Kupa 0TroBOpa Ha OpraHu3Ma KbM Bb3NaJICHHE
U CIIOCOOHOCTTA My Jla aTaKyBa M pa3pyliaBa COOCTBEHHTE CH YSI3BUMHU KPhbBOHOCHHU CHAOBE, KaTO MO
TO3HM HAUYUH KOHTPOJIHMPa CUMIITOMUTE Ha 3a00JSIBAHETO, BKIIOYUTEIHO YBPEXXJaHETO Ha ObOpenure.
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Ultomiris ce u3mo3Ba chUI0 3a JieueHHe Ha Bh3pacTHH NAlMEHTH C ONpeeNeH BU 3a00sBaHe,
3acArauio MyCKyJIMTe, HapedeHo reHepanuzupana muactenus rpasuc (rMI). [Ipu nauuentu ¢ tMIT
MYCKYJIMTE MOTaT Jia ObJaT aTaKyBaHU M YBPEAEHU OT UMyHHaTa CHCTeMa, KOETO MOXKE J1a IOBE/E 10
3HAYMTENIHA MYCKYJIHA c1aboCT, HapylleHHe Ha 3PEHUETO U MOABIKHOCTTA, 3a1yX, IPEKOMepHa
yMOpa, PUCK OT aCIUpaLys ¥ 3HAUNTETHO HapyLIeHHe Ha exenHeBHUTe AeiiHocTd. Ultomiris Moxe na
0J10KMpa BH3NATUTEIHNS OTTOBOP HA OPraHW3Ma M HEroBara CliocOOHOCT J1a aTaKyBa M YHHUII0XKAaBa
COOCTBEHHUTE CH MYCKYIIH, 32 JIa CE MOJJOOPY CBHUBAaHETO HA MYCKYJIMTE, IPH KOETO CE HaMAaJlsBaT
CHUMIITOMHUTE Ha 3a00JISIBAHETO U BB3JCHCTBUETO My BBPXY €XeaHeBHHUTE neiiHocTute. Ultomiris e
KOHKPETHO IT0Ka3aH [P MMalUeHTH, KOUTO OCTaBaT CUMITOMATHYHH, BBIIPEKH JICUCHUETO C JPYTH
JIeKapcTBa.

Ultomiris ce n3nomn3Ba ChIIO 3a JeUESHUE Ha Bh3PACTHHU MAIUEHTH ChC 3a00JIsIBaHe HA IIEHTPaTHATA
HEpBHA CHCTEMa, KOETO 3acsra TJIaBHO ONTUYHHS (OYHUS) HEPB U TPHOHAYHHUS MO3BK, HAPEIEHO
3a00JsIBaHe OT clieKThpa Ha onTtuyHus HeBpoMuenut (3COHM). Ilpu nauuentn cbe 3COHM
ONTUYHHAT HEPB U TPHOHAYHUAT MO3BK OUBAT aTaKyBaHHU U YBPEJCHH OT HEIPABHUIHO
(hyHKIIMOHMpaIaTa UMyHHA CHCTEMa, KOETO MOXKE Jla TOBEJIE /10 3ary0a Ha 3peHre B €IHOTO TN
JIBETE 04, CIa00CT WITH 3ary0a Ha MOABIKHOCT B KpakaTa Wi pblieTe, 00JIE3HEHH CIIa3MH, 3ary0a Ha
yceliane, mpodjeMu ¢ QyHKIMOHUPAHETO Ha TMKOYHUS MEXYp U 1e0eJ0TO YepBO H SBHU
3aTPYAHCHHS C IEHHOCTH OT ekeIHeBHMS KUBOT. Ultomiris Moxe 1a OJIOKHpa HEeCTECTBEHUS HMYyHEH
OTrOBOp Ha OpraHM3Ma M CrocoOHOCTTa My Jia aTaKyBa U YHHIL0)KaBa CBOUTE COOCTBEHH OYHU HEPBH
U rpbOHAYEH MO3BK, KOETO HamMallsiBa pucKa OT peuuans win npuctsi Ha 3COHM.

2. KakBo TpsioBa n1a 3HaeTe, npeau Aa udnoussate Ultomiris

He nznoazeaiire Ultomiris

- AKo cTe AJICPTUYHU KBM paBynnsyMa6 WNJIN KbM HAKOA OT OCTaHAJIUTEC CbCTABKU HA TOBA
JIeKapcTBO (M30pOEHH B TOUKA 6).

- AKO He cTe BaKCHHUPAHH CPeLly MEHUHTOKOKOBA WH(EKIIHS.

- AKO UMaTe MEHUHTOKOKOBA MH(EKITHS.

[penynpesxaeHusi ¥ NpeaNa3sHl MEPKH
I'oBopeTte ¢ Bamms nekap, mpenu na nsmonssare Ultomiris.

CuMNOTOMH HA MEHUHTOKOKOBH U APYrd MH(eKIun, npuduHenn ot Neisseria

Tbii KaTo NEKapCTBOTO OJIOKKpPA CHCTEMaTa Ha KOMIUIEMEHTa, KOSITO € YacT OT 3alllUTaTa Ha
opranm3ma cpemry nHdeknus, ynorpedara va Ultomiris yBennyaBa pucka OT MEHHHTOKOKOBA
nHeKus, MpuanHeHa oT Neisseria meningitidis. ToBa ca TeXKu HH()EKIINH, KOUTO 3acsiIraT
MO3b9YHATa OOBHUBKA M MOTAT JIa IPUIWHAT BH3MAJICHHE HAa MO3bKa (SHIIE(aTNT) U KOUTO MOTAT Ja Ce
PasnpOCTPaHAT B KPBBTA U TSIIOTO (CETCHC).

Koncynrupaiite ce ¢ Bamus nekap, npean aa 3anounere Ultomiris, 3a 1a cte curypHu, 4e e Obaere
BaKCUHHPAHU cpely Neisseria meningitidis Hali-Manko 2 CeIMHLIN TPEeId HaYaJ0TO Ha JIEYCHUETO.
AKO € HEBB3MOJKHO J1a Ob/ieTe BAKCHHUPAHH 2 CeIMUIIM IpeABAPUTENHO, BamusT gekap me
IIpeauIIe aHTUONOTHUIIY, 32 1a C€ HAMaJIM PUCKBT OT UH(EKUUs 10 2 CEAMULH ClIe]] BAKCHHALNATA.
VYBepere ce, 4e BakCHHAIUATAa Bu cpellly MCHUHTOKOKH € akTyaliiHa. Bue TpsiOBa chIo 1a 3HaeTe, ye
BaKCHHALIMSTa MOKE U /1a HE IPEAOTBpaTH BUHATH TO3H BUA MH(eKIHs. B choTBeTCTBHE C
HaIlMOHAIHHUTE TIPENOPBKU BamusAT iekap MoXke [1a pelliy, 4e UMaTe HyKJa OT JOMbIHUTEIHH MEPKH,
3a J1a ce MPeIoTBPaTH HHPEKITHUSI.

CuMnOTOMH HA MEHMHTOKOKOBA I/IHQQGKQI/IH

[Mopanu 3HaUeHNETO HA OBP30TO OTKPUBAHE U JICKYBaHE HA MEHUHTOKOKOBa HH(DEKIIHS MTPH
MaIeHTH, KouTto rnoxydasar Ultomiris, me Bu Obae nmpenocraBena ,,Kapra Ha mamuenTa®, Kosto ia
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HOCHUTE ChC ceOe CH Mo BCSIKO BpeMe. B Hes ca n30poeHU ChOTBETHUTE MPU3HAIU ¥ CHMIITOMHU Ha
MEHHHTOKOKOBa WH(EKITUS/CeTnIcuC/eHIe(hanT.

AKO TIOJTy9UTe HSIKOH OT CJICTHUTE CUMIITOMH, TpsIOBa He3a0aBHO /1a yBeaoMuTe Bamus gexap:
- TJIaBOOOJIHE C TaJCHE WIX TTOBPBINAHE

- rI1aBoOoJIe ¥ BICOKA TeMIIepaTypa

- rmaBoOoJIME ChC CXBalllaHe Ha BpaTa WX Ha I'bpOa

- BHCOKa TeMIIepaTypa

- BHCOKA TeMIIepaTypa u o0puB

- 00BpPKAHOCT

- MYCKYJIHH OOJIKH C TPHUITOTIONO0HN CHMITOMHU

- YyBCTBUTEIIHOCT HA OYMTE KbM CBETIIMHA

Jledenune 3a MEHMHIOKOKOBA MH(DEKITMS 10 BpeMe Ha ITbTYBAHE

AKo TbTyBaTe B paiioH, KbJETO HE CTE B ChCTOSIHUE JIa CE CBBPIKEeTe ¢ Bamivs jgekap Wi KbAeTo
BPEMEHHO HE CTE B ChCTOSTHHE JIa TIOyYUTe MEIUIIHCKO 00CTyXBaHe, Bammsar nekap Moxe na Bu
MpeanuIle aHTUOMOTHUK cpetty Neisseria meningitidis, KOUTO 1a HOCUTE ChC ce0e CH. AKO MOIYUIHUTE
HSIKOM OT OITUCAHUTE TI0-TOPEe CUMIITOMHU, TPSIOBa Jja MpUEeMeTe Kypca aHTUOMOTHIIH, KakTo Bu e
npeanucano. He OuBa ma 3a0pasiTe, e Bee Mak MPH IIbpBa BE3MOKHOCT TPsIOBa J1a ce KOHCYITHPATE C
JieKap, JOPH aKo CJIe KaTo CTe MPUENTd aHTHOMOTHIINTE, Ce TOYyBCTBAaTE MO-100pe.

Nudexuun
IIpenn na 3amounete Ultomiris, yBegomere Bamms nekap, ako nMate HIKaKBH HH(EKITHH.

Peakuuu, cebp3anu ¢ undysusara

Korato Bu ce nmpuiara Ultomiris, MoXe Aa MOTy4YUTe peaKIiK, CBEP3aHU ¢ MHPY3UATa (KaITKOBO
BJIMBAHE), HAPUMED T1aBoOoJue, 00JIKa B KpbCTa M 00JIKa, CBbp3aHa ¢ H(y3usTa. Hakou nanuenTu
MOKE JIa IOJy4aT aJepriuyHU PEaKIUU WU PEaKIUU Ha CBPBbXUYBCTBUTEIHOCT (BKIFOUYUTEIHO
aHa(MIaKCcHs, CEpUO3Ha aJepruyHa PeaKius, KOATO MPUYNHABA 3aTPYAHECHO TUIIIaHE WK 3aMasHOCT).

Jlena v roHOIIM
[MaruenTn Ha BB3pacT nof 18 rogunu TpsiOBa Aa ObIAT BakcUHUpaHU cpeiny Haemophilus influenzae
1 THEBMOKOKOBH HH(EKIINH.

Crapuecka Bb3pacT

Hsma crienmaiiay npeinasHyn MEepKH IPH JICYEHHETO Ha MAIMeHTH Ha Bb3pacT 65 M moBede ToIuHY,
BBhIpekn 9e onuThT ¢ Ultomiris mpu mamuenty B crapuecka Bb3pact ¢ IIHX, aXVC wim 3COHM B
KIMHAYHNATE U3IUTBAHUS € OTPaHUuEH.

JApyru gexapcra u Ultomiris
TpsbBa na kaxere Ha Bamus nekap win apManeBT, ako U3I0JI3BAaTe, HACKOPO CTE U3MOJI3BAIH WK €
BB3MOJKHO /12 U3MOJ3BATE IPYTH JIEKapCTBA.

BpeMeHHOCT, KbpMEHE U Q)epTI/IJ'II/lTeT

JKenu ¢ ieTepojieH NOTEHIMAT

E(I)GKTI/ITG Ha JICKapCTBOTO BbPXY HEPOACHOTO ACTC Ca HEU3BECTHMU. Eto 3amo KCHHUTC, KOUTO Ca B
CbCTOSAHHUE Oa 336peM6H6$IT, TpH6Ba Ja U3I10J13BaT e(beKTI/IBHI/I MCTOJU 3a MPEAINa3BaHe OT
3a6peMeHﬂBaHe 110 BpEMEC Ha JICYCHUETO U 10 8 Mecemna cien ICUYSHHUETO.

Bpemennoct/kppMene

AKko cTe OpeMeHHa WM KbPMHTE, CMATATE, 4e MOXKE Jla CTe OpeMEeHHa WX TIaHupaTe OpeMEHHOCT,
MoChBETBalTE ce ¢ Bamms nekap wim ¢apmanesT npeau ynorpedaTa Ha TOBa JIEKapCTBO.

Ultomiris He ce mpernopbrYBa 10 BpeMe Ha OpeMEHHOCT | IIPH JKEHH ¢ AETePOJICH MMOTEHIINAN, KOUTO HE
ce MpearnasBar oT 3a0peMeHsIBaHe.
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Ilo¢pupane u padora ¢ MAIIUHU
ToBa nexapcTBO He MOBIMSABA WX MOBIHUIBA IPEHEOPEKUMO CIIOCOOHOCTTA 3a ImodupaHe U padora ¢
MaIIHHH.

Ultomiris cpabp:ka HATPUid

Crien pa3pexaaHe ¢ HHXESKIMOHEH pa3TBoOp Ha HaTpues xynopua 9 mg/ml (0,9%) ToBa nekapcTBo
ChIbpKa 2,65 g HaTpuil (OCHOBHA ChCTAaBKa Ha rOTBapcKaTa/Tparne3Hara con) B 720 ml npu
MaKCHMaJHaTa /103a. ToBa KOJMYECTBO € eKBUBaJeHTHO Ha 133% OT nmpenopbuUTeTHIS MaKCUMaJleH
JTHEBEH XpaHUTENIeH IIPUEM Ha HATPUi 3a Bb3PACTEH.

Tpsi0Ba na uMare npenBUA TOBA, aKO CTE Ha AMETa C KOHTPOJIUPAH [IPUEM Ha HaTPUH.

Ultomiris cbabprka nmoaucopoéoar

Toga nekapcTBO chabpka 6,0 mg mosmcopoat 80 BbB BCeKH (PIIakOH, KOETO € CKBUBAJICHTHO Ha

0,2 mg/ml. IlonucopbaTute MoraT J1a MPUIUHAT aleprudHu peakiyn. Madopmupaiite Bamms nekap,
aKo MMaTe YCTAaHOBEHU aJIepIHu.

3. Kak na n3nmoisBare Ultomiris

Hatii-manko 2 cenmuiy npeau Aa 3anounere Jiedenue ¢ Ultomiris Bamusat nexap me Bu nocrasu
BaKCHHA Cpelly MCHHHIOKOKOBY MH(EKIINH, aKO Beue HEe CTE BAKCHHUPAHU WM aKO BakCcHHarmsTa Bu
€ HampaBeHa OT/JaBHa. AKO HE MOXeTe Ja Ob/leTe BAKCHHUPAHH MTOHE 2 CEMHUIIN MTPEIH HadaloTo Ha
neuenueto ¢ Ultomiris, Bamust nekap e Bu nmpennuiine aHTHOMOTHUIM, 32 J1a C€ HAMAJId PUCKBT OT
nH(pEKIYs 10 2 CeAMHUIIU ClIe]] BAKCHHHpaHeTo Bu.

Axo nmeteto Bu e oz 18 roguam, Bamusr nekap 1me mpritosku BakCHHA (aKo TOBa OIIle He €
HanpaBeHo) cpeuty Haemophilus influenzae v THEeBMOKOKOBU MH(EKINH CIIOPE]] HAIMOHATHHUTE
MPENOPHKH 32 BAKCHHUPAHE 33 BCAKA Bh3pacToBa rpyIia.

Yxa3zaHus 3a npaBWJIHA yIOTpe6a

Bamara no3a Ultomiris e Ob/ie U34KciicHa OT JieKapsi Bb3 OCHOBA Ha BaieTo TenecHo Terio, KakTo e
noka3ano B Tabnuma 1. BamaTa mbpBa 103a ce Hapuva HaTOBapBala 103a. J{Be ceaMuiu cies
IoJTydaBaHe Ha HATOBapBaliara /103a e Bu 0b1e npunokeHa nogaspikania qo3a Ultomiris 1 mocie
TOBA III€ CE MTOBTAPs BEAHBK Ha BCEKH 8§ cenMuIin pu narueHT Han 20 kg niam Ha BCeKH 4 ceaMUITn
npu naruentu mox 20 kg.

AKo Tpenu ToBa cte noixydasanu apyro jekapceto 3a [THX, aXV¥YC nunn 3COHM, HapeueHo
eKynIn3yMa0, HaToBapBallara 7j03a TpA0Ba Ja ce NPUI0XKHU 2 CeAMHLN clIel MoCc/IeAHaTa HH(Y3UsI Ha

eKyI3yMa0.

Tabauna 1: Cxema na go3upane Ha Ultomiris, ocHOBaHa Ha TerJoTo

Jlnana3oH Ha TeJIECHOTO HartoBapBamia 103a (mg) Hoaabp:kama xo3a (mg)
TerJjo (kg)
10 mo mox 20° 600 600
20 mo mox 30° 900 2100
30 mo mox 40° 1200 2700
40 o mox 60 2 400 3000
60 mo mox 100 2 700 3300
Hax 100 3000 3600

& Camo 3a nmaruents ¢ [THX n aXVYC.

Ultomiris ce npunara nocpeacTsoM HH(Y3Hs (KalKOBO BIMBaHe) BbB BeHa. MHDy3usITa 111e 0THEME
npUONIHU3UTETHO 2 Yaca.

AKO CcTe MOJIy4YH/Id NoBeyYe oT HeoOxoauMmarta 103a Ultomiris
AKo Tofo3mpare, 4e 1Mo cryqaiHocT By e qameHa mo-Bucoka mo3a Ultomiris ot mpeanucanara,

obazere ce Ha Bamms iekap 3a CbBeT.
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AKo 3a0paBuTe, 4e HUMaTe 4ac 3a npuioxenne Ha Ultomiris
AKO TpomycHeTe yroBOpeHHs 4ac, obajere ce He3abaBHO Ha Barmms nexap 3a ChbBET U BUXKTE MO-J0ITY
TOYKa ,,AKO cTe crpenu ynorpebara Ha Ultomiris®.

