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r%

[EIEMEESIE T 2 N—= 1§ - A — N VI REERES IR A A N 4~ 2022 2SR S T
5 3EDHKEMT . T OBHVIIZHIEHWIIIE (myasthenia gravis : MG) 2 ® A IRMIEE B 12
B 72, FHWRE?Z o 720 TREMEREIZ T2 ) A< TR 1HIORTH - 720%, 2022 4§
WCZ 7 HIVFFE R (FHERA) 570 X<7, 2023FIcayF /)y AT varsy,
2024 FEICZ T ANFFE R (B FHEEAD) 2R TR IS Nz, ZORKE, DOSET MG Il
T RE 2 0 TSR IR 6 FMH & e o 7. 20720, S ZICB#iZ T & & L.

(A RF4 2 2022] OERTNT) ZLICEDE, EHRIMG OERIZKRD L H 1279
PRI N TV L, PEROEOATEA F+REINHEE (hvy=a—1) YHEE) +Hia) »
IZA5 5 —PIETHIBL, TN TERMIER (minimal manifestations) (23 L 7 U AUE F 1 #3014
6% (early fast-acting treatment : EFT) 2479, A T4 Thiu, #xVEGHRZE D R, Kl
JERSHE MG CUEMBRRERRZ @Y 22 & 4 I ¥ 7 CIT ). VRS2 B D BT LELH 5,
b L 3HTT CERWBLHASSH 5 7 EIRHHIKPUE OB T IR EEGTE MG LI L, 2T RRIE
BREMHT S, CORNNIBEDERTH 5.

LIV, L OGTENERENETEEN, VT VT =V FTRIEREOEZZHICEIE
B4 e 5 TR SNIBO TV D, 230 TEMEREOMKBZRBL LT, @%T
WX EFT 2 VAT L720, 20 —E0EBELTHERLAEZY 2w r—23 55, &
EORIETZTTY) VOMALRER ED ZNICHEE LT TVD. 20X 9 i TG RE
O ITEHIOWTIE, FRIEF UV APIFEA LRV &0 54 [TBHIIK 2025 (2B CHEE
THIEIETERW., L7225, SHOBHRTHEETVIY AL2EHTL LW Z L
L., L LS, BRI 2L HICEF V2R ER LT e Hiffshs.

C o [B#I 2025 TiE, #r L KRS NG FEMERE N ENCOWT OB ZINZ %
CERAME L FABERHHEICOWTIEF Y AL L LICRBEIN TS, Lidwnz,
IS OIANI M A F 2 HRBERANR W20, DX ) RERNICEOFEAZMHH L7225 X
VORER), WHhWE VT EWHBIETOT%a Xy MLV,

FBNZH7-0 BHE QOL & A 2 # WAV A% BAFIZHRD &\ ) IHEO IR &L 2014 4ED%
WAA RIA4 TELOTEITON, ZNEBAELTIE#HIN TS, 45 FENHEFEEDOMHIK
CEBIZENZHMLT 2R DH D, S50 BEHERZFL V.

HESREEIZOWTIE, [HA4 KT A4 > 2022] LFHAKIC [Minds Z#F A4 K74 AEROTF5] X
2014 (Bfs fRbkss, INOE . REEERE. $ 20 201543 H 15 H) 2%, DTD LX)
WZHLD Pesd 7z,

SRR S A 2B (1 MRCHEIRT A, 2 55K HERET L) TRT (R 1).
- IUTVADMES & 4 BRE (AR, B PR, CEwy, D ETHEH) TRT (R 2).

Bl) 1D BHWTEFTRAEDE, BEP E1T) ZERMHERET L. 1A

2) TETF VATV EDS, BEP 217D 2l IERT L. —»1C
3) T YRRIBEALELRWD, HHEP 2ITheWwI & 2RET 5. —»2D
4) PREOIETFT YV AIHEDE, BHP 2ITbawz L MRS L. —-1B

773



x1 HEHROBRS

1:@<H#HEI S (recommend) TOTEEMETD / TRV EEHET S
2. 55<H#EIT D (suggest) IO EEBET S /TORBVC EERET S

K2 IETVADERE

A GEEL) DROHEEBICR<HEEN HD

B (FiEE) ROHETEBICHEEDHEN B S

C (5BLVY) MROEEMBICH T DHEEIFRENTHD
D (&THFBELY) DROEEENFEACEIETERL

IEFVADBNHDRZOFEFH|ML, TEF Y ADOEL 2L ORERROI VLW
ADH & THBEE 2 g L TRk L 7z

C OB XD MGIBHRICHT 2 BRE L 2 L, FBHZIADQOL A& HIZH I
T5ZEEHoOTVES.

20254E5 1
AN 7 > 75— b - 4 — b Y BUIEGBEBHA A 7 4 AR EAS FHE
Mk BhZ
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CQ1-2 HWRHESE S 7)) X T2 ED LD ITH DA ceeverrrrrerre e 6
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2. FcRn BE%;% ......................................................................................................... 14
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Clinical Question 1-1 1. ApAEE

HAESEEI VI ITZEDLSICAVWSD

OAChR FBMELEE MG DA LVINBICTIZ ) AR T EEWNTHS (HiZiER 18).

ORT0q RFLEFERATOT RUSNDOREBIFIFN T2 R UAEVES, R52&RETILTH
EqAY

OI 7RI TEEDE, HERBFPEICHT IREREEDIFICIET I 2TEEENH D=6,
[RAI, T7VRAYTHERSEBO 2 BRARIE CICHIERNBICRT V7 F 2R T INEN
HD (HERR 18).

BR-BN

Iy AR TR CS e Lz MEE/ 7u—FuHikTh ), C5EHETLIL
THEAIG PR RS O B A% EY) T & 5 IR A 5K C5b-9 (membrane attack complex : MAC) O
W B L, MRRELSE 2 P03 2 2 EAERMEIFE TH L. MGIZBWT, 227 )AYTD
AR & BREIE L 7228 A2 i B I 7] RCT (REGAIN BR) 270 S 4, AChR Hifkbs ko
RPN T 2 G 3MEB L RV R S Nz7z0, HATD 2017 4 12 HIZKGR S MUERIR
BT SN Twa Y REGAIN kBRI 26 HOFHMETH V), REIOARPEICE L Td 50
BT =3 o 7273, AR T DU AT S M7z IR B MR Ik sk B & OV Wi i A
RN X 2 H 72 A RE G SN Tw S 7% 25612, TRETERRADEHTH 572727,
NI 227 ) X7 7 DERIRAERD G S WA MEDHERE S 72728, 2023 4F 8 HIZ/ME
BT RBKR S 7z

I ) AR TIEEY, ES T O REFHERE 723 LIS X B REIROE )
WHEZR A ISR ) AR ST Wiz, 202544 L) A7uf FE2ZA 704 FRSH
DRI TR L e WIGEICRS, EEE IR

- IEFVR

1) RABIICH T ZREGSDERM

85 MAHZ fii% B35 [ RCT (REGAIN BR) (28BS 7z 125 Flo ) B 117 FlAskiir C =~
) AT O % 2T B IFEMS sk Je Rk ER (REGAIN Mkt akli) 2390 S iz 2
FESEE H I MG-ADL 27 — VDOR—=Z 5 4 55O bE, BRKFFNEH X QMG 2 2
7, MGC A7, MG-QOLI5 A2 7 DR—ZF4 oAb E R EICHEL, 2HMIE
W7 ) A~ T % 22.7 5 ¥ 5 L7z 117 Bl oG A % AT L 7-.

FEFHMEEH B L Tid, REGAIN :EiT7 J LR % %5 21 REGAIN #ffaco= s ) X
RTERBEGEINIEE (TR 7)) A= T7H) 1IZBWT, REGAIN #kflBiR—2 5 1 ¥



5®D MG-ADL A7 —VOSED 1 HH 25380 50 (P -1.6, p<0.0001), HHFR)HRIE 52 4
TORE L7 (T -27, p<0.0001).

RIKEHEH I L Cld, 791 R/m2 ) Av THETIE, REGAIN Mtk —2 5 1 2
50 QMG AT OHERYEEN 1 HEED SRS SN (p<0.0001), HEHAIA 52 38 F THefe L
72 (p<0.0001). MGC B & I MG-QOL15 125\ T b [HARIC W b o el i 2 Ak 2vR S h
7z.

