MNPUJIOKEHHUE |

KPATKA XAPAKTEPUCTHUKA HA ITPOAYKTA



vTo3H JICKapPCTBEH MPOAYKT TOJUICKH Ha JOMBIHUTEIIHO HAOM0IeHre. ToBa 11e o3Boau 0bp30TO
yCTaHOBSIBaHE HA HOBA MH(POPMAIIUS OTHOCHO Oe30macHocTTa. OT MEMIIMHCKHUTE CIICIIHATICTH Ce
M3WCKBA J1a ChOOIIAaBaT BCSIKA MOI03MpaHa HeKellaHa Peakiis. 3a HaunHa Ha ChOOIaBaHe Ha
HEXEJIaHW PEakIuK BIDKTE Touka 4.8.

1. HNME HA JIEKAPCTBEHUA TPOAYKT

BEKEMYV 300 mg xoH1ieHTpat 3a nHGY3UOHEH Pa3TBOP

2. KAYECTBEH U KOJIMYECTBEH CbCTAB

Exynu3ymab e xymanu3upano MOHOKIOHAIHO (IgGzu4) anTHTSII0, monmydeno B CHO kierbuHa nuHUS
upe3 pekomOnHanTHa JIHK TexHOomorms.

Emun duakon 30 ml ceapprka 300 mg exyauzymab (eculizumab) (10 mg/ml).

IToMo1IHM BelecTBa ¢ U3BECTHO AEUCTBUE

Bceku ml paztBop cvabspxa 50 mg copouton. Beexu dnakon ceabpka 1 500 mg copbutonn.
Bceeku ¢uakon chabppika 3,0 mg nomucopoat 80 (30 ml puakon).

3a IBJIHUA CHUCHK Ha IMIOMOIIHUTE BEIIECTBA BIKTE TouKa 6.1.

3. JIEKAPCTBEHA ®OPMA

KonueHTpat 3a HH}y3uOHEH pa3TBOP
IIpo3padeH 10 onanecLueHTeH, Oe3BETEH 10 CBETIOXKBAT pa3TBop ¢ pH 5,2.

4. KJIMHUYHU JAHHHN
4.1 TepaneBTUYHU MOKA3AHUSA

BEKEMY e noka3an npu Bb3pacTHHU U Jiela 3a JICYeHHE Ha!

- [Mapoxcu3manna HorHa xemornoounypus ([THX). /lanauTe 3a KIIMHUYHATA TIOJI3a Ca JI0OKAa3aHU
IPY TTALMEHTH C XeMOJIN3a C eIMH WM NOBeYe KJIMHUYHU CUMITOMA, IIOKa3aTeJIHU 32 BUCOKA
AKTUBHOCT Ha 3a00JIsIBAHETO, HE3aBUCHUMO OT aHAMHECTHYHUTE JaHHU 3a TpaHcy3uu (BXK.
Touka 5.1).

- ATunmyeH xemonuTrieH ypemudeH cuaapoM (aXYC) (Bk. Touka 5.1).

4.2 Jlo3MpoBKa M HAYMH HAa MPUJIOKEHHE

BEKEMYV T1psi6Ba na ce npuiiara OT MEIUIIMHCKH CIEIMAITUCT U TIOJ] KOHTPOJIa Ha JIEKap C OMHT B
JICYCHUETO Ha MAIMEHTH C XeMAaTOJIOTUYHU U OBOPEYHN HApyIIICHUSI.

[Ipu nauueHTH, KOUTO OHACAT 100pe UHPY3UUTE B KIMHUKATA, MOXKE /14 C€ IOMHUCIIH 32 HH(Y3UH B
JOMAIIIHU YCIIOBHS. PelenneTo 1ajeH nauuenT 1a nojrydaBa MHQY3HH B IOMAIIHU YCIOBHSI TpAOBa
Jla ce B3eMe CJIel OIIEeHKa M MPENopbKa OT JieKyBamus jiekap. Hpy3unTe B JoMalIHu yCiaoBus TpsiOBa
Jla ce U3BBPIIBAT OT KBATHU(UITUPAH METUITUHCKH CIICITUAITUCT.
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IIHX npu ev3pacmuu

Cxemara Ha nipmiokenne pu [IHX 3a Be3pacTHy nmarueHTH (> 18 roguimHa BB3pacT) ce ChCTOH OT 4-

ceaqMUYHA HadaiHa (a3za, mociaeaBaHa oT MoaIbpikamia dasa:

o Hauanna ¢aza: 600 mg BEKEMV, npunoxen upe3 25 — 45-munytHa (35 MunyTd + 10 MUHYTH)
WHTpPaBEeHO3HA HH(DY3US BEAHBK CSIMUYHO MPE3 TBPBUTE 4 CEIMUITH.

o [Mopawspxama daza: 900 mg BEKEMV, npunoxen upes 25 — 45-munyTHa
(35 munyTH * 10 MUHYTH) HHTpaBEeHO3HA HH(DY3HS TIPe3 MeTaTa CeAMUIIA, TOCIeBaHa OT
900 mg BEKEMV, npunoxen upe3 25 — 45-munyTHa (35 MunyTH * 10 MUHYTH) HHTpaBEHO3HA
uH(py3us Ha Bceku 14 + 2 nau (Bxk. Touka 5.1).

Amunuuen xemoaumuyer ypemuyer cunopom (aXYC) npu evspacmuu

Cxemara Ha npunoxenne pu aXY C 3a Bp3pacTHH NaruerTd (> 18-roauirHa Bp3pacT) ce CbCTOH OT
4-ceqmudHa TEPBOHAYANHA (a3a, MocieABaHa OT MoIbpKamia Qasa:
o Havamna ¢aza: 900 mg BEKEMYV, npunoxen upes 25 — 45-munayTtHa (35 munyta + 10 MunyTH)
WHTpaBeHO3Ha WHQY3Us BCSIKA CeAMUIIA ITPe3 MBPBUTE 4 CEIMUIIH.
o Mopawspxama daza: 1 200 mg BEKEMV, npunoxen upes 25 — 45-munyTHa
(35 munyTH * 10 MUHYTH) HHTpaBEHO3HA HH(DY3HS TIPe3 MeTaTa CeAMUIIA, TTOCTEABAHH OT
1 200 mg BEKEMV, nipunoxen upe3 25 — 45-munyTHa (35 MunyTH + 10 MUHYTH)
UHTpaBeHO3Ha MH(DY3Hs Ha Bceku 14 + 2 nHu (BXK. Touka 5.1).

Tleouampuunu nayuenmu ¢ ITHX u aXyYC

Ieauarpuunu manuent ¢ [THX u aXVYC ¢ tenecHo Terio > 40 kg ce ieKkyBart ¢ IpenopbKUTe 3a
JI03UpaHe 3a Bb3PACTHH.

BEKEMYV e npoTHBOITOKa3aH MpH Jelia Ha Bb3pacT o 2 ToauHu (BXk. Touka 4.3).

IMpu nexuarpuunu nammertd ¢ [ITHX n aXVC Ha Bb3pacT Haja 2 TOAUHU | C TeliecHO Terio mox 40 kg
cxemara Ha npuioxenue Ha BEKEMYV ce cbeton ort:

TesnecHo TerJio Hauvaana ¢a3za Hoaabp:xama gaza
Ha NAIMEeHTAa

30 mo <40 kg 600 mg ceamuuHO 3a 900 mg na ceamuiia 3; ciex Topa 900 mg Ha BCeku
I'bPBUTE 2 CEJAMHUIIN 2 ceIMUIH

20 mo <30 kg 600 mg ceamuyHO 32 600 mg Ha ceqmua 3; cnex ToBa 600 mg Ha Bcekn
IIBPBHTE 2 CEAMHIIN 2 CEeIMULA

10 mo < 20 kg 600 mg eguHMYHA 300 mg Ha cenMmuiia 2; ciez ToBa 300 mg Ha BcekH
J103a Ha ceamuria 1 2 CEIMUIA

5 no<10kg 300 mg eauHM4HA 300 mg na ceqmuna 2; cien ToBa 300 mg Ha BCeKu
J103a Ha cenmuIa 1 3 cenmunu

Exynu3yma0b e e npoyusan npu nanuentu ¢ [THX ¢ terno mox 40 Kg. Jlo3upoBkaTa Ha eKy/mu3ymao,
KOSTO TpsiOBa Ja ce nmpwiiara rnpu neauaTpuynn naueHtu ¢ [THX ¢ rerno nox 40 kg, e naentnyHa ¢
mpemnophKarta 3a 103a, OCHOBaHA Ha TETJI0TO 3a neauatpudau manueHTn ¢ aX Y C. Bb3 ocHOBa Ha
HanmuHuTe papmakoknaeTrnuHu (DK)/dpapmakonunamuanu (DJ]) nannu npu nanmentu ¢ aXYC u
[MIHX, nekyBaHu ¢ eKyn1u3ymal, ce O4aKkBa Ta3l cxeMa Ha IPUIIOKEHHE 32 MEeANaTPUIHH MMallUeHTH,
0a3upaHa Ha TEJIIECHOTO TEIJIO, /1a IoBee 10 Npodui Ha euKacHOCT U 6€30IaCHOCT, MOJ00eH Ha
TO3U TPH BH3PACTHHU.



Hombaaurento gosupane Ha BEKEMV B cinyyaii Ha cerreTcrBara I1®/TTIO/BIT (mmasmadepesa win
1a3MO00OMEH, WK BIIMBaHE Ha MPSICHO 3aMpa3eHa Iia3ma), KakTo € OMUCAHO TO-I0JTy:

Bua niazmena Haii-nociaeana no3a JdonbanuTtenna no3a | Bpeme Ha

HHTEPBEHIUS BEKEMV BEKEMV JONMBJHHUTEJIHATA
¢ Besika [ID/TIO/BIT | nosa BEKEMV
WHTEPBEHINS

ITnasmadepesa uiu 300 mg 300 mg Ha Bcsika

1a3MO00OMEH mwiasmadepesa und Ha | B pamkuTe Ha 60
BCEKH IJIa3MOOOMEH MHHYTH CII€]] BCSIKA

> 600 mg 600 mg Ha Bcsika mrasMadepesa uin

miazmMadepesa Wi Ha 1a3M000MeH
BCEKH IJ1a3MOOOMEH

BnuBane Ha npsicHo > 300 mg 300 mg Ha BnuBane Ha | 60 MuHyTH Tpeau

3aMpa3seHa Iia3Ma MPSICHO 3aMpa3eHa BCSIKO BJIMBaHE Ha
miama MPSICHO 3aMpa3eHa

mia3ma

Coipamenus: [1O/ITO/BII = miasmadepesa/miazMooOMeH/BIMBaHe Ha Ia3Ma

Habawoenue na newenuemo
[Maruenture ¢ aXYC TpsiOBa aa ce HaOIFOAaBAT 3a MPU3HAIIM ¥ CUMIITOMU Ha TPOMOOTHYHA
mukpoanruonarusi (TMA) (Bxk. Touka 4.4, Jlaboparopro Hadmoaenue Ha aXyYC).

[Ipenopwuga ce neuenrero ¢ BEKEMYV Ha nanmeHTa 1a mpoabJKuU 10 )KUBOT, OCBEH aKO HE €
KJIMHIYHO MOKa3aHo npekparsiBane Ha BEKEMV (Bx. Touka 4.4).

Cneyuanuu nonyiayuu

Cmapuecka 6v3pacm

BEKEMYV wmoxe na ce mpuiiara mpu MaiiedTy Ha Bb3pacT 65 u moeue ronuHu. HsiMa gaHHU, KOUTO
Jla TIpEIoIarar, 4e¢ ca He0OXO0IMMH CICLUAIHH IPEIa3Hi MEPKHU NIPU JICYCHUETO Ha M0-Bh3PacTHU
X0pa, BBIIPEKH Ue OMUTHT C €KyJIU3yMal MpHu Ta3u rpyma MaiueHTH € BCE OIIe OTPAaHUYCH.

bvopeunu yepescoanus
He ce u3unckBa KOpeKius Ha J03aTa MPH MaUEeHTH ¢ ObOpeUHN YBpeKIaHus (BXK. TOUKa 5.2).

Yeproopobru yepesicoanus
besonacHoctTa u epukacHoctTa Ha BEKEMYV He e npoydeHa nipu nanueHTy ¢ 4epHOAPOOHO

yBpexaHe (Bx. Touka 5.2).

HauuH Ha npunoxxenue

BEKEMYV He Tps0Ba Aa ce mpuiara Kato cTpyiHa uin 0oixyc nHTpaBeHo3Ha nmxekuus. BEKEMV
TpsiOBa J1a ce Ipuilara caMo MocpeaCTBOM HHTpaBeHO3HA WH(Y3Hs, KAKTO € ONUCAHO MO-J0IY.

3a yKa3aHHs OTHOCHO Pa3pexIaHeTO Ha JEKapCTBEHUS MPOIYKT MPEAU MPUIOKEHHIE, BUKTE
TOukKa 6.6.

Paspenenust pazrsop BEKEMV TpsiOBa na ce mpuiara nmocpeicTBOM HHTpaBEHO3HA HHY3HS B
npoabpkenue Ha 25 — 45 munytu (35 munytu + 10 MuHyTH) IpH BB3pacTHU U 1 — 4 yaca nipu
NeIMaTPUYHU MAIMEeHTH Ha Bh3pacT 1o 18 roguHu upe3 rpaBUTallMOHHO BIMBaHE, IOMIIA TUII
CTIPUHIIOBKA WM WH(Y3HOHHA romma. Koraro ce u3pbpiBa nHpy3usaTa, He € HeOOXOMMO
paspenenusT pasrsop Ha BEKEMV na ce npennassa ot cBeTnuHA.

Cnen nHdy3usITa TAMESHTUTE TPAOBA J]a ce HAOI0AaBaT B IPOALIDKEHHE HA eIuH 4ac. [1pu
Bb3HHUKBAHE Ha HE)KEJIaHa peakius 1o BpeMe Ha npuiaranero Ha BEKEMYV uny3usara moxe na ce




3a0aBH WK TIPEYCTAHOBH TIO TIpeIieHkKa Ha jekaps. [Ipu 3adaBena nHDy3usi, 00IIOTO i BpeMeTpacHe
He Tps0Ba /1a Ha/IBUIIIaBa [[BA Yaca MPHY BH3PACTHU M YETHPH Yaca MpH MeANaTPUIHH MalHEeHTH Ha
BB3pacT moj 18 roguHu.

Nma orpannvenu aHHU 3a 6€30MaCHOCT B OJKpena Ha HH(PY3UHUTE B JOMAIITHU YCIIOBHS,
NPENnopbYBAT CE JOMBIHUTEIIHY MPEIIa3HA MEPKU B IOMAIIHU YCIOBHS, KATO HAIMYHE HA CTICIITHO
JICYCHUE Ha PEaKIINH, CBbP3aHU C HH(PY3HUAITa, WM aHA(DUIAKCHSI.

Peaknumre, cBbp3anu ¢ nH(QY3UATa ca ONMMCAHU B TOUKH 4.4 1 4.8.

4.3 TIpoTuBomoKa3aHusi

CBpPBXUYYBCTBUTEITHOCT KbM EKYJIM3YyMald MM KbM HSKOE OT IIOMOITHUTE BEIIECTBA, H30POCHU B
Touka 6.1.

BEKEMYV e mpoTuBoIoka3aH npH JIMIa ¢ HacIeICTBEHA HETTOHOCUMOCT KbM PpykToza (HHD).
IIpenu 3anouBaHe Ha eueHue TpsOBa Aa ce u3kmoun HH® Bb3 ocHOBa Ha MOAXOAAIIM 32 Bb3pacTTa
KJIMHUYHHA OCHOBaHUs (BXK. Touka 4.4).

BEKEMYV e mporuBomnokasas npu 6e0eTa u femna moj 2 TOANHH, Thi KaTo MOXKe BCE OIIIe Ja He ca
JIMarHOCTHIIMPAHU 32 HACJIEACTBeHA HEITOHOCUMOCT KbM (ppykTo3a (HH®D) (Bxk. Touka 4.4).

Tepamnust c BEKEMYV e TpsiOBa 1a ce 3amousa npu marueHTu (Bx. Touka 4.4):

- ¢ HemsekyBaHa nHdpekms ¢ Neisseria meningitidis

- KOMTO HE Ca BAKCHHHPaHU KbM MOMeHTa cpeiry Neisseria meningitidis, ocBen ako He
HOJTy4YaBaT NPOPHUIAKTUYHO JICYSHHE C TIOIXOISIIIN aHTHONOTHUIIN JI0 2 CEMHUITH CIIe]T
BaKCHHAIIUATA.

4.4 CneuuajHu npeaynpe:kieHus ¥ NpeanasHu MepKH NpH ynorpeda

He ce ouakea BEKEMYV ma noBeze 1o pa3BuTHE Ha ariacTUYHA aHeMus ripu narwerTn ¢ [THX.

MeHnHrokokoBa MHGEKIUS

Ilopagu Mexann3ma cu Ha feiictBue, ynotpedbara Ha BEKEMV noBumasa Be3npruemMunBocTTa Ha
nanueHTa KbM MeHHHrokokoBH nHpekimu (Neisseria meningitidis). Moske 1a HacThIu
MEHHMHT'OKOKOBO 3a00JIsIBaHE, IBJDKAIIIO CE Ha BCSKA €JHA Ceporpymna. 3a Jla ce HaMaJld pUcka oT
WHQEKIHs, BCHUKH MAIMEeHTH TPAOBa J]a ce BAKCHHUPAT HAl-MaJKo 2 CeMUIIM TIpeIn IpreMa Ha
BEKEMYV, ocBen ako pucKbT 0T 3a0aBsiHe Ha Tepanusata ¢ BEKEMV He HanBuimaBa puckoBere ot
pa3BuTHE Ha MEHUHrOKoKoBa nHbeknus. [lanmenture, kouro 3anousat nedenne ¢ BEKEMV mo-pano
OT 2 CeIMUIIM CIIe/I IOTy4YaBaHe Ha TeTpaBaJIeHTHA MEHHHTOKOKOBA BaKCHHA, TPOBA Jia MOTyvYaBat
JIeYCHHE C ITOAXO/ISIINA AaHTUONMOTHIIN, TIPIJIATaHy 3a MPOGUIAKTHKA, T0 2 CEIMHUIIA CIIE
BakcuHauusTa. Bakcunute cpemty ceporpynure A, C, Y u W 135 ce npenopbuBart 3a mpeBeHIHs Ha
oOnyaiiHUTe MaTOTeHHU MEHHUHI'OKOKOBH ceporpymu. [IpernopbuBa ce ChIlo BAKCHHAIHS CPEILy
ceporpymna B Torasa, koraro e HanuyHa. [lanimentuTe TpsOBa 1a ObJ]AT BAKCHHUPAHU CHIIIACHO
HaIlMOHAJHWUTE BAKCUHAIIMOHHH YKa3aHUsI 32 yIIoTpeda Ha BAKCHHUTE.

BakcunanmsTa MoKe TOTTBIIHATETHO J1a aKTUBHPA KOMIUIEMEHTAa. B pe3ynrar Ha ToBa, mpu
MAIUEHTUTE C MEAUUPAHU OT KOMIUIEMeHTa 3abossBanus, BkatounteaHo [THX u aXVC, moxe na ce
3aCHJIST MPU3HAIIUITE U CUMIITOMHTE Ha MOJISKAOTO UM 3a00JIsIBaHE, KATO HAIIPUMEP XEMOIIN3a
(TTHX) u TMA (aXVYC). 3aroBa, nanueHTuTe TpsiOBa 1a ObJIaT BHUMATEIHO HAOJI01aBaHH 3a
CHMITTOMH Ha 3a00JIIBAHETO CJIE]] MPEIIOPhUYNTEITHATA BAaKCHHAITHSI.

BakcunupaHeTo MOXe J1a ce OKake HeJIOCTAThYHO 32 MPEJOTBPATABAHETO HA MEHUHTOKOKOBa
undexuus. TpsaOBa na ce umMaT npeaBu] OQUIIMATHATE PHKOBOJCTBA 3a ITOAXO/IAII0 MPUIaraHe Ha
anTHOaKkTepramHu areHTH. [Ipy nanuenTy, TeKyBaHu ¢ eKynIn3yma0, ce choOIaBa 3a ciydyan Ha
CEPUO3HU WIIN JICTATHA MEHHHTOKOKOBY MH(EKIuu. CerncuchT € 4ecTo cpemana Gpopma Ha



MEHHHTOKOKOBA MH(EKIHSI IPH TAITUSHTH, JIEKYBaHU ¢ eKynu3ymab (Bx. Touka 4.8). Bcuuku
MAIMEHTH TPSOBa Jia ce HAOIOIaBaT 32 PAHHU MMPHU3HAIM HA MEHUHIOKOKOBA MH(EKIIHS, aKO HMa
CBbMHEHHMS 32 TaKaBa, BeJHara Jia ce OLECHAT 1 aKO € HEOOXOAMMO, /1a Ce JIEKYBaT C MOAXOISIIN
anTuOnoruny. [lannenture TpsiOBa na ObaaT HHGOPMUPAHH 33 TE3W MPU3HAILM U CUMIITOMH U 32
JIEHCTBUSATA, KOUTO TPSOBA J1a IPEANIPHEMAT, 32 JIa MOThPCAT He3a0aBHO MEMIIMHCKA TOMOIII.
Jlexapure TpsiOBa ma 0OCHAAT MON3UTE M pruckoBeTe OT Tepanusara ¢ BEKEMYV ¢ manumentute n n1a um
NpeAoCcTaBIT HH(QOpMAIIMOHHA OpolIypa 3a MalreHTa U KapTa 3a 6e30NacHOCT Ha ManueHTa (3a
OTIMCaHME BK. TUCTOBKATA).

JIpyTru CHCTEMHH I/IHd)CKI 195051

ITopanm Mmexanu3mMa cu Ha aeicTBue, TedeHrueTo ¢ BEKEMYV TpsiOBa na ce mpuiiara ¢ moBHIIICHO
BHUMAaHHE MPH MAIMEHTH C AKTUBHY CUCTeMHM HH(ekiwmu. [TarieHTiTe MOraT 1a UMaT MOBHIIICHA
BB3MPUEMYHBOCT KbM HH(peKknH, ocodbeHo ¢ Neisseria u kancynupanu 6akrepun. Cho0Imasar ce
cepro3nn nHMexnun, npuunaenn ot Neisseria species (pasmmunan ot Neisseria meningitidis),
BKITFOYHTEITHO JIUCEMUHUPAHU TOHOKOKOBH UH(EKIINH.

Ha nmanmentuTe TpsiOBa 1a ce mpeaocTaBu HHPOPMAIIHS Ype3 IUCTOBKATA 32 MMAllMeHTa, 3a 1a Ce
YBEJIMYH IMO3HAHUETO UM OTHOCHO MOTEHITUATHUTE CEPHO3HN MH(PEKITUN U OTHOCHO TIPU3HAIUTE U

CHUMIITOMUTEC UM. HCKapI/ITC Tpi[6Ba Ja KOHCYJITHPAT MallUCHTUTC OTHOCHO NMPEBECHIMATA HAa TOHOPECA.

Peakuuu ipu nadysusra

[Mpunoxxenuero Ha BEKEMV Mosxe na nosene 10 peakiiuu npu HHQy3uaTa Wid KMyHOIT€HHOCT,
KOSITO MOJXKE /14 IPUUMHH AJIEPTUYHH PEaKLUNHU WM PEaKLUN HAa CBPbXUYyBCTBUTEITHOCT (BKIFOUUTEIHO
anapunakcus). [Ipu knanuaute usnuteanus, 1 (0,9%) mamuent ¢ pedpakrepHa reHepaau3upaHa
muactenus rpasuc (rMI) nonyuasa peakuus npu HHQY3UATA, KOSTO HAJIara CMpaHe Ha eKyJIu3yMao.
Hsama nanmentu ¢ [THX win aXVC, nposiBUIM peakius 1mo BpeMe Ha nH(y3usATa, Hajaraiia CrupaHe
Ha exynu3yma0. [Ipunoxennero na BEKEMYV Tpsa6Ba na ce mpeycTaHOBH TP BCUYKH MMAIUEHTH, TIPH
KOMTO Ce MOSBSIBAT TEXKKU PEaKIiu M0 BpeMe Ha MHDY3UsITa, U Ja ce MPHUII0KH MOAXO0SIIA
JIeKapCTBEHA Tepartusl.

NMyHOreHHOCT

Ilo Bpeme Ha JeUEHHETO C eKyIM3yMad MOXKe Jla Ce pa3BHST aHTHTENA Cpelly ekynn3ymad. He e
HaOII0JaBaHa MPUBHUIHA KOPENIaNys Ha Pa3BUTHETO HA aHTUTENA C KIIMHUYHUS OTTOBOP WIIH
HEXEJIaHU CHOUTHA.

UmyHuzanus

IIpenu 3anouBaneto Ha Tepanus ¢ BEKEMYV ce npenoprusa nmanmenture ¢ [THX n aXVYC na
WHUIMAPAT UMyHHU3AIMHA ChIIIACHO JICHCTBAIUTE B MOMEHTA YKa3aHUs 3a UMyHU3auu. B
JIOITBTHEHNE, BCHUKH TIAIIMEHTH TPSOBa J1a Ce BAKCHHHUPAT CPEIly MEHUHTOKOKOBH WH()EKIINN Haii-
MaJjKko JaBe cenMunu npean aa nomydatr BEKEMV, ocsen ako puckbT oT 3a0aBsiHe Ha Tepamnusra ¢
BEKEMYV He HaziBuIIaBa pucKa OT Pa3BUTHE HA MEHWHIOKOKOBa nHGpeknud. [lanmenture, Kouto
3amoyBar jeueHue ¢ BEKEMYV mo-manko oT 2 ceqMuIiy cien noiyyaBaHe Ha TeTpaBaJICHTHA
MEHHHIOKOKOBA BaKCHHA, TPSOBA J1a ObAAT JICKYBaHHU C IMOAXO IS aHTUOUOTHIIN, TIPUIIaraHy 3a
npoduIaKTHKa, 10 2 CeAMHUIIM ClIe] BakcuHalusITa. Bakcunute cpemty ceporpynure A, C, Y u W 135
ce TIPenopbhyUBaT NpHU NPEBEHIUA Ha 0ONYAHNTE MTATOTeHHN MEHWHTOKOKOBH ceporpynu. [Ipemoprusa
Ce ChII0 BaKCHHAIUS cpelily ceporpyna B Torasa, korato ¢ Hanu4vHa (BX. MEHHMHIOKOKOBA
UHQEKIHS).

[Manuenture nox 18-roauiina Be3pact TpsidBa na ObaaT Bakcuaupanu cpeury Haemophilus influenzae
Y THEBMOKOKOBU MH(EKIINH U TPSIOBa CTPOro Jia Clia3BaT HAIMOHATHUTE MPEMOPHKY 32 BAKCHHAIIHS
3a BCSIKA BBb3PACTOBA IpyIa.



BakcunanmsTa MoKe TOIBJIHATETHO J1a aKTUBHpa KOMIUIEMEHTa. B pe3ynrar Ha ToBa, mpu
MaleHTUTE C MEIUUPAHU OT KOMIIeMeHTa 3a0ossaBanms, BmrounTerHo [THX n aXVC, moxe na ce
3aCHJIAT MPU3HAIIMTE U CHMIITOMUTE Ha MOJIJICIKAIIIOTO UM 3a00JIsIBaHE, KaTO HAITPUMEP XEMOJIH3a
(ITHX) u TMA (aXVC). 3aroBa, nanueHture TpsiOBa 1a ObIaT BHUMATEIHO HAOJII01aBaHU 3a
CHMITTOMH Ha 3a00JIIBAHETO CIICI MPEIIOPHUYNTEITHATA BAaKCHHAITHS.

Tepamnus ¢ aHTUKOAryJIaHTH

Jleaennero c BEKEMYV He cienBa ga mpoMeHs aHTUKOATyJIaHTHOTO JIEYEHUE.

JIabGoparopuo npocineagasane npu [THX

[MatmenTure ¢ [THX TpsiOBa na ce HaOM0AaBaT 3a MPU3HALM U CHMIITOMH HA HHTPaBacKyjJapHa
XEMOJIN3a, BKIIFOUUTEITHO CEPYMHUTE HUBa Ha Jakrataexuaporenaszara (JIIX). [Tlauuenture ¢ [THX,
notokeHn Ha Tepanusa ¢ BEKEMV, tps6Ba ga ce HaOmogaBaT 1mo mogo0eH HadnH 3a
MHTpaBacKyJlapHa XeMOJn3a 4pe3 u3MepBaHe HuBata Ha JI/IX, KaTo MOXe 1a ce HAIOXU KOPUTUPAHE
Ha J103aTa B paMKHTE Ha NPEnopbhUBaHaTa cXxeMa Ha MpHiioxeHue 14 + 2 1Hu 1o Bpeme Ha
noxappkamara (asa (Ha Bcexku 12 qam).

