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W& 5 s LTV R WREL (35) B LTV WREL (B)

alHUS atypical hemolytic uremic syndrome FE HLIRIYR P R B i e R

ANCOVA analysis of covariance A58 AT

AQP4 aquaporin—4 TITRY 4

ARR annualized relapse rate FEMERR

AUC area under the drug plasma (serum/blood) | MiLAE (IfL{E,/IfLHR) KA ¥ AE-IGRE Bh AR N i
concentration—time curve &

der the d 1 blood . N . . .
B area under the drug plasma (serun/blood) | ¢ v (v ey s el i i F

AUCO-inf concentration—time curve (time O to E
e fE (0~MERRK)
infinity)

BMI body mass index R tES [AHE kg / (BB E m)2]

C3 complement component 3 ik C3

C5 complement component 5 Ak C5

CL body clearance J7IOVT7 TR

CL/F apparent body clearance RBRNFos V7oA

Ciax maximal grug plasma (serum/blood) S (L5 i) b
concentration

) minimum  drug plasma  (serum/blood) | o . - . s

Cmin ) BARMAE (Vg Mik)  H3Ea i B
concentration

EDSS Expanded Disability Status Scale WA EERE 27—

EOS end of study BT

FQ-5D European Quality of Life Health b5-item FuroQol ZETEEHIE 5 T H i

questionnaire

FACIT-Fatigue

Functional Assessment of Chronic Illness
Therapy-Fatigue

1B MR AR DR 7Rl 2 = 7

FAS full analysis set R DFFAT R
eMG generalized myasthenia gravis 4 B TR BEE A7 R ) i
GPI glycosylphosphatidylinositol TVayvNV-TRAT 7 FINA )T h—)b
HAI Hauser Ambulation Index
1gG immunoglobulin G wETa 7Y G
IST immunosuppressive therapy £ W s
Kel elimination rate constant VH I B E A
KFS Kurtzke Functional System
LDH lactate dehydrogenase BRI K BB
MG myasthenia gravis BHE 7 ) i
MG-ADL Myaéthenia .Gravis Activities of Daily|
Living profile
MGC Myasthenia Gravis Composite score
MGFA Myasthenia Gravis Foundation of America | [E EJE )% SIEMFZE/M 5]
VMCFA-PIS Myastbenia Grayis Foundation of America|
Post—intervention Status
MG-QOL 15 Myasthenia Gravis Quality of Life 15-item|
scale
mRS Modified Rankin Scale
MuSK muscle—specific receptor tyrosine kinase | ¥ F oy o FF—+F
NMO neuromyelitis optica TRAPRR T B 2%
NMOSD neuromyelitis optica spectrum disorder |fAfFiREFHIR AT KT AEE
PD pharmacodynamic (s) )
PE plasma exchange I HEAZ H




PI plasma infusion ik i
PIG-A phosphatidylinositol glycan—-A 7:]?7\ TTFYINA LY =T YT
7 A A

PK pharmacokinetic (s) SR EhRE

PNH paroxysmal nocturnal hemoglobinuria FAEMER M A~NE 7 1 B RIE

QG Quantitative Myasthenia Gravis score for|
disease severity

QOL quality of life AIEDE

RAC Relapse Adjudication Committee MNTEEMEE S

RMP Risk Management Plan EE LY R B

SDS-PAGE Sodium dodecy%sulfate polyacrylamide gel FYT 2 YAT I RESIKE)
electrophoresis
Shiga toxin—producing Escherichia coli | TEFFEAMERIBEIZ L 2 MR B

STEC-HUS . . .
hemolytic uremic syndrome JiE e

T1/2 terminal elimination half-life HE AR 2 - Iy

TMA Thrombotic Microangiopathy AR PER ] L E

TTP Thrombotic Thrombocytopenic Purpura IR ES e AN R R e iR

v, volume of distribution in the central I N
compartment

VAS visual analogue scale HET a2 —)

Ve volume of distribution in central R N

compartment

v
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RRORE
<EEMREANEY OE VREICH T SE MmN >
VY YRE (g =y )V R~ T (B THBZ) LT 2 Y X~7) i, BIEEEHEA~T /e
v RIE (paroxysmal nocturnal hemoglobinuria : LA F PNH) OiEEZ B E L. KI[E Alexion
Pharmaceuticals, Inc. {ZFW T, BEa X Hiffic Lo TEREh7-e MbE/ 7 v —F bk T
H 5,
PNH 1% glycosylphosphatidylinositol (GPI) 7 > B — DA A RKICHLELR X A EK Lo
phosphatidylinositol glycan-A (PIG-A) BIaTDIARAERIZI Y, EmEilao s v— EFHOFK
2% GPT 7 > A1 — B ARAR IR - CD59 A KT % 2 & THRREMISHIET S "2, ARERIT 100
TINIZ 15,9 N9 EHEE S, AT O RAIEYIZ 5/ 15 £/ Th 5, (D59 KHH % FF> PNH IR
MmERIE, ERMIRZ I U7 BRI EE 2 R 0032 1. E2RRFEIR & LTl NIRI S BEL+ 5 49
PNH (3R ML ER ORI & - T, #EAME M FME ORI, =Ry, FEREREE . &M, ~
Eru VR, B, ke EBIER R E S DEBOBEERFEEEORBTH S, FETRK
. EICMARZERE, BARROAMHOIE N, i, Y, BRIEREA R ENBO LD,
% ZC. PNH BE ORKMFREA KR EZRET 5 Z & T, MiRIEH LI X 2R MERDOAE, > F v i %
P2 Z &2 L0 PNH O EREERAER T 2 WMo Ml 28 AIHEIC 72 D & W D RGELE N C e, itk
Ar— R 20 FFEA B A DMIE Y /N7 MH R DN, ZOFRNOAERILEIKOZER & LT Ch #iEiR
L7z 9 20X, OC5 ORZIC k> T, HEERRIEHKEY T (Cha) KUOHIEAEMES 1 (C5b-9)
WAL D Z & @3 T DOMRTEMELRREE D3 TH, 5 726 Cba KT Cob ~DBRZITINRT 5 Z & |
@PNH FRIMERFE M1 C5b-9 A FEAT 2 & PNH O EE AR ERIEIRTH 2 MAEANEMARZ 52 & 12 |
@C5 DRHZIZ L 5 Cha KN C5b-9 DFEAEZHELTH, C3Bb 2N LA T Y = bk OE 7 VT Z
VAN K DR R RE L OV IR RE X RFF S b 2 L Th D,
C5 DFHRIZXIT HHFEIE AT 5720, v~ 7 AZHWTHE b €5 £/ 7 m—F AHiRE(ER L,
C5b-9 %1 L 7= AR M ERVARE (A I) (2 k13- D PLERE R O Cha FEAEPLEREAFRIE L LCTAZ U —=2 7L,
bt MG C6 1Tkt L CRWBI R O R Z R T~ 7 Ak b 6 E/ 7 v —F AHik
(m5G1. 1mAb) % R L7=,
IR N7 =7 Z—REZ M2 D720, B h 7 L—AU— 7 ik Ve b8 fER S~ 7 A4
PR E MR 2 M L C mbGl. ImAb Z & MEL., & 512 Fe ZRFMEAEAREL O ARTE M LREZ R E L,
T YR TR LY, =7 ) X~ 7% 05 DBAZNT X 5 Cha N C5b DFEA A ZRICHE L, #
RAFRIEME 2 DRI H L7, & b GBIt 5 =2 U X~ 7 OB T < | fiflEsx (K,)
1% 120pM TH o 7=,
T Y X~ 7 ORI 1997 12, MH), BEfiY U~ F 7 L PNH DS ORBEE 2 xR & L TKE
TR I AL, ABMENHEIE S, 2002 . EEICEWT PNH BEZ0GR L Lo g vy FlBR
(C02-001 7RER) " ASBHAA S 47z, 2003 45, KE KL OBRMIZF\ T PNH Z i 8 & 3 2 A b 599 i =
HELCHE S, 2004 4EICIF EE AR B ITFERBR Tdh 5 C04-001 3B (TRIUMPH #8BR) ® K T8 C04-002 7%
B% (SHEPHERD 3B&) * ZBHAA L7, 2006 49 H 15 H, KEIZFVTPNH Z)i & L. PNH BB DA
oMl EBNE LIz s U X~7 (VU UR®) OEYRADKGEHRGE M, %2007 4 3 HAR, [
4 BIZKETIRGE A BRLE L7z, 2007 4 6 A IZRIN AR S v, BN ETHRTENSBISA S vz, 2019
10 ABUE, KE, BONEE, 1F4, A=A+ Z7 V) 7728561 »[ETEEINLTWD,



EPNIZBW T, 2007 45 7 A X 0 ESMRIRRBR T — % 2ol % MARERRRRER 'V % H AN PNH B35 %
R L LT, Ak, Zathicxt 1 2 KRR 2 BLG L7, 2008 48 H, A/ HIES MR E D H
B EATEE ATV, B 12 A 22 BICHRE 2= 37 [FEEE S« (20 38) #5220 5] . 2009 4E 3 H
(RS SL RLE IR B RE A R L. 2010 4F 4 AZKRR, 6 ARFBICE o 7=, 2015 4 1 A 1Zi% PNH L5 & #
BBl ST,

<JFABAMMREBAEEREICEH T 5 MR/ MEREEE OG>

F SRS 4 PR FESESEWERE (atypical hemolytic uremic syndrome, LAF aHUS) il RE 22 #fi (4T%
PEALZ R T D HRHIEIR F O REIC L 2B TH D, alUS (TRIE K AR 2 Lt L, fiet:
WoNmEREEZG & 32 & T, MR & OV I O FEE 2 F5 i & 9 25 18 PERY 7 ke Pk ok
REIZHE Lie, ZORER, AMEICDI 2ROIMARNE, FHTIZE 2 BHEEER 2K OE OO FEE O Mz
PEMUNMEREEIC L DU 27BN EF L, B CICELERIEN AT S, BEEE TTEARD TR
BTHY ., Wik 1 FUNICRHIBEESUTEN T /SE IR D RN Y,

BFREIC OO TR, BIRBEIIBO TIROLN TRV | 1L A LOHA, miERH (PE) /miEim (PT)
T DN, PE/PI ORI T7 4 v BT LT —XIFRONTWD, Fiz, PE/PLIZFOD )
DALETH Y | EIEOE (QOL) ZAXF S8, Y, 7 LA —UG, MARNE K& OV IRES O Rk A3 K
272DV A7 HES, NERBENEET D U A7 ITRABRE LD BRENW Y,

Alexion fhi, MLDEK Z BRI L7212 allUS & W Szl AL O 12 LA LD F D4 alus B % %t
BL L, AT 4 TRIFERERRTO 2 35 P (C08-002A/B 3R « M AEFIEHHUME Bkt
5 KON C08-003A/B 3R « MAERIERE BB XSR) s L7z, MA T, =7 ) XA~ T HEKEEE T
THL haALr T ¢ 7B (C09-001r) O—Eg & LT 2007 4£~2009 4= 12 H 31 HE TOT — & %L
B, =7 ) X7 ORENROFIINEEFEIELTZ, ENTIE, BIOBRKSRICESE 201144 A
DARE, BERRE ABALZ X5 BAN alUS BEKAG O D RF OGRS, ENOZY ) X~T7DfH
Bk« RRMT — 2D SRR R R 2 S 2 2 M2 AT T 72,

2011 4 9 HIZKREICIWVT, 2011 4F 11 ABRMIZISWTARAI D aHUS 1B 23 HKGE S 41, 2019 4F 10
HBFETHSRD 50 » [ THEB I TV D, [ERICBW T, 2012 45 10 A2 alUS O IGBIN &2 B & L.
2013 4F 9 HIZARR &7, 2015 4F 1 AIZIX aHUS 138 E R — B 1B # S T,

<2EREEHENE (REIJTDOTY VREFIFEXIOBRAEEEICL DEROEENEH LIS
BIZRS) >

LT ESEf 2 S)SE (generalized myasthenia gravis : L F2FRIMG) 13D THZREER T, MM
PG O RIE & ZHUTHE D BEIRFT AR IR &N, ELRHFEEOFEIZI DL TR EE
i LG, PR, BHSES. RERSUIRME) IZEEN &S, AARTIR, BOGEMHE s LT, &A
2T A ROMIZZ 70 ) AALL 70 RARY L OBBM OIFFEEKEE L TEREN TS, £/, &
NOEOMIZ, Hial =X T7 T —BH, MIERH ST RAE 7 07 ) APRIEIC K DI ThIL D,
LIl s, 2 b KOCERNRKROEGTMGIGRIE (THFFATV o, Ia7=z /) —LBET =
Fh, ARMLFY—h V7R RAT7 7 I RRE) CXAREOREEZZTICLrNbLT, &
FEDHRRIIEE I L 5 WL T 256038 5, M6 OFIEMFRIZI W TIL, MRGHESHMTAEL D
EARMERIEM L2 Ui E & RIESOSDS P2 B 2 R L T0Wb 22 E 2 b &, KK
IRIZXE T 2R OB AER TH L7 U X~ T1%, BFEOBRREZ T TWAHIZE b b
PO LR WIRZZERICEER: L TV A 25 BIMC BE IR EORR 7 4 v hablzb T EExoh



LT RND, =7 U XTI, BN (201447 A 29 H) KOUSKIE (201446 A 12 H) TIEMG
WX B A RIFIERLOIEEEZZ T, BA (20144 12 A 8 H) TIXHEEAIERST MG (Zx4 577
DR EIRS OfRE 2% - [FEER S+ (26 38) 2 358 5]

T R~ T OBKRARIL, RO MGIREE (i) v =X T7 7 —BIK, GEMmsIEE, B o miE
IR 7 a7 ) RE) Z@MUNcZ s b b b3, WHRIERS R T 2 8#H ) LERL
ToHERME DR G TING B 2RI Sz, RERBERE 7 v 77 A%, HIHERE (C08-001 7
B) W BTIFE B R & LakBR T D ECU-MG-301 78Bk (REGAIN #kER) =19 | ECU-MG-301 7R DOkt
BRCd % ECU-MG-302 3B (REGAIN fkfeakBR) ' CHERL SV TV /o, REGAIN 3R J O REGAIN fikfoi st bR
T/ U X~ T OFINEELZRIEDHER S, SLICRRRICE TN AANBEELR CREOT —
YISV W

T U R TN 2017 4 8 HIZERIMNZIBNT L7 & F b2 U S BARGUIREGE 0 #EE M 4> B ) FE
HEJE | AN & L, 2017 4F 10 AIKENCB W T 57 BT v a U U RFRGUR G O 45 B EE )
MENE | 2t & U CHAGRE U, 2019 4F 10 A BUE TR O 39 » [E CTEEMER2E T MG XX 25 MG
FRIE L L COKREN TS, ENTIE (R EEREE (GE7 a7 ) v REFERE T
MARHALHIEIZ K DR OF BN REERGAICR D) | Z@E S L, 2017 4 12 BICRE I,

<HAHBEEWURARY FSLEET (RAEEHMAEZEL) OBXTH>

HAREMR AT b T AMEE (neuromyelitis optica spectrum disorder. LLF NMOSD) 1%, fxéd T
T 7 B OO HRARARAR SR 0 B LRI ESIEME R T h D, I OB IR L 2% O B3 % 4F
ME L, BREGYIETZ L CHREENBEREICER-EIND W, FREIX, FROES R E
fELTW5D, M4, Devic 5 & LTS S3v, R TIIAEd, R FFRim 2 7 m8{LIE (opticospinal
multiple sclerosis:OSMS) & FHZN TV BEEM L E TN H28 19, 1999 4E12H1D T NMO &2 sh
77 71 BIOEGIRIER DS E L D S @, 2004 EI2HLT7T 7 T AR Y > 4 (aquaporin—4, LT AQP4) ks
FRENT-Z & THEBOFMNRIE < HEH L, 2006 41 NMO ZIHIEAENSET Sz 9, R HURR
BERFIHARE L 7o 72 2 & TR O BB BN E R S22 & 205 2007 4512 NMO & NMOSD (24358
Ehiz 2, 0, 2015 4E|Z International Panel for NMO Diagnosis (& W i2Wr AL HEAN i S .
PR, HY NMOSD |2 #E— Sz 2V,

ZAVE T NMOSD (Zxt 3 DI IE, R EORBRSLABICESETRIBRE AT v A KR OZE OO 5uE
PERE (IST) Z2 &0 RHRIENMTbR WD, Ll ISTEEHALTWTYH, ZH0BENESS
72 5 KA 2 R R R OB I C D R &4 0 IR LT 2 2229 NMOSD 1, IfiLif F >4t AQP4 Bt
(RRHFARRE D T A b a YA FRENTEFEI L TV D AQP4 ITHEA L, iRz 1G5 2 Lickv s
T Z SN DMK EMIEEN E-D2RETHH 2 L2 E 2D & Y, KEMEREEILEZN
(ATE S D RIEZHET S 27 ) X~ 1%, NMOSD REIC_RR 7 4 v b2 b6 TEEZ N5,
NMOSD (Z%}F 2= U X~ 7 OEFAOBEEFETE (Proof of Concept) #ABRE LT, #iAQP4 PUAKBMED
NMOSD ff A FBF# 14 Bl & 3t 82 I B RIERT EERBR N Th ), ZTORR, =7 ) X~ 7 540 12
H AT 12 6] (86%) ICHFEMNFRD HLT, Expanded Disability Status Scale (LA, EDSS) A=
THbHE L, =7 VAT EERILEO LERTT7 +r—7 v AR Th o7z 12 il 7 I CHRE %
BRIz P NMOSD IZxt T2 7 Y R~ T OIRF R Z R T T T v ARG bhi 2 &
DD L AQPA HUARMED NMOSD FF DI IZHB W T, =27 U XA~ T OF MR VR R & LT 5 i
KB 7 v 7 Ap3Bss S iz,



AEGRBIF 7 2 77 KX, EERLFEF IR Tdh 5 BECU-NMO-301 7B (PREVENT #BR) 527, KON
ECU-NMO-301 5B Dk sk T d> % BCU-NM0-302 7RB% (PREVENT fikfeeatB) * CHERK X41, PREVENT #&
BRiX5E 7. PREVENT fkiatBRIZBIEMGE T (2019 4F 11 HBIfE) Th D, ERXLEERTH S PREVENT
FRBR D FE AN % PREVENT o sk R o0 Fr AT 12 38U T NMOSD BBRE BT 5 =7 U X~ 7 DFM &
DL PRSI, S DICFARRICE EN D AR NBEER CREROT — 2 M35 bz,

T/ ) X=7 " NMOSD D BIE, KETIEX 2019 4F 6 HiZ, BRI TIE 2019 4E 8 A ICAR ST,
2019 4% 10 A BIE, R0 33 » [ETEREIN TS, EWNTIEL, 2019 4 3 HIZ NMOSD i it~ B 1 % H
L. 2019 4F 11 HlTkiR s,

B, =7 A~ 70, KkE (201346 A 24 H), RO (2013428 H 5 H) KUVHA [2014 4 11 H
20 A, FEEE S : (26 FK) 55 353 5] IZBUVT, NMOSD DIRFEHR & U A Him H S-S O R & & 5% 1
776

2. HEOBERFNENE
1) =7 U X~7%, PNH, aHUS., 2B MG }x OXNMOSD e A Hig L Lzt MbE /7 a—F ik
Th D,
(TT.BEZICBd 25HE 1. BAROKE p. 1~45H)

2) =7 VR TIE, BRMEIEEAIRE L, iR h 27— RcBiT a4k 2 o327 5 123t L TREW
BURPEDN DR RIVICHE AT D 2 L2 X 0 (C3b 2335 Z & 72 < €5 A6 Cha L U C5b ~DBAZL %
B L, ERMIAE AR D C5b-9 PEAEZIEI+T 5 (in vitro) .

