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24 At E5t 2l I oL Ml 50
E5t O 2HOHRI SOt
EGHX 2 o Sa3 S0
2) F2 0l48S
OEIE T
MR S5 ENE ZAS AR Y, S5, ZE, 4Y5 L EZ0IACH SHE AE
QYD DE ADI B = SSS0IAS0 0l B XE SSIK 0101 X Atail= 3%D012+01 AT
% HE ABES SHHM ZAUS I, FA 29 1SS 0l o S0 XS 25.2%, 9%
S0f BRC 15.5%0 N 2D ACH
@ &= 2
OHE Bkl 20E S42 HIQAFY, AJIE 2 U RHISH0IACH 95% 0140l SHHGHX
YS T= SSSOIUCN XE SHE ARME QAL AL KE ABSS SHHN =4
ADIE 2SS 0l O 0| XS 13.0%, R S04 EX2| 7.8%01 A 2DEUCH
® HE 54 S0t
2IIHOLRI(5.2%) L/EES OFZRIOLHI(6.1%) SI0b HBEYUCH Ol LAHOIYD XNE 5
0I0iXIE F2E E2AT
@ =5 s47 £+ B0
YE SMT & ZO0F BEACH Ol YAFO0IYUD, KB SHO2 001X K AL
® =24 02 Z3H5
24 IR FSHS ARIOHBH HFAIB A FII2H X2 012 2EACH LHE22 A2 O
oo XIZ AIR 11 014 ZDHEH AIF0| ZBGIAD, SEEE S £= SSS0UCH B
=0z 01| XX &UACH
5. YpH™ F9
1) HEY LT 54 S}
T SIFAIBOIA O HS SOHLS SN HEE L T LS50/ DAL, 0] % DHo
QIDBAE FYEX UYUCH A HE AAAIBOA 2ITHOHH SO L OFL2LOFRI 12t 0
O SOIZOI A 242t 62(5.2%) L 72(6.1%), 22 SO 0IA 242 32(2.9%)% 2 DEKALH. 0]
o =01 M BRI 4Dl AAcHAS L0 BHLF 0] A2Z ISE AIZGH| Mol 2| LOHA
OISOl 4XI2 SFots A4S AW 0l % S0 2 AZH0l AMIH A0
HHRIEIO1LE 51=E HK S E S EXI(2ITO0FM % OFYLRLOMM 4% S8 E8)E FSHCH
2) B
= XS BEOISS DIEIINIE, Of O 501 Al R S0| 8t BIHR QI JHS A0l UCH

IZZ20A 28 (2.3%)0] &-24=2 & Al (anti-drug antibody,
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O M, 8%(9.3%)0| &-PEG(polyethylene glycol) 24 0|2 CH ADA = 8H-PEG
A

40| W] 20| HAASD] 0| %ol FSs, of2fst, of
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15. 22 & HS 49 FoAAE
1) Gi2lole &0l &X 2= R0l 22t OF &HCH
2) &0 B2t8CH2°C - 8°C)
3) HSotKl =Lt
4) 22 2ol MSS ZEE AN €0 22480
5) &2 (ZU30°C)UA Xt AEHZ ZICH SHEMAI B2 == UCH HE DA N 0lF CHAl Y&
Ol €29 e 2204 3HE0l X AIE L= AASJIet & 8 H 2= E M0l Bl

16. 82JIE st 2
1) &8I

A2 15002 Ot0I= M2 RAE &4 HEIOIEZAM 015 28I|NMS Soil 2X SHA Ch2 StE
O*HIOHZP Ol EX StEHE Ch0l S0l8o2 A& ot, C5 deta Al C’IOF C5a% C5bZ2ol Hctg o
MiotH, 20 el 23 =E M (membrane attack complex, MAC)2l &4 2 NIEZ ol 42| ol&X
HZ OFDIBHCH 8, CH2 CHAFAI ChHb0Il 2SSO 2 M, 0l 22 C5bJt C60ll Z&tote S UMHELOR
SoHGHO, S Co5bIF HEEE OlF MACS 841t 2482 XS
Ol 2o ot3stN St B0 ool RE= & &P (sheep red blood cell) EHE A Mote sE2
Sofl 24 ACH
24 L 3AF AAMAIEOIA O 25(0.3mg/kg) S0 Al 212, &G (>95%), KIEX 0l SR A M IF 22
CIACH 34 Al AMAIE(MGOO10)UIAM, BEXIES2 1L 13 OI 9k 0.3mg/kg L= /A&LS 125 S &
Of BHQUCH, 0l & X2 & 13 ANEOA 2ol= X AHMIF 123 AE(97.5%) MK S KX ACH.