JlaboparopHo npociieassane mpu aXyYC

[Mammenture ¢ aXVYC, nony4asamu Tepanus c BEKEMV, TpsioBa na ce HaOmronaBar 3a TpoMOOTHYHA
MHUKPOAHTHOMATHS, KATO CE€ ONPEACIAT OposT Ha TpoMOoruTUTE, cepyMHara JIAX u cepymuns
KpeaTHHHH, 1 MOXKE /1a C€ HaJIOKU KOPEKILU Ha 03aTa B paMKHUTE Ha MpernopbyBaHaTa cxema Ha
npuiIoXkeHue ot 14 + 2 aHu Mo BpeMe Ha noaabpikaiia ¢asa (He mo-4ecTo oT BCeku 12 aHu).

IIpekpatsBane Ha jJeuenuero 3a [THX

Axo narentu ¢ [THX npexbscBar neuernnero ¢ BEKEMV, Te TpsOBa na ce HabmogaBaT BHUMATEITHO
3a TIPU3HAIN ¥ CUMIITOMH Ha CEpUO3HA MHTpaBacKyapHa xemonn3a. CeprozHaTa XeMoJu3a ce
uaenTudumpa upes cepymuu JIJIX HHBa O-BHCOKHM OT HUBATA TIPE/IN JICYEHUETO, KAKTO U C HAKOU
OT CJIEIHUTE MOKa3aTenu: adconoTHo HamasneHue Ha ITHX pa3smepa Ha ki10Ha ¢ moBeue oT 25% (mpu
JIMIICA Ha Pa3pekaaHe nopaau TpaHcysus) 3a eHa CeIMHUIIA WK T0-MaJKO; HUBO Ha XEMOTJIO0MH

< 5 g/dl unu Hamanenue > 4 g/dl 3a eqHa ceqMuIIa WK [TO-MAJIKO; CTEHOKAP IS, TPOMSIHA B
MeHTanHus cratyc; 50% yBennueHrne Ha HUBOTO HAa CEPYMHUS KpEaTHHUH WK TpoMOo3a. Beekn
MAIMeHT, KOMTo npekbeBa neuenne ¢ BEKEMYV, tpsabBa na ce HabmiogaBa B MpoIbiDKEHNE Ha TTIOHE
8 ceMuUIM 32 IPOSIBH HAa CEPUO3HA XEMOJIN3a WU IPYTH PEAKIIUH.

AKO HACTBITH TE€KKa XeMOJIM3a ciie]l IpekbeBaHe Ha jgeueHnero ¢ BEKEMYV, na ce oOmucst
CIIEJTHUTE TPOIIeTypH/ieueHns: KpbBHA TpaHcy3us (uepBenu kpbBHH KieTkd (UKK)) mmm oOmenna
tparcdysus, ako [THX YUKK ca > 50% ot o6mms 6poit UKK, onpenenenu upe3 NoTouHa [IUTOMETPHS;
AaHTHKOAryJanus; KOpTUKOCTEPOUAN MU MOBTOpHO npwiiarane Ha BEKEMV. Tlpu knuanunute
m3nurBanus Ha [THX, 16 nauueHTH ca npekbCHAJIM JIEYEHUETO ¢ eKynu3ymad. He e HabmonaBana
CEpUO3HA XEMOJIH3a.

IIpexparsaBane Ha neuennero 3a aXyYC

[Ipu HsIKOM NMAlMEHTH ca HAOJIOIAaBaH! YCIOXKHEHHS Ha TpoMOoTnuHa MuKkpoaHruonaTus (TMA) omie
ot 4 cenmuim 10 127 ceaMuiy cien npekpaTsBaHe Ha JISYEHUETOo ¢ eKyan3ymad. Tpsosa na ce
0oOMHCIIH IIpeKpaTsiBaHe Ha JICYEHUETO CaMOo aKo € OIPaBJaHO OT MEJULIMHCKA IJIEJHA TOUKA.

[Ipu knuHnYHKTE NpoyuBanus Ha aXYC, 61 nanuenTn (21 nexuaTpuuHM NAUEHTH) IPEKPaTIBaT
JICUCHUETO C eKyJIN3ymMad ¢ MeuaHa Ha npociensBaHeTo 24 cenmuun. HabmoaaBanu ca 15 Texkn
yCIoXKHEeHus Ha TpoMOoTHuHa MuKpoanruonatus (TMA) npu 12 manuenTy cieq mpekparsBaHe Ha
JICYEHUETO, a 2 TeXKHU yciaoxHeHns Ha TMA BB3HUKBAT NPU APYTH 2 MAIMEHTH, ITOIyYaBalld CXeMa C
HaMaJIeH! 103 eKyJIn3yMad U3BbH 0f0OpeHaTa J030Ba cxeMa (BxkK. Touka 4.2). TexKuTe ycIoKHEeHHs
Ha TMA Bb3HHUKBAT IIPU NALMEHTUTE HE3aBUCUMO JAJIM T Ca UMl UIEHTU(UIMPaHa TeHeTUYHA



MyTaLusl, BACOKOPHUCKOB TTOJMMOP(HU3BM WM aBTO-aHTHUTSIIO. [Ipy Te3n manueHTn Bb3HUKBAT
JOIBTHUTEIHU CePUO3HE METUIMHCKN YCIOKHEHHMS, BKIFOUYMTEIHO CHITHO BIIOIIIaBaHE Ha (QYHKIUATA
Ha ObOpenuTe, cBhp3aHa Che 3a00IBAaHETO XOCIUTAIM3AIMS U IPOrpeCcHs 10 TepMUHaTHa ObOpedHa
HEIOCTAaThYHOCT, Hajarama quainu3a. Belpexu mogHOBSIBaHETO HA eKyIH3yMab ciiex
HPEKpaTSIBAHETO, IIPH €IUH MALEHT Bh3HUKBA IIPOTPECHs 10 TepMHUHATHA OBOpedHa
HEJOCTaTHYHOCT.

Axo manmentute ¢ aX¥YC npekpatat medearnero ¢ BEKEMYV, Te Tps6Ba 1a ce HaOmogaBaT
BHUMATEITHO 32 TIPU3HAIM M CUMIITOMH Ha TEKKH YCIOXKHEHHS Ha TPOMOOTHYHA MUKPOAHTHOTIATHSI.
HabroienueTo Moxe J1a € HeIOCTaThYHO 3a IMPOTHO3UPAHE WU TPEAOTBPATIBAHE HA TEKKHU
YCIJIO)KHEHUS Ha TPOMOOTHYHA MUKPOAHTHONATUs TIpu NaruenTu ¢ aX Y C ciiel mpekpaTsBaHe Ha
BEKEMV.

TexxkuTe ycIoKHEHUs] HA TPOMOOTHYHA MUKPOAHTHOTIATHS CJe]] MPEKpaTsIBAHETO MOTaT 1a ObaaT
UIACHTU(GUIIPAHU TTOCPEACTBOM (1) KOMTO M J1a € ABE WIH ITOPEIHA N3MEPBAHIS Ha BCSIKO €IHO OT
CIIEIHUTE: HaMaJleHne Ha Opost Ha TpoMOouuTHTe ¢ 25% WK 1oBede B CPaBHEHUE UM C U3XOJHOTO
HUBO, HJIM C MaKCUMAaITHU Opoii Ha TpomOouuTHTe IO Bpeme Ha neuennero ¢ BEKEMV; yBennyenne
Ha CepyMHHUS KPeaTHHUH OT 25% WM 1oBeye B CPaBHEHHE C U3XOAHOTO HUBO WM C HAAWPA IO BpeMe
Ha neuenunero ¢ BEKEMV; unn, ysennuenue nHa cepymuara JIIX ot 25% nnu nosede B cpaBHEHHUE

C M3XOTHOTO HUBO HJIM C HaJupa 1o Bpeme Ha jedennero ¢ BEKEMV; nnn (ii) Besiko eHo OT
CIICJTHUTE: MPOMSIHA B MEHTAITHUS CTATyC WX T'bPYOBE; CTEHOKAPIUS MM JUCITHES;, WK TPOMOO03a.

AKO Bb3HUKHAT TEKKHU YCIOXKHEHHS Ha TPOMOOTHYHA MUKPOAHTHOTIATHS CJIS/ IPEKPATABAHETO HA
BEKEMYV, nomuciere 3a Bb300HOBsIBaHe Ha JiedeHnero ¢ BEKEMV, nomnspxanum rpuxu ¢ [1O/BIT
WM TIOAXOJISIIY OPraH-CIeUPUIHH TOTBPKAIH MEPKH, BKITIOUHTEITHO ObOpEUYHa MOAPHKKA Upe3
Jan3a, IUXaTeTHa MOAIPHKKA C MEXaHUYHA BEHTHIIAINS HITH aHTHKOATYJIAIHS.

OOyYUTETHU MaTEPUATH

Bcunuku nekapu, kouto Bb3HaMepsBar ja npeanucsar BEKEMV, tpsoBa na ca curyphu, e ca
3aIl03HAaTH C PHKOBOJCTBOTO 3a MPEANUCBaHe 3a JiekapH. Jlekapure TpsaOBa 1a 00CHIAT HON3UTE U
puckoBete ot Tepanusita ¢ BEKEMV ¢ nanmenTuTe n 1a uM npenoctasaT nHpopMaImonHa opoirypa
3a MalMeHTa U KapTa 3a 0€301acHOCT Ha MalUeHTa.

[ManmenTute TpsiOBa a OBJAT HHCTPYKTUPAHH, AKO MOTYYAT MOBUIIICHA TEMIIEPATYpPa, TIaBOOOIIHE ¢
(beOpHUIUTET W/MITH CKOBaBaHE HAa BpaTa WM YyBCTBUTEIHOCT KbM CBETJIMHATA, HE3a0ABHO Ja
MOTHPCST MEAUIIMHCKA TIOMOIII, ThI KaTO TE3W MPU3HAIIM MOXKE JIa ¢a MOKa3aTeJIHU 32 MEHUHIOKOKOBa
UHPEKIIUS.

IToMo11HHM BelecTBa ¢ U3BECTHO JEUCTBUE

Copbumon

Bceku ml ot To31 JiekapcTBeH MPoayKT chabpika S0 mg copouton (E420). Tosa jiekapcTBo He TpsiOBa
Jla ce Tpuiiara Ha NalydeHTy ¢ HacleICTBeHa HEMOHOCUMOCT KbM (pykTo3a (HHD). IIpn nanuenTu ¢
HH® na BBp3pact Haj 2 roguHM ce pa3BUBa CHOHTaHHA HEIIOHOCUMOCT KbM ChABPXKAIU PpykTo3a
XpaHH, KOSITO MOKe Jla € KOMOMHHPAHA C MOsBa Ha CUMIITOMH (MTOBPBIIAHE, CTOMAITHO-YPEBHH
HapyIleHHs, anaThs, 3a0aBsHe Ha pacTeXa Ha BUCOYHMHA M Ha/IjaBaHe Ha Tero). [lopaau ToBa TpsiOBa
Jla ce CHeMe MoJpoOHa aHaMHe3a 1o oTHouleHue Ha cumnromure Ha HH® npu Bcekn nauueHTt npean
nony4yaBane Ha BEKEMV. [Ipu npuinoxkeHue u cbMHEHUE 32 HEITOHOCUMOCT KbM (hpyKTO3a
uHQy3usTa He3a0aBHO TPsIOBA Ja ce cIipe, TPsiOBa Jia ce Bh3CTAHOBH HOPMAJTHATA TIIMKEMUSI U
(GyHKIHS Ha OpraHuTe TpaOBa ja Oblie CTAOMIM3NpPaHa Ype3 HHTCH3UBHU I'PIKH (BK. Touka 4.3).

bebera u gema (mox 2-roauinHa BB3pacT) MOXKE Bee OIIe Ja He ca auarnocturupann ¢ HHO.
HHTpaBeHO3HO MPHUJIOKEHUE HA JICKAPCTBA, ChAbPIKAIIKM COPpOUTON/PPyKTO3a, MOXKE J1a ObJe
JKUBOTO3ACTPAIIIABAIIO U ¢ MPOTHBOMOKA3aHO NP Ta3u Momyiaus (Bx. Touku 4.2 u 4.3).



Hampuii

BEKEMYV ¢unakonu chabpika mo-manko ot 1 mmol Hatpwuii (23 mg) Ha 103a, T.€. MOXKE Ja ce Kaxe, 4e
MPaKTUYECKU He Chabpika Hatpuil. [Ipu paspexaane ¢ riaoko3a 5% pa3TBop JICKAPCTBCHHUST MPOAYKT
MPaKTUYECKU HE ChIbPKa HATPHUH.

Cren paspexaane ¢ Harpues xiaopua 9 mg/ml (0,9%) uHXKeKIMOHEH pa3TBOP TO3H JEKapCTBEH
npoaykt ceabpika 0,34 g Harpuii Ha 180 ml mpu makcumanmHaTa 033, KOUTO Ca EKBHBAJICHTHH Ha
17,0% ot npenopwuanus ot C30 MakcuMalieH JHEBEH NMPHEM OT 2 g HATPUH 32 Bh3PACTEH.

Cren paspexaane ¢ Harpues xiopun 4,5 mg/ml (0,45%) umkeKImoHeH pa3TBOp TO3U JIEKAPCTBEH
npoaykt ceabpika 0,18 g marpuit Ha 180 ml mpu makcumanHaTa 033, KOUTO Ca EKBHBAJICHTHH Ha

9,0% ot mpenoppsyanus ot C30 MakcuMmaleH JHEBEH MPUEM OT 2 g HATPHid 32 Bb3pacTeH.

Honucopbam 80

Tosa nmexapctBo chappka 3,0 mg momucopbar 80 BbB Beeku diakon (30 ml ¢duakon), KoeTo e
exBuBaJIeHTHO Ha 0,3 MQ/Kg vau mo-Masiko Mpu MaKCHMMaJTHaTa /1032 38 Bb3PaCcTHH IMAIHEHTH 1
NeIHAaTPUYHH MAMCHTH ¢ TesiecHo Tenro Ha 10 Kg u e ekBuBanetHo Ha 0,6 mg/Kg nin mo-maiko npu
MaKcHMaJIHaTa J03a 3a MeANaTPUYHH MalMeHTH ¢ TejaecHo tenro 5 1o <10 kg. [TonucopbaTtute Morat
Ja IPpUYUHAT AJICPTUYHU PCAKIIUH.

[Ipocneaumoct

3a na ce moxoOpU NPOCIEAUMOCTTa HAa OMOJIOTMYHUTE JIEKAPCTBEHU MPOAYKTH, UMETO U MaPTUIHUAT
HOMEDp Ha IPUJIOKEHUS MPOAYKT TPsiOBa SICHO J1a Ce 3aluCBarT.

45 BzaumoaeicTBHE ¢ APYTH JeKAPCTBEHH NMPOAYKTH U APYru GopMu HA B3auMo/elicTBHE

He ca npoBexanu nmpoy4BaHus 3a B3anMojieiicTBusTa. Ha 6a3ara Ha moTeHIIMATHAS HTHXUOUTOPEH
e(eKT Ha eKyIH3yMal BbpXY 3aBUCHMATa OT KOMILIEMEHTa MUTOTOKCUYHOCT Ha pUTYKCUMaO0,
eKynu3yMad MoXe Jja MOHWKH OYaKBaHUTE (papMakoAMHAMUYHU eEeKTH Ha PUTYKcHMaO.

JemoHcTpupaHo e, ye miazmooomensT ([10), mnasmadepesata (I1D) u BiuBaHeTO Ha MPSICHO
3ampa3sena mia3ma (BIT) HamansBar cepyMHUTE HUBA Ha €Ky au3ymMal. B TakbB cirydaii € HeoOxoauma
JIOITBJTHUTEIHA J1032 eKyIu3yMa0. Brokre Touka 4.2 3a HACOKH B CiTydail Ha CHITBTCTBAILO JICYCHHE C
I1O, T1® wnm BII.

CrropreTBanIaTa ynorpeda Ha eKyin3ymMad ¢ HHTPaBeHO3eH UMyHOT100ynuH (i.v.Ig) Moxe na Hamanu
e eKTHBHOCTTA Ha eKynn3ymMab. HabmionaBaiiTe BHUMATEIHO 32 HaMayieHa e()eKTHBHOCT Ha
eKyJHn3yMao.

CorpreTBaniata ynorpeda Ha ekynu3ymad ¢ 61okepu Ha HeoHatanHus Fc penenrop (FcRn) moxe na
HOHIKH CHCTEMHATa eKCIO3UIIUS 1 J1a HaMaii epeKTUBHOCTTA Ha eKyin3ymad. HabmronaBaiite
BHHUMATEJIHO 32 HaMaJIeHa ePEKTUBHOCT Ha €KyJIU3yMao.

4.6 @epTHANTET, )PEeMEHHOCT H KbpMeHe

Ipu sxeHUTE C JAeTePOJICH MOTEHIIMA TPSIOBA /1a Ce TIOMHUCIIH 32 M3I0JI3BaHe Ha TOIXO0/IA1Ia
KOHTpALCMIHs 32 Tpena3BaHe 0T OPEMEHHOCT IO BpeMe Ha JICUCHHUETO U Hal-MaJiko 5 Mecena e
MOCJIeAHATA J103a CKYyJInu3yMao0.

bpemennoct

He ca npoBexpanu 1o0pe KOHTPOIUPAHH MPOYYBAHUS ITPH OPEMEHHU KEHH, JICKYBaHU C eKyIr3yMad.
JlaHHWTE OT OrpaHuyeH Opoil OPeMEHHOCTH ¢ eKCIO3UIMSA Ha eKyIn3yMal (3a U3X0/a Ha MO-Majko OT
300 ciryuyast Ha OpeMEHHOCT) TIOKa3BaT, Ye HsMa MOBUIIEH PUCK OT Maln(opMaluy Ha TUI01a HIIH
¢eranHa/HeoHatanHa TokcHIHOCT. [Topaan nmncara Ha 100pe KOHTPOJIMPAHU IPOYIBAHHS 00aye



OcTaBaT HIKOM Hen3BecTHHU. ETo 3amo mpu OpeMeHHH KeHH ce PerophiBa WHANBHTyaleH aHa i3 Ha
TIOJI3UTE W PUCKA TPEH 3all0YBaHe M 10 BpeMe Ha JISUEHUETO C eKyn3ymad. B ciayuaii, e momobHO
JieYeHHe ce CMsTa 3a He0OXO0AUMO IO BpeMe Ha OPEeMEHHOCT, Ce MPENopbYBa BHUMATEIHO
HaOJroeHNe Ha MaiikaTa ¥ I10/1a B ChOTBETCTBHE C MECTHUTE YKa3aHUsI.

He ca mpoBexaHu penpoayKTUBHE MPOYYBAHUS [IPH KUBOTHH ¢ eKysn3ymalb (Bxk. Touka 5.3).
W3BectHO e, ue goBemkuTe IgG mpeMrHaBaT mpe3 TualeHTapHaTa Gapuepa mpu xopara, Iopaau
KOETO MMa BEPOSITHOCT eKyIn3yMal Jla ToBe/e 10 MHXHOWpaHe Ha KpailHHUA eTan Ha KacKajara Ha

KOMIUIEMEHTa B KpbBOOOparieHueTo Ha mioja. Eto 3amo BEKEMYV cnenBa na ce npunara npu
OpeMEHHU KEHU caMO MPHU KaTeTOPUYHA HEOOXOUMOCT.

Kopmene

He ce ouakBar edexTy Ipu KbpMEHH HOBOPOACHU/KbPMAUueTa, Thil KATO HAINYHUTE OTPAaHUYEHH
JaHHU Mpearosarar, 4e eKyl1u3ymMal He ce eKCKpeTupa B KbpMara. [lopanu orpaHn4eHOTO eCTECTBO
Ha HATWYHUTE JaHHU 00ade, 3ae/IHO ¢ KIMHUYHATA IIOTPEOHOCT OT eKyJIn3ymMad Ha MaiikaTa, TpsiOBa
Jla ce B3eMaT NPeABU] MTOJ3UTE OT KbPMEHETO 32 Pa3BUTHETO U 3/IPABETO, U BCUUYKH €BEHTYaIHH
HEXXEJIaHU PEaKLMH OT eKyJIN3yMald MpHu KbpPMaueTo WM OT MOUICKALIOTO 3a00IIIBaHe HAa MalKaTa.

DepTunurer
He ca npoBexaHn KOHKPETHU NPOYYBaHUs C €KyIM3yMal 1Mo OTHOIIEHHE Ha (hepTHUIINTETA.
4.7 EdexTu BbpXy crniocodHOCTTa 3a modupaHe 1 padoTa ¢ MAIIUHA

BEKEMYV He nornusBa WM MOBJIXABA IPEHEOPEKUMO CIIOCOOHOCTTA 3a modupaHe u pabora ¢
MalIvuHUA.

4.8 Hexenanu JeKapcTBeHH peaKuu

Pesrome Ha nmpodiiia Ha 6€30HacHOCT

[Moxnbpkaiiy 1aHHHU 3a 0€30MACHOCT ca MOAy4YeHH OT 33 KJIMHUYHH NMPOYYBAHHUS, B KOUTO Ca
BKJIIOUYEHH 1 555 manueHTH ¢ eKCro3uys Ha eKyJIu3yMad B IOMyJIally ChC 3a00JIsIBaHUS, MEAUUPAHU
oT komIuteMenTa, BkirouBaiy [THX, aXVC, pedpakrepHa reHepanusupana muactenus rpasuc (rMI)
1 3a00JsiBaHe OT crekThpa Ha ontukoHeBpomuenuT (3COHM). Haii-yectara He)kenaHa peakius €
riiaBooosve (Bb3HUKBA TJIaBHO B HauaHaTa (a3a Ha MPHII0KEHUETO), a Hall-Cepro3HaTa HeXKeJlaHa
JIEKapCTBEHA PeaKys € MEHMHIOKOKOBA MH(EKIIHS.

Hexxenanure JIEKAPCTBEHU PEAKIIMH B TAOJIHUYEH BUI

Tabnuua 1 npencraBs HeXKeIAHUTE JIEKAPCTBEHU PEAKIUH, HAOIIOJaBaHU OT CIIOHTAHHOTO
ChOOIIaBaHe U NIPU 3aBBPIICHA KIMHAYHU U3UTBAHHS C €KYJIN3yMa0, BKIFOUUTEITHO TIPOYYBAHUSI TPH
[MHX, aXV¥YC, pedpakrepna rMI" u 3COHM. Hexxenanute peakuuu, CbOOLIEHN C YeCTOTAa: MHOTO
yectu (> 1/10), wectu (> 1/100 mo < 1/10), vewectu (> 1/1 000 o < 1/100) wu penku (> 1/10 000 no
< 1/1 000), ca m30poeHH CHIIIACHO CHCTEMO-OPTaHHHUTE KJTACOBE U MPEANOYNTAHNS TEPMHH. B
paMKuTE Ha BCAKO TPYIIHUPAHE MO YECTOTA HEXKETIAHUTE JIEKAPCTBEHH PEAKITUH ca TIPEICTaBeHU B PE
110 HaMaJIsIBallla CEpUO3HOCT.
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Ta6auna 1. HexxelaHu peaknny, ChbO01EHH NPH KIMHUYHATE M3MUTBAHUS HA €KYJIH3ymMao,
BKJIOYUTeTHO npu nanuentu ¢ [THX, aX¥YC, pedpakrepna rMI' u 3COHM, a Taka CbIII0 U OT
MOCTMAPKETHHTOBHS OMUT

CucreMo-opraHnHu MHoro YectH Heuectn Penxu
kiacose mo MedDRA | gecTn (=1/100 go (=1/1 000 go (=1/10 000 1o
(= 1/10) < 1/10) < 1/100) < 1/1 000)
Nndexunu n ITaeBMOHUS, MeHUHTOKOKOBa Nudexmus,
undecranun WHQpEKIHS Ha undexnusa’, cencuc, | abIDKaIa ce Ha
TOpHHUTE CEeNTUYEH IIIOK, Aspergillus®,
JUXaTeTHH NEPUTOHHT, OakTepuaneHn
IIBTHUINA, nHQEKIHI Ha apTput®,
OpOHXHT, JOJHUTE TUXATETHH | FrOHOKOKOBA
Ha30(hapUHTUT, | OBTHIIA, IBOMYHA uHpEKIUs HA
nH(peKInsg Ha WHQEKINs, BAPYCHA | MUKOYO-IIOJIOBHUS
MTHKOYHUTE uHpeknus, abcuec®, | Tpakt, HHPEKIHUS,
'BTUIIA, UENyJTUT, TPHIL, MpUYHHEHA OT
OpaJIeH XepHec | CTOMAallHO-YPEBHA Haemophilus,
WHQEKIYS, [IUCTUT, HUMIIETUTO
WHQEKIHS, CHHY3HT,
THHTHBUT
Heonnazmu — Manuraena
n00poKavYecTBEHH, MeJlaHOMa,
3JI0KAYeCTBEHH U MUEIIOTUCIIIACTH

HeomnpeneJaeHu (BKJI.
KHMCTH M TOJIMITH)

YC€H CUHIPOM

Hapymenust Ha JleBKomneHus, Tpomborutonienus, | Xemonuza*,
KpbBTa U tuMdHaTa aHeMus muMponeHus HapyLIeHHE,
cucTemMa CBBP3aHO C
KoaryJjanroHeH
¢akrop,
arfayTHHAIMS Ha
YepBEHUTE KPbBHU
KIIETKH,
KOaryJonaTHs
Hapymenus na AnadunakTuyHa
HMYHHATa CUCTEMA peakuus,
CBPBXYYBCTBUTEI-
HOCT
Hapymenus Ha Bosnect na Graves
€HAOKPUHHATA
cUcTemMa
Hapymenus Ha Hamanen anerur
MeTa00JIM3Ma
XpaHeHeTo
Heuxuunn bescrHue Henpecus, Spxu chHUIIA
HApylIeHHSs TPEBOXKHOCT, YECTH

MPOMEHH Ha
HaCTPOEHHETO,
HapyIleH CbH
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CucreMo0-OpraHHu MHoro YecTn Heuectn Penxn
kiacose mo MedDRA | gyecTn (=1/100 go (=1/1 000 go (=1/10 000 10
(= 1/10) < 1/10) < 1/100) < 1/1 000)
Hapymenus Ha I'maBoGonue | 3amaiiBaHe [Tapecte3un, Tpemop,
HEpPBHATa cHCTeMa JCTEY3Hsl, CHHKOII
Hapymenus na 3aMBbIJIEHO 3peHue Jpa3HeHe Ha
o4uTe KOHIOHKTHBaTa
Hapymenust Ha Tunurtyc,
YXOTO M JJa0UpPHHTA BEPTUTO
Cobpaeynn [Manmmuranuu
HapyLIeHHUs!
Cb10BH HApylIeHUS XUnepToHUst Manuraena XemaTtoM
XUIEPTOHMS,
XHUIIOTOHUS, TOTUIN
BBJIHM, HapyIIEHUE
Ha BEHUTE
PecnnuparopHu, Kamnuna, Jucmuest,
IPbAHU U opodapuHrean- | emUCTaKCuUC,
MeINACTHHAJIHH Ha Oonka JIpa3HeHe Ha
HApYyLIEeHHS I'bpJIOTO, Ha3aJIHA
KOHT€CTHsl, pUHOpest
CToMalIHO-YpeBHH Huapus, 3amek, qUcIencus, I"actpoesodarean-
HapyLIeHUs! MOBpPHIIAHE, abJIoMHHaTHA Ha pedIryKCcHa
raJieHe, JIUCTEH3US Oosect, 60JIKa BHB
KOpeMHa 0oJka BEHIINTE
XenaroouauapHu JKenrenuma
HapyLIeHHUs!
Hapymenus Ha O6pus, Yprukapus, Jenurmentanus
KO0KaTa u MIPYPUTYC, epuTeMa, eTexuu, Ha KOkaTa
NOAKOKHATA THKAH asionenus XUIIEPXUAPO3a, cyXa
KOXa, IepMaTUT
Hapymenus Ha Aptpanrus, MycKyIHH clla3MH, Tpusmyc, craBeH
MYCKYJIHO- MUANTHs, 0o0JIKa B KOCTHTE, OTOK
CKeJIeTHATa cucTeMa 0orka B 0omnka B rpp0Oa, OoiKa
U CheIUHUTEJHATA KpalHUIATE BBB Bpara

TbKaH

Hapymenust Ha
0LOpenuTe
NMUKOYHHUTE MbTHINA

bv6peuno
YBpEKIaHe, AU3ypus,
XeMaTypus

Hapymenust Ha
BB3IIPOU3BOAUTETHA-
Ta CHCTEMA H
rbpaara

CrioHTaHHA epeKIus
Ha MeHuca

Hapywenns Ha
MEHCTpYaJlHU
UKD
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CucreMo0-OpraHHu MHoro YecTn Heuectn Penxn
kiacose mo MedDRA | gyecTn (=1/100 go (=1/1 000 go (=1/10 000 10
(= 1/10) < 1/10) < 1/100) < 1/1 000)
OO0mm HapymeHus u [Mupexkcus, Orok, muckomdopt B | ExcrpaBa3zarus,
eekTH HA MACTOTO yMmopa, 'BpPANTE, ACTEHUS, MapecTe3ny Ha
Ha MPWJIOKEHUe TPHUIIOIIOA00HO | OOJIKA B I'BPIINTE, MSCTOTO Ha
3a0osBane OoJsika Ha MACTOTO Ha | UHPY3UsTA,
nH(Y3UATa, CTYJCHN | yCelaHe 3a
TPBIKH ropemyHa
HN3caenBanus [ToBuiiena anaHuH [To3uTuBeH Tect
amuHoTpancgepasa, | Ha Coombs®
MTOBHIIIEHA acTIapTaT
aMHHOTpaHcdepasa,
MOBHINICHA TaMa-
TIyTaMHITpaHCcepa-
3a, TIOHKEH
XEMaTOKPHT,
IIOHU>KCH
XEMOTJIOOWH
HapansBanus, Peaknius,
OTpPaBSAHUSA U CBBp3aHa C
YCI0KHEHUS, nH(py3uITA

Bb3HUKHAIHU B
pe3yJrTaT Ha
HHTEPBEHI[UH

Bxuttouenu npoyusanus: actma (C07-002), aXVC (C08-002, C08-003, C10-003, C10-004), nepmaTromMuo3ut
(C99-006), pedpaxrepuna rMI" (C08-001, ECU-MG-301, ECU-MG-302, ECU-MG-303), 3a6ossiBare ot
criektbpa Ha ontuunus HeBpomuenut (ECU-NMO-301, ECU-NMO-302), IMG (C99-004, E99-004), TTHX
(C02-001, C04-001, C04-002, C06-002, CO7-001, E02-001, E05-001, EO7-001, MO7-005, X03-001, X03-001A),
ncopuazuc (C99-007), RA (C01-004, C97-001, C99-001, E01-004, E99-001), STEC-HUS (C11-001), SLE
(C97-002). MedDRA Bepcust 26.1.
* Buwxre ,,Onucanuie Ha O0paHu HeXKETaHU peakiuu‘.
8 Abciiec BKIIIOYBA clienHaTa rpyna npeanountanu tepmunu (I1T): abciec Ha kpaitHuK, abciiec Ha 1e0eI0To
4epBo, abcrec Ha OBOpeKa, MoIKoXKeH adciec, 3p0eH adciec, YepHoApoOeH abdcIec, mepupeKTaieH adciec,

PCKTAJICH a6cuec.