( TVL3E2hIREICBId2EE 2. JEEM  (2) oz T 23] p. 48~49 B )

3) <HEMEMANESOEVREICHITDAMODIMNE >
ENSE DAERRBRICBN T, =7 U X~ 7 ORMAEERIC LY LDHEOHRD . RIEIRMmERD
i ML DD, =R T A 5D LDH AUC DJE/) . PNH FR ML ERER o #an,  fuEizst~x 7 o
EURE O R OYE T DWER A HIL, RXR—RA T A L L THEENRD b,
( TV.IBRICBET 2B p. 44 3 8)

4) <3IJEsLEVRMMREBEEIZREEICH (5 MR/ I EEE O HIF >
[N K OESMIE R ERBR IC R\ T, =7 U R~ TR X0 i M I i 87 i i bR o0 i 2> D R )
WA A XN OFAE RO ORI AN OJ . eGFR D ES- | iR FHIER k., QOL
(FACIT-fatigue) 227D FREZH 7269 L b2, =7 )V AT ORAMEZREFTH- T,
( TV.IBHRICBIT 2 E ] p.44~46 )

5 K2 BREEMBNE (REJ/ DI VREFTEEARIEMBHEEE L DEROEELNEEH T
HEICRD) >
[EI PR L [F R AR AUBR [ECU-MG-301 305 (REGAIN 3BR) . ECU-MG-302 3Bk (REGAIN fikfeatln) 1 12k
WT, =7 ) X~ T7HFEICE Y AEAFSES 0 7 7 4L (MG-ADL) | H{AEHRE. 151 M N5 9% 57
PE(QMG) | ERARIRAE (MGC) . QOL (MG-QOL 15) D&EMNFRD Hiviz,
( TV.IBHRICBIT 2 E ] p. 34~38 &)



6) <MHBEEMEANY FSLEE REeBEHRREZEL) OBXTFH>
E B [F G AR FER [ECU-NMO-301 #XB#% (PREVENT #%%) . ECU-NMO-302 7% (PREVENT fifiiks) |
WZBWT, =7 VA TEEICRYD 7T EREHR L THERBRY 27 DR TIFARO LI, £D
A5 IE PREVENT 3B > 3 4Ef 218 L CHRife L TRV . £k < PREVENT fkfeakBtic BV TH R
O BT,
( TV.IBHRIZBET 2IHHE ] p.38~41 )

7) ERZEIWER & U CTHRRERYYE, infusion reaction RMAEIN TS, (VL Z2M:
FoEES) BT HEA 8 EWEAM (1) ERARBIER & HIHIER ] p. 66~67 )

3. HAOHEFHEE
LR,

4. FEEFERICEAL TAMTANSHY

WIEMEICEET A8, SomfEHEET A N7 4 % A I
RMP 1. BEECBE 3 2HE 6. RMP OEEE )
DIAZ
BMD Y 27 fg/MuiEEh E L TER SR TW D &R H
c EREEFEE T ER
WIEEH A A K

- BERTEM
BEReE T — R
[~FAEMER I ~E 7 o B REE (PNH) B S A~
~ VU JREHELEINDHEE I A
Aty A o148 5 12 2 % i SR i 1 DR 7 0 i o A
(alHus) TY UV UV Rz EIND H~]
[~ 2 HRIEIER B E (255 M6) BE S A~~~
VYU REZRGSNDHA~)
[~1A R BER A~ F T AfEE (NMOSD) AHE &
A~~ VYY) ZAEECKRE T TUELNWT &
HTFEHHEE T A KT A >
B - oD B B S S N

ot

5. RRBEHERVRE - FALOHREE
(1) ABEH

21. AB&EH

211 ERG Y A7 WHEEE AR EO B, MWYNIER S5 Z L.

<HMEMREANES OE VRIEICEH 1T 5B MnH >

21.2 ERORKRBREAEIIR SN TWD Z L s, RERFER —EHIIAR & 55 S e e &2
XFGATE IR A 2 SEh L. AAIEHEEHE O RIEMAEET 5 L L b2, KFOLREWER D
AIMECET 27— 2IEE L, RAIOBEEME IO ERIEELHE LD 2 L,

21.3 AAlOBE D, BIEEERA~T 7 0 BV RIEOZEN, BRICHEE L, AFIOU 27 FEIZHONTH
TONCREEITE DEAD - EREBI O b & T BB EIRUYE O 2K, IR ICRE L7 & o
HaeWoTo ETORTOIND &5, BEERFEICH o> TRERREELZH#H LD Z &




<FEHELRMEREEEIREE(CE (T 5 miz Ry I EEE O IF >

21.4

21.5

ENOERARRBAGIZR O TN D Z L6 REERTER —EMIRIIAA Z 5 S e 2Ef 2
XFGUATE IR A 2 SEh L. AAIEHEE O REMAEET 5 L L b2, KFOLEEL D
AIMECET 27— 2IE L, RAIOBEEMENICLERIEELHE LD 2 L,

ARANOEFGAN FEIPUPS 1 R FRAEAEBEAE ORZWr, 1R ITHIE L, AFN DU 27 F O TH
SICEBETE DIEM - RO b & T, BEIRR FRUEORBW, 1RHRICKE L7 Eh & o
ERo7z ETORTOND LD BERTICHIZ > TRERIEZH#H LD Z &,

<EBREEMHENVE (REI/ DI DREFFIEEXITIMBFLEECL SEROEENRE LGS
IZRS) >

21.6

21.17

[EN OB IZR SN TV D Z L b RIERE®R —EHIRIIAH 2 5 S e &Ef &
XFGUATfE IR A 2 SEh L. AFIEHEEHE O REMAET 5 L L b2, KFlOLREWEL D
AT 27— 2 IE L. AFIOBEEMEICHERIEE LD 2 L,

KRB OFEH AL R EIER, B EOZEr, BFRICHE L, AHIO Y 27 FZONTH I8
HTE HERM - EREBEOL & T BERER EIRUE OB W, TR IR L2 ERT & O 2 -
lebToRiTbhd Lo, BERFTICHI > TRERIEEZH#H LD Z &,

<HHBRHEURARY FSLEE (RERERLEST) OBETFH>

21.8

21.9

[E N OB IZR O TV D Z L b, RIERER —EHRIIAH 2 5 S e &Ef =
XU R TE A BRI AL 2 FEhE L. AAIE S O Bz LB+ 5 & & bio, Aflowelt
KOHDECBET 27T —F 2B L, ARIOBEIEHEMICHEREEZHED Z L

AFNOEG D, FRRFRR A7 b7 LEE (TR ET) OBW. IHRICHKE L,
AHNDY 27 FEZONTH BT E HERM - EREEO S & T, B B REIE DI
TS L7z RR & O 2T 72 ETORTh D & 9 BUERFEICH T2 > THLE B L
HLDHZ L,

(2) & - ERLOFHIREE
AHN O fE F T IR BE e ONER B LS ASF oD 3 (E A A LS B9~ 2 M ART O EaR Bk 24TV T IEME &
TR 272, A HEZ LM L T\ 5,




6. RMP OifiE

AR SR

[EZFrEshic) 27]

[EERBENY 7]

[EE 2 RN ]

PSS A% 1R i (L i 2 5 )

BT AARAZREG PRI X A E | Ao
JEE D R PER /I B E

infusion reaction

JERYHE  (BERRIE B IRGLAE LIS} )

HUEMERE~T /7 0V RIERE | 5% L
SRS M MR BRI R R | (T D ARAIR G- IkIC K 5 HEE

AL B4 % AT

e L

| BRI IS < LML O 72 9 DOIE§)

| FERIcES Y 27 BAMED 72 DOIES)

7% 48 i 22 e VERG AR S i OB

U 27 s/ MEat i O R

1 O B3R a2 VRS B

WE DY A7 F/IMuiES)

BN 0D [ 38 it 22 A VE B A B

BIND Y 2 7 /MG B

* FEEAE A R A (4D B B 7 i)
- FEERE R (AR R A7 T A

P

AR BT DA - BB G O

ML

- ERBEEH T EM OIERR GEEMAT A R (4
By A ESE AR )E . RARRERER A7 b T A
BEsE), HRELEMD— ) it
CBEATEMOER (V) ) 2R E&RE5 S5
~ CGEVEMER R~ 7 1 B U RIE, FEBUAR
PR BEESE R, R EEMFEE), YV
U ZEE TR AT I LW 2 & (AR
KA NT AEE), BELEET—R) &
et

RO WIE, MSATBOEN RIS O A O R R R~ — P THERE L T2 S0,




II.

1

2.

BAMICET HIEE

fR5c 4

(1) #4

VU ) A®EEFRE 300mg

(2) #*4&

Soliris®

Q) RAFMOHXE

[Sol) X7 7 v#E<T KK . Tiris) I 7 V58T [R5 2EWT 5,
TIETHRDRE & SOV NEE 2> 7RI Z S T BIRR A2 2 K 912325 & L bz,
BIERICRRT 2B TH D720, FERICDIZ s THHEY T, ERREEL LT, LOEKEIA
DT,

— kB

(1) #& (#%%)

7 ) XA~7 (@iaf##z)  (JAN)

(2) #*%& (@8R

Eculizumab (Genetical Recombination) (JAN)

(3) ATL (Stem)

RAETHE  -1i-
v Mebiik  -zumab

3. BEAXILRERX

T YR TIE, 25 FOHE (448 7 X/ [fkih) KRO2 O L#H (214 7 IV BRFRE) H HAERK
ENnbt ME1g62/G4 HUAT HED 298 FH DT A NT XU FEILIT N iSRS 2 AT 2852 L3y
BHThb,

7 YU AX~T7OHHIE & b 1g62 D HE{DOEHFE 1 (CHL) | & & UK ONE U T 2 E 7 2 (CH2)
DO—E L e R 1g64 O HEHD CH2 DFE Y 5y, MOVER TR 3 (CH3) 2 OifpkS D, LEHixe b, ESl
MO SND, AL, ~ 7 AF 7 7 a—F OV HUROMAMERES (CDR) % b MHKDO 7 L—24
T — 78777 F UTERL LT, APURIE, 1g62/Gt TPREIND D LRREIZV AL T 4 RFEAIZK
D SFREFEAE LTS 9,



T Y X~ 7 D FEAREEREE ] ©

TJL—LT— U8k MEKE)

EHDOFEE

E Nk BEOTEE MRS
(v ZH¥E)
bt hgGE#HD E hIgGsEHD
Eﬁ%niivﬁﬁ;w EEW2H L3

EEE2

4. FRRUARFE
H 85D 53 F 7= CoosHanreNsrs0pssS 10 (5E2TH)
L 85D 5513 =C,g16H,555No7,055,S,  (GEATH)
T 7 ) A= T D431 = CauunHag 10N 169402031550
T ) X~ T DLy F-E=147, 870
B OBIRR L B A 2 & £ 72 W& 8T 1200 OBy &

145, 235

5. {tF£ (@diE) XIETXRE
AE /7 ) A~T %, Earffize Met/ Z7ue—FAfiRThy, ~7 2fik Militk C5a #HPT
ROFMEREBE O N7 L— AT =I5 5 WA, WNT e b 1g6 HREFEN D25, L
BHOTEFEIL c BUCHRT 5, E-, HEEHTO CHL #. & PEK T CH2 #d—1E 1e62 (y 2
B B0 CH2 #iDFE D & CH3 01T Te64 (v 4 80) 5725, =7 U X~ 7%, ~ v AEHEE (NSO)
Mz Lo ELEEIND, =7 ) X< T, 48O T I JBEEN LRI HE2 RN 214 HOT 2
JFERIN D72 D L 2 3 CHERLES N ARE X R0 (& K9 145,235) Th b,

6. BR%&. A4, KBS, L5ES
h5G1. 1-mAb
h5G1. 1 G2/G4mAb
Anti—C5 Pk



M. HSTICET SIEE

1. YIEEFEMHEE
(1) 58 - K
HEABP O T, BB ITFRD 2,

(2) BfEM%
ML,

@) Wit
HY LR,

(4) ll\\ (/\ﬁ n\)\ /%II\\\ I;E n\
%éb&wo

(5) ERIEEMETH
BN BN

6) SEFEHK
LR,

(7 ZothoEiHREE
2B : 290~310m0sm/kg

pH : 6.8~7.2

2. AVHSDEREUTICETHREN

BREEHE by BREREE RIFHAR R
50mL
ESEERER | 2~8C B BBEKYIFLUE |24 5AM AL
BEE
20~25°C 50nL
InE K ER 93~97°C TS BZEER)IFLUS 6 » A& ZEieiL
BEE

REBREE K M) | HERRER (T TF v oY) |

12T, pH, 3T - FEEE T SDS-PAGE (CBB %efh) |

YA YR v~ v T T 40— =R MRV AR, CBREAME, Bk, X 8T R

3. BAMmS DHERHRE. EEX

HeRalBRiE - QX7 F R~ 7E (RXTF R<wv )
QEkrsrn~ 7o 7 40—k BEHEHTa 774 0)

@kjﬂ:’:%ll\ ’%’/_‘{k@{f

TERYE - flEkER (C5 A& HIE)
P A

10




V. 2HI|ZBHd 51EH

1. A
(1)  HFRoRH|
Ep R B VAR T B AR L C W 2 S S v sl

(2) HEOHERTHEIRK
HMBL ORI 2 RR D e

PR - AR

3) HEAla—F
AR RANAN

4) =EoWiE

pH : 6.8~7.2
RFEE (EERAER) 4 1 (A RAREERICE Y AR% (5ng/nl) )
FbEE ;1,006

(5) 0

AR ANAN

2. BADOHERK
(1)  B#MES CGEHERS) OEERUHMF
1 INL 7IL(R b w/s—)30nL DS 2

B I49 )R T GEGFHAEZR) 300 mg
BiEF FUDL 263. Img
1 UBRZIKFF Yo L—KH 13. 8

e~ v ) ki mg
1) UBE—KFRF b LK 53. 4mg
R VILR— 80 6. 6mg

AENE, ~ 7 ABHERRMEZ A CibEsn s, WETRICBWT, s & LTy v omiFhksy (TAr7Iy) &
Vv v Otk (M) 2L TW5,

(2) EREZEDOERE
AR ANAN

3) #=
AR BANAN

3. RTERBEDERKRUVERE
% L7,

11



4. Aif
700, 000~1, 300, 000BU/mg % > 737 'E  (Ay,)
T VAT OHEWE TH D e ME C5 ~ORFEAFES 2RI L7z ELISAJEIZ X 5,

5. iBRAT HAIREIED H 5 3HY
AN IV THERE SV AL T R CIRERR TH V. RANCIZHE S e, T 72 b b AZIK
53 DI SUTA RS & . BINA S U IXEREAR fite & ORISIZ X 2872 7 £ I 3R
LIV o T,

ARG EA R AHEA) - E IR (0 X)) Bk DNA R ORI 7 8

AIaEE R R AHIY) - v iET LT I

R TREEAMY : a7 A A

H B E AN - BEERIR, fR

® 006

12



6. WADEBEATICETIREN
REREFHAR. MEHAR, TERARSE

HER BE by REREE REFHAR HERIER
30mL
EHEERR |2~8C S HSRNALFIL |36 1A 36 » AETRE
E R UME
_ . s o s
ﬂugnﬁgﬁ 2&3927(’0 LJ'E 1;::]_\?[7\/\’( 7L 12 ﬁﬁ %B@Eitgﬁlﬁﬁf‘fﬁ*ﬁ
E% &R LT
. |30~35 30mL
!nE'E].1 U i) HSANALTIL | WEFhd 72 BRS 12 BB ETRE
‘ 35~39°C EIL
30mL
g —2.5~0.7°C |k HSRNL 7L |71 EME 1 BRMETRE
Ex
30mL 20~25°C (2 BFS)
2~25°C P HSRANATI | —2~8CQ~3 BR) | REHMbERE
= Ltk 3949
E 30mL 34~38°C (2 BFS)
?’ 2~38°C P HSRANATI | —2~8C~3 BR) | REHMbERE
p B3 E34AH L
. v 30mL —10~—25°C (2 AR
? —25~25°C B HIRINATIL | =20~25°C (24 BERE) FREHHEBPIERE
= 8|31 #3Y9M49)L
B NIRRT -
. | —RE%OH ¥4 XHBo O
(Eéﬁj‘v’:) GEX%EL) FEAEED 1 n AR | FF5 74— EXRUV
K1\ BYTERE | et p . |00 RUBKBKEY 4 B | 3R&EsT SDS-PAGE THE
'2vg'1“.\82W/m2 AT ANATIL | Y BEENBH LN, N
(R EE51) 8|31 (255
ZRra%
GEXHY) . s o
%2 |mYFEEE |AL 30nL AL ﬁgg;gﬁf ﬁgi"‘
HSRINALTIL e *
s
_ 30mL
g 2~8°C EH ASZRNA4TIL | 1EM 7EMETRE
s
BHNIT T AL TOACTE L, BE LA TH D720, ZEMRBITBE SR 2E T, R oiTE OmESMA T cEhtL

7
HERIEE MR OMED | HEREER (RXTF R~ oY) | BB, pH. 38 - FEEIC SDS-PAGE (CBB ¥ifa) | YA RPkkRS m=
NTT 74—, =R MRV, BRERR, RBEERRLT - B, COREAIE, X v BHRE

13



7. AEERVBREDORENE
SRR TV Ze4ett (B Lg% [+ 2HAE 11 @A E0EE] p. 69 &8,

ARG D22 ENE

STRERE S ST A 7 ABR MVNT, BRIABEAER, BRY FUREEAE 6%) XTARY
CITNARDNT I THIR L, ML, E5C Kk O FEE T SDS-PAGE, B AERIKENE, V1 NP2 o
~ T 74— DR (05 EARIE) . WD KRR EIT o712 & 25, WTFhOARIK
EIRAELESHATH-TH, 2~8CKRUN20~25CTENEL T 72 FFRGFEHE L LT TH o7,

8. fh#LOEALIL (MELLHLEIL)
TR L
(RMSCE (142 FEAB GROIER  14.2.2) p. 69 BI0)

9. AWM
B LR,

10. BE-a%
(1) FEIADRELRDL - X, NENEHRLES - BEICEIT 51EH

ML,

(2) ‘%
VU Y A iR 300mg 30mL [1 XA 7 L]

Q) FlEE=
BARUYAN

4) RBHOME

wEE | AT 7 i —
e T T A VaspErFroaLt | RYFarlr7 )y AT
| (30mL) H: BT o7 F =0 Xy HETILI=T AN

11, ARREShEEME
LR,

12. Z0fth
AFN B OFIRUIARND 7 ¢ v 2 =@M - WA PERCEIR 7 A ~OWAEFITHH ShThan,

14



V. AaRICET S1EHE

1. REX(IZNE

OHRMEMTEANES OE VREICE T 5B MM

OJFHEFMMREEIREICEH 1T 5 Mz R/ EFEE OHINH

O:BREEHBNE (REJT DT VAEHIREX MBS LEECLDIEROEENRH LS
BIZRS)

OBHREJWRANY bS LEFT (RERERXESE) OBETH

PNH (2519~ % [E N O i R 3R [CO7-001 38R (AEGTS #5%) 1V ] K O PNH (2%}~ 5 #ESh o i A 3 % [C04-001
B (TRIUMPH 2XBR) ® . 004-002 X5k (SHEPHERD #BR) ] OffH2 JEIC, MEs T [ZhRE UL
T E 2 TERE LT,

aHUS (%14 24D 7 1 227 5 ¢ 73ER (C08-002A/B #XHR. C08-003A/B #ER) ¥, st DL ki 2
R7 T 4 TR (C09-001r BR) KROEWNDO L ha AT 7 ¢ 7HAE (C11-004] 3BR) | EERHER
(C11-005] #BR) OfERZIIC, WA TO T2hEE - hF ) AHE X TRE L,

SR MG ek 9 2 4 AR [ s 3L [ B PR 3Bk [ECU-MG-301 3%Bk (REGAIN EBR) 1519 ECU-MG-302 3
B (REGAIN fkfseak) V] KOV MAHMESMERAR SR (C08-001 #ER) W OfER., S b ICEERHFIER
RBRICIIT D B ARNEE O R RITRE LT,

NMOSD (& 5649~ % 2 TR [ B8 4 [F] if AR sk Bk [ECU-NMO-301 7Bk (PREVENT #kBR) 2627 ECU-NMO-302 F&ER
(PREVENT fk#eakn) ] O A2 KICHRE Lz, 7ed, fEHR I [MMREH%) ZHVWLNT
WDHZEND, HMREHMANEEIND Z ENbD LD [HREIIENE) ICHRL LT,

2. MERIHRICEES HEE

<%hekitiE>

5.1 AANIMR C5 ORRKAZIRE L, MARMEEAIE C5b-9 OAERZIHITLLEZXbND720D, {f
BERE 2L L & T 2 KB RGE Z X 2 EYE 2 FIE LT < D lBER®H 5 2 L0 n | K
H OB R N2+ IR U BT, RABR G ORIELIEEITHRFT L, MU xtgis
xt LGB 52 L, Fo, REIRGICEL UL, BERIBRZET L5552V T,
JRRI, ABBGBRMEO D72 &b 2 EMRTE CICBBEREICR T2 7 F o 28752 L, &
(N A~DORFNFEGITEE L TIE, RERE, A 7 oY E b BUCKT 5 U 7 F o OFERRI
EHER L, REMOLSIZIIZNTNOY 7 F O ERHNT 52 &, [1.1, 9.1.1, 9.1.2,
11.1.1, 11.1.2, 17.1 B8]

<BEHMEBAESOECREICHS T HEMLME >

5.2 7uo—HA b A M) —{EHICEVREZITO, BIEHEKRIA~E 70 B U RIE & iEER N S iz &
FICHRGZMBT D2 L,

5.3 AHIEEGBAT HEIIE, WM O 72 D AR MERERIN 2SN LB & B 2 S, Atk b i OfkEE A 7iA
ENOBEFEERRLETDHZ L,

5.4 AKANT X 2 AR ZERRIE OMHIZN AL, BHERECCE L) R M OB Al R THERR S Tungny,

5.5 ARAIOZMEEMAAEIT KT D BB RITHER I TV,

5.6 AFIFEEGIZLY PNH JRIMER Y v — U MEINT 5780, ARFZ Ik L7356 12 EE A A N
MRDOONDBENND D Z LD, KFNOF MR LR E2 0 8 R LT 2T, AAlI#RS

15



DRFIEEEEICHRFI L. WU R GRE R LG ARG T 52 &,
< JE SRR M4 FREAEAE IR EE 1 &5 (1 2 mit /) i EREE o HH >
5.7 HRHIEIE 1 & 2 R PR i PR B ESE R O BE AT 5 2 &
IR MR R BEEERE (aHUS) 220 A K 2015) (HABHTS - AANIRES) 225
WZT5HZ b,
5.8  TIRMEMARMENU N IS RE O B TR T 2 ARHN DA 2tk K O B MM LTV (B R RS
720N,
<2SREEHENE (REJAJ) VREFTEEXEMAESEBRECLIEROERNRE LG
BICRD) >
5.9 KANX, BT T2 UREERTUREEOBE IR T2 L,
<HEABEEHERARY FILEET (HaEEMXZEET) OBRFH>
510 AKX, 77 7RV v 4 FiRBIEORE IS T 52 L,
511 R EFERER A7 b7 AEE (kT sEt) *OBFIERNTLZ L&,
¥ TIEMERVIE « SARRREMADIETA R4 2017 (AAMRESR) 2538 ICT5H2 L,