ZAVERHIC B L Tid, REGAIN #kfeaBRICRBAT L2EFHD I B, =7 ) AT /27 ) A
THEED 526 (929%) BEL 7T R/ 7 ) X< 7THD 55 6 (90.2%) ([ZHEFRHIFED SN,
WENOHTH E4 D 0UE, BHEHETH- 2. AEHRICL TR ) AR T/Ts
VAR THTLE (A AT Ty AV ABEmMIRE RN > SHERERAE) 12380 Hh7z.

AFRBRIC XD, 52 MO 5 HH 2 8 U C, REGAIN Bk 26 3 & [[FEE D MG-ADL # A
7 HEPHEFFEN, 7)) XX THEMG BV TREMICHENPORETH S I LIRS

& 512 REGAIN il & 0F REGAIN kb il 2 B\ TR RS N B L CTIRAT 2847
HbNTWw5 2 7)) A3 TERGHGEA S 12 BUNIZRIR AR S N 7JER % early responder,
1238 X ) IS EA A D N 7-HE B % late responder & e L TV 5. N3t 413 98 Hi
(REGAIN B0 7 F £ REEIEFRAY) C, MG-ADL early / late responder (%) 7566 1 (67.3)/17
Bl (17.4), QMG early / late responder (%) %355 5 (56.1)/15 1 (15.3), % L CHMIUG L%
> non responder @ 3 2@ response pattern (277015 Z EAIREINTZ. L7 ) AT 2T
5 BXIZ13 late responder DAL E T S LEV D 5.

2) BRABIIC T ZRIBFRTOERM

KR TOT— & & U TARIBTHEM S N7z 8GR TT %A O AT A S 7z 4% 2017
412 H oKL, 2021 4 4 A  TICEBRICBWTIZ Y A THEBEE 2T, Db
5Bt & 26 B OFEFIHEE D H D AChR HiikBitk 4 5% MG O HAR AR A B 134 Hlo
F=F #HEEL, REWEAENNOBIT 2T o72bDTHAH. ERFFMEHIE, MG-ADL A
F—l QMG A7 ® 123, 263, 52 HHICBIFER=ZAF L U LOELRRPHERR
& THDH, REVEMRNTNRIE 134 B, ARIPERHTTSIE 126 BITH > 72 (REGAIN Hfieadhil
SN L 72 hEBNEA R EHTRS G 7 & BRAY)

MG-ADL A7 —VDXR—=AF 4 »pbOEA b, 7)) XA~7#5 12 80 TFY-411 K
A F, 26 HH TP 488 K4~ b, 52 HHT-500F4 > FTHY, QMG A7 b [kk
WCERRMICAH B R RO . IO7L F=va ro#b5m555mg/H LT OREFOE I,
I ) AR TGO 7%Hh S ¥ 5% 52 JTIE 26.4% I2H L Tz, 10mg/H UL Eodkb&
DIEFIDOFED WAL TBY, AIEKEAT I FOBERNEI MR SN

AEFGIUZ62.7% (84/134 B) 1THBL L7z, HEE 23 A E RO 25 FICHBLL 72 ECH]
14 PICHNFUSERIRYE 1 B, MG 7)) —Ehoz 016, RIRRERZ% 16, 2 L Catk
AR ZE /LA BN A5 1 B Cdp o 72, FRAII T v O BRI 58 B IR GE D it 13 72 2 o 72,

ZOMDENDY) TV —V F7—% L LT, Japan MG Registry Study 2021 (%% S 172
AChR $URB 4 B MG 1,106 Bl ) bx.2 ) X< 7He 5 Sz 36 FIOMHERR A Sh
TWwWa 7 ¥ 35 5 AL &, MG-ADL 27 — VOEEENRD bz CFH-35 81~ ).
36 BloH B 13 B G- 2 hlrs, MEBIOKPIET 7)) A TABITLTn5b. ORI
DWW TIIMIAIZFES .



WNOEBKOT—5 L LTA 7)) 750 BiFRNEEISRE S Tws S 27 X<T
TR S N7z 32 1D AChR HUEFEEEHTI MG IZBWTR=ZF 4 U H 5 48 F TD MG-
ADL A7 — VOB ERET ERIEREAT 04 FOERNEI MRS 7.

CNOLDOFAIZEY, =7 X< TIEEBHRIZ I T b 45 AR R[5 B R 28k o0 1 & [l
T, ARPOREMEHTE L Z LHRE NI,

3) INRBIICx T BB
INBIZKT 227 ) A TOHMEB X ORaett %R U728 TS RHEEES ik 36 7 38R
(ECU-MG-303 #lift) DR S N7z 0 RREBROKGd 6 iDL L 18 Al AChR iRk
A GR MG T, 14EDL L OREIHEEE IR £ 721 3EIR T 2 b O — L D7z OMERE 7 S
ya7) yREFEERED L Mgtk e 252 2 &, REBEEREO QMG 2 2 77812
MUETHEZE, A7) —= Y W MGFA BRRGFS 7 A0 U026 N Th 5 HIHE & D
b7z, ARBRICBUIT LT X< 7 ORGEIEKEIIIEDNE - HEIREShE (R 1).
FEFMEHIZ26 T TO QMG RAIT ON—=RA 5 4 »Hh 5O bR, BIREEMEH & 26
HWIZBITF D MG-ADL A7 —VDNR—=Z 54 Y 5DEALE, LAF2—iEHELT26HICE
35 QMG AITAHR=AFTA4 55K, ¥ MARKRT LZBEOEE L EICRES .
AR TIZ 26 HMICH720 1295 17T T 11 8 CFI94EH 14.8+1.8, HANEE 3
BI) AHLAANS I, FEFMIEL TH S QMG AT —VDR—=2 54 5 26 HFETH
ZALRIIAE LT AR L7 (=58, p=0.0004). FIXEHIZEE Tdh % MG-ADL A7 — L O
N=ZF4 775 20 HHF TOEMRIAELMLTEZRLYZ (p=0.0017). VAFa—{H#RL
TQMGAATHRRN—=ZA54 55K, Y MARKT LABEOEAIZ, 12812 545%
(6/11 %), 26 HHFIZ 70.0% (7/10 1) T o7z, LAF 22—l E 2T -BE I 1HTH- 7.
KA TR DL ALNTHERR IR L BINEATH 72, FEFRORLIRET 20T
FRERRE LRI S N7z RRBRIC X ) =2 ) X< 7I3/NED AChR HufkBitk 4 5 R MG (20 L B
AR L O REEEZRL, SRS IRAOEST MG B# 205 & L2 KRB 5
EH—HLTWZ EAUREN. fEE T2 X< 7%, AChR PukBE4 SR MG O/hE
B OBRB L& S .

1 NEOLEB MG CHIFBREREAT I 1—ILBELUHE

*E AR HERSER
40kg LI E 1B 900 mg %58 1 BTt 4 @ |ERS 4 BB&NS 18 1,200mg Z 28I 1 |
30kg LIE 40kg %% | 1 B 600 mg %58 1 @Cat 2 @ |FIERS 2 BE&NS 1 @ 900mg # 2;8IC 1 @
20kg LIk 30kg %% | 1 B 600 mg &8 1 @Tat 2 @ | @RS 2 BE“NS 1 @ 600mg # 2;81C 1@
10kg LI_E 20kg 538 |1 B 600mg %38 1 BCst 1 B [#1ERS 158m%NS 1 B300mg Z 238IC 1
Skg LIk 10kgska |18 300mg =8 1 @cat 1 @ |[PERS 1 BE&N,S 1 E300mg z 3;8IC 10

ERZRRICAVIEDERR]

AEFLL LTEELRDOL UTHIRERBEGHENS R SN Twb, BEREERAK MAC I,
BN ST 70 E OFIETE R 10§ B 0B R IC G5 L CTwb, =7 ) X< 7%, fifkkk o
FEHEY DO MAC OTER ZWHIT 5 2 & D5, FHITE o THBEREEIHED ) R 7 2 NI

3



LT 1,000~2,000 f5ZEmd 5 2 ERHEINTWDE Y Zold, FHIE LT ) XA<T
B 5-BiRo 2 BN T A MORERKE T 7 F » 2T 2 L3 0D 5.

RILCTIRBE & 72 o TV 2 AR R 7 7 F VR IER A, C, W, Y OBERIH 2 13%)
RERT LD, HRWEHEDS S WIIER B OBBLRRNICIIIE L TV ARV EIHERT 2 4H
Bd b, KRB TIEBRET OH 5 MER B ORERERE T 27 7 F v ik,

ATOUA FHDVIEAN Y = 2—1) VHESEL SRS L R L Twv 5 2 L]
WRBICH 2 BB IR REY 727 > % SHEMU LOMEEZ H T2 MY 22 &, ZhUI
DS LB T S 2 LSRRI TS,

TIEREDIE L TV VWARIZBWTIE, £ ¥ 7V VW b B E i g3k 20§ 5 e b
JOHEIEILY A7 DG A WREEARBENTWAZ END, INHOMBEICNTELET 7 F
Y OREIRN Z R L, AREHEOGE I 2 MG T 2 LE0H 5.