6 MeHuHrOKOKOBa I/IH(I)CKI_II/ISI BKJIXOYBaA CJICAHATA I'pyIia IIT: MeHUHTrOKOKOBA I/IH(PCKLII/I?[, MCHHHI'OKOKOB CCIICHC,

MCHHHI'OKOKOB MCHHWHI'UT.

* HJIP, npeHTHUINpPaHA OT MOCTMapKETHHIOBU CHOOIIICHUS.

Onucanue Ha HOI[6D3HI/I HCXKCJIaHU pCaKIINn

[Ipyn Bcruky KIMHUYHYU MPOYYBAHUS Hall-CEpHO3HATA HEXKEJIaHa PEeaKns € MEHHHTOKOKOB CETICHC,
KOWTO TPECTaBIsABA YeCTO cpemana ¢hopMa Ha MEHWHTOKOKOBa HH(EKIINS TP MAINCHTH, JIEKyBaHU
¢ ekynu3ymab (Bx. Touka 4.4).

CrobImasar ce u ApyrH ciryuan ¢ mamoBe Neisseria, BkarounTeaHo cerncuc, mpuunaen ot Neisseria
gonorrhoeae, Neisseria sicca/subflava, Neisseria HeyTouHeH 1am.

AHTHTENA KbM eKyIn3yMal ca ycranoBenu mpu nanuerTute ¢ [IHX u aXVYC. Kakto npu Bcuukn
IIPOTEUHH, UMA NOTEHIMAJIHA B3MOXKHOCT 3a UMYHOT€HHOCT.

B cirydan Ha niporrycHaTa Wi OTJIOKEHA /1032 eKyIu3ymMab B KimHMYHY u3nuTBanws Ha [THX ce
choOIIaBa 3a cay4au Ha XxemoJsu3a (Bxk. Touka 4.4).
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CpoOmraBa ce 3a cirydan Ha yCIO)KHEHHE — TPOMOOTHYHA MUKPOAHTHOTIATHS, IPH MIPOITyCHATA WIIH
OTJIOKEHA /1032 eKy/n3yMal B KuHUYHKUTE n3nuTBanus Ha aX Y C (BK. Touka 4.4).

IlenuaTpuyHa momyaamus

IIpu maruenTn nena u ronomw ¢ [THX (#a BB3pacT ot 11 romguau 10 mox 18 romuHu), BKIIOYEHA B
nexuaTpuaHo npoyusane Ha [THX M07-005, mpodunsT Ha 6e30MacHOCT ce 0Ka3Ba mojo0eH Ha TO3H,
HaOrogaBaH Ipu Be3pacTHU narueHTH ¢ [THX. Haii-gyectaTta HexxenaHa JiekapCTBEHA PEAKITHS,
choOIIaBaHa Py MeIUaTPHIHN TAIUEHTH, € TJIaBO0OIIHe.

ITpu neguarpuunn nanueHTy ¢ aXYC (Ha Bb3pacT OT 2 Meceria A0 moj 18 roauHu), BKIIOUEHH B
npoyusanusaTa Ha aXYC C08-002, C08-003, C09-001r u C10-003, npodmirbT Ha 6€30MaCHOCT ce
OKa3Ba 1Mo100¢H Ha HaOroIaBaHusl pu Bh3pacTHU nanueHty ¢ aX Y C. [Ipopunure Ha Ge30macHOCT
NIPY Pa3INYHKUTE MEUATPUYIHN Bb3PACTOBH MOATPYITH CE OKA3BaT MOTO00HH.

Jlpyra crernpaisa noIyJianus

Tonynayus 6 cmapuecka 6vb3pacm

OO01m10 B3eTO HE ce chOOIIIaBa 3a PA3IUKU B 0€30II1aCHOCTTa MEXK/Iy XOpa B CTapyecKa Bb3pacT
(> 65 roauum) 1 Mo-Miaau nanueHTu ¢ peppakrepua rMI” (< 65 rogunu) (Bxk. Touka 5.1).

Hayuenmu ¢ opyau 3a00156aHus

Lannu 3a bezonacnocm om Opyau KIUHUYHU RPOYYGAHUSL

[Monxpernsimy naHHY 32 6€30IaCHOCT ca MOIyYeHH OT 12 3aBbpILICHN KIMHUYHYU IPOYYBaHUS, B KOUTO
ca BKJIOYCHH 934 ManeHTH ¢ eKCIO3UIHA Ha eKyJIn3yMal B MOIyJIAlMY ¢ APYTH 3200 sIBaHuUS,
paziuunu ot [THX, aXVC, pedpakrepna rMI” i 3COHM. Enun HeBakCUHHMpaH MAllUEHT,
JUAarHOCTHLIMPAH C UANONATHYHA MeMOpaHO3HA TIIOMepyJIOHe(DPOnaTHsl, € MOJyYH]I MEHHHTOKOKOB
MeHUHTUT. Hexenanure peakiuu, ChOOIIEHHU MPH MAIMEHTH ChC 3a00siBanus, pasauunu ot [THX,
aXVC, pedpakrepra tMI” unu 3COHM, ca monoOHu Ha chobmeHuTe npu nanuenTu ¢ [THX, aXVC,
pedpakrepHa rMI" mnmu 3COHM (Bx. Tabnuna 1 mo-rope). OT Te3u KIMHUYHY NPOYYBaHUs HE ca
YCTaHOBEHH CIEIIM(UYHN HEXKETaH! PeaKLHH.

Crpo01iaBaHe Ha HOAO3UPAHU HEXKEJIAHN PEAKIINHU

CphoO11aBaHeTo Ha MOI03UPAaHH HEKEITAH! PEaKIMK CJIe]] pa3pelaBaHe 3a yrnoTpeda Ha JIeKapCTBEHUsI
HPOJYKT € BayKHO. ToBa M0O3BOJISIBA J1a MPOIBIDKU HAOIIOICHUETO HA ChOTHOIICHHETO MOJI3a/PUCK 32
JIeKapCTBEHUS MPOAYKT. OT MEIUIIMHCKUTE CIICIUATHCTH CE U3UCKBA J]a ChOOIIABAT BCSIKA
NO/I03MpaHa HeKeNaHa peakilns uype3 HallMOHalHa CUCTeMa 3a ChoOIIaBaHe, MOCOYeHa B

[pwioxenue V.

4.9 Ilpeno3upaHe

Hsama C"LO6H_I€HI/I$I 3a CjIy4ad Ha NpCA03UpaHe B HUKOC OT KIIMHUYHUTC IIPOYYBAHUA.

5. ®APMAKOJIOTUYHU CBOMCTBA
51 @apmakoguHAMUYHM CBOMiCTBA
®dapmakoTepaneBTuuHa rpyna: Maxuburopu Ha kommementa, ATC kox: L04AJ01

BEKEMYV e 6uosioruuHo 1mopo0eH jiekapcTBeH npoaykr. [Toapodua nudopmalus e nmpeocraBeHa Ha
yeOcaiita Ha EBponeiickaTa areHius o jekapcreaTa: WWW.ema.europa.eu.
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https://www.ema.europa.eu/documents/template-form/qrd-appendix-v-adverse-drug-reaction-reporting-details_en.docx
http://www.ema.europa.eu/

BEKEMYV ¢ pekoMOMHAaHTHO XyMaHH3UPaHO MOHOKJIOHATHO aHTUTSIO0 |Gk, KOSTO Ce CBBP3Ba C
yoBerikus C5 MPOTeHH Ha KOMIIEMEHTa M HHXUOHWpa aKTUBHPAHETO Ha KpailHUs eTan Ha KacKauaTa
Ha koMmIuieMeHTa. AHTUTI0TO Ha BEKEMYV Cchabpika 4oBeUIKM KOHCTAHTHU PETMOHU U MUIITU
KOMIUIEMEHTAPHOCT-ONPESIISIIIN PETHOHY, BKIIFOUECHH B PaMKaTa Ha YOBEIIKUTE KbCO- U
IBATOBEpKHM Bapruadbmiau peruonn. BEKEMYV ce cbeton ot nBe abiarH 448-aMUHOKHACETUHHN

BEPHUTH U OT JIB€ KbCH 2 14-aMMHOKHCEMHHU BEPUTH U IMa MOJIEKYJTHO TETJIO PUOITU3UTEITHO
148 kDa.

BEKEMYV ce npoussexaa 8 CHO kieTsuHa JIMHAS U C€ TIPEUNCTBA Upe3 apUHUTETHA U
HoHHOOOMeHHa Xpomarorpadus. [Ipon3BoACTBEHUAT MPOIIEC HA AKTUBHOTO BEUIECTBO BKJIFOYBA ChIIIO

" CTBIIKHM Ha CHGHI/I(bI/I‘lHa BUPYCHA MHAKTUBALUA U OTCTPAHSABAHEC.

MexaHu3bM Ha JIEHCTBUE

Exynmm3ymab, aktuBHOTO BemiecTBo Ha BEKEMYV, e naxubuTop Ha KpaifHuA eTan Ha KackajaTa Ha
KOMIIJIEMEHTa, KOWTO Ce CBbP3Ba CreUU(UIHO, C BUCOK a)MHUTET, C KOMIIEMEHTHUS IpoTeuH CS5,
KaTo MO TO3W HaYMH MHXUOUpa pasuensaneto A0 C5a u C5b u npenoTBpaTsaBa reHepUpPaHeTo Ha
KpaitHus KOMIDIeKC Ha kommuiemeHTa C5b-9. Exynmnzymab cbxpaHsiBa paHHATE KOMITOHEHTH Ha
aKTUBHpaHE Ha KOMIUIEMEHTa, KOUTO ca HEOOXOANMH 3a OIICOHU3ALMATA Ha MUKPOOPTaHU3MHUTE U
KIIMPBbHCAa HA UMYHHUTC KOMIUICKCH.

[Ipu nanmentu ¢ [THX, HEKOHTPOIUPAHOTO AKTUBUpAHE HA KpallHUS €Tall Ha KacKaJaara Ha
KOMITJIEMEHTA U MOJyueHaTa KOMIUIEMEHT-MeJUUpaHa HHTPaBacKyJapHa XeMOoJIn3a ce OJIOKHUPAT C
neuenuneto ¢ BEKEMV.

[Tpu moBeueto nmaruentu ¢ [IHX cepyMHN KOHIIEHTpAIINK HA €KyJIN3yMad OT MPUOIH3UTEITHO
35 mukporpama/ml ca JocTaThYHHM 32 BIHOTO HHXUOUPaHE Ha MeIUUpaHa OT KpaliHUsI KOMIUIEKC Ha
KOMILJIEMEHTA UHTPABACKYyJIapHA XEMOJIH3A.

[Mpu [THX gwearocpounoro npuinarane Ha BEKEMYV Boaun 1o 66p30 1 ycTOUMBO HaMaisiBaHe Ha
KOMIUIEMEHT-MeIMUpaHaTa XeMOJIUTUYHA aKTUBHOCT.

ITpu manmentn ¢ aXyY C HEKOHTPOJIMPAHOTO aKTUBUPAHE HA KpalHMs €Tal Ha KacKaJaTa Ha
KOMITJIEMEHTa U ChOTBETHATa KOMIUIEMEHT-MEMUPaHa TPOMOOTHYHA MUKPOAHTHOTIATHSI ce OJIOKUpAT
C JICYEHHETO C eKynn3ymMal. Bcnuky manueHTH, JIEKyBaHHU C eKyJIn3yMal, NPUIIOKEH B CbOTBETCTBHE C
NPENOPBKUTE, OKA3BaT OBP30 U yCTOWIMBO MOHWKEHNE HA aKTUBHOCTTA HA KpaliHUs eTaml Ha
KackajaTta Ha komruieMeHTa. [Ipu Bcnuku manpenT ¢ aXyYC cepyMHUTE KOHLIEHTPAIlUN Ha
exynmu3yMab ot npubausutentHo 50-100 Mmukporpama/ml ca JOCTaThYHM 33 IPAKTHYECKHU ITBIHO
MHXUOUpaHe Ha aKTUBHOCTTA HA KpaliHUA eTall Ha KacKajaTa Ha KOMIUIEMEHTa.

[Tpu aX¥Y C aparocpodHoTO MPUIIOKEHUE HA eKyJIN3yMad BOAM 10 ObpP30 U YCTOWYMBO HaAMaJsIBaHE Ha
KOMILJIEMEHT-MeANMpaHaTa TPOMOOTHYHA MUKPOAHTHONIATHSI.

Kinnnnuna edukacHocT 1 6€300aCHOCT

Hapoxcusmanna HowHa Xemo2100uUnypus

be3zonacHocTTa U ehukacHocTTa Ha eKynu3yMad npu marenty ¢ [THX ¢ xemonu3za ca onieHeHH B 26-
CEIMUYHO PaHAOMHU3UPAHO, JBOWHOCIIAIO, Tuane0o-koHTponupano npoyusane (C04-001). [Taunentn
¢ [IHX cpmio ca iekyBaHu ¢ eKyau3yMad B S2-cenMudaHO npoyuBane ¢ exro pamo (C04-002) u B
IBATOCpOoUHO pasmupeno npoyusane (E05-001). [TanuenTrTe ca BAKCMHUPAHU C MEHIHHT OKOKOBA
BaKCHHA NIPEAM NPUIIaraHeTo Ha eKyau3yMad. BbB BCHUKM NpOy4BaHUs 103aTa Ha eKyIu3ymao e

600 mg Ha Bceku 7 *+ 2 1HU B IPOABIDKEHUE HA 4 ceqMuLy, nociensana ot 900 mg nosa 7 + 2 nHu no-
KbCHO, a cliel ToBa — 103a oT 900 mg Ha Bceku 14 * 2 qHM 10 BpeMe Ha IAJI0TO BpeMeTpacHe Ha
npoy4BaHeTo. Ekynmu3ymab e mpuiiokeH upe3 MHTpaBeHO3Ha HH(Y3Us B IPOABIDKCHUE Ha 25 —

45 munyTtu (35 munyTH * 10 MuHyTH). 3am0YHAT € CBIO 00CEpBALIMOHEH, HEMHTEPBEHIIMOHAIICH
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peructbp npu manuentu ¢ [THX (M07-001), 3a ga ce xapakTepu3upar ecTecTBeHUAT Xo1 Ha [THX npu
HEJIeKYBaHU MAllMEeHTH U KIIMHIYHUTE PEe3yJITAaTH [0 BpEMe Ha JICUEHHETO C eKyIn3yMad.

B mpoyusanero C04-001 (TRIUMPH) nmanuentu ¢ [THX c none 4 nH}y3uun npe3 n3MUHAIUTE

12 mecena, ¢ Hait-manko 10% I[MTHX kieTku, IOTBBPIECHH Ype3 MOTOYHA IMTOMETpHUS, U Opoi Ha
tpomOormtHTe more 100 000/MUKPOIUTED, ca paHAOMU3UpAHH Ha eKynu3yMad (N = 43) wim ¢
miare6o (n = 44). Ilpenu paHIOMU3HPAHETO BCUYKH MAIMCHTH A MIPEMUHAIH TIPe3 HadaJIeH TTePHO/T
Ha HaOIIoIeHue, 3a 1a ce IOTBBPAN HeoOxoaumocTTa oT TpaHcdysus nHa UKK u 3a onpenensne Ha
KOHIICHTpAIMATa Ha XeMOTTI00HH (,,HadajiHaTa TOYKa ), CIIpsMO KOSTO J1a Ce OTPEACITH
cTabum3anusITa Ha XeMOTJIOOMHA U pe3yJTaTta oT TpaHcy3usara 3a Bceku nanueHnT. HagamHnaTta Todka
Ha XEMOTJIOOMHA € TI0-MaJIka WK paBHa Ha 9 g/dl mpu nalueHTH Chbc CUMIITOMH H TTO-MaJIKa WU
pasna Ha 7 g/dl npu nanuenTu 6e3 cumnTomu. [IbpBUYHNTE KpaliHU TOUYKH Ha e€()UKACHOCT ca
cTabunm3amnusTa Ha XeMOorJIoO0nHa (TTaleHTH, KOUTO OTbPKaT KOHIIEHTPALKs Ha XeMOTJIOOWHA Hal
HavaJHaTa TOYKa Ha XeMorIoOuH U u30areat tpancdysus Ha UKK mpe3 menus 26-ceaMuyeH mepuo.)
1 HeoOX0AUMOCTTa OT TpaHc(y3usl Ha KPBB. YMOpaTa H Ka4eCTBOTO Ha KUBOT, CBBP3aHO ChC
3/IpaBETO, Ca ChOTBETHUTE BTOPUYHU KPAHHA TOYKH.

[IpocneasiBaneTo Ha XeMOJIM3aTa € U3BBPILIEHO [JIABHO YPE3 U3MEpPBAaHE Ha cepyMHUTE HUBa Ha JIJ[X,
a gexnsT Ha [THX UYKK e npocnenen upe3 notouHa uutomeTpus. [lanueHTuTe, KOUTO mpuemMar
AQHTHKOATYJIAaHTH U CUCTEMHHU KOPTUKOCTEPOUAN Ha U3XOJHO HHUBO, Ca MPOABIKUIN JIEYEHUETO CH C
TE3H JIEKapCTBEHH NMPOyKTH. OCHOBHHUTE U3XO/IHH XapaKTEPUCTHKH ca OanaHcupaHu (BXkK. Tabiuia 2).

B mexonTpommpanoto C04-002 mpoyusane (SHEPHERD) ITHX namuenture ¢ moHe eqHa Tpancdy3us
3a repuoa ot npeuiectranure 24 Mecena u Hai-Maiko 30 000 TpoMOOIIMTH/ MUKPOJIUTED Ca
MOJTyYaBajy eKyau3yMab 3a meprox ot 52 ceamui. ChITbTCTBAIIUTE JIEKAPCTBEHU MPOIYKTH
BKJIIOYBAT aHTUTPOMOOTHYHHU CpeACTBa pH 63% OT MalMEHTUTE U CUCTEMHH KOPTUKOCTEPOUAN IpU
40% ot nauuentuTte. M3Xx0qHNTE XapaKTEPUCTUKH ca MOKa3aHU B TabauLa 2.

Ta6auna 2. Xapaktepuctuku u nemorpagceku 1annu 3a nanuentute B C04-001 u C04-002

(Menuana, mg/dl)

C04-001 C04-002
nanedo Exyausymad Exynausyma6

Ilapamersp N =44 No43 Nog7
Cpenna Bw3pact (SD) 38,4 (13,4) 42,1 (15,5) 41,1 (14,4)
IMon — xenu (%) 29 (65,9) 23 (53,5) 49 (50,5)
AHaMHe3a 32 aryIacTHYHA aHEMUS WU
MDS — mbpBUYEH MUETOIUCIIIACTHYCH 12 (27,3) 8 (18,7) 29 (29,9)
cuaapom (%)
ChIbTCTBAIIM aHTHKOAryIanTH (%) 20 (45,5) 24 (55,8) 59 (61)
CrIpTCTBAINA
CTEPOH/IH/UMYHOCYIIPECUBHO JICUCHHUE 16 (36,4) 14 (32,6) 46 (47,4)
(%)
[IpeKbCHATO JIeueHre 10 2 1
PRBC nipes msrekmre 12 mecena 17,0 (135; 25,0) | 18,0 (12,0; 24,0) | 8,0 (4,0; 24,0)
(menmanno (Q1,Q3)) ' T ' T T
Cpenna croiinoct Ha Hgb (g/dl) mpu 7,7 (0,75) 7,8 (0,79) N/A
HavayHaTa Touka (SD)
Huga na JIIX npeau neyeHUETo 22345 2032,0 2051,0
(menmana, U/l)
CB000/IcH XeMOTJIOOHMH Ha U3X0JIHO HUBO | 46,2 40,5 34,9

B npoyusanero TRIUMPH npu nauuentuTe, 1eKyBaHu ¢ eKyJlIn3yMa0d, 3HAUNTETHO HAMAJIsABa

(p < 0,001) xemomm3ara, KOETO BOIM 10 TOZ0OPSBaHE Ha aHEMUSATA, TIOKA3aHO OT IMOA00peHaTa
cTa0MIIM3anys Ha XeMoTI001MHa 1 HaMasneHaTa HeooxoauMocT ot Tpanchys3uu Ha UKK, B cpaBHeHHE C
MalMueHTHTE, JeKyBaHH ¢ mianedo (Bx. tabnuua 3). Te3u pesynraTu ca HaOIOAaBaHH NPU MTALUEHTH
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OT BCSKO OT TPUTE MPEA-IIPOyUYBaTe/IHN HUBA Ha TpaHchy3us Ha UKK (4 — 14 equnnnm; 15 —

25 eqununiy; > 25 equanim). Ciiell TpU CEIMUIIY JICYSHUE ¢ eKyIr3yMal MalueHTHTe MoKa3Bar mo-
MaJIka yMopa M IOZoOpeHre B Ka4ecTBOTO HA JKMBOT, CBBP3aHO Che 3apaBeTo. [lopanu obema u
MPOABIDKUTEITHOCTTA Ha MPOYYBAHETO e(hEKTHTE HA SKYJIM3yMad BbPXY Cliydad Ha TpomM003a HE MOTaT
na ce onpexaensat. B mpoyusanero SHEPHERD 96 ot 97 ygacTBamm manueHTy ca 3aBbpIIiin
MpOy4YBaHeTO (EIVH MAIMEHT € MOYMHAI IOPaIn CiIydail Ha TpoMOo3a). HamansBane Ha
MHTpaBacKyJapHaTa XeMOJIn3a, u3MepeHo upe3 cepymuute JIJIX HuBa, € HOAIBbpKaHO Mpe3 epruoaa
Ha JIEYCHHE U € JJOBEJIO J0 T0-4eCTO N30sATBaHe Ha TpaHC(y3HH, HaMallsiBaHe Ha HEOOXOAMMOCTTa OT
tpanchysus Ha UYKK u mo-manka ymopa. (Bx. tabnuia 3).

Ta6auna 3. Pesynraru 3a epuxacuoct ot C04-001 u C04-002

C04-001 C04-002*

Inane6o | Exynuzymaé | P - Exyau3ymaé | P —

N =44 N =43 CTOHHOCT N =97 CTOHHOCT
[IpoueHT nalreHT! cbe
cTaOuIM3upaHy HUBA Ha 0 49 < 0,001 N/A
XEMOTJI00MH B Kpas Ha
POYYBAHETO
Tpaucdysuparn PRBC no
BpeMe Ha JICUCHUETO 10 0 < 0,001 0 < 0,001
(Mennana)
N30srBane Ha TpaHcy3Hs IO 0 51 <0001 51 < 0,001
BpeMe Ha jiedeHnero (%)
Husa na JIIX B xpas na 2167 | 239 <0,001 269 < 0,001
npoyuBaHeTo (Menuana, U/l)
AUC na JIIX B xpas Ha
npoyuBaneTo (Meauana, U/l X | 411822 | 58 587 < 0,001 -632 264 < 0,001
JIeH)
CBo0OoaeH XxeMorIo0HH B
Kpasi Ha MPOyYBaHETO 62 5 < 0,001 5 < 0,001
(menmmana, mg/dl)
FACIT-Ymopa (pa3mep Ha 112 < 0,001 114 < 0,001
edekra)

*Pesynrtarute ot nmpoyuBane C04-002 ce oTHACAT 3a CpaBHEHUS 3a IEPHUOJIA IPEAU U CIIe]l ICYEHUETO.

Ot 195 nanmenty, ygactaiu B C04-001, C04-002 u npyru Ha4aaHU IPOYYBAHUS, TALIUEHTUTE C
[MTHX, nexyBaHu ¢ eKyJIn3ymal, ca BKIIFOYEHHU B IBITOCPOYHO pasimpero npoyusane (E05-001). [Ipu
BCHYKHU HALMEHTH ce 3a0essi3Ba YCTOMUMBO HAMaJIsIBAHE Ha MHTPABACKyJIapHATa XEMOJIN3a 3a LEeus
MIEPHUO/I HA €KCIO3MIIMA Ha eKyu3ymad ot 10 1o 54 mecena. Ciyyaute Ha Tpom003a ¢ca M0-MajKo MpH
JIeUeHHE C eKyJIM3yMald, OTKOJIKOTO 32 ChIIUS MEPHOJT OT BpeMe Mpean JiedeHneTo. ToBa obaue e
MOKa3aHO MPH HEKOHTPOJIUPAHU KIMHUYHHU U3MIUTBAHUS.

Peructepbt 32 [THX (M07-001) € n3non3saH 3a omeHKa Ha ePUKACHOCTTA Ha €KYJIN3yMal MpH
nauentu ¢ [THX 6e3 anamuesa 3a tpancdysus Ha YKK. Te3u nanueHTy ca MMajad BUCOKA aKTHBHOCT
Ha 3a00JIsIBAaHETO, KOETO CE JI0Ka3Ba OT moBumieHaTa xemonusa (JIJIX > 1,5 x 'TH) u Hanuume Ha
CBBbp3aHU KIIMHUYHHA CHMIITOMU: YMOPa, XeMOTTIOOMHYpHSI, KOpeMHa 00JIKa, 3a/1yX (JUCITHES ), aHEMHUSI
(xemorno6un < 100 g/1), Texxka HexellaHa ChJI0Ba peakiys (BKIIOUUTEIHO TpoMO03a), mucdarust nim
€PeKTUIIHA TUCQYHKIHSL.