(fRE5)
<%eeHE>
5.1 ARAIOERBEFIE, flifk 5 OBRRAMRE L, SERMIAEA M Cob-9 DA AMGIT2EE2 5
DA, A U A M A C b ARAE 502 L D EYEDFBLY A 7 XL FIZR LI X S Ic—H/T
37 <, BEREOWMEREG ) 27 O LR (B, RSHE~OTHRNSH) K OMRERE
A VTN FEEOBEN Y AT O LR ZFEMET 572 OICKHEZRE L,
- BB IS A
KRB OVERFEFF D . B B O RZ I D0 B IR ERE S RO AR E S v, BERES &R
JEDRYL ) A7 N R4 %, PNH B 2 #5156 & U=/ g AR R SR 195 61 ik, S [E CfFF fH mTHE 20
PR D 7 F L EGRICARR 285 L, $5T 7 F 0 L Bip o - RIO B B PERIE 2 2 BIRIE L
7=,
2020 4 A 1 H IR RO BIEMR B4 2 VR CLT ARAI~DOIR SR IX 2 TR 68, 170. 5 AFETH D |
BER IS B JRCYSIE 1T 173 SEBI/200 RS STV 5, ZAUTEHR T 100 AMEHTZD 0.30 DGR L
2%, £l THHBEIERERGE OWE F54 L OMIERONREZ LT ORITRT,

SLERFTRICEVWTHRE SN -RIEXFRREDAR (MedDRA EAZER)

MedDRA EEZAE H|EHH

BEIE ¢ B 1 UM SE 73
BEfE R E R 56
BaME & B 1 BRAR ¢ 41
BEIE X B 1 & ME 25
DA—B—INDR - TY=T YDt fEIRE 3
B 2¢ B 1 ibd ¢ 2

it 200
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HERFTRICEVWTHRE SN -HEXLFRLEDMBR AR
m;ER A B C Y X W E VA Y/W135 NG NG UNK Total

En TS 1 42 10 16 1 8 3 3

—_
—_
—_
w

14 173

NC : FER M, NG : 0 RFE, UNK : R/ RHE

BEIEA T 12 ORI SN D, ik bIREM B ERYYEIX, A, B, C, W, X, ZOVY A&
DOBEIEREIC L > Tl ZZEN 5 0, ERNTIL, BREMRBERERMED I L, YRIZ LS E
DN 42%, CHL, B OWALZ L B H DONENETN 12%., 1%k N 3% E DD EELH TS |

ABEERE T 7 F > (7T VT M2V A FESE) 1%, ﬁ%?imm&7ﬂt%%\mw$5
Az sniz, B, V7 F U HEETFURMNAEL 2D ETIC 2 BRBREXNEL STV,

c RERE., A TV

[ UAHEIE A CHMRERE, 1 v 7V P EETIE, FICIVAEREMEEN S C3 Itk 54
V= ANERIC K A HEOR G TERE S, AFNC K DERY A7 ~OEEI LV /NS 2L DL 5,
PNH S8 25t 2 & U 7oA R IR AR Tl B RERE ., A > 7 v U W OB AHE D U 7 F 42
fEEVHE LTWRWED, ZbDY 7 F o EfOAEIMEE CIREEZZ T 727 — A0 E Lo
TETCWRWA, IRERE T 26, 4 > 7N FE T 22 FlORERE N H 0 | [FIFEOKYE D3
IEFRO N T,

Fo, RIERRDFZEL TWRUVVNE T, MREKE, 1 7V W b BUSKT 5% ) 27 73
@< R D AREMEDNRE SN D T2, 2013 FICEHEFE (L S 7o Z o0 2 BEREICKR L Cid, #fiikin g
R UARBEEOLA T, BEEERGT2 2 2 EENET - OICREEZRTE LT,

< EEMEREAES OE VREICE T A MmN >

5.2 PNHIZEWNIZEE D 430 44 CEpk 10 FEFA) & BT IIE OB CHlE SN fmDEETH
%o RIRBITH RN 72 851 B8 K 2R MERE E FoD GPT 7 o 7 — B RAR (R HIAEI K - 0> CD59
DRBIZCEDZBDTHLZ NS, ZDOGPI T H—DXRBZHETSH 70— A F A |

U—ikZII Lo L L THEZK Z T 22W HIERHNL L oo d 5, AFINC K 5 IREIX, CD59 DX

U K DR A U7 A8 W I % R A9 IS HNH - 2 )HEFE TH Y . 2 OIERBET b BRI
B AHN 25T 2MENEL D, £, AANC K D16 IE, PNH & THEEZR] Shcd
FATx L CRYOBHRMHGZRiiE e L TR TRETH D2 L n, HN ROV O ERRFHERIC
B2 BFOMBANIENEEZ BB, FEEMEO - DICAREZ #E LTz,

5.3 ERNLOESN ORI O A AN OHAE, JEFOBIEDRLEEFZZEIZ, KAl DR
(ZIRPRAk e D L E D B DR EA B LT, BRR Lo EER ) X 7 & k1 5 BE IR S
T 5 X0 EEMAR S DI DICAEHZRIE LT,

5.4 AFOEGIZEY, EANKOHSOEERRIRICI T 2 ARK O ETAMEFEME A & LT, LDH &
DIRT, ~E 7 v v AERE, ISR mERE M AL 0D 23588 i, ARBIZE T B
OIMFINED THREUIBE) & LT O, BERBROP T, MARZERIED T *2 O

RECEE ) b RFT SNUEDRD LTV DA, BRI E L CORFTH Y | AANC X D&M
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5.5

5.6

O, A O YGE D AR FEARIE DR B E & OV REE . O TR AR 22 A T 1% O BGEIC
OO ZEPERINTZLITF 2220, ﬁ@ﬁi AR R TR 72 2 R A R I X s R 2
LTCn5Z e aGE L, MEE% RS wfﬁ&%&ﬁ@%ﬁ@ﬁﬁ%mM%IMEﬂm
PFHERILZ Dl Y 2 7 R+ %?é%ﬁ%%@%_W%L\@ﬁbkhﬁEﬁﬁ%A%ﬁ%&
T 5720 OFEEMLE 2R 72 IR E LT,

PNH F83E CITEGE e OSMEE T - TRME MAEENRBLIT 5 2 LM BTV D, AHIE, PNH
OEMER MR T BB RITER O SN TV D03, BYERMBEIEZ FEFNEE & U7z KRB/
<. WH$%%ﬁ%&Lk%ﬁ%%’ﬁwf% S e OME % 1 5 SRR R AE OSBRI
F a5 Lo BF X0, ST ORGSR B O HRRER CIE. HER ICAPEE M ED R B
L7272 O ARFIAE G- S, #5412 LDH K& OB e S IEF AL L7 FHIRHE ST s 9,
HERAICIE, SR mIEIERE & IEFE AR & RO A ZMEITHIGF TE 2 b 00 MIHRERIZIEE 1T
RO PEEARELTND D kﬂ%'%ﬁmm%Wﬁ@%%%H%kLTﬁﬂ@&%%%%f
b0 TIE A, BUERGE% A CREROME AR I NG5 120%, BRI HERZIE L,
%EKWD%@%E%Wﬁmﬁm;owf%ﬁﬁﬁﬁékwmgﬁﬁtwt WCARIHA R E L
776

AA % 5 X i= [BE OIS NIZITER M ASFRIE X7z PNH &% A ZTARIMER 7 v — 2 mNEFE L, &
DIFLELL BN 5 7= 6 (TRIUMPH 3&%5% ® & SHEPHERD 38R © O OFAI231F 5 PNH & A F I HRIMLER
DEIG<FRE> : XR—=2F 1 31. 7%, 8T 46. 5% KTV 26 % 51.5%) . KAl L%
1B L72BRICEHE R AR BT 2 vl ietEn & 5, PNH BB 2 k15 & U T2 [E N K ONEA O i R 5
TR AT, AFEFGORBBEFEICELY B HIEGEZHRIELTWS, o, ERNORERE
BTIE, 110 FloFT G IEARE S, &EFIEE S HMOFEREZ AF L TV | o ik
FethTIE, 67 Bl G HIEFINRE SN THEY | 51 I CTREH ILZEOFEHREZAFL TV D,
Bh k%o [EHEREN] OERE, FREBFO LDHENN—ZA T4 o2z, o, LT
DNTIMNCHEYLT DHE LT D,

FHEBI% 1 EBLINIZ PNHARER (¥4 7)) 7 a— > OEE D 25% L R
~ETEE AN 5. 0g/dL R L FLREBE 1 EMLANIZ 4. 0g/dL % 2 5 D

B UVE S AR FEARE D FE B

ke O AL

Mg 7 V7 F = AEh 50% D E5F-

IR RRER M OV I 5t OARKI P B C LRt THEZRAM | 133SI TRy, LaxLan
5. FERRAOICIE TEHERRM) NAETD Y A7 NEETERVOT, ERIGICEREMGT S &
bl THEEREMN] 2RI 570 DOEEMIL O 7= OICAREHAZRE L,

© e 606

<FEHELRMEREAEREIREE(CE (T 5 miz Ry M EEE O IF >
5.7~5.8 aHUS |3 EHICHRDKRETH Y | BAEDKHIIIAL N TIERY, MKk D 27— FOR; 2 #1K

THIARGIE 2 0 % a— R T 58I FOERKRINDLDZ 37T 2 iR O FFAE
R EOERPHERIN TS, BIFEE TIZ 10 L LR 5iE {z:%fﬁﬁ'%rjx%mémﬂ\é#

aHUS & D) 50~60% 2 D AZEEFRD BTN D 728 alHUS D BRI E DL RO BT L
LI TWRY, AT 2013 I H ﬁ%m%ﬁ\ﬁxmmﬂi%TW&émtwm@%*
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FHE (2016 41T FEMRIYS MM R B EERE  (aHUS) IR A R 2015 & LTkET] by, &8
BT L %D HUS (STEC-HUS) . ADAMTS13 ODEMEAR NIZ & 5 fAetE f/ MR H4RBER  (TTP) . —
UME TMA (R, EYWE, JEAIME, B OB, B, HELLP JEWERE, BR% s
IZE % TMA) LIS A tER MM B & E 28 Shv, Oy B EMER MAEYER M, @i/ M
D QEMEEREEL ZFEME T L LERINT, ZOBETA K 2015 ITESWTEZBIS &
FrERGLEERL TN D,

INETO IZWEEELZSEZIC) O %] OFLEPEHKRRZ LICKVHIBRLE, S 512 alUs
DO GHPH A BATEIZ < THAHIER G IC L 5] alllS OBEORMERT S L 2 Lz,
TRMEIMARPER NI AEE (R TMA) (2D Td, TaHUS @29 74 K 2015) Tl aHUS 2> & R4k
SNTEO, ZRME VA DBREFICHT DERRBRT — & b2 &b TEMER LT
SEL TR (EARRBR N 22\ ) AR LT,

<2EREEHENE (REITDOTY VREFIFEXIOBRAEEEICL IEROEENRH LIS

BIZRB) >

5.9 BHAIMG BRI DIRBAR TR MIREE L ORENCESE | ARlok5 257 8 F L=
U UK (TRFal 45K AChR) HURBED BFIZIRET D, MG (TR G RL
WHETHDH AChR, BHFRAMF o v FF—¥ MuSK) Zicx4 2 HOPEBNIET 5 A s
KHBRTH D, HUACR PFUAITEIC Te6l XN 163 77 T A B 720 | MeZhiikic X v Hl#A6e
IRRERARDTEVEAL DA U, MRS ERE A BIET 2 B2 6N TV 5D, KANIL, fliROTEE
fbEHELTCZOTrERAZHET L, —FH T, i MuSK FURIL, FITHE & ITHS L 1664
P77 T ANB 5T H MuSK HURRSED MG 1213, A 248 -4 2 S EROFR R 17200, FEER,
HEEMED R HRING BF &3t 4 & UK O S MAH E B IE R R AR EER [ECU-MG-301 35k (REGAIN
AR ] i, TMIEFRIRA THL AChR HUIREGME | ZRIRIEHEICE 0 AREEHEIHE > TRIRS L
T REIZB T D ARBNOEIER VLR HER I N, DL EZEE X AAIOEE %251 AChR T
IREGPED MG SBEIZRRE L7z, £7o. HIFAEBRLFEBRARER CTiX, M6 7 U —EB 0 BHE TR E
HEIZRESNTWDT2D, M6 7 U —BIZBI1T D AR VL EMEICBT D37 (B Rk
DITRUN)

<HAHBEEURARY I LEET (REeREHREET) OBXRTH>

5.10 NMOSD & (T35 1F 2 BB A B AR e M RTE MEAL DR EN LS &  ARAI D F 5% H1 AQP4 HUARRG AR
PIRFERER AT b T AEEOBREICRET D, NMOSD EFITBWT, HEROIEMAIZE BIIE
DFHERRFER AT D, HUAQPA HUAN, TR ROT A bt A PREIZEHFEE L TWD
AQP4 KF ¥ FIVTHERTH &, a7V 2 6 (1g6) DOABROERMIA L HHEE, ik C1
WNENE, EMEE S, WROTEMAL N RIES A r— R L, Mg o @Ei@ itk b5 %07
A hat A FOEFHREFHE KT DH, O TR I LHHZEIE NMOSD OFFEZ R L TEY | it
AQPA HUIR R OMHIR S CTdo D0 AFNL, BRMRIEMEL K N Z NSRS 2 RIEZPRLET 5,
o5 AR [E PR 2L R FE PR kB [ECU-NMO-301 38k (PREVENT #&8R) 1 Ti. MHIAS7EM NMOSD (HT AQP4
PUARBPE NMOSD) BBE &2 %5 & L, WIEEIR £ COFMIIARBEGRE L 77 R L ORI TR
FHNCHEBEZENRD b, BEMEOERIIMMOMISE COREMET e 7 7 AL E—F L T,
LI 7 5 BT AQP4 FLIRBGE D BB %6 LAKI O A 0 R O e HER S vz,

5. 11 ECU-NMO-301 #Br Jz Y ECU-NMO-302 ZBR 3. 2006 AEDZWr kLU 9125 % NMO L 2 ran- B
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X 2007 AEDHEHE OIS E NMOSD & B SN BE AR E LT, 0%, 2RI
F—DREREIN Y, ARENZETOREIA RTA VI EN TS Z L b, KA GO
x5 &% NMOSD FBAE 1 [ 2R MERE(LIE - AR EBIR BT A KT 4 2 20171 9 (A AR
R) OBWEEESEZICTDL I ORE L,

3. RERUAE

(M

FRERUVAEDMHEHR

<EEMREAES OE VREICH T ZE MmN >

BE, AT, =7 U X<7 (Eia i z) & LT, 1181600mg 20585289 5, #E&EG%,
1 FOMRE TR G E2EOEF 4 BIAREEEL, £0 1 EM% @EEG15 4 BF%) 6 1
[ 900mg % 2 #IZ 1 BRI THfEHET 5,

<JEHERMMREMEMREIRRICH T 5 MR D ERE OIS >
Wi, =7 ) A~7 (Baf#fz) L LT FrooMik - HETARHET D,

FXIIHE BAH MR

18 mLlE 1[2] 900mg Z 3B 1 [ TEt 4 [ VIEERE 4 BE&NS 16 1200mg Z 28I 1 =
18 Kl

40kg A L£ 1[5 900mg %38 1 B TEt 4 [ PMEEE 4 EBE S 1 [E 1200mg % 258121 [E
30kg LAE 40kg K 1[2] 600mg %3 1 [BTEH 2 [E] VIEERE 2 BEfF&EM S 16 900mg # 258216
20kg LA L 30kg R 1 [8] 600mg %38 1 B TE 2 [ MEEE 2 @& S 1 [E 600mg % 23821 E
10kg LAE 20kg K& 1 [8 600mg %38 1 B TEH 1 MEEE 1 EREN S 1 [E 300mg % 2:8(C1E
Skg LLE 10kg Rif 121 300mg %38 1 [BTEH 1 [ VIEEE 1 EFEM S 1B 300mg # 3:E(C1E

<2BREEMHENE (REJTDOTY VREFIEERIOBRREEECL DEROEENEH TS
BIZRS) RUBRHBEHEARY FSLEE (RAeREHAEE0) OBETH>

WE. AR, =7 ) X~ (Efafz) & LT, 1E 900mg 2535 2 Bthd 5, #lRHEE%,
A 1 EORIE TR G2 & DAE 4 BUEEFHFE L, 20 1A% @S5 4 88%) 16 1
[ 1200mg % 2 W 1 [A O fE CREERET 5,

(fZE5%)

AFNX, BRAEBREER. AR7 FUBEESRKR 6%) UIARKY V7V THIRL THW S, itk
D EEVEIR DI ASHR LN bmg/mL & 35, EMEOBIIAIN LR & GA T 2 50N v 7% & § 0N EISE
EHDHRELTRONICIE L FiE 2 o8 PNEET 28RS 5720 L TR LIRS 220 |
AR LT Z B GRNCEIRIC /e D E THRET 5, BEOEIEX, WS LeAl7 A4 v R0, AR L7
Z 18 LA = TIE 256~45 57, 18 ikAifi Tl 1~4 REf 2T THRIEFHET 223, BF OFl, REIZS T
THEEFAEST D, (V. 22 (R EoEES%) M3 55EE 11 @A EodE] p.69 )
ARFNL, SREEELS O G, WA LIRENTERWI &, WA OTRMSCET, HEFiEMOE
BLLCREEINTWDEZ L, KO I8 kRO G OBLEIL, EWNTHENM L7 aHUS OEGRRER
DFHFIEIZHE > T, FRICIEBRIKIR DD 72 WHIE - Shi e & CHRIREEIN O 23 e Az T 572912
WE L, CKEOEMCETIE, DMNEBFICH LTI~ EEROBRENH D, BINORSEEE CILFE
YERMBE LIZGEORMEKE LT, 1200 BT 2 BRI, 12 5o C 4 B 2 8 2 70\ W GRS
ETNFHEOHERDH S, )
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(2)

RERUVREDHRERERE - IR0
<EEHREBANEST OE VREICE T 5EMmINE >
Mg C5 IREE, BERVICKT 2 AF O fafnGe & O RE 2 RIS ERR., 7V 7 7 v X, 201l
DPDINT A=K EERE L TARAOEGEZEBIN LT & A, MIE T ORANRENK 35ug/mL % LA2
R ITEE N RANCIE Sz P, AAIO M P e & PNH B #H O & IR ML 12532 A D
MR BV, MiET b T 7% 35ug/nL LA EICHERF4 5 Z & OB S -,
AE L DA T, AAIOMER -7 7IEENK 35ug/nl & ERS £ THSN EA ST L&A
MELTED, ZRICE> THERMTH D C5 DAIFI S TREMMKIEMEDRLE I NS 720, KREMRE
I L7z i & NER IS S35, KREEDBEITEB O TEAMKE T R AR IARTE L E S R S
T2 &) invitrofgiT v A TR SN, B EENTHEOZ I VX~ T DI VT T A
THEHIREC N TH 0 . IR E V-8, C04-001 3BR . C07-001 3Bk 10 K O C04-002 35k 2123
WTEAM ORI 1422 AMOEREGRIR CTAAIZ#&EG LIZGETH, iET 7 7IREOHIElL,
FNEN T72.9ug/mL LLE, 99. 2ug/mL LLE RN 82, 5ug/mL LA EICHERF S u7-, F 7. BFRRRBRICIT
e, MOFIMET —20b, ARG L VX U E2HH LA A A O H EREN TR TSR
MEITERO v d o Tz,

<SEMEVAIMMRSMEEREICH (T 5 MR/ NERES O HIH >

AR PERS /N A5 FE SR 285 LT % aHUS B CIEBHSREN SGRIZ Kb B AlREEN & 5 728, PNH
FOETEOVEENT 7HRE (50ug/nl) Z&R L, 2TOPNHRABRNLOT =X EZH W= AZT 5
VAL FEM LT, AL 120 L 12 R ICOVWTEE Y S 2 L—3 a3 VA FENM L, aHUS B 124
THREICIES S HESEHE - HEZRE Lz, ZOHEEHAE - HECTHER L7, S To aliS @ 3 3
BRCo. Cmin, Cmax OfFHT XV 2T OEEE D alUS & TO M - RO ZUMENER SN, Zh
D ORBAER., WA CORM CEOTHZ B E 2 TRE LT,

<2BREEMHENE (REIJ/OTY VREFIFEERIORAEEEZCL DEROEENEH TS
BICERD) >

55 ARSI AR FER  (C08-001 3ER) 2 UVARE S AV7- i iE CTdh D PNH KUY aHUS 72 B35 1T DA K| D
i R BR T S & | B TIIAH ©° 7R 2 L3R [ECU-MG-301 3B (REGAIN 3AER) 1 BRAARTICHEEMED 45
MG SBE KT 2 L - ARARET H720, Hp#ig (PK) 3% (PD) €7 U > 7 % VW TREMT
L7z, ZORR, XML - A& (900mg/1200mg) T, ERMADIEMAL Z 5220 DRI E T %
ZERHIFEE L, A O RF NG BEICB W TR R 7 4 v "B LND EZx b, A
1%« J1& (900mg/1200mg) 7 Tl S 7z [E B IL A BRI RUER  (REGAIN 3UBR) Tid, AAlz kL S
T KA (87%., 54/62 i) D FBFE CTHIRNS 7ERICILE S iz GAMIEPEN 20% A) . S 512, C08-001
B, ECU-MG-302 351 (REGAIN fikfseakB) 1% & 7oA ohiE Kk VZ MO GE % & b e 2N e T —
HIZHESE RAOEEHING BE TOAE - HEOZ YIRS S, WS TORM SCE O % B
FRXTHRELT,