2) 4=y MY

O=t=

H2SH A AXIOIA O 2 0.3 mg/kgE 12 13 OGt=AIZ S & Chsl E0s 32, &0 & 3-

BAIZE AFOION 20 E& =S 0l SEotRUCH Mo SES2RES SHAE A2 ~8E AAASEUA

Ol 2 0.3 mg/kgS 1 13l |6+$/\+§ BISE0st £ 0] A2 88 s5= LHIMUCH, XE 4= X0

S AMEHO SEot0 12FXNHKI KA & ALY

@ 2=

Ol & 2 0] &9 =2 HAIA 2JH(E24 L HI8d)= & CHSA ZEEH0H(>99%). &t 4=ss &

M | o)

0l %42 =2 CYP &4 (1A2, 2B6, 2C8, 2C9, 2C19, 2D6 & 3A)2 JIZ0l OtLICH. EHOUIAM &4 O
ALXl RA103488 Y =R HI&4 HARM RA10275801 A= SIRUCH RA1034882 =2 CYP450 4F201 2
of &4 &Ch RA1034882 O 2fut oFc|st™ &4 0| HI==otAIBH O <0l HioH &M ¥2 s&E2 &Y
SHCH «elsf ™ 240l et RA1034882 JIHE= SO E£8H BEIOIEZAM 0 42 0l B2E S
of =2 BIEHOIE & OOl e 2 2oliE A2 Olaf=lC.

Ag2 W AlIE ’jWOH =S 0 & ASUA &4 (CYPs & UGTs) & =&HQ J1& 2H0fl L&A

2 ROOIE ASHE2 WA A=CH.

@ W&

Ol &2 HEIOIEZAM Ol 222 Sof O &2 l.Li!EPOI‘:EE} Ol 2 2olilE W22 oiaEtt 8
= 2 Lo BrADl= 2 172A12H (7-8L)0ICH O 4Dt CHAMIS HHE 2 AH E‘—J CHEE Gl A EOtotRA
1 PAIE gtet ==01HLE 1%0[2H0I AL

® e

ML SE2PHZS SNUE HA2Z 6 34 AIFUA -2 &HI(ADA)2 &-PEG Xl 2EE2 0
o XIS P22 20l HI=<GIALCH 0 422 XS X2 ADA & &-PEG &Xl &H= 0 <
ST0l Eets OIXI Xl & ACH

® S+=adc

Ol ol =0 S&f= 01Xl RS Botob)| ?gt 8 &5 240A, 898 L 422 0] &2 <
S0l SdHez Rolet = 0K = X2=2 LIERT

=
04
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AIZHOHDE OF F 1k Of 2F2| CHAMMI 2 SEH0l DIXls F&2 HAs AIZUHARS S5 A Z0H(220tEl
HEAE 156~<30ml/2)It Y= ASHAXAHA O 2 0.3 mg/kgE SH3F0HE S 14 J& A

Ol & & = Hl4d tHALHI(RA102758)2 Al == (AUC)E2 ALE AIE AR THEl S5 A Z0H 2
KON CH2 X ZAUACH SEUAM(RA103488)2 Al =52 SE2 AZ0H SAUA 2 1.580 =
LIEHSLCH efSs 200 2H0tH, A E00 L= X0 &2 2282 220t &L