B Peructrpa 3a [IHX e xoHCTaTHpaHO, Y€ MAIMEHTHTE, JIEKYBaHU C eKyIH3yMa0, nMaT IOHIKEHNE Ha
XeMOoJIn3aTa U CBbp3aHuTe cuMNToMu. Ha 6 Mecena manueHnTure, JIeKyBaHU ¢ eKyau3ymao, oe3
aHamHe3a 3a TpaHcdysus Ha UKK, umar 3nauumo (p < 0,001) Hamanenu Husa Ha JIIX (MeauaHa Ha
JIAX 305 U/l; Bx. tabnuia 4). OcBeH ToBa, 74% 0T manpeHTuTe 6€3 aHaMHe3a 3a TpaHchy3us u
JIEKYBaHHM ¢ eKyIu3yMal MmorydaBaT KIMHAIHO 3HAYNMH TT0100peHns Ha ckopa 3a ymopa o FACIT
(T.e. yBemuueHue OT 4 win noBeue myHKTa) U 84% Ha ckopa 3a ymopa o EORTC (1.e. noHmkeHue ot
10 uu moBeye MyHKTA).
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Ta6auua 4. Pesyararu 3a epuxacnoct (HuBo na JIIX u FACIT-Ymopa) npu nanuentu ¢ ITHX
0e3 anamHe3a 3a Tpancdy3usa B M07-001

MQ07-001
Mapamersp Exyan3ymao
be3 Tpancysus
Hugo na JIJIX Ha n3Xx0aHO HUBO (MeaMaHa, N =43
U/l 1447
Hupo ua JIJIX Ha 6 mecemna N = 36
(megmnana, U/ 305
Cxop ot FACIT-YMopa Ha U3X0AHO HUBO N =25
(MenuaHa) 32
Ckop ot FACIT-YMopa Ha nocjienHaTa N=31
HaJIMYHA OlleHKa (MeIuaHa) 44

FACIT-YMopa ce uamepBa 1o ckana ot 0 — 52, KaTo 1Mo-BHCOKHUTE CTOMHOCTH IOKa3BaT MO-cliaba ymopa

Amunuuen xemoaumu4er ypemusder CUHOpoM

3a orjeHKa Ha e(h)UKACHOCTTA Ha eKyIu3ymab rpu JiederneTo Ha aX Y C ca U3I0JI3BaHH JJaHHU OT

100 mareHTH B YETHPH TPOCIIEKTUBHU KOHTPOJIMPAHH IPOYIBAHHUSA, TPH TP B3PACTHH TAIIUEHTH U
roHomu (C08-002A/B C08-003A/B, C10-004), enHo npu MeMaTPUYHK TTAIUEHTH | IPH FOHOIIH
(C10-003) u 30 mareHTH B eIHO peTpocnekTuBHO poyuBane (C09-001r).

[IpoyuBane C08-002A/B e mpoCeKTHBHO, KOHTPOJIUPAHO, OTKPUTO MPOYyUYBaHE, KOETO Habupa
nanueHTH B paHHa ¢a3a Ha aXYC ¢ JaHHU 32 KIMHAYHY POSIBU HA TPOMOOTHYHA aHTHONaThs ¢ Opoi
na Tpom6oruTute < 150 X 10%1 HezaBucumo ot ITO/BII u JIJIX u cepyMeH KpeaTUHMH HaJl TOPHHUTE
rpanuiy Ha HopMaTa. [IpoyuBane C08-003A/B e mpocieKTHBHO, KOHTPOJIMPAHO, OTKPUTO TPOYUYBaHE,
KOoeTo Habupa MalueHTH ¢ no-abiarocpouna aXyC 6e3 BUANMHU JaHHU 33 KJIMHUYHU MPOSBU HA
TPOMOOTHYHA aHTHONIATHs, KOUTO morydaBat abiarocpouno [1O/BIT (>1 I[TO/BII tepanust Ha Bceku
JIBE CeIMUITN U He TioBede oT 3 nmHuu nevyenne ¢ [10/BII Ha cenMuIia B mpoIbIKeHHE HA HAW-MAJIKO
8 ceaMuiy peau mbpBarta 103a). IlanuenTtuTe u B ABETE NPOCIIEKTUBHY POYYBAHUS Ca JICKYBaHU

¢ eKynu3ymMal B MpOABIDKEHHE Ha 26 CEJIMHIIM M TIOBEYETO MAIMEHTH CE BKITIOYBAT B BJITOCPOYHO,
OTKPHUTO pa3lIMpeHo npoyyBaHe. Bcuyuky manyeHnTy, BKIIIOUEHH B IBETE MPOCTIEKTUBHU IPOYUYBaHMUS,
ca nManu HuBo Ha ADAMTS-13 nang 5%.

[ManeHTHTE Ca MOMYYNIM MEHHHTOKOKOBA BaKCHHA ITPE/IH MOJyYaBaHETO Ha eKyIH3yMal Wi ca
NOJTyYaBajy JIeYCHUE ¢ NOAXOISI aHTUONOTHUK A0 2 CEMULIM cJie]l BAKCHHALMATA. BBB BCcHukn
NPOYYBaHUS J103aTa eKyIr3yMal Ipu Bb3pacTHH MALMEHTH U nanuenTy oHomu ¢ aXyC e 900 mg Ha
BCEKH 7 * 2 THU B MPOIBIDKCHHE Ha 4 cenMuly, rociieaBana ot 1 200 mg 7 £ 2 1HM 0-KbCHO, CIIE
toBa 1 200 mg Ha Bceku 14 *+ 2 mHM 0 Kpas Ha npoy4dBaHeTo. Exynu3yma0 e mpuiiarad Kato
MHTpaBeHO3Ha WHQY3Us B IPOABIDKEHHE Ha 35 MuHyTH. CxXemara Ha 103UpaHe Py eAUaTPUIHNTE
NalueHTH U roHomuTe ¢ Terao noja 40 kg e onpenenena Ha 6a3ara Ha GpapmakoknHeTnuHa (DK)
CUMYJIAIHS, KOSATO OTpeAes MpenopbunTeHaTa 103a U rpaduk Bb3 OCHOBA HA TEJIECHOTO TETJIO (BXK.
Touka 4.2).

[I'bpBUYHNTE KpaiiHU 1I€TH BKJIFOYBAT MMPOMSIHATA B OpOSt HA TPOMOOIIMTUTE OT U3XOIHOTO HUBO B
npoyusane C08-002A/B u cvcrosiHue 6€3 nposiBu Ha TpoMOoTH4YHa MuKpoaHTruonatust (TMA) B
npoyusane C08-003A/B. JlonmbiHUTETHN KpallHH LIEJIM ca 4eCTOTa Ha cBbp3aHu ¢ TMA
WHTEPBEHIIUH, HOPMaJIH3HpaHe Ha XeMaTOJIOTHYHUTE TTOKA3aTelH, ITbJieH 0TroBop Ha TMA, npoMeHH
B JIIX, 6b0peuna (pyHKIMS 1 KadecTBO Ha )KUBOT. ChcTosiHMETO O€3 mposiBu Ha TMA ce nedununpa
KaTo OTCHCTBHUE B MPOIBIDKEHUE HA Hal-MaJKo 12 ceMHUIM Ha CIIeIHOTO: HaMaJleHue Ha Opos Ha
TPOMOOLIUTUTE OT > 25% 0T u3xoaHoto HuBO, [10/BII 1 HoBa quanu3a. TMA HHTEPBEHIUHUTE CE
nedunupat kato [1O/BII win HoBa auanu3a. HopmanusupaHeTo Ha XeMaTOJOTHUHUTE [T0KA3aTeNN Ce
JeguHUpa KaTo HOpMalu3upaHe Ha Opost Ha TpoMOonuTuTe U HUBaTa Ha JI[X, monabpkanu npu

>2 mocnenoBaTeIHN U3MEPBaHUs B IPOABIDKEHNE Ha >4 cenMul. [IsnHuAT otroBop Ha TMA ce
neduHUpa KaTo HOpMaNIN3UpaHe Ha XeMaTOJIOTHYHNTE TIOKA3aTenn 1 >25% HaMalleHHue Ha CepyMHHUS
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KpEeaTHHWH TOIbPIKaH MPH > 2 TIOCIE0BATCITHA U3MEPBAHUS B TIPOJIBIDKEHUE HA >4 CeIMUIIH.
XapaKTepHUCTHKUTE Ha U3XOTHO HUBO ca IToKa3aHu B Ta0mmia 5.

Ta6anna S: lemorpadgcku 1aHHH M XapakTepucTHKA HA nanueHTuTe B C08-002A/B n

C08-003A/B

IMapamersp C08-002A/B C08-003A/B
Exyanzymad Exyanzyma0

N=17 N=20

Bpeme or mppBara auartosa 10 CKpHHHMHTA B MECEIH, 10 (0,26; 236) 48 (0,66; 286)

MeauaHa (min, max)

Bpeme ot TekymaTta knuHAYHA TposBa Ha TMA 10 <1(<1;4) 9 (1, 45)

CKpHHHUHIA B MECelld, Meinana (min, max)

Bpoii ITO/BII nporieaypu 3a TeKymara KIHHAYHA 17 (2; 37) 62 (20; 230)

mposiea Ha TMA, Meauana (min, max)

Bpoii ITO/BII npouenypu B 7-Te AHU Mpeau mbpBaTa 6(0;7) 2(1;3)

J103a eKynu3yMab, Meuana (min, max)

Bpoii Tpom6ouuTy Ha u3xoaH0 HUBO (X 10%1), cpeano 109 (32) 228 (78)

(SD)

JIIX na msxoxuo uueo (U/1), cpeano (SD) 323 (138) 223 (70)

[MTanmenTu 6e3 otkpuTa MyTarws, n (%) 4 (24) 6 (30)

[Maruenture B nmpoyuBane Ha aXyYC C08-002A/B nonyyaBaT eKyau3ymad B IPOIBbIDKESHUE Ha
MUHUMYM 26 ceamuuy. Crnel NpUKIOYBAHE HA MbPBOHAYAIHUSA [IEPUOJT HA JIEUEHUE OT 26 ceaMuuu
MOBEYETO MAIlMEHTH MPOIBIKABAT JIa MOJTyYaBaT eKyan3yMad, KaTo ce BKIIOUBAT B Pa3IIMPEHO
npoyusane. B mpoyuBane Ha aX¥YC C08-002A/B MeanaHHOTO BpeMeTpacHe Ha JICYEHUETO C
exymm3yMab e mpubmmsurenao 100 cenmuny (quana3oH: ot 2 o 145 ceqmutin).

Hamanenue Ha akTHBHOCTTa Ha KpaifHUS €Tall Ha KackajaTa Ha KOMIUIEMEHTA U yBeJIMYeHHE Ha Opos
Ha TPOMOOIIMTHUTE TI0 OTHOIIIEHHE Ha M3XOJAHOTO HUBO C€ HA0II0AaBaT cJie]] 3alo4BaHe Ha
exynu3yma0. [Ipy BcHUKY MAlMEeHTH Cllel] 3aII04YBaHETO Ha eKynu3yMal ce 3a0essi3Ba HaMalleHue Ha
AKTUBHOCTTA Ha KpallHU €Tall Ha KacKajaTa Ha KoMiuieMeHTa. Tabmuua 6 06o0masa pe3yaraTure 3a
eukacHocT 3a npoyuBane Ha aXYC C08-002A/B. Bcuuku olieHKH Ha KpalHUTE TOUKH 32
e(hMKaCHOCT Ce MOoA00psBaT WK Ce 3ama3Bat npe3 2 roaunu jgeueHue. [1vmaeH otrosop Ha TMA ce
3amasBa OT BCHUKH pecrioHgepu. KoraTo jiedeHnero npoabnkasa nosede ot 26 ceAMHUIIH, OLIe JBaMa
MAalMEHTU NOCTUTAT U 3aa3Bar bjieH oTroBop Ha TMA nopanu HopManuzupane Ha JIAX

(1 manmeHT) ¥ HaMaJsIBaHE Ha CEPYMHHUsI KpEaTUHUH (2 TalMeHTH).

brbOpeunara ¢pynkuus, nzmepena upe3 eGFR, ce nogoOpsBa u ce 3ama3Ba 1o Bpeme Ha JIEUSHHETO C
exynu3ymad. YetnpuMa OT meTuMaTa MaueHTH, H3UCKBAIM JUajii3a B HA4YaJIOTO Ha IPOYYBAaHETO, ca
B CBCTOSIHUE JIa TIPEKPATAT TUAU3aTa, I0KaTo Tpae JISYEHUETO ¢ eKyIn3yMal, a eInH ManueHT
pa3BUBa MOTPEOHOCT OT HOBA Juain3a. [lanuenTire cho0IaBaT moI00peHO CBBP3aHO ChC 3/IPABETO
kauecTBO Ha )uBoTta (KXK).

B npoyuBane Ha aXYC C08-002A/B oTroBopute Ha ekynu3ymad ca OJ00HHU MPH MAIMEHTH ChC U
0e3 OTKpUTH MyTallu{ B T€HUTE, KOAUPALIH OENTHIH — PETryJaTopHH (pakTOpH HAa KOMIUIEMEHTA.

[ManuenTure B npoyuBane Ha aX Y C C08-003A/B mosyuaBaT exyu3ymal B IPOIbIDKSHHE Ha
MUHUMYM 26 ceamuiu. Ciell NpUKIIOYBaHe Ha MbPBOHAYAIHUS IIEPHOJ Ha JICUEHUE OT 26 CeIMUILIH
MOBEYETO MAIlMEHTH NMPOABJDKABAT JIa IOJIyyaBaT eKyau3yMad, KaTo ce BKIIOUBAT B Pa3LIMPEHO
npoyusane. B aXVC npoyusane C08-003A/B Meananara Ha BpeMeTpacHe Ha JICUCHUETO C
exynu3ymab e npubnmzutenHo 114 ceqmuny (quanaszon: ot 26 no 129 cenqmunm). Tabnuia 6
o0o6mmaBa pesynrarute 3a epuxacHocT 3a aXYC npoyusane C08-003A/B. B aX¥YC npoyusane CO8-
003A/B otroBopute Ha eKynr3yMad ca MmoJIo0OHH NP MAIUeHTH ¢ U 0€3 OTKPUTH MYyTallH B TEHUTE,
KOJMpany OeNThIU — PEryJIaTOpHH (HaKTOpH Ha KOMIUIEeMeHTa. Hamanenue Ha akTUBHOCTTa Ha
KpaifHus eTal Ha KacKajgaTa Ha KOMIUIEMEHTa ce HabJro1aBa Py BCUYKH MAlMEHTH CIIe/ 3all0YBaHe
Ha eKyIn3ymal. Benuky olieHKM Ha KpaifHUTE TOUKH 32 €(pUKacHOCT ce moao0psBaT HIIH ce 3ara3Bat
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npe3 2 roauan JedeHue. [Inner otroBop Ha TMA ce 3ama3Ba oT BCHUKH pecnioHnepu. Korato
JICUCHUETO MPOJIBIDKABA TIOBEUE OT 26 CEIMUIIN, OIIIE IECT MAIMEHTH TIOCTHTAT U 3aIa3BaT IIbJICH
otroBop Ha TMA mopaau HaMalsiBaHe Ha CepYMHUsI KpeaTHHUH. HUKO# manueHT He M3MCKBa HOBa
muanusa ¢ ekynusyma0. brOpeunara pynkuus, usmepena ¢ meauana Ha eGFR, ce yBennuasa no

BpEMeE Ha JICYEHUETO C eKyIM3yMad.

Tadanna 6: PesyaraTu 3a epuxacHocT B npocniekTUBHUTE npoy4yBanns Ha aXYC C08-002A/B n

C08-003A/B
C08-002A/B C08-003A/B
N=17 N=20
Ha Ha Ha Ha
26 ceamunu 2 romuan! | 26 ceqmunm 2 roquHu!

Hopmanmzarus Ha 6post Ha
TPOMOOLIUTHUTE
Bewnuku marpents, n (%) (95% JAN) 14 (82) 15 (88) 18 (90) 18 (90)
IManyeHTH ¢ OTKJIIOHEHUS HA U3XOHOTO (57-96) (64-99) (68-99) (68-99)
HHUBO, N/N 13/15 (87) 13/15 (87) 1/3 (33) 1/3 (33)
(%)
Crcrosiaue 6e3 npomenu Ha TMA, n (%) 15 (88) 15 (88) 16 (80) 19 (95)
(95% A1) (64-99) (64-99) (56-94) (75-99)
YecToTa Ha MHTEPBEHIIMUTE, CBBP3aHHU C
TMA
EsxenHeBHa yecToTa Mpean eKynu3yMao, 0,88 0,88 0,23 0,23
Meauana (min, max) (0,04,1,59) | (0,04,1,59) | (0,05,1,09) | (0,05, 1,09)
ExenHeBHa yecToTa 10 BpeMe Ha
exynu3yMab, Meauana (min, max) 0 (0, 0,31) 0(0,0,31) 0 0
P-cmotinocm P<0,0001 P<0,0001 P<0,0001 P<0,0001
[Mono6penne Ha Xb3 ¢ > 1 craauii n (%) 10 (59) 12 (71) 7(35) 12 (60)
(95% 1) (33-82) (44-90) (15-59) (36-81)
[Mpomsna na eGFR ml/min/1,73 m?: 20 (-1, 98) 28 (3, 82) 5 (-1, 20) 11 (-42, 30)
MeraHa (JIrarna3oH)
IMoxo6penne Ha eGFR 8 (47) 10 (59) 1(5) 8 (40)
>15 ml/min/1,73 m? , n (%)(95% JAN) (23-72) (33-82) (0-25) (19-64)
ITpomsua 8 Hgb > 20 g/l, n (%) 11 (65) 13 (76) 9 (45) 13 (65)
(95% 1) (38-86)° (50-93) (23-68)° (41-85)
HopManusupaHne Ha XeMaTOJIOTHYHHUTE 13 (76) 15 (88) 18 (90) 18 (90)
mokazarend, n (%) (95% 1) (50-93) (64-99) (68-99) (68-99)
[Ienen TMA otroBop, n (%) (95% [AN) 11(65) 13(76) 5 (25) 11(55)

(38-86) (50-93) (9-49) (32-77)

! TIpu rpanuuna croiinoct na nannute (20 anpun 2012)
2TIpoyusane C08-002: 3 manueHTH, MOTy4aBaT CTUMYJIMPAIIM EPUTPOTIOE3ATA CPEJCTBA, KOETO CE MPEKPATSBA

cJell MHUITMUpaHe Ha eKyIu3ymMab

3 IIpoyusane C08-003: 8 marueHTH, MOIy4YaBaT CTUMYIMPALIN EPUTPOIIOE3aTa CPEICTBA, KOETO Ce IIPEKpaTaBa
IpH 3 OT TSIX [0 BPEME Ha TEPANHUATA C eKyIU3yMad

IIpoyuBanero Ha aX¥YC C10-004 BxmtouBa 41 marueHTH, KOUTO IMOKA3BaT MPU3HALK HA TPOMOOTHYHA
Mukpoanrronatus (TMA). 3a 1a 6bp1aT MAIMEHTUTE TIOIXO AN 3a BKIFOUBAHE, OT TAX CE M3UCKBA J1a
uMaT Opoi TpoMOonHTH < JIOJIHATA TpaHuIla Ha HopManHus auamna3oH (LLN), nanHu 3a XeMmoinun3a
KaTo MOBUIIeHUE Ha cepyMHarta JIJIX u cepyMHUsI KpeaTHHUH HaJl TOPHUTE TPaHUIU Ha HOpMaTa, 0e3
HEO0OXOAMMOCT OT IBJITOCPOYHA quanmn3a. MenuaHata Ha Bh3pacTTa Ha MalueHTUuTe € 35 (IuamnasoH:
18 no 80 ronunm). Benuky manmenTH, BKiItoueHu B mpoyuBaHeTo Ha aXYC C10-004, nmaTt HMBO Ha
ADAMTS-13 nag 5%. Iletnecer u enuH NpOIICHTA OT MANIUEHTUTE UMAT YCTAHOBEHA MYTAIIHS B
perynatopHuTe (HakTOpH Ha KOMIIEMEHTA HIIM aBTO-aHTUT10. OO0I110 35 manueHTH

20




nonyuyaBat [10/BII npeau exynuzyma0. Tabmiuia 7 000011aBa OCHOBHUTE KJIMHHYHHU U CBBP3aHH ChC
3a00JIIBaHETO XapAaKTEPUCTUKU Ha M3XOJHO HMBO Ha MalMeHTUTe, BKIoueHu B aXYC C10-004.

Ta6auna 7: XapakTepucTUKH HA U3X0JHO HUBO HA NMAIMEHTHTE, BKJIKYEHH B IPOYYBAHETO HA
aX¥yC C10-004

IMapamersp IpoyuBane na aXyC C10-004
N =41

Bpeme ot auarnoctuippaneto Ha aX VY C 10 mbpBara j103a 0,79 (0,03; 311)
OT Mpoy4YBaHeTO (Mecenn), Mearana (min, max)
BpeMe ot Tekymoro KIMHUYHO nposeiieHue Ha TMA 1o 0,52 (0,03; 19)
IbpBaTa J103a OT IPOYYBAHETO (MeceIH), Mearana (min,
max)
Bpoii TpomGouuTH Ha u3xoaH0TO HUBO (X 10%/1), Menuana 125 (16; 332)
(min, max)
JIJIX na usxoxuoro uuso (U/1), Meanana (min, max) 375 (131, 3318)
eGFR Ha n3xoanH0T0 HEBO (Ml/min/1,73 m?), meanana 10 (6; 53)
(min, max)

[Narmenture B mpoyuBanero Ha aX Y C C10-004 momydaBaT eKyau3ymMad B IPOIBIDKEHIE HA MUHAMYM
26 cegmuny. Cren 3aBbpILIBaHE Ha IBPBUS 26-CeIMUYEH NIEPHUOJ HA JICUCHUE ITOBEUYETO MMALUEHTH
n30upaT 1a NpoJbIKAT HA IBITOCPOUHA J034.

Cren 3amo4BaHETO Ha eKyIM3yMad ce HaOJIr01aBa HaMallsiBaHe HA aKTUBHOCTTA HA KpalHUs eTam Ha
KacKaJlaTa Ha KOMIUIEMEHTA U YBEJIMUCHUE Ha OpOsi Ha TPOMOOITUTUTE B CPABHEHUE C U3XOIHOTO
HuBO. Exynn3yma0d HamalisiBa mpu3HAIUTE HA KOMIDIEMEHT-MequupanaTa TMA akTHBHOCT, KaKTO Ce
JIEMOHCTPHpPA OT YBEIMUYCHUETO HA CPEAHUS OpPOii Ha TPOMOOIMTUTE OT U3XOIHOTO HUBO JIO

26 cenvuru. B aX¥YC C10-004 cpennust Opoit (:SD) TpomOorutu ce yBenmdasa ot 119 + 66 x10%/1
Ha u3x0qH0TO HUBO J10 200 £ 84 x10%1 ¢ mo exHa ceamua; To3u €GEKT Ce 3ama3Ba pe3 BCHUKUTE
26 cemmuru (cpeneH Opoit TpomOommTH (£SD) Ha ceqmuma 26: 252 + 70 x10%/1). bropeunara
¢byukuus, namepena upe3 eGFR, ce momobpsiBa o BpemMe Ha Tepanusta ¢ ekyin3ymab. J[Bajgecer ot
24-Te maIMEeHTH, Ha KOUTO CE Hajlara Jdajan3a Ha U3XOJAHOTO HUBO, Ca B ChCTOSIHUE J1a TIPEYCTAHOBST
JMaJin3ara 1o BpeMe Ha JISUCHUETO ¢ eKyau3yma0. Taonuia 8 00o01iaBa pe3yararure 3a ehpUKacHOCT
3a npoyusaneTo Ha aXYC C10-004.

Tadauna 8: PesyaraTu 3a epukacHOCT B MPOCIEKTUBHOTO npoyuBane Ha aXyYC C10-004

IapameTsp 3a epuKacHOCT IIpoyuBane na aXyC C10-004
(N =41)
Ha 26 cenmuiu
Ipomsna B 6post TpomGoumTH 10 ceamuua 26 (10%1) 111 (-122; 362)
HopmanuzupaHe Ha XeMaTOJIOTHYHHTE MTOKa3aTesu, n (%) 36 (88)
Menuana Ha NPOABIKUTETHOCTTa HA HOPMATTU3UPAHETO HA 46 (10; 74)
XEMaTOJOTHYHHTE TT0KA3aTeN !, CEAMUIH (1uana3zon)
[Isier TMA otrosop, n (%) 23 (56)
Meauana Ha MPOIBIIKUTEIHOCTTA Ha IIbjiecH TMA oTrosop, 42 (6; 74)
CeIMUIIN (Inana3on)
CobcrosiHue 0e3 nposisu Ha TMA, n (%) 37 (90)
95% 11 77,97
Yecrora Ha nHeBHUTEe TMA HHTEpBEHIINY, MeTMaHa (HAIa30H )
Ipenu ekynu3ymad 0,63 (0; 1,38)
ITpu se4yenue ¢ exyan3ymad 0 (0; 0,58)

! T'pannunara croitHocT Ha ganuuTe (4 centemspu 2012 I.) ¢ MeanaHa HA IPOABIKUTETHOCTTA HA TEPAMTHATA C
exynu3ymab ot 50 cenqmuuy (nuanason: 13 ceqmuuu 10 86 ceamuum).
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JBITOCpOYHOTO JIeueHue ¢ eKynu3ymab (Mennana 52 ceaMuI, ¢ quamna3oH ot 15 go 126 cenmurn) ce
CBBHP3Ba C MMOBUIIICH MPOICHT KJIMHUYHO 3HAYMMH MOI00OpPEHHMS TPY Bh3pacTHH narentu ¢ aXyC.
Koraro neveHneTo ¢ eKyau3ymad mpoabibKaBa oBede OT 26 CEJMMIII, Ol TPUMa NarueHTH (001110
63% OT maIMeHTuTe) MOCTUTAT IIbJIeH OTroBop Ha TMA, a omre yetnpruma manueHTH (0010 98% ot

MAIMEHTHTE ) TOCTUTAaT HOPMAaIH3HpaHe Ha XeMaTOJOTMYHNTE MToKas3aTen. IIpu rmocaeqHara
onenka 25 ot 41 mauuentu (61%) nocrurat nogodpenue na eGFR ot > 15 ml/min/1,73 m? ot

HN3XO0OTHOTO HUBO.

IlenuaTpuyHa momyJaamus

Tapoxcusmanna HowHa xemo2100unypus

O6mo 7 nenuarprunu nauuentu ¢ [IHX ¢ mennanno terno 57,2 kg (muanazon ot 48,6 no 69,8 kg) u
Ha BB3pacT oT 11 no 17 roguan (MennaHa Ha Be3pacTTa : 15,6 ToIMHN) MMOTydaBaT eKynn3ymad B

npoyuBane M07-005.

JleuenueTo ¢ eKyaM3ymad 1o IpejlaraHaTa cxemMa Ha IpHjIarane Mpy IMeAnaTpHUIHaTa TOITyJIalus ce
CBBpP3Ba C peaylpaHe Ha HHTPAaBaCKyJIapHAaTa XeMOJIN3a, H3MepeHa upe3 cepyMHnTe HuBa Ha JIIX.
ToBa 1oBek/Aa CHIIO 10 3HAUUTEIHO HAMAaIsIBaHE WJIM OTIIA/IaHe HA KPBBHUTE TpaHCPy3HH U
TEHJICHIIUS KbM LISUIOCTHO Noo0peHue Ha obmiarta Gpynkuus. EdukacHocTTa Ha Te4eHneTo ¢
eKyn3ymMab npu nexuarpuaau nanuenTt ¢ [IHX msrinexna cboTBeTCTBa Ha HAOMIOAaBaHATA TIPU
Bb3pacTHH nauuenTu ¢ [THX, BkimoueHu B ocHoBHUTE npoy4Banus Ha [THX (C04-001 u C04-002)

(Bx. Tabmumm 3 u 9).