<HAHBEEWURARY FSLEET (RAEEHMREZEL) OBRTH>

ECU-NMO-301 3% (PREVENT #R) DBRAAIZHENL D, aHUS BBE Z x4 & L7 CH b 47z PK/PD 7 —
ZEHWEERKET) 7ROV I 2 b—a 0 AR - HE (900/1200mg) %58 L7,
AL - AR (900/1200mg) Tik, ERMROEZH, TN ORHGEAZLEIZ LV . NMOSD BFIZH W
THIEY A7 I35EDRICIZ Hiv, RAFIZ 72 0 152 sk R E O BB 2SIk s n b 2 &n
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TR E A2, PIEHE O SRE THNC, 1 F3IE4TO NM0SD B TRARMAITEAME S (0. 5ug/mnL
FAH O MR C5 MU 20% ARTHOTEM) . FHHIRBMEITHZ 0 Rt Lo, Z ORISR TIMNG B3
Zktgr b LB IMRBR O R & —H L7z, & 5(2, PREVENT iRBRICEB W T, AERTV U XA~ 75
ZhERNAMED EEFHEIE R TR b, ARMEOBIRKEMEH TIX7 7 v R L BBl B2 5
DRO BN, PKET U T KO PK/PD ot Zsic L TIToTofE R, AME - A& (900/1200 mg) (2
LV IRIEFETO NMOSD BF TRUH, RN OFHE SRR E N ER SN, S HIT, 7AW
RE7p e bt L HICHE MR ER SN2 Z & T, MOSD OERICBIF 57V X~7 DMk - &
(900/1200mg) DLFELWRFT 4 v FEURIDPIRENT, T—X2IRERE 2. A NMOSD B3
Xt & UTeAME - A& (900/1200 mg) AVERE STz,

4. AERUVAZEICEET HEE

<EMEMREANEY OE VRIEICEH T BB MmN >

1.1 AKHOM AL DR FIZ L 2O MBEIEORBANPRE SN D=0 G MFZ M5 2 L,

1.2 KA GBAAG 2 B £ T P ALRRBUKERESR  (LDH) {EMEOIR T 25580 DR WEEIZIE, K
Al OFe Lkt DEG 2 AT 5 2 Lo

<FEHELFMEREEEIREE(CE (T 5 Mz Ry M EEE O IF >
1.3 AFOMmpEEDRTIC LY | dfe e g S OHEENR S Sh D720, 5 R Z R8T
5T L,

<2 BUBEHENE (REIF/ DT VREFTEREIXTMABFILEECLDEROEENEH G5

BICR5) >

1.4 AREOMAPRERTICE VIEREBEEABRESND 2D, HEHEREEZETTH 2L,

1.5 AREIOEG R EGEGESERE 258 L LR CIX, 1T & A L OMWBRKIGH T 5Bt
2 WE CTIIEROKENG DT, B REE 8 ERE ChomEmkFZ20H L Tnd
BEICRBOTIE, BEAERYED ) 27 NEWHREMENRH D 2 Lnb, YR RXT 4 v b
ZRE L., BEHARE 12 0 E TITEROUENE O bW EE TR, AR OBS ik 2 et
5HZ k&,

<HHRFHERANY FSLEE (BHRERAEZET) OBETH>

1.6 AHOMPREEFICLVFBREOBENNH DD, HEMFEZHETT D L,

1.7 KHZ—EMHEE%, BROBEIZOW TR L, RO DD 230 b e W& T,
KA OFGH 2 Erd o Z &,

<JEHEGAMMREBEEFEICS IT2MEMEM/NMNDEEEOINH. 2SR EEHENE (REI/QD

) UREFFEAENITMBEHFLEEC L ZEROBENRHELIBZSICRED) RURBRBREHLRRY

FSLEE (RAEESHLZET) OBRFH>

7.8 MAERHUC L0 AFIO—HARFRE SN D T & F B MAENICITMER 5 NEENDLZ L,
AN G- W A I ST RS A & AT 9 5 MR & D AR, MEASHR DO T4 X
VT REEGRS A OFEITRIIC, TREZSZBICAFOH ARG ZEBETLHZ L, 2B, THRITY
Ral—valERICESERESNELOTHDLZ EnD, MK 5RITBEORELHEEIC
BTz L,
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BT O ARK B B AHN DA e H B i e - e
300 mg 1 [AllZ->% 300 mg MiAT# 60 4y AN
MAFERR R
600 mg UL _E 1 [E[|z>& 600 mg
SRR i e 300 mg UL I 1 |25 % 300 mg Wa1T 60 4y Ri

(fEER)
<REMREANES O EVRIEICH 1T 2B miNG >

1.1

1.2

ARANO AL DMK T UMl R8RS s & Mg PIc &R S 7z PNH AR ER (# 4
M) 7 a— 2LV, BHEOEMBIENHEREINDATREMENH 2 2, S 51T, ARHFI O i
PR T 2JRAE LT, BYE, IMESIZ X D HiAEE(L D EET 5, BHEOEMBIENFIL L
B E R OFRBT 5 Y A7 NEWEAICIE., I Z 3 25 Gl 72 4 51k 2857 GRIN) 32
CLEREETHDH I EETEERET DT DICEE Lz,

(TV. 1BFICET 2HEE 3. JHEROHE] O <REMHEERA~EZ 2 © U RIEICIIT 2 m
il > O p. 21 1)

PNH A& 2 %5 & L= EWN 1 K OWEs O BRI ERER ¥ 123\ C g NI OFEIE C© & % LDHAE I,
AENFe 5-BAA 2 WHITIXEFEL TR TFTD 2 EB3RBO LN, Lid> T, AR 5B
2 i F TICAFIR 512 X 5 LDHEOIR F 235588 B AR VERN K LTI, % ORE T 5-fkkt D
BHRERAT DLEN D D, EHNOEKREBROZDEAR 536 2 BlOF G 15 Tlx, b
MOFEFGITHRE Sl o 7203, AFHEGIC XD PNHARIMER (7 A 7T 27 v — 38800 510
T 5720, EimIZIIARE 521k LG ICEERMENELRRO 5N BENNEET
a0, BHBIIETE T T R D BERIZ OW T b A3 ISR LT L4 2 B 2 1 B 4
DIZDITHE LT,

<JEHERMMEFREMEMEIRTICH 1T 5 MR D ERESE OIS >

1.3

alUS B Tl AFIO M AFREIME T L Th2 22 IR K 0 ISP U 7= Al oo mil 50 S 23 fig b
Ens b, MMM EE (TMA) 233F L. aHUS JERSC TMA A X ks O FEIEIR DS FEE
LAREEN S D, AFIOMARENME T 2K & LT, YE, MBS EEBT 5, IHHL
TR % e S22 Bl 7o B G AN RS FEBICR G T2 ENEETH DL Z L ETE
BEMUL 9 5 72 DICRRE LTz,

(TV. BFICET 2HEE 3. JHEROHE] O <IEMBEE LM R R I81T 5 AR Mm
/N8 R O3 > O fiFER p. 21 ZHR)

<EBREEMRBENE (REIF DI VREFEIEEARIIMBERLEEICL EROEENRH TS
BIZBRD) >

1.4

1.5

EHTNG OBFE TR, AH O M PR IS X VIERERRBD DN D ATREMR H D720, K
FHIOVEBEFT X ORI ATREZRERIR 7 — Z IC D & | B GRRAETT 2 L OWE LT,
FEIBTE D 2E MG BH 265 & U T2 AH O 55 T [E BRI [ R R ABR. [ECU-MG-301 5Bk (REGAIN
B ] T, 13 L A EDOIRIRMISHI TR GPRMGTHE 12 H £ TIUEROBEEDRFF DI T= 0 AFH|
FGBAR 12 W% £ TIEROWEN RO bNRNWEE TIE, P ILEOBRFNLELE R, K
HARE LT,
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<FRHEVRIM 1 PREFAEEIREE (ZH T 5 Mz tERY/N M EFEE D HNH >

B
HBROESR | ARES HERE | HER | HROBM |HRTHIY FHBRE BEY | &BE
QL] HiRd
aHUS & & | C08-002A/B™ | st | B I# |AMURY | TARRS T4 T | TEFHMEEA : I/MREO | 1746 | 2680
ERMREL Tef F—=ToS5RL% | £k, FHEEE : LRZFH
T 3RERAE & eE H EIER EFEAb. MmigEsy mEiE
fEiER SEEHME, PK/PD,
C08-003A/B™| B4t | HE I | AHMERY | TRRARY T4 T | TBFHEER : MmN | 2041 | 26 38R
ek F—TUIRLE | MEEDA N +T ) —F
ek FFER I
SHETE B : MiRAA O B,
PK/PD. ftt
C11-005J BA |FI#E|APMERY | TORRY T4 7 | TEFHMAEEE - MIREED | 341 12 587
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SEAEN
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L kAR AR |C09-001r B\ | LhR | AMERY | L EARRS T | I/MREOZEL, mietEs | 15461 | FH 31
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17 5 PK/PD HEZESERER | BIREHEIERS - | BRA
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MG-QOL15
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<HAREWRARY FSLET (RERERLESC) OBETH>

S
HERD HRES HERE |HR | HROB |HBRTYs | FHEEE BEY |5
(k] D | # v KA
NMOSD & | ECU-MMO-301%%" | BA% | SEI4E | AxfER | EFALCT | TBIHMEERB AT | 1436 | BREXIIHBRET
FEERR BT 18 U&E BEERTIS |HERER RAC) HIEIZ| (5% | FT (BHITHH
ELEE HE . PK/PD | £ ARXERY | JHVEBERFITOH | BAAN | AHEREIEF
fE & 1B TREZE | M 1441) | ©)
B RAERER | BIREHMEIRE - HRIET
MEERHEICED
ARR. EDSS. mRS. HAI.,
EQ-5D-3L
NMOSD & | ECU-NMO-302% | BA% | HII4E | REIMAG | EERSHE | TEHEER : 39 45l | RHFIHY NMOSD £
BERR 2L 15 REMR | RARBR | AREIAEMHEICEL | (535 | [T HEREL
& LT3 HE UHE#ME. | (ECU-NMO- | % ARR BAAN | LT (BEORH
mIERE PK/PD 301 FHERD | BIREHEIEE : EDSS. |54)) | EHICHE-T) &
R #eratER) | mRS, HAI. EQ-5D-3L FSh, mRSh
XA | 2FT. XIIRY
fath | OEHHIMLOEER
55 FROLTH
AREVEHRET

(2) ERRREEHER

BEMEHER
<HEMEMREANEY OE VRIEICEH T HB MmN >
1) BEES

- C97-001-01 5XB& *® (%5 : Wgsts — %)

BRI Y v~ TR 32 BTk L, AAIZ 0.1, 0.3, 0.75, 2.0, 4.0 & Ur8. Omg/kg ., 10 Bz Z
Y AREZHRERG Lz, TORME, A EFEL L OERICHEE L-AEELO RN BRI, A
FfEL 77 A CRIBETHY . HHEEICHEE L 7-AEFFLBRTROHEMIBO e oTz,
BIER U o~ FBEITKR LT, AAI0. 1~8. Omg/kg HAIFARN I G- O M08 52N e o T2,

2) RE®RE
- C02-001 &XE& " (&% : Mo T — %)
I AS B 2R s e PNH JRE CL BEIRRE Y 7 F o OB 2% 172 11 Bl 2 %1512, AH| 600mg %
T 1 [E] 4 K L OV5 B 900mg 85 L, 0% 2 W Z & 1Z 900mg & 3 B, FF 8 HIEH LT,
ZOFER, ABNOKER 1T, PNHEBREFICBWTLZEEDSBERUENBRIFTH D Z EAVRENT,

6. AERUVAZ (R¥)

<HEMEBANES OE VREIZES T 2R M0mNE >

WL, AT, =7 ) X~7 (EfERzZ) & LT, 11E 600mg 25352 BthT 5, FRR 5%,
1 E OB TR G2 &OAF 4 BUERIERFE L. 2o 1% @RS 4 8 %) 26 1
[6] 900mg % 2 I 1 [\ o fIR TR HET 5,

<RV MM RESEMEIREEICH 1T 5 MM/ D EEE OHIH >
1) HEkSs
MM EE L,

2) RERS

VIL EENREICRE¢ S HA 1. MmhREOHER  (2) HRKMER CHEGB S Lo hRE 2) X
ERGRER < IESRPA MR PR EAE R I 30 1 D M PERU N I AE B 55 OB > | p. 53~54 Z2
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<RSREEHRAE (REYT 0T DREMIRERENEHIUET S SEROEENER S
IB3) >
1) BERS

DRI L

2) REESE
VI EW@hielcBi+ 53HHE 1. mMHRECHE (2) KRR CHERIAZLFRE 2) K
WA < E2HREEREE (GE 7 a7 ) o KREFERE O TmEE bREIC L DR o
BEHNHNERIGEICRD) > p. 54 B,

<BREHREWUXARY FSLEE RHBREHXEZED) OBERFH>
1) HEks
MM EE L,

2) RERS
VIL SEMERRICET2HE 1 MPREOHE  (2) BRRRCHRSALPRE 2) X
ExRGRBR <HUREEMR A7 b7 AEE (RMRFHREZET) OFETH>] pbd B,

EHFHIEAER
1) JFRBAMMRSEMEFEFBEICH T 518 CO HEER (5 - Wis 7 —%)

FE MRS M R B ESE AR FRE 57 151 (C08-002A/B 7Bk 17 5] ', C08-003A/B 3Bk 20 fi] ' C09-001r
B 20 ) ITHEREME - EICTHREG L TERMET =7 ) X~ 7B L EORMIARIEMELE & o
B 2 R CHIREZMET 5 2 & TRD7=, TORE, MiGHh =7 U X~ 7YRE & FAribehk C5 R
BE & ORNTITIEFITROFABIBIR R & 0 . JREEAS 50ug/mL Z#8 2 EAH-3 5122k CTlEhf C5 JREEIE
AEIZKT L, 100pg/nl ##8 2 5 & ilFHE C5 JREITE 22 o7, T3TD allsS BE T, =
7 ) X< 7 OIMIEF i/ NEE TH 5 50~100ug/mL 1%, B C5 B IC kT DIRIX RN ORI 72
P (91%~94%) I+ Thot (X) .

( VI sEp@hfglcBd 5B 1. MHRECHRE (2) BARR CHFEINZmPRE 2)
FAg ¥ GaER ] p. 542 M)

MEFRTY )XY TIRE & EBCSEE DB

o
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2) 2HRBEHBNEBREICH T 58 C5 [HE/ER (% : ECU-MG-301 38R (REGAIN 35R) ]
REGAIN SBR D~ 7 V) X~ 7 #5835 62 5] 57 5] (92%) 2B\ C, =7 U XA~ T HE#E %, k
7 7D KBET T T, b OERRMAE (FEHE C5 JRIED 0. 5ug/nL AJil) 23RO LN, F7o,
62 Bl 54 5l (87%) T. F T ZREDRKEE T X T THRREMEN R EF SN,

3) MEBEWRANRY bT LBFEICHIT 518 Co FAEIER (2% : ECU-NM0-301 3B (PREVENT 3Xf#)
PREVENT 3 20 D=7 U X~ 7 H B3 95 flf, (X2 TORBEITE N TR TORBEREOD fiE
T/ YV X~T7ORN7 7REORE R THRRMEOZHE, ERNP ORI FENER I N
(88. 4% T MyEH— 7 ) X~ 7N 116ug/nl #8, 95. 8% XM IE T #ERE C5 2% 0. 5ug/mL A,
92. 6% IXVAMIE MDY 20% Ai)

(3) HERKIZFERHAER
<HEMREATYOEUREICH T ZBMNGE> (B35 @ —% )
ARFN O FH B SRR R R BRI 5508 L Tz,
£ 570 L LT PNH R 50 BlLCx L, LLFOO~Q@0 3D G A7 ¥ 2 — /L& [ G- LTI
DI DEE 2, BT HAm » I 2 b—y g UiEEA AW THEE L, 35ug/ml Z#E x5 g
b7 7REEZMERTT 57 VAT OREELRDQ, HELVUAVERR L, REHOEYEE T
A—=H L LT, WHNETRL—7 0T~V Bk (C02-001 7B 7 ) 1281F 5 PNH B 11 fi)s H157-F
TNRT A= DOEER OREREREZE S LI, 21— a BT DDPK RT A —H 2T
L. BB XD MBI ELE S 2-a 08— M AV FETAZEA LTz, TORE, BITO®
HULIPA AL DY Ialb—va T T 7REIX35ug/nL L ETHY | B — 2 JREEIE, 600mg 1 1
B OEHIZBNTRLNEREZD TN ERIZEECH -, R Ialb—ra kb, mlik
PG REOEMMBIEREINTZGEDL, REG LU AL > TRERDERFOND EE X DI,
Vial—va VA LG LU A T TOEY Th b,
O 600mg Z i 1 7] 4 FMFEE- L., £ D% 600mg & 2 HH I &I b
© 900mg Z 1 5] 4 WMHE G- L., £ D% 900mg & 2 B Z & I b
@ 600mg i 1 [0] 4 BRIEEH L7=% 538 HIZ 900mg % 1 [A4%5- L, Z D% 900mg % 2 M = & 125
(PNH BT 2 BUTOHRE LY A V)
BALVAVREOHRL, =7V A~ TREZS3HIC b7 7E4) 35ug/nl PL EIZ ER-EE5
ZETHY, FNUTE - TERNTH D C5 MEIFREE & 72 0 R R IIH S b 72 R ERE
L 72 i VS L3 i v, REEO BFITIB W CEAMIRIHE T RIS AR ARSI 23 2R Sz 2
ED in vitrol®ILT v A CTHERE NI,
EHIRE LEGEO 7 VX707 VT 70 ATHERECHTH Y | EEENEW =D, C04-001
B Y. C0T-001 FRBR 1O K TN C04-0027 5B/ Z B W THEFFIIIC 142 A0 ERRE T U X~ 7%
B 5 L= a g ~ 7 7 BEO P Rlix, £ 72, 9pg/ml PLE 99, 2ug/ml PL_E K TN 82. 5ug/mL
PLEICHERF S u7e,
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6. AAERUME (R

<EEHMBRBANEYOEUREICHS TS AMmINE >

W A, T2 ) AT GRSFHRA) & LT 1 600mg 706 85 & PR 2. DI 2,
W 1 E OB TR S & &b aFh 4 EARREL, 20 1ES @EEE05 ORI 25 1
[1 900mg % 2 (< 1 [ ORI T ATHES 5.

<FEHELRMEREEEIREE(CE (T 5 Mzt I EEE O IhF >
VI 3Emp@hfelcBEd 2HE 3. REEFE (R alb—vav) @ir (2) "I A—2EHER 1)
PERIL, AFln, AT, (RE <JEBVRIPRI PR PRFEAEAE MR (38 1 2 AR TR N i A F T O B > | 2,

<2EREEHENE (REIJTDOTY VREFIFEXIOBRAEEEICL IEROEENRH LIS
BICR5) >

AHN D BSOS PRFABRITER L TV,

BHER PK £ 7L K OHER PK/PD BT L2 HWEZY 2 2 Lb—y g 2 h 0| BRIk ElET 57
WOHET Y Y X~ T IEE &2 K E LTz, ECU-MG-301 5% (REGAIN #XBR) o % « & (900mg/1200mg)
TlE, BET Y )V XA~ T REOREZE 2 - BEHEOEAIL8T% ThH - 7=, —J7, C08-001 RERD Ik -
& (600mg/900mg) TIE 78% TV . HEIAMEDRH R MG B 1Zxd 5 A 900mg/1200mg $ 5-1X B 4T
TR BB E IR 7 0 > RISV RE T,

Fo, b7 TREORFET T TRAMENZRICHE (=7 b U RMEREMIEED 20%AK5H) Sz
AR5 BT, REGAIN BBRIZI T 62 il 54 5l (87%) T 7Dkt L, C08-001 FERTiX 13
B 10 61 (17%) THY ., FiRDOT I 2 b— a v OfERE &I 5,

6. AZERUVAZ (R¥)

<2£BUBEHENE (REJ/ DI VREFHIEEAREMKBFILEE L HEROEENEH IS
BIZRD) RUBRHRBEHARRY FSLEE (REeREHEXEET) OBXTH>

WH. AT, =7 U X~7 (%) & LT, 11E 900mg 75852 BlaT %, FIEF 5%,
1 [EOME TR G 2 &4 4 BUEHETHEL, 2o L #Eg (@RS 4 8% 25 1
B8] 1200mg % 2 2 1 Bl Mk CAFFHET 5,

(4) IREIMIERER
<EEMREAES OE VREICE T A MmN >
1) BMMEREERER
- C04-001 5E& (TRIUMPH &XER) ® (&%  iEbhs — &)
BEMER B D 7 T OBFE A 52T 7 PNH B3 87 5l (B¥E/ %k @ 35/52) ZXIRICEAEALT 7 AR
MR T EHEREBRSRILFERBR 21T o7 (77 v R/ AREIRE « 44 51/43 1)

HBRTYA Y | BEAL. TIERRE, ZE5HKR. ERNSERARKR

PIE 3 BEIRRE TV F L DEEEZ(T7- PNH BE 87 6 (B1E/% 14 - 35/52, 75 tREE/ARHIFE - 44 451/43 $1)

1. 8BRULDEE

2. RIR1EBETHD 12 » ARMIC, BOXIFEMICEELERTOLECES 4EULEOEMERZTT
WoEHE

3. 7O0—HA bAMY—THEIELE GPI(FTYAVIWKRRTZFIIA/ Y =)L) RIEBFMEKY O—
V(24 TIMHRE) A 10% U ERH SN D ES

4, ERIEEOVLGC EL 14 BRIOBET., BEXEIIFUBRSEZTTNSES

FUHEANEE
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2)

5. kiz 1 HBXEBRBHEMFONT NN T, IDHENREELRO1.5FDEE
6. Ek 1 EEXFERHEPOVTIN T, m/MREEA =100,000/mm® TH S EE
%

1. BMmAT 12 » ARMOAES OE VEQOFHEA 10.5g/dl K UEWEE

2. kXiR3EEDKRRT, FBMHMERRERIZORNLSH S LEMICHESN-EE, HHVITERME
HMEREOERE

3. EIEHHEARBERIZDORVNHIEE

EHBAEE (4 ERIEBFEFTO 0 BREIIC. OHERIZSM LU=, FAERPOHRE - #4385 - FETHERZZI:
CELHDLESE
5 HEXAEMEAEOBREENHDIES
6. BEICEWBHEEZZ TN HDESE
%

SER ik TSERIGETE, 5EHREL. Z0%. 2:8IC1EEE5, AL 600mg 28 1@, 4@i%E5L. 1:8%
R I2900mg % 1 @5, D%, 900mg # 28I 1 EikE,
pid ]| 26 B

ANEJOEUREE* RURSHR D CEHM L =8 E 7R M Bk 0> # i B 7 3%
FEFMER *  BRBFIIBNT, BRSBTS T ARNBEOANES OV EZRAMNBRTESL L, BE5HMPICATESOE VE

AHMMBREEE LAY, N OEMEZFEN S BEICANETOEVRECNERSAI-EER

Bl R ETifzE B

Epmn[EE, LDH 0 AUC Z$54Z2 & L7=i&m. FACIT-Fatigue X —JLICZ& % QOL

FEHHE
AESOEVREL
AESTOEVRELRIE, RFIEET48.8% 21/43 ) RV TSERET 0% 0/445) THY . AHFIE
IZBWTEHEITER SN (p<0.001, Fisher MIEFERTE) o

5 MR ICE M L =B EFR Bk 0D fn 8 {1 3%
BERMEBRM MBS (hR{E [H/ME. ZKE]) 1. TS5 ERET 10 B [2 Bz, 21 BEfg] .
AFIFETO B [0 B, 16 Bfz] THo71= (p<0.001, Wilcoxon DIELIFIIRE) o

Bl R T
40 1t [0 8¢
2 26 AR ORBRYMICH T2 TELEMmMAEFER L-BEDBEE. AFIE 51. 2KV TS5 ¢
REE0%BTHY ., RFIZL > THMEBNEEIZARETH o= (p<0.001, Fisher DIEFERTE)

LDH fE® AUC #1542 & L1=iAm
LDH AUC o rhR{BEILAFIRE 58, 587U/Lx BR U TS tREE 411, 822U/Lx BTHY . FHFIZKEIZK >
THERBRMMAFEIZERR L= (p<0.001, Wilcoxon DIERFIEE) .