Ako cte cipesin ynorpedara Ha Ultomiris mpu ITHX

IIpexbcBaneTo WM criupaHeTo Ha jgedeHnero ¢ Ultomiris Moxke /1a IpeIn3BUKa MOBTOPHA MOsIBA Ha
cumnromute Ha [THX ¢ mo-ronsima Texxect. Bammsat nekap me o6chau ¢ Bac Bb3MOKHUTE HEXEIaHU
peaknnu 1 e Bu 00sicHE puckoBeTe. BammsT nekap e ucka na Bu mpociiensBa BHUMATEITHO B
MPOIBIDKEHNE HA Hal-Maniko 16 ceamuIy.

Puckosere ot cniupane Ha Ultomiris BKIIIOYBAT YBEIMYECHO paspyllaBaHe Ha YEPBEHUTE KPbBHU

KJIETKH, KOETO MOJKE Ja TPeIH3BHKA:

- MOBUILICHN HUBA Ha JlakraTaexuaporenasa (JIJ1X), nabopaTtopeH Mapkep 3a pa3pyliaBaHeTO Ha
YEepPBEHHUTE KPBbBHU KIIETKH,

- 3HAYMTEJICH CIa B Opos Ha YepPBEHUTE KPHBHU KIICTKH (aHEMUS),

- ThMHA YPHHA,

- yMopa,

- KopeMHa 00JIKa,

- 3a]IbXBaHe,

- 3aTpyAHEHO MperiTbIIaHe,

- epeKTHITHA TUCHYHKIHS (MMIOTEHTHOCT),

- 00BPKAHOCT WJIM TPOMSIHA BHB BHUMaHHETO,

- 0o0JIKa B I'bpANTE HIH CTCHOKAPHS,

- MOBHIIIaBaHE HA CEPYMHHS KpeaTHHUH (IIpodieMu ¢ Ob0penuTe) nin

- TpoM003a (CHCHUPEK B KPHBTA).

AKO MaTe HSIKOU OT T€3U CHMIITOMH, 00bpHETe ce KbM Barmms siekap.

AKko cte cipesu ynorpedara Ha Ultomiris mpu aXyC

[IpexncBaHeTO WM CITUpaHeTo Ha JiedeHueTo ¢ Ultomiris Moke Ja mpeIu3BrKa ITOBTOPHA TOSBa HA
cumrnroMute Ha aX VY C. Bammsr nekap e o6csau ¢ Bac Bb3MOXKHUTE HEXXENaHU peaknuu | 1ie Bu
00sicHM puckoBere. Bammar nekap mie ucka aa Bu npociensBa BHUMATENIHO.

Puckosere ot ciupane Ha Ultomiris BKII0YBAT yBeTWYaBaHE HA YBPEKIAHETO HA MAJIKHUTE

KPBBOHOCHH CHJIOBE, KOETO MOXKE /1a TIPEIN3BUKA:

- 3HAYMTETHO MTOHIKAaBaHEe Ha OpPOs Ha TPOMOOIIMTHTE (TPOMOOIIMTOIICHH),

- 3HAYMTEITHO YBEIHYCHUE Ha pa3pylIaBaHETO HA YSPBEHUTE KPHBHU KIICTKH,

- MOBUIIICHU HUBA Ha JakTataexuaporenasa (JIJ1X), maboparoper mapkep 3a pa3pyliaBaHeToO Ha
YepBEHUTE KPBBHU KIIETKH,

- HaMmaJIeHO ypuHHupaHe (mpobiemu ¢ OBOperuTe),

- MOBHUIIIABaHE HA HUBOTO HA CEPYMHHS KpeaTHHUH (IIpobieMu ¢ Ob0penure),

- 00BPKAHOCT WITH MPOMSIHA BbB BHUMAHHETO,

- MpOMSIHA B 3PEHUETO,

- 00JIKa B I'bPAMTE HIIH CTCHOKAPHS,

- 3a]IbXBaHe,

- KOpeMHa 0oJIKa, Juapus Wiu

- TpoM003a (CHCUPEK B KPHBTA).

AXO MMaTe HIKOM OT TE3HU CHUMIITOMU, OG’BpHeTC ce kpbM Barus JICKap.

Ako cte cnpesu ynorpedara Ha Ultomiris mpu rMTI

[IpexbcBaneTo nnu ciupaHneTo Ha jedeHuero ¢ Ultomiris Moxe Aa JoBeje A0 MosiBaTa Ha CHMITOMHU
Ha TMI". Mo, roBopere ¢ Bamus nekap, npenu aa cupere Ultomiris. BamusT nexap me o0chau ¢
Bac Bp3MOKHUTE HEXKETIAaHU PEaKIIMU U pUCKOBe. Bamusar nekap e ucka jaa Bu npocnensisa
BHUMATEITHO.
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AKko cte cipesu ynorpedara Ha Ultomiris mpu 3COHM

[IpexbcBaHETO WM CIUPAHETO Ha JieueHueTo ¢ Ultomiris Moxe Aa J0BeIe 10 MOsIBaTa Ha PEIUINB Ha
3COHM. Mous, roBopere ¢ Baius nekap, npeau ga cripere Ultomiris. Bamusr nekap e o0¢hau ¢
Bac Bp3MOXXKHHTE HEXEIIaHH PeaKkluy U prucKoBe. BammsaT igekap e ucka na Bu nmpocnensisa
BHUMATEITHO.

AKO UMate HIKaKBH JONBIHUTEIHN BBIPOCH, CBBP3aHHU C yIoTpedaTa Ha TOBA JIEKapCTBO, MOMUTANTE
Bamms nexap.
4. Bb3MOKHN HeKeTaHW peaKkIuu

Kakro Bcuuku JIEKapCTBA, TOBA JICKAPCTBO MOXKE Jia IPCIU3BHUKA HEXKECIIaHNU pCaKIUU, BBIIPEKU Y€ HE
BCCKMU I'M I1IOJTy4aBa.

Bammsr nekap e o6¢hau ¢ Bac BE3MOXKHUTE HEXKETIaHU peaKIuy | e B 00SCHA puUCKOBETE U
nomn3ata oT Ultomiris mpean geueHnero.

CepHo3HM HEKeJIAHHU PeaKINHU

Haii-cepno3nara HexenaHa peakys € MEHUHTOKOKOBa HH(EKLHS, BKIIIOYUTEITHO MEHUHTOKOKOB
CETICHC ¥ MEHUHTOKOKOB €HIIe(haIuT.

AKXO TIOJTyYHTe HIKOU OT CHMITOMHTE HA MEHUHIOKOKOBa MH(peKIHs (BrKTe Touka 2 ,,CHMIITOMH Ha
MEHHHTOKOKOBa HHpeKIHs ), TpsiOBa He3abaBHO Ja yBenoMuTe Bamms nekap.

AQ!FH HE/KEJIAHU PeaKIIUuU

Axo He cTe CUT'YPHHU KAaKBO NPCACTABJIAABAT IOCOYCHUTE MO-A0JIy HEKCIIaHU pCaKIIUU, O6’LpHeTe ce
KbM Bamms JICKAp 3a pa3sCHCHUC.

MHoro 4yectu (MOXe J1a 3acerHaT noseue oT 1 Ha 10 mymm):

- riiaBobosnme

- 3aMasiHOCT

- Iapus, rajieHe, KopeMHa 0oJka

- MOBUIIIEHA TEMIIEpATypa, yCelllaHe 3a OTHaaHaIocT (yMopa)
- MH(EKIUS Ha TOPHUTE TUXATEITHU IIBTHINA

- OOMKHOBEHA HACTUHKA (Ha30(apUuHTHUT)

- 0omka B rpp0Oa, 00JIKa B CTABUTE (apTPAITHS)

- MH(pEKIUS Ha TMKOYHNUTE THTUIIIA

Yectu (Moxe aa 3acerrar Ao 1 Ha 10 mymm):

- MOBPBIIAHE, CTOMAIIIEH TUCKOMQOPT ClIe XpaHEeHe (JUCIISTICHs)
- KOIIPUBHA TPECKa, 00pHB, CHPOEK 10 KoXkaTa (TIPypHUTyC)

- 00Ka B MyCKynuTe (MAAITHAS) U MyCKYJTHA CITa3MH

- TpUTIONIO00HO 3a00IsIBaHe, BTpUCaHe, C1adoCT (acTeHus )

- peakuusi, cBbp3aHa ¢ HHPy3usITa

- ajiepruyHa peaxius (CBpbXIyBCTBUTEIIHOCT)

Heuectn (Moxe na 3acersar 1o 1 Ha 100 gymm):

- MEHUHTOKOKOBA WH(EKIINS

- CepHOo3Ha aJlepTUYHA PeaKIns, KOSITO MPUIYHHSABA 3aTPY/THEHO JAUIIAHE WIH 3aMassHOCT
(aHadmIaKTHYHA peaKIus)

- JUCEMUHHPaHa TOHOKOKOBA HH(EKIHSI

Chol0maBaHe Ha HeJKeJIAHU PeaKIuu
AKo TosTyunTe HIKaKBH HE)KEJIaHU JIEKAPCTBEHU PEaKILNH, yBeroMere Bamms nexap, hapmaneBT win
MeIUIrHCKa cecTpa. ToBa BKIIIOYBAa BCHYKH BH3MOYKHHM HEONTMCAHH B Ta3W JIMCTOBKA HEXXEJIAHH
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peakiy. MoXeTe ChINo 1a ChbOOIIUTE HeXelaH! PEakIuy TUPEKTHO Ype3 HallMOHATHATA CUCTEMa 32
choOImaBane, mocoyena B [lpmnoxkenue V. Kato cho01aBaTe He)KeNaH! peakluy, MOXKETe Ja JaieTe
CBOsI PUHOC 32 TOJIyYaBaHe Ha MOBeYe MH(OPMAIUsl OTHOCHO O€30IMaCHOCTTa Ha TOBA JISKAPCTRBO.

5. Kak na cexpansiate Ultomiris
Ja ce cbxpaHsiBa Ha MsCTO, HEIOCTBITHO 32 JIelLa.

He n3non3Baiite TOBa JIEKapCTBO CIIE] CPOKA HA TOJHOCT, OTOENsI3aH BEPXY KapTOHEHATa OMaKOBKa
cien ,,l'onen 10:“. CpoKbT Ha TOIHOCT OTTOBaps Ha TMOCIEAHNS ICH OT IIOCOYCHHS MECEII.

a ce cpxpansBa B xmamutHuK (2°C — 8°C).

Ha He ce 3ampassiBa.

Jla ce cpxpaHsBa B OpUTHHAJIHATA OMAKOBKA, 32 Ja C€ MPEAIa3Hu OT CBETIHHA.

Crent pa3pexaaHe ¢ MHKCSKIMOHEH pa3TBOpP Ha HaTpueB xiopua 9 mg/ml (0,9%) nexkapcTBoTO TpsiOBa
Jla ce M3MO0JI3Ba BeIHATA MIIM B paMKUTE Ha 24 4aca, ako ce ChXpaHsBa B XJIAIUIHHK, WM B PAMKHTE
Ha 6 yaca npu cTaiiHa TeMIeparypa.

He usxpbpusiite iekapcTBaTa B KaHanu3anusta. [lonuraiite Bamus gapmarieBT Kak 1a U3XBbPIIATES
JIEKapCcTBaTa, KOMTO Beue HE U3no3BaTe. Te3u MEepKH 1Ie CIOMOTHAT 3a Ola3BaHEe Ha OKOJIHATA Cpefa.

6. Cbabp:kaHue HA ONIAKOBKATA U I0MbJIHUTEIHA HHpopManus
Kaxkso cbabp:ka Ultomiris

- AKTHBHO BEIIECTBO: paByu3ymad. Beeku duiakon ¢ pa3tBop chabpxka 300 mg paByau3ymao.
- Jpyru cbcTaBKU: AUHATPHEB XUApOreHPochaT XenTaxuapat, HaTpUeB AexuaporeHpocdat
MOHOXUJIPAT, HATPUEB XJIOpHI, mosucopbat 80, Boa 3a MHKEKIINH.

ToBa nexapcTBO Chbpka HaTpui (BUXKTE Touka 2 ,,Ultomiris chabpka HATPpU‘).

Kak usraexaa Ultomiris 1 KakBO chbp:Ka ONIAKOBKaTa

Ultomiris ce 10CTaBst KaTo KOHIIEHTpAT 3a uH(y3uoHeH pa3Teop (30 ml BbB (yiakoH — onakoBka ot 1).
Ultomiris e OUCTHp A0 MOIYIPO3paveH pa3TBOP, OCIC3HUKAB Ha IBST, TPAKTHYECKU 0€3 BUTUMHU
YACTHIIH.

IIpurtexkaTes HA pa3pellIeHHETO 32 yNOTpeda
Alexion Europe SAS

103-105, rue Anatole France

92300 Levallois-Perret

®panHius

IIpousBoauTen
Alexion Pharma International Operations Limited
Alexion Dublin Manufacturing Facility
College Business u Technology Park
Blanchardstown Road North
Dublin 15, D15 R925
Hpnangus

3a nomreIHKTENHA HHPOPMAIHS OTHOCHO TOBA JIEKapCTBO, MOJIS, CBBPIKETE CE C JIOKATHHS
NpEeACTaBUTEN Ha MPUTEXKATENS Ha pa3pellieHneTo 3a ynoTpeda:
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Belgié/Belgique/Belgien
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

Bbarapus
Actpa3eneka brirapus EOO/]
Ten.: +359 24455000

Ceska republika

AstraZeneca Czech Republic s.r.o.

Tel: +420 222 807 111

Danmark
Alexion Pharma Nordics AB
TIf.: +46 0 8 557 727 50

Deutschland
Alexion Pharma Germany GmbH
Tel: +49 (0) 89 45 70 91 300

Eesti
AstraZeneca
Tel: +372 6549 600

EAMada
AstraZeneca A.E.
TnA: +30 210 6871500

Espaiia
Alexion Pharma Spain, S.L.
Tel: +34 93 272 30 05

France
Alexion Pharma France SAS
Tél: +33 147323621

Hrvatska
AstraZeneca d.o.o.
Tel: +385 1 4628 000

Ireland
Alexion Europe SAS
Tel: +353 1 800 882 840

Island
Alexion Pharma Nordics AB
Simi: +46 0 8 557 727 50

Italia
Alexion Pharma Italy srl
Tel: +39 02 7767 9211

Kvmpog
Alexion Europe SAS
TnA: +357 22490305
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Lietuva
UAB AstraZeneca Lietuva
Tel: +370 5 2660550

Luxembourg/Luxemburg
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

Magyarorszag
AstraZeneca Kft.
Tel.: +36 1 883 6500

Malta
Alexion Europe SAS
Tel: +353 1 800 882 840

Nederland
Alexion Pharma Netherlands B.V.
Tel: +32 (0)2 548 36 67

Norge
Alexion Pharma Nordics AB
TIf: +46 (0)8 557 727 50

Osterreich
Alexion Pharma Austria GmbH
Tel: +41 44 457 40 00

Polska
AstraZeneca Pharma Poland Sp. z o.0.
Tel.: +48 22 245 73 00

Portugal

Alexion Pharm— Spain, S.L. - Sucursal em
Portugal

Tel: +34 93 272 30 05

Romania
AstraZeneca Pharma SRL
Tel: +40 21 317 60 41

Slovenija
AstraZeneca UK Limited
Tel: +386 1 51 35 600

Slovenska republika
AstraZeneca AB, 0.z.
Tel: +421 2 5737 7777

Suomi/Finland
Alexion Pharma Nordics AB
Puh/Tel: +46 0 8 557 727 50

Sverige
Alexion Pharma Nordics AB
Tel: +46 0 8 557 727 50



Latvija
SIA AstraZeneca Latvija
Tel: +371 67377100

I[aTa Ha IOCJECIHO NMpepasrjaekaaHe Ha JUCTOBKaTa

JApyru u3touHuiu Ha uHopmauus

IToapo6Ha nHdOpMAaIUs 32 TOBA JIEKAPCTBO € IIpeIocTaBeHa Ha yeOcaiiTa Ha EBpomneiickaTta areHnus
10 JIeKapcTBaTa: http://www.ema.europa.eu/.
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Ilocouenara no-40J1y I/IH(l)OpMaI_II/IH € MpeJHa3Ha4YCHa CaMO 3a MCAULINHCKHU CIICHUAIINCTU:

Padora ¢ Ultomiris 300 mg/30 ml koHmeHTpaT 32 MH(Y3MOHEH Pa3TBOP

Yka3aHus 3a ynorpeda 3a MeIMIHHCKH CHEeNUATUCTH

1- Kak ce gocraBs Ultomiris?
Bceeku dnmakon Ultomiris cbabpska 300 mg akTuBHO BemecTBO B 30 ml pa3TBop Ha MPOIYKTA.

3a 1a ce mogoOpHM MPOCIEAMMOCTTa HAa OMOJIOTUYHUTE JICKAPCTBA, HMETO M MAPTUAHUAT HOMED Ha
NPUIOKEHHSI IPOAYKT TPSOBa SICHO /1a Ce 3alicBar.

2- [Ipeau npuiiarane
PaspexxnaneTo TpsiOBa 1a ce U3BBPIIBA B CHOTBETCTBUE C IIPaBMIIaTa Ha 100paTa MIPaKTHUKa, 0COOEHO
M0 OTHOIIIEHNE HA aCeNTHKATA.

[pu nunca Ha nmpoyuBanus 3a HecbBMecTHMOCTH Ultomiris 300 mg/30 ml koHmeHTpar 3a
nH(Y3HOHEH pa3TBOp He TpsiOBa ma ce cmecsa ¢ Ultomiris 300 mg/3 ml wim 1 100 mg/11 ml
KOHIICHTPATH 32 HH(Y3UOHEH Pa3TBOP.

Ultomiris TpsiOBa fa ce mMpUTOTBS 3a MpuiaraHe OT KBATH(QUIIUPAH MEAUIIMHCKHU CIICTIUAIHCT, KaTo Ce

M3I0JI3BA aCENTHYHA TEXHHKA.

- Bwusyanno mposeperte pa3rBopa Ha Ultomiris 3a BUIUMH YaCcTHIX ¥ IPOMsIHA Ha [[BETA.

- Msrermere HE0OX0MUMOTO KormdecTBo Ultomiris oT (hmakoHa(MTE) CHC CTEpUITHA CIIPUHITOBKA.

- IlpexBbpiere npeanucanara 103a B MHQY31OHEH Cax.