WA, ANBOSERHIIZIM ISR I TuRuvd, HidE, LR F 72036 i
PWaxtg e LABRRBIEFERINTE ST, 20, EBRORKRBTIE 12 BARmORERIX
FHAAND LD o722 LI BT HLLEDND 5.

HRANDBRPIZZZ YA T E 572 IR E RS BRI T 5 2 LB ST
Wp 1 ) A TARIBHNI BT, Co BB T OWBERI 2T LA, =7V 21 &
AT ODZER c2654G>A DRIE SN, T2 ) A THMBITIRIDOERZED RN L LR
BTz ARWEETIZ 288 AH 10 A (R 35%) ICATFODERZHDI2Z 25, HAANIBIT
% c.2654G>A DIRAFIL3~4%TH 5 L ez, HARICBWTZZ ) XX 712X % MG
EHREAT O BE, RIS 2 2 L ICHERT2LEND L.

ik

1) Howard JF Jr, Utsugisawa K, Benatar M, et al. Safety and efficacy of eculizumab in anti-acetylcholine
receptor antibody-positive refractory generalised myasthenia gravis (REGAIN): a phase 3, randomised,
double-blind, placebo-controlled, multicentre study. Lancet Neurol 2017; 16: 976-986

2) Muppidi S, UtsugisawaK, Benatal M, et al. Long-term safety and efficacy of eculizumab in generalized
myasthenia gravis. Muscle Nerve 2019; 60: 14-24

3) Howard JF Jr, Karam C, Yountz M, et al. Long-term efficacy of eculizumab in refractory generalized myas-
thenia gravis: responder analyses. Ann Clin Transl Neurol 2021; 8: 1398-1407

4) Murai H, Suzuki S, Hasebe M, et al. Safety and effectiveness of eculizumab in Japanese patients with gen-
eralized myasthenia gravis: interim analysis of post-marketing surveillance. Ther Adv Neurol Disord
2021; 14: 1-12

5) Murai H, Suzuki S, Fukamizu Y, et al. Safety and effectiveness of eculizumab in Japanese patients with
generalized myasthenia gravis: Analysis of 1-year postmarketing surveillance. Clin Exp Neuroimmunol
2022; 13: 280-289

6) ClinicalTrials.gov. A Phase 3 Open-Label Study of Eculizumab in Pediatric Participants With Refractory
Generalized Myasthenia Gravis (gMG)
https://classic.clinicaltrials.gov/ct2/show/NCT03759366 [2024 4% 12 H 20 H7 7 & R ]

7) Tokuyasu D, Suzuki S, Uzawa A, et al. Real-world experience with eculizumab and switching to
ravulizumab for generalized myasthenia gravis. Ann Clin Transl Neurol 2024; 11: 1338-1346

8) Pane C, Di Stefano V, Cuomo N, et al. A real-life experience with eculizumab and efgartigimod in general-
ized myasthenia gravis patients. ] Neurol 2024; 271: 6209-6219

9) McNamara LA, Topaz N, Wang X et al. High risk for invasive meningococcal disease among patients
receiving eculizumab (Soliris) despite receipt of meningococcal vaccine. MMWR Morb Mortal Wkly Rep
2017; 66: 734-737

10) Nishimura J, Yamamoto M, Hayashi S, et al. Genetic Variants in C5 and Poor Response to Eculizumab. N
Engl ] Med 2014; 370: 632-639
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Clinical Question 1-2 1. fEpREE

HFBEEFES TV RAY I ZEDLSICAVS D

OAChR AL BE MG (ST RAY (3B THD (#EEET 18).

ORT01 RFEZEFRTOA RUANDRBIMEFEN TR CEHLEVES, ’REEZRFLTH
EAN

OI7V)RARTICEANT, FHRNEDRHIESNDILSUEEINTHY, BS5MHRER<TD
CENTRETH B.

OIZVARTERKR, S7VAITTHRBRBRRPIEICH T 2 RERENFICET IS
BEMED'H D728, 1RSRBD 2 BRRIE TICEBERB V7 F 2 BT 2MENHD (HEEE
 1B).

BR-BN

FTVARTIL, & MEEZ Z7a—FhikT, =7 A= 7 LR, Hifk C5 ITHRERMIC
AL, Cha BXU Cob ~DORRZHEYT 5 2 & THEREHEAE MAC) HRZHETS. 57
VAR TWRII ) AR TOFEBRTH LD, T2 X< 7L _YEELFRAPERE L, 50
EEETAIHIRFENTVE, 227 )X T EHEB LT a7 7 4 VEHERE L 2h
L, T7VAYT7ENLPK b 7B %L %% L9 PK/PD 7087 7 A VPRI TW»
b, 20D, 8HEIZIFOHRLGTEL, BEDOX) v MIhb.

G MG (gMG) (FH OISR RGO T v F Va3 284k (AChR) 5 F &N &
L, #iARETEIIC & 0 M fmER B4 U, MK T ASH I RSHCRIERETH S, T
TYAT T, 20194FE L) EiSN-HARAANZ GHLEHT MG BEZR L LRSS
W, 8HEMIREOMFR G- CHAMED X O RatEr et S, 2022 4E 8 A [ 4By R dER; )
iE ] ZRhEE F 2 3Rh R e LRSI T AR 2 AR L 7.

- IEFVR

1) MG [EX3 2B

77 A T OHEREIAT S &L EBERESE MRS (CHAMPION-MG) THEFEh, it
Hahr.
O TV AT T vs. TS5 RLEEAEREA

COREE, Ty AMEEEMEREFERBETH Y, KHE2SO 130 % &L 175 610
AChR JUiRB 2B EI MG BEBBIL, 579U X< 7#HE 7S 2R 1 LIZ#H T 5
N7z FEFETIGHBRICONR G ElEG 3N, 28%E, 20Kk 8EIT LICHFRDS
Peh-ah, 26 BERMkEE X 72, MG-ADL A7 —)b, QMG A 27 OFG5-Hin 5 DL bR % F3

6



LTI R L Tl L .

ZOFER, 2600 TIX, I7V A TN T T LAREEIH LT MG-ADL (-3.1vs. —1.4),
QMG (—2.8vs. —0.8) & HIZHEIMLTF LTz, MG-ADL, QMG & b#:5 1 HH THELRYR
HBOHRON, 26 WHHF TEOMPESEHL T2, $72, QMG AT 7A55 KA ¥ FLEH
HBLIERNZT 7)) A< THET30% (75 REETIZ 11.3%) ([CDIZ>72. 26 A TRWEH D%
HICKERZIRD LN L7zl
QRIAA -T2 SNILHERER

CORERTIE, FRO26HOT vy AMMEZEERBIFICH S, MEiABE L TR 2GR
P2t iMliv A2 L2 BE Lz, CORBTIE ERDT v ¥ 2L EERMMICEBLT
L5 TVARTH, T7I9ELRHEOELLIZHTTY A THKG-EN, 60 HBBIE SN Kk
WRBIEEHE T, MR E DA STz, B 75 e RpKG s T T, &
GBlG 2 MR ICHEMEDRD b, TOREIIMEREI N TV B, 2o, Ba3hTwn
7 2% B S HSRE BN FED SN o 72 2)

2) STURIYTDERICDONT
AHFNZ, M6 AChR PFoiRBED A S MG T, #2707 ¥ KEEHEmE £ 72124 sk
P2 AT L CHIEIR OSSN EE 2 B E 720, AOHERCEMER 2 12Xy, fEra )
YREEHERR F 72X LR O TSN EE 2 B EA R H 5, L SN TWzAs, 2025
FE4RICTATEA FEZIZATOA FUAOGRIEIIHIBEA TSR L e AR S | &%
BN BER, MRFE, AChR HUARBETEBNCIEM A2 . 728, MuSK Fifkid 31wk
AL L 2\ 1gGA Y77 AL 3570, 77 ) A TORMRIIHFFTE S, @M%
Wy,
72, EIBIEFESE MARBR CTIIBRAEE L LTMG 7)) —E0EERFRE STV Eh
5, MG 7V —EIZBIT2 AL L LI T A IS DE ZAHMELL TV,

3) STURITD5E

779 A= 7F, 111 2400~3,000mg %G HAREE L, #E$HES 28121 1 3,000~
3,600mg, D8I & 121 [0 3,000~3,600mg % MilEHET 5. 4B, 1HixSmEIIFETL
WCHESI TS,

B, RAOEBIKRBTIE, (2L A EOEFUNTERG-FIE 18 M T TIERDOEEEATE
HHENTWZ ERENS, BHH 18 % E CIUEROWHEIH LN WEETIE, KHlo
Bk 2T 5 2 RS TW S,

T/, FTVARTORGHICRE ST T ) KRR F 223G b & 1T A
EARDOMAREDMET§ 5 DT, KHOHMAKGE2ERT LI L L3 Tnwd (FG=EICHL
TR CGE R 2B R).