R
FACIT-Fatigue R 5 —JLIZ &k % QOL
FACIT-Fatigue sHMEREZHIEL LE-EFRATIE, TS5 RBELLEBELTAIBIZBVTEEY
EmARO LN, BEFOEELGREINTRE STz (p<0.001),
FACIT-Fatigue EIMEIREXRAT7DR—X 4 UL DHREOERE (ITT £H)
B 0 3 12 20 26
AHF (N) 0.0(43) 1.0(43) 2.5(42) 2.0(36) 4.0(41)
FS5tRN) 0.0(41) —1.0(41) —4.0(40) —2.0(36) —2.0(39)
pfE*® 0.009486755 | 0.000223327 | 0.010848814 | 0. 000001736
a: Wilcoxon MERIFNFRTE. ITT:intention-to-treat
El{EMA
BIERARREEIL. AFIRSET55.8% (24/434)) TH-o1=, ELEIERIE. 58F (32.6%) . fE
B, BERIR, BiALRR, B, EREEE (£4.7%) Tho1=
REMHER

- EMERFRELER : CO7-001 FXBRX (AEGIS &KER) '”. E07-001 FxE& [CO7-001 FXB&X (AEGIS FHERDH#EHE

BER)]

BERE U 7 F o O Z 5T 72 PNH 8838 29 6] (BE/ 4otk 14/15) xStk 4 — 7 23k

B (C07T-001 #BR) 21T -o7- GREAEZE X TV, BE B B IEH

5. R (7)) T OflL p. 44

ZM), 29 Frh 28 Bl (96.6%) 12 1 UL EOAFERBEIL, EHIRT 125 fFOFEERDHE
Shic, EERAEFERITLFOBETIARIAL, LCHROCAEEERICL 2T ILOBHE L2
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o7z, 29 Bl 27 1] (93.1%) CRIEA S 4, T O8N (51, 7%) . sIHAZK (37.9%)
FOEED (20.7%) % Thot-, RBRPIC FEMA FS, EELWM, BERSERYES XV M
RO Lo T,

C07-001 FABRICIHNT 4 HE DR 7 U —=2 7 W O 12 @E OG- MM 4 56T L7z PNH 8% 27
Bl % 2 FE MMk 5 U CREM L7z, 27 5l 26 Bl 1 Ul LR EE G0 EE L, SBREIR O 5 )
D 12 BT, 27 Bl 26 £ (96.3%) . AERHIM A% O 12 B TIX 27 Fid 1141 (40.7%) T
bole, EELAEFGIL 12 FIOBFETRIAL, HEHIROAEHEFRRICL P ILOBE L R)1o
Too AMBRPICEREME FS, ERQRWM, MIRREBRIYEAS N2 FbRO N7,

- BYVEREREUER - E05-001 EXBR [C02-001 5XB% . E02-001 5B °“. X03-001 E%. C04-001
SHER (TRIUMPH 3%XB%) ®. C04-002 5%8% (SHEPHERD :XER) © Dik#iik5itEx] 2°%2%®

WESATIE PNH Z %1821 C02-001 78R V. E02-001 #&B& °, C04-001 3Bk (TRIUMPH i&%BR) ¥. C04-002
FRBR (SHEPHERD #BR) ¥ 3K 47z ([V. JREICET5HA 5. HRAE (1) KT —4 3
v = BB REANE 7 1 B URAEIZ IS T B TR A > BRAR B ) p. 25 ),
IO ORBRICSI L A% B2 PNH B 2 xR L LT, FBIHE, 4—7 0 7L kil
AR (E05-001 3ER) 21T o7, 1 UL EOFFEFRINWE S BT 195 617 194 41 (99.5%)
THV, 754 (38.5%) (2 1 UL LOBEERAFFERPHRE SN, JETD 4 FleRkE S n7n, K
& DR BBRIIEE SNz, AEFRICLDFIEN 5 FIRE ST, BEREARFERYED 2 FIR
L7,

- E02-001 5XE& (C02-001 5B 7’ Dikfnix5ER) ¥
HEBTHAY | ERZBRREAA—TUHR
&R C02-001 RERICHWT 12 BRI DX E5HARMZ5E T L= PNH &3& 11 41

1. C02-001 EXBRICS M0 L =8 AN E 74278 M4 PNH B &
@6 » AALIFMME PNH (2B L TH Y &l GUERET 12 » AP A< &4 4 B EO#IM) NN E
IREE
FRAANEE Q@GP1 &igFMmERY O— 2 (>10%DFRIERT CD59 Ri8) NRH LN B EE
2. 002-001 SHERZRRE 10 MBFETIZTARTET L. FHREIZEDART 1 v bAF LA EHRE
EEMA I L= BE

%
1. BEHEHERIBEXEZZORVAHLEE
ETUBRNEE |2 BRICEUBEERTECELNHLHES
%
®’E5A* %) 900mg % 2 BIC 1 B =EFHE
&5 HM 52 jEFE (C02-001 EXLER M o #tde L T & 64 3ER)

TEFEERAR | FRELTLEL

Wl L RERMBROBEME, AETOEVRUAT LYy FOEL, BFMOIEE WK FBRE. /\
BRI B FrJOEY, LDH, EYLEY)DELE. EEOEKKR FHEFEIEE TORRE, EORTC ALA-C30 dR—

274 ohbDE
B R
At | EMR5ISAVTRMEHE TR CBMERD L LS EMHEABHEL, ChIHE->TRESRDL, %
- RS Q0L 2217 DUEA I L1,

Lok TRTOBEICAEERARO oMz, EELHERRIFE02-001 HERICH LT 1419, 19) IZRBRL.
002-001 BAER &SI D& 3H1(27.3%) THo 1=,

32



6. AiZRUAE (R

<HEMEBANES OE VREIZS T 2R M0miNE >

WE. RAICIE, =27 U X~=7 (L) & LT 1 A 600mg 2DHIS2BAT 5, WIEHESG%,
1 E ORI CHIEIE S 2 & O A5 4 BAEEE L, 20 1ER% @R 5225 4 B8 %) 225 1 [E 900mg
% 2381 1 | oM TRFEHET 2,

- X03-001.7001A &t8&8 (E02-001

HER S ORI STHER) OO

HBRTYS Y | ERSERIRAS—TUHER, RPKSHER
FoE E02-001 FHERICH WL T 52 BRI DIx 5 HRI £ 7 L 1= PNH £& 10 41
1. E02-001 BXERIZSmM L THERZR T L =BMmAWME QM PN BE
ELMANELE | 2. X03-001 BHERZSET LI=BEHIEAFID | FREMBEIR 5 EIER (X03-001A FHER) IT@EHE & L=
%
1. BEHEHERIBEXEZZORVAHLEE
EUBNEE |2 BRICEUBEERTECELNHLHESE
%
"5 HE 900mg # 2 :BIZ 1 [B] = iEEesE
5 1A 104 5EfH (X03-001 E:XB% 52 & FE & U2 D X03-001A &X8R & L T 52 :@FH)
FEFMHEER | EELTOLEL

BIRETEE B

Wl L RERMBROBME. AT LI Yy FRUAESTOEVOEL., BAILOEZLDH, EYILEY)
DEAL. EEOEE (10 REDR7—ILERAWT. REE26 &FEHR) (X03-001 XERDA) . EORTC QLA-C30
A7

otk

Bl R ETTE
EHRBREIZAVTANFERETRUVHMER D E WS AMEAFHEL., ChITE-> TRENBEDL,
T-12EEREED QL R a7 DHENFHE L=

R
Tett

X03-001 SHABRTIL. I XTHEH (100.0%) (CHEERARO oIz, EELGHETERIE 1 H109.1%).
PEEXIIEE 6 51(54.5%)THY ., FLERUETLEEEEEAN ST, X03-001A HERTIE, 9 4l
(90.0%) DEZBICHEZZARBO M=, EELHEERIT 3 $130.0%). FEEXEEZERK 5
(50.0%) THY. PILEBERUEC LEBERFVEN O,

6. AZERUVAZ (R¥)

<HEEMEBANES OE VREICHS T 2R Mming >

WH. AT, =7 U X~7 (%) & LT, 11E 600mg 75852 BlET 5, FIEF 5%,
A 1 FEOME CTHEEE 2 & 0AR 4 BARFEHFEL, 20 1 BEE @IEERSE»5 4 88%) »5 1

[6] 900mg % 2 32 1 [ DM Tt 5,

- 004-002 5E% (SHEPHERD &%) *

HRTTA

SR FRA—T 25 NILHER

&

BIERE TV F o DEEER T PNH EEH 97 1

FHMANESE

18mMULDEE

6 7 ALLERTICPNH &S N-BE

70—YA kA RY—THELT GPI RIBAFMEKS B—> (PNH 2 4 TI) A 10% U LD EF

BE 2 FUNIC, EMXFEMBHEFERD-H 1 BULOBOLNALETH->1-EF. XITSEDRM
EPNH THSH A, BAMGEFICEIVANERFTLRNES

5 R 1EBFETO 12BEUARERY V-V THRIZE T, LDH AEEEEEHE LR UN D 1.5
BULtoEE

N

%

TR EE

1. m/hRERAS 30, 000/mm® 5K i

2. kiR2EEDKRRT, FBMEMERRENTORVLH S EHARBEEMALI LI-EE, RITBH
HERLEEDRE

3. EIEHHARBENEORVLHIESE

4 BEICEHBEEZZT-CLOHDIEE

5. R Y—Z T FETH 30 BREIZHORRIZSML =, 5 VIIFEFEPORERE.

CRRER T ENHLEE
6. REXREMKRBEORETENHDEE
7. kEE2EE® 14 BRIECICHEXRE TV 7 U REBERTTOEWVES

BB IEFE
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®’E5H*& ARFIIL 600mg 258 1@, 4EHZS L. 1:B#KICI00mg % 1 BlIRE, £0#%. 900mg % 28I 1 @E%S5,

B5 4 52 ;84

FEFHMIAE | LDH ophR TEFE (LDH AUC) Z451R & ¥ A M

BIREFHHIE B LDHDAR—R 54 UhbDEILZIERE LiEm. FACIT-Fatigue FFBIREZ481E & L1= Q0L

i
RNR—ZRS54M5® LDHEDELED AUC D R{EIE—632263.5U/Lx BHTHY . AF|ICk > THMENR
BMAFEICER L= (0<0.001, Wilcoxon D FSHIERIFIRTE) .

Bl T
LDH DR—R 54 oo DELFIRIZ L LA
HtE RNR—R 54 VIZHI1T5 LDH o R{EX 2, 051U/L TH Y . AFI#% S 52 BEF(Z1E 269U/L IZETHEIC
BT L71=(p<0.001, Wilcoxon MEFEIBERFIEE) .
R
FACIT-Fatigue sTlIRE #4542 & L 1= QOL
EHFAAT7DEHELEL, FFIRS 1 BENMOGR—RSA VL VARIZHEG.6) L. ABHMZE
BLTCHiEFSh=, %5 52885 12.2 TH 1= (p<0.001, Wilcoxon DFE(HERFIRTE) .

97 ek 95 %1 (97.9%) IZ 1 LU E DB ERZRABE SN EELHEETERIT19451(19.6%) ITHRE L.
Bt 698 #4(72.3%) DAEEEROEEEIBETH 1=, RERELNSN-L-AETERIT. 5ERE 51 F
(52.6%) 94 4. SIREAH 31 1 (32.0%) 44 {4, ESEREZE 29 41(29.9%) 35 4. Fil» 20 45 (20. 6%) 39
HTHo=. MMOBEROFEREFTART 20%UTFTH 1=,

Tett

<FEHELRMEREAEAEIREE(CE (T 5 miz Ry I EEE O HhF >

1)

2)

BN PEIREE A ER
AR L

ZE2MRER (% T —4)

AFN 5 HAM O g fE 1L, C08-002A/B 7R TIX 38 HW (#iPH 2~64 3#E]) . C08-003A/B #ER TIx
40 JEfH (#iPH 26~52 JAE]) Th o7z, allS Z x5 & LIZBRKBR CORJOZ 2T v 7 7 4 v
%, PNH CORFKERER & 2RAIZHEBIL Tz, alUS iBR CTlE, AFZEGICE D - &b 7
AEFERLE, PR, BER, &M, RHZOEIECTH - 72, PNH OARFIE G5 & e, alus Tk
BRI < . BIENEL BTz, L hax~Lr 5 ¢ 77 C09-001r @RERD/NEEE (N=15 ;
12 JAG) OREMNT 77 7 AT, AN FOEEE LEEL T,

- EINER R ER

3BIDAARN aHUS EDZEVET 1 7 7 A WTRHRINZ2 & DI 727> 72, HARN alUS B D44
P7v 7 7 A E, RKEIZEE LT HARANPNH BEOREMNET v 7 7 A L EFEPMERRD Hit, &
RO alUS M iBR TR b2t 7 e 7y A v e —BHERRD L,

<EBREEFEINE (REJOITY) VREFHFIFEIIMBERLEEICLE ZDERODEENEH LIS
EIZRS) >

1)

AR ER
- FEMHERE RS RSIER - FCU-MG-3015%E% (REGAINS(ER) '>'©

HEBRTHA BiERL. ZEER. T ARRR. SHERARLITHBARR

PIE 3 HAMOLHT NG BE 1256 (KFIXER/ TS5 RILE8 - 62 451/63 H))

FUHEANEE 18 mLE
- 25TN6 E2W
MFEFMRETI7EF/ILa) VREK (AChR) Hkh 5K
- MG-ADL #8RaAT7A 6 7RA v FLLE
- REEEHENEARME MGFA) ERERSENAI S RI~NV
1 FLUECHEYVEROEENG ONT 2 BEUEOREINFEHR. X% 1 ZEL EOREIHF &

F(C4EUEOMBRBFEX (ERES O T VERTRENEY
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TR EE

- MIREX X ZOMOMRFTENDOREERT S8F

s R Y—ZUTRI12 5 BURICKERTER £ iE1T L - B E

- ERAREY MG (MGFA 2489 5 R 1)

- SUALEETABEURNICRES O DY UEHEREERITEE
- S US LT 4 BEURNICMERBREZT-BE

F R Y—ZUTEI6 n AUAIS) YR IR T EREENTEE

HEEAE AFI900mg 2@ 1@, 4BMIKRS L. ERE 4 B%MS 1[0 1200mg # 2:BI1C 1 EES L1z, Fi=.
TFTENELSE NG DEERMECEZELEEA. LAF1—AEETELE, DG 2 ) —F, QEED
ERKIEE (RSN OERID MG-ADL IBE (5] : &EE. PEIE. WET. MRk, EEOHA) OLTFhH T,
RATMIKRA YV PABEXRF2/RSA Y FULEDEE] | QFAEN., LAF1—EEREERLAL
LEEDEBIBIRICESOIND L LGS

B 5 HAM 26 SE RS

FEFMEEE 26 5BEFZFF2 MG-ADL MR AFTDR—RS5 A4 U HDELLE

B REHEIER - 265EBFICEITE M IMRIATDR—RSA UhbDELLE
c LARX 1 —AELE LT, 26 BBEIZHE TS NG-ADL BRI 7AR—ZRS A uhd 3RS > FULEET

L-BEDEIE
CLRFXa—AELELT, 60 BRICETSMEHBRAITRR—RSA UMb 5RA > FUEETLE
EEDES

26 BRFICHFTANCHRAATDOR—RSA4 UhbDELEE
< 26 BMEICH TS MG-QLIS HRATDOR—RASA UMb DEILE

fEMTETE BAtED R
BIXNEREHIE. BEALINTAFZ 1 BULEESEIh, R—XF54 VRUR—X T4 VLREIZ 1
LA E MG-ADL DEFEA TThh -2 BEE L1z,
MG-ADL @ (A, QMG, MGC. MG-QOL15 MRIEE [ZDULVT, Worst-Rank ANCOVA #4T->7=,
F71=. MG-ADL. GMG. MGC. MG-QOL15 M&ZFEMIBERIZ DT, REIFHEDFERAEZHAEE L L-REA
EETIVICEBBRESTESANCHE L=
FRNZHEE L= MG-ADL (2B T EHR—ZX 54 b DZEILED Worst-Rank ANCOVA s =, FHHZEL=E
DOHEMEICEALTIEIZBELD p EZEH L=, 8. ANCOVA ST TIX. 26 BEDRAEEZHTT S
LOCF f&#r &AL =,
Fl. FERIEFRRGTO AL MGY ) —ERBR., LXF2—ABOERE. MGEKDEL) 232
- B E &M % FRLIZIERLT (F post-hoc fEMT & =M L 1=,
LARU S —DEIE L. MGFA 23 TERI L Cochran-Mantel-Haenszel (CMH) #&FE Z#AULNTEHE L 7=,
RO
AFZ1EULERSE SN -2EEEREUBTIHNREA L LIz ZE2HET—2 OHETFZRARNTIZIE SAS
version 9.4 #R\L\f=,

R FEFFMEER

*MG-ADL BRI T DAR—RX 4 UhLDELLE
FEFEEETHEIR—RFA VITHT 515 26 D MG-ADL R IT7DELLBRETRDES
YTHY., TS5 RBEFRRNBOMICHAFHICHERELENRO T,

E
MG-ADL#2 % = 7 JaHE, Wor st-Rankf#r®
p%s #5268 zieg | VAN TR mee | mmwee
9.9+2 64 | 7.0+3.36 | -2.8+3 07 | 62. 2455 40
Ioufe | 61 1) (51) (12 S okl BT
9.0(5,18) 6.02,16) | -2.0(-8,7) | 43.5(1,178) [-28. 90,
10.3+3. 06 5.6+4 11 -4.7+4.20 | 95.7+71.50 -4.23]
AHIE (56) (56) (56) ®) 5. 2((;—*2;‘ 42 | p=0.0089
10.0(5, 18) 5.5(0,15) | -4.5(-15,4) | 99.5(1,174)
3 TH PEREPOERE GRGOR T8 PRE GIVE, FAE)  LAF BREREE Lon o EE R
b AR LETOmE (8) LB SSERERs (b ki (ENEBAW)

c) X1 —ARER-EEER (l/x#l—,uﬁima ’Cd)EI%SUJ"fﬂL\JIE) QLARFX1—AMEMREL LGN >1-E
& (&5 26 ED MG-ADL #8RATFDR—RF4 U bDELE (LOCF) [ go(&ib\ll\éunﬁ DIEETEEICH L TREIR
{_LfJ\bﬂE{_Lﬁ’lT’EfTb‘ ZOIEG Z BT E L1358 R U MGFA 748 (9 5 R 2a X% 3a4a2b X% 3b./4b) % EF. MG-ADL
BRAATDR—RSA VEEXERE LERDBPMETILIC §o<ﬁ #

d) IEROFRETYEHZERE EIWPMETIVICE D) FHEGIZD

e) LB : BRZE. hE: BREZ 0 BREBEXM. TH: 2¥Faﬁkt§x0)p1|‘§

Frz. M6 BEORERVLAF 1 —AREZTTICERELICEKYVRHATLEL-BEOEELE
B LT, BEMICIBRM FAHEEZEE L= Worst-Rank BHTICEWVTH. A—X T4 vIcxtd 5%
5 26 B0 MG-ADL 2R a7 DELEICONT TS ERE L AFBOBIHEITFMICERELENR
Hoht,

MG-ADL#4 R = 7 @) BRERAOA A2 RD) Wor st-Rankfz#R)
R—251v| #5268 g | wyu—t | KREITE ge) | Emrsd)
% A = BERUS u—_cfj' IEfsze AILEER
— | 99x264 | 7.0£336 | -28x307 62. 2655, 40
i) 3 &1 1) 0 (1) | 70244
™ 9.05,18) | 6.0(2.16) | -2.0(-8, 7 43.5(7,178) 127 80 -5, 92]
10.2+2.98 | 56x4.02 | —47=423 | 127.0 80.776.64 | 5 g4 46| b= 0.0160
A (55) (55) (55) 0 0) &
10.0(5,18) | 5.00,15) | -4.5(-15, 4)|127(127,127) | 58.0(1,174)
9 LF TEECHERS RO TH SRE (BIE EXE W7 FEERET AT mEEs
BEUT 26 BMORAES £ T u:,h% EAT S e PO L e bl 5 S AN E e | 17 +
b A b2 COMM (B LE FRlrEARE (BLHE) TR DRl (BIME BAR)
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9 B5 X BETIRE L LBERE FLLULBFTORMNGN | 2UG ) ) —GERG LI BERE (67—
CREZTORRAENIR)  OLAF 1 ARABIBE,. XEABETIEL-BENS 5L A% 1 AROEHREI
ZLTHLEEEA(LRFa— ,nﬁ%ﬁﬁﬂﬂliqﬂtﬁ(rﬁ DARNY A HEEEICIFERCRB LA ETORBENEVIE) .
QLREaAmERUAL TSR NIABERLLLBEOS LA _BRORIELRLEL L Bp o EELT
(%5 26 BD MG-ADL AR a7 D N— UhHNEILE (LOCF) [CEDKHENNSWIE) DIEBETEEICHLTREIR
A B B (24T O A TARH L L CREER WA S BED S D, ok PO R S T G hEs
ELRRADMARETIL )

O BBESLLIBEDS LR E A ARORIRLLHLT BB EKE

o) IBDIET B +iEAR z(tﬂwﬁme»:§o<>gﬂmw&>

P LB HRE. hER HRE0 5% EERAT. T : BRLEO p B
IR EHEE B

QMG RRATDR—RS A UhLDELLE

FEHIIZBERE L 7= Worst-Rank ANCOVA [ZE VT, MG X7 D 26 BEFICHITER—ZX 514 Ui
DECEDR/N_FFHIERLITAFIE 54.7 (SEM4.5) | FS5wKRE70.7 (SEM4.5) TH-1z [&

IN"RFEHEROZE : —16.0 (95%IERRME - —28.5, —3.4) . p=0.0129] ,

-G MR AT ICLBEHED LRAR Y F—DEI&

26 BBICLRF1—ABEELELET . hDOWMGHRRITHASRA Y FULHELEZEEELR
RUF—ELTHBLIRER, LRAKRO S —DEIGIEAFIE 46.2%, TSR 19.0%THY.

AEIWTEETH o= (p=0.0018, CMH#RTE) .