- Paspenere Ultomiris 1o kpaiiHa KoHIIEHTpalus oT 5 mg/ml (MbpBOHAYaIHATA KOHIICHTPALIUS,
pazneneHa Ha 2), KaTo npudaBuTe B MHQY3UOHHUS CaK ChOTBETHOTO KOJMYECTBO MHKEKIIUOHEH
pastBop Ha Harpues xyuopua 9 mg/ml (0,9%) B ChOTBETCTBHE ¢ yKa3aHUSATA, IPEIOCTABEHU B
TabIMIATa MO-I0ITY.

Tab6auna 1: Pe(])epeHTHa Ta0auIA 32 MPUJ0KCHUE HA HATOBapBaliaTa 103a

Juana3zon na | HaTtoBapBama Obem Odem 0611 06em (ml) MunumaJjna
TeJIECHOTO no3a (mg) Ultomiris (ml) paspeauren® NPOABLKMTETHOCT
terao (kg)* NaCl (ml) Ha UHPY3UATA

MHHYTH (YacoBe)

> 10 mo <20° 600 60 60 120 113 (1,9)

>20 1o <30° 900 90 90 180 86 (1,5)

>30 o <40° 1200 120 120 240 77 (1,3)
>40 1o <60 2 400 240 240 480 114 (1,9)

> 60 10 <100 2 700 270 270 540 102 (1,7)

>100 3000 300 300 600 108 (1,8)

2 TemecHO TerJI0 1O BpEMC Ha JICUCHUETO.

6 Ultomiris Tps6Ba 1a ce paspesxkaa caMo ¢ HHKEKIMOHEH pa3TBop Ha HaTpHeB xaopun 9 mg/ml (0,9%).
® Camo 3a nokazanusita [THX u aXVC.
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Tabanna 2: PedpepenTna Ta0/IMa 3a NPUIOKEHNE HA MOAIbPKAIIM 103K

Juana3on na | [Hogabp:kama Oo0em Oo0em 061 006em (ml) MunumaJHa
TeJ1eCHOTO no3a (mg) Ultomiris (ml) paspeauren’® NPOABJLKUTETHOCT
teruio (kg)* NacCl (ml) Ha nH(py3usATa

MHUHYTH (YacoBe)

>10 go <20 600 60 60 120 113 (1,9)

>20 g0 <30° 2100 210 210 420 194 (3,3)

> 30 go <40° 2 700 270 270 540 167 (2,8)
>40 1o < 60 3000 300 300 600 140 (2,3)

> 60 10 <100 3300 330 330 660 120 (2,0)

>100 3 600 360 360 720 132 (2,2)
a TenecHo Terio mo BpEME Ha JICYUECHUETO.
6 Ultomiris Tps6Ba 1a ce paspeskaa caMo ¢ HHKEKIMOHEH Pa3TBOp Ha Hatpues xuopua 9 mg/ml (0,9%).
® Camo 3a nokazanusra [IHX u aXVYC.
Tabanua 3: PedpepenTHa Tad M 3a NpUiIoKeHNe HA JONBJHATEHA 1032
Tmanason Ha Ooem Oo0em OO0 00emMm Munnmaina
HJonbanntean | ULTOMIRI paspenuTen’® (ml) NPOABJIKUTETHOC
TEJICCHOTO
a 103a (mg) S (ml) NaCl (ml) T HA MHPy3usTa
terao (kg)?
MHUHYTH (4acoBe)

> 40 mo <60 600 60 60 120 30(0,5)

1200 120 120 240 60 (1,0)

1500 150 150 300 72 (1,2)

> 60 no <100 600 60 60 120 23 (0,4)
1500 150 150 300 60 (1,0)

1 800 180 180 360 65 (1,1)

> 100 600 60 60 120 22 (0,4)
1500 150 150 300 60 (1,0)

1 800 180 180 360 65 (L)

? TenecHo Teryo 1o BpeMe HA JICUEHHUETO.
6 Ultomiris Tps6Ba 1a ce paspesxkaa caMo ¢ HHKEKLHOHEH pa3TBop Ha HaTpHeB xjaopua 9 mg/ml (0,9%).

3- [Ipuaoxenue
He npunaraiite Ultomiris 4pe3 nHTpaBeHO3HA CTPYHHA HITH 0OJTyC WHIKEKIIHS.

Jleko pazaBikeTe HHPY3MOHHUS CaK, ChABPIKAIL pazpeneHus pa3teop Ha Ultomiris, 3a a1a
rapaHTHpaTe ISUIOCTHO CMECBaHe Ha JIEKapcTBOTO U pazpeautens. Ultomiris He TpsiOBa 1a ce

pas3kiiamia.

[Ipenu npunokeHue pa3peaeHusIT pa3TBOp TPsIOBa Ja ce OCTAaBHU Jia ce 3aTOILIN 0 CTaifHa
temneparypa (18°C — 25°C) oT okomHHS Bb3AYyX B IPOIBIDKEHHE Ha MPUOIU3UTENHO 30 MUHYTH.
Pa3penenusT pa3TBop He TpsOBa /1a ce 3arpsiBa B MUKPOBBIHOBA (DypHA WM C HAKAKHB H3TOYHHUK
Ha TOILIMHA, pa3JIMueH OT cTaliHaTa TeMIeparypa.
W3xBBbpiieTe BCSKO HEM3IOI3BAHO KOJIUYECTBO, OCTAHAIO BbB (hJIaKOHA.
T'oToBUAT pa3TBOp TPsIOBA Aa Ce MPUIIOKHU BeIHAra cliell MPUroTBsiHeTo My. UH}y3usTa TpsOBa na
ce mpuioxu npe3 0,2 pm Guarsp.
AKXo0 JIeKapcTBOTO HE Ce U3II0JI3Ba BeHara cie]] pa3pex/iaHe, CPOKbT 3a ChbXpaHEHUE He TpsiOBa Ja
Hazasumasa 24 gaca npu 2°C — 8°C mnu 6 yaca Ha cTaiiHa TeMIepaTypa, KaTo ce B3eMe MpeIBu
O0YaKBAaHOTO BpeMe 3a HHPY3HUATA.

Ultomiris TpsiOBa aa ce mpuiara caMo upe3 HHTPaBeHO3HA UH(Y3USL.
Pazpenenusr paszrsop Ultomiris TpsOBa m1a ce IPHIIOKH Ype3 HHTPABEHO3HA HHPY3HS B
MPOJBIDKCHUE Ha PUOIM3UTEIHO 2 Yaca, KaTo Ce U3I0JI3Ba TIOMIIa ChC CIIPHHIIOBKA HITH
nH}py3nonHa nommna. He e HeoOxonumo paspenenust pazreop Ha Ultomiris na ce nasu ot
CBETJIMHA 110 BPEME Ha MPHUJIAraHeTo My Ha MallueHTa.
[TanueHTHT TpssOBa Ma OBIe HAOMIOMABaH B MPOABIDKEHHUE HA €OMH Yac ciiex HHPy3uaTa. AKO 110
BpeMeTo Ha npuiokeHue Ha Ultomiris Bb3HUKHE HEXenaHo ChbOUTHE, HHPY3HUATA MOXKE J1a ce 3a0aBu
WJIM CIIPE M0 YCMOTPEHHUE Ha JIeKaps.




4- CnenMaJIH¥ yCJIOBHS HA padoTa U ChbXpaHeHue

Ja ce cpxpanssa B xnagmiHuk (2°C — 8°C). la He ce 3ampassiBa. Jla ce chXpaHsiBa B OpUTHHAIIHATA
OIIaKOBKa, 3a J1a Ce IIPeANa3y OT CBETJINHA.

He u3non3Baiite ToBa JIeKapcTBO Clel CPOKa HA TOAHOCT, OTOENsI3aH BHPXY KapTOHEHAaTa OMaKOBKa
cien ,,l'onen 1o:“. CpoKbT Ha TOAHOCT OTTOBApPsl HA IIOCIEAHUS JICH OT IOCOYCHHUS MECell.

Hewuzmnon3BaHoTo JeKapcTBO WK OTIAIBUHUTE MaTEpUaI OT HEro TPAOBa /1a ce U3XBBHPIIAT B
CBOTBETCTBUE C MECTHUTE U3HCKBAHUS.
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JIncroBka: nHpopManus 3a NOTpeOUTEJIs

Ultomiris 1 100 mg/11 ml koH1eHTPAT 32 HH(Y3UOHEH PA3TBOP
paBynuzymab (ravulizumab)

IIpoyeTeTe BHUMATEIHO SLJIATA JIMCTOBKA, MPeIN A 3aM0YHeTe 1a U3MO0J3BaTe TOBA

JIEKAPCTBO, Thil KATO TA ChAbLP:Ka BaxkHa 3a Bac nndgopmanus.

- 3anaszere Ta3u IUCTOBKA. MoOXe J1a ce HAIOXKH J1a 5T TPOUYETETe OTHOBO.

- AKO UMate HAKAaKBH JOMBIHUTEIIHA BBIPOCH, onuTaiiTe Bamus iekap, GapmareBt niu
MEIHIIMHCKA CeCcTpa.

- ToBa nekapcTBO € mpeanucano TuaHo Ha Bac. He ro mpeoTcrenBaiiTe Ha aipyru xopa. To Mmoxe
Jla ©M HaBpeIH, HE3aBUCHMO Ye TIPU3HAIINTE Ha TAXHOTO 3a00JIIBaHE ca ChIHUTE KaTo Bammre.

- AKO TIOTy4YuTe HIKAKBH HEXKEJIaHU peaKIlny, yBeaoMere Bamms nekap, papmaneBT win
MEIUITMHCKA cecTpa. ToBa BKIFOUYBA U BCHYKH BE3MOKHU HEXKEIIAHU PEAKIIUU, HEOTIMCAHU B
Ta3u JMCTOBKA. BuxTe Touka 4.

Kakso ChbABbpPiKa Ta3u JIMCTOBKA

Kakso mpencrasnsBa Ultomiris 1 3a KaKBO Ce M3II0JI3Ba
KaxBo TpsiOBa nma 3Haere, nmpenu Aa m3noaszBate Ultomiris
Kak nma usnonssare Ultomiris

BBb3MOKHH HEXKEJTaHU PEAKLUH

Kax na cexpanssate Ultomiris

C’b]l’bp)KaHI/Ie Ha OITaKOBKaTa U JOITBJIHUTCIIHA I/IH(i)OpMaHI/ISI

AN

1. Kaxso npeancrasasiBa Ultomiris u 3a kakBo ce U3moJ13Ba

Kakso npexacraBiassa Ultomiris

Ultomiris e TekapcTBO, KOETO ChIbPrKa aKTHBHOTO BEIIECTBO PaBYJIM3yMad M MPHUHAICKNA KbM KJtac
JICKapCTBa, HAPECUYCHN MOHOKJIOHAJIHN aHTUTEIA, KOUTO C€ CBHP3BAaT KbM CHeHI/I(i)I/I‘IHa MMHIIICHA B
opranusma. PaBynuszyma0 ce cBbp3Ba ¢ Oentbka C5 Ha KOMIUIEMEHTa, KOWTO € YacT OT 3alllUTHaTa
CUCTEeMa Ha OpraHu3Ma, HapeueHa ,,CHCTeMa Ha KOMILIEMeHTa .

3a kakBo ce u3noassa Ultomiris

Ultomiris ce n3non3Ba 3a JieueHHE Ha Bb3pAaCTHU HMallMEHTH U Aeua ¢ Terio 10 u moBeuye Kuigorpama
cbe 3a00JIs1BaHe, HApEUeHO MapoKcu3MaliHa HolHa xeMmornoounypus (IIHX), Bkiarountenso
MAIMeHTH, KOUTO HE ca JIEKYBaHU C MHXUOUTOP Ha KOMIUIEMEHTA, M MallMEHTH, KOUTO Ca MOJTy4aBaIn
eKyn3yMab Haii-manko mpe3 nociegaure 6 mecena. Ilpu mammentu ¢ ITHX cucremara na
KOMILJIEMEHTa € CBPbXaKTHBHA U aTaKyBa TEXHUTE YEePBEHH KPBBHU KJIETKH, KOETO MOJKE J1a IOBEIE
JI0 HUCHK OpOi KPbBHHU KIIETKH (aHEMHUS), yMOPa, 3aTPyAHEHO (PyHKIIMOHHUpaHe, O0IKa, KOpeMHa
Oonka, ThMHA YpHHA, 33IbXBaHE, 3aTPYTHEHO MPETrIbIaHe, CPEeKTHIHA TUCPYHKUIUSI U KPBBHU
cbeupen. Kato ce cBbp3Ba u Osiokupa Oentbka C5 Ha KOMIUIEMEHTA, TOBA JIEKapCTBO MOJKE J1a CIIpe
OenThIMTE HA KOMIIJIEMEHTA Ja HEe aTaKyBaT YEPBCHUTE KPbBHU KJIETKHU, KaTo 110 TO3H HAUYUH
KOHTPOJIPA CUMIITOMHUTE Ha 3a00JISIBAHETO.

Ultomiris ce u3moi3Ba ChIIO 3a JIUCHUE Ha Bb3PACTHU NaLMEHTH U Jeua ¢ Ternno 10 u moseue
KHIJIOTpaMa che 3a00JIsIBaHe, 3acsraio KpbBOHOCHATa cucTeMa U ObOpennTe, HapeueHO aTHITHYeH
XeMOJIUTHYeH ypeMudeH cuHapoM (aXVY C), BKIIOUUTETHO MallMEeHTH, KOUTO He ca JIEKYBaHHU C
MHXUOWUTOP HA KOMIUIEMEHTA, U IALlMeHTH, KOUTO ca I0JIy4aBaJld eKyIn3yMal Hal-MaJKo mpe3
nocnenaute 3 Mecena. [1pu manuentu ¢ aXyY C 0p0peruTe 1 KPbBOHOCHUTE CHIIOBE MOXKeE Ja ObaaT
BB3MAJICHH, KOETO 3acsira 1 TPOMOOLUTHTE U MOXKeE Ja AOBEJIE 10 HUCHK Opoil KpbBHU KIETKH
(TpoMOoIMTONIEHHS ¥ aHEMHsI), HaMalleHHe WK 3ary0a Ha ObOpeyHa QyHKUUS, KPBbBHU ChCUPELH,
ymopa u Hapymenu ¢yHkuuu. Ultomiris Moxe aa 6J10Kkupa 0TToBOpa Ha OpraHu3Ma KbM Bbh3NaJICHHE
U CIIOCOOHOCTTA My Jla aTaKyBa H pa3pylliaBa COOCTBEHHUTE CH YSI3BHUMHU KPBBOHOCHH CBHAOBE, KaTO IO
TO3M HA4YWH KOHTPOJIMPA CUMIITOMUTE Ha 3a00JIsIBAaHETO, BKIIOUUTEIHO YBPEXIaHETO HAa ObOpenure.
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Ultomiris ce u3mo3Ba chUI0 3a JieueHHe Ha Bh3pacTHH NAlMEHTH C ONpeeNeH BU 3a00sBaHe,
3acArauio MyCKyJIMTe, HapedeHo reHepanuzupana muactenus rpasuc (rMI). [Ipu nauuentu ¢ tMIT
MYCKYJIMTE MOTaT Jia ObJaT aTaKyBaHU M YBPEAEHU OT UMyHHaTa CHCTeMa, KOETO MOXKE J1a IOBE/E 10
3HAYMTENIHA MYCKYJIHA c1aboCT, HapylleHHe Ha 3PEHUETO U MOABIKHOCTTA, 3a1yX, IPEKOMepHa
yMOpa, PUCK OT aCIUpaLys ¥ 3HAUNTETHO HapyLIeHHe Ha exenHeBHUTe AeiiHocTd. Ultomiris Moxe na
0J10KMpa BH3NATUTEIHNS OTTOBOP HA OPraHW3Ma M HEroBara CliocOOHOCT J1a aTaKyBa M YHHUII0XKAaBa
COOCTBEHHUTE CH MYCKYIIH, 32 JIa CE MOJJOOPY CBHUBAaHETO HA MYCKYJIMTE, IPH KOETO CE HaMAaJlsBaT
CHUMIITOMHUTE Ha 3a00JSIBAHETO M BB3JICHCTBUETO My BBpPXY €KenHeBHHTE eitHocTu. Ultomiris e
KOHKPETHO IT0Ka3aH [P MMalUeHTH, KOUTO OCTaBaT CUMITOMATHYHH, BBIIPEKH JICUCHUETO C JPYTH
JIeKapcTBa.

Ultomiris ce n3nomn3Ba ChIIO 3a JeUESHUE Ha Bh3PACTHHU MAIUEHTH ChC 3a00JIsIBaHe HA IIEHTPaTHATA
HEpBHA CHCTEMa, KOETO 3acsra TJIaBHO ONTUYHHS (OYHUS) HEPB U TPHOHAYHHUS MO3BK, HAPEIEHO
3a00JsIBaHe OT clieKThpa Ha onTtuyHus HeBpoMuenut (3COHM). Ilpu nauuentn cbe 3COHM
ONTUYHHAT HEPB U TPHOHAYHUAT MO3BK OUBAT aTaKyBaHHU U YBPEJCHH OT HEIPABHUIHO
(hyHKIIMOHMpaIaTa UMyHHA CHCTEMa, KOETO MOXKE Jla TOBEJIE /10 3ary0a Ha 3peHre B €IHOTO TN
JIBETE 04, CIa00CT WITH 3ary0a Ha MOABIKHOCT B KpakaTa Wi pblieTe, 00JIE3HEHH CIIa3MH, 3ary0a Ha
yceliane, mpodjeMu ¢ QyHKIMOHUPAHETO Ha TMKOYHUS MEXYp U 1e0eJ0TO YepBO H SBHU
3aTPYAHCHHS C IEHHOCTH OT ekeIHeBHMS KUBOT. Ultomiris Moxe 1a OJIOKHpa HEeCTECTBEHUS HMYyHEH
OTrOBOp Ha OpraHM3Ma M CrocoOHOCTTa My Jia aTaKyBa U YHHIL0)KaBa CBOUTE COOCTBEHH OYHU HEPBH
U rpbOHAYEH MO3BK, KOETO HamMallsiBa pucKa OT peuuans win npuctsi Ha 3COHM.

2. KaxBo TpsoBa n1a 3Haete, npeau Aa usnoJsare Ultomiris

He n3noasBaiite Ultomiris

- AKO CTe alepruyHy KbM PaByIH3yMald MU KbM HAKOS OT OCTAHAINTE ChCTaBKH Ha TOBA
JIEKapCTBO (M30pOCHU B TOUKA 6).