4) STV T DEIER, REMICOVT
HIVEH, RaEMZHT 210, WRHBRO 7 —4 & LTid7 v & ALy (26 ) & &
W5 (608X T) 2 S Tw 5.
7 v AL (26 HRE) TOHERROFEILT 7)) X~ THTIF 90.7% (78/86 B1), 7
7R RBETIE 86.5% (77/89 W) \2h D7y, HHOHERZD S HF 7 ) X< THICHE LA
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EHBI Lo,

W50 (60 METo7F—2%) Tld, AEHLOFIUHEIL 88.8% (150/169 #l) T, F &
HERGIIFR 2861, 16.6%), T (2361, 13.6%) Tho7z. AL EDPLEL o l-HlE
LAHEFHFORBEE AT 24.3% 41 B) 12RO S, 2 HILLEICERD S NS5 EAE M IAE
DAL (4 41), COVID-19 (3#I), COVID-19 Bili%s, Fiag, HMigs, —BUERRIMTESIE 52,
We KB & OWE RS (% 2 60) Th o7z AHEFHGIC L Z85-91EAX 3 ] (COVID-19 Hli%,
AR R, FEAG I AE O BE) (2R Sz,

5) IJURAIYTESTUATYITD QOL NDFE
I YA TR 2HEMTE OGPV ETH DI LT, FT7VATTIZ8HEI L D
GWHETH Y, HGHBEOERIC X 2RO, SFRRELTE R LY, HaEE oM
HENWZDOL 5 ZENLEED QOL DWUEFEICKRELHMLTWR EEZ NS, FTVAXTD
WER R 1E COVID-19 D3y F I v L B o TV 2 e h b ZFNICHES 5 HEFHL
DHRENZDOD, FEARMZZENE 707 7 A VI L TRIZZ ) AT LIZIZED) &
Wy,

6) KIEFRTOHMFR
KIEPHOMEICL DL, T/ VAR TNETTY AT BT, Fl&kEER
RS E BEEDHERENTBY, 77— b TR I TVAITRLI ) AT L) bIFF
NAMHEMHBA LN F72, VT VT =V RNIZBITAT7) A~ T7TORMY AR
T, ZEPLHED LR ENTVEY, HRBEZEOENDDHY, VARV F—L— o EOEW
AL T, Lo TESOENALNE Y

HERZERRICAVZERDIER]

1) BERRREIRRAMAE

77N ATy ) A7 LRk BEEIE % & OB 1209 % LB AR T ik
BEND. ZO2D, BRRET 7 F > 28550 2 BT E TSRS 2 LERDH L. &6
227 Atk DBIESETLICHMT L LRI TV 2.

BRI TEEREED — P 2 TUEL, BB 222§ BRI TRRT 5 &) /iEy
b. F7z, BUE, REIEEHAEICEESCHICEREM e ZZ T L MRS S, BE
R LB EZ RN L7205, BHIt 7 M) 73y ¥ EORERORS Z 1T
9. HEPEN TERLPLZZHTELRVLEICE, Ho LONROBAREZ FELTBE,
WIkRLTH 5.

2) thDZEH| & DHA

bidoEBY, EZ 0T REFERE X 2R UREOEITIC LY, 7 X<
T OMHREDPK T 20T, AAOHFRRGZEET LI LI TwE. 2, = 70N
FFE N £O FRn EFIRIAF ORI R Z RIS T 2 W HEME2 S <, IR TE& 2w, 92
a3 G HEE 02T A LEND L.



1) VuT, Meisel A, Mantegazza R, et al. Terminal complement inhibitor ravulizumab in generalized myasthe-
nia gravis. NEJM Evid 2022; 1: EVID0a2100066

2) Meisel A, Annane D, Vu T, et al. Long-term efficacy and safety of ravulizumab in adults with anti-acetyl-
choline receptor antibody-positive generalized myasthenia gravis: results from the phase 3 CHAMPION
MG open-label extension. ] Neurol 2023; 270: 3862-3875

3) Tokuyasu D, Suzuki S, Uzawa A, et al. Real-world experience with eculizumab and switching to
ravulizumab for generalized myasthenia gravis. Ann Clin Transl Neurol 2024; 11: 1338-1346

4) Stascheit F, Sousa CDF, Aigner A, et al. Ravulizumab and Efgartigimod in Myasthenia Gravis: A Real-
World Study. Neurol Neuroimmunol Neuroinflamm 2025; 12: 200331
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Clinical Question 1-3 1. wApAEE

HAESEFEYILITSEZEEDELSICAVWSD

OAChR L BRI MG [CPIL DTS2 BB TH S (HEERER 18).

ORTOA RFEEBRTO1 RUSNDREINFIREN+2ICRMUBVES, RSERFLTE
&KL (#2427 18).

OVIWNIT5 5P}, WENERPEICHT ZREHENRFICIET I 2TEEN BB,
[RAl, &5k 2 BRIAIE TICRIRRBICHT 2V I7F 2 RET ZUENHS.

BR8N

INaAT5 RIS HOT I B ORR SN A BRIRR 7 F FRAITH 5. AChR Hifkbitk 4
B MGIZHT 2 LOTOHCKE FENICE S COEMIE LTHEINE. Yvars s
1 G5 ICHFRMICHA L, CMRif#EIc X b Coa, Cob ~ORZZMET 2. F72, C5b-C6 #
AR EDIHIT S, CO200EHRFICE D, BRSO & R EEA RO
& HET 2 170 fEROPL CO PLRBAI T 7 ) X~ 7 T, C5MIETERICX 206 (H
BADKI 35UBNAFAET S) DRI ENTVWDE Y 25, IVvaT 5D C5NDORATEAIE C5 #n
TEROEEZZT2VY ZOHBELT, YVa7s yZIREAICEXTERS T &
(3.5kDa) TH 5 Z L hbHEE A EM LT <, MBI VIZEN %2 5845 2 W Ret
DIREEN TS 2

@ IEFVR

1) MG [EX3 2B

AChR JiikBE BT MG 1232 Vv a 75 v OFEMME - eI L 2 20 RCT 7hH
NTwa, JLRIZBWTIE, 8 DTHZRE N EEHEE (MG0009 k) »M1bh/z? 2o
FABRTIX, AChR BUiRBG P4 5 7 MG 45 B (MGFA 73 I ~NVa, QMG & A 3 74512 mibh
b)Y Vvarss s 03mgkg B, YVa7 5 01mgkg B, TIERBEDIBIIT ¥ 5 A
TSN, THIREETHRS SN 12812805 QMGHRAITDOR—AF 4 Y bD
ZALRSEESHEEE & Sh, Va7 I 03mgkg HT—6.0 5, 7ILRBET-325, Wi
B0 28 (p=0.05) L HETH-72. YVaAT 52 01mgkg BETH 77 LRBEIH LAE
WFEDFRD S NTAS, 0.3mglkg BT LB TIE R <, AREFBIAESD 5 72,

WNT, o MM ERIERE EEHRHEE (MG0010 #B%, RAISE #BR) 29 S 722 W5k
AChR Uik, 18 Ll L4 5% MG (MGFA 474 I ~1V, MG-ADL#& A2 7256 sbl E
PO QMG A I T A2 ML E) 17461 (HAANBEH 6GZEL) THY, I vars vy
0.3mg/kg H5H\VE 77 LA (1 VISEAELE D AHT) AEMTTLHLRBE RSS2 56
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Hffﬁ?ﬁ%ﬁfﬁrﬁﬁ#%ﬁxﬂfﬂﬂ)‘ﬂ‘éﬂf‘%‘*%‘l’%’%ﬂkix 5 TAHRAERC & B RN 12 58 &

RSNz REFHEEE 35 12 812815 MG-ADLEAITOR—=AT 4 VIpbDE
ﬂ:;.-e_k s, EELRKGEEEE & LC12:8I2810 % QMG rﬁl‘x a7, MGC#A27, MG-
QOLIGr A IT DNR—=AF A U LOEALEDFE SN, S SICEIKEHEEH & LT, MG-
ADL VAR Y ¥ — (LAF 2 —F L2 2T FITR—=2 5 1 /ﬁx% MG-ADL #2275 3 Sk
BT LEE) ORELE, QMG L ARV F— (LAF 2 —FEZZITTFR—25 (4 V9 b
OMG #A I T A5 ﬁUJ:ﬁTLf: ) DOFEHIER L A ST

BE5 12812835 MGADLBAITDON—AF AL Vb0, Yvars o#

T—4.39, 77 RHT-230, MEMOEL-2.09 (p<0.001) THY, HiEMHICHETH -

. QMG #2227, MGCH#A27, MG-QOLISr 882 I 7 DN—=2 5 4 ¥ Hh5DZKELREIC
ou\f%), TNVAT T IRETT T B RRRZ I LA B 2580 b7z, MG-ADL
VARV T —DERLBIINTIT T VT T3%, 77 RET46%, QMG L AR ¥ —0
BAERFIIONT TS VHTE8%, TIERBETIZ% E VTN AEELEIRIN (FE
M p<0.001, p=0.0012).