- MG-ADL # XA T7IZ & BFHHD L AR —DEIE

26 BEICLRF21—BBEMELET. MDOMGADL BRIAT7HA I RSV FULERELI-EEE
LARUA—E LTEHE L8R, LARU T —DEIEIEAFR . 1%, TS5 39.7%TH

Y. XFFETEHETHo = (p=0.0229. CMHIRTE) »

“MECHRRATDR—RAS A UhLDELE

FEHIIZBERE L 7= Worst-Rank ANCOVA [ZE VT, MGC X7 D 26 BEFICHITER—ZX 514 Ui
DELEDT/N_RFYIERL(LAFKIZE 57.3 (SEM4.5) . TS5 ERE 67.7 (SEM4.5) TH-1- [&

IN"FEHIEROE - —10.5 (5% XM : —23.1, -2.1) | p=0.1026] ,

- MG-QOLIS R AT DR—ZX S A U b DELLE

EHTITEERE L7z Worst-Rank ANCOVA IZ&LNT, MG-QOL15 #88X 37D 26 BEFICHIFHR—X T4
UHhLDELEDR/NZEFHIRRIIEAHFIE 55.5 (SEM4.6) . TS KREE69.7 (SEM4A.5) TH

of: [RIN_"FTFHIERDZE - —14.3 (95%ESRXM : —27.0, —1.6) . p=0.0281] ,

FEER

AREIBD 53 4] (85.5%) RUTZARED 56 4 (88.9%) (CHEFRMNRH LN -, FAIMTH
HoNf-FREERRIEL. TEHE 10 5] (16.1%) . EXEREZE 10 41 (16. 1%) . SIBEEHK 9 I (14.5%) |
B8 (12.9%) . THI8HI (12.9%) . BEMHT|AE6HI (9.7%) THot=o T RHETR
Honf-EREEERIE. BHE 12 4] (19.0%) . ESERSE 12 6] (19.0%) . EEHENE 11
il (17.5%) . SMREEH 1045 (15.9%) . Bl 9l (14.3%) . THI8Hl (12.7%) THofz. E
BELAERRIEAFIEHD IH (14.5%) RUTSERED 1841 (28.6%) ISRBH LN, BEFHEAN
fE [AKIB 50 (8.1%) . T5ARE: 84 (12.7%) 1 . FK& [AFE: 24 3.2%) . 75
TARE 0] RULRERSE [KFIFH 06, TS5ERE:26] 3.2%) 1 ETHo1=., HE5F
LITES-BEZREXFHD AGICEHON, MGV ) —t., BEFE. §RE. BNETH-

fzo ABRHBARICHRTH S WTHIERERRPEORBE LGN o1,

MG-ADL : Myasthenia Gravis Activities of Daily Living profile
QMG : Quantitative Myasthenia Gravis score for disease severity
MGC : Myasthenia Gravis Composite score

MG-QOL 15 : Myasthenia Gravis Quality of Life 15-item scale

2) REMHR
- ECU-MG-3025E% (REGAIN#:%tatER) '

HERTHA FER. SHRERHE. EFRLR. MR

& REGAIN FHERZ5E T LI-#AMDE SR NG BE 11745

EHMANESE - REGAIN HERZ= T L1-BF

EFMICHEL LA ERET S &,

RO ATREEA H H LT, IREE (IFPE MIERHERIBRILEY) OBEMSRETHD
c&, BERBREDIC, HRIAMPRUREDERRR S » AlchizY . BHTEEENS<.

EANCT) 8- - KFEBENHDHABTERICLY REGAINHEBREPIE L1-BE
IR, RELP. RITHBRBERICEERET SEAOH S RH
CAELTVRWEERARREERT 58F

BEOFEICHEERIZTT EHBENIERK

FRVRB NI REFFZEFTND VT AL ORMEISH T 2 BMEEE S EE
-HBRELUEMICE ST, BEEORRSMEHFE2BNAH S, BEDOIV RV EEMES LS. XIFE
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HAEBAE

REGAIN BERDERMEZMIFT 27-0. £BENERT TRESNHIEALZR D X THERMFEY
BT LT=. ERTOEABICEVTIEIAHK 900mg %38 1 =, 4 BREIXE. HIEZS 4 8% 5DH
HHAC(E 1 | 1200mg % 2812 1 B 5 L1z,

B HiR AFIDNHAEDEER NG BFICHT 2AEBREL LT (REOBRFZEHICH-T) ABSh, mlRSh
3FT. RIFRE4EBOVThhENHOHRE

FEH HAMOLBRN BEICHT 2AFOEHRLHETMET S

AMEOTHEER | TETMEIEES : MG-AL BRITFDAR—R 54 UhSDELE
BIXREEBEIER : OMG, MGC. MG-QOL15

RHTETE ANt DR
MR ER D FAS (REGAIN ##iAER CTAKIZ | UL S Sh-BE T, AFBRESRICHEDMETMEE 1
B LEZF-25H) 2RVNVTEMEZET L.
KD 2DODRN—RAS5A 2,
(DREGAIN ###55 B8 XR— 2 5 > (REGAIN ###z5tE% Day1 OFFAM) .
(QREGAIN SHEEX—R 5 1 > [REGAIN REEOEAMMEDBIT TRV A—X S5/ > (Dayl) ] . 2ZHWNT
fEHT L 1=
RO
BGABO LTS MBI RER REGAIN #GHBTAFZ | @ LTES Sh-88) 2RAVT. Rk
HRE#E L TR 8T L1

w2 AN T B EE

MG-ADL #3 2 21 7  REGAIN BN —RX 514 U5 DELE
- MG-ADL R I 7 DHEBIERDERDEEY THo 1=,

TSR —AFIER A —AFIEH
ol A7 EtE ol Bxa7 k=

@@Mﬁ;ﬁ 60 9.9+2. 60 56 10.3£3.03

T8 60 6.0+3.85 | -3.9+3.75 55 534394 | -5.0=4 07

PR 60 5.1+3.74 | -4.8+3 73 55 5.5+381 | -4.9=4 05

12 & 60 5.2+325 | -4.7+3 39 53 5.3+3.50 | -4.8=3 38

26 58 55 4.7+3.20 | —4.9+3.20 9 5.1%3.77 | -5.2%3.77

20 58 31 3.8+2.76 | -5.7+3.55 29 5.2+4.22 | 5. 1=4 65

52 58 20 4.3+3.06 | -5.3%3 24 20 5.8+3.75 | -4.4=3 53
?i%'ffg%ﬁ) B 60 5.24+3.97 | -4.7+4.24 56 6.144.36 | —4.3+4. 11

THEEERE

LOCF: last observation carried forward

At RIRETEIE H
DGR ATDR—RASA U bDEILE
- 52 A D AR5 HAM %18 C T, REGAIN 3KE& D 26 ;B H L FIEED MG B R AT DR—X 514
NoDHREN—EBELTREDONT=,
* TS5 HR/AFIETIL, REGAIN SHEEDARKIZE LRI, NG RRX I TICERKRMICEKROHHHE"
N1 BAEORHMSRBHONT,
*AMGRR AT DR—RASAUNLDERA Y FULEDHE
TS ER/AFIETIE, QMG 2R 37 D REGAIN #EHBAR—X S5/ U o DHEN 1 BEDOEH
MoBOHLN [TEEDFEHE-2.3 (95%CI : -3.31~-1.37) . p<0.0001] . AENEX 528
[ZILEDTEHIE-4. 6 (95%CI : -6.06~-3.12) . p<0.0001] = T LT-.

QONMGC R AT DR—RS A UHhBbDELE

- 52 B DA% 5 HAR %8 U T. REGAIN 558D 26 ;A H L FIEED MGC R AT DR—XS514 >
NoDHREN—EBELTREDONT=,

+ TS ER/AFIETIE. REGAIN HERDOAFIE & RHRIZ. MGC LR O TICEERMICE®RO H EHE"
NERHLNT=,

*MGC R ATDR—RASAUMDDIRA Y FULEDHE

- TSR/ ARFIFETIE, MGC #2237 D REGAIN FEHABAR—XS A4 U oDHREN 1 BEDEY

MoBHON [ELEDTFHIE-3.0 (95%CI : -4.25~-1.71) . p<0.0001] . AEMEIL 52 8
[ZLEDTEHE-5. 1 (95%CI : -7.38~-2.85) . p<0.0001] FTHE LT,

GMG-Q0L 15 MR AT DR—RF4A4 oo DELE
- 52 B DO AFIZ 5 R Z® C T, REGAIN FHERD 26 BB L FEFRED MG-Q0L 15 X I 7 DR—X
FAUDLDHEN—EL TR D LN,
- TSR/ AFIBETIE, REGAIN SHERDAKIBE & FIHRIZ. MG-QOL 15 #8X 2 7 ICERERMIICEKRD H 5
HENEBDONT=,
* MG-QOL 15 XA 7 DA—RF 4 UhbdD I~8RA v MU EDRE
- TS5 R/ARFIFETIE, MG-QOL15 #2237 REGAIN EREEN—R T 4 > B OHREH H)[E FFE

HAD4EENSRHON [EILEDFHIE-5.6 (95%CI : -8.10~-3.17) . p<0.0001] . A&
BRIE 528 [EILEDFIE-5. 7 (95%CI : -8.85~-2.64) . p=0.0005] FTH#l 1
ek

REGAIN #2#tsHERICHEATLI-BED S B, KH|/ KFIFED 52 §] (92.9%) RU TSR/ FFIFED
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55 451(90. 29%) IZHEEEN RO oM T=  ERFEERIT.AH]XHIE TIXZIREE A 15 51(26. 8%) .
BE9E 1161 (19.6%) . BAERRE 10451 (17.9%) . THI 9B (16.1%) . EEEMHEAAE 9 51 (16.1%) .
ESERSE 84 (14.3%) . TSR/ ARFIBTIE, 28 20 I (32.8%) . SIRTEH 13 51 (21.3%) .
TH 8B (13.1%) . EEFHEAESHI (13.1%) . BD8HI (13.1%) . mAERE 746 (11.5%)
THOT=. ERGABFRIIAREKFIFED 17 4] (30. 4%) R TS R/ KFIFED 18 4] (29. 5%)
ICRBOLN, SNULICRBO N -EEGEERREIVTIOBRLEEGRNETH =, HE5HLL
[CESAEFRE TSR/ FHBRUVAF FEHOE 1 HICRBHON, WIThLEEHEN
FETH o= ARBRICEDRTIIERFXFBT1H (VA bAAOVAS L ABEEMBREREY
U HBRERE) ISR b=,

<HHBREWRARY FSLEET (RERERLEST) OBETFH>

1) AR

- EMAAE RS FEESRSER - ECU-NM0-3015%E8 (PREVENTE{E&) 262D

HBTHA >

EEAL, —EER. TS ARXE, tine-to-event, BIEELIFEIFTEEMHER

PIE 3

171 AQP4 $RL (RIS NMOSD 2% 143 6 (RFIRS5 8/ TS RIZ58E - 96 51/47 )

FUHEANEE

18 mLE

- 2006 FEDBWTEAE O (2 &Y NMO L 2B, XIE 2007 EDSHTEHE 20 & Y NMOSD & 287

- MniE4n AQP4 Hik A ISt

- BEOEHE HREMGEEOEZRICLS) A, RV Y—ZUSHO 12 n ARIZ2EUE, XL,
A —ZUTHID 24 5 ARIZ3EULBREASRO LA, HD, FDS350AEL TEIFRY Y
—Z—VJRI12 h BURIZRSO bhi-EE

“EDSS a7 1T

- IHERTRE A KB E ITITREEET (MEDE MIERMRRIEAILEY) OEESRETHIThER
SV, BEFRBRPERVURENIEERERES » ARICh=Y. 21RML. EEEOHD. EFMIC
B LE-RHER 2T T3 EICRAELATFAIEE S BL

EUBRNEE

CROY—Z VTR A AUMRIZY YR IR TERE SN EE

RO Y—ZUFHI3 A AUAIZE FXY U FOVERS SNBSS

RO Y—Z VRIS ARMAICRES 0T DKEFIEREEZ T RS

- RERBNEICROXTOA RERELTLDIGEE. RV -V ERFIO 1 BENTLEZY Y
BETmg/BEBZ S (NIHLE) B4

HERA

HEBEEARFIFERITT SR 2: 1 QRS TEREAITEFIF. KH 900mg XIZT5+HR%EE 1
E. 4BFEE L. 0 1 EREN S AHF 1200mg XTS5 EAR% 28I 1 BEFRAKTS LT,

&5 1A

ARERER(T time-to—event BUIHERD - . BE L IR EHBIIEL S . 2 TOEEN, RERIR T B (E0S)
XIFBHPIE KRR (BRELE-EEIE. BH% Weekb Brm DBEIERAE0S &4 %) £T, 5% H#
L,

BHE. BREXTEBRETOLOHBREE T LEHE, EERMBHEHRER (ECU-NM0-302 E%) (25
TERHILLELE: GFrERBEHRBRICSMLAVESRL S EROREMEBIAEHMICHBITLR

FEFEER

BERTOBECETIHIFFEZEESR RAC) IZ& YHIE SN-HBRFPOIEIBEHR F TOLHM™

*HERPER  ABRPICRRTIAMBERREME (24 BEEERT 2 HBRFNRELOTENEL (B
RER) &S mRFMEROH-LERIEL] EER. BIERVERKE WM ISERT S0
T, BEYTIBRERMARZ#HT IRl XEZOMOEGREMRICOAEENRD o H5HEFH
BABEREFALGSHEVHARPERDOFI0 BULICHE YERKRHICRE L TOWVAETAEE AN,

B D T BIMIEE X THARELEMICE YHESHA-HRPONEBRETOHMEI THo =A%
BERMTELSDEARD N &AL, BREBHEENHIT TV, TEFMEE Z MRIFT
HEERICEVHESNHBRAONEFTHEETOLHMI ~EELT,

BIREFHHIE E

‘RACHIEICKB2BHRICEDCEMBEHRE (ARR)
- EOS 2B+ B MEMEEE X —)L (EDSS) . Modified Rankin Scale (mRS) . Hauser Ambulation Index
(HAI) B U EuroQol &£;EMERIE S5 EHE (EQ-5D0-3L) RaA7DR—R 54 UhHLDELLE

AT ETE

At R

BN ZREAIL. BEALSATRIIRE TS ERE 1 BAULESSNE-2EE (FAS) L1,
FEFHAEE THS RAC HIEIC& DHBRTPOMEFRFE TOHMICOVLTIE. BEASIMTORBRIE
ERHEFECENMEO TS VIOREFAVTREHMLEREERREL. EERMEVpEERT EELIC
(BEK# p=0.05) . /\F— FLERUBRIE Cox LEBINF—FETIANSD Y RV IETEREEHL
1=

BREATE LT, ARIBLUEMHITICL2HBRPOVERERE COHMICOLT, EBHNOIS VY
BRERUVEEE Cox BINF—FETIL (HZEE: B5H. PRETIHLER—XS /420 EDSS
237, BRIN: ISTHEAKEREUBZED ARR) ZHWN-EFESaIRE L.

BIREHMEIEE (CDULVTIX. RAC #IEIZ & S ARR (. 58, BED ARR RUEEAEFTORBRELE
BEREEL LEKRT7Y VERBHTIZK YEH L1z, E0S IZF(+5 EDSS, mRS, HAI B Uf EQ-5D-3L X
AT7DR—RSA UHLDEILLEE, N—R 54 VETHELEFAIFTORBIMEERIZL>TE
RHE L=/ 2RS4 R v o E5ERSHT (ANCOVA) #ZEHEL =,

BE.BIREHEER DEMICEV T, REHBEEEIUTOIBMIC L 2R EFIEEAVTEREL:
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(1) RACHIEIZ& S ARR., (2) EOSIZFHITBH EDSSRATFDA—R 54 UL DERE. (3) E0SIC
BITBHMSRATDR—R A UMLDERE, (4) E0SIZHEITHHAl RATFDR—RF1 b0
ZiLE. (5) E0SIZHIFH EQ-5D-3L RAFDR—R S A UALDEILE, REGERERK. (1) H5 ()
ANEHED. WINADEENFAEMICER (FEKE p=0.05) THAM-FHE., ThELYTED
BRI EHEIE B (T Z G RFARREERDLG VLD E L TR, Fl. ROBYBRESNEE
Lz (1) R=R54 UELEERBIFITOBAMCERIZK YA L= ANCOVA ZRAVER—ZS
A UDNLCHBRTROELE, 2) £EELLTR—XFM VB, EREORH. HE5HIUHRBRKR
EHARAAVEREBREREETILERAV -, 2TOREREFTOR—RSM UHALDELE. Q)
HEBELTR—R54 Vil EEOREH. B5H. SHBRER. RURSHXEFRMNOREERE
HARAAERBEAEREETLERV . | FZBEZAPETORERRHTON—R S5/ UhbDE
L&,

RE2E QT
AEZ1BRLUERSESh-2BEEREUBITARERAE L.