- AKO HE cTe BAKCUHUPAHU CPEIly MEHUHIOKOKOBA HH(EKIHSL.

- AKO UMaTe MEHMHTOKOKOBa WH(EKITHSI.

[peaynpesxkaenns u npeanasHu MepKU
ToBopete ¢ Bamms nekap, npeau aa usnomssare Ultomiris.

CuMIITOMH HA MEHHUHTOKOKOBH U APYrd HH()eKI UM, IPUYUHEHHU 0T Neisseria

Tbii KaTo JIEKapCTBOTO OJIOKKpPA CHCTEMaTa Ha KOMIUIEMEHTA, KOSATO € 4acT OT 3alllUTaTa Ha
opranusma cpenty ek, ynorpedbara Ha Ultomiris yBennuaBa pucka 0T MEHHHTOKOKOBa
uH(eKuus, npuuruHeHa ot Neisseria meningitidis. ToBa ca TeXXk1 MHQEKLINHU, KOUTO 3acsAraT
MO3b4YHaTa 0OBUBKA M MOTAT Ja MPUYMHAT Bh3MAJICHHE HAa MO3bKa (eHLe(aauT) 1 KOUTO MOTaT Jja ce
PasmpoCTPaHAT B KPbBTA U TSIIOTO (CEICHC).

Koncynrupatite ce ¢ Bamms nekap, npenu aa 3anounere Ultomiris, 3a 1a cte cCUrypHHU, 4e e Obaere
BaKCHHUPAHU cpelly Neisseria meningitidis Hali-Mallko 2 CeIMHUIU MPEAN HAYaJOTO Ha JICYCHUETO.
AKO € HEeBB3MOXKHO J1a ObJIeTe BaKCHHUPAHU 2 CEIMUIIN TIpeIBapUTETHO, Bammusr gexap e
MIpeNuIIe aHTHOMOTHUIH, 32 J]a C€ HaMalld PUCKBT OT HH(EKIHS 10 2 CEIMUIIM ClIe]] BAKCHHAIIHSTA.
VYBepere ce, ye BaKCHHAIIMATA BU cpelry MEHWHTOKOKY e akTyanHa. Bue TpsOBa chio 1a 3Haere, de
BaKCHHAITMATA MOXKE U J1a HE TIPEIOTBPATH BUHATH TO3W BU HH(pEKHs. B choTBEeTCTBHE C
HallMOHATHUTE MIPENOPBHKU Bamusar gexap Moxe a pelin, 4e UMaTe HyKAa OT TOIBIHUTEITHH MEPKH,
3a J1a ce MpeoTBpaTH NH(EKIIN.

CHUMIITOMH Ha MEHUHTIOKOKOBA WH(EKIU

ITopanu 3HaYECHHUETO HA OBP30TO OTKPUBAHE U JICKYBaHE HA MEHUHIOKOKOBA MH(MDEKIIHS [TPH
MaIeHTy, kouto noyydasar Ultomiris, me Bu Obae npenocraBena ,,Kapra Ha nmaiueHra™, Kosto aa
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HOCHUTE ChC ceOe CH Mo BCSIKO BpeMe. B Hes ca n30poeHU ChOTBETHUTE MPU3HAIU ¥ CHMIITOMHU Ha
MEHHHTOKOKOBa WH(EKITUS/CeTnIcuC/eHIe(hanT.

AKO TIOJTy9UTe HSIKOH OT CJICTHUTE CUMIITOMH, TpsIOBa He3a0aBHO /1a yBeaoMuTe Bamus gexap:
- TJIaBOOOJIHE C TaJCHE WIX TTOBPBINAHE

- rI1aBoOoJIe ¥ BICOKA TeMIIepaTypa

- rmaBoOoJIME ChC CXBalllaHe Ha BpaTa WX Ha I'bpOa

- BHCOKa TeMIIepaTypa

- BHCOKA TeMIIepaTypa u o0puB

- 00BpPKAHOCT

- MYCKYJIHH OOJIKH C TPHUITOTIONO0HN CHMITOMHU

- YyBCTBUTEIIHOCT HA OYMTE KbM CBETIIMHA

Jledenune 3a MEHMHIOKOKOBA MH(DEKITMS 10 BpeMe Ha ITbTYBAHE

AKo TbTyBaTe B paiioH, KbJETO HE CTE B ChCTOSIHUE JIa CE CBBPIKEeTe ¢ Bamivs jgekap Wi KbAeTo
BPEMEHHO HE CTE B ChCTOSTHHE JIa TIOyYUTe MEIUIIHCKO 00CTyXBaHe, Bammsar nekap Moxe na Bu
MpeanuIle aHTUOMOTHUK cpetty Neisseria meningitidis, KOUTO 1a HOCUTE ChC ce0e CH. AKO MOIYUIHUTE
HSIKOM OT OITUCAHUTE TI0-TOPEe CUMIITOMHU, TPSIOBa Jja MpUEeMeTe Kypca aHTUOMOTHIIH, KakTo Bu e
npeanucano. He OuBa ma 3a0pasiTe, e Bee Mak MPH IIbpBa BE3MOKHOCT TPsIOBa J1a ce KOHCYITHPATE C
JieKap, JOPH aKo CJIe KaTo CTe MPUENTd aHTHOMOTHIINTE, Ce TOYyBCTBAaTE MO-100pe.

Nudexuun
IIpenn na 3amounete Ultomiris, yBegomere Bamms nekap, ako nMate HIKaKBH HH(EKITHH.

Peakuuu, cebp3anu ¢ undysusara

Korato Bu ce nmpuiara Ultomiris, MoXe Aa MOTy4YUTe peaKIiK, CBEP3aHU ¢ MHPY3UATa (KaITKOBO
BJIMBAHE), HAPUMED T1aBoOoJue, 00JIKa B KpbCTa M 00JIKa, CBbp3aHa ¢ uHGpy3usTa. Haxou nmamnueHTn
MOKE JIa IOJy4aT ajJepriuyHU PEaKIUU WU PEaKIUU Ha CBPBbXUYBCTBUTEIHOCT (BKIFOUYUTEITHO
aHaduUIIaKCHs, CEpUO3Ha aJepriuyHa peakius, KOATO MPUINHABA 3aTPYAHECHO JTUIIaHE WM 3aMasHOCT).

Jlena v roHOIIM
[MaruenTn Ha BB3pacT nof 18 rogunu TpsiOBa Aa ObIAT BakcUHUpaHU cpeiny Haemophilus influenzae
1 THEBMOKOKOBH HH(EKIINH.

Crapuecka Bb3pacT

Hsma crienmaiiay npeinasHyn MEepKH IPH JICYEHHETO Ha MAIMeHTH Ha Bb3pacT 65 M moBede ToIuHY,
BBhIpekn 9e onuThT ¢ Ultomiris mpu mamuenty B crapuecka Bb3pact ¢ IIHX, aXVC wim 3COHM B
KIMHAYHNATE U3IUTBAHUS € OTPaHUuEH.

JApyru gexapcra u Ultomiris
TpsabBa na kaxere Ha Bamus nekap win apManeBT, ako U3I0JI3BaTe, HACKOPO CTE U3MOJI3BAIH WK €
BB3MOJKHO /12 U3MOJ3BATE IPYTH JIEKapCTBA.

BpeMeHHOCT, KbpMEHE U Q)epTI/IJ'II/lTeT

JKenu ¢ ieTepojieH NOTEHIMAT

E(I)GKTI/ITG Ha JICKapCTBOTO BbPXY HEPOACHOTO ACTC Ca HEU3BECTHMU. Eto 3amo KCHHUTC, KOUTO Ca B
CbCTOSAHHUE Oa 336peM6H6$IT, TpH6Ba Ja U3I10J13BaT e(beKTI/IBHI/I MCTOJU 3a MPEAINa3BaHe OT
3a6peMeHﬂBaHe 110 BpEMEC Ha JICYCHUETO U 10 8 Mecemna cien JICUYSHUETO.

Bpemennoct/kppMene

AKko cTe OpeMeHHa WM KbPMHTE, CMATATE, 4e MOXKE Jla CTe OpeMEeHHa WX TIaHupaTe OpeMEHHOCT,
MoChBETBalTE ce ¢ Bamms nekap wim ¢apmanesT npeau ynorpedaTa Ha TOBa JIEKapCTBO.

Ultomiris He ce mpernopbrYBa 10 BpeMe Ha OpeMEHHOCT | IIPH JKEHH ¢ AETePOJICH MMOTEHIINAN, KOUTO HE
ce MpearnasBar oT 3a0peMeHsIBaHe.
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Ilo¢pupane u padora ¢ MAILIMHU
Toga ylekapcTBO HE TIOBIUSBA WU TIOBJIHASIBA MPEHEOPEIKUMO CIIOCOOHOCTTA 32 Imodupane U padboTa ¢
MaIIHHY.

Ultomiris cpabp:ka HATPU

Cren pa3pexaaHe ¢ MHXEKIMOHEH pa3TBoOp Ha HaTpueB xmnopua 9 mg/ml (0,9%) ToBa nekapcTBo
cpabpka 0,18 g HaTpuil (OCHOBHA ChCTAaBKa Ha roTBapcKaTa/Tparne3Hara con) B 72 ml npu
MaKCHMaJHaTa 7j03a. ToBa KOJIMYECTBO € eKBUBAIEHTHO Ha 9,1% OT npenopbhunTenHIsS MaKCUMaJeH
JTHEBEH XpaHUTENIeH IIPUEM Ha HATPUi 3a Bb3PACTEH.

Tpsi0Ba na uMare npenBUA TOBA, aKO CTE HA AWETa C KOHTPOJIHUPAH MIPUEM Ha HaTPUH.

Ultomiris cbabp:ka mojimcopoar

ToBa niekapcTBO ChABbpPKA 5,5 mg nosucopbat 80 BbB Becekn (IaKOH, KOSTO € eKBUBAJICHTHO Ha

0,5 mg/ml. [TonucopbaTuTe Morar Ja NPUUMHSAT aneprudHu peakiuuu. Mudopmupaiite Bamms nekap,
aKo MMaTe YCTaHOBEHH aJIepTHH.

3. Kak na m3noasBarte Ultomiris

Hatii-manko 2 cenmuiy npeau Aa 3anounere Jiedenue ¢ Ultomiris Bamusat nexap me Bu mocrasu
BaKCHHA Cpelly MEHHHIOKOKOBU MH(EKIINH, aKO Beue HE CTE BAKCMHUPAHU WM aKO BakcHHarusTa Bu
€ HalpaBeHa OTJAaBHA. AKO HE MOXETe J1a Ob/IeTe BAKCHHUPAHU MTOHE 2 CSAMMUITH TIPEIH HAYajJ0To Ha
neuenneTo ¢ Ultomiris, BammsT nekap me Bu npeanuine antnOHOTHIM, 32 1a C€ HAMAJIH PUCKBT OT
WHQEKIUS 10 2 CeIMUIM Clie]l BAKCHHUPaHeTo Bu.

Axko gereto Bu e moz 18 roguam, Bamwsit gexap 1ie mpuiIoKu BakCHHA (aKO TOBA OIIIE HeE €
HanpaBeHo) cpeuty Haemophilus influenzae v THeBMOKOKOBU MH(EKINH CIIOPE] HAIMOHATHHUTE
MPETIOPHKY 32 BAKCHHUPAHE 3 BCSIKA Bh3PacToBa rpyrma.

Yxka3zanus 3a npaBWJIHA ynoTpeda

Bamara no3a Ultomiris e 0b/ie U34KCIIcHa OT JIeKaps B3 OCHOBAa Ha BailieTo TenecHo Terio, KakTo e
rokasano B Tabnuma 1. Bamara mbpBa 103a ce Hapu4a HaTOBapBala 103a. J{Be ceaMuiy cies
IoJTydaBaHe Ha HATOBapBaliara Jio3a Ie Bu 0b1e npunokeHa noaabpixania qo3a Ultomiris u mocie
TOBA III€ CE MOBTAPs BEAHBK HA BCEKH 8§ cenMuIy rpu narueHT Han 20 kg niam Ha BCeKH 4 ceaMUITu
npu naruentu o 20 kg.

AKo Tpei TOBa cTe noxydasanu apyro jJekapceto 3a [THX, aXVYC nunn 3COHM, napeueHo
eKynInu3yMa0, HaToBapBallara Jj03a TpA0Ba Ja ce NPUI0XKHU 2 CeAMHULU clIel MOoc/IeAHaTa HH(Y3UsI Ha

eKy3yMa0.

Tab6smua 1: Cxema Ha no3upase Ha Ultomiris, o0cHOBaHa Ha TerJioTo

Jlnana3oH Ha TeJIECHOTO HartoBapBamia 103a (mg) Hoaabp:kama xo3a (mg)
TerJjo (kg)
10 mo mox 20° 600 600
20 mo mox 30° 900 2100
30 mo mox 40° 1200 2700
40 o mox 60 2 400 3000
60 mo mox 100 2 700 3300
Hax 100 3000 3600

2 Camo 3a nmanuerntu ¢ [IHX n aXVYC.

Ultomiris ce npunara nocpeacTBoM HH(Y3Hs (KaIKOBO BIMBaHEe) BbB BeHa. MHDy3msITa 111e 0OTHEME
MPUOIIM3UTEITHO 45 MUHYTH.

AKO cTe MoJIyYWJIu noBeye oT HeoOxoaumara g03a Ultomiris

AKo mofio3upare, 4e 1o ciaydaitHocT Bu e qanena mo-Bucoka go3a Ultomiris ot mpenmucanara,
obamete ce Ha Bamms ekap 3a ChBeT.
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AKo 3a0paBuTe, 4ye HMaTe yac 3a npujoxenne Ha Ultomiris
AKoO MpomnycHeTe yroBOpeHus Jac, odazeTe ce He3a0aBHO Ha Bamms nekap 3a ¢bBET M BUXKTE HO-I0JTY
TOUKa ,,AKO0 cTe crpenu ynorpebara Ha Ultomiris®.

AKo cte cipesu ynorpedara Ha Ultomiris npu ITHX

IIpexbcBaneTo WM crimpaHeTo Ha jedeHnero ¢ Ultomiris MoXke J1a IpeIn3BUKa MOBTOPHA MOSBA Ha
cumnromute Ha [THX ¢ mo-ronsima texxect. BammsT nekap e o6chau ¢ Bac Bb3MOKHUTE HEXKEIIaH!
peakiuu u e Bu 00sicHu pruckoBete. BamusT nekap mie ncka ga Bu npocriensBa BHUMATEITHO B
MPOABbIDKEHNUE Ha Hal-Maiko 16 cenMuiiy.

Puckosere ot cniupane Ha Ultomiris BKIIIOYBAT YBEIMYECHO pa3pyllaBaHe Ha YEPBEHUTE KPHBHU

KIIETKH, KOETO MOJKE JIa IPEU3BUKA:

- TTOBUITICHY HHUBA Ha JlakTataexuaporenasa (JIJ1X), maboparoper Mapkep 3a pa3pymiaBaHeTO Ha
YEepBEHUTE KPHBHU KIIETKHU,

- 3HAYUTEIIEH caj] B Oposi Ha YePBEHUTE KPBBHU KIIETKU (aHEMHUS ),

- THhMHA YPHHA,

- ymopa,

- KopeMHa 60JIKa,

- 3abXBaHe,

- 3aTpyJHEHO MperblIaHe,

- epeKTHIHA TUCHYHKIHS (MMIOTEHTHOCT),

- 00BPKAHOCT WITH MPOMSIHA BbB BHUMAHHETO,

- 00JIKa B TBPIUTE WIH CTEHOKAPANA,

- MOBHILIABAHE HA CEPYMHUSI KpeaTHHHH (TIpo0aeMu ¢ ObOpeIuTe) Win

- TpomOo03a (CbCUpPEK B KPBBTA).

AKo nMaTe HIKOH OT Te3U CHUMIITOMH, O6'preTe ce kpM Bammmsg JICKap.

AKko cte cipesu ynorpedara Ha Ultomiris mpu aXyC

[IpexncBaHeTO WM CITUpaHeTo Ha JiedeHueTo ¢ Ultomiris Moke Ja mpeIu3BrKa ITOBTOPHA TOSBa HA
cumrnroMute Ha aX VY C. Bammsr nekap e o6csau ¢ Bac Bb3MOXKHUTE HEXXENaHU peaknuu | 1ie Bu
00sicHM puckoBere. Bammar nekap mie ucka aa Bu npociensBa BHUMATENIHO.

Puckosere ot ciupane Ha Ultomiris BKII0YBAT yBeTWYaBaHE HA YBPEKIAHETO HA MAJIKHUTE

KPBBOHOCHH CHJIOBE, KOETO MOXKE /1a TIPEIN3BUKA:

- 3HAYMTETHO MTOHIKAaBaHEe Ha OpPOs Ha TPOMOOIIMTHTE (TPOMOOIIMTOIICHH),

- 3HAYMTEITHO YBEIHYCHUE Ha pa3pylIaBaHETO HA YSPBEHUTE KPHBHU KIICTKH,

- MOBUIIICHU HUBA Ha JakTataexuaporenasa (JIJ1X), maboparoper mapkep 3a pa3pyliaBaHeToO Ha
YepBEHUTE KPBBHU KIIETKH,

- HaMmaJIeHO ypuHHupaHe (mpobiemu ¢ OBOperuTe),

- MOBHUIIIABaHE HA HUBOTO HA CEPYMHHS KpeaTHHUH (IIpobieMu ¢ Ob0penure),

- 00BPKAHOCT WITH MPOMSIHA BbB BHUMAHHETO,

- MpOMSIHA B 3PEHUETO,

- 00JIKa B I'bPAMTE HIIH CTCHOKAPHS,

- 3a]IbXBaHe,

- KOpeMHa 0oJIKa, Juapus Wiu

- TpoM003a (CHCUPEK B KPHBTA).

AKO MaTe HSIKOU OT T€3U CUMIITOMH, 00bpHETe ce KbM Bamms nekap.

Ako cte cnpesu ynorpedara Ha Ultomiris mpu rMTI

[IpexbcBaneTo nnu ciupaHneTo Ha jedeHuero ¢ Ultomiris Moxe Aa JoBeje A0 MosiBaTa Ha CHMITOMHU
Ha TMI". Mo, roBopere ¢ Bamus nekap, npenu aa cupere Ultomiris. BamusT nexap me o0chau ¢
Bac Bp3MOKHUTE HEXKETIAaHU PEaKIIMU U pUCKOBe. Bamusar nekap e ucka jaa Bu npocnensisa

BHHUMATCIIHO.