O] &1t O] 222 (HAIKM X S&E N ST A& 0IX= 2 H2AS MEUHAXY SSS 2HE O
o 3 = H o

| S
(Child—Pugh &= 7-9)Jt =

T OLE AL
O] 20l CHEH A& == (AUC)S HAEH AIEHTHA X0 HISH SSZ 21015 40| Y= A A XHO A
24% Ol SAD, 0l= A8 AISTHA X0 HIoH 2HEO0HIE A= A HAKONIA CHARKIS! & &l ==t
2D LS00 =2 20 YXIGHACH 0] 22 2D &0 L] 82Dl = S S 2H0l SAFGHRCH =
JpEQl kst 2ANAN, F OS8 2H0l 2H 24 AH L= 2H AN S20/8 Xt0l= &elg X
LUCH Ol2f8t 20 2HGH0, ZS L SSS 21T} A= SX0A 22 ZE2 LQSHA LT
« OIE
A BHOl 2 A=01 AISHAIKHO CHE 14F AAMAIROAMN, O 2% L =2 204 HAFHIS 2XsSs T2
IY 2 0.3 mg/kgS SIS0 L 142 THE S0 S HIWEIRACH 2= F S0I2 2H0ll AR HI =5}
AL T 2SS AWM CHE QS HE (SQ1/0LZ2|IH 01291, OFAIOHRI /L =01 L BHOol) 2t0f|
XOIDF Q= 2102 UZSCIQUCH 82 XES LRl 2L
3) YAAE
O] &0 OtAAH U REHS 12F (I, SEAE, 0=, AL HE AIE I MG0010 (RAISE) ot
2K AFAIE MGO011 (RAISE-XT)OI Al B OIS AL,
MG0010
UMAIEH018AH OlAS OLMIE 22 £2X SH 40 MAl SZS2RS[HA S22 S-L AN
SEZS(MG-ADL) SRR B4 =26, FHXE S22 (QVG) B4 = 12] X 17480| 23 &
ACHE 3). B UHE2 0 24(0.3mg/kg)FE A S0Z0 22 86 L 88 HIAE TN 0 &F L=
of2 F20f &t M TSSO HQULEH.
I 3: AIE MG00100l S=2S 28X 0| Al QIREHSHE L XY E4
NEEEE 2| ot
(n=86) (n=88)
oA, M, BZ(SD) 52.6 (14.6) 53.3 (15.7)
9 018, NI, BZ(SD) 43.5 (17.4) 44.0 (18.7)
A9, 94, n(%) 34 (39.5) 41 (46.6)
HiOl A2tel MG-ADL &< HZ(SD) 10.3 (2.5) 10.9 (3.4)
HIOIA2tel QMG B2 B R(SD 18.7 (3.6) 19.4 (4.5)
IOl A2tel MGC & %=, B Z(SD) 20.1 (6.0) 21.6 (7.2)
HiolA2tel MG-QoL 15r Hz=, 18.6 (6.6) 18.9 (6.8)
I 7(SD)
Az 284, M, n(%) 44 (51.2) 44 (50.0)
SYEI|2H &, BZ(SD) 9.3 (9.5) 9.0 (10.4)
e 2tXs HiolALIRIN RR2AE S2H(84.5%), Mdl Z2EIZAHR0/=(63.2%) &
HAATM(51.1%)E L6 Al SZS2LSS0 HE XIS 2 UL
1XF Bt 2= HIOIARIICR22H 123 AIE S MG-ADL & 23512+0| AL+ MG-ADLS 8JtX
S = A9 LA IS0 Al SS22AS0| 0IXs IS Witols 8289
OIS R0ICH EX2 828 WY A0 80|10 0~24 HL0IH, B =242 &4
SS2RES0| 0let A= L SA0 20 A28 a2 0| 2lCHs 2 0/0ICH
TR 2% BIIHAE HIOIACIQIOCZ2EH 123 AIES QUG &, MYl EZ228 S



(95%CIs) CFB in MG-ADL score

LSM

CFB in QMG score

(95%CIs)

LSM

ESHC(MGC) € MG &2 2 S (MG-QoL15r)2 HEZ0IACH QMGE 2 AS EIIdt=
1322 MHE MAHOILH SE2 132 HE =2 0111 A= 0~390I10H, B=It ===
=32 A JEHE LEHCH MGCe Hdl S52 2382 S48 dHE Eltot)| flet 102€
It HO0ICH 82 Hf= 0~5001HH, Bt === d& SES2RES2=Z Qe 20 &2
a0l ASS UEHHD MG-QoL15r2 & At &2 20l 8& SS2FES0| 0IXls S
gotots 15282 At 210 Z0H0ICH S8 2 0~308R0IH, Bt === &2 29| &4
STt 0= 20/01C

Bt 400 250N &4 SS2RES0 et 0l &2 XIs s0IF 1= AIE N 2=
ANHERD 4= AMEMNKX Fot2 SO AL 125 AE MK NEFEJACH 123 AIE 0 0 &2 MG-
ADL EE (O 1) QMG SE(OE 2)0IlA 212 HHl YAFC=2 20 UD SHES=Z FE

M= LIEFLHATH

18 1 MG-ADL 82 HI0|ActI 22l Bgt

—4&—— Placebo (N=88)
Zilucoplan 0.3 mg/kg (N=86)

T T T T T T T T T T T T T
Baseline Week 1 Week 2 Week 4 Week 8 Week 12
p-value: <0.001

MMAM ANCOVA Z2&0)f /=&t 24
gaFoz o/ /e Hat&=MG-ADL &+2/ 2 & 53}

J8 2 QMG SE2 HIOoIACIICZRH| Blst

—&—— Placebo (N=88)
Zilucoplan 0.3 mg/kg (N=86)

—

—t—
——
——

Baseline Week 1 Week 2 Week 4 Week 8 Week 12
p-value: <0.001

MMRM ANCOVA D& o) I/ =5+ 4
YT oz ol U= HoAS=QMG &+25/ 38 &2/

122 AIE, 0 & X222 73.1%Jt FHIAS X2 20l MG-ADL &= BFESXHMG-ADL
A0 3F 0l 242 FoFE )Rl /% N2Z2UHAM= 46.1%UCH (p<0.001). Of <
X229 58.0%Jt #HMAE s 20l QMG L&A BSIHQMG E=2 58 0/4 242
o)A 2Lt AU A 33.0%ULH (p = 0.0012)

=
=
=
=

12 AEU, 2HAS ANSE ZR=2 &8 S SHE HE2 2% =2 (12%) 0 HIdH O
o XI2Z(B%)MAM O ZACH FHMA=S2 W HASZ=2E GIVIG) £= €& wE=s



(PLEX)2 HolEICh.