Ta6auna 9. PesyaraTu 3a epukacHocT oT nequaTpuyHoTo mpoyusane Ha [THX M07-005

P — croiinocT
Cpeano (SD) Panros tect Ha | JIBycTpaHeH t-

Wilcoxon TECT
ITpoMstHa OT M3XOHOTO HUBO Ha 12-Ta =771 (914) 0,0156 0,0336
cenmuiia Ha crorHoctTa Ha JIIX (U/1)
AUC na JIJIX (U/I X Jlen) -60 634 (72 916) | 0,0156 0,0350
[IpomsHa OT U3XOMHOTO HUBO Ha 12-Ta
ceMUIIa Ha CBOOOTHSI XeMOTJIOOWH B -10,3 (21,13) 0,2188 0,1232
mrazmara (mg/dl)
[TpoMsiHa OT U3XOAHOTO HUBO HA
rosieMuHara Ha kioHa Ha Tum [ UKK 1,80 (358,1)
(ITporeHT Ha a0epaHTHUTE KIETKH)
[IpomsiHa OT U3XOIHOTO HUBO Ha 12-Ta
cenmuiia B PedsQL™ 4.0eneric core 10,5 (6,66) 0,1250 0,0256
scale (manuenTn)
[IpomMsHa ot U3x0qHOTO HUBO Ha 12-Ta
cenmuiia B PedsQL™ 4.0 generic core 11,3 (8,5) 0,2500 0,0737
scale (poauTeinn)
IIpomsiHa OT U3XOAHOTO HUBO Ha 12-Ta
ceamuna B PedsQL™ multidimensional 0,8 (21,39) 0,6250 0,4687
fatigue (manueHTH)
IIpomsiHa OT U3XOAHOTO HUBO Ha 12-Ta
ceamuna B PedsQL™ multidimensional 5,5(0,71) 0,5000 0,0289
fatigue (poauresn)
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Amunuuen xemonumuyen ypemuier CMH()DOM

OO6m10 15 meanaTpuvHU MaMEeHTH (Ha BB3pacT OT 2 Mecena A0 12 roArHN) NonydaBaT eKyiIu3ymal B
aX¥YC npoyuBane C09-001r. YeTupuneceT u ceneM MPoIeHTa OT MAIIUEHTUTE UMAT YyCTAaHOBEHA
MYyTalus B peryJaTopHuTe PaKkTopy Ha KOMIUIEMEHTA WIH aBTO-aHTHUTsUT0. MenaHHOTO BpeMe OT
muarnoctunypane Ha aXYC 1o mppBata no3a exynuzymad e 14 mecerna (auamazon <1, 110 mecera).
MennaHHOTO BpeMe OT TeKyllaTa MposiBa Ha TPOMOOTHYHA MUKPOAHTHONATHs 10 TbpBaTa 1032
exyu3ymab e 1 mecern (nuamason <1 mo 16 mecera). Meauanara Ha MpOIb/DKUTEIIHOCTTA HA
JIEYEHUETO ChC eKynmn3yMab e 16 cemmurm (quamaszon 4 go 70 cemmuiy) 3a aena < 2 roguau (n=5) u
31 cenmunu (muanazon 19 no 63 ceamunm) 3a aena ot 2 10 12 roaunu (n=10).

Karo 1suto pesynraturte 3a eUKacHOCT 3a Te3W MeAUATPUYHH MAIIMSHTH U3TIIEKAT CbBMECTHMU C
HAOJI0JaBaHUTE TIPH MAIIMCHTUTE, BKIItoueHU B ocHOBHUTE aX Y C mpoyuBanus C08-002 u C08-003
(Tabnumua 6). Huto equn nmeauaTpudieH NalMeHT HsIMa HYK/a OT HOBa JIUan3a 1o BpeMe Ha

JIEYEHUETO C eKYyIN3ymMao.

Ta6auna 10: Pe3yaraTu 3a epuKacHOCT NPU NeIUATPUYHH MANMEHTH, BKJIIOYEHH B IPOyYBaHe

Ha aXyYC C-09-001r

ITapamersp 32 e¢uKacHOCT

<2 romunm (N=5)

2 10 <12 roaunu

<12 roguHu

(n=10) (n=15)

[ManuenTr ¢ HOpMaTU3aIKs Ha OPOst 4 (80) 10 (100) 14 (93)
Ha TpombonutHTe, n (%)
IMenen TMA otrosop, n (%) 2 (40) 5 (50) 7 (50)
Uectora Ha nHeBHUTE TMA
WHTEPBEHITNH, MeIaHa (Inana3oH)

[Ipenu exynuzymad 1(0;2) <1(0,07; 1,46) <1(0; 2)

[Tpu neyenue ¢ exyan3ymad <1(0; <1) 0 (0; <1) 0 (0; <1)
[ManwmenTn ¢ nogodpenue Ha eGFR 2 (40) 6 (60) 8 (63)

>15 ml/min/1,73 m?, n (%)

[Ipyu neuaTpu4HU MAIMEHTH C ITO-KpaTKa MPOIBIDKUTEIHOCT Ha TEKYyIaTa TeKKa KIMHUYHA MTPOsiBa
Ha TpoMboTryHa MuKpoanruonatust (TMA) npean exynu3zymad uma kontposn Ha TMA u nmooOpenue
Ha ObOpeyHaTa GYHKIMS MpH JieueHHeTo ¢ exynu3ymad (Tabmuma 10).

[Tpu neguaTpuyHy NAMEHTH C MO-ABJIra MPOABIDKUTEIHOCT Ha TEKYIaTa TeXXKa KIMHUYHA TPOsiBa Ha
TMA npenn exyiau3ymab nMa KoHTpos1 Ha TMA nipu neueHneTo ¢ ekynnzymad. bropeunara GpyHKus
obaue e HEMPOMEHEHa TIOPaJIN MPEIMIITHO HeoOpaTMo Ob0peuHo yBpexane (Tabmuma 11).

Ta6auna 11: Pe3yaraTu 3a epuKkacHOCT NpH NeIUATPUYHH NManueHTH B npoy4usBane C09-001r
cropea NPoAbJKUTETHOCTTA HA TEKYLIATA TEeKKA KJIMHUYHA MPOsSIBA HA TPOMOOTHYHA

mukpoanruonatus (TMA)

HpOZ['L.]'DKI/lTe.]'IHOCT Ha TEKyIIaTa TeKKa

KJIMHUYHA mposiBa Ha TMA

< 2 mecena >2 mecena
N=10 (%) N=5 (%)
Hopmanusupane Ha Oposi Ha TPOMOOIMTHTE 9 (90) 5 (100)
Crwcrosaue 6e3 nposisu Ha TMA 8 (80) 3 (60)
ITeren TMA otrosop 7 (70) 0
ITono6penue Ha eGFR nmomobopenue 7 (70) 0*
> 15 ml/min/1,73 m?

* EnvH nmanuent noiydaBa nmonodpenue Ha eGFR cnenx 660pedna TpaHCIIIaHTALINS
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001110 22 MalMeHTH Aela U FOHOIIH (Ha B3PacT OT 5 Mecena 70 17 roauHu) MojIydaBaT eKyau3ymMmad
B ipoyuBaneTo Ha aXYC C10-003.

[Tpu npoyusanetro C10-003 oT manueHTUTE, BKIIOYSHH B MPOYYBAHETO, CE U3MCKBA J1a UMAT OpOii
TpoMOOITUTH < JO0JHATa TpaHHIla Ha HopMatHuAs nuana3zoH (LLN), manan 3a XxeMom3a KaTo
noBuIIeHue Ha cepymHara JI/IX Hax ropHUTE TpaHUIM HA HOpMAaTa U HUBO HA CEPyMHHUS KPEaTHHUH
> 97-us mepIeHTH 3a Bb3pacT 0e3 He0OXOAMMOCT OT JBJITOCPOYHA Auanu3a. Meauanara Ha
BB3pacTTa Ha MAIlMSHTHUTE € 6,5 TOMUHY (IuamnazoH: 5 Mecera 1o 17 roguawm). [laruenTHTe, BKIIOYCHH
B aX¥YC C10-003, mmatr ADAMTS-13 uuBo Hax 5%. Ilernecer mporieHTa OT MAIIMEHTUTE UMAT
yCTaHOBEHA MYyTalllsl B PeryIaTopHUTE (PakTOpU Ha KOMIUIEMEHTa WIIH aBTO-aHTUTsU10. O0I1I0

10 manmenTn nosrydasat [1O/BII npeau exynuzymab. Tabauma 12 06001aBa OCHOBHUTE KIIMHUYHU U
CBBP3aHH ChC 3200JIIBAHETO XapaKTEPUCTUKY Ha U3XOIHO HUBO HA MAIIMEHTHUTE, BKIIFOUYEHHU B
npoyusaneto Ha aXyYC C10-003.

Tadnauua 12. XapakTepucTHKH HA M3X0JHO HUBO HA MALMEHTHTE /Iella U IOHOLIH, BKJIIOYEHH B
npoyuBanetro Ha aXyYC C10-003

1 mecen 10 <12 roqunusS | Bcuuku manueHTH

ITapameTsp (N = 18) (N = 22)
Bpewme ot nuarnoctunupanero Ha aXVyC 1o
IbpBaTa 7103a OT IMPOYYBAHETO (MeCeIn), MeAraHa 0,51 (0,03; 58) 0,56 (0,03;191)

(min, max)

BpeMe oT TeKyHIOTO KIIMHUYHO HpOSIBJICHI/IC Ha
TMA 10 mbpBata /103a OT MPOYyYBAHETO (MECEIH), 0,23 (0,03; 4) 0,20 (0,03; 4)
MenuaHa (min, max)

Bpoii TpomGonuTH Ha M3x0AHOTO HEBO (X 10%1),

. 110 (19; 146) 91 (19; 146)
MearaHa (min, max)
J%);{S Ha u3xoaHoTo HuBo (U/1) Meauana (min, 1510 (282; 7164) 1244 (282: 7164)
: 2
eGFR Ha u3xoanoto HUBO (ml/min/1,73 m?), 22 (10; 105) 22 (10; 105)

MeauaHa (min, max)

[Tanimenture B aXYC C10-003 monyyaBat ekynu3ymad B MPOABIDKCHIE HA MUHUMYM 26 CEAMUITH.
Crient 3aBbpIlIBaHE Ha MMBPBUsI 26-CeIMUYCH MTEPHOJ Ha JICYCHHUE TTOBEUETO MAI[MCHTH U30UpaT Ja
NPOABIDKAT Ha ABITOCpOUHa J103a. Cie/ 3amouBaHeTo Ha eKynn3ymMab ce HaOIro1aBa HaMallsiBaHe Ha
AKTUBHOCTTA HA KPalHUS €Tal Ha Kackajara Ha KOMIUIeMeHTa. Ekyin3ymab HamalsBa Npu3HaIUTe Ha
KOMIUIeMEHT-MetuupanaTa TMA akTHBHOCT, KaKTO CE€ IEMOHCTPHpPA OT YBEJIMUSCHUETO HA CPEIHUS
Opoit Ha TPOMOOIIMTHTE OT U3XOAHOTO HUBO 110 26 cenmuiu. Cpeaaust (£SD) 6poit TpomOonHTH Ce
yBenu4aBa oT 88 + 42 x10%1 Ha n3xomHOTO HUBO 110 281 *+ 123 X10%1 ¢ Mo exHa ceaMuIIa; TO3U edekT
ce 3arasBpa npe3 BcuukuTe 26 ceamuiy (cpeaeH Opoit tpombonuty (£SD) Ha ceamutia 26:

293 + 106 x10%1). bu6peunara dpynkuus, nzmepena upe3 eGFR, ce momobpsBa no Bpeme Ha
Tepanusra ¢ ekyiau3ymab. Jleset ot 11-Te manueHTH, Ha KOUTO Ce HaJjlara Auain3a Ha U3XO0IHOTO
HHUBO, BeYe HAMAT HYXJ1a OT AMaIu3a clie eH 15 OT MpoydYBaHETO Ha JICYSHHUE C eKyIM3yMao.
OtroBopuTe ca moI00HU MPHU BCUYKU BB3pacTh — oT 5 Mecena jio 17 roquan. B aXVC C10-003
OTTOBOPHTE HAa EKYJIU3yMal ca IMOJ00HU NPY NMAIMEeHTH ChC U 0€3 yCTAHOBEHH MYyTalluU B
perynaTtopHuTe ()aKTOpH HAa KOMIIEMEHTA WM aBTO-aHTHUTEeNa KbM (aktop H.

Tabmuia 13 o6o0maBa pesynrarure 3a epukacHoct 3a aXyYC C10-003.
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Taéauna 13. Pe3yaTaTn 3a e()MKACHOCT B POCIIEKTUBHOTO npoy4uBaHe Ha aXyYC C10-003

1 mecen 10 Benukn
ITapamersp 3a epukacHocT <1($\lr:)1pé;m H(al\llnie;;)“
Ha 26 ceqmunm Ha 26 cexmunn
[TbHO HOPMATH3UPAHE Ha XEMATOJIOTHYHHUTE
0

K/?: a;i[zn:é 111 (({0 )’LJ'DKI/ITCJ'IHOCTTa Ha ITBJIHOTO 14 (78) 18 (82)

A PO 35 (13; 78) 35 (13; 78)
HOpMaJTU3MPaHE HAa XEMaTOJIOTHYHHUTE MTOKA3aTEeIH,
cenmuy (nuanaszon)
[Ienen TMA otrosop, n (%)
MennaHa Ha IPOABIDKUTEIHOCTTA Ha BIHUT TMA 11 (61) 14 (64)
OTTOBOp, CeAMMIM (1uana3zon) 40 (13; 78) 37 (13; 78)
Crwcrosiaue 6e3 nposieu Ha TMA, n (%) 17 (94) 21 (96)

95% U NA 77; 99
ExenneBHa uectoTa Ha cBbp3anu ¢ TMA
WHTEPBEHITNH, MeIaHa (Inana3oH)

[penu aeYCHUETO C EKyIH3yMad, MeIraHa NA 0,4 (0;1,7)

[Tpu nevyenuero ¢ exyau3ymad, Meauana NA 0 (0;1.01)
[Momo6penune na eGFR >15 ml/min/1,73« m?, n (%) 16 (89) 19 (86)
[Ipomsina Ha eGFR (>15 ml/min/1,73+ m?) na
26 ceamuiia, MeauaHa (IUamma3oH) 64 (0; 146) 58 (0; 146)
[Tono6penue va Xb3 ¢ >1 craauid, n (%) 14/16 (88) 17/20 (85)
Csacrosiane 6e3 nposisu Ha [1O/BII, n (%) 16 (89) 20 (91)
CrcrosiHHe 0e3 puiiarane Ha HoBa quanm3a, n (%) 18 (100) 22 (100)

95% JI1 NA 85; 100

! Tpanuunara croitHoct Ha janHuTe (12 oktomepu 2012 T1.) ¢ MeJMaHa Ha IPOXBKUTENHOCTTA HA TEPAIUATA C
ekynm3ymal ot 44 cenmunu (auanaszon: 1 mo3a g0 88 cenMuim).

JIBITOCPOYHOTO JICUueHHE ¢ eKyn3ymMal (MeauaHa 55 ceIMUIIM, ¢ TUara3oH ot 1 JAeH 10

107 cenMuiin) ce CBbP3Ba C MOBUIICH MPOLEHT KIIMHUYHO 3HAYMMU TI0J00PEHUS TIPY TAIIMEeHTH JIelia
u toHom ¢ aX Y C. Korato siedennero ¢ ekynu3ymad mpoabinkaBa moBede ot 26 CeIMUIIH, OIlle eInH
nanueHT (00mo 68% OT manueHTHTe) MOCTHTa IIBJICH 0TTOBOp Ha TMA, a omie 1BaMa MalueHTH
(061110 91% OT MAalMEHTUTE) OCTUTAT HOPMAJIU3UPAHE Ha XEMATOJIOTMYHUTE MoKa3aTenu. [Ipu
nocneaHata onenka 19 ot 22 nanuentn (86%) nmocrurar nomxodbpenue Ha eGFR ot

> 15 ml/min/1,73 m? ot u3xoxHOTO HUBO. HAMa manueHTH, IIPY KOWTO CE HaJlara HOBa JUalln3a C
eKynu3ymao.

5.2 @apmakoKHMHeTHYHHM CBOWCTBA

(DaDMaKOKI/IHeTI/IKa M MeTa00I1M3bM Ha aKTUBHOTO BE€IICCTBO

Buompancdhopmayus

Knerkure nHa PETUKYJIOCHAOTCIHATA CUCTCMA NOTTTBIIAT YOBCHIKUTC aHTHUTECIA YPE3 CHAOIUTO34a.
EKy.]'II/I3YMa6 ChAbpiKa CaMO €CTCCTBCHO CHIICCTBYBAIIM aAMUHOKHCCIIMHU U HE CbAbPiKa NU3BECTHU
aKTUBHM MeTabomnuTh. YOBEIIKATE aHTUTENA CE KaTaGOHI/ISI/IpaT MMPpEANMHO OT JIM3030MHUTE CH3UMH
J0 MAJIKH IIEITHAN U aMHUHOKHWCCIINHHU.

Enumunupane

He ca MPOBCKAAHN CIICHHUAIHUA NPOYUYBAaHUS 3a OIIPCACISAHC Ha ‘-IepHO,I[p06HI/ITG, 6’B6pCI{HI/ITC,
66J10,I[pO6HI/ITe WM CTOMAITHO-YPCBHUTC IbTUIIIA 3a eKCerLII/ISI/ CJIIMMUHUPAHC Ha CKyJ'H/I3yMa6. HpI/I

25




MPaBUIHO (DYHKIIMOHUPAIIY OBOPEIH, aHTUTEIA HE CE EKCKPETUPAT U He ¢e QUITPUpAT IMOPau
TEXHHS pa3mep.

Bp1>31<a( ") d)aDMaKOKI/IHGTI/IKa-d)aDMaKOH HMHaMHKa

IIpu 40 marmenTy ¢ [THX e u3non3Bad eTHOKOMITAPTUMEHTEH MOJIEIT 3a OIleHKa Ha
(hapMaKOKHMHETUYHHUTE MApaMETPH CJIe MHOTOKPATHO NpuiioxeHue. CpeTHUAT KIUPBHC €
0,31 £ 0,12 ml/h/kg, cpennust obem Ha pasnpenenenne — 110,3 + 17,9 ml/kg u cpeaHusT
eNMMMUHAIMOHEH oy )uBOT — 11,3 + 3,4 nau. CTaliOHAPHOTO CHCTOSHKE CE MOCTHUTa MPH
4 cenmuuHa cxema Ha npuiarade 3a [ITHX npu Bp3pacTHU.

IIpn marmenTn ¢ ITHX papmakoarnHaMudHaTa aKTHBHOCT MMa AUPEKTHA BPB3Ka ChC CEPYMHUTE
KOHIICHTpAIIMH Ha KyIU3yMal U MOIbpKAHETO Ha Hali-HUCKUTE HUBA HaJ > 35 Mukporpama/ml
BOJIM JI0 IPAKTUYECKH ITBJIHO OJIOKMpPAHE Ha XEMOJIUTUYHATA AaKTUBHOCT MPH MIOBEYETO MAIUEHTH C
ITHX.

Bropu nonynanuonen ®K ananus cbe cTaHgapT €IHOKOMIIAPTUMEHTEH MoJel e poseaeH BbpXy DK
JTAHHU 32 MHOTOKpAaTHU A034 oT 37 nanueHTH ¢ aXy C, noiaydyaBally OIpernopbyaHaTa cXxema Ha
nmo3upane Ha ekynn3ymab B mpoyuBanus C08-002A/B u C08-003A/B. B To3u Mozen KIUPBHHCHT Ha
exynu3yMa0 3a tunuueH namueHt ¢ aXYC ¢ terno 70 kg e 0,0139 1/h, a 06embT Ha pa3npeaeieHue

e 5,6 1. EnumMuHanmoHHUAT moy>kuBoT € 297 4 (mpubnuzurento 12,4 nHu).

Bropusr nonmynanuonen ®K mozen e nmpunoxken kbM @K qaHHNUTE 32 MHOTOKpPaTHU 03U Ha

22 neanatpuvHu manueHTd ¢ aXy C, momydaBaliy npernopbunTeNHaTa 1030Ba cXeMa 3a eKyiIn3ymad B
aXVYC C10-003. KinupbHCHT 11 00eMBT Ha pa3npezelieHie Ha eKyTn3yMal 3aBHCAT OT TETI0TO, KOETO
NPEICTaBIsiBa OCHOBAaTA 3a 0a3upaHa BbPXY TEIJI0TO A030Ba CXeMa IIPH NeIUaTPUIHNUTE MACHTH
(Bk. Touka 4.2). CToifHOCTUTE Ha KIIMPBbHCA HAa EKyTU3yMal Mpy NeauaTpuyHuTe nanueHt ¢ aXyC
ca 10,4, 5,3, u 2,2 ml/g npu TenecHo Terio cboTBeTHO 70, 30 1 10 kg; a ChOTBETCTBAIMTE CTOWHOCTH
Ha o0eMa Ha pasnpesieNieHne ca CbOTBeTHO 5,23, 2,76 n 1,21 1. ChoTBETCTBAUAT ETUMUHAIIMOHEH
MOJTYKHBOT OCTaBa IMOYTH HEMPOMEHEH B inana3oHa ot 349 no 378 u (mpubnusurenno 14,5 no

15,8 num).

KimpBpHCHT M OTYKUBOTHT Ha €KyJIH3yMald CHIO ca MPELeHEHH 10 BpeMe Ha HHTEPBEHIMUTE Ha
rtazMooomeH. [11azsMoo0MeHbT Bou /10 ipubau3uTenHo 50% cnaj B KOHIEHTPAIUUTE Ha
eKyIM3yMad ciien 1-yacoBa MHTEPBEHIHS ¥ €IIMMHHAIMOHHHSAT MOJTY>KUBOT Ha €KyJIH3yMal ce
HamausiBa Ha 52,4 gaca. Koraro exynn3ymab ce npuiiara Ha nanueHTty ¢ aX Y C, moiry4aBaiiy BIHBaHe
Ha T1a3mMa Ui 0OMeH, ce MpernopbyBa JOMBIHUTEIHO JI03upane (BXK. Touka 4.2).

Benuku nanuenTu ¢ aXVYC, neKyBaHU ¢ eKyJIuM3yMal, IPUIIOKEH B CbOTBETCTBHE C IIPEIIOPHKHUTE,
MOKa3BaT ObP30 M yCTOMYMBO HAMAJIEHNE HA aKTUBHOCTTA HA KpaliHUs eTar Ha KacKajara Ha
komriemeHTa. [1pu mamuentu ¢ aXyYC dpapMakoJuHAMUYHATA aKTUBHOCT KOPEIUPA TPSIKO ChC
CepyMHHUTE KOHLIEHTPALMY Ha eKyIr3yMad U MOIABPKaHETO HAa PABHOBECHU HUBA OT MPHOIM3UTEITHO
50-100 mukporpama/ml Boau 10 1O CHIIECTBO IIbJICH OJIOKaK Ha aKTUBHOCTTA HA KpaHUA eTall Ha
KacKajaTa Ha KOMITIEMEHTa Ipu Bcuuku manuentu ¢ aXyC.

O®K napameTpu ca cxoaHu B nomynanuute nanueHT ¢ ITHX n aXVC.
®dapMakoAMHAMHUYHATA aKTHBHOCT, U3MEpPEHA Upe3 KOHIIEHTpaIuTe Ha HecBbp3aH C5
< 0,5 mukporpama/ml, Kopenaupa ¢ IpaKTHYECKH IIBIIHO OJIOKHMpaHe Ha aKTUBHOCTTA Ha KpailHUs eTan

Ha KacKajara Ha koMrmiemMeHTa npu naruenTtu ¢ [IHX u aXVC.

CHGLII/IaJ'IHI/I nonyjaanuu

He ca nmpoBexaanu crierpagHu MPOYYBaHUS 32 ONIpeIeisiHe Ha (JapMaKOKWHETHKATa Ha eKyIn3ymad
TIPH CHIEIATHU TTOMYJIaliy NAIlMeHTH, ONPEIENIeHN CIIOPE] IO, paca, Bb3PacT (repruaTpuyHy) WK
HaJIMYMETO Ha OBOPEYHH WM YEPHOIPOOHHU YBPEKIAHHA.
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ITorrymanmonen @K (mon®K) ananus Ha JaHHWTE, CHOPAHU OT BCHUKH NMPOYYBAHUS HA EKyIHU3yMao,
MOKa3Ba, 9e TIO0JI, paca, Bh3pacT (TepraTpuyHa) Wik HATMINEeTO Ha YBPEXAaHe Ha OhOpedHaTa miu
yepHOoIpoOHaTa ¢yHkIws He nonussaT OK Ha exynuzymao.

Teouampuuna nonyrayus

dapMakOKUHETHKATA Ha eKyJu3ymMa e orieHeHa B mpoyuBane M07-005 npu neauaTpudHu NanueHTH
¢ [THX (na Bu3pact ot 11 g0 nmox 18 rogunan) u B nmpoyusanus C08-002, C08-003, C09-001r u C10-
003 pm meauaTprany narueHTH ¢ aXYC (Ha Bb3pact oT 2 Mecerna a0 mox 18 roxuan). [lom®K
aHaIu3bT Noka3Ba, 4ye 3a [THX u aXVC TenecHOTO TErio € 3HaYuM KOBapHaT, U3UCKBAIL[ ONPEACIITHE
Ha Jio3aTa Ha 0a3aTa Ha TEJICCHOTO TErJI0 3a NeIUaTPUIHHUTE NAIlUCHTH.

5.3 TlpeakJIuHUYHYU TaHHH 32 0€30MACHOCT

CrnenuduynaTa akTUBHOCT Ha eKynu3yMad kbM C5 B YOBCHIKHUS CEpYM € OIICHEHa B B¢ iN Vitro
NpOYYBaHUSL.

TbKkaHHAaTa KPCTOCAHA PEAKTUBHOCT Ha €KyJIN3yMal € OLICHEeHa upe3 ONpeielisiHe Ha CBEP3BAaHETO
kbM Habop ot 38 yoBemku ThkaHu. Excripecusita Ha C5 B Habopa OT YOBEIIKU THKAaHU, H3CIICBaHA B
HACTOSALIOTO MPOYyYBaHe, ChOTBETCTBA Ha MyOJIMKyBaHUTE JOKJIaaU 3a ekcnpecusaTa Ha CS, karo C5 ce
OTKpHBA B TJIAJIKUSI MYCKYJI, B HAOpa3ieHHsI MyCKyJl U B ObOpeuHHs POKCUMAJICH TyOylapeH ermuTed.
He e ycraHoBeHa HeoyakBaHa ThKaHHA KPbCTOCAHA PEAKTHBHOCT.

He ca npoBexaaHu penpoAyKTUBHU POYYBaHUS MPH )KUBOTHH C SKyJIn3yMal 1opaau OTChCTBUETO
Ha (apMaKoJIOTHYHA aKTHBHOCT IIPH OMOJIOTHYHHU BUIOBE, PA3INYHU OT YOBEKA.

IIpu 26-cenMUYHO TPOyYBaHE 3a TOKCUYHOCT MIPU MUIIKH ChC CYpPOraTHO aHTHUTSIO, HACOYEHO Cpelly
mut C5, TpeTupaHeTo He BiKse BbPXY HUTO €UH OT U3CIIeABAaHUTE TapaMeTpH 338 TOKCUYIHOCT.
XeMOJIUTHYHATa aKTUBHOCT B X0J1a Ha IIPOYYBAHETO € €(PEeKTUBHO OJIOKMpaHa NPU MBXKHUTE U IPU
JKEHCKUTE MUIIKH.

IIpu npoyuBaHUsTa 32 PEIPOAYKTUBHA TOKCUYHOCT IPH MUIIKH ChC CYypPOTraTHO, HHXUOHUPAIIO
KpaifHus eTal Ha KacKaJgaTa Ha KOMIIEMEHTa aHTUTSUIO HE ce HaOIIoJaBar SICHH, CBbP3aHu C
TPETUPAHETO ePEKTU WM HEKeNaHU ePEeKTH, KOETO € H3II0JI3BaHO 32 OL[CHKA Ha 0€30I1acHOCTTa Ha
onmoxupanero Ha C5 3a penpoaykuusita. Te3n npoyuBaHus BKIIOUBAT OLIEHKA Ha (DepTHIINTETA U
PaHHOTO eMOPHOHAIHO PAa3BUTHE, TOKCHYHOCTTA 33 PA3BUTHETO U MIPE- U MMOCTHATAIHOTO Pa3BUTHE.

Koraro npu maiikata HacThIIBa €KCIO3UIMA HA AaHTUTSIIOTO IO BpEMe Ha OpraHoreHe3ara, ca
HaOJII0aBaHM [Ba CIIydasl Ha PeTHHAIHA AUCIUIA3Us U €IMH cIy4ail Ha IrbIiHa XxepHus npu 230 Maiku
OT MaKH, U3JI0’KEHH Ha MM0-BUCOKH JI03U aHTHUTENA (MPHOIN3UTETHO 4 THTH MOBEYE OT MAKCUMAaTHO
IpernopbYaHuTe IIPH XOpa 03U Ha eKyIH3yMal, Bb3 OCHOBA HAa CPABHEHUE Ha TEJIECHOTO TErJI0);
eKCIOo3MLMsATa 00aue He yBelnndaBa cCilydyanTe Ha 3aryoa Ha (eTyca Wid HeoHaTalaHa CMBPT.

He ca IIPOBCKIAHN IIPOYUBAHUA IIPU )XKUBOTHU 3a OLICHKA HAa TCHOTOKCUYHUA U KaHILICPOICHECH
INOTCHIMAJI Ha CKy.TII/I3YMa6.