Ako cte cipesn ynorpedara Ha Ultomiris npu 3COHM
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[IpexbcBaneTo nim cnupaHeTo Ha JieueHueto ¢ Ultomiris Moxke Aa goBene 10 MosiBaTa Ha peluIuB Ha
3COHM. Moz, roBopete ¢ Bammus nekap, npenu na crpere Ultomiris. Bammst nexap me o6cbau ¢
Bac Bp3MOKHHTE HEXKENaH! peakliu U puckoBe. BamuaT nekap e ucka ga Bu npocienssa
BHUMATEITHO.

AKO mMare HSKaKBH JOITBIHATEIHN BBIIPOCH, CBBP3aHHU C yIoTpedaTa Ha TOBA JIEKapCTBO, MOIMUTANTE
Bamus nekap.
4. Bb3MoKHM HeXKeJaHU peaKuumn

Kakro Bcuuku JICKApCTBa, TOBA JICKAPCTBO MOXKE J1a NIPCAN3BHUKA HCIKCIIaHU PCAKIINH, BBIIPCKU Y€ HC
BCCKHM I'l I10JTy4aBa.

Barusr nekap e oochau ¢ Bac Bb3MOXKHNTE HEXETAHU Peakinu U 1ie Bu 00siCHU pHCKOBETE U
mom3ata ot Ultomiris mpenu gedeHneTo.

CepHo3HHM HeKEeJIAHH PeaKInu

Haﬁ-cepI/Io3HaTa HCEXCJIaHa pCaKIysa € MCHUHI'OKOKOBA I/IH(i)eKHI/ISI, BKIIFOUUTCIIHO MCHHHIT'OKOKOB
CETNCHC U MCHHHIOKOKOB EHIIC(aITUT.

AKO MOTyYUTEe HIKOU OT CUMIITOMUTE HA MEHUHTOKOKOBa HH(EKIHs (BrKTe Touka 2 ,,CHMITOMH Ha
MEHHMHTOKOKOBa MHpEKIH ‘), TpsOBa He3a0aBHO J1a yBe1oMuUTe Bammus nekap.

A PYI'd HEKEJIAHU PeAKIIHU

Axo He cTe CUT'YPHH KaKBO NPCACTABIIABAT IIOCOYCHUTE I10-10JIy HEKECIIaHU pCaKIINH, O6’BpHeTe ce
KbM Barus JICKap 3a pa3saCHCHUC.

Muoro yectu (MoXke 1a 3acerrart moseue ot 1 Ha 10 qymm):

- riaBobosme

- 3aMasHOCT

- Iapusi, rajJicHe, KopeMHa 0oJka

- MIOBHUIIICHA TEMIIEPATypa, yCellaHe 3a OTHaaHanocT (yMopa)
- WH(EKINS Ha TOPHUTE AUXATeITHH! ITHTUIIA

- 0OWKHOBEHA HACTHHKA (Ha30(apHHTHUT)

- Oonka B rbp0Oa, O0JIKa B CTaBUTE (apTPaNTH)

- MHQEKIUS Ha TMKOYHUTE ITHTHUIIA

Yectu (Moxe aa 3acernar a0 1 Ha 10 qymm):

- MMOBPBINAHE, CTOMAIICH TUCKOMQOPT ClIe] XpaHeHe (IUCIICTICHS)
- KOIIPHUBHA TPecKa, 00pUB, ChPOEK MO KokKaTa (MIPYPHUTYC)

- 00JKa B MyCKyJIUTE (MUAAITHS) U MyCKYJTHH CIIa3MHU

- rpunonogo0Ho 3a0omsBaHe, BTpHcaHe, cabocT (acTeHHs)

- peakuusi, cBbp3aHa ¢ HH]y3usITa

- aJllepruyHa peaxius (CBpbX4yBCTBUTEIIHOCT)

Heuectu (Moxe na 3acersat o 1 va 100 qymm):

- MEHUHTOKOKOBA HH(EKIIHS

- CepHo3Ha aJlepruyHa PeaKITus, KOsITO MPUIUHSIBA 3aTPYIHEHO TUITAHE HITH 3aMassHOCT
(amadunakTuvHa peakuus)

- JIMCEMHUHUPaHa TOHOKOKOBA UH(EKITUS

Cpo0uaBaHe HA HeKeJIAHH pPe€aKkuIuun

Axo MOJIYYUTC HAKAKBU HCKCJIAaHU JICKAPCTBCHHU PCAKIINU, YBEAOMCTC Bamus JICKap, (bapMaueBT NI
MCIUIIMHCKA CeCTpa. ToBa BKJIIOYBA BCUYKH Bh3MOKHH HEOIIMCAHHU B Ta3u JIMCTOBKA HEXKEIIaHU
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peakiuu. MoXeTe ChIIo /12 ChbOOIIUTE HeXeNaH! PEakIiy TUPEKTHO Ype3 HallMOHATHATA CUCTEMa 32
choOImaBane, mocoyena B [lpmnoxkenue V. Kato cho0IaBaTe He)KeNaH! peakliy, MOXeTe Ja JaieTe
CBOsI PUHOC 32 TOJIyYaBaHe Ha MOBeYe MH(OPMAIUsl OTHOCHO O€30IMaCHOCTTa Ha TOBA JISKAPCTRBO.

5. Kak na cexpansiate Ultomiris
Ja ce cbXxpaHsiBa Ha MsCTO, HEJIOCTBIIHO 32 JeLa.

He u3non3Baiite TOBa JIEKapCTBO CIIE]] CPOKA HA TOJHOCT, OTOENsI3aH BEPXY KapTOHEHATa OMaKOBKa
cien ,,l'omen 10:“. CpoKbT Ha TOIHOCT OTTOBaps Ha TMOCIEAHUS ICH OT IIOCOYCHHS MECEII.

a ce cpxpansBa B xmamurtHuK (2°C — 8°C).

a He ce 3ampassiBa.

Jla ce cbxpaHsBa B OpUTHHAJIHATA OMAKOBKA, 32 Ja C€ MPEAIAa3H OT CBETIHHA.

Crnen pa3pexaade ¢ MHKEKIIMOHEH pa3TBOp Ha HaTpues xiopua 9 mg/ml (0,9%) mekapcTBoTo TpsiOBa
Jla ce M3MO0JI3Ba BeIHATA MIIM B paMKUTE Ha 24 yaca, ako ce ChXpaHsBa B XJIAJUIHHK, W B PAMKHTE
Ha 4 yaca npu cTaiiHa TeMIeparypa.

He usxpbpusiite ekapcTBaTa B KaHanu3amusta. [lonuraiite Bamus gapmarieBT kak 1a U3XBBPIISATES
JIEKapCTBaTa, KOMTO Beue HE U3moi3BaTe. Te3u MEepKH 1Ie CIOMOTHAT 3a Ola3BaHE Ha OKOJIHATA Cpefa.

6. Cbabp:kaHue HA ONIAKOBKATA U I0MbJIHUTEIHA HHpopManus
Kaxgo chabp:ka Ultomiris

- AKTHBHO BeIIECTBO: paByin3ymad. Beceku duiakon ¢ pa3tBop chabpxa 300 mg paByau3ymao.
- Jpyru cbcTaBKU: ANHATPUEB XUApOreHPochaT XenTaxuapar, HaTpUeB aexuaporengpochat
MOHOXHU/IPAT, HATPUEB XJIOpH, TTosmcopOat 80, Bosa 32 MHKEKIHH.

ToBa nexkapcTBO Chbpka HATpUi (BUXKTE Touka 2 ,,Ultomiris chabpika HATPUA ).

Kak usraexna Ultomiris 1 kKakBo chbabp:ka OMaKOBKATA

Ultomiris ce moctaBsi KaTo KOHIIEHTpAT 32 uHQy3noHeH pa3tBop (11 ml BbB Quakon — omakoBka ot 1).
Ultomiris e noiynpo3paueH, OUCTHP 10 KBITEHUKAB Ha LIBAT Pa3TBOP, IPAKTUIECKU 0€3 BUIUMH
YaCTHIIH.

IIpurtexaTtes HA pa3pellIeHHETO 32 yNOTpeda
Alexion Europe SAS

103-105, rue Anatole France

92300 Levallois-Perret

Opanuus

IIpoussoaureJ

Alexion Pharma International Operations Limited
Alexion Dublin Manufacturing Facility

College Business and Technology Park
Blanchardstown Road North

Dublin 15, D15 R925

Upnannus

Almac Pharma Services (Ireland) Limited
Finnabair Industrial Estate

Dundalk

Co. Louth A91 P9KD

Wpnannus
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Almac Pharma Services Limited
22 Seagoe Industrial Estate
Craigavon, Armagh BT63 5QD
O0eTMHEHO KPaJICTBO

3a AOMBIHUTETHA HHPOPMAIUS OTHOCHO TOBA JIGKAPCTBO, MOJIS, CBBPIKETE CE C JIOKATHHUS
MpeICTaBUTEN Ha MPUTEXKATEINS Ha Pa3pelIeHHeTo 3a yrnorpeoa:

Belgié/Belgique/Belgien
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

Bbarapus
Actpa3eneka brirapus EOO/]
Ten.: +359 24455000

Ceska republika

AstraZeneca Czech Republic s.r.o.

Tel: +420 222 807 111

Danmark
Alexion Pharma Nordics AB
TIf.: +46 0 8 557 727 50

Deutschland
Alexion Pharma Germany GmbH
Tel: +49 (0) 89 45 70 91 300

Eesti
AstraZeneca
Tel: +372 6549 600

EAMada
AstraZeneca A.E.
TnA: +30 210 6871500

Espaiia
Alexion Pharma Spain, S.L.
Tel: +34 93 272 30 05

France
Alexion Pharma France SAS
Tél: +33 147323621

Hrvatska
AstraZeneca d.o.o.
Tel: +385 1 4628 000

Ireland
Alexion Europe SAS
Tel: +353 1 800 882 840

Island
Alexion Pharma Nordics AB
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Lietuva
UAB AstraZeneca Lietuva
Tel: +370 5 2660550

Luxembourg/Luxemburg
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

Magyarorszag
AstraZeneca Kft.
Tel.: +36 1 883 6500

Malta
Alexion Europe SAS
Tel: +353 1 800 882 840

Nederland
Alexion Pharma Netherlands B.V.
Tel: +32 (0)2 548 36 67

Norge
Alexion Pharma Nordics AB
TIf: +46 (0)8 557 727 50

Osterreich
Alexion Pharma Austria GmbH
Tel: +41 44 457 40 00

Polska
AstraZeneca Pharma Poland Sp. z o.0.
Tel.: +48 22 245 73 00

Portugal

Alexion Pharma Spain, S.L. - Sucursal em
Portugal

Tel: +34 93 272 30 05

Romania
AstraZeneca Pharma SRL
Tel: +40 21 317 60 41

Slovenija
AstraZeneca UK Limited
Tel: +386 1 51 35 600

Slovenska republika
AstraZeneca AB, 0.z.



Simi: +46 0 8 557 727 50 Tel: +421 2 5737 7777

Italia Suomi/Finland

Alexion Pharma Italy srl Alexion Pharma Nordics AB
Tel: +39 02 7767 9211 Puh/Tel: +46 0 8 557 727 50
Kvnpog Sverige

Alexion Europe SAS Alexion Pharma Nordics AB
TnA: +357 22490305 Tel: +46 0 8 557 727 50
Latvija

SIA AstraZeneca Latvija
Tel: +371 67377100

I[aTa Ha IIOCJECIHO NMpepasrjaekaaHe Ha JUCTOBKaTa

JApyru u3touHuiu Ha uHopmauus

IToapo6Ha nHOpMAaIUs 32 TOBA JIEKAPCTBO € IIpeIocTaBeHa Ha yebcaiita Ha EBpomneiickaTta areHnus
10 JIeKapcTBaTa: http://www.ema.europa.eu/.
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Ilocouenara no-40J1y I/IH(l)OpMaI_II/IH € MpeJHa3Ha4YCHa CaMO 3a MCAULINHCKHU CIICHUAIINCTU:

Yxa3zanus 3a ynorpeda 3a MeIHIIUHCKH CIIeNHATHCTH
Padora ¢ Ultomiris 1 100 mg/11 ml koHneHTpaT 32 MH(Y3MOHEH Pa3TBOP

1- Kak ce gocraBs Ultomiris?
Bceeku dnmakon Ultomiris ceabpka 1 100 mg akTuBHO BemecTBo B 11 ml pa3TBop Ha mpoayKTa.

3a 1a ce mogo0pHM MPOCIEANMOCTTa Ha OMOJIOTUYHUTE JICKAPCTBA, HMETO M MAapTHUIHUIT HOMED Ha
NPUIOKEHHS IPOAYKT TPAOBa SICHO /1a Ce 3alicBar.

2- [Ipeau npuiiarane
PaspexnaneTo TpsiOBa 1a ce U3BBPIIBA B CHOTBETCTBUE C IIPaBMJIaTa Ha 100paTa MIPAaKTHUKa, 0COOEHO
M0 OTHOIIIEHNE HA aCeNTHKATA.

[pu nunca Ha nmpoyuBanus 3a HecbBMecTHMOcTH Ultomiris 1 100 mg/11 ml koHneHTpar 3a
nH(Y3HOHEH pa3TBOp He TpsiOBa ma ce cmecsa ¢ Ultomiris 300 mg/30 ml koHIIeHTpaT 3a HHPY3NOHEH

pasTBOp.

Ultomiris TpsiOBa fa ce mMpUTOTBS 3a IMpuiIaraHe OT KBATU(OUIIUPAH MEAUIMHCKHU CIICTIUAIHCT, KaTo Ce

W3M0J13Ba ACENTUYHA TEXHUKA.

- Bwusyanno mposeperte pa3rBopa Ha Ultomiris 3a BUIUMH YacTHIX U IPOMSIHA Ha [[BETA.

- HMsrermere HE0OX0MuMOTO KomaecTBo Ultomiris oT (hirakoHa(MTE) ChC CTEpUITHA CIIPUHITOBKA.

- IlpexBbpiere npeanucanara 103a B MHQY31OHEH Cax.

- Paspenere Ultomiris 1o kpaiina koHneHTpamnus ot 50 mg/ml (mepBOHaYaTHATa KOHIIEHTPAIHS,
pasneneHa Ha 2), KaTo npudaBuTe B MHQY3UOHHUS CaK ChOTBETHOTO KOJMYECTBO MHKEKIUOHEH
pastBop Ha Harpues xyuopua 9 mg/ml (0,9%) B ChOTBETCTBHUE ¢ YKa3aHUSTA, IPEIOCTABEHU B
TabaMIATa MO-A0ITY.

Tab6auna 1: Pe(])epeHTHa Ta0auIA 32 MPUJ0KCHUEC HA HATOBapBauiaTa 103a

Juana3zon na | HaTtoBapBama Obem Odem 0611 06em (ml) MunumaJjna
TeJIECHOTO no3a (mg) Ultomiris (ml) paspeauren® NPOABLKMTETHOCT
terao (kg)* NaCl (ml) Ha UHPY3UATA

MHHYTH (YacoBe)

> 10 no <20° 600 6 6 12 45 (0,8)

>20 1o <30° 900 9 9 18 35(0,6)

>30 o <40° 1200 12 12 24 31(0,5)
>40 1o <60 2 400 24 24 48 45 (0,8)

> 60 1o <100 2 700 27 27 54 35(0,6)

>100 3000 30 30 60 25(0,4)

2 TemecHO TerJI0 1O BpEMC Ha JICUCHUETO.

6 Ultomiris Tps6Ba 1a ce paspesxkaa caMo ¢ HHKEKIMOHEH pa3TBop Ha HaTpHeB xaopun 9 mg/ml (0,9%).

B Camo 3a nokazanusara [THX u aXVC.
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Tabanna 2: PedpepenTna Ta0/IMa 3a NPUIOKEHNE HA MOAIbPKAIIM 103K

Juana3on na | [Hogabp:kama Oo0em Oo0em 061 006em (ml) MunumaJHa
TeJ1eCHOTO no3a (mg) Ultomiris (ml) paspeauren’® NPOABJLKUTETHOCT
teruio (kg)* NacCl (ml) Ha nH(py3usATa

MHUHYTH (YacoBe)

> 10 mo <20° 600 6 6 12 45 (0,8)

>20 mo < 30° 2100 21 21 42 75 (1,3)

> 30 mo < 40° 2 700 27 27 54 65 (1,1)

>40 1o < 60 3000 30 30 60 55(0,9)

> 60 10 <100 3300 33 33 66 40 (0,7)

> 100 3 600 36 36 72 30 (0,5)
a TenecHo Terio mo BpEME Ha JICYUECHUETO.
6 Ultomiris Tps6Ba 1a ce paspeskaa caMo ¢ HHKEKIMOHEH Pa3TBOp Ha Hatpues xuopua 9 mg/ml (0,9%).
® Camo 3a nokazanusra [IHX u aXVYC.
Tabuauna 3: PedpepenTHa Tabdamnua 3a npujioKeHue Ha TONbJIHUTEIHA 1032
Juanason na Oo6em Oo0em OO0 00em MuHumaana
Jombauutean | ULTOMIRI paspeauren’® (ml) NPOAbJZKUTETHOC
TeJIECHOTO
a a 103a (mg) S (ml) NaCl (ml) T HA MHPy3usTa
Terao (kg)
MHHYTH (YacoBe)

>40 no <60 600 6 6 12 15 (0,25)

1200 12 12 24 25(0,42)

1500 15 15 30 30 (0,5)

> 60 mo < 100 600 6 6 12 12 (0,20)
1500 15 15 30 22 (0,36)

1 800 18 18 36 25 (0,42)

>100 600 6 6 12 10 (0,17)
1500 15 15 30 15 (0,25)

1 800 18 18 36 17 (0,28)

a
TenecHo TersIo Mo BpeMe Ha JICUCHHETO.
6 Ultomiris Tps6Ba 1a ce paspeskaa caMo ¢ HHKEKIMOHEH Pa3TBOp Ha Hatpues xuopua 9 mg/ml (0,9%).

3- lIpuaoxenue
He npunaraiire Ultomiris upe3 HHTpaBeHO3HA CTPYHHA MK OOIYC HHKEKLUSI.