EHEFRORBRIIN TS VBETT%, TIEREET0% %L, IYvass VBT
DELAHFEFL (10%Dh 1) IZFEFEBANIIN (16%), B (15%), FH#H (10%), MG OBE
(10%) THot:. FEELFERR, BEELEIMEORBRIMECERI o7 YVaTs
YT COVID-19 M RIS X 2561, 775 B ARBECRHRIMIC X 25005 1 Bl Shzas,
B3R L o REBFRIZ R L L HI S 7z, RAISE iBREEN 2O HARAN166 (DVa T 5 V8T
B, 77 REEIB) OF— 5 2ah LT b irbihizns, HANER S 2EH L FEkous
RO LN, HFEFROBHNE - JEICOWT O EEREHEIEI R -7 Do
D, AChR ¥iEBEA SR MG BEICHNT LIV T 7T » O - REMITREN, BRI
JeBRUF, 2023 4F 9 HICAKIFTRA I N7z,

EU A5, et - ZRMIcowTid, MG0009 35k % 7213 MG0010 sRERZ52 T L,
JEE Mk e E I ER (MGO0011 #8ER, RAISE-XT #Er) ~B4T L 72 200 B % RS IRAT 23T b
729 UNaTT MR BIT A, BITRBON—Z2F 4 Vh 5O MG-ADL #A 2 7 DAL

1%, RAISE-XT #l% 128 (LR 12 8, BT ERBLGA5 24 38) —6.06, HLR 48 /8 (60 ) —6.04
THY, WEREIZ, TIERDPSINVAT T AP YEHEZHTY, BITRBN—25 4
UHHDOMG-ADL A I 7 AL EITER 128 (24 H) T-6.46 12865 L, LR 48 (60 4)
IZBWTH —6.51 LYEEDSHEFR S L2, QMG AT 7, MGCH# A7, MG-QOLIGr #&A 2
T OHATRBR— A T4 VSO EBLRICONVT Y, IYNVITT UHG5IE ) AEOWwED
RENT

RAISE-XT sRERICBIT 2 E A ERGIT MG OBIE (26%, 95 42% WV AF 2 —iHREEL
72), COVID-19 (25%), UG (18%), T (15%), HINUESK (15%) Th o7z, HERZEICEHE
HY LA SNIZAERG TR LD 72OIZEGHR UG T 12 B (6%) 1I2A BNz, I
275 IR WS 2D 2 6] (1%) Th o7z FLTHNE 4 Bl S, SRR COME AT 2
B, BFEN EERRIEE AT LB, Y BRAMCHRAHI I TH 72, wIhdbIvars >y
EOBFEIXRL &I

RAISE Bk, RAISE-XT iRERTIE, MG 25 L L72BS, HAMmEREd 2 g fEsr a7y
VEHEREICE B L AF 2 — BB D SN T, IREN PRI E O MR R TIE, BRI
BICBUT S L A F 2 — BRI, 75 2R 8 (103 1) T 100 NMEH 720 7816 hThH - 72
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DIZHL, YVITT ¥ 03mgkg 58 (101 ) T3LI9HELhh o720 TITLRNLY
N7 T yANOY Y BHZHETIE, VAF 2 — GRS B 100 AMEH72 ) 78.16 115
5, JEFEMHIMN 3311 & H 60% A L7z ¢ F/z, RAISE-XT iBiClE, X—2F 1 » CHIE
FEATOA Fhh5sh, HE48H (60) FTYNVAT T U525 T Lz#kkiR:, o
BABOMBICBWT, ABOEFFRBIEREA T4 Fedild b 0IdilET 5 2 & A5
725729

2) JIIATSVDER
AFTIE AChR PUAGETET, 25784 R ATa 4 FUSO GRS McR= 5 L
BWAREI MG 2BV THRBEAPERE SR TWS., HER TEEANTH L7208, 178, HF
iz 15512479 .

3) IIWAFS VD8RS HE
HEIIE U T 3BEROMRIRESNTEY, K 56kg KiiTlx 16.6mg, 56kg ML L 77kg
K TlE 23.0mg, 77kg L ETIE324mg = 1 H 1 B F%5-9 5. MAEELHE, g o
T VR ORB R Z T R\, YA TS oS HI MG IERSELL, Zhbol
AF 2 —{BRELEL LESATOINATS U2 - WMETHAUEIER V. FeRn [HESK L
DOHHLRETH 5.

4) JIVAFSVDEIER
R B C DL A MR S & 1) TRAS SO AR R S 72 3 2 BRI S R A A a4
ERALEI 7 & DTESHEBAUE (22.2%) THAH. FDIEH, Bk (05%), IMiE7 I 7 —LfitA
(1.9%), M5y $—XilER (4.2%) PHESNTBY, Yva7s s G5 hEREONE -
BIGPLTEL SND. T/, Iva s s yEGHE, MORMAEENIE L [k, SR (6
BRI W, MigEERW, £ v 7V UMk &) Bk s, by 2Rk < 2 5. #lgk
WIER T 27 7 F A HM - SHRRBHTH Y, THIEITTL2 7 ) AT LFEKTH S
(CQ1-1ZM). 7P, RAISE kB, RAISE-XT B TR/ AN S S o 72

ik

1) Howard JF Jr, Nowak RJ, Wolfe GI, et al. Clinical effects of the self-administered subcutaneous comple-
ment inhibitor zilucoplan in patients with moderate to severe generalized myasthenia gravis: results of a
phase 2 randomized, double-blind, placebo-controlled, multicenter clinical trial. JAMA Neurol 2020; 77:
582-592

2) Howard JF Jr, Bresch S, Genge A, et al. Safety and efficacy of zilucoplan in patients with generalised myas-
thenia gravis (RAISE): a randomised, double-blind, placebo-controlled, phase 3 study. Lancet Neurol 2023;
22: 395-406

3) Tang GQ, Tang Y, Dhamnaskar K, et al. Zilucoplan, a macrocyclic peptide inhibitor of human complement
component 5, uses a dual mode of action to prevent terminal complement pathway activation. Front
Immunol 2023; 14: 1213920

4) Nishimura J, Yamamoto M, Hayashi S, et al. Genetic variants in C5 and poor response to eculizumab. N
Engl ] Med 2014; 370: 632-639

5) Utsugisawa K, Deguchi K, Konno S, et al. Efficacy and safety of zilucoplan in Japanese patients with gen-
eralized myasthenia gravis: A subgroup analysis of the phaselll randomized RAISE study. Clin Exp Neu-
roimmunol 2024; 15: 45-54

6) Howard JF Jr, Bresch S, Farmakidis C, et al. Long-term safety and efficacy of zilucoplan in patients with
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generalized myasthenia gravis: interim analysis of the RAISE-XT open-label extension study. Ther Adv
Neurol Disord 2024, 17: 17562864241243186
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Clinical Question 2-1 2. FcRn pRZ==

FCRNPEZEEI T AHILFFERZEDLSICHWVNSD

OITVHLFFERBIRA, RTERFIEHE MG (LB THS (HLEETR 18).

ORTOA RFEEFRTO1 RUSNDREINFIREN T2 ICRMUB VS, TI7HLFFER
DIRSZREILTHRL (2EIER 18).

OIESICK IgGMET T B728, 1gGEZI U T%RET B (HEERE 20).