6. DODAPMAIIEBTUYHHU JAHHU
6.1 Cnucbk HAa NIOMOIIHHUTE BELIeCTBA

Or1reTHA KHCEITMHA
Harpues xunpokcus
Hunarpues enerat (EDTA)
Copowuron (E420)
[omucop6ar 80 (E433)
Bopa 3a nmxeknmm
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6.2 HecnbBMecTHMOCTH

To3u JlekapcTBEH MPOAYKT HE TPSOBA 1a ce CMeCBa C APYTH JICKAPCTBEHU MPOYKTH, C M3KTIOUCHUE Ha
[IOCOYEHHUTE B TOUYKAa 6.6.

6.3 Cpok Ha rogHoOCT
3 roaguHu

Cnen pa3peKaaHe XuMUIHa U (I)I/ISI/IIIHa CTaOUITHOCT 10 BpEMC Ha yHOTpe6a ca JOKa3aHHu 3a CIICIHUTC:

. Wundysnonnu cakose ot noiuonedun: 14 nuu npu 2 °C no 8 °C, nocnensanu ot 48 yaca npu
2 °C no 8 °C wim craiiHa TemIieparypa.
. PVC undysuonnu cakose: 48 waca npu 2 °C no 8 °C wim cTaiiHa TemIeparypa.

Ot MUKpPOOMOJIOrHYHa IJIe/IHAa TOUKA MPOAYKTHT TPsIOBa Jla ce U3M0I3Ba He3a0aBHO. AKO He ce
M3M0J13Ba HE3a0aBHO, BPEMETO M YCIOBUATA HA ChXPaHEHHE M0 BpeMe Ha yrorpeda ca OTTOBOPHOCT Ha
noTpeduTenst ¥ OOMKHOBEHO He TpsAOBa na HanxBHPIAT 24 gaca mpu 2 °C 1o 8 °C, ocBeH ako
Pa3pCKAAHCTO HE € U3BHPUICHO ITPU KOHTPOJIMPAHU U BaIUAUPAHN aCCIITUYHU YCIIOBUS.

6.4 CroenuajaHu yCJIOBHS HA ChbXpPaHeHHUe

[a ce cpxpansiBa B xnaaunauk (2 °C — 8 °C).

Ha ue ce 3ampaszssa.

Ja ce cbxpaHsiBa B OpUI'MHAJIHATa ONAKOBKA, 3a J1a C€ MPEANa3u OT CBETIINHA.

®nakonute ¢ BEKEMV B opurnnamHara ormakoBka MOTAT J1a C€ M3BAAAT OT XJIQJAUITHHUKA, KBIIETO Ce
CHXpPaHIBAT, CAMO BeIHbK 32 EPUOJ OT MAKCUMYM 7 IHHU. B Kpas Ha TO3H nepuoa NpogyKThT
MoOXe Jja ObJie MOCTaBEH OTHOBO B XJIAMITHHKA.

3a ycioBuATa Ha ChbXpaHEHHE CIIEN Pa3pekaaHe Ha JIGKAPCTBEHHS NPOIYKT, BIKTE TOUKa 6.3.

6.5 Bwuxu chabpkaHne HA ONMAKOBKATA

®nakoH (cThkito THI ) ¢ eacToMepHa 3amynianka U aTyMHHEEBa 00KaTKa ¢ OTYYIBAIIO Ce KaradJe.
Bup onakoBka 1o efuH (hIaKkoH.

6.6 CrhenunajJHu npeanasHu MePKH NP U3XBbPJIsiHe U padoTa

[Ipenu npunaranero, pa3tBopbT Ha BEKEMV TpsiOBa ia ce pasriiesia BHUMATEIHO 32 BUIUMHU
YaCTHIIM U TIPOMSIHA Ha IIBETA.

VYkazanusa

Pa3pe>K;[aHeTo TpSI6Ba Ja €€ U3BbPIUIN B CbOTBETCTBUC C IIPpABUJIATA HA ;[06paTa IIpaKTHKa, 0Cc00€eHo
II0 OTHOIICHHUEC HAa aCCIITHUKaTa.

Uzrernere msmoro konmuectBo BEKEMV ot duiakona(ure), kaTo U3M0I3BaTe CTEPUIHA CIIPUHIIOBKA.
[IpexBbpiieTe mpenucanara 103a B UHQY3MOHEH Cak.

Paspenere BEKEMYV 1o kpaiina konnenTparus 5 mg/ml upe3 nobassine B MHQY3HOHHMS Cak Ha
Hatpue xmopua 9 mg/ml (0,9%) UHKEKIIMOHEH pa3TBOp, HaTpues xnopua 4,5 mg/ml (0,45%)

HWHXXCKIIMOHCH pa3TBOP UJIN 5% ra0Ko03a BBB BOJa, KaTO pa3pCAUTCII.

Kpaiinusat o6em Ha 5 mg/ml paspenen pasrsop ¢ 60 ml 3a go3u ot 300 mg, 120 ml 3a mo3a 600 mg,
180 ml 3a mo3a 900 mg u 240 ml 3a 1o3u ot 1 200 mg. Pa3tBopbT TpsAOBa A2 € OUCTBP U OE3IBETCH.
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PasknaTere nexo HHPY3MOHHUSI CaK C pa3peeHUs pa3TBOp 32 MBIHOTO CMECBAHE HA JIGKAPCTBEHHUSI
MPOAYKT U pa3peUTeNs.

[Ipenn na ce mprioXw, pa3peACHHAAT Pa3TBOP TPSIOBaA Aa Ce€ OCTABU B IIOMEIMICHUETO, 32 /1 CE 3aTOILIN
JI0 CTailHa TeMIiepaTypa.

M3xBBpIeTe HEN3MON3BaHUA JIEKAPCTBEH MPOAYKT, OCTaHaJ BbB (prrakoHa.

Hewusnon3sauusar JICKApPCTBCH NPOAYKT WIN OTHAABYHUTC MAaTCpUAJIU OT HETO Tpﬂ6Ba Aa CC U3XBBPJIAT

B CBbOTBETCTBHUEC C MECTHUTC U3HUCKBAHU.

7. INPUTEXATEJI HA PABPEHLIEHUETO 3A YIIOTPEBA

Amgen Technology (Ireland) UC

Pottery Road, Dun Laoghaire

Co. Dublin,

A96 F2A8

Wpnannus

8. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/23/1727/001

9. JATA HA ITbPBO PASPEINABAHE/ITIOJHOBABAHE HA PASPEHIEHUETO 3A
YIIOTPEBA

[ara Ha mepBO paspemanane: 19 ampun 2023 r.

10. [JATA HA AKTYAJIMBUPAHE HA TEKCTA

[MonpoOHa nH(DOpMaIUs 32 TO3M JIEKAPCTBEH MPOIYKT € pejocTaBeHa Ha yeOcaiita Ha EBporetickara
areHIus 1o JiekapceraaTa http://www.ema.europa.eu/.
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MPWIOKEHHME I1
MPOU3BOJUTEJINA HA BUOJIOTMYHO AKTUBHOTO
BEILECTBO U IPOU3BOJUTEJINU, OTTOBOPHU 3A
OCBOBOJKJIABAHE HA APTUIN

YCJIOBUSA NJIN OTPAHUYEHMUSA 3A TOCTABKA "
YIHOTPEBA

APYI'U YCJIOBUSA N UBNCKBAHUA HA PASPEHIEHUETO
3A YIIOTPEBA

YCJOBUA NJIN OTPAHUYEHUS 3A BE3OITACHA "
E®EKTUBHA YIIOTPEBA HA JIEKAPCTBEHUSA ITPOAYKT
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A.  NIPOU3BOIUTEJIN HA BUOJIOT'MYHO AKTUBHOTO BEIIECTBO 1
INPOU3BOAUTEJIN, OTTOBOPHU 3A OCBOBOXJIABAHE HA ITAPTUAN

Hme u agpec HA IPOU3BOAMTEINTE HA OMOJIIOTMYHO aKTUBHOTO BEIECTBO

Amgen Singapore Manufacturing
1 Tuas View Drive
Cunramyp 637026

HMe u aipec Ha IPOU3BOAUTEINTE, OTTOBOPHU 34 OCB060)KI[aBaHe Ha IapTUuauTC

Amgen Technology (Ireland) UC
Pottery Road, Dun Laoghaire
Co. Dublin,

A96 F2A8

Upnanaus

Amgen NV
Telecomlaan 5-7
1831 Diegem
benrus

[TeuaTHaTa TMCTOBKA HA JICKAPCTBEHUS MPOAYKT TPsIOBaA 1a ChbPKa HMETO U afpeca Ha
MIPOU3BOANTENSI, OTTOBOPEH 32 OCBOOOXTaBAHETO HA ChOTBETHATA APTHIA.

b. YCJIOBUA NI OI'PAHUYEHUS 3A TOCTABKA U YIIOTPEBA
JlexapcTBEHHUSAT MPOYKT C€ OTITyCKa 110 OTPaHUYEHO JieKapcko nmpeanucanue (Bx. [punoxenne I
Kpatka xapakTepucTiKa Ha IPOyKTa, Touka 4.2).

B. JAPYI'U YCJIOBUS N UBUCKBAHUS HA PASPEHIEHUETO 3A YIIOTPEBA

. IlepuoguyHu aKTyaJau3npanu aokjaanau 3a oezonacuoct (IIALB)

WzuckBanwmsrta 3a mogaBane Ha [IAJIb 3a To3u JIeKapCTBEH MPOAYKT Ca MTOCOYCHH B CIIHCHKA C
pedepentaute natu Ha EBponetickus c¢bio3 (EURD criuchk), npensuaes B wi. 1078, an. 7 ot

Hupextusa 2001/83/EO, 1 BbB BCUUKH CIIEIBAIN aKTyaJIM3aLlH, ITyOJIMKYBaHH Ha €BPOICHCKUS
yeOnopTain 3a JeKapcTBa.

.  YCJIo0BUus UJinn OrPAHUYEHUS 3A BE3OITACHA U E@OEKTUBHA YIIOTPEBA
HA JIEKAPCTBEHMUS ITPOAYKT

. Ilnan 3a ynpasaenue Ha pucka (ITYP)

[putexarenst Ha pasperieHueTo 3a yrnorpeda (IIPY) tpsadBa na u3BbpIIBa H3UCKBAHUTE ACHHOCTH U

JIeCTBUS, CBBP3aHU C TIPOCiIe/siBaHe Ha JIeKapcTBeHaTa 0€301acHOCT, MocoueHH B 07100penust [TYP,

npezcraBed B Moayi 1.8.2 Ha pa3penieHueTo 3a ynorpeda, KakTo U BbB BCHYKH CIIE/IBAIIH 0JJOOpEHH
akTyanu3auuu Ha [TYP.
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Axryanmusupan [TYP TpsOBa na ce momana:

1o uckaHe Ha EBpornelickara areHIus o JeKapcTBaTa;

BUHATH, KOTAaTO C€ U3MEHS CHCTEMAaTa 3a yIpaBJICHUE Ha PUCKA, OCOOCHO B Pe3yiITaT Ha
MoJTydaBaHe Ha HOBa WH(OpMAITHs, KOATO MOXKE Ja JOBEJE 10 3HAYNMHU IIPOMEHU B
CHOTHOIIICHUETO IT0JI3a/PUCK, WITU CJIE] TOCTUTAHE Ha BaXKEH eTall (BB BPh3Ka C MPOCICIIBaHe
Ha JIEKapCTBeHATa 0E30MAaCHOCT WU CBEXKIAHE HA PUCKA IO MUHUMYM).

IlOH'b.]]Hl/ITe.HHI/l MEPKH 3a CBEKAAHE HA PUCKA 10 MUHUMYM

IIPY TpsabBa ma cpriacyBa ¢ BCEKH HAIMOHAIEH KOMIETEHTEH OpraH MoApoOHOCTUTE 10 CHCTEMa 32
JTUCTPUOYINS Ha KOHTPOJIMPAHO JIEKAPCTBO U OOYUUTEITHUTE MaTepHAIIH, BKIIOYATETHO KapTa 3a
0€30MMacHOCT Ha MalMeHTa, U TPSOBaA J1a BHEIPH TaKMBa MIPOrPaMU HA HAI[MOHAIHO HUBO, 32 Ja
rapaHTupa, ue:

1.

n

4.

Bceuuku 3/1paBHH CHICIIMATUCTH, KOUTO MOXKE Ja MPEANUCBAT SKYJIU3yMa0, MoJrydaBaT
ChOTBETHUTE O0YYUTEITHA MaTCPUAIIH.

Bcewukn naruienTy, TeKyBaHH ¢ eKyTn3yMa0, modydyaBar KapTa 3a 0€301acHOCT Ha MalieHTa.
JlexapcTBOTO T1I€ MOYKE 1a O'BbJIE OTIIYCHATO CaMo CJIe]] MINCMEHO MOTBhPKICHHE, Y€ MAIlleHTHT
€ TIOJIYYHJT WJIH 111€ TIOJIyYH MEHHHTOKOKOBA BaKCUHAIIMS W/WIIM NPO(PUIAKTUKA C aHTUOMOTHUIIH.
Ha npeanucBamuTe nexkapu ce U3MpaniaT HaOMHSHUS 32 BAKCHHAIIAATA.

OOy4HUTeTHUTE MaTepUaIX TPIOBa 1a ObJIAT CHIVIACYBAHU C HALIMOHAIHUS KOMIICTCHTCH OPTaH U
TpsiOBa J1a ChABPKAT CIIEAHOTO:

Kpatka xapakTepucTrka Ha IpOayKTa

Ykazanus 3a MpeIUCBaHEe 3a JCKyBaIUs JICKap
JlucroBka

HNudopMaimoHHu Opoutypu 3a NarueHTa/poauTeNs
KapTa 3a 6e30macHOCT Ha manueHTa

VYkazanusTa 3a npe/rcBane 3a JICKyBallus Jiekap TpsOBa 1a ObJIaT 3a KOHKPETHOTO MOKa3aHUe U Ja
ChABPIKAT CJICHATA KIIFOUOBa MH(OPMAIIUS:

JleuenueTo ¢ ekynn3ymad MOBMIIIABA PUCKA OT TEXKa HHPEKIHS U cericuc, ocobeno ¢ Neisseria
meningitidis u apyru mamoBe Neisseria, BKIIOYMTETHO THCEMHUHUPAHA TOHOPES.

Beunuky manpeHTr TpsAOBa 1a ce HaOJIr01aBaT 3a MPU3HAIKM Ha MEHHMHTOKOKOBA MH()EKITHSI.
Heob6xomumocTTa mareHTuTe Aa 061aT BakcuHupanu cperty Neisseria meningitidis ase
CEIMUIIM TIPE/IM TIOJTyYaBaHe Ha eKyIu3yMal W/WiIH 1a TOoTy4aT NpoGUIIaKTHKA C aHTUOUOTHIIH.
MsuckBaHeTo jemara qa Ob1aT BakCHHUpaHu cpenty maeBMokoku u Haemophilus influenzae
MIpeIn JICUCHHE C eKyTn3yMao.

ChImlecTByBa 3HAYUTENEH PUCK OT MHGEKIWS, AbiDKamia ce Ha Aspergillus, mpu nanuenTn,
JIEKYBaHU ¢ eKyIn3ymMa0. MeMIUHCKUTE CIICIIMATMCTH TPpAOBa a Ob/IaT MOCHhBETBAHU Ja
BHUMABAT 3a PUCKOBU ()aKTOPH M MIPU3HAIIM, ¥ CAMIITOMHU Ha acriepruiio3a. TpsoOBa aa ce
BKJIFOUAT MPAKTHYECKH CHBETH 3a HaMaJIIBaHE Ha PHCKA.

PucksT OT peakiuu mpu HHQY3USITA, BKIIOYUTEITHO aHAQUIAKCHS, K ChBETH 3a HAOIIOICHHUE
cien uapy3msITa.

PHCKBT OT pa3BUTHE HA aHTHTENA KbM €KyIIN3yMal.

Purck oT ceprio3Ha XeMOoIIn3a CJIe]T IPEKpaTsIBaHe Ha eKyIu3yMal 1 OTJIaraHe Ha IPHIOKEHHUETO,
KPUTEPHH 3a TOBA, HY)KHOTO HAOJIOICHUE CIE] JICUCHUETO U Mpe/yIaraHusi KOHTPOI (caMo 3a
TTHX).

Puck oT TexKu TPOMOOTUIHN MUKPOAHTUONATHYHY YCIOXKHEHUS CIe]] CTUpaHe Ha eKyJIn3ymMad
1 OTJIaraHe Ha MPHIOKEHUETO, HETOBUTE TIPU3HAIIM, CHMIITOMH, HaOIFOJeHE M KOHTPOIT (caMo
3a aXYC().

IIpenynpexaenre OTHOCHO ChABPYKAHUETO HAa COPOUTON U PUCKOBETE 32 manuentute ¢ HHO
MPY MHTPABEHO3HA CKCIIO3UIINS Ha COPOUTOI.

[IpotuBonokazanue Ha BEKEMYV npu nanuent ¢ HH® (He3aBucnumo oT TAXHATa Bb3pacT) U
TIPH JIel1a Ha BB3PaCT 1O/ 2 TOJAWHH, KOUTO MOKE BCE OITE /1a He ca nuarHoctunupanu ¢ HHO.
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HeobxomumocTTa 51a ce 00sCHU Ha MAIUCHTHUTE/TIOJIATAIINTE TPYKH JIMIIA U J1a CE TapaHTHpa, Ye
Te pa30upar:

o PHUCKOBETE OT JICUEHUETO C EKyIH3yMad

o MPHU3HAIIMTE U CUMIITOMUTE Ha CETICUC/TeXKKa MHPESKIUSI U KaKBU JICHCTBUS J1a CC
npearnpueMar

o YKa3aHMATA 32 MAMEHTUTE/TIONIaraluTe TPKH JTUIA U TIXHOTO ChIbpPKAHHE

o) HE0OXOAMMOCTTA Ja C€ HOCH KapTaTra 3a 0€301acHOCT Ha MaIlieHTa 1 J1a ce ChoOIIaBa Ha
BCEKH MEMIIMHCKH CICIIHAINCT, Ye MAI[MCHTHT [T0JIy4aBa JICUCHHUE C eKyIu3ymMad

o) M3WCKBAHETO 33 BaKCHHAITMH/aHTHOMOTHIHA MPOPUITAKTHKA

o PHUCKOBETE OT CEPHO3HU META0OIUTHH HapyIieHus nopanu iedeanero ¢ BEKEMV, ako

nanueHTsT umMa u HHO.

YKkazaHHATA 3a MANUCHTUTES/POIUTEIUTE TPSAOBA da OBAAT 32 KOHKPETHOTO IMOKAa3aHUE M 1a ChAbPYKAT
CJIETHUATE KJIFOYOBU IMOCIIAHUS:

JleyenueTo ¢ eKyM3ymMad yBennvaBa prcka oT Texka uadekius, ocodeHo ¢ Neisseria
meningitidis u apyru mamoe Neisseria, BKIIOYHTETHO TUCEMHUHUPAHA TOHOPESI.

[Tpu3HanyTe ¥ CUMITOMUTE HA TEXKa WHPEKIHs U HE0OXO0IMMOCTTA JIa ce TIOTy4r He3a0aBHA
MEAUIMHCKA TIOMOLI.

Kaprata 3a 6e30nmacHOCT Ha TanMeHTa ¥ HE0OXOIUMOCTTA J1a sl HOCAT ChC cede CH U J1a
CchOOIIaBaT Ha BCEKH JIEKYBaIll MEAULMHCKHU CIICLHAIIICT, Y€ Ce MPOBEXIa JICUCHHE C
eKyJIHM3yMao.

3HaYeHNETO Ha MEHWHTOKOKOBATa BAKCHHALMS MTPEIH JICYCHUETO C eKyIU3yMad n/uiu
MOJTy4aBaHETO HA aHTUOMOTHYHA MPO(HUIAKTHKA.

Heob6xomumocTTa ferara fa Ob1aT BAKCHHUPAHU cpelry mHeBMokoku 1 Haemophilus
influenzae npenu evenueTo ¢ exynu3ymao.

PucksT o1 peakuuu npu HHQY3UITA C €KyJIN3yMad, BKIFOUUTETHO aHa(QUIAKCHUS, U
HEOO0XOJUMOCTTA OT KIIMHUYHO HAOJIIOJICHUE CIIell MH(Y3HAITA.

Puck ot cepnosna xemonuza (pu [THX) cnen cimpane/oTiiarane Ha IpUIOKSHHUATA HA
eKyIu3yMal, TEXHUTE MPU3HALU M CUMIITOMH M IPENOpbhKa 32 KOHCYJITAIHS C TPEITHCBAIIHS
JieKap Npenu criupaHe/oT/IaraHe Ha IPUIOKEHUATa Ha eKyIu3ymMao.

Puck ot Texku TpoMOOTHYHN MUKpOaHTHonaTHuHu yciaoxHaeHus (nmpu aXVYC) cien
CrIMpaHe/oTiaraHe Ha MPUIOKEHUATa Ha eKyTU3yMal, TEXHUTE MPU3HALU U CUMIITOMH U
NpenopbKa 3a KOHCYJITAIUS ¢ TIPEAMUCBAILIIOTO JIUIE MIPEJIH CIMpaHe/oTiarane Ha
MPUIOKEHUSTA Ha eKyIM3yMa0.

PuckoBere OT ceprno3HM MeTaOOJIMTHHA HApyIICHUS (TOTEHIIMAIHO KUBOTO3aCTPAILIABAIIIH )
nopanu aeuenuero ¢ BEKEMV, ako nauuentsT uma u HHO.

BEKEMYV e nporuBomnokasan npu nanueatu ¢ HH® (He3aBucuMo OT TAXHATa BB3pacT) U MpU

OebeTa 1 Jera Ha Bb3pacT Mo 2 TOAWMHH, KOUTO BCE OIE MOXKE Jla HE ca JUArHOCTHUITUPAHU 3a
HHO.

KapTara 3a 6e30macHOCT Ha naiueHTa TpsiOBa Ja ChabpiKa:

[Ipu3HamyuTe 1 CMMOTOMUTE HAa MH(EKLUS U CETICUC.

[Ipenynpexnenue aa ce MOTbPCH He3a0aBHO MEIMIIMHCKA TIOMOIL ITPY T0SIBA HAa TOPHHTE.
[loTBBpKACHHE, UE TALMEHTHT NOTy4aBa eKyIn3ymao.

[Ipenynpexnenue 3a CbAbPKAHUETO HA COPOUTOIN M MOTEHUUATHHUTE KUBOTO3aCTPaIIaBAIIN
puckose 3a nauueHture ¢ HH® npu nHTpaBeHO3HA €KCIIO3ULINS Ha JIEKAPCTBA, ChAbPIKAIIU
COpOUTOIL.

BEKEMYV e nporuBonokazat npu nauueHTn ¢ HH® (He3aBucumo oT TxHaTa Bb3pacT) U IpU
Oe0eTa 1 Je1a Ha Bb3pacT 1101 2 TOAUHH, KOUTO BCE OILE MOXKE Ja HE ca TUarHOCTULUPAHH 32
HH®.

Wudopmanus 3a KOHTAKT, KbAETO METUIIMHCKHST CIIEIHATUCT MOXKE Ja TTOJTyYH JOIBITHUTETHA
uHpOpMALHSL.

33



TIPY e usmpara eKeroIHo Ha MPEAIUCBAIINTE JICKapH WK (DapMaIieBTUTE, KOUTO
npennucsat/otmyckar BEKEMYV, HanioMHsHE, 3a 1a MPOBEPH MPEANHUCBAIIHAT JeKap/papMarieBTbT

Janu e HeobxoauMa (pe)Bakcunarus cperry Neisseria meningitidis 3a Heropute/HeWHUTE TAIUESHTH
na BEKEMV.
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MNPUJIOKEHHUE |11

JAHHU BBPXY OITAKOBKATA N JIMCTOBKA
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A. JAHHHU BBPXY OITAKOBKATA
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JAHHHU, KOUTO TPABBA JA CbABbP/KA BTOPUYHATA OITAKOBKA

KAPTOHEHA OITAKOBKA

1. HNME HA JIEKAPCTBEHUA TPOAYKT

BEKEMYV 300 mg koHIeHTpaT 3a UHPY3UOHEH Pa3TBOP
eKynu3ymab

‘ 2. OBSIBABAHE HA AKTUBHOTOMTE) BEHIECTBO(A)

Enmun ¢nakon 30 ml chabprka 300 mg exyauzymad (10 mg/ml).

‘ 3. CIIMCBK HA IOMOIIIHUTE BEIIECTBA

OLIETHA KHCENMHa, HaTpHUeB Xuapokcua, auHarpues eaerat (EDTA), copouron, momucop6bar 80 u Boga
32 MHXKEKITUH

‘ 4. JIEKAPCTBEHA ®OPMA N KOJIMYECTBO B EJIHA OITAKOBKA

KoHuieHTpaT 3a MH(MY3HOHEH Pa3TBOP
1 ¢maxon ot 30 ml (10 mg/ml)

| 5.  HAYMH HA IPUWJIOKEHHUE U ITbT(MILA) HA BBBEKJIAHE

3a UHTPaBEHO3HO NPHIIOKEHUE CIIEN Pa3peKaaHe.
Crient paspexaane KpaifHaTa KOHLCHTpALHs Ha pa3TBOpa 3a BiMBaHe ¢ 5 mg/ml.

6. CHELOUAJIHO HPEAYHPEXIEHUE, YE IEKAPCTBEHUAT NPOAYKT TPSBBA
JA CE CbXPAHSBA HA MSICTO JAJIEYE OT IIOTJIEJA U TIOCET'A HA JIEITA

)la CC CbXpaHsiBa Ha MACTO, HEAOCTBITHO 3a ACHa.

‘ 7. APYI'U CHEHUAJIHU NPEAYIPEXIEHUSA, AKO E HEOBXOJIUMO

ToBa nekapcTBO He TPsIOBa a ce MpHiIara Npy MaUeHTH ¢ HAaCJIeICTBEHA HETTOHOCUMOCT KbM
¢pyxroza (HHD) u neua Ha Bb3pacT < 2 rOAMHYU MOPAAN ChIBPKAHUETO Ha COPOUTOI.
BwxTte nucToBkata 3a JONBIHHUTENIHA HHPOPMALIUSI.

‘ 8. JATA HA UI3TUYAHE HA CPOKA HA T'OAHOCT

T'onen no:
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‘ 9. CIHEHUAJIHU YCJIOBUS HA CbXPAHEHUE

ITa ce cexpansBa B xnaquwiauk (2 °C — 8 °C).
Jla He ce 3ampassiBa.
Jla ce chxpaHsiBa B OpUI'MHATHATA OTIAKOBKA, 3a J1a C€ MPE/Ia3u OT CBETIHNHA.

10. CHEIMAJIHU NIPEJAITASHU MEPKHU ITPU U3XBBPJISIHE HA HEN3ITOJI3BAHA
YACT OT JIEKAPCTBEHUTE INTPOAYKTHU UWJIN OTIIAABYHU MATEPUAJIA OT
TAX, AKO CE UBUCKBAT TAKHBA

‘ 11. HUME 1 AJIPEC HA IIPUTEXATEJISI HA PASPEHIEHUETO 3A YIIOTPEBA

Amgen Technology (Ireland) UC,
Pottery Road, Dun Laoghaire,
Co. Dublin,

A96 F2A8
Upnanaus

12. HOMEP(A) HA PASPEIIEHUETO 3A YIIOTPEBA

EU/1/23/1727/001

13. TAPTHUJAEH HOMEP

IMaptunen Ne

‘ 14. HAYMH HA OTIIYCKAHE

‘ 15. YKA3AHMA 3A YIIOTPEBA

| 16. MH®OPMALIMS HA BPAIJIOBA A3BYKA

[Ipueto e ocHOBaHME J1a He ce BKIouM nH(opMmanus Ha bpaiinosa a30yka.

‘ 17.  YHUKAJIEH WIEHTU®UKATOP — JIBYU3MEPEH BAPKO/L

JBynsmMepeH 6apKoJI ¢ BKIIOYCH YHUKAICH HICHTH(UKATOD

‘ 18. YHUKAJIEH WIEHTU®UKATOP — JAHHU 3A YETEHE OT XOPA

PC
SN
NN
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JAHHU, KOUTO TPABBA JA CBABP/KA IIBPBUYHATA OITAKOBKA

ETUKET HA ®JAKOH

| 1. NME HA JJEKAPCTBEHUA NPOAYKT

BEKEMYV 300 mg koHIeHTpaT 3a UHQY3UOHEH Pa3TBOP
eKynu3ymab

| 2. OBSBABAHE HA AKTUBHOTOMTE) BEIIECTBO(A)

Enmun ¢naxon 30 ml ceabprka 300 mg exyauzymad (10 mg/ml).