Jleko pa3aBikeTe HHPY3UOHHUS CaK, ChAbPIKAIL pazpeacHus pastop Ha Ultomiris, 3a qa
rapaHTHpaTe ISUIOCTHO CMECBaHEe Ha JIEKapcTBOTO U paspenuted. Ultomiris He TpsiOBa ma ce

paskiamnia.

[Ipenu npunoxenne pa3peeHUAT pa3TBOP TPSAOBA J]a ce OCTaBH Jia Ce 3aTOIUIH 0 CTaifHa
temrepatypa (18°C — 25°C) ot okoHHS BB3AYX B IPOABIDKEHUE HA MPUOTH3UTETHO 30 MUHYTH.
PaspenenusT pa3TBop He TpsiOBa J1a ce 3arpsiBa B MUKPOBBIHOBA (DypHA WM C HIKAKbB H3TOYHHUK
Ha TOIUIMHA, pa3IMueH OT CTallHaTa TeMIiepaTypa.
U3xBBpIieTe BCSKO HEM3MOI3BAHO KOJIMYECTBO, OCTAHAIIO BbB (hIIaKoHa.
l'oToBusT pa3TBOp TPsIOBaA J1a CE MIPHUIIOKHU BeIHATA CIe]l MPUTOTBsHETO My. UHby3usaTa TpsiOBa na
ce npuinoxu mpe3 0,2 pm GuITHP.
AKO JIEKapCTBOTO HE CE M3MOJ3Ba BEJHATA CIIE/ Pa3pexkaaHe, CPOKBT 3a ChXPaHEHUE He TPpsiOBa aa
HagBumana 24 yaca npu 2°C — 8°C unu 4 4aca Ha cTaiiHa TeMIrepaTypa, KaTo ce B3eMe IPeIBU
0YaKBaHOTO BpeMe 3a HHQY3UITA.

Ultomiris TpstOBa aa ce mpuiara camMo 4pe3 HHTPaBeHO3HA HHPY3HSL.
Paspenenusr pazreop Ultomiris TpsiOBa J1a ce IPUIIOKHU Ype3 UHTPaBeHO3HA HH(Y3HUS B
MIPOIBIDKCHUE Ha MIPUOIU3UTEITHO 45 MUHYTH, KaTo Ce U3II0JI3Ba IOMIIa ChC CIPUHIIOBKA WITH
nH(py3nonHa niomna. He e HeoOxomumo pazpeneHusT pa3rBop Ha Ultomiris qa ce masu ot
CBETJIMHA 110 BpEMe Ha MMPHJIaraHeTo My Ha MalHeHTa.
[NarueHTHT TpsOBa M@ ObAC HAOMIOJaBAH B MPOIBIDKCHHUE HA €IUH Yac cliea nHPy3usaTa. AKO 1m0
BpeMeTo Ha npmitokeHne Ha Ultomiris Bb3HUKHE HEeXeNaHO chOouTHe, MH(Y3UATa MOXKE Ja ce 3a0aBu
WIN CTIpe M0 YCMOTPEHHUE Ha JIeKapsl.
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4- CnenMaJIH¥ yCJIOBHS HA padoTa U ChbXpaHeHue

Ja ce cpxpanssa B xnagmiHuk (2°C — 8°C). la He ce 3ampassiBa. Jla ce chXpaHsiBa B OpUTHHAIIHATA
OIIaKOBKa, 3a J1a Ce IIPeANa3y OT CBETJINHA.

He u3non3Baiite ToBa JIeKapcTBO Clel CPOKa HA TOAHOCT, OTOENsI3aH BHPXY KapTOHEHAaTa OMaKOBKa
cien ,,l'onen 1o:“. CpoKbT Ha TOAHOCT OTTOBApPsl HA IIOCIEAHUS JICH OT IOCOYCHHUS MECell.

Hewuzmnon3BaHoTo JeKapcTBO WK OTIAIBUHUTE MaTEpUaI OT HEro TPAOBa /1a ce U3XBBHPIIAT B
CBOTBETCTBUE C MECTHUTE U3HCKBAHUS.
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JIncroBka: nHpopManus 3a NOTpeOUTEJIs

Ultomiris 300 mg/3 ml koHUEeHTPAT 32 UH(PY3MOHEH Pa3TBOP
paBynuzymab (ravulizumab)

IIpoyeTeTe BHUMATEIHO SLJIATA JIMCTOBKA, MPeIN A 3aM0YHeTe 1a U3MO0J3BaTe TOBA

JIEKAPCTBO, Thil KATO TA ChAbLP:Ka BaxkHa 3a Bac nndgopmanus.

- 3anaszere Ta3u IUCTOBKA. MoOXe J1a ce HAIOXKH J1a 5T TPOUYETETe OTHOBO.

- AKO UMate HAKAaKBH JOMBIHUTEIIHA BBIPOCH, onuTaiiTe Bamus ekap, GpapmarieBt niu
MEIHIIMHCKA CeCcTpa.

- ToBa nekapcTBO € mpeanucano TuaHo Ha Bac. He ro mpeoTcrenBaiiTe Ha aipyru xopa. To Mmoxe
Jla ©M HaBpeIH, HE3aBUCHMO Ye TIPU3HAIINTE Ha TAXHOTO 3a00JIIBaHE ca ChIHUTE KaTo Bammre.

- AKO TIOTy4YuTe HIKAKBH HEXKEJIaHU peaKIlny, yBeaoMere Bamms nekap, papmaneBT win
MEIUITMHCKA cecTpa. ToBa BKIFOUYBA U BCHYKH BE3MOKHU HEXKEIIAHU PEAKIIUU, HEOTIMCAHU B
Ta3u JMCTOBKA. BuxTe Touka 4.

Kakso ChbABbpPiKa Ta3u JIMCTOBKA

Kakso mpencrasnsBa Ultomiris 1 3a KaKBO Ce M3II0JI3Ba
KaxBo TpsiOBa nma 3Haere, nmpenu Aa m3noaszBate Ultomiris
Kak nma usnonssare Ultomiris

BBb3MOKHH HEXKEJTaHU PEAKLUH

Kax na cexpanssate Ultomiris

C’b]l’bp)KaHI/Ie Ha OITaKOBKaTa U JOITBJIHUTCIIHA I/IH(i)OpMaHI/ISI

AN

1. Kaxso npeancrasasiBa Ultomiris u 3a kakBo ce U3moJ13Ba

Kakso npexacraBiassa Ultomiris

Ultomiris e TekapcTBO, KOETO ChIbPrKa aKTHBHOTO BEIIECTBO PaBYJIM3yMad M MPHUHAICKNA KbM KJtac
JICKapCTBa, HAPECUYCHN MOHOKJIOHAJIHN aHTUTEIA, KOUTO C€ CBHP3BAaT KbM CHeHI/I(i)I/I‘IHa MMHIIICHA B
opranusma. PaBynuszyma0 ce cBbp3Ba ¢ Oentbka C5 Ha KOMIUIEMEHTa, KOWTO € YacT OT 3alllUTHaTa
CUCTEeMa Ha OpraHu3Ma, HapeueHa ,,CHCTeMa Ha KOMILIEMeHTa .

3a kakBo ce u3noassa Ultomiris

Ultomiris ce n3non3Ba 3a JieueHHE Ha Bb3pAaCTHU HMallMEHTH U Aeua ¢ Terio 10 u moBeuye Kuigorpama
cbe 3a00JIs1BaHe, HApEUeHO MapoKcu3MaliHa HolHa xeMmornoounypus (IIHX), Bkiarountenso
MAIMeHTH, KOUTO HE ca JIEKYBaHU C MHXUOUTOP Ha KOMIUIEMEHTA, M MallMEHTH, KOUTO Ca MOJTy4aBaIn
eKyn3yMab Haii-manko mpe3 nociegaure 6 mecena. Ilpu mammentu ¢ ITHX cucremara na
KOMILJIEMEHTa € CBPbXaKTHBHA U aTaKyBa TEXHUTE YEePBEHH KPBBHU KJIETKH, KOETO MOJKE J1a IOBEIE
JI0 HUCHK OpOi KPbBHHU KIIETKH (aHEMHUS), yMOPa, 3aTPyAHEHO (PyHKIIMOHHUpaHe, O0IKa, KOpeMHa
Oonka, ThMHA YpHHA, 33IbXBaHE, 3aTPYTHEHO MPETrIbIaHe, CPEeKTHIHA TUCPYHKUIUSI U KPBBHU
cbeupen. Kato ce cBbp3Ba u Osiokupa Oentbka C5 Ha KOMIUIEMEHTA, TOBA JIEKapCTBO MOJKE J1a CIIpe
OenThIMTE HA KOMIIJIEMEHTA Ja HEe aTaKyBaT YEPBCHUTE KPbBHU KJIETKHU, KaTo 110 TO3H HAUYUH
KOHTPOJIPA CUMIITOMHUTE Ha 3a00JISIBAHETO.

Ultomiris ce u3moi3Ba ChIIO 3a JIEUCHUE Ha Bb3PACTHU NALMEHTH U Jeua ¢ Terio 10 u moseue
KHJIorpama che 3a00IIsiBaHe, 3acsrailo KphbBOHOCHATA CHCTEMa M ObOpeTe, HAPEUCHO aTHUINYCH
XeMOJUTHYeH ypeMudeH cuHapoM (aXVY C), BKIIOUUTETHO MallMEeHTH, KOUTO He ca JIEKYBaHU C
MHXUOWUTOP HA KOMIUIEMEHTA, U IALMeHTH, KOUTO ca IOJIy4aBalld eKyIn3yMal Hal-MaJKo mpe3
nocnenaute 3 Mecena. [1pu manuentu ¢ aXyY C 0p0peruTe 1 KPbBOHOCHUTE CHIIOBE MOXKE Ja ObIaaT
BB3MAJICHH, KOETO 3acsira U TPOMOOLUTHTE U MOXKeE Aa AOBEJIE 10 HUCHK Opoi KpbBHU KICTKH
(TpoMOoLMTONIEHHS U aHEMHsI), HaMalleHHe WK 3ary0a Ha ObOpeyHa QyHKIUS, KPbBHU ChCUPELH,
ymopa u Hapyumenu ¢yHkuuu. Ultomiris Moxe aa 6J0Kkupa 0TroBOpa Ha OpraHu3Ma KbM Bbh3NaJICHHE
U CIIOCOOHOCTTA My Jla aTaKyBa M pa3pyliaBa COOCTBEHHUTE CH YSI3BUMHU KPbBOHOCHHU CHAOBE, KaTO MO
TO3HM HAUYUH KOHTPOJIHMPa CUMIITOMUTE Ha 3a00JSIBAaHETO, BKIIOYUTEIHO YBPEXKJaHETO Ha ObOperure.
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Ultomiris ce u3mo3Ba chUI0 3a JieueHHe Ha Bh3pacTHH NAlMEHTH C ONpeeNeH BU 3a00sBaHe,
3acArauio MyCKyJIMTe, HapedeHo reHepanuzupana muactenus rpasuc (rMI). [Ipu nauuentu ¢ tMIT
MYCKYJIMTE MOTaT Jia ObJaT aTaKyBaHU M YBPEAEHU OT UMyHHaTa CHCTeMa, KOETO MOXKE J1a IOBE/E 10
3HAYMTENIHA MYCKYJIHA c1aboCT, HapylleHHe Ha 3PEHUETO U MOABIKHOCTTA, 3a1yX, IPEKOMepHa
yMODpa, PUCK OT aCIUpaLys ¥ 3HAUNTETHO HapyLIeHHe Ha exenHeBHUTe aeiiHocTu. Ultomiris Moxe na
0J10KMpa BH3NAIUTEIHNS OTTOBOP HA OPraHW3Ma M HEroBara CliocOOHOCT J1a aTaKyBa U YHHUIII0XKAaBa
COOCTBEHHUTE CH MYCKYIIH, 32 JIa CE MOJJOOPY CBHUBAaHETO HA MYCKYJIMTE, IPH KOETO CE HaMAaJlsBaT
CHUMIITOMHUTE Ha 3a00JSIBAHETO M BB3JICHCTBUETO My BBpPXY €KenHeBHHTE eitHocTu. Ultomiris e
KOHKPETHO IT0Ka3aH [P MMalUeHTH, KOUTO OCTaBaT CUMITOMATHYHH, BBIIPEKH JICUCHUETO C JPYTH
JIeKapcTBa.

Ultomiris ce n3nomn3Ba ChIIO 3a JeUESHUE Ha Bh3PACTHHU MAIUEHTH ChC 3a00JIsIBaHe HA IIEHTPaTHATA
HEpBHA CHCTEMa, KOETO 3acsra TJIaBHO ONTUYHHS (OYHUS) HEPB U TPHOHAYHHUS MO3BK, HAPEIEHO
3a00JsIBaHe OT clieKThpa Ha onTtuyHus HeBpoMuenut (3COHM). Ilpu nauuentn cbe 3COHM
ONTUYHHAT HEPB U TPHOHAYHUAT MO3BK OUBAT aTaKyBaHHU U YBPEJCHH OT HEIPABHUIHO
(hyHKIIMOHMpaIaTa UMyHHA CHCTEMa, KOETO MOXKE Jla TOBEJIE /10 3ary0a Ha 3peHre B €IHOTO TN
JIBETE 04, CIa00CT WITH 3ary0a Ha MOABIKHOCT B KpakaTa Wi pblieTe, 00JIE3HEHH CIIa3MH, 3ary0a Ha
yceliane, mpodjeMu ¢ QyHKIMOHUPAHETO Ha TMKOYHUS MEXYp U 1e0eJ0TO YepBO H SBHU
3aTPYAHCHHS C IEHHOCTH OT ekeIHeBHMS KUBOT. Ultomiris Moxe 1a OJIOKHpa HEeCTECTBEHUS HMYyHEH
OTrOBOp Ha OpraHM3Ma M CrocoOHOCTTa My Jia aTaKyBa U YHHIL0)KaBa CBOUTE COOCTBEHH OYHU HEPBH
U rpbOHAYEH MO3BK, KOETO HamMallsiBa pucKa OT peuuans win npuctsi Ha 3COHM.

2. KaxBo TpsoBa n1a 3Haete, npeau Aa usnoJsare Ultomiris

He n3noasBaiite Ultomiris

- AKO CTe alepruyHy KbM PaByIH3yMald MU KbM HAKOS OT OCTAHAINTE ChCTaBKH Ha TOBA
JIEKapCTBO (M30pOCHU B TOUKA 6).

- AKO HE cTe BAKCUHUPAHU CPEIly MEHUHIOKOKOBA HH(EKIHSL.

- AKO UMaTe MEHMHTOKOKOBa WH(EKITHSI.

[peaynpesxkaenns u npeanasHu MepKU
ToBopete ¢ Bamms nekap, npeau aa usnomssare Ultomiris.

CuMIITOMH HA MEHHUHTOKOKOBH U APYrd HH()eKI UM, IPUYUHEHHU 0T Neisseria

Tbii KaTo JIEKapCTBOTO OJIOKKpPA CHCTEMaTa Ha KOMIUIEMEHTA, KOSATO € 4acT OT 3alllUTaTa Ha
opranusma cpenty ek, ynorpedbara Ha Ultomiris yBennuaBa pucka 0T MEHHHTOKOKOBa
uH(eKuus, npuuruHeHa ot Neisseria meningitidis. ToBa ca TeXXk1 MHQEKLINHU, KOUTO 3acsAraT
MO3b4YHaTa 0OBUBKA M MOTaT Jia MPUYMHAT Bb3MAJICHUE HAa MO3bKa (€HLe(aIuT) U KOUTO MOTaT Jia ce
PasmpoCTPaHAT B KPbBTA U TSIIOTO (CEICHC).

Koncynrupatite ce ¢ Bamms nekap, npenu aa 3anounere Ultomiris, 3a 1a cte cCUrypHHU, 4e e Obaere
BaKCHHUPAHU cpelly Neisseria meningitidis Hali-Mallko 2 CeIMHUIU MPEAN HAYaJOTO Ha JICYCHUETO.
AKO € HEeBB3MOXKHO J1a ObJIeTe BaKCHHUPAHU 2 CEIMUIIN TIpeIBapUTETHO, Bammusr gexap e
MIpeNuIIe aHTHOMOTHUIH, 32 J]a C€ HaMalld PUCKBT OT HH(EKIHS 10 2 CEIMUIIM ClIe]] BAKCHHAIIHSTA.
VYBepere ce, ye BaKCHHAIIMATA BU cpelry MEHWHTOKOKY e akTyanHa. Bue TpsOBa chio 1a 3Haere, de
BaKCHHAITMATA MOXKE U J1a HE TIPEIOTBPATH BUHATH TO3W BU HH(pEKIHs. B choTBETCTBHE C
HallMOHATHUTE MIPENOPBHKU Bamusar gexap Moxe a pelin, 4e UMaTe HyKAa OT TOIBIHUTEITHH MEPKH,
3a J1a ce MpeoTBpaTH NH(EKIIN.

CHUMIITOMH Ha MEHUHTIOKOKOBA WH(EKIU

ITopanu 3HaYECHHUETO HA OBP30TO OTKPUBAHE U JICKYBaHE HA MEHUHIOKOKOBA MH(MDEKIIHS [TPH
MaIeHTy, kouto noyydasar Ultomiris, me Bu Obae npenocraBena ,,Kapra Ha nmaiueHra™, Kosto aa
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HOCHUTE ChC ceOe CH 0 BCSIKO BpeMe. B Hest ca n30poeHU ChOTBETHUTE MPU3HAIM U CUMIITOMH Ha
MEHHHTOKOKOBa WH(EKITUS/CETNICHC/eHIe(haHnT.