BR BN

Yk Fe 228K (FcRn) FHEIRIZ, FcRn & IgG OFEEEBATICHEL, Mk vy —
LTDIgG DHfRENHET 22 LT, IgGOIHA 2 ) v a2 IHT2HEATH L. MREL
T, MG DJEIEEA CHikz & 1gG DUMLHREEDMER T 3 % 720 MG #7234 S b, FcRn
FEHEDBIGE 2 5 DI%, FIZEHE MG OHGEHI L Z 2 5N 505, FERTHMMEICKG T
LHEANTHL I EHD, MRNREBRE L TITo72), BRI A % v AChR Uk MEB
ZHEIVHEIEE B0 5. RBBOMS LM A S Z XL 51V AF 2 —iHHPH
EERO WA WEFICRD ) B LEZONLY, BIRTEFT—F RO TBY, 4%
DT =5 DEMPLETH 5.

FeRn [EIDVEDTH LT 7 HNFFE Fid IgGl @ Fc 5o 5 o7 3/ Wiz i
#5228 T, FRn ISHBAEICHET S L) REIEN/T2Fe 777 2 Y MHITH 5. bk
L7292 1gG DN A 2 ) v 7 &Pil§ 5 2 & T AChR Hifk, MuSK $ifk7 & 0#g)E Mk 1gG
DML HEEEZ KT S8 MG OB 2 IHIT 5. AP CTIEFERA, R T EREAA T,
FSEOARESHFRETE L. FMERABETHCEN O TR TH Y, dEEAHZERTE S
WS 5. 72, RQGUEZET I ELHEALOT, IgGHDE=5 ) ¥ 7 et L, &4
FEOFBUERZ I . BELEHTH 2O THEIL%E T LCliEdT %

- IEFVR

1) I7AIFFE REIRE OB

ADAPT ifBIZ 26 I 0 T » ¥ MU EE MR 7 T & RISk E B F MAHRER T, HAR
ANz Gt HM MG 167 Bl 3R ICT 7 HIVF FE FEHEO AR & a3 i X iz b
MGFA 53 I ~Nb OWEFNAT, MG-ADL A I 755 ML EADIAEIR DL O T H A3H45 05
D 50% % 2 % BHEDKR T, AChR BUREIEBIAS 77%, MuSK YUK B 25 4%, double
seronegative 25 19% @ EFNT W7z, T 7 HIVFFE F 10mg/kg £72137 7 R % H 1 MIEHIK
WG B4 S5 3EME, ZomAR LD SEMOBIENM ARy 1 2 vE L, 8
DREIZ B TR G2 72 L72BRS, ROWGBHY A 7 VHBlia S /.
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T EHMEIE H 13 AChR HUKB MBI ORI Y4 7 VD MG-ADL L AR Y ¥ — (R—2 54 ¥
5® MG-ADL @ 2 5 L. EodssEss 4 MY R O#EGT, T 7 AV FXE FEF67.7%, 7
FTERBEN207% THY (p<0.0001), T7HIVFXE FOHREAFEH S 7z,

BIKGEMIEE TH 5 QMG L AR Y F— (R=Z2 54 U H 5D QMG A3 7D 3 1L Lo
4L ERERD) OBEL, T ANVFFE RS T IR L L CHEICE» > 72 (63%
vs. 14%, p<0.0001).

AR LI A E < A EH5-HHI2I1E MG-ADL 227, QMG A 27 OHE L WHEIHRD
bM7z. MG-ADL 227, IgGiglE, AChR PUKliiZ/ 7 LVIZZELTBY, wihd 418
BHG-OFED 45 H TRHET L7z (IgG BREEIEHK 60% %)

ADAPT FRERDH 7 AT TIEHEBIE QOL DFE TH 5 MG-QOLI15r X EQ-5D-5L %% IgG Dk
TERSUVMETLTEY, T7HVFFE FKEGIZLY) QOL OUFHAIEDELNDL Z &A°
IRENTWVS 2

F 7o RIS AER (ADAPT +)% NI&, ADAPT B2 5 151 IEBIABATL, 209 b 145 f
(AChR $UKBEEBI2S 76.6%, BEMEBIAY 23.4%) AT 7 HVFFE FEZE 1 B EZF Tz,
AChR $URBGFHEIEBI D 90% LA EAS, HAID 10 44 72 v OWT N DI TMG-ADL 2 27 D
2RA VP EOUEERD .

ADAPT & ADAPT + iABR CEBFFH A M A 1 4L 1 d 5 AChR Uik TERESI T, 4FRF
WA 7 VB 4.7 | (Rl 5 ) THh o7z AFRTIE 2022 4 1 HIZT 7 FIVFFE FOfHE
BHAKFRE N, 2022 4E 5 HIZRTE s .

2) I7HWFFEREFREOU7ILT—ILRF—9

VT7NVT =V RIZBITZ 7 HANVFFEFOFMECEHL T, FE2OHMEN 2SN TW
BH, NEEHEDOENLDHD, VARV F—DHGR EOHEBANRICIEIAE L TG 0

AIEDL ik CirbN iz 25T MG OBIZZE Y T, 36/1343 61 (2.7%) TZ 7 ANV FFE
FEERAI2MEH SN TB Y, WRIL AChR JufkB B2 53%, MuSK Huiky 625 17%,
double seronegative % 31% T, 72%0HEGRHITH o7z, EFKT— 7 IZBWTHHEH A 7
VCHEZR MG-ADL 2 27 O T (105 HE1 10.5+4.3, ik 6.9+5.1, p=0.003) H%EDH
LI, FEIZ MuSK LR ES Tl WEGERI R AGRD bz, 4 7 VO AL ¥ 7 —ruid
59 TH o 7.

TL271)—¥D MG #E#E (MGFA b £7213 Vb) I 7 ANV F FE FEHEDSHEM TH -7z &
WA HER T HERIMSESLRED D T 7 VT FE FADOY ) BADTRETH o 72 & v ) 3K
fJ:? bR ENTWAD Y Seronegative MG (219 2 I HIFEERB] b Wiy SHIRD TV 575, HARMES

IELO0ENDHY, SHRLTF—FOEMEET LV

17ﬁw%$%b@&(%®&ﬁhy— WZoWnWTIE, —ENM I L ITHEBE»LERGS
EI)TRBRVEGAERSHLEHRESNTVD Y F2, Z7HWNVFXENEEEYA 7V TEA
THHEbME SN TS Y

3) IT7HILFFERETERFIOFMMYE
LG MG BFIH$ 227 7V FFE FECTIERA OHERANI 3 287219 o3k
M % IS % RS IE [ 45 T AHRRER ADAPT-SC ™ A¥7bh7z. CORERTIX, HAANEZEDL A
SR MG B# 11 B2 xR0, BZTERR (Z 77V FFEFT7IVT7 7 1,008mg BLOIFE L
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ThR=F =777 11,200 ¥fr) F0E, BHERA (27 7V FFEFT7 V7 7 10mg/kg)
AN 1 EIEE4 mH G Sz BB SO 32 TR G o 7 BB 0#E %179 10
JAR (194 7 v+ BIggh) cHi s he.

FEFHGE H 3R IgG IEDOR—=Z T A4 V05 4 HHOEALET, Bz FERAIR T -66.4%,
FHEBRIIEC —62.2%, 2 HERMCoOR/DN P72 (5% EHIXE) 13 -4.2% (=773, -0.66) T
HY, FHEXMOLEBRE (-066%) (&, 52 LORE LIS —T ¥ 10% & VKL, &
AN B IEH DG SRz, £72, MG-ADL L AR ¥ ¥ —OEG1E, B2 FIiEmAEE,
HHERAIEEL H1269.1% Th - 7-.