[3. CIUMCBHK HA HOMOUIIHUTE BEHIECTBA

OIIETHA KHCENIMHA, HaTpHUeB Xunpokcnn, nuHarpues enetat (EDTA), copbutomn, momucopdat 80 u Boma
32 MHXKEKITUH
BwxTe nmucToBKaTa 3a JOMBJIHUTEIHA HHDOPMALIKSL.

| 4. JIEKAPCTBEHA ®OPMA U KOJIMYECTBO B EJIHA OITAKOBKA

KonrieHTpaT 3a HH(MY3HOHEH pa3TBOP
1 dmaxon ot 30 ml (10 mg/ml)

| 5. HAYMH HA ITPUJIOKEHUE U ITBT(MIIA) HA BBBEXKJIAHE

3a UHTPABEHO3HO MPHIIOKEHUE CIIE/ pa3pexaaHe.
Crient paspexaaHe KpaifHaTa KOHLCHTpALHs Ha pa3TBOpa 3a BiMBaHe ¢ 5 mg/ml.

6. CHELHUAJIHO NPEAYHPEXIEHUE, YE JTEKAPCTBEHUAT NPOAYKT TPABBA JIA
CE CbXPAHSABA HA MACTO JAJIEYE OT IIOIVIEJA 1 TOCEI'A HA JTELIA

Ja ce cpxpaHsBa Ha MSCTO, HEJIOCTHITHO 32 JCIIA.

| 7. JAPYI'U CHEHUAJIHU NPEAYHPEXJIEHUSA, AKO E HEOBXOANMO

| 8. JATA HA UI3TUYAHE HA CPOKA HA TOJHOCT

T'onen no:

| 9. CIHEHMAJIHHU YCJIOBUS HA CbXPAHEHUE

Ja ce cbxpaHsBa B XJIaIMJIHUK.
Ja He ce 3ampassiBa.
Ja ce cbxpaHsiBa B OpUrMHAIHATA OMIAKOBKA, 3a J1a C€ MPE/a3u OT CBETJIMHA.
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10. CHELHUAJIHU IMPEAIIASHU MEPKHU INTPU U3XBBPJISAHE HA HEU3ITOJI3BAHA
YACT OT JIEKAPCTBEHUTE INTPOAYKTHU NN OTIIAABYHU MATEPUAJIA OT
TAX, AKO CE U3NCKBAT TAKHNBA

| 11. HMME M AJIPEC HA IPUTEXATEJISA HA PASPEHIEHUETO 3A YIIOTPEBA

Amgen Technology (Ireland) UC,
Pottery Road, Dun Laoghaire,
Co. Dublin,

A96 F2A8

Hpnannus

| 12. HOMEP(A) HA PABPEIIEHUETO 3A YIIOTPEBA

EU/1/23/1727/001

| 13. HTAPTHJIEH HOMEP

IMaptunen Ne

| 14. HAYMH HA OTIIYCKAHE

| 15. YKA3AHMA 3A YIIOTPEBA

[16. MH®OPMALUSI HA BPAILIOBA A3BYKA

[Ipueto e ocHOBaHME 12 HE ce BKIOUM MH(opMmanus Ha bpaiinoBa a30yka.
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b. IUCTOBKA
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JlncroBka: undopmanus 3a norpeduTeNs

BEKEMYV 300 mg koHmeHTpaT 3a nH(Yy3HOHEH Pa3TBOP
eculizumab (exyan3zymad)

vTOBI/I JIEKapCTBEH MPOAYKT TOJUICKH Ha AOMIBIIHUTENTHO HabmoqeHre. ToBa 1m1e mo3Boau 0bp30TO
YCTaHOBsIBaHE Ha HOBa MH(OpMAaIUs OTHOCHO Oe30macHOCTTa. MoXkeTe Ja JajieTe CBOs MPUHOC KaTo
CHOOIIUTE BCSAKA HEXKETAHA PEaKIIHs, KOSITO CTE MOJYYMIN. 32 HAUMHA Ha ChOOIIaBaHEe HAa HEXEIIaHU
peakIuy BIDKTE Kpas Ha Touka 4.

IIpoyeTeTe BHUMAaTEIHO LAJIATA JUCTOBKA, PEIM 1A 3all0YHeTe a U3T0JI3BaTe TOBA

JIEKAPCTBO, Thil KATO T ChAbLP:KA Ba:kHA 3a Bac nundopmanus.

- 3amaseTe Ta3u JUCTOBKAa. MOXKe 1a ce HAJIOKH J1a S IPOYETETE OTHOBO.

- AKO UMaTe HSIKaKBU JOMBJIHUTEIHN BBIIPOCH, IoNMUTaiTe Bammms nexap, papmaueBT uin
MEIMIIMHCKA CecTpa.

- ToBa nekapcTBO € npeanucano 1uyHo Ha Bac. He ro mpeorcThnBaiite Ha npyru xopa. To Mmoxe
Ja UM HaBp€an, HE3aBUCUMO Y€ IMPU3HAINUTE HA TAXHOTO 3a0o0JIsIBale ca ChIIUTE KAaTO Bammure.

- AKO TIOITyunTe HAKAKBU HEXKEJaH! peakin, yBegomere Bammst gekap, hapMareBT uim
MEIUIMHCKA cecTpa. ToBa BKIIIOUBA M BCUYKH B3MOXKHU HEKEJIAHU PEAKLIUHU, HEOIMCAHH B
Ta3u JUCTOBKA. Brokre Touka 4.

Kakso CbABbpPiKa Ta3u JIMCTOBKA:

Kakgo npencraenssa BEKEMYV u 3a kakBo ce n3mnon3pa
Kakgo TpsiOBa 1a 3Haere, npeau Aa usnonssare BEKEMV
Kak na mznomssare BEKEMV

BBb3MOXXHU HEXKETaH! Peakiiu

Kak na cexpansisare BEKEMV

ChappikaHne Ha OMAKOBKATa U AOMBIHUTENHA HH(POpMAIUs

Sk wnE

1. Kaxkso npeacraBissa BEKEMYV u 3a kakBo ce nznosnzsa
Kakso npeacrasassa BEKEMV

BEKEMYV chabpxka aKTHBHOTO BEIIECTBO €KYJIU3yMal M MPUHAIEKH KbM KJlaca JIEKapCTBEHH
NPOJIYKTH, HApEYeHH MOHOKJIOHAIHYU aHTuTeNa. Exynn3ymab ce cBbp3Ba 1 MOTUCKA CrieluuueH
NPOTEUH B OpraHu3Ma, KOMTO MPEeM3BUKBA Bh3MAICHHE U 110 TO3W HAUYWH HE IMO3BOJISIBA HA CHCTEMHUTE
Ha Bamero Tsuto 1a atakyBart u pa3pymiaT ysS3BUMHTE KPBBHU KJICTKU WK ObOperuTe.

3a kakBo ce u3noazsa BEKEMV
ITapokcu3ManHa HOITHA XeMOTI00HHYPHS

BEKEMYV ce u3mosnssa 3a jjedeHne Ha BR3PACTHH U JIeTla ¢ OMpeeNIeH BT 3a00IsIBaHe, KOETO 3acsAra
KPBHBOHOCHATA CUCTEMa, HAPEUCHO Mapokcu3MaliHa HomHa xemorinoounypus (ITHX). [Ipu nanuenTu ¢
[THX depBeHUTE KPHBHU KIIETKH CE€ pa3pyllaBar, KOETO BOJU JI0 HUCHK OpOM Ha T€3H KJIETKU
(aHemust), ymopa, 3aTpy/THCHHU JIBUKEHUS, O0JIKa, ThMHA YPUHA, 33/ IbXBaHE U KPHBHU ChCHPEIIH.
Exynu3ymab Moxe Ja OJI0KHpa Bh3MaMTEIHATa PeaKIys Ha OpraHu3Ma U criocoOHOCTTa My J1a
aTaKyBa M YHHI[O)aBa COOCTBeHUTE cH ysa3BUMHU [IHX KpbBHU KIIETKH.

ATHNIHYEH XeMOJUTHYEH YPEMUYECH CHHAPOM

BEKEMY ce u3no:n3Ba ChINO 3a JICYSHHE Ha TallMeHTH, Bh3PAaCTHU U JIela, C OTIPEICICH BU/T
3a00Js1BaHe, KOETO 3aciara KphbBOHOCHATA CHCTEMa W OBOpEIuTe, HApEUCHO aTUIHMYCH XEMOJIUTHICH
ypemuder curapom (aXVYC). [pu narmentu ¢ aXYC TexHuTe OBOpEI U KPHBHH KIIETKH,
BKITFOUUTEITHO TPOMOOITUTHTE, MOTAT Ja C€ BB3MAJIAT, KOETO MOXE Jia TOBEJIE 10 HUCHK OpOil KphBHU
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KJICTKH (TPOMOOITMTOIICHNS N aHEMUS), HAaMaJIeHa WK 3aryoeHa On0pedHa (hyHKINS, KpBBHU
ChCUPEIU, yMOPa 1 3aTpyAHEHO QyHKIHOHUpaHe. Ekynn3ymab Moxe 1a OJ0KHupa Bb3MATUTEITHUTE
peaKuy Ha OpraHu3Ma U crocoOHOCTTa My JIa aTaKyBa U YHHUILIOYKaBa CBOMTE COOCTBEHHU YS3BUMHU
KPBBHU 1 ObOPEUHU KIICTKH.

2. Kakgo Tpn6Ba 1a 3HaeTe, npenau aa usnoassare BEKEMV

He u3noa3aiite BEKEMV

- AKO cTe aJIepri4Hu KbM eKyJIN3yMad WM KbM HSKOS OT OCTaHAINTE ChCTaBKH Ha TOBA
JieKapcTBO (M30pOCHU B TOUKA 6).

- AKO UMaTe HEMOHOCHMOCT KbM (PPYKTO3a, MHOTO PAIKO T€HETHIHO 3a00JIsIBaHe, IPH KOETO HE
ce MPOU3BEXKIAT EH3UMHUTE, Pa3rpaxkaaIln QpyKTosa.

- Jena Ha BB3pacT moJ 2 TONMHM He TPSIOBa Jla MoyyaBaT TOBa JISKapCTBO. ToBa JIeKapcTBO
CBIOBpKA COPOUTOI B COPOUTOII MOXKe 11a € (haTaleH IMPH HACJIeACTBEHA HEMMOHOCUMOCT KBM
¢pykroza (HHD). bebGeta n mena moy 2-roanumniHa BE3pacT MOXKE BCe OIIIe Ja He ca
muarHoctunupany 32 HH® (BmwkTe ciennanHuTe NpeaynpekacHus B Kpas Ha Ta3! TOYKa B
nozariaBueto ,,BEKEMYV chabpika copburon™).

- AKO He cTe BaKCHHUPAHU CPElly MEHMHIOKOKOBAa HH(EKIIHSI, OCBEH aKO HE B3eMaTe
aHTUOMOTHIIM 33 HAMaJIIBaHE HA PHCKa OT MHMEKIMS J0 2 CSAMMIIH, CJIe]] KaTo CTe OMITU
BaKCHHHUPAHU.

- AKO UMaTe MEHUHTOKOKOBa HH(EKITHSI.

Ipenynpesxaenust U NpeanasHu MePKH

BuuManue 3a MenuHrokokoBa u npyru uabekuuu ¢ Neisseria

Jleuenuero ¢ BEKEMV moxe na Hamanu BamuTe ecTeCTBEHH ChIPOTUBUTEHUA CHITH CPEIITY
UH(EKIMU, 0COOCHO CpPEIly HAKOM MUKPOOPTaHU3MH, KOUTO TMPUYHHIBAT MCHUHTOKOKOBA HHEKITHSI
(Texxka MHGEKIU Ha MO3BYHUTE OOBMBKY U CETICUC) M APYTH HH(pEKIHH, TpruunHeHu oT Neisseria,
BKIIFOUUTEITHO JTUCEMHHUPAHA TOHOpESI.

[Ipenu na 3amounere nedenue ¢ BEKEMYV, ce noceBeTBaiite ¢ Bamms nekap, 3a 1a cre CUrypHU, 4e
e Obaere Bakcuaupanu cpenry Neisseria meningitidis — Mukpoopranu3sm, KOWTO PUYIHHSIBA
MEHUHI'OKOKOBa MH(EKIHs, Hali-MaJIKo 2 CEIMHUIM NPEU 3all0YBaHe Ha JEYEHHETO, WM Ye B3eMare
AQHTUOMOTHIIN, 32 Jla HAMAJIUTE PUCKA OT HHPEKIHUS 10 2 CEMUIIH, el KaTo cTe OMIM BAKCHHUPAHHU.

[Morpwxkete ce nocienHaTa Bu BakcHHALIMS TPOTHB MEHUHTOKOBa MHMEKIMS Ja € akTyaiHa. ChIIo
Taka TpsiOBa Ja 3HaeTe, Ue BAKCHHAIMATA MOXE H Jia He TPEJ0TBPaTH To3H BHJ MHQeKIus. B
CHOTBETCTBUE C HALIMOHAJIHUTE MPENOPbKHU Bamusar nexkap Moxe Jja IpeleHu, 4e ce HyKIaeTe OT
JIOIBJTHUTEITHA MEPKH 3a MPEIOTBPATABAHE HA UH(EKIUITA.

AXO cTe U3J10)KCHH Ha PHUCK OT TOHOPCH, IochbBeTBalTe ce ¢ Bamus JICKap Wi (bapMaueBT, npeau na
HM3I10JI3BATE TOBA JIEKAPCTBO.

CuMnToOMH Ha MCHUHTOKOKOBA I/IHd)eKLII/Iﬂ

[opanu 3HaueHHeTO Ha OBP30TO UACHTH(UITUPAHE U JIeUEeHHE Ha HIAKOHW BUIOBE WHPEKIHH TIPH
nanueHTure, kouto npuemar BEKEMYV, Bue me nonyunre kapta, KosTO TpsOBa ja HOCUTE Che cebe
CH U B KOSITO ca M30pocHH CrieM(pUIHA HaYaTHU CUMIITOMH. Ta3u kapTa ce Hapu4a ,,Kapra 3a
0e30macHOCT Ha MalueHTa™.

AKO TIOYyBCTBAaTe HSIKOM OT CIIETHUTE CUMIITOMH, TPsIOBa He3abaBHO Na nH(opMupare Bammwst nexap:
- ri1aBo0ove, MPUIPYKEHO OT TajIeHe UK MOBPHIIAHE;

- ri1aBo0ove, MPUAPYKEHO OT CKOBAHOCT Ha BpaTa WM Ha T'bp0a;

- TpEcKa;

- 00puB;
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- 00BPKAHOCT;,
- CHITHU MYCKYJTHH OOJIKH, IPUPYKEHH OT CUMITTOMH, HAIOI00SBAIIN TPHIT;
- YyBCTBUTEITHOCT KbM CBETIIMHA.

JleyeHne Ha MEHMHIOKOKOBA MH(EKIIMS 10 BpEME Ha IbTYBAHE

AXO bTyBaTe JI0 OTAAICUYEHO MSCTO, OTKBJICTO HE MOXKETE J1a Ce CBhpKeTe ¢ Bamms nexap win
KBJIETO HE MOXKETE J1a IONY4YnUTe MEAUITUHCKO 00CTy)XBaHe, Bamusar iekap moxe 1a Bu npennuie
KaTo mpernasHa MIpKa aHTHOHOTHK, TpoTHBoaeiicTBal Ha Neisseria meningitidis, xoiito ma HocuTe
cbe cebe ci. AKO YyCeTHUTE HSIKOM OT TIOCOYCHUTE MO-TOpe CUMITOMH, TPSIOBA Ja 3all0YHETE a B3eMaTe
aHTUOMOTHKA KakTo Bu e npennucano. He 6uBa na 3a0paBsite, ue TpsaOBa Ja MOCETUTE Bb3MOXKHO Haii-
CKOpO JIeKap, JIOPU U Jia e MOYyBCTBaTe MO-100pe Ciie]] B3eMaHETO Ha aHTHOMOTHKA.

Nudexunn

[Ipenu na 3amounere BEKEMYV, yBenomere Bamus nekap, ako nmMare HIKakBH WHEKIINH.
AJlepru4HM peakunu

BEKEMYV cbabpxa OenThbK, a OSNTHIMTE MOTAT J]a MPUYHUHAT AJICPTUYHHA PEAKIIMU TIPU HAKOH X0pa.

Jleua u roHOIIH

IManmenTn oy 18-roauinHa Be3pacT TpsAOBa aa ObaaT Bakcuuupanu npotus Haemophilus influenzae
U THEBMOKOKOBH MH(EKIIHH.

CTapqecKa Bb3pacTt

He ca HeoOxoquMu crieluaaIHy NPeANa3Hd MEPKH MTPU JICYSHUETO Ha MAIUEHTH Ha B3PacT OT
65 roguHu U NoBeEYeE.

Jpyru nekapcrea u BEKEMV

TpsiOBa na kaxxere Ha Bamus nexap win hapManeBT, aKo U3MOI3BATE, HACKOPO CTE U3MOI3BAIH HIIH €
BBH3MOXKHO J1a M3II0JI3BATE JIPYTH JIEKApCTBa.

BpemenHoCT, KbpMeHe U (pepTHINTET

AKo cTe OpeMeHHa Wi KbpMUTE, CMSTaTe, Y€ MOXKe J1a CTe OpeMeHHa, WiIH IJIaHupaTe OpeMeHHOCT,
nochBeTBaiTe ce ¢ Bamms nexap miu gapmaieBT npeau ynorpedaTta Ha TOBA JIEKapCTBO.

KeHu ¢ geTepoaeH NOTCHIHAI

TpsiOBa Ja ce MOMUCIH 32 M3MOJI3BaHe Ha epeKTHBHA KOHTpAIICTIIHS 110 BpeMe Ha JISYEHUETO U JI0
5 Mecena ciest IeUEHUETO MPH JKEHUTE, KOUTO MOrar Jia 3a0peMeHesT.

Ilodupane u padoTa ¢ MAIIMHH

BEKEMYV He noBnusBa Win MOBIXABA TPEHEOPEKUMO CIIOCOOHOCTTA 3a modupaHe u paborta ¢
MAIIHHH.

BEKEMYV cbabpixa copouTos
Bcexu ml ot ToBa jiekapcTBO Chabpika S0 mg copOUTOI.

CopOuTonbT € N3TOYHUK Ha (hpykTo3a. Ako Bue unu Barmiero nere nmare HacnencTeeHa
HETMOHOCHUMOCT KbM (PpyKTO3a, psJIKO TeHETHYHO 3a00MsBaHe, He TpsAOBa 1a Bu ce mpwiiara ToBa
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nekapcTBo. [lanmeHTrTe C HacIeICTBEHA HETOHOCUMOCT KbM (PpyKTO3a HE Morar Jja pasrpaxaar
(bpyKTO3aTa, KOETO MOXKE J1a MPUIHHN CEPUO3HHU HEXEIaH! PEaKIlny.

Tps6Ba na nHpOpMupate Bammus nekap, npeau Aa Bu O0be npuioxeHo ToBa ieKapcTBo, ako Bue uin
Bamero nere nmare HaclieACTBEHAa HEMOHOCUMOCT KbM (PpYyKTO3a WK ako BaieTo nere Bede He
MOJKe€ Jja IIpUeMa CIaJKU XpaHHU WK HallUTKH, 3al10TO My C€ T'ajiy, IOBPBILA U [10Jy4YaBa
HENPUATHHU YCEIlaHus, KaTo oJyBaHe Ha CTOMaxa, KOPEMHHM CIIa3MHU WIIN AHAPHSL.

Hatpwuii

BEKEMYV cbabpxa HaTpui, KOraTo C€ pa3peau C HaTPUEB XJIOPHUL.

ToBa nexapcTBO ChABPKa Mo-Manko ot 1 mmol Hatpuii (23 mg) Ha 103a, T.€. MOXKE Ja ce Kaxe, 4e
MPaKTUYECKU HE ChAbPKa HATPUHL.

Cren paspexnaHe ¢ HHXEKIIMOHEH pa3TBOp Ha HaTpueB xiuopua 9 mg/ml (0,9%) To3u aekapcTBeH
mpoAyKT chabpka 0,34 g HaTpuii (OCHOBHA ChCTaBKa Ha roTBapcKaTa/Tpamne3Hara coin) Ha 180 ml mpu
MaKcHUMaJHaTa 03a. ToBa KOIn4ecTBO € eKBUBaJIeHTHO Ha 17,0% OT nmpenopbunTeNHUs MAKCUMAaICH
JTHEBEH XpaHUTEJICH NIPUEM Ha HaTpUH 3a Bb3pacTeH. ToBa TpsaOBa Jia ce B3eMe MPEABHI, aKO CTE Ha
JIUeTa ¢ KOHTPOIUPAHO ChAbPIKAaHUE HA HATPUH.

Cren pa3pexnaHe ¢ HHXEKIIMOHEH pa3TBOp Ha HaTpues xuopun 4,5 mg/ml (0,45%) To3u nexapcTBeH
npoAyKT chabpika 0,18 g HaTpuli (OCHOBHA ChCTaBKa Ha rOTBapcKaTa/Tpamne3Hara coi) Ha 180 ml npu
MaKCHMaJHaTa /1033, KOUTO ca eKBUBaJIEHTHU Ha 9,0% OT mpenopbYnTEIHUS MaKCUMAaJICH JTHEBEH
MIpHeM OT HaTpui 3a Bh3pacTeH. ToBa TpsOBa Ja ce B3eMe MPeBU/, aKO CTE Ha JUeTa C KOHTPOIUPAHO
ChIbPKAaHUE HA HATPUH.

Axo Bamusar MmeaunuHcku cnenuanuct pazpead BEKEMYV ¢uakonu ¢ 5% pa3TBop Ha IiIH0K03a,
JIEKapCTBEHUSAT MPOIYKT MPAKTUIECKH HE ChIbPIKa HATPUH.

Mommcopodar 80

Toga nekapcTBo chabpska 3,0 mg momrcopbat 80 BbB Beeku (urakon (30 ml dirakorn), koeto e
exBuBasieHTHO Ha 0,3 MQ/KQ niu mo-Mako npu MakcuMaiHara 703a 3a Bb3pacTHU HAalEHTH U
HeUaTPUYHH MAMEHTH ¢ TeJecHO Terno moseue ot 10 Kg u e ekBuBasierno Ha 0,6 mg/Kg unu mo-
MaJIKo TIPY MaKCHMaJIHaTa /103a 3a MeAUaTPHYHH MalMeHTH ¢ TeJecHo Terio ot 5 g0 <10 Kg.
[MonucopOatuTe Morar a NPUUMHAT aNeprudHu peaknuu. Uapopmupaiite Bamus nekap, ako
umare/Baniero gere uMa ycTaHOBEHH aJiepTyu.

3. Kak na nsnoazsare BEKEMV

Haii-manko 2 ceamuru npeau 3amnousade Ha JeueHnero ¢ BEKEMV Bamust nexap e Bu moctasu
BaKCHHA Cpellly MCHUHIOKOKOBa MH(EKIUs, aKO TaKaBa BAKCHHA HE € MIOCTaBCHA NPEIH WU aKO
CPOKBT Ha BakcHHaIMATa Bu e n3rexni. Ako Bairero jete e moj Bb3pacTTa 3a BAKCHHALIUS WIIA aKO
Bue He cTe BakcHHMpaHM Hail-MaJKo 2 CeMUIIM ITpeu 3anoyBaHe Ha jiedeHrero ¢ BEKEMV,
BamusT iekap 1e npeanuiie aHTMOMOTHIIM, 3a 1a HaMaJId PUCKa OT HHMEKIUS 10 JBE CSAMMIIH, CIIC]
KaTo cTe OMIIM BAKCUHHUPAHHU.

Barmust jtexap 1ie BakcHHUpA fAeTteTo Bu Ha Bb3pact nox 18 romuru cperry Haemophilus influenzae u
MTHEBMOKOKOBH MH()EKITUH CIIOPE]] HAIMOHATHUTE TIPETIOPHKH 38 BAKCHHAIINS 3a BCSIKA BB3PAacTOBA

rpyma.

Yka3aHus 3a npaBUJIHA ynoTpeda

BammsaT nexap unm Ipyr MEIUIMHCKY CIEUATUCT L€ MPHIIOKH JIEUEHUETO UYpe3 TUPEKTHO BIMBAHE B
HSIKOsI OT BammTe BeHU Ha pa3TBOp Ha chAbpkanueTo Ha ¢uiakoHa BEKEMYV, upe3 undy3nonna
cucrema. [IpenoppuBa ce HA4aIOTO HA JICUCHUETO, HAPEUEHO HavdaHa (asa, a NPOIBIDKH HaJl

4 cepMuIM, TIOCJIEABAHO OT MOAbpKamIa daza:
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AKo0 M3I0JI3BaTe TOBA JIEKapcTBO 3a jJeueHue Ha ITHX

3a Bb3pacTHHU:
. IIspBOoHavanHa haza:

Bcsika cemmutia ipe3 IbPBUTE YSTUPH CSAMUITH BammsT jiekap mie npuiara paspeacansar BEKEMV
KaTo MHTPABEHO3HO BIIMBaHe. Besako BiamMBaHe ce ChCToH oT Ho03a 600 mg (2 ¢urakona or 30 ml), karo
MPOABIDKUTEITHOCTTA Ha BIIMBaHETO € 25 — 45 munytu (35 munytu = 10 MmunyTH).

o omnbpxama ¢asa:

- I[pe3 merara cenmuna BammsT nekap e nprito’ku HHTPABEHO3HO BIMBAaHE Ha pa3pelieH
BEKEMYV B no3a 900 mg (3 ¢uakona ot 30 ml) B npoabmkenue Ha 25 — 45 MuHyTH
(35 munyTH * 10 MUHYTH).

- Cnen nerata cenmuna Bammst nekap me npunara 900 mg paspenes BEKEMV na Bceku nBe
CEIMHIIN KaTO IBITOCPOYHO JICUCHUE.

AKO U3moJI3BaTe ToBa JEKapCTBO 3a JeyeHue Ha aXyYC

3a Bb3pacTHHU:
o Havanna da3za:

Bcesika cemmunia ipe3 mepBUTE YeTHPH ceaMuIy BammsT nexap mie npunara paspenenust BEKEMV
KaToO MHTPABEHO3HO BIMBaHe. Besiko BmuBaHe ce cheron oT o3a oT 900 mg (3 ¢uakona ot 30 ml) n
re npoabibkasa 25 — 45 munytu (35 munytu £ 10 MuHyTH).

o Mopawpxkama dasza:

- IIpe3 merata ceqmuiia BammsaT nekap mie npuinoxu paspenes BEKEMYV kato uaTpaBeHo3HO
BimBane B 1032 oT 1 200 mg (4 dnakona ot 30 ml) KaTo NPOIBIHKUTEITHOCTTA HA BIMBAHETO €
25 — 45 munyTa (35 munyTa £ 10 MUHYTH).

- Cnen nerata cenmuna Bammst ngekap me npunara ot 1 200 mg paszpenen BEKEMYV Ha Beekn
JIBE CEIMHIIY KaTO JIBITOCPOYHO JICYCHHE.

Jlema v 1oHOIIHN:

. Hena u ronomu ¢ [THX wim aXVC u ¢ Terno 40 kg u moBeue ce IeKyBar ¢ I03UTeE 3a
BB3PACTHHU.
. Heua u ronou ¢ [THX wmn aXVYC u ¢ terio nox 40 Kg ce Hy»K1asT OT 1Mo-HKUCKa /1032 Bb3

OCHOBA Ha TETJIOTO M. Bammsr JICKap LIC Iro U34YUCIIH.

3a gena u ronommw ¢ ITHX win aXVYC Ha BB3pacT Hax 2 TOAWHH U ¢ TenecHo Terio mox 40 Kg:

TesiecHo Terso Havanna ¢pa3za Hopabpaxama daza
HA NMalHeHTa

30 mo <40 kg 600 mg ceamuuHO 3a 900 mg na ceamuiia 3; ciex Topa 900 mg Ha BCeku
I'BPBHTE 2 CEAMHMIIN 2 ceaMHUIHA

20 mo < 30 kg 600 mg ceaMu4HO 32 600 mg Ha ceaqmuua 3; cnen ToBa 600 mg Ha Bceku
I'BPBUTE 2 CEAMMIIN 2 ceIMUIHA

10 mo < 20 kg 600 mg eaunanyna no3a | 300 mg Ha cenmunia 2; ciex Toa 300 mg Ha Bceku
Ha ceamuna 1 2 ceaMHUIHA

5 no <10 kg 300 mg equanuna mo3a | 300 mg Ha ceamuma 2; cinen ToBa 300 mg Ha BCEKH
Ha ceammuna 1 3 ceaqmuIm

[lanuenTuTe, Npu KOUTO € HAIIPABEH IJIa3MEeH OOMEH, MOTaT Jia MoJy4yaT AOIbIHUTETHH 031
BEKEMV.
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Cren Besiko BIIMBaHe 11ie ObeTe HAOII0JaBaH! 32 OKOJIO Yac. YKa3zaHusATa Ha Bamms iekap TpsOBa ga
Cce cra3BaT BHUMATEITHO.