R

FEFMER

- BRERHOIEIFEFEETOHM (RACHITE)
HEBRFOMNEFEREAFETIE 3.1%) . T5ERFET204 (42.6%) ISRH5N., FE
BREEFTOHMICKREHBE THAZNICHEEELNEDH 5N (p<0.0001) (FE) , FT+HR
239 2ARF D/ — FLEEIE 0.058 (95%fERERAM : 0.017, 0.197) THY. BEIRXY (H
SMURY) # 94 2%BETEHET,

H 1.0
70w

x v T2 Y X TR
2 084

-
7 044 75w AR

& -7 T LR
| SRS

0 12 2% 3 43 60 72 84 96 108 10 I 14 1% 165 180 19 2047l
SR GH)
HRER OB
J3ecedT 38 30 24 21 16 1310 9 6 5 5 4 3 3 3 3 1

=)47896 92 83 78 68 60 58 52 46 41 32 24 22 18 14 8 2 1

ERICHEELE-BREANTHS, ARELEMHEICLI2BRPOPEBREL. KHIFEHT 14
Bl (14.6%) . T3 ERET296] (61.7%) ITRBHoh. WEBERECTOHMICHRSHEHBTH
REHICHRENRO DN Tz (p<0.0001) , TS EARISHT BARFD/\H— FEEIE 0. 180 (95%
{EFEXME : 0.095, 0.343) T, BHYRVIE82.0%ET L, BREMTOFKERIT. TERTTH
ONEREREXHTHLDTHo =,

BIREL 1R B

OEMBHFEE (ARR;RAC HI7E)
HRTBROBBEARBEIERV TS ERE 21 HTHY . FAEARRIEZNZTH 0.016 (95%1E
FERXRE : 0.005, 0.050) K 1f0.350 (95%{EHERXMT : 0.199, 0.616) THo7-. ARRD TS tRE
2t 2AFIBDLLIL 0.045 (95% 588X : 0.013, 0.151, p<0.0001) THY. T tREL
8 L TAHFIFET ARR A1 95. 5%1ETF L 1=,

QEOS IZBITBEDSS RATFDR—RS5 A UhbDELLE

*E0S 28113 EDSS RATDR—R S A UMb DEILEDHRIE B/, &K) 1§, AFIFEETO (3.5,
1.5) . FS5EARETO0 (-2.0, 2.5) THot= (p=0.0597) ,

~E0S 28113 EDSS RAFDAR—RS5 A UM DELBDFHEZLEREIL. KFIFT0. 18+
0.814, 7S5tHRETO0.12+0.945 THo 1=,

“EDSS RAT7DEIEMN 0.5 RS > FULBETH > =BEDEIAIL. RFIFE 29. 2%, TS5 HRE
29.8%. T LDEENFNEFN 51.0%, 42.6%. 0.5 R4 > FULEENAEFNEFN 19.8%.,
21. 1% TH 1=,

QE0S [ZHIFTAH MRS RAFTDR—RS A b DELE

~EOSIZHITB MRS RATDAR—R S5 UL DEILEDOFRIE R/ |/K) (&, AFIFETO (4.
2) . TS5ERETO (-2, 3) THot= (HBLEDp=0.0154) ,

s EOSIZHIFH MRS RATDR—R S 4 Uh b DELEDTHEHZEREIL. AFIFET-0.2+0. 72,
TS5ERET0.1+0.75 THo 1=,

MRS RATDEIEN 1 RA L FULBREDEEDOE AL, KRHFIFE26.0%. 75 HRE 10.6%.
EIBELODEBEENENEFN 67.7%., 74.5%., 1 /R4 > FUEEILLNEFNFN 6.3%., 14.9%T
Hot=

@E0S 21T B HAl RA7DR—R A UM DELLE
-EOSIZHIFTHHAl ROATDR—R 54 UL DELLEDHRE R/, &K) 1F. &FEIFETO -5,
3) . T AR#TO (-2, 8) THof= (BBL®p=0.0002) .
-E0S IZH1F 5 HAl RaATDR—R 54 UMb DEILEDTIEITEREEL. FFIRET-0.4+1. 08,
TS5RETO0.551.61 THoT=,
“HAL R 7OEEEA 1 RSV FUEREOBEDEIEE. KFIB 38.5%. TSR 10.6%.
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EEGELOBEENZNEN 52.1%., 66.0%., 1 /R4 > FULEENZENEN 9.4%., 23.4%TH
o)

®E0S (28515 EQ-5D-3L RATDR—RX 4 Uh b DELLE

-EOS [2& 1+ 5 EQ-5D-3L VAS RA 7 DAR—R S 4 VNS DELEDHRIE (R, &K) [F. XF
BTO (=30, 60) . FS5EARBTO (-28, 40) THo7= (&HEHL®Dp=0.0309) ,

-EOS I2&1F5 EQ-BD-3LVAS RIA7DAR—R 54 Un b DELEDFHEREREL. FHFEFT
5.4+18.53, FS5ARBETO0.6x£16.39 THo1=

- EQ-5D-3L VAS R I 7 DEALEAY 14 RA ¥ MNEREDBE DB, AFIEE 26.0%., T5HRE 21. 3%,
“URA D MUE~1ARA Y FUTTHSEBELNETNEN 62.5%. 55.3%, 14 R4 > MEEL
H11.5%., 23.4%TH> 1=,

- EO0S [2& 115 EQ-5D-3L Index RAT7DR—R S5 UMb DEILEDPRIE (&/D. &X) F, K
HIBT0.03 (-0.57, 0.56) . TS5 EARETO (-0.67, 0.41) TH>f= (HBLDp=0.0077) ,

-EOS &1+ % EQ-5D-3L Index RAFDAR—R 54 UMb DEILEDFHELZEREL. AFIE
T0.05+0.179, F5tRET-0.04+0.212 THo 1=,

- EQ-5D-3L Index RA 7 DELEA 0.1 KA > FULHEOBEEDBN&IE. KFIF#31.3%. T5¢
REE19.1%, 0.1 RSV FE~01 RSV FRBETH-=BENZTI LN 56.3%. 57.4%, 0.1
RA Y FULBLENZRAZN 12.5%, 23.4% TH> 1=,

Ttk
AFEIFED 614 (63.5%) RUTSERE®D 34 H] (72.3%) IEIMERANRBHON-, KFIFTE
Shf-EREMERIZ. ERBERE 114 (11.5%) . Fil 10 %1 (10. 4%) . 585 8 5] (8.3%) . F&)
HHEWNT B (7.3%) THo=o BARAEHFITITIHFIFI9 Fl (100.0%) ICEHERALRH N, T
T OIEEER. BERtR, BEE VML AEBHERDOE 2 61(£22.2%) THoT=.
Fr. T RBETROONEHEERIZ. BEH6 5 (12.8%) . B, REBZZEOE5H (&
10.6%) . T SFEHE 461 (8.5%) . MZHR. MEME. FRDE 36 (%& 6.4%) THo1=. BARANERIT
135 %l 3 % (60.0%) IZEIMERAMERD oM., T4 HDOIXEHERF. LIHERK, TH., BIHF. & 161(F
20.0%) THoT=,
EEGHERRIEKFIFHD 3045 (31.3%) RUT5HHRED 26 ] (55.3%) [Z@BH LN, HHE
HFHEEARY FSLEE [(KFE#:TH 7.3%) . TS5HHRE:164] (34.0%) 1. Fhik [RHF -
36 3.1%) . TSERE: 14l (2.1%) 1 ETH>1=.
BEFRIICES>T-BHEBRIE, T ERET 246 (i 14, BartER£RCRLKFEDE 1 45))
2B ot HEBRBMEPICEAFET 1 HILNEIER (BREMEMRK) DF=HIZET LT,
RELED., AFIFE. TI7RBCENT, BEXAEERLELZRE LHEEM o1,

2) REMHB

- ECU-NM0-3025tB&% (PREVENT#E#makER) 2

AR L B E

ITH DT ARETIEIH T T — 2 277,

HRTIA

FER. SHRERHE. EFRLR. MR

PIE 3

BH D 1= PREVENT SAERZ# T L 7= NMOSD £ 39 45

FHMANEESE

- PREVENT EXER &4 T L1=F (BH#k 6 BEE BRI 7= O DBIREE Fhe X IFHERE T RO L
THOAMSET LTLHES)

RO ATREMEA B H KT, IREE (ILEFRE MEEMHERTBFRILEY) ORRISRETHD
c&, BEEBRELIC. BRPEPRUBRSHUERRER S » AlchizY . AATEREESE <.
EFMIHEL LA ERET S &,

TR EE

- AKF EBENHDHAETERICLY PREVENT Bk & I L1-BE

CIENRAR. RELP. RITHBRBRERICEERET SEAOH S RH

-RBRELYEMICE ST, BEEORREMELTE2BAAHD. BEDQYRVEZEMSED. XITE
BOFMICHBERIFTRBRAFELLAREENH D LHIHEN-EE

AERAE

PREVENT SHERDERMZHIFT 510, £RENERT TIRESINLHBITHER -5 A TIHFERMEFH
I281TL1=. 4 BFOERTOBITHIZESNTIL, PREVENT RER(CH 1T 2 AFIFEIZ(XAF 1200mg (1
EHE., 3EE) XEF5+E/R 2EE. 4EE) #:E1EH%S L. PREVENT RERIZEH +5 TS5 REIC
[EAF] 900mg %:E 1 [, 4BBTRE L=, ¥EERS 4 B%HNSOHMFLIZ(E 1 [ 1200mg Z 2:8(2 1A
®B5LT1-,

RE5 M

ARF|ANMOSD BEICH T HAMEL LT (BREORFEHIHR->T) KBS, TRENHET. X
FRIDDEBENERIN-FEIOLERL I ERXOVITIARVRHETTH S,

=10

NMOSD BEIZx 9 S4B D RAT LM ZTES 5

AEMEOHHER

TEFEER - RABRELEMHEICL 2HRPBERICE S FHBHRE (ARR)

*HERPER  ABRPICRRTIAMBERRME (24 BEEFRT I BBRFNRELOTENEL (B
RER) &S mRFMEROH-LERIEL] EER. BIERVERKE WM ISERT S0
T, BEYIBRERMARE#HT IRl XEZOMOEGREMRICOAEENRO o 55HE TR
BAOEREEAGEED, HABRPEROA 30 BULEICHOEYBRKMICREL TWETAEE LA
LY,
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BIREIMIEE  MEEEEX 4 —JL (EDSS) | Modified Rankin Scale (mRS) . Hauser Ambulation Index
(HAD) . EuroQol &#FDERIE 5 EBE (EQ-5D-3L) KU Kurtzke Functional System (KFS) X3
TFDR—RSA VML DELRE

fRMTEHE A DR
20185 B3I BET—4hy rAT7BE L, PRAMBITERRE L 1z, MITXRER L. PREVENT #fEsk
BTAHZ 1 @ULBESSh=-288 (BGEHERFAS) THS.
FEMMEEOERMEL. RBRELYEMHIEICLSRBPERICESC ARR O, iBX (PREVENT :XER
D24 5 BHI) AR IZxFTBEILEE L. Wilcoxon FEIERREZRAWLTEHEL 7= ({8l o =0.05) .
ARR @ 95%EEXMRUFHELLEL R LIz, BEMMTE LT, BIITHEES (RAC) HIFEIZKS
ARR . BE®D ARR (21T BELEL BT L=,
BIREFMEIEE (2D UL TI&. PREVENT SXE& R X PREVENT #EEREBOR—R 54 VD T—42 AL TERY
L. EHBROERBEZTTOLELERVZD B5%EBERMERL,
R DR
PREVENT ##sBR TAKIZ 1 AL LR E Sh-2EBE (BHEHERFAS) sRE&EMMEMTXRERL LT,
R B0 EFMER

- FRBEE (ARR; HARE N EERHIE)
PREVENT ##stBRIC & (T HHEBRIB L EMFIEIC L 5 ARR D, i&FE (PREVENT EHERD 24 » BHED @
ARR 239 HEILEIX, FRIET-1.923 THY. AELETHARH LNz (p<0.0001) ,

Hl | BEOFEHEID | ABRPOFEMSLY | BEOFEHEY OBRE

I BREg® DEFEEHK A LDELE
75 R—KFI% 25 2.405 = 1.2526 0.237 = 0.6067 -2.168 =+ 1.4830
1.923 (1.442, 2.885) 0 (0, 0) -1.923 (-2.446, -1.442)
2.029 =+ 0.9563 0.198 =+ 0.4206 -1.831 £ 0.7522
A - AR 14 1.923 (1.442, 2.404) 0 (0, 0.296) -1.923 (-2.404, -1.442)
2.270 = 1.1564 0.223 = 0.5416 -2.047 + 1.2686
% % 1.923 (1.442, 2.885) 0 (0, 0) -1.923 (-2.446, -1.442)

LB EfE + RERE. TR PRE F1WESER. HIESELR)
a) ECU-NMO-301 SRERMDEAEREIR 571 24 » AN EMBREH

AZEDEIREHTEIE B
DEDSS R A7 DELE
- PREVENT ##fG58BRDN—X 54 U 5D EDSS RA 7 DEILEDFRIE (F/. &K) (. 26 BEF
0 (-2.5, 1.0) RU52:8850 (2.5, 1.5) THot=,

Q@mRS a7 DElLE
- PREVENT ###iBROR—X 54 UM SN mRS RAT7DELEDHRIE (F/. &K) 1F. £24&%
HIT2658850 (-2, 2) RU52BEE0 (-2, 2) THoT=,

GHAl Ra7DElkE
- PREVENT ##gsBRDR—X 54 Uom oM HAl A7 OEILEDHRIE (F/h. &K) [F. 24K&E
HT268650 (-4, 1) RUL2:8E0 (-4, 3) THoT=,

@EQ-5D-3L R 7 DELE
- PREVENT ##GEEdERDR—X 54 oA 5D EQ-5D-3L VAS RO 7 DELEDFRE (F/D. &K) &,
26 BB T 5 AR AREIBTIEL5.0 (30, 35) . KHF/KFFTIFO (-15, 10) . 52:@BIEZEN
Zn 0 (=30, 40) RU-3.0 (-80, 20) THo1=,
* PREVENT ###E5BRDR— X 54 U 5D EQ-5D-3L Index A2 7 DELEDFRIE (F/D. &K)
(. 26 BB TS5 AR RFIBETIZ0.02 (0.4, 0.3) . AF| KFI#TIEO0 (-0.02, 0.2) | 52
BEFEZNZN0 (-0.4, 0.3) RO (-0.3, 0.2) THo=,

GKFS Ra7n%ElkE
- PREVENT # st BRDR—RX 54 Uom oD Visual KFSRA7OELEDHRE (/. &K) [F.
26 R TSR/ ARFBETITO (-1, 0) | KHF/KFFTEHO (-3, 2) . 2 BBETELZN O
-1. 1) BRU0 (-2, 0) THoT=,

Ttk
PREVENT ###55RBR (2847 L 1= 39 Hilch 27 5l (69.2%) ICEMERAARO LN, EHELDIERMEEL.
PREZREFFEDE 5B (£ 12.8%) THo1=. CDOH. BERAEH TIE 5 HI% 541 (100.0%) (=
BEERANRO BN, 2HILLEICRE L= OIERmMBKEAAE 2 6] (40.0%) THoT=,
EELGHEEERIE13H] (33.3%) ISRBHoh, BHBEERRANY FSLEE I (7.7%) . K
BREZERUHAEEENZ 26 5.1%) FTHoT=.
BEFIEICESAEERIE. T5R/REFETIH (O z—J L UERE. BCREERRKER
KRRV SLE &BiL) ITRBOH BT,
RCRUVBERERPMEDORERII LM o 1=,
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(®)

BE - R

<HMEMREANES OE VRIEICEH T 5B MmN >

- IBHEERA (CKD)

~NET BB OREREITBEAS~O~ETT Y UER, RMEREEORE, BREELEZTIL
PIRENTWS D PNH &3ALﬁémf_?&®mT£%E@%+ I, %EA@ PNH [ C 9. 1%. AARAD
PNH 4£[H1C 10. 5% L G ST g 2,

£ NHHEMNEEREER [C07-001 KB (AEGIS SXER) '@ ]
AN % 5 X 7= PNH R 29 BIDF) 66% 43, R—R2A T A VEBFHICAT—Y 1L EDO CKD #H/ L TH
V. GFR Ot fi1E 130. Sml/min/1. 73m* (#iPH 26. 2~317.3) ToH o7,
AHFEE- 12 HBEICBWT, KD AT —VTHRED 41% (12/29 #) T, 55% (16/29 f71]) <Tix
BAITERD B> 72 (p=0.0002) , BHEEOWEIL., AT —T 1 XL 226 CKD 22 L Mlgb
TBFIZB W TR HBEFICIRD b v, AFIE SR CKD 25 0F L TV BFEO 41% (12/29 i) |
B 5% CKD 72 LI ST,

AEI®ES 12:BBIEH1T5H KD RF— &L 0

SHER R—RSALVDRTF—S thE it L =it pilE**
SEE 12 (41. 4%) 16 (55. 2%) 1(3.4%)
G07-001 RF— 3~5 1( 3.4%) 2( 6.99%) 0(0. 0%)
AFEE - 0. 0002
(N=29) RF— 1~2 11(37. 9%) 5(17.2%) 0(0. 09%)
CKD %z L na 9(31.0%) 1(3.4%)

*:CKD AT — 0 HE5L GFR DA D CKD DJFR#AZ EF L. KE B IS (US National Kidney Foundation) @ Kidney Disease
Outcomes Quality Initiative (K/DOQI) 0)&%“’*%@@“0)/\% IZEEDWTHIE LT,

AT —35 : GFR<15mL/min

AT —3 4 : GFR15~29mL/min

AT — 3 1 GFR30~59mL/min

ZF— 2 1 GFR60~89uL/min/1. 73m* > % 237 R (+)

AT —3 1 : GFRZ90mL/min/1. 73m* x> % L /R 7 R (+ )

CKD 72 L @ AT — 1~5 IZ3% Y% LW X, GFR=60mL/min/1. 73m* 2> 2% L /37 JR (=)

R LBBBEDNE  BIREE OB WAT — U N LR AT — U~

na: M7 L

BEEREIC XTI D B (RIRIE 25 T —42 )

FIHERARRE (C04-001 3BR ¥ | C04-002 3B 7) TR\ T, ARG 12 HH KO 26 @ HIZH

7% CKD 2T — D2 b &Mt LT,

#5121 B 1238 T, C04-001 5RER O AFIRE TIL, oo 25. 6% (11/43 f) | k72 L 65. 1% (28/43

B) . BALABITHoT- (HE&ERL) . C04-002 3B Tld, i 36. 1% (35/97 %) . Zfb7e L

55.7% (54/97 f5l) . EAL8.2% (8/97 fl) TH -7 (p<0.0001) , SfEAYIZ, AFIBH 12 HHE
TR LN UEEIL, B 26 HH £ TR L7, AFITE CRFERE D UCE R L2 BF OFIE N

KOBEETL S>TEOIL CKDN AT —T 1 F20 bR 526 H BIZCKD 72 LICEE LB Th o7z,

AT =T 1 X 2 0 HFe 526 3 BT CKD 7e Licck®E L7z B 13, C04-001 3B TiX 25. 6% (11/43

Bi) KON C04-002 #RBRCTIL 33.0% (32/97 fil) Th o723, 7T vAEETIXI. 1% (4/44 1) TH

-7,
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AFBE 12;BBI2HF5 KD RTF—SEL?

HER R=Z54 VDRF—T HE FikA L Eit pfE*
2EE 11(25.6%) | 28(65.1%) 4(9.3%)
‘;‘3‘;.]%2‘ R F— 3~5 0( 0.0%) 9(20. 99%) 0( 0.09%) "
(N=43) RF— 1~2 11 (25. 69%) 5(11. 6%) 2( 4.7%)
CKD 7%z L na 14(32. 6%) 2( 4.7%)
2EE 35(36. 1%) 54 (55. 7%) 8( 8.2%)
22;222 RF—T 3~5 3( 3.1%) 14(14. 4%) 1( 1.0%) < 0.0001
(N=97) RF—T 1~2 32(33. 09%) 9( 9.3%) 40 4.1%)
CKD 7%z L na 31(32. 0%) 3(3.1%)
2EE 7(15.9%) | 30(68.2%) 7(15. 9%)
€04-001 R F— 3~5 1( 2.3%) 2( 4.5%) 0( 0.09%)
N e 27— 1~2 6(13.79%) | 14(10.0%) | 12 3%) "
CKD 75 L na 14(10. 09%) 6(13. 79%)

* o CKD (X [AFR B 1T o T B b AR E & B Lz,
na: #%%47e L, ns: HEHFEROAEZERL (p>0.05)

- AFtaefEE
W= T A NZRWTH AT F BRI IR REREE 23580 5 1 5 A ISR 2 AF O i & 5
(ESESy TR YRRl

<JESLECAMMREBEMEREICE (T 5 M MERM/NNERES O INHE >

- /NREF (C09-001rEkBR) (% Wpshr — %)

AR G252 7= alUS BE O/NREMORZE2VET — X 1% C09-001r AR H&E Sz (N=15; 12
AT o TEHTANERE LT, WS ONOFEFEFZIL, MALHIL Y &/NREMO T 3T
Drolo, BARIT/NBE O 27% CTHE SN2, RABEFEORE L o7z, FERIZ, BB/
BFED 53% THE SN, RABEORE X0 o T2, PSS, MFs K& OMERRERE S oS b Al A
BEDORBIEN 271% Tholzolzxt L, /NEBHETIX 53% Tholz, ZOMOAEFLIT, Wk
& BICFEBE DS THlE Sz,

9. HEDERZAITIEREICET HFE (R
9.7 /NR
<JEMEBGRM M RBAEMEREEECH 15 Mz M/ mEREE O >
9.7.2 RHAEMEE AN T2 » ARBOAR A5 & LT GIMER DR EMEEZIBE L L2 R
PBRIT I LTV,

- BRIEEDOH HEM (C08-002A/BitER. C08-003A/BHER) ¥ (&% : ygshT —%)

C08-002A /Bt K TNC08-003A/BEBR I Z A AALT= BB DRI %o 1L, BBAEN & - 7=, &kric—
IV AT ELSTORERFZORIN, BBEBOEBIZ LD REREZTALNR T2, T
ART T 4 T2RBRDOY TN A XD, EBWHEOAEIC L HEIRNICEKDH 56 EFR
DIRMTIIIRER T > 7=,
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<eBHEEHENE (REIFTOIT VREFIREINIMB S EEECKEIEROEENREH IS
BIZBRD) >

(6)
1)

- IRIEZ AT 5 BB XIIWRERZER L-EE

(2% : BCU-MG-301 3Bk (REGAIN #ER) =19 ]

REGATIN FRER (Z AL A AU T2 BB D 54% (68 11l/125 f51]) ~CHaFRTEFR 2 S0 S AL Tz (RHIEE 37 i,
7T AREE3LH)

ARNERA
ERARMERE (—REARERAE. HEERRGERE. ERARELRRE). RERTERT -4~

—RRE. HERTRERABROAE

2)

M

BN OAAN

ARRBFHLELTERFEOABTXEERE L -HE - HEBROME
1. BEICRIT %A 5. ARSI L OV « M EORIREIE] p. 5~6Z M,

Z Dt

<HEMRBANES OE UREIZE T 5B MmiNE >
BIEHE A~ 7 e B VRERE Z G E LIZBRRRIL, TN THRERE Y 7 7 U8R T THEE S
iz,

1)

ENEGERERER - C07-001 5XE& (AEGIS iXE&) '©

W2 2 A LIS AR Bk i 23 24 22 & W S 4, AR ek o0 GPT KRR B 7 = — 2 (PNH # A Z°TID)
DIFAELEA 10% LA EDORIEVER R ~E 7 1 © U RIEBFE 29 Bl 2 %5 & L, AHAl 600mg % 1 [2]C
FH4EL 20 1% HAF 900mg % 2 FIZ 1 [BIOEE TR 5 BIFIRNE G Lz, X—AF 1~
@ LDH (P oufii [/ M. Rl ) 11, 814.0U/L [627.8U/L, 3,642.5U/L] . #45-12 3@ H @ LDH
IZ 244. 0U/L [187.0U/L, 2,715.0U/L] T& Y. LDH OIL T8 Hi7z (p<0.0001, Wilcoxon @
R AHIafr iR E) o