AKO TIOJTy9UTe HSIKOH OT CJICTHUTE CUMIITOMH, TpsIOBa He3a0aBHO /1a yBeaoMuTe Bamus gexap:
- TJIaBOOOJIHE C TaJCHE WIX TTOBPBINAHE

- rI1aBoOoJIe ¥ BICOKA TeMIIepaTypa

- rmaBoOoJIME ChC CXBalllaHe Ha BpaTa WX Ha I'bpOa

- BHCOKa TeMIIepaTypa

- BHCOKA TeMIIepaTypa u o0puB

- 00BpPKAHOCT

- MYCKYJIHH OOJIKH C TPHUITOTIONO0HN CHMITOMHU

- YyBCTBUTEIIHOCT HA OYMTE KbM CBETIIMHA

Jledenune 3a MEHMHIOKOKOBA MH(DEKITMS 10 BpeMe Ha ITbTYBAHE

AKo TbTyBaTe B paiioH, KbJETO HE CTE B ChCTOSIHUE JIa CE CBBPIKEeTe ¢ Bamivs jgekap Wi KbAeTo
BPEMEHHO HE CTE B ChCTOSTHHE JIa TIOyYUTe MEIUIIHCKO 00CTyXBaHe, Bammsar nekap Moxe na Bu
MpeanuIle aHTUOMOTHUK cpetty Neisseria meningitidis, KOUTO 1a HOCUTE ChC ce0e CH. AKO MOIYUIHUTE
HSIKOM OT OITUCAHUTE TI0-TOPEe CUMIITOMHU, TPSIOBa Jja MpUEeMeTe Kypca aHTUOMOTHIIH, KakTo Bu e
npeanucano. He OuBa ma 3a0pasiTe, e Bee Mak MPH IIbpBa BE3MOKHOCT TPsIOBa J1a ce KOHCYITHPATE C
JieKap, JOPH aKo CJIe KaTo CTe MPUENTd aHTHOMOTHIINTE, Ce TOYyBCTBAaTE MO-100pe.

Nudexuun
IIpenn na 3amounete Ultomiris, yBegomere Bamms nekap, ako nMate HIKaKBH HH(EKITHH.

Peakuuu, cebp3anu ¢ undysusara

Korato Bu ce nmpuiara Ultomiris, MoXe Aa MOTy4YUTE peaKIuK, CBbP3aHu ¢ MHY3UATa (KaITKOBO
BJIMBaHE), HAIPUMED T1aBoOoJue, 00JIKa B KpbCTa M 00JIKa, CBbp3aHa ¢ uHbpy3usTa. Hakou nmanueHTn
MOKE JIa TIOJy4aT aJiepriuyHU PEaKIUU WU PEaKIUU Ha CBPBbXUYBCTBUTEIHOCT (BKIFOUYHUTEITHO
aHa(UIaKCHs, CepUO3HA aJepriuyHa peakius, KOATO MPUIMHABA 3aTPYAHECHO JTUIIaHE WM 3aMasHOCT).

Jlena v roHOIIM
[MarmenTn Ha BB3pacT nof 18 rogunn TpsiOBa Aa ObIAT BakcUHUpaAHU cpeiny Haemophilus influenzae
Y ITHEBMOKOKOBU MH(EKIINH.

Crapuecka Bb3pacT

Hsma crienmaiiay npeinasHy MEepKH IPH JISYSHHETO Ha MAIMeHTH Ha BB3pacT 65 M moBede ronHY,
BBIpekn ge onuThT ¢ Ultomiris mpu maruenTty B crapuecka Bb3pacT ¢ [IHX n aXVC unmn 3COHM B
KIMHAYHNATE U3IUTBAHUS € OTPaHUuEH.

JApyru gexapcra u Ultomiris
TpsbBa na kaxere Ha Bamws nekap win apManesT, ako U3I0JI3BaTe, HACKOPO CTE U3MOJI3BAIN WK €
BB3MOJKHO /12 U3MOJ3BATE IPYTH JIEKapCTBA.

BpeMeHHOCT, KbpMEHE U Q)epTI/IJ'II/lTeT

JKenu ¢ ieTepojieH NOTEHIMAI

E(I)GKTI/ITG Ha JICKapCTBOTO BbPXY HEPOACHOTO ACTC Ca HEU3BECTHMU. Eto 3amo KCHHUTC, KOUTO Ca B
CbCTOSAHHUE Oa 336peM6H6$IT, TpH6Ba Ja U3I10J13BaT e(beKTI/IBHI/I MCTOJU 3a MPEAINa3BaHe OT
3a6peMeHﬂBaHe 110 BpEMEC Ha JICYCHUETO U 10 8 Mecemna cien ICUYSHHUETO.

Bpemennoct/kppMene

AKko cTe OpeMeHHa WM KbPMHTE, CMATATE, 4e MOXKE Jla CTe OpeMEeHHa WX TIaHupaTe OpeMEHHOCT,
MoChBETBalTE ce ¢ Bamms nekap wim ¢apmanesT npeau ynorpedaTa Ha TOBa JIEKapCTBO.

Ultomiris He ce mpernopbrYBa 10 BpeMe Ha OpeMEHHOCT | IIPH JKEHH ¢ AETePOJICH MMOTEHIINAN, KOUTO HE
ce MpearnasBar oT 3a0peMeHsIBaHe.
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Ilo¢pupane u padora ¢ MAILIMHU
Toga ylekapcTBO HE TIOBIUSBA WU TOBJIHSIBA IPEHEOPEIKUMO CIIOCOOHOCTTA 32 Imodupane U padboTa ¢
MaIIHHY.

Ultomiris cpabp:ka HATPU

Cren pa3pexaaHe ¢ MHXEKIMOHEH pa3TBoOp Ha HaTpueB xmnopua 9 mg/ml (0,9%) ToBa nekapcTBo
coeabpka 0,18 g HaTpuil (OCHOBHA ChCTAaBKa Ha roTBapcKaTa/Tparne3Hara con) B 72 ml npu
MaKCHMaJHaTa 7j03a. ToBa KOJIMYECTBO € eKBUBAIEHTHO Ha 9,1% 0T nmpenopbhunTenHIs MaKCUMaJeH
JTHEBEH XpaHUTENIeH IIPUEM Ha HATPUi 3a Bb3PACTEH.

Tps0Ba na uMare npenBUA TOBA, aKO CTE HA AWETa C KOHTPOJIHUPAH MIPUEM Ha HaTPUH.

Ultomiris cbabp:ka mojimcopoar

ToBa nekapcTBO chabpxka 1,5 mg nonucopbar 80 BbB Beceku (hIaKOH, KOSTO € eKBUBAJICHTHO Ha

0,5 mg/ml. [TonucopOaTuTe Morar Ja NPUYUHSAT aneprudHu peakiuu. Mudopmuparite Bamms nekap,
aKo UMaTe YCTAHOBCHU aJIepTHHU.

3. Kak na m3noasBarte Ultomiris

Hatii-manko 2 cenmuiy npeau Aa 3anounere Jiedenue ¢ Ultomiris Bamusat nexap me Bu nocrasu
BaKCHHA Cpelly MEHHHIOKOKOBY MH(EKIINH, aKO Beue HE CTE BAKCMHUPAHU WM aKO BakCHHarusTa Bu
€ HalpaBeHa OTJAaBHA. AKO HE MOXETe J1a Ob/ieTe BAKCHHUPAHU MTOHE 2 CSAMMUITH TIPEIH HAYajaoTo Ha
neuenneTo ¢ Ultomiris, BammsT nekap me Bu npeanuine antnOHOTHIM, 32 1a C€ HAMAJIH PUCKBT OT
WHQEKIUS 10 2 CeIMUIM Clie/l BAKCHHUPaHeTo Bu.

Axko gereto Bu e moz 18 roguam, Bamwsit gexap 1ie mpuiIoKu BakCHHA (aKO TOBA OIIIE HeE €
HanpaBeHo) cpeuty Haemophilus influenzae v THeBMOKOKOBU MH(EKINH CIIOPE] HAMOHATHHUTE
MPETIOPHKU 32 BAKCHHUPAHE 3 BCSKA Bh3PacTOBa rpyrma.

Yxka3zanus 3a npaBWJIHA ynoTpeda

Bamara no3a Ultomiris e Ob/ie U34KCIIcHa OT JIeKaps B3 OCHOBa Ha BailieTo TenecHo Terio, KakTo e
roka3ano B Tabnuma 1. BamaTa mepBa 103a ce Hapu4a HaTOBapBala 103a. J{Be ceaMuiy cies
IoJTydaBaHe Ha HATOBapBaliara J1o3a e Bu 0b1e npunoskeHa nogabpikainia qo3a Ultomiris u mocie
TOBA III€ CE MOBTApPs BEAHBK HA BCEKH 8§ cenMuIiy rpu narueHTs Han 20 kg niam Ha BCEKH 4 ceaMUITH
npu naruentu o 20 kg.

AKO Tpeni TOBa cTe moydasanu apyro jgekapctso 3a [THX, aXVYC, tMI" unu 3COHM, HapeueHo
eKynIn3yMa0, HaToBapBallara 7jo3a TpA0Ba Ja ce MPUI0XKHU 2 CeAMHLU clIel HoclIeAHaTa HH(Y3HUsI Ha

eKy3yMa0.

Tab6smua 1: Cxema Ha no3upase Ha Ultomiris, o0cHOBaHa Ha TerJoTo

Jlnana3oH Ha TeJIECHOTO HartoBapBamia 103a (mg) Hoaabp:kama xo3a (mg)
TerJjo (kg)
10 mo mox 20° 600 600
20 mo mox 30° 900 2100
30 mo mox 40° 1200 2700
40 o mox 60 2 400 3000
60 mo mox 100 2 700 3300
Hax 100 3000 3600

& Camo 3a maruents ¢ [THX n aXVYC.

Ultomiris ce npunara nocpeacTsoM HH(Y3Hs (KalKOBO BIMBaHe) BbB BeHa. MHDy3usITa 111e 0THEME
NpUONTU3UTETHO 45 MUHYTH.

AKO CcTe MOJIy4YH/Id NoBeyYe oT HeoOxoaumarta 103a Ultomiris

AKo Tofo3mpare, 4e 1Mo cryqaiHocT Bu e qamena mo-Bucoka mo3a Ultomiris ot mpeanucanara,
obaziete ce Ha Bamus nekap 3a chBeT.
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AKo 3a0paBuTe, 4e HUMaTe 4ac 3a npuioxenne Ha Ultomiris
AKO TpomycHeTe yroBOpeHHs 4ac, obajere ce He3abaBHO Ha Barmms nexap 3a ChbBET U BUXKTE MO-J0ITY
TOYKa ,,AKO cTe crpenu ynorpebara Ha Ultomiris®.

Ako cte cipesin ynorpedara Ha Ultomiris mpu ITHX

IIpexbcBaneTo WM criupaHeTo Ha jgedeHnero ¢ Ultomiris Moxke /1a IpeIn3BUKa MOBTOPHA MOsIBA Ha
cumnromute Ha [THX ¢ mo-ronsima Texxect. Bammsat nekap me o6chau ¢ Bac Bb3MOKHUTE HEXEIaHU
peaknnu 1 e Bu 00sicHE puckoBeTe. BammsT nekap e ucka na Bu mpociiensBa BHUMATEITHO B
MPOIBIDKEHNE HA Hal-Maniko 16 ceamuIy.

Puckosere ot cniupane Ha Ultomiris BKIIIOYBAT YBEIMYECHO paspyllaBaHe Ha YEPBEHUTE KPbBHU

KJIETKH, KOETO MOJKE Ja TPeIH3BHKA:

- MOBUILICHN HUBA Ha JlakraTaexuaporenasa (JIJ1X), nabopaTtopeH Mapkep 3a pa3pyliaBaHeTO Ha
YEepPBEHHUTE KPBbBHU KIIETKH,

- 3HAYMTEJICH CIa B Opos Ha YepPBEHUTE KPHBHU KIICTKH (aHEMUS),

- ThMHA YPHHA,

- yMopa,

- KopeMHa 00JIKa,

- 3a]IbXBaHe,

- 3aTpyAHEHO MperiTbIIaHe,

- epeKTHITHA TUCHYHKIHS (MMIOTEHTHOCT),

- 00BPKAHOCT WJIM TPOMSIHA BbB BHUMaHHETO,

- 0o0JIKa B I'bpANTE HIH CTCHOKAPHS,

- MOBHIIIaBaHE HA CEPYMHHS KpeaTHHUH (IIpodieMu ¢ Ob0penuTe) nin

- TpoM003a (CHCHUPEK B KPHBTA).

AKO MaTe HSIKOU OT Te3U CUMIITOMH, 00bpHETE ce KbM Bamms nekap.

Ako cte cipesn ynorpeboara Ha Ultomiris mpu aX¥yC

[IpexbcBaHeTO MM CITUPAHETO Ha JieueHueTo ¢ Ultomiris Moxe Ja npein3BUKa IIOBTOPHA MOSABA HA
cumnromute Ha aXY C. BamusaT nekap mie oochau ¢ Bac Bb3MOKHUTE HEXeNaHU peakiuu u 1ie Bu
00sICHHM prCKOBeTe. BammusT iekap 1me ucka ga Bu mpocienssa BHUMATEITHO.

Puckosere ot criupane Ha Ultomiris BKIIIOYBAT YBeIHYaBaHE HA YBPEKAAHETO HA MATTKUTE

KPBBOHOCHH CHJIOBE, KOETO MOXKE Jia TIPEIN3BUKA:

- 3HAYUTEITHO MOHKaBaHe Ha Opos Ha TPOMOOIUTUTE (TPOMOOITUTONICHHS ),

- 3HAYUTEIHO YBEJIUUYCHUE Ha pa3pyIlllaBaHeTO Ha YePBECHUTE KPHBHU KIIETKH,

- MOBHIIICHU HHUBA Ha JakTaTaexuaporenasa (JIJIX), mabopaTtopeH mapkep 3a pa3pylIiaBaHeTo Ha
YepPBCHUTE KPHBHH KIICTKH,

- HaMaJIeHO ypuHupane (nmpobiemu ¢ ObOpenuTe),

- MOBHILIABAHE HA HUBOTO HA CEPYMHHUsI KpeaTHHHH (TIpobaemu ¢ Ob0peruTe),

- 00BPKAHOCT WJIHM MPOMSIHA BbB BHUMAHUETO,

- MPOMSIHA B 3PEHHUETO,

- 00JIKa B I'BPJIUTE WIH CTCHOKAPUS,

- 3aJlbXBaHe,

- KopeMHa 00JIKa, THapusl WK

- TpoM003a (ChbCUPEK B KPHBTA).

AXO uMaTe HIKOM OT TE3HU CHUMIITOMU, 06’BpH6Te ce KkbM Bamms JICKap.

AKko cte cipesu ynorpedara Ha Ultomiris mpu rMIl

[IpexbcBaneTo WM criupaHeTo Ha JieueHneTo ¢ Ultomiris Moxe 1a noBene A0 MosBaTa Ha CHMITOMHA
Ha TMI". Mo, roBopere ¢ Bamms sekap, penn na cupere Ultomiris. BammsT mekap 1me o0cbau ¢
Bac Bb3MOXKHUTE HEXKENNaHU peakluy U pUCKOBe. BammsT nekap mie ucka aa Bu npocienssa
BHUMATEIHO.
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AKko cte cipesu ynorpedara Ha Ultomiris mpu 3COHM

[IpexbcBaHETO WM CIUPAHETO Ha JieueHueTo ¢ Ultomiris Moxe Aa J0BeIe 10 MOsIBaTa Ha PEIUINB Ha
3COHM. Mous, roBopere ¢ Baius nekap, npeau ga cripere Ultomiris. Bamusr nekap e o0¢hau ¢
Bac Bp3MOXXKHHTE HEXEIIaHH PeaKkluy U prucKoBe. BammsaT igekap e ucka na Bu nmpocnensisa
BHUMATEITHO.

AKO UMate HIKaKBH JONBIHUTEIHN BBIPOCH, CBBP3aHHU C yIoTpedaTa Ha TOBA JIEKapCTBO, MOMUTANTE
Bamms nexap.
4. Bb3MOKHN HeKeTaHW peaKkIuu

Kakro Bcuuku JIEKapCTBA, TOBA JICKAPCTBO MOXKE Jia IPCIU3BHUKA HEXKECIIaHNU pCaKIUU, BBIIPEKU Y€ HE
BCCKMU I'M I1IOJTy4aBa.

Bammsr nekap e o6¢hau ¢ Bac BE3MOXKHUTE HEXKETIaHU peaKIuy | e B 00SCHA puUCKOBETE U
nomn3ata oT Ultomiris mpean geueHnero.

CepHo3HM HEKeJIAHHU PeaAKINHA

Haii-cepno3nara He)xenaHa peaklys € MEHMHIOKOKOBa HH(EKLHS, BKIIIOYUTEITHO MEHUHTOKOKOB
CETICHC ¥ MEHUHTOKOKOB €HIIe(haIuT.

AKXO TIOJTyYHTe HIKOU OT CHMITOMHTE HA MEHUHIOKOKOBa MH(peKIHs (BrKTe Touka 2 ,,CHMIITOMH Ha
MEHHHTOKOKOBa HHpeKIHs ), TpsiOBa He3abaBHO Ja yBenoMuTe Bamms nekap.

AQ!FH HE/KEJIAHU PeaKIuu

Axo He cTe CUT'YPHHU KAaKBO NPCACTABJIAABAT IOCOYCHUTE MO-A0JIy HEKCIIaHU pCaKIIUU, O6’LpHeTe ce
KbM Bamms JICKAp 3a pa3sCHCHUC.

MHoro 4yectu (MOXe J1a 3acerHaT noseue oT 1 Ha 10 mymm):

- riiaBobosnme

- 3aMasiHOCT

- IMapusi, TajJieHe, KopeMHa 0oJka

- MOBUIIIEHA TEMIIEPATypa, yCellaHe 3a OTHaaHanocT (yMopa)
- MHQEKIUS Ha TOPHUTE JUXATCIIHU TbTHUIIA

- 00MKHOBEHA HaCTHHKA (Ha30(apHUHTHT)

- 0omka B Ipp0a, O0JIKa B CTAaBUTE (apTpaIrHs)

- WH(EKIUS Ha THKOYHUTE ITHTUIIIA

Yectu (Moxe aa 3acerrar a0 1 Ha 10 mymmm):

- MOBPBIIIaHE, CTOMAIIEH TUCKOM(OPT ciesl XpaHeHe (AUCTIETICHS)
- KOIIPUBHA TpecKa, 00pHB, CHPOEIK 0 KoXkaTa (TIPypPHUTYC)

- 0oJka B MyCKyJIUTe (MAAJTH) U MyCKYJTHH CITa3MHU

- rpurnonoAo0Ho 3a00sBaHe, BTpHCaHe, cnadocT (acTeHus)

- peakuusi, cBbp3aHa ¢ HHPy3usITa

- allepruyHa peakuus (CBpbX4yBCTBUTEIHOCT)

Heuectu (Moxe na 3acersart o 1 va 100 qymm):

- MEHUHIOKOKOBA MH(EKIIUS

- CepHo3Ha aJleprUyHa PEaKITus, KOSITO MPUYUHSIBA 3aTPYTHEHO TUITAHE WU 3aMassHOCT
(aHaduIaKTHIHA pPEAKITHS)

- MMCEMUHUpPaHa TOHOKOKOBA HH(EKIIHS
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Cpo01IaBaHe HA HeKeJIAHU PeaKIuu

AKO TIOJIy4YUTe HAKAKBH HEXEJIaHH JICKAPCTBEHU Peakiluu, yBeaoMeTe Baius nekap, GpapMmarieBT uiu
MEIUITMHCKA cecTpa. ToBa BKIIIOUBAa BCHUKH BH3MOKHH HEOTIMCAHH B Ta3H JINCTOBKA HEXKEIaHU
peaxiy. MoxeTe ChIIo /1a ChbOOIIUTE HeXeNaH! PEakIiy TUPEKTHO Ype3 HallMOHATHATA CUCTEMa 32
choOImaBane, mocoyena B [lpmnoxkenue V. Kato cho0IaBaTe He)KeNaH! peakiiy, MOXeETe Ja JaieTe
CBOSI PUHOC 32 TOJIyYaBaHe Ha MOBeYe MH(OPMAIUsl OTHOCHO O€30IMaCHOCTTa Ha TOBA JISKAPCTRBO.