AKO cTe IpueJIu MoBe4Ye oT HeoOxoaumaTa no3a BEKEMV

AKo gomyckare, 9e 1o rorpenika Bu e nmpuiioxkeHa mo-BUCOKa OT npenanucanara 103a BEKEMYV,
MOJIsI, CBBpIKETE ce ¢ Bamus nexap 3a chBerT.

AKo cTe ponycHau 1a npuemere BEKEMV

AKO CTe MpOoITyCHAIN YTOBOPEHUS Yac, MoJist, 0ObpHETE ce He3a0aBHO KbM Baius jiekap 3a ChbBET U
MpodYeTeTe TouKa ,,AKO cTe crpenu ynorpedbata Ha BEKEMV*.

AKko cte crpenu ynorpedara na BEKEMV 3a I[THX

IIpexbcBaneTo uinn crimpaneTo Ha edennero ¢ BEKEMYV moske ma mpeau3Brka CKOpOIIHA TOsBa Ha
cumnromute Ha [THX oTHOBO, B o11ie mo-Texka hopma. Barusr sekap e o0chbau ¢ Bac Bh3MOKHUTE
HEXXEJNaH!U peakuuu U me Bu 00scHu puckosete. Bammsr nekap mie ucka na Bu naGmronasa ot6in30 B
MPOIBKEHHE HA HAal-MaJKO § CEIMMIIU.

Puckosere ot cnipanero Ha BEKEMYV BxumrouBar 3acuiieHo paspyliaBaHe Ha yepBeHHTE Bu kpbBHI
KJIETKH, KOETO MOXE Ja MPUYHHH:

- 3HAYMTENIeH craj B Opoil Ha YepBEHN KPHBHU KIIETKHU (aHEMU);

- 00BPKAHOCT WJIU MPOMSIHA B HUBOTO Ha OJIUTEIIHOCT;

- 0oJKa B I'bpPAUTE WIN CTCHOKAPIUS,

- MOKa4YBaHE HA CEPYMHUS KpeaTHHUH (MpodiieMu ¢ Ob0pennTe) uiu

- Tpombo03a (CbCcUpBaHE Ha KPBHBTA).

AKO UMaTe HAKOH OT T€3U CUMIITOMH, CBBPXKETE ce ¢ Bamus nexap.

AKko cTe cnipesu ynorpeoara Ha BEKEMYV 3a aX¥YC

[IpexbcBaneTo unu crimpaneTo Ha jiedennero ¢ BEKEMYV moske na nmpenu3srka mosiBara Ha
cumnromMute Ha aXVYC oTHOBO. Bamust jekap e o0cbau ¢ Bac Bb3MOKHHUTE HEXETaHU PEaKLUH U
e Bu 06scHn puckoBete. Bammst nekap mie ncka ga Bu nabmonasa oTomu30.

Puckosere ot cimpanero Ha BEKEMYV BrirrouBat yBenudeHne Ha Bh3MajieHHeTo Ha Bammre
TPOMOOIIUTH, KOETO MOXKE J]a IPHYHMHU:

- 3HauwnTeneH cnaja Ha Bammre TpoMOOIUTH (TPOMOOIUTOTICHUS ),

- 3HaYMTENTHO YBEJIMUYCHHE Ha pa3pylIaBaHEeTO Ha Bammire yepBeHU KpbBHH KIIETKH,

- Hamaneno ypunupane (npobiem ¢ 0Ob0perure),

- YBenuueHUe Ha CepyMHHMS KpeaTHHHH (Tipo0sieMu ¢ ObOpenuTe),

- OOBpPKAHOCT MIJIHM ITPOMSHA B HUBOTO Ha OJMUTEIHOCT,

- bonka B repanTe WM CTEHOKApAUS,

- 3agbxBaHe, UIH

- Tpombo3a (cecupBaHe Ha KPBBTA).

Axo0 nMaTte HIKOHU OT Te3HU CUMIITOMMH, O6’LpHeTe ce kbM Bamms JICKap.

4, Bb3MOKHH HeKeJTaHU peakuuuu
Kakro Bcuuku JICKApCTBaA, TOBA JICKAPCTBO MOXKEC 1a MPEAN3BUKA HCIKCIAHU PCAKIIUN, BBIIPCKU Y€ HC

BCEKHM I' Ioyiyuasa. [Ipeau ja 3amouHere JiedeHueto, Bammsr iekap 1ie Bu 00scHH Bb3MOXKHHUTE
HE)KEJIaHU PeaKliy 1 NMOJI3UTE U PUCKOBeTe oT npuema Ha BEKEMV.
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Haii-cepno3nara HexxellaHa peakiys € MEHMHTOKOKOB CETICHC.
AKO mosryunTe HSIKOH OT CHMITOMHUTE HA MEHHHTOKOKOBa MH(eKIMs (BIKTEe Touka 2 BHuManue 3a
MEHUHIOKOKOBa U pyry uHdekun ¢ Neisseria), TpsoBa He3abaBHO 1a choOIuMTe Ha Bamms nekap.

AKO He CTe CHTYPHH KaKBO MPEJICTABIISIBAT TIOCOYCHUTE TI0-I0JTy HEXKENAaHH JICKApCTBEHU PEaKIIHH,
o0BbpHeTe ce KbM Bamuist jekap 3a passicHeHue.

MHoro yectn (Morat 1a 3acersat mosede ot 1 Ha 10 ayimu)

riaBoOoIHeE.

Yectu (Morat 1a 3acerHart a0 1 Ha 10 xymm)

nH(peknys Ha Oennrte A1poOoBe (THEBMOHUS), TPOCTyAa (Ha3ohapuHTHT), HH(EKIHI Ha
MUKOYHATa cUcTeMa (MHPEKIHUA Ha TMKOYHUTE ITHTHILA)

HUCBHK Opoii 6enr KpbBHU KIETKH (JIEBKOTICHUS ), HAMAJIEHHE Ha Opost Ha YepBEHUTE KPbBHU
KJIETKH, KOETO MOXeE J]a HAlpaBH KoXkaTa OJieia ¥ Jla MPUIHHU cabOoCT WITH 33IbXBaHe
Oe3chHHE

3aMaiiBaHe, BUCOKO KPBbBHO HAIISITaHE

WH(EKIYs Ha TOPHUTE JUXATEeIH! TBTUIIIA, KallUTUIa, 00JIKa B THPIOTO (OpodaprHTeaTHa
0oska), OpOHXUT, XepIiec (Xeprec CUMILIEKC)

Juapus, IOBpbBIaHe, TaJieHe, KopeMHa 00JKa, 0OpUB, OmaiaHe Ha KocaTa (ajomnenus), cbpoex
o Koxara (TIpypuTyc)

Ooska B cTaBuTeE (pBIETE U Kpakara), 00ka B KpaHUIUTE (pbIIETe U KpaKaTa)

BUCOKa TeMIlepaTypa (IIMpeKcHs), 9yBCTBO 32 OTMaAHAIOCT (YMOpa), TPUIIONOI00HO
3abousaBanHe

peakius, CBbp3aHa ¢ HHPY3HUsITA.

Heuectn ( Morar na 3acersar o 1 Ha 100 myrmm)

TeXKa HHPEKIHs (MEHUHTOKOKOBA WH(EKIINs ), CETICUC, CENTUYEH 110K, BUPYCHA MH(MEKIINS,
MH(EKIH Ha JOJTHUTE JUXaTeIHN IbTHUIIA, CTOMAIIECH I'PpUl (CTOMALIHO-UYpEeBHA HHPEKIIHS),
LUCTUT

nH(peKnys, r-onuHa nH(EKIrs, HaTpyMBaHe Ha THOH (abcriec), B KOXKHA WHPEKIUS
(1uemynuT), TPUIL, CHHY3HT, 360Ha nH}ekus (adcuec), MHYEKIns Ha BEHIIUTE

CPaBHUTEIHO MaTbK OpOW TPOMOOIMTH B KPBBTA (TPOMOOIIMTOIICHHS), HUCKO HUBO Ha
TUMQOIUTUTE — OTIPEJIEIICH BU O KPbBHH KIIETKH (JTMMQOIIEHUs ), ChplieOneHe
CEpUO3HA aliepriuyHa Peakiys, KOsITO MPUYNHSABA 3aTPY/THEHO JUIIIAHE WK 3aMaliBaHe
(aHa¢makTHUHA peaKuys), CBPbXUyBCTBUTEIHOCT

3ary0a Ha aneTuT

JenpecHs, TPEBOXKHOCT, IPOMEHH B HACTPOCHUETO, HAPYILICHUE Ha ChHS

MpaBy4YKaHe B 4acT OT TSUIOTO ([IapecTe3nn), TperepeHe, HapyIIeH!s Ha BKyca (AUcreys3us),
NpUNAIBIH

3aMBIJICHO 3pEHHE

3BbHEHE B YILIUTE, BEPTUTO

BHE3aIHO U OBP30 BAMIaHE HAa U3KIIOUMUTEIHO BUCOKO KPbBHO HAJISITaHE, HUCKO KPBBHO
HaJlsITaHe, TOPElH BbJIHU, BEHO3HO 3a00JIsIBaHe

JCITHes (3aTpyIHEHO MUIaHe ), KbpBEHE OT HOCA, 3aIyIIeH HOC (Ha3alHA KOHTECTHS),
Jpa3HEeHe Ha I'bPJIOTO, CEKPELHsl OT Hoca (pUHOpest)

Bb3NAJICHUE Ha IEpUTOHEyMa (1M1, KOSITO OOBMBA OBEYETO OT KOPEMHUTE OPraHu), 3arekK,
cTOMaIlleH JUCKOMQOPT Clie/T XpaHeHe (JMUCIeTcus ), IoayBaHe Ha KopeMa

ypTHKapusi, 3a4epBsiBaHe Ha KOXKaTa, CyXa KOo)Ka, YepBEHH WM IypIypHH [I€THA 110 KOXara,
3aCHJICHO U3MOTSBaHE, Bh3MAJICHNE Ha KOXKaTa

MYCKYJTHH KpaMITH, MyCKyJTHH 00JIKH, O0sKa B rbpOa 1 Bparta, 00JIKa B KOCTHTE

0B0peyHO HapyIlIeHne, TPYAHOCTH WK 00JIKa IIpH ypuHHUpaHe (IU3ypus), KpbB B ypHHATA
CTIIOHTAaHHA ePEKIIHs Ha MeHHnca

OTOK (emeM), TuckoM(opT B IbpANTE, ycemane 3a c1adocT (acTeHus), 00Ka B TEpANTE, O0TTKa
Ha MSCTOTO Ha BIMBAHETO, CTYJCHU TPBIIKH
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o MOBHUIIICHUE HA YEPHOPOOHHUTE CH3MMH, HaMaJICHHUE Ha TIPOTOPIHITA Ha KPBBHUS 00eM, 3aeT
OT YepPBCHUTE KPHBHHU KJICTKH, HAMAJICHUE Ha TIPOTEHHA B USPBEHUTE KPHBHU KIICTKH, HOCEII]
KHCJIOPO/I.

Penxn (Morat na 3acernat n0 1 va 1 000 mymm)

o reOuyHa nHpekuus (mapexums, npokama ce Ha Aspergillus), craBaa nndekius (bakTepuanieH
apTpurT), HH(EKINSA Ha JOJHUTE AUXATEHHN IbTHINA, HH(eKIus, mpuaraeHa or Haemophilus,
UMITETUTO, OaKTepHAITHO 3a00JIsIBaHe, ITPEIaBaHO II0 TOJIOB ITBT (TOHOpEs)

. KOXEH TyMop (MeJlaHOM), HapyIlIeHHe Ha KOCTHUS MO3bK

o paspylaBaHe Ha YepBECHHUTE KPHBHH KJICTKHU (XEMOJIN3a), CIICIIBAHE Ha YSPBEHUTE KPHBHH
KJICTKH, HapyIICHUEe, CBbP3aHO ¢ ()aKTOp Ha KPhBOCHCUPBAHETO, OTKIIOHCHHUS B CbCUPBAHETO Ha
KpbBTa

3a00JIsIBaHE ChC CBPBHXAKTUBHOCT Ha IUTOBHIHATA jkJi1e3a (bonect Ha I'peiiBe)
HEEeCTECTBEHU ChHUINA

JIpa3HEeHe Ha OKOTO

o0Opa3yBaHe Ha CHHUHU

HEoOMYaifHO BpBIIaHE Ha XpaHa OT CTOMaxa, 00JIKa BHB BEHIIUTE
MOXBITSABAHE HA KOYKAaTa /UM 04uTe (KBITCHUIA)

HapylIeHrE Ha [[BeTa Ha Ko)KaTa

CIa3bM Ha JbBKATEHUTE MYCKYJIH, CTABEH OTOK

HapyllIeHrne Ha MEHCTpyauusaTa

HETPaBIIHO M3THYaHE Ha BIATOTO JICKAPCTBO OT BEHATa, HEOOWYAaHHO ycelaHe Ha MACTOTO Ha
BJIMBAHETO, YCELIAHE 3a FOPELINHA.

Cpo01IaBaHe HA HeKeJIaHU pPeaKl U

AKO TOJTyYnTe HAKAKBU HEXKEJIAaHU JICKAPCTBCHH PEeaKIMK, yBemoMere Barus nekap, apManeBT Win
MCIUIMHCKA CeCTpa. ToBa BK/II0UBa BCUYKH Bb3MOKHHM HEOITMCAHH B Ta3H JINCTOBKA HEKEJIaHU
peakimu. MoxeTe ChIIO JIa ChOOIIUTE HEKENAHH PEaKIUU TUPEKTHO Ype3 HAI[HOHATHATA CHCTEMA 32
choOIaBane, mocoueHa B [Ipunoxkenue V. Kato cho0IaBare He)XENaHU PeaKIMU, MOXKETE Ja Ja/ieTe
CBOSsI PUHOC 3a MOJTyYaBaHe Ha MOBeYe HHPOPMAIIKs OTHOCHO 0€30MacHOCTTa Ha TOBA JICKAPCTBO.

5. Kak na cbxpansaBate BEKEMV

[a ce chxpaHsiBa Ha MSICTO, HEJIOCTHITHO 32 JIeTa.

He u3non3BaiiTe TOBa JIGKAPCTBO CJIE]] CpOKA HA TOAHOCT, OTOEIISI3aH BbPXY KapTOHEHATa ONIAaKOBKa U
eTukeTa Ha (iakoHa cie ,,l'ogeH 10:“. CpoKbT Ha TOJHOCT OTrOBaps Ha MOCIEIHUS JICH OT
[IOCOYEHUS MECELL.

[Ha ce cpxpanssa B xnagunauk (2 °C — 8 °C). Jla He ce 3ampassiBa.

®nakonnte BEKEMYV B opurnHamHara ormakoBka MOTaT Jia € U3BAIAT OT XJIATUITHUKA, KBIETO CE
ChXpaHsBaT, CAaMO BeIHBIK 32 MEPUO OT MAKCHMYM 7/ THHU. B kpast Ha TO3M Nepuo1 NPOAYKTHT
MO’K€ 1a ObJ€ ITOCTABEH OTHOBO B XJIaIMJIHHKA.

[la ce chxpaHsiBa B OpUT'HHAIHATA OMIAKOBKa, 32 Jia ¢e Mpea3y OT CBETIMHA.

Cren paspexaane MpoAyKTHT TPsOBa Ja ce U3Io3Ba B paMKuTe Ha 24 yaca.

He PI3XB’LpJ'I$H7[TC JICKApCTBATa B KaHAJIU3allUATA. Ilonuraiite Bamms (bapMaueBT KakK J1a U3XBBPJIATE
JICKapCcTBaTa, KOUTO BEYEC HE MU3IIOJI3BATEC. Te3nu MCEPKH 1I€ CIIOMOI'HAT 3a OITa3BaHC Ha OKOJIHATa Cpela.
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6. CbabpkaHHe HAa ONIAKOBKATA U JOIbJIHUTETHA HHPOPMALUsI
Kaxkso cbabp:ka BEKEMV
- AxTrBHOTO BemiecTBO: ekynu3ymab (300 mg/30 ml BbB (takoH, choTBeTcTBaIIO Ha 10 mg/ml).

- Hpyru cecTaBku:
- OLIETHA KHCEINHA
- HATPHUEB XUIPOKCH]
- nunatpueB enetat (EDTA)
- copbuTton (E420), BuxTte Touka 2 ,,BEKEMV cbabpxa copobuton™
- rorcopoar 80
- BOJIa 32 MHXEKIIHH.

BEKEMYV coabprxa HaTpuii 1 nosarcopbar 80. BrkTe Touka 2.
Kaxk usrne:xkna BEKEMV u kakBo chabp:ka onakoBKaTa

BEKEMY ce npennara kaTo KOHIEHTpaT 3a WHGy3uoHeH pa3TBop (30 ml BBB ¢urakoH — eanH hIakoH
B OIIAKOBKA).
BEKEMYV e mpo3zpauen 10 onanecueHTeH, O€31BETEH 10 CBETIOKBIT Pa3TBOP.

HpHTe)RaTeJ'I Ha Pa3peiI€eHUuETO 3a yHOTpeﬁa U IMPOU3BOAUTEJL
Amgen Technology (Ireland) UC

Pottery Road, Dun Laoghaire

Co. Dublin,

A96 F2A8
Wpnannus

IpuTexaTes Ha pa3penIeHHETO 32 ynoTpeda
Amgen Technology (Ireland) UC

Pottery Road, Dun Laoghaire

Co. Dublin,

A96 F2A8
Wpnanaus

IIpousBoauTes
Amgen NV
Telecomlaan 5-7
1831 Diegem

benrus

3a JOIIBJIHUTCIIHA I/IH(l)OpMaL[I/Iﬂ OTHOCHO TOBa JICKapCTBO, MOJIs, CBbPKETEC CC C JIOKAJTHUSA
MNPpEACTABUTCII HA IPUTCIKATECIIA HA pa3pCIICHUCTO 3a yHOTpe6a:

Belgié/Belgique/Belgien Lietuva

s.a. Amgen n.v. Amgen Switzerland AG Vilniaus filialas
Tél/Tel: +32 (0)2 7752711 Tel: #3705 219 7474

Boarapus Luxembourg/Luxemburg

AmmxeH bearapus EOO/L s.a. Amgen

Ten.: +359 (0)2 424 7440 Belgique/Belgien

Tél/Tel: +32 (0)2 7752711

50



Ceska republika
Amgen s.r.0.
Tel: +420 221 773 500

Danmark
Amgen, filial af Amgen AB, Sverige
TIf: +45 39617500

Deutschland
Amgen GmbH
Tel.: +49 89 1490960

Eesti
Amgen Switzerland AG Vilniaus filialas
Tel: +372 586 09553

E)\LGoa
Amgen EALdg @appokevticd EILE.
TnA: +30 210 3447000

Espafia
Amgen S.A.
Tel: +34 93 600 18 60

France
Amgen S.A.S.
Tél: +33 (0)9 69 363 363

Hrvatska
Amgen d.o.o.
Tel: +385 (0)1 562 57 20

Ireland
Amgen Ireland Limited
Tel: +353 1 8527400

island
Vistor
Simi: +354 535 7000

Italia
Amgen S.r.l.
Tel: +39 02 6241121

Kvmpog
C.A. Papaellinas Ltd
TnA: +357 22741 741

Latvija
Amgen Switzerland AG Rigas filiale
Tel: +371 257 25888
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Magyarorszag
Amgen Kft.
Tel.: +36 1 3544 700

Malta

Amgen S.r.l.

Italy

Tel: +39 02 6241121

Nederland
Amgen B.V.
Tel: +31 (0)76 5732500

Norge
Amgen AB
TIf: +47 23308000

Osterreich
Amgen GmbH
Tel: +43 (0)1 50 217

Polska
Amgen Biotechnologia Sp. z 0.0.
Tel.: +48 22 581 3000

Portugal
Amgen Biofarmacéutica, Lda.
Tel: +351 21 4220606

Romania
Amgen Romania SRL
Tel: +4021 527 3000

Slovenija
AMGEN zdravila d.o.o.
Tel: +386 (0)1 585 1767

Slovenska republika
Amgen Slovakia s.r.0.
Tel: +421 2 321 114 49

Suomi/Finland

Amgen AB, sivuliike Suomessa/Amgen AB, filial
i Finland

Puh/Tel: +358 (0)9 54900500

Sverige
Amgen AB
Tel: +46 (0)8 6951100



JlaTa Ha MOCJIeAHO NMpepasrIekIaHe HA JIUCTOBKATA
JApyru u3rouyHunu Ha nHpopmanus

ITonpoOHa mH(pOpManHs 3a TOBA JIEKApCTBO € MpeJocTaBeHa Ha yeOcaiiTa Ha EBporetickara areHIus
1o JiekapcTBaTa http://www.ema.europa.eu/.

Yka3zanus 3a ynorpeda, npeJHa3HaYeHH! 32 MeANIMHCKH CIIENUAINCTH, OTHOCHO padoTaTa ¢
BEKEMV

3a aa ce mo00pH MPOCIEAUMOCTTa HAa OMOJIOTMYHUTE JICKAPCTBEHU MPOAYKTH, UMETO U aPTUIHUAT
HOMEp Ha MPUJIOKEHUS MPOAYKT TPsiOBa SICHO Jia ce 3alncBarT.

IMocouenara mo-nony uHbpOpPMAIUS € MPEeJHA3HAYCHA CaMO 33 MEUIIMHCKH CTICIIHATACTH:

1. Kak ce nocraBs BEKEMV

Bceku dnakon ot BEKEMYV chabpika 300 mg aktuBHO BemiecTBO B 30 ml pa3TBOp HA MPOAYKTA.
2. Ilpenun npunarane

Paspexxnanero TpsiOBa /1a ce U3BBPIIBA B CHOTBETCTBHE C IpaBHiIaTa Ha Jo0parta IpakTHKa, 0COOEHO
10 OTHOULICHUE HA aCENTHKATa.

BEKEMYV TtpsiOBa i1a ce mpUroTBs 3a MpUjiaraHe 0T KBATU(UITUPAaH MEIUIIUHCKHU CIICLIUAIHMCT, KaTo Ce
M3I10J13BAa aCEIITUYHA TEXHUKA.

. Busyanno pasriegaiite pazrBopa Ha BEKEMYV 3a Bugumu wactunm 1 mpoMsiHa Ha I[BETA.

. N3rernere nHeobxonumoro konuaectBo BEKEMV ot ¢uakona(nte) che cTepuiiHa CIpUHIIOBKA.
o [MpexpbpiieTe npeanucanata 103a B MHQY3HOHEH Cak.

. Pazpenere BEKEMV 1o kpaiina koHmeHTpanus 5 mg/ml (mppBoHavYaHaTa KOHICHTPALIHS,

pasjiesieHa Ha JiBe), KaTo NpUOaBUTe B MH(PY3UOHHUS CaK ChOTBETHOTO KOJUYECTBO Pa3peUTeEll.

- 3a o3u ot 300 mg usnomnsBaiite 30 Ml BEKEMV (10 mg/ml) u go6asere 30 ml
pa3penuTel.

- 3a no3u ot 600 mg usnonssaiire 60 Ml BEKEMV u no6asete 60 ml paspeaures.

- 3a o3u ot 900 mg usnomnssaiite 90 Ml BEKEMV u no6asete 90 ml paspeaurer.

- 3a o3u ot 1 200 mg usnonssaiire 120 ml BEKEMV u no6asete 120 ml paspequrern.

Kpaitnust od6em ot 5 mg/ml paspenen pazreop Ha BEKEMV e 60 ml 3a go3u ot 300 mg,

120 ml 3a no3u ot 600 mg, 180 ml 3a no3u ot 900 Mg nnm 240 ml 3a mo3u ot 1 200 mg.

. Pazpenurenure ca Hatpues xiopua 9 mg/ml (0,9%) uHKEeKIMOHEH pa3TBOpP, HATPHEB XIJIOPH]
4,5 mg/ml (0,45%) uHKEeKMOHEH pa3TBOP WK 5% TIIIOK03a BBB BOJA.

o PasknaTere nexo nHPyY3MOHHUS cak, chabpxal pazpeaeHus pazrsop BEKEMYV 3a nmbiHoTo
CMeCBaHE Ha JICKAPCTBEHUS MPOIYKT U PA3pEeIUTEIS.

o [Ipenu na ce npuIoXu, pa3peeHUSAT pa3TBOP TPSIOBa Jja ce OCTaBU B IIOMELICHUETO, 3a 13 CE
3aTOIUTH 70 cTaitHa Temreparypa [18 °C — 25 °C].

. Paspenenust pa3TBop He TpAOBa Ja ce 3arpsiBa B MEKPOBBJIHOBA (PypHA WK C HAKAKBB APYT
M3TOYHMK Ha TOILUIMHA, pa3JInieH OT MpeodiasaBaiaTa cTaiiHa TeMIeparypa.

o WzxBbpriere Lsnata HEU3MOI3BaHa YacT, OCTaHaja BbB (prrakoHa.

o Paspenenusr pazrsop Ha BEKEMYV moxe na ce cvxpansisa npu 2 °C - 8 °C go 24 yaca, npenu

Jla ObIe TIPHIIIOKEH.

3. IIpnaarane
o He npunaraiite BEKEMV nHTpaBeH03HO KaTO MHXEKIUS MU OOJyC.
o BEKEMYV Ttps6Ba ga ce npuiara caMmo 4pe3 HHTpaBEHO3HA HHY3HS.
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o Paspenenusr pazrsop BEKEMV tpsi6Ba na ce mpunara nocpecTBOM HHTpaBEeHO3HA HHQY3HS C
NPOABIDKUTENHOCT 25 710 45 MunyTH (35 MuHyTH = 10 MUHYTH) TIpU BB3pacTHH U | — 4 yaca
NIpY TIeUATPUYHH NAIMEHTH Ha BB3PAacT MoJl 18 TOAMHYU upe3 TpPaBUTAIMOHHO BIMBAHE, TIOMIIA
THUI CIIPUHIIOBKA WK HH(pY3HOHHA Tomra. [lo Bpeme Ha nH}y3uaTa HE € HE0OXOIUMO
paspenenust pa3teop BEKEMV na ce npeanassa ot ceetTiiuHa.

Crnen nH(y3usTa MaMEHTHT TPSAOBA 1a ce HaOIt01aBa B MPOIbIDKEHNE Ha ennH Jac. [Ipu Bp3HIKBaHe
Ha HEeXKeJIaHa peakiys 1o Bpeme Ha npuiaraHero Ha BEKEMYV undy3usara moxe na ce 3abaBu wiu
MIPEyCTaHOBH TI0 TIpelleHKa Ha Jekaps. Ako nHpy3usaTa ce 3a0aBu, 00IMIOTO BpeMeTpacHe Ha
uH(Yy3uATa He TPsIOBa J1a HAJBHINIABA J[BA Yaca MPU Bh3PACTHH U YETHPH Yaca TPH MeAUATPUIHN
MAIUCHTH Ha BB3pacT moA 18 roauHw.

4, CnenuanaHu ycJI0BUS HA padoTa U CbXpaHeHue

[a ce cpxpansiBa B xiamuiHuk (2 °C — 8 °C). Jla He ce 3ampassiBa. [la ce chXpaHsiBa B OpUTHHATTHATA
OITaKOBKa, 3a J]a ce mpeanasu ot ceernuHa. Gnakonute ¢ BEKEMV B opurnnannara onakoBka MoraT
Jla ce U3BaIAT OT XJIAAUIHUKA, KBIETO CE ChXPAHSABAT, CAMO BeJHbK 32 EPHO] 0T MAKCUMYM

7 nau. B kpast Ha TO3M MeproJ] MPOAYKTHT MOXKe Ja ObJe MOCTABEH OTHOBO B XJIATMIIHUKA.

He u3nosnsaiiTe ToBa 1eKapcTBO CiIe CPOKA Ha TOAHOCT, OTOEIIsA3aH BbPXY KAPTOHEHATA ONAKOBKA U
eTukera Ha (akoHa cief ,,l'oger 10, CpoKbT Ha TOJHOCT OTrOBaps Ha MOCIEIHUS ICH OT
MOCOUYCHHS MECEII.
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