AT, 2024 4E 1 BICZ 7 ANVFFE VB FHRGEA (27 AV FFERER Ve T L HE =
F—YOREH]) DARIN, 2024 4 4 HI2RTR I N

4) T7HIWFFEROEHERICONVT

ADAPT iBE Y CHIE SNAEHLOEG I T AN FIE RNFETI4%, 77 RET
84.3% Th o7z, L ALNIAERGUL, WIREHEIYE (33% vs. 77K 29%), HiiF (32%
vs. 75 £ R 29%), REEGSE (10% vs. 75 &R 5%) Tl ICBHE 23R 0 %o 72
ADAPT + 305 ® CI3UEe (24.8%), #Alaa - 4 v 2AEG9E (15.2%), SIHEEZ (13.8%) 7%
%o,

ADAPT-SC il 2 CTHis SNz oA EFLIE, =7 WV F FE W FER TR
BH145%, TG, TESEBALALBEASE 12.7%, HRENEIEDEALAT 10.9%, EGHBALREE K
A39.1%, TEFHFERALNIINAS 7.3%, JEFEBAEIGAS5.5%, T 7 VT X FEHER CHMEA
12.7%, 3, 9E5%, REEG #45, mBRK55% Tholz. B, TIHFNVFFEVRERT
FRETIE, R ORGSR SOS B S5 23 382% 2 HH L7278, HELL DR eho72. 17
HIVFFE R FEHOEE A ERRIT 145% (FFIRREE, WHg Som, fbkesk, Fhid
B TEOOLNIH, TIHIVFFE FEDOREEBRIITE SN

BERZRRICAVIEDFRR]

1) T7ALFFERDBEBRICOVWT

AIFTIEIATOA FEIZATEA FUSNORIFIPHRIZEDS T ICER L 2 WE R MG 128
WCTZ7AHNVFFE R (EERA, B TEHEA) 2RBGEH L 2o T, 12 A LORIMET
1& AChR HUKBGTE MG I2D AKX GRS TH Y, BT MuSK HiiATE MG Rk
MG I GO N TV DEDIEIARIDATH L. AFEDY 7V T —)V FF—% Tld MuSK
PUEABTE MG BB L AR Y F—DEHEIIFITH NI EARENT VS Y

2) I7HILFFERDBRERE

FHERANT T 7 PV FFERTIV 7 72 LT 10 10mg/kg % 1 ARMFEIRET4 1, 1 KERAG
THBEET A, IhE 1A 7V E LT, #5240 ET.

P EREAAEICL S TEEARD 5.6mL (7 FVFFERFTIVT7 7 1,008mg B LUK
Ve7ha=y—¥7 L7 7 11,200 A7) % 1 BREME T4 WE T &R535. Ihz 13470
ELT, #5 &M ET.

A7 NVHDA 2T =NV TIAANZE D KRE L, A2 BREZ DD 505, FERHR—
A4 Y ETEALT BRI, RIS 7 VERHET A2 LT, ZHOLZWIWIRELHIFTE 2
WHEVED D 5.
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3) EEESEH
TTHNFEE R FIERANL, 6% A AT R A TH B 720, EEH S 2 WY
BB TR L O E 51T BEDD 5.

ik

1)

2)

3)

4)
5)
6)
7)
3)
9)
10)
11)

12)

Howard JF Jr, Bril V, Vu T, et al; ADAPT Investigator Study Group. Safety, efficacy, and tolerability of
efgartigimod in patients with generalized myasthenia gravis (ADAPT): a multicentre, randomised, place-
bo-controlled, phase 3 trial. Lancet Neurol 2021; 20: 526-536

Sacca F, Barnett C, Vu T, et al. Efgartigimod improved health-related quality of life in generalized myas-
thenia gravis: results from a randomized, double-blind, placebo-controlled, phase 3 study (ADAPT). J
Neurol 2023; 270: 2096-2105

Howard JF, Bril V, Vu T, et al; ADAPT+ Study Group. Long-term safety, tolerability, and efficacy of efgar-
tigimod (ADAPT+): interim results from a phase 3 open-label extension study in participants with general-
ized myasthenia gravis. Front. Neurol 2024; 14: 1284444

Suzuki S, Uzawa A, Nagane Y, et al. Therapeutic Responses to Efgartigimod for Generalized Myasthenia
Gravis in Japan. Neurol Clin Pract 2024; 14: 200276

Pane C, Di Stefano V, Cuomo N, et al. A real-life experience with eculizumab and efgartigimod in general-
ized myasthenia gravis patients. ] Neurol 2024; 271: 6209-6219
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Clinical Question 2-2 2. FcRnpAE=:

FCcRn PEZEEOY /UFIXAITZEDKLSICAHWVS D

OOH/UFIATTRELHE MG [CBEMTH S (MHEEIET 18).

OR7 01 RFLEBZRT O RUADREIFIEA+I LR UEBWMES, OF/UFI T
TDRSERFLTHLRL (HEEETR 18).

ORSICRY) I1gG METT B8, 1gGE=9 )T ZREIT 3.

BR BN

O )XY A TGN Fe B4 (FRn) 1235 %€/ 70—+ VHEEAITH Y, —
THNFEE R (2021 4F) 125 < FcRn FHESREE LT, 2023 4F 9 A ISAFE CTRE S iz FiEg
BHITHB. FRnIZIgG DV HA 7 ¥ 7 %) 534 ThH Y, FRn HEHEO/ERBET O
IZDoWTIE, T7HNVFFEROH (CQ2-1) #BHHZ k.

o) F T AT TIE, b MbIgGe €/ 2 u—F WPk TH Y, 1gGl 75 7 4 ¥ NEHIT
HHITHNVFFENE \?E'J IR D, 1gGA L, TgGl R 1gG3 & I THIRFREE ORI
M53 2% FcyR EFEA LI W20, iR - PUARRAF TR R &< a2 M o 15 M b 2 &% 5%
BLIZCwWEEEShS. EPT&:&&U@’%I& pH B&5i F C FeRn ICH VBRI TG 3 24551455
. FRNDT VT IV EDOFREEB IO HA 7)) ¥ 733712 IgG & FcRn O#5 6 % L5
THIEIRINTVS

AIBTORREFE 7235 E, [EHREREFHEIRE (A 704 FUIAT a4 FUSORERN
BB L2 WA S) | L ShTBY, ACHAORES - AEZMbRv. MG
T NI ALD) 2T, FRn BEHRZ LD X ) IMEDT 505, HHTHEZR FRn FLESE
REDEHIHCGITZE2ONRE, SHIET YV ADERPLETH 5.

R - TETVR

1) O/ VI AT OB

T ) F T A TOEMEOWTIE, WORTIThi 56 Tatll, Zhiakdth, MIEZzA1L,
CEEM, 77w ARRE, 24, ﬁ_-i_mxfmt%ﬁ (MG0002 #E&) B X OHARND SN L 7z ERR I
AN, Zhakdth, EERL, ZEER, 77 R, WATEEN EGAER (MG0003 itER)
D 2 ODOREECTHGE S 7z V2,

5 Ma AHEAER (MG0002 #8B#%) Ti&, AChR Hifk % 721 MuSK HUikBatED, HaEEED S EED
RAG G R MG B# 43 BIAHAAN SN, Tmg/kg £72137 7 R% 1AM LIHE 3 B
THG-INY FEFMEEIE 29 HHICBITFS QMGRAITDONR—=A5 4 »H 5Dl
B, BRRFHMEEH IZFE U 29 HHIZBU A MGC# AT T, MG-ADL#AIT DNR—A 54
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YHOEbE L SN/, TR L YV EILIIKRED 2D 0D, HENWICEE T L h >
7z,

85 MAH (MG0003, MycarinG #RE#R) (21X, HAANEBZE 13AE2GOHEENSLHEO LR
MG 3% 200 ##) (AChR Hufk F 7213 MuSK #uikB P, MGFA 378D 27 5 A T~Na T, IVig
7213 PLEX 72 &2 X 2 BIIAH G SN TV LER) 2SlAANSNZ2 aF /) F v A<
7D 2 H&E (Tmg/kg Y4 £ 7213 10mg/kg Y [Z2BRGEHRIX Tmg/kg HHH4] ) & 77 LKA
2101 1 ORTEEZRICEH AT, 1HEBIEICER 6 B TR S M/ FEFGEE T
H5 43 HHIZBIF S5 MG-ADL AT DOR—=AF 4 ¥ 550 LRI, 7Tmg/kg BT —3.370,
10mg/kg BT -3.403, 7JtARHT-0.784 TH Y, MaFWIHETH -7, BRKFHEEH T
H5bH, 43 HHIZBITS MGCHEAITT, QMGHERAIT, MGIEREERE T~ b4 24 (PRO)?
WKEBREATTDOR=ATA U HDBLRIZOVTY, TRTHAFEMICEETHo72. 72
L, 43HHIZBI A QMG # A a7 02 bwIE, 7mgkg #f T -5398, 10mg/kg #f
T—6.672, 77 vRHT-1915 TH-7. 512, EHEoOMEEL D128 HHA S MG-ADL %
R A a7 o Er RO b, 43 HH TR EEL, RIgGIREOZE(LEBITL TV &
IgG IFEDR AL, Tme/kg B 71.1%, 10mg/kg #E 77.7% TdH - 7z.