T 400 HIolAHRICZ2EH 125 AE2 MG-ADL, QMG, MGC ¥ MG-QolL15r & B a2t (change
from baseline, CFB)O| MAIZIOl QUL K L AlEF S22 HZ HIo|A2S EfEs= 22 MG-
ADL 10.9 & 10.3, QMC 19.4 & 18.7, MGC 21.6 & 20.1, MG-QolL15r 18.9 & 18.60|AL}.

H 4123 AIE0 MG-ADL, QMG, MGC & MG-QolL15r &2l CFB

EDITPS N 2ot 2| ok [HH] p—gt*
12 AE &&° (n=86) (n=88) X2 D Z 2| A
CFB: B35t LS B2 X0l
LS B (95 % Cl) (95% Cl)
MG-ADL -4.39 -2.30 -2.09 < 0.001
(-5.28, —3.50) (-3.17, —1.43) (-3.24, -0.95)
QMG -6.19 -3.25 -2.94 < 0.001
(-7.29, -5.08) (-4.32, -2.17) (-4.39, —1.49)
MGC -8.62 -5.42 -3.20 0.0023
(-10.22, -=7.01) (-6.98, —3.86) (-5.24, —1.16)
MG-QoL15r -5.65 -3.16 -2.49 0.0128
(-7.17, -4.12) (-4.65, —1.67) (-4.45, —0.54)
*MMRM ANCOVA 220 J|=8t 24

MGOO011(HZAIE)

F1eF i MGO009 L= MGO010 A0 &0t &Xt 200801 S HEHEASH SEHAULD 0 &
0.3mg/kg22 12 18] SHLJUCH 1X EItH,= HIIFEWH HHEEH0IALH, 2K R §<§ Bt
= 3MH &I 123 AlE0 MG-ADL, QMG, MGC & MG-QolL15r 2| HIOIARICZRH2

Hot &0l AL



|:,JJFII MG-ADL, QMG, MGC & MG-QolL15r &
2FH Bz B (CFB)OI MAIE O UCH.

2530 A&ED2t2 12 & 48t Al MG-ADL, QMG, MGC & MG-QolL15r & ol CHoH
OIS =01E AE HIOIACICIOCZEH O W H5I2H(CFB)
Bt A23=Z@ /=D ZR
12 = % 48 =+ S&E2| CFB 0.3 mg/kg/0.3 mg/kg 0.3 mg/kg
B2 (SE) (n=93) (n=90)
MG-ADL
12 = -6.25 (0.39) -6.26 (0.43)
48 = -5.95 (0.53) -6.85 (0.70)
QMG
12 = -8.47 (0.47) -7.72 (0.63)
48 = -8.28 (0.64) -8.92 (0.93)
MGC
12 = -10.37 (1.15) -11.12 (1.00)
48 = -8.89 (1.20) -9.01 (1.04)
MG-QolL15r
12 = -9.38 (0.80) -8.64 (0.81)
48 = -9.07 (1.08) -9.62 (1.22)

MMRMANCOVA Z2& 0l J|
SE=HZE2X
* SO0 A& AIED| 2t

M

= =
st =4

O 3: 0IS=0H2 Al HIOIARIIRE B A& J|2t2 485 AIE DX MG-ADL & 2
W Hgh e
14 —e— 7 z pla m

i
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[MIZ2l2Xt] UCB Pharma SA.
Allee de la Recherche 60 B—1070 Bruxelles Belgium

[RIZXH Vetter Pharma—-Fertigung GmbH & Co. KG
SchitzenstraBe 87, 88212 Ravensburg, Germany

[HMIZXt] UCB Pharma S.A
Chemin du Foriest 1, Braine—L’alleud, 1420, Belgium
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	2) 주요 이상반응
	① 주사 부위 반응
	② 상기도 감염
	가장 흔하게 보고된 증상은 비인두염, 상기도 감염 및 부비동염이였다. 95% 이상이 중대하지 않거나 경증 또는 중등증이었으며 치료 중단된 사례는 없었다. 위약 대조 시험들을 통합해서 분석했을 때, 상기도 감염은 이 약 투여 환자의 13.0%, 위약 투여 환자의 7.8%에서 보고되었다.
	③ 췌장 효소 증가
	리파아제(5.2%) 및/또는 아밀라아제(6.1%) 증가가 관찰되었다. 이는 일시적이었고 치료 중단으로 이어지는 경우는 드물었다.
	④ 혈중 호산구 수 증가
	⑤ 국소 피부 경화증
	그림 B
	그림 C