BIVER S BUAEE 1T, ARBRGHET 93.1% (27/29 B) Tho7=, E72EWER X, 5EF (51.7%) .
SHBAZE (37.9%) | #l (20.7%) Th oz,

<JFABAMMREBAEMEREICH T 5 MR/ MEREE OG>

alUS fBE 2 KR & LIZ BRI T R TR E Y 7 F oM T RSN, /o, BEREY 2
F BRI OIS 14 B UNICARIDN RS SR A58 IS EAIN TG s vz, el B
WNEERRER (C11-005] 3BR) O/NEBRETIIMAREY 7 F o RS v 7NV o FE DU 7 F oD
BEFE T CERE STz,

1)

E NER KR EER

+ C11-005J s E&

AR G- alUS B 3 fil 255 & Lo IFERIE REBRIZ IV T, A% 1 B 600mg X% 1200mg
Z 2081 1 BIOBEE TR S L7z & & OM/IMROHRIZT TRO LB THY . &5HIHH 3
Bil & b faak HE NIRMELL ETHER U7o, 7o, 3 5-WIR H I i IR R OSB3 i 2 FE i L 7= A8
FIIRBOONT, XR—=AT A U0 LBT 2 I L T e L3I 2 B L7,
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2)

Mm/hiRE (x10%/uL)

w8 | hE |1 EBR5E
' T | iemaE | A—254 > | REHRES

8@ |27.3ke 600mg 12.0~41.0 23.17 19.1~31.1

6@ |18.9e 600mg 13.0~35.0 36. 2 24.1~41.2

31 7% | 53.9ke 1200mg 13.1~36.2 25.9 23.6~217.8

6. RERUAE (&)
<FFHEUR MM FRBIEMEIRE 6 T 5 mAR P/ M & 1R E 0 i >
@, =7 ) Av7 (Bariiz) L LT, Tk - HETRl#EET 5,

FWHXITHE BAH 5
18 L 1 [6 900mg %58 1 B T&t 4 | MERS 4 BREN S 1 [E 1200ng % 2812 1 E
18 K
40kg LUt 1 [6 900mg %58 1 B T&t 4 | MERS 4 BREN S 1 [E 1200ng % 2812 1 E
30kg LA 40kg i 1 [6 600mg %58 1 B T& 2 @ MERS 2 BREN S 1 [E 900mg % 28I 1 [
20kg LAk 30kg i 1 [ 600mg %58 1 B T& 2 @ MERS 2 BRIEN S 1 [E 600mg & 28I 1 @
10kg Lk 20kg i 1 [6 600mg %58 1 B T& 1 @ MERS 1 BREN S 16 300mg % 28I 1 [E
5kg LLE 10kg i 1 [ 300mg %58 1 ET& 1 @ MERS 1 BREN S 1 [E 300mg % 338I< 1 [E

-EAL FORRY T4 THZE (C11-004J 5K5%)

/N alUS B3 2 BlaxtGE LTL br AT 7 4 THRENMTbE, 1 BIIAFIO)EE 5.5 7
e ((RHE 24kg) CTit 46 HREE G S, N—A T A4 VRO M/ MREUT 2.4 X100/l TH Y | #hH 1
BRI 15, 1X10Y/ul. £ 7220 Z LIRS 28 U Chtisk FE v FRR (12.0Xx10%/ul) LA E
THERE L 7o, F7o. SiBF I N EE A X h 7 U — &R LT, o 1 EIEARAIWE]
BEHRE 5 % ((RHE 14. 2kg) TRF 54 W E v, X—RA T A VRO M/ MREIE 18. 9X 10Y/ul. TH
V. PHA AR Z 0@ U iR R YEM R (13, 7X10%/ul) LI ETHER L7-, Mi%BE CIIARIRG-%
WCIEBEENT 2RIk L Cneb oo, 5 48 HFRICZ LT F=r ERICK Y BB &, FAER TR
FOMkE SN, 7. HRLEE TAHIER 52 IS R T B S o T,

BHVEREREKER'Y

» C08-002A/B & &&

18 kLA b, % 12 mElh b 18 mEA i /DR E 40kg LA _E I EREIKPIIED alUS FBHE 17 il % x5
& LTI EMIE EABRIZ W T A 900mg A0 1 [BICFF4 B, 20 1 B2 6454 1200mg
Ze 2081 1 OB THARNR G L, ZOfER, Mg CESE CRERE) 13, X—2A 74
VB 10.943.2X10%/ul 2> 53 E 26 B 21. 016, 8X 10/ ul (2L, _R—Z2F A b5 26
T DA B D e/ ZF EIME [95%FFE XM 13 7. 3X10Y/ul [4.0X10*/ul, 10.5X10%/ul] T
HoT,

BIEHRBUBERE X, 58.8% (10/17 ) Th o7z, FRBEMEMIX, EITHESmE, A i BRI E .
HOL, MR (%% 11.8%) THh oz,

- C08-003A/B iE&

181 LA b X% 12 5% LA B 18 i AR 2> DR HE 40kg VL CiinER ik %4 8 M LA EMiFT S 41TV % aHUS
B 20 Bl zxtg L Lz IEEMRIERHIRERBR IC BT, AK) 900mg %3 1 [ CEE 4 [B], =0 1EM#%
A HAKN 1200mg % 2 EIZ 1 [BIOBE CTEIRNEL S LTz, £ ORER, MARPERy ML E RS A <2 b
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3)

7Y =R 2R L BEEIA L 80% (16/20 #) TH-oTz,
RIVEH BB X, 30.0% (6/20 fil) Tholo, THRREMWEMIZ, 8. AMERBEDRE, U ok
BUE (4% 10.0%) Thoiz,

BHL FORRY T4 THRE

- 09-001r 5XER

AKHN OB G2 A3 2% alUS 85 30 il (412 2 » H LA R 12 okl 15 1], 12 sklA | 15 1)) & %f5:
Ll br AT T o TIRE N ENE S AU AER, RO IEFAE AR L B EIA L, 12
AT 93.3% (14/15 1), 127%LL £ 73.3% (11/156) Th oz, Fio. Moty g S
R R 7Y B LT BRI, 12 R 73.3% (11/15 451)) . 12 5% 24 | 60. 0% (9/15 i)
THo7,

BEFREBBEEIL, 73.3% (22/30 #) Tholo, ERAFFLIL, FE (30.0%). N
(26.7%) . Mg, BEHK (% 23.3%). ESGERGE (20.0%) ETholz,

R R=2 T UEN DD 25% %8 2 5 f/IMRER O, mIERIETT, FHEIHEITO VTR HR0 otz
REEDS 12 BRLL LR L= & 3%
2o AL s L 7= BIE T/ IMREAY 16, 0X 144/ ul BL E2S 4 RN FEies L7-h 4 & 5%

6. AiERUVAE (k¥
<FFHEVAMMRBAEREIREEEICH (5 M MMM EEE ONH >
WE, =7 U A7 (BaEEL) & LT TiRRoME - HETRMIHET 5,

FWMXIIHKRE BAH HFEE

18 mulE 1 [8 900mg %58 1 B T5 4 = PEES 4 BEREH S 1 [E 1200mg % 25812 1 [H
18 mRi

40kg L1 E 1 [8 900mg Z5& 1 B T35 4 = PEESE 4 BEREHS 1 [E 1200mg % 25812 1 [H
30kg LL L 40kg Kii 1 [ 600mg Z5& 1 [ETH 2 [ PEHRS 2 @& S 1 E 900mg % 2582 1 [
20kg LLE 30kg K 1 [ 600mg %58 1 B T35 2 = MEERS 2 BR&EMN S 1 [E 600mg % 28 1[E]
10kg LAE 20kg K3 1 [ 600mg %58 1 ET5H 1 H PMEHRS 1 @& S 1 [E 300mg = 28213
Skg LLE 10kg K 1 [ 300mg %38 1 @ TEH 1 M MEHRS 1 EREN S 1 E 300mg = 382 1R

9. HEDERZAITHBREICET IR ()
9.7 /NRE
<JFABAMMRBEMEIREICH 1T D MR MM/ DDEREE QN >
9.7.2 EKHAKER, HAERXIT 2 » ARWBOLRZRGR L LIEAIER O ZEMZEE L LI
RERBRITSENE L TUeuy,
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=

EHEHECEY HIER

1. FEPHICEESHSLEYRITILEYE
Pk (C5) & / 7 1o —F )Lk s
— L 5T R~ GEETHAR )

2. XA
(1) 1ERERML - YRS ©
TERIERAL - Atk A r— Rk % & Mififk €5

HWEARS—F
R — | HAEBOEME
Losummo | | R REEAH whE
juala P : FFI745hEDY
e l (b2t
ClaYp| sEtEICT /‘ MEREAL
CITMBR COLMBR

TF745 8%

—  ~.Cha

C3a
SRS C30 || C5 mememfp C50 sy C 5-9

BLUBEN
L l
—»C3b

C3, C3Hz0
kAt b

CIL R C5XMEER IR MRS AR
EFB+D

RERBOEMEE
WEMMILR, MELPS.

BEAH. .
ﬂﬁ?éb%m@ﬂ% I YXTTDOER

CDBY VAR Ar— R C9 LFAAEMAT 2 Z LI X 0 R4 BLE U, IS DRy C5b-9 DOThE
A ET S, FE0 C4b2a, C4b2a3b, C3bBb }2 (X C3bBb3b Offix. BERIEMEZET 52 & 277,

TERMEF . =7 U X~ 71, iR A7 — RicBF 5 b 5 ICRFRISHES L, ZOBR%Z H&IKTF
MIICHET D, =7 VX7 L C5DOENEDR1:2 THDIHEEIL, +0RGHEHENRELND, Z0F
NWHIE, =7 VXA TR 2 OOFFEEMMEAT LI AL TS, =7 U X~T7X in vitro
THIRZ AT U7V EAR MER DR 2 B0 L. [AEELC 7n vivo T PNH BB O MERIAM (M) % &
AR L7c 2 b, =7 U X~ 7%, BRI 2 20 RIS HE T 5, FERIC, aHUS B
R OEHRIMG BEICBWTH T Y U X~ 71 C5 {EMEZ M L, SR A A RG22 300 S Rt
HIZPRET 2,
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(2)

1)

2)

EEEMIT DA

E bk C5 #KRMWIXTHEEEEAY (/n vitro)

PL="U b URMERPUA CRIEIEL /=7 N URMERZ b MG ICIRE L C, BHKTHD
m5G1. 1mAb K OVE MEZEFAFLIR h5G1. 1 GAmAb Z FHW T, FlRKIFRMIRTARE (CBb-9 FERR) (2%t
T 5Tl ) A~ 7 ORFERRZ N L7z, BRI E LT oA 7 U R 62/64 &3 ik (2A2 G2/G4)
EERTDHIECHHEAPIREMA L, =7 U X~7%, K 10ug/mL O TR M % 52 2 HLE
L7, & MEEBEAIFUA h5G1. 1 G4mAb % W T235A T8 [AFRE OWR ML ETE 2 F8O 203,
BPUA (m5G1. ImAb) (K APAETEMED HFRE TEWD EAURE ST,

T ')A T (h5G1.1 G2/G4mAb) R LB BRIAADAMMBEEY (/n vitro) ¥

120

100 -

80 +
8 C —O— h5G1.1 G2/G4 mAb
# 60 —0— h5G1.1 G4 mAb
5 - —A— m5G1.1 mAb

40 T —x— 2A2 G2/G4

20 -+

0 T T T TTTTT
1 10 100
ik (ug/mL)

E kC5IZx328|AMME (/n vitro)

UT NG A LAERGFREEREEE O, HEEROEKR (f6) K OMREERAZRIE Lz, &
HEEES (k) MOMBEEEEES (k) ZHE L, k&2 FEREEO k, THIAZ EI2Eb, 5=
7Y R~ 7 & OFffpiitatt (K) 2R Lz, b L= ) X~7 L DK%, 25°C Tl 46pmol /L,
37°C TIX 120pmol/L Th o7z, Tz, FKREICEBIT D K, OEERZET, T 1. 6pmol/L KN
5. 5pmol/L TH 5D,

Co IS/ BTy )RXTTD K™

Ko(mol/L) C5&&UTIUXTT

1.5E-10
1.4E-10
1.3E-10
1.2E-10
1.1E-10
1.0E-10
9.0E- 11
8.0E- 11
7.0E- 11
6.0E- 11
5.0E- 11
4.0E- 11
3.0E- 11
2.0E- 11
1.0E- 11
0.0E+00

Ko (M)

37°C ‘ 25C

[ [T TT LT []]

1 2 #H3 1 #HH2 #H3
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3) BIRMEEMEA—E MEBKERLE ®
ERE MAfkE AW, =27 U X~ 7 BRZERISE 2 R T RREMEIC DWW TRE L7z, &b MERRASZE K
JEMERBRIZIWT, =27 U X~ 713k b 5 ZFBLT D kk & 2k D SEvE i e OBRRCH  (EA&A)
WY A DI, i B, ARRHESE R, BRI LR, MR L Ch FBLA N B 5 Ml &
A TR T HYEERFED b7,
( X, FEERRERBRICEE 2HAE 1. FEARER  (2) ZaMEEsBR) p. 711 2 HR)

(3) {IEAREEME - FiwE (335 T — %)

BB Y 7~ (C97-001-01 3Bk *0 ) M 32 Bl &kt & LImish g 1 fRickW T, =7 ) X~
0. 1~8. Omg/kg OHEiPHD 6 Fr G4, 25~45 43E2NT CERIRNICE ARG L, mEF s ) X<
TIRIE DR EAL 2572, 0. 1~2. Omg/kg DFHETIZTZ U X~ 7 D PK /8T A — & FHIZH /0
EIXSoNhotz,
4. 0mg/kg KO 8. Omg/kg DWT IO HEIZIENT G 156 5% (R OFHMRER) (SISO
BIHIFRD B, FEABRE 1 ReHIPANIZ 100pg/mL 2 #8 2 5 e R IMIE FIREEICE L, 522l ofF
R T BIRAEDN RO b ive, FHEOFRHRFMIL, 2. Omg/kg T 12~24 ¥R, 4. Omg/kg T 4
~11 Hf#, 8.0mg/kg TIlT 7~14 Al TH -7z,

( VL 3@l 2HE 1L REOHR  (2) AR CHZR I mPRE 1) HEk
5B | p. 50~51 ZR)
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VI. EYEREICEAY SEE

1.

i R E DR

(M

(2)

BELEDGMAEE ©

<EEMEEATEIDOEVREICS ITHBA0I%> (3% BAT—28)

WS PR 3 BR (C02-001 3Bk ¥ E02-001 2XER *Y X03-001 3Bk, 04-001 3XER ® . C04-002 35k ¥ . E05-001
B 2 R OENEGRRER (C07-001 3B V) 2B\ T, AWM - MERRRIR G LY A v (EA
HIMNCAH] 600mg 23 1 [0] 4 FEEHE% 5 8 B 12 900mg 235 L, F 0%, MEFHUIRIC 900mg % 2 @RI
LEBEE) 12XV EH250F 7213E T To PNH BT, K9 35ug/ml D IMIE IR DSHERF ST,
NS OERRBR CHEONIZMEY > 7 BT, MiEF T 7 U X~ 7 RENK 35ug/nl 2B 5
Las, SERWEES GRMISTEOIHIZRA 80%H) 258D b,

BREREAER CHERE S M- iR E

1) BEEK%5HER
<FEEMEBAES OE VREIZS T 53Mmms >
- C97-001-01 :XB& *© (BAFHiU V<Y FEH) %5 W7 —%)
WAMEE R BRI BV, B Y o~ T 42 Bl & %1500, ARFI%A 0.1, 0.3, 0.75, 2.0, 4.0 KX
8. 0mg/kg @ 6 H &% Hi[El§e G LI=RFD | MG FEE =7 U X~ TIRE ORREIZ L2 IR T, &
EHAED 2 BT, HERHEISEIM L7284 L g LT AUC fE23K) 2 5572V | Cmax 23 TK
WERLz, MEGHEOZ VT A FFBETHY, $0.01~0.03L/h TH -T2, FEIOMEE
VX 4. Omg/kg B, 8. Omg/kg BETENZEHN 7.5L L5, 0L TH Y, F A MR L ITIFE LTz,
4. Omg/kg BEK TN 8. Omg/kg BED T, M1 8~12 HEOHPHTH Y, & MUAE LTI T, LMl E»
Sley KNRNTA—HEBRITR LT,

MFRFEHTH ) XTI TREOEBHMEL

w%
180
170 %
160 17
150 -
140 1| ¥
130 1
120 1
110 1

MEEFFHT 7 1) X~ THEE (ug/mL)
o
o

HE 1%

BEEE oe—-o 01mgks eee03mgkg - 0.75mg/kg
a—a—an 20mg/kg — 40mg/kg === 8.0mg/ksg
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BEAE2HOPK/ISSA—42DFEYE

AFIE (5= mg/kg)
4.0 N=6 8.0 N=6
AUCqiny  EH1E (ugxh/mL) CV (%) 17799. 49 (86. 78) * 37755. 96 (15. 71)
CL/F EH{E (L/h) CV (%) 0.65(218.1) * 0.02(22. 94)
Cmax F {8 (ug/mL) CV (%) 111.4(47.51) 182.0(10. 40)
T F51E (h) CV (%) 281.45(105.7) * 196. 74(100. 8)
K. 518 (L/h) CV (%) 0.0751211.71) * 0. 0058 (55. 55)
vy FH1E (L) CV (%) 7.48(62.19) * 4.99(71. 30)

: N=5

2) REKREGHER

<HEMREANEY OE VRIEICH T DB MmINH >

D% I HEERREER

- C07-001 &XB& ¥

BENRR A D 7 F  OEFE AT 7o HAN PNH 3 29 fila%t4 & L, A5l 600mg ¥ 1 [7] 4 JE[H, 5
T HIZ 900mg, & D% 900mg % 2 W Z & 12 4 FIFFARNEL 5 L, PK/PD f#HTHIC b 7 7R L OV e —
JEEOMEZHRB LT, %G5 2H/BICBITS27 ) X~7 O T 7HEEOTRAEIL 85. Sug/mL (#i
PH 20. 4~172. 5ug/mL) ToH VY, B— 7 REOHIEIX 189. 9ug/mL (HiFH 90. 6~297. 9ug/mL) T
72, HARNPNHBEIZIT 2 REM PKAEHTIZH-S < CL KONV, OSFEfEIX, Z4E410.0173L/h
J V6. 09L Th 77,

AN PNH BB IZHT D T, O FMEIL 265. 6 FEE Tdh > 72, AAALISLD PNH B & ko 7=
W, RETHE L, BALZ ol 26 H L7z CL XV EIZZE L 0. 282mL/h/kg & T 101. 9mL/kg
Tho7ze BHANPNHEFIZEIT D CL OFEfE (0.282mL/h/kg) 1, MBSk PNH BEEH TOW-
YIE (#PH 0.2773~0. 3349mL/h/kg) & —E L7z, [AEEIC, CO7T-001
TR LT, ,, D& PK /87 A —2 1%, WS CHEME L7 PNH BEZ 5L LB R L IZIE
—H L (K% .

PK /NS A—RDHEFEME (n=29)

NFA—4 HATF 415 (CV9%) B (F/ME— &R K{E)
CL (L/h) 0.0173 (36. 6) 0.0161(0. 00857—0. 0371)
Ve (L) 6.09(23.3) 5.75(4.30—9. 89)

Kel (h™) 0. 00288 (32. 2) 0. 00262 (0. 00148 —0. 00496)
Ti2 () 265.6(31.1) 264 (140—467)

CL (mL/h/kg) 0.282(30.9) 0.280(0. 132—0. 520)

V. (mL/kg) 101.9(27.0) 95.5(53.7—157.7)
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MEFRTY ) AT TREHERE (n=29 (10:BDHn=28) ]

T
_______ ] P
250 \
\ \
\ \
5 o \ \ \
\ \ \ \
E \ \ \ \
w 200 \ \ \ X
\ \
3 _____ \ X L\t | e s \ 3\
B B A S \ \\ \ \ ol
ﬁl \ \ \ \ \ \ \
;50 0 X \ \ \
7 W B R \ \ \ \
\ X \ \ X A Y
He et \ N \ \
\ X
< B
™ 100 A ¥ \
» \
K Fo \ S S s i s e I S
o \ -
S 50
H
0 .
0 2 4 6 8 10 12
B

- €02-001 (B 7
(B% I T — %)

B Z L2 900mg % 3 [al, & 8 [H&% 5 L7z, AHI 900mg O@IEIF 5% 1 B HIC
BRI OFME%1T - 72,
Z DFER,

PNH #3511 il 2 %tge & L. AH 600mg 208 1 [0 4 BEE 5%, 5@ BIZ900mg #4#% 5 L, =D 2

. PK &OYPD (ifn.
BRI AZEm L C B L7 35ueg/ml 22D N7 7IREEERTDHIENTERN-
TRE1HIZERE, TXTORETES 1 FR% D O REIE £ TO TR ORI W T HEEM
RTEMED FFE R 72 5220 (MG IMTETED 80% LA Lo HNH]) 237D bivlz, b7 7RO MG i
EE (%) EREOAaT EORICEDOHBENGRD bz (p=0.0027) , R TERBIEL L., Fisher
D EAEMERR T X0 AT U7 FS R BN mIE: B miErEDs 20% 0L TF) ERIEORBE R L (5
YE=JRES 0~10 ODRET6 LLE) & ORICHFHFMICE BIZIEWERA RSz (p=0.056) ,
Q% MBS R ER

- 004-001 5% (TRIUMPH EtB%) ©
(2% . BT —4)

PNH f838 43 B2\ T, AAI 600mg 23 1 [A] 4 5%, 5 W HIZ 900