5. Kak na cexpansiBate Ultomiris
Ja ce cbxpaHsiBa Ha MsCTO, HEIOCTBITHO 32 JeLa.

He n3non3Baiite TOBa JIEKapCTBO CIIE]] CPOKA HA TOJHOCT, OTOENsI3aH BEPXY KapTOHEHATa OMaKOBKa
cien ,,l'onen 10:“. CpoKbT Ha TOHOCT OTTOBaps Ha TMOCIEAHUS ICH OT IIOCOYCHHS MECEII.

Ha ce cpxpansBa B xmamutHuK (2°C — 8°C).

a He ce 3ampassiBa.

Jla ce cbxpaHsBa B OpUTHHAJIHATA OMAKOBKA, 32 Ja C€ TMPEAIAa3H OT CBETIHHA.

Cren pa3pexaaHe C HHXEKITMOHEH pa3TBOp Ha HaTpueB xiopua 9 mg/ml (0,9%) nexapcTBoTo TpsaOBa
Jla ce M3MO0JI3Ba BeIHATA MIIM B paMKUTE Ha 24 4aca, ako ce ChXpaHsBa B XJIAJUIHHK, WM B PAMKHTE
Ha 4 yaca npu cTaiiHa TeMIeparypa.

He usxpbpusiite ekapcTBaTa B KaHanu3anusta. [lonuraiite Bamus gapmarieBT kak 1a U3XBBPIISATES
JIieKapcTBaTa, KOUTO BeU€ HE U3MOoJI3Bare. Te31 MEpKH 1€ CIIOMOTHAT 3a OMa3BaHE Ha OKOJIHATa Cpeaa.

6. Cbabp:kaHue HA ONIAKOBKATA U I0NbJIHUTEIHA HHpopManus
Kaxgo chabp:ka Ultomiris

- AKTHBHO BeIIECTBO: paByin3ymad. Beceku duiakon ¢ pa3tBop chabpxka 300 mg paByau3ymao.
- Jpyru cbCTaBKU: ANHATPUEB XUAPOreHochaT XenTaxuapar, HaTpUeB aexuaporengpocdat
MOHOXHU/IPAT, HATPUEB XJIOpH, TTosmcopOat 80, Bosa 32 MHKEKIHH.

ToBa nexapcTBO Chbpka HATpUi (BUKTE Touka 2 ,,Ultomiris chbpika HATPUA ).

Kak m3ruexxnga Ultomiris 1 kakBo cbABpka ONMAKOBKATA

Ultomiris ce I0CTaBs KATO KOHIIEHTPAT 3a MH(py3noHeH pa3TBop (3 ml BbB ¢1akoH — omakoBka oT 1).
Ultomiris e moxynpo3paueH, OUCTHP 10 KBITEHUKAB Ha LBAT Pa3TBOP, IPAKTUIECKU 0€3 BUIUMH
YaCTHIIH.

IIpuTexaTes HA pa3pellIeHHETO 3a yNoTpeda
Alexion Europe SAS

103-105, rue Anatole France

92300 Levallois-Perret

Opannus

ITpousBoauTen

Alexion Pharma International Operations Limited
Alexion Dublin Manufacturing Facility

College Business and Technology Park
Blanchardstown Road North

Dublin 15, D15 R925

UNpnannus

Almac Pharma Services (Ireland) Limited
Finnabair Industrial Estate
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Dundalk
Co. Louth A91 P9KD
Wpnannus

Almac Pharma Services Limited
22 Seagoe Industrial Estate
Craigavon, Armagh BT63 5QD
O0eTMHEHO KPaJICTBO

3a JOIIBJIHUTCIIHA I/IH(bOpMaLII/IH OTHOCHO TOBa JICKapCTBO, MOJId, CBBPKETEC CC C JIOKAJTHUSA
IpeACTABUTECI HA MMPUTCIKATECIIA HAa PA3PCIHICHUCTO 3a yHOTpeGa:

Belgié/Belgique/Belgien
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

bbarapus
Actpa3eneka brirapus EOO/]
Ten.: +359 24455000

Ceska republika

AstraZeneca Czech Republic s.r.o.

Tel: +420 222 807 111

Danmark
Alexion Pharma Nordics AB
TIf.: +46 0 8 557 727 50

Deutschland
Alexion Pharma Germany GmbH
Tel: +49 (0) 89 45 70 91 300

Eesti
AstraZeneca
Tel: +372 6549 600

EALGoo
AstraZeneca A.E.
TnA: +30 210 6871500

Espaiia
Alexion Pharma Spain, S.L.
Tel: +34 93 272 30 05

France
Alexion Pharma France SAS
Tél: +33 147323621

Hrvatska
AstraZeneca d.o.o.
Tel: +385 1 4628 000
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Lietuva
UAB AstraZeneca Lietuva
Tel: +370 5 2660550

Luxembourg/Luxemburg
Alexion Pharma Belgium
Tél/Tel: +32 0 800 200 31

Magyarorszag
AstraZeneca Kft.
Tel.: +36 1 883 6500

Malta
Alexion Europe SAS
Tel: +353 1 800 882 840

Nederland
Alexion Pharma Netherlands B.V.
Tel: +32 (0)2 548 36 67

Norge
Alexion Pharma Nordics AB
TIf: +46 (0)8 557 727 50

Osterreich
Alexion Pharma Austria GmbH
Tel: +41 44 457 40 00

Polska
AstraZeneca Pharma Poland Sp. z o.0.
Tel.: +48 22 245 73 00

Portugal

Alexion Pharma Spain, S.L. - Sucursal em
Portugal

Tel: +34 93 272 30 05

Romania
AstraZeneca Pharma SRL
Tel: +40 21 317 60 41



Ireland
Alexion Europe SAS
Tel: +353 1 800 882 840

Island
Alexion Pharma Nordics AB
Simi: +46 0 8 557 727 50

Italia
Alexion Pharma Italy srl
Tel: +39 02 7767 9211

Kvmpog
Alexion Europe SAS
TnA: +357 22490305

Latvija
SIA AstraZeneca Latvija
Tel: +371 67377100

Slovenija
AstraZeneca UK Limited
Tel: +386 1 51 35 600

Slovenska republika
AstraZeneca AB, 0.z.
Tel: +421 2 5737 7777

Suomi/Finland
Alexion Pharma Nordics AB
Puh/Tel: +46 0 8 557 727 50

Sverige
Alexion Pharma Nordics AB
Tel: +46 0 8 557 727 50

I[aTa Ha IOCJICIHO NMpepasrjaekaaHe Ha JJUCTOBKaTa

JApyru uzrounnum Ha nagopmanus
IToapo6Ha wHGOpPMAITHS 32 TOBA JIEKAPCTBO € IIpeIocTaBeHa Ha yeOcaiiTa Ha EBpomneiickara areHnus
10 JIeKapcTBara: http://www.ema.europa.cu/.
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Ilocouenara no-40J1y I/IH(l)OpMaI_II/IH € MpeJHa3Ha4YCHa CaMO 3a MCAULINHCKHU CIICHUAIINCTU:

Padora ¢ Ultomiris 300 mg/3 ml konuenTpar 3a nHGy3HOHEH PA3TBOP

Yka3anus 3a ynorpeda 3a MeJMIHHCKH CHEeNUATUCTH

1- Kak ce gocraBs Ultomiris?
Bceeku dmakon Ultomiris cbabpka 300 mg akTHBHO BEMIECTBO B 3 ml pa3TBOp Ha MPOAYKTA.

3a ga ce mogoOpHM MPOCIEAMMOCTTa HAa OMOJIOTUYHUTE JICKAPCTBA, HMETO M MAPTUAHUAT HOMED Ha
NPUIOKEHHS IPOAYKT TPSOBa SICHO /2 CE 3alicBar.

2- IIpeau nmpuiiarane
PaspexnaneTo TpsiOBa 1a ce U3BBPIIBA B CHOTBETCTBUE C IIPaBMJIaTa Ha 100paTa MIPAaKTHKA, 0COOEHO
M0 OTHOIIIEHWE HA aCeNTHKATA.

[Ipu nunca Ha npoy4Banus 3a HechbBMecTuMocTH Ultomiris 300 mg/3 ml koHIeHTpaT 3a uH(pY3HOHEH
pasTBOp He TpsAOBa mAa ce cMecBa ¢ Ultomiris 300 mg/30 ml xorIIeHTpaT 32 HHPY3HOHEH Pa3TBOP.

Ultomiris TpsiOBa fa ce MpUrOoTBS 3a IpuiiaraHe OT KBATH(QUIIUPAH MEAUIIUMHCKHU CIICIIUAIHCT, KaTo Ce

W3I0JI3Ba aceNTHYHA TEXHUKA.

- Bmyanno npoepere pazrBopa Ha Ultomiris 3a BUIUMH YaCTHIIX U TIPOMSIHA Ha IIBETA.

- HMsrermere HE0OX0muMOTO KomaecTBo Ultomiris oT (hrrakoHa(MTE) ChC CTEpUITHA CIIPUHITOBKA.

- IIpexbpraere npeanucanara 103a B MHQY3UOHEH Cak.

- Paspenere Ultomiris go kpaiina koHteHTpanus oT S0 mg/ml (IrbpBoHavYaTHATA KOHIICHTPAIIHS,
pasneneHa Ha 2), KaTo mpubaBuTe B MH(QY3UOHHHUS CaK ChOTBETHOTO KOJIMYECTBO MHIKEKIIMOHEH
pastBop Ha Hatpues xyuopua 9 mg/ml (0,9%) B ChOTBETCTBUE ¢ yKa3aHUATA, IPEIOCTABCHU B
TabIuIaTa Mmo-J0my.

Tadanna 1: PedpepenTHa Tadmna 3a npuiokeHne HA HATOBAPBALIATA 1032

JAuana3zon Ha | HaTtoBapBama Odem Odem 00611 06em (ml) MunumaJjna
TeJIECHOTO no3a (mg) Ultomiris (ml) paspeguren® NPOAbJIKATETHOCT
terao (kg)? NaCl (ml) Ha UHPY3UATA

MHHYTH (4acose)

> 10 mo <20° 600 6 6 12 45 (0,8)

>20 1o <30° 900 9 9 18 35 (0,6)

>30 mo <40° 1200 12 12 24 31 (0,5)
>40 o <60 2400 24 24 48 45 (0,8)

> 60 10 <100 2700 27 27 54 35 (0,6)

>100 3000 30 30 60 25(0,4)
2 TeJIeCHO TEIJIO IO BpPEME Ha JICUCHUETO.
6 Ultomiris Tps0Ba jia ce pa3pexkia caMo ¢ MHKEKIIMOHEH pa3TBOp Ha HaTpues xjopun 9 mg/ml (0,9%).
¥ Camo 3a nokazanusita [THX u aXVC.
Tabanna 2: PedpepenTHa Ta0/1M1Ia 32 NPUIIOKEHNE HA MOAIbPKAIIM 103K
Juana3on na | [Hogabp:kama Oo0em Ooem 061 006em (ml) MunumaJHa
TeJ1eCHOTO no3a (mg) Ultomiris (ml) paspeaurten’® NPOABJLKUTETHOCT
teruio (kg)* NacCl (ml) Ha nH(py3usATa
MHHYTH (4acoBe)

>10 mo <20° 600 6 6 12 45 (0,8)

>20 mo < 30° 2100 21 21 42 75 (1,3)

> 30 mo < 40° 2700 27 27 54 65 (1,1)

>40 1o <60 3000 30 30 60 55(0,9)

>60 10 <100 3300 33 33 66 40 (0,7)

> 100 3 600 36 36 72 30 (0,5)

a
TenecHo Teryo no BpEME Ha JICYCHUETO.

6 Ultomiris Tpsi6Ba a ce paspeskaa caMo ¢ HHKEKIMOHEH Pa3TBOp Ha HaTpues xuopua 9 mg/ml (0,9%).
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B Camo 3a nokazanusara [THX u aXVC.

Ta6auua 3: PepepenTHa Ta0/IMIA 32 NPUIIOJKEHHE HA JONBJIHUTEIHA 1032

Juanason na Oodem Oo0em OO0 06em MuHumaaHa
HJonbanntean | ULTOMIRI paspenuTen’® (ml) NPOABJIKUTETHOC
TEJICCHOTO
a 103a (mg) S (ml) NaCl (ml) T HA MHPy3usTa
terao (kg)?
MHHYTH (4acoBe)
>40 no <60 600 6 6 12 15 (0,25)
1200 12 12 24 25(0,42)
1500 15 15 30 30 (0,5)
> 60 1o <100 600 6 6 12 12 (0,20)
1500 15 15 30 22 (0,36)
1 800 18 18 36 25(0,42)
>100 600 6 6 12 10 (0,17)
1500 15 15 30 15 (0,25)
1 800 18 18 36 17 (0,28)

? TenecHo Teryo 10 BpeMe Ha JICUEHHETO.
6 Ultomiris Tps6Ba 1a ce paspeskaa caMo ¢ HHKEKIHOHEH pa3TBOp Ha HaTpHeB xaopus 9 mg/ml (0,9%).

- Jlexo pazaBmxere HHPY3MOHHUS CaK, ChIbPIKAI pasperaeHus pa3Top Ha Ultomiris, 3a ma
rapaHTHpaTe MJI0CTHO CMECBaHE Ha JIGKapCTBOTO M paspeautess. Ultomiris He TpsOBa Ja ce
paskiamia.

- IlIpenn mpunokeHne pa3peAeHUAT pa3TBOP TPsIOBA Ja ce OCTaBH /ia Ce 3aTOIUIH A0 CTaifHa
temneparypa (18°C — 25°C) oT okonHUS BB3AYX B MPOABDKEHNE HA MPUOIM3UTENHO 30 MUHYTH.

- PaspeneHusT pazrBop He TpsOBa J1a ce 3arpsiBa B MUKPOBBIHOBA ()ypHA HITH C HAKAKBB U3TOYHUK
Ha TOIUIMHA, Pa3JIMYeH OT CTalHaTa TeMIepaTypa.

- M3xBBbpiaere BCSIKO HEHU3IOJI3BaHO KOJIMYECTBO, OCTaHAIIO BHB (pJIaKOHA.

- TotoBuaT pa3TBOp TPsIOBA A CE MPIIIOKH BEAHATA CIIEI MPUTOTBIHETO My. MHpy3usaTa TpsOBa ma
ce npwioxu npe3 0,2 pm GuiIThHp.

- AKO JIeKapCTBOTO HE C€ M3I0JI3BA BEJIHATa CJIe]] pa3pekaHe, CPOKBT 32 ChbXpaHeHHe He TPpsiOBa 1a
Hazsumasa 24 gaca npu 2°C — 8°C wnu 4 yaca Ha cTaiiHa TeMIepaTtypa, KaTo ce B3eMe MpeIBr
OYaKBAaHOTO BpeMe 3a HHPY3HUsTA.

3- [Ipuaoxenue

- He npumnaraiire Ultomiris upe3 HHTpaBeHO3HA CTpYIHA UM 0OITYC WHIKEKIIHS.

- Ultomiris Tpsi0Ba ia ce mpuiara camo upe3 HHTPaBeHO3Ha HHPY3HUSI.

- Paszpenenusr pastBop Ultomiris TpsiOBa 1a ce MpUIIOKU Ype3 HHTpaBEeHO3HA HHOY3HS B
MPOIBDKEHUE Ha MPUOIN3NTETHO 45 MUHYTH, KaTO C€ M3II0JI3Ba ITOMIIA ChC CPUHIIOBKA FIIH
uH(py3uonHa nomma. He e HeoOxomumo paspeneHusT pazteop Ha Ultomiris jga ce ma3u ot
CBETJIMHA 110 BpEMe Ha MpHUJIaraHeTo My Ha MalueHTa.

[MTanmenThT TpsOBa 1a Ob/e HAOMIOJaBaH B IPOBIDKEHUE HA €IUH Yac ciied nHpy3uaTa. AKO 110

BpeMeTo Ha npmitokeHne Ha Ultomiris Bb3HUKHE HEXeNaHo chouTre, nH(y3usATa MOXKE Ja ce 3a0aBu

WK CTIpE M0 YCMOTPEHHUE HAa JIEKapsl.

4- CriennaJIHU yCJIOBUSI HA padoTa U ChbXpaHeHHe

Ha ce cpxpansiBa B xynaaniauk (2°C — 8°C). la He ce 3ampa3ssiBa. la ce cbxpaHsiBa B OpUTMHAIIHATA
OTIAKOBKa, 32 /1a CE IPEATNa3u OT CBETJINHA.

He u3non3Baiite TOBa JIEKapcTBO CJIE CPOKA HA TOIHOCT, OTOEIsI3aH BbPXY KapTOHEHATa OIaKOBKa
cien ,,l'onen no:“. CpoKbT Ha TOTHOCT OTIOBaps Ha MOCIIEAHUS AEH OT TOCOYEHUS MECEIL.

HeusnonsBanoto JICKapPCTBO WM OTHIAABYHHUTE MaTCpHAJIM OT HETO TpSIGBa J1a C€ U3BXBBHPJIAT B
CHOTBETCTBUEC C MCCTHUTC N3UCKBAHMU.
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