F72, 43 HHIZBIF 2 LMBEHTO MG-ADL LAR Y F— (N=25 4 95 20 mLED
W) OEEE, Tmg/kg HMEET 68.2%, 10mg/kg HIUHET 61.2%, 7T L RHT284%T
Holz. BTNV — TN T, FEIEEG SNz MuSK PLikBEEEITB VT, 12 flaeplh
MG-ADL BXU"MGC L AR F—=TH Y, 11HIHN QMG L ARy F—&, £REHR AChR
PR B L D B E L CTidEh o7zt

RIFEF & LG, B, MW, REMDHEBINEHEEICALN TS, FRIEIE, FEED 40%
R (771K 20%) ISRDSNzA, MEGHICE L, BEALRBREL P EETH-
7o RBYWELE, RIHEEZE, Sk ERERYYE, CIFEANVRZ 7% SR F 23R EE R D ohH
MUZ:. ERAZEIERE LT, EERKIYEL L OEFERHEESRE SN TS, B,
YFEBAL BSOS S FERIC 22 2 3R e 2o 729

BT A 7 VOB O WTIE, ZDBOIEE Mk 575 (MG0007 #Ek) CTHE T
H0, PN TR EMERBIEH S5~ B TH o -t mME SN TV LYY, SHOT—5E
WP LETH 5.

2) OY /UFI XY TOMEE 3R
EHMFEREHEIE (A 704 FE2IEAT O FUANORIEIIHIEEDS T8 L e WS
WZHR%).

3) OY/UF I AR TORES LUHE
HWE, AR ) F X7 lIEFRIRR) & LTFRIORTHEZ 1 ERMET 6
B FHEH A, Thze 1A 7 1ve LT, H52#80 Ry

#E w58
50kg it 280mg
50kg MUk 70kg i 420mg
70kg Ik 100kg Fi 560 mg
100kg L E 840mg
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B4, WA Y T2 HWT 20mL/hr UFO—EDHEETHRG 52 & L3R Twzas, TE)
&G bBO LN,

4) EEECEHS
o) F A7, HEHCEFNVPTRLZEANTHL700, HEHRG2HET HEHIC
ETE R EOREE AT BEND B,

HRZBRRCAVSERDEER]

FcRn FHESEE, 105 1gG 2 FHITIK T 2 2FAITH Y, FERWIEIYED ) A7 % L&
BHCIIEEREIGE I A LN TR WS, i 1gG 28550 mg/dL P E, GFHhEkEH

L500/mm* Lkl o/ b —HH#EDD L TH L. EHRICBVTDH, HSHOIMmE IgG

WEOMWENLE L. FRIANVAF YY) T, £T 7 F v EMFESE TR, &5 I10EE L

TCThb.

ik

1) Bril V, Benatar M, Andersen H, et al. Efficacy and Safety of Rozanolixizumab in Moderate to Severe Gen-
eralized Myasthenia Gravis: A Phase 2 Randomized Control Trial. Neurology 2021; 96: €853-e865

2) Bril V, Druzdz A, Grosskreutz J, et al. Safety and efficacy of rozanolixizumab in patients with generalised
myasthenia gravis (MycarinG): a randomised, double-blind, placebo-controlled, adaptive phase 3 study.
Lancet Neurol 2023; 22: 383-394

3) Cleanthous S, Mork AC, Regnault A, et al. Development of the Myasthenia Gravis (MG) Symptoms PRO:
a case study of a patient-centred outcome measure in rare disease. Orphanet ] Rare Dis 2021; 16: 457

4) Habib AA, Sacconi S, Antonini G, et al. Efficacy and safety of rozanolixizumab in patients with muscle-
specific tyrosine kinase autoantibody-positive generalised myasthenia gravis: a subgroup analysis of the
randomised, double-blind, placebo-controlled, adaptive phase III MycarinG study. Ther Adv Neurol Dis-
ord 2024; 17: 17562864241273036

5 BEHGA vy Ca—T =25 JATA—TEFH280mg 20254 3 HUGET (45 5 i)
https://www.info.pmda.go.jp/go/interview/1/820110_6399432A1028_1_005_1F.pdf [20254:3 H 31 H7 ~
2]

BRI - BEICLIETXRER

PubMed (H3% 2024 4% 12 /1 19 H)

#01 ("myasthenia gravis"[MeSH Terms] OR ("myasthenia"[All Fields] AND "gravis"[All Fields]) OR "myas-
thenia gravis"[All Fields]) AND ("rozanolixizumab"[Supplementary Concept] OR "rozanolixizumab"[All
Fields])  [MusR{:% : 33]

HpEE (Mesk 2024 4212 H 19 H)

#01  ((EIEREETIE/TH or FEAEN ME774E/AL) and (Rozanolixizumab/TH or B4/ 1) %3 X< 7/AL)) and (PT=
Kbk <) BRI 9]

Cochrane (Fi&# 2024 412 A 19 H)

#01 (myasthenia gravis):ti,ab,kw AND (rozanolixizumab):ti,abkw  [M&#f-54 : 35]
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Clinical Question 3-1 3. BRMAEY MG MD3aEisst

IREAEY MG [CXH T BREFEZLEDKSICITSH

ORENSOAFILTL RZVOVBIRAKXERS (RT01 R/NILR) (3, IREHESAEHRN
LEDBRICHREEINSD (HERTR 1B).

BR-BN

MR EAE R M )JHE (Ocular MG @ OMG) OXFEREE LTI Y AT 7 —¥#RF 7 7
V) Y HBEESSHV SN S D, IROAEE TABEL WS, BIOXTa4 Mok
MRS EE SN S (EREHENE 5 V8= b - 4 — s UHEIERESEIA K54 >~
2022], CQ6-2). LA»L, WHERILEOKOATEA F (FL F=vuar 10mg/HE L) OREH]
HEHEEWEH O 7D BEDOATHFOH LT LD THITERETH 5.

fldy, AFNTVL K= VFRNKERS (A7 a4 F239VR) ZEETED OMG ORI
ARTHDZENLRINRLRINTVS 8 GTE, B2 o0A 704 K79V Z1E OMG (2
HAREL L) IVWENRFEZL-5FT LI MEDRRINL Y

@ TEFVR

2019 4FD OMG 18 ANE MR L L7zt AMEFIETIE, A7804 P2V AREHLEOAT 0
AR (FLF=vury5~10mg/H) HHIEDORM T 6 » HIZh7: 5 HIREE#E & etk gshn
7z. A7 A B2V A1 1,000mg/HOHET, HH#FMG6 » HUWNIZ 1~3 mikb shiz. R
TaA F2OVAEREEL, BOX T84 FEFRELD H MG-ADL DUGEDR R o 72, EROW)
HMERL 2RI A SN h o720

F72, 2021 FEDOARITMG L VA MUBIZETI, 1,710 NOBFHBHED S b, HQIEHEEY %)
72204 AD OMG BEZxRICH AT a4 RV AR (55 N) EFER WA F a4 Fo3L 2B
(149 N\) OEMEIR (minimal manifestations : MM) 7213 MM-5mg (7L K=& ¥ <5mg/
HTO MM DL EOIKE) #Eifiz o Lz, BAT a4 POV ZRREIERMIA T a4 Foor
AR L, BRI OREEES L) @ o212 0b 56§, Sz @LETTL F=Y
Oy OHEAMEL, MM B LU MM-5mg OERGREES X DR 2> 72 1 BHHG D S
3AHUMNIZATBA FRAVAZRGETAE, L) BEFLZEREFREOND LEZONS.

ERZRRICAVIEDERR]

OMG # A7 04 F/7OV A THBET HB121E, IEIRUAL O R E 2 8 5 720, 425 #l
MG IERD W & 2RSSR T 5. 2704 F7UV 212 X 0 IEEIRDAL O MG JEIRA—
YIS T B0 REED D 5720, HOPLOBHICZFOI L ZFHILTH 55 217).
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FTTIZRIOZATOA FEAHLTWABRFZIZBWTIZATOA F2VAOHHIZE D, OMG
OEMEMICVLELROATFOAL FOBRHEZIHTE BN D 5.

ik

D SRR, DERRESR, AR T EA IR RIS A A T u A KoV BRI Heb LW
MR 2006; 23: 121-123

2) EITHF, ANBUE, ERREEA. X FU TV N2 KRR EAE R L 2 I R 2 L
TeFRERGBEITRED 3 B, ARFEIRAL 2015; 32: 285-290

3) OzawaY, Uzawa A, Kanai T, et al. Efficacy of high-dose intravenous methylprednisolone therapy for ocu-
lar myasthenia gravis. ] Neurol Sci 2019; 402: 12-15

4) Uzawa A, Suzuki S, Kuwabara S, et al. Impact of early treatment with intravenous high-dose methylpred-
nisolone for ocular myasthenia gravis. Neurotherapeutics 2023; 20: 518-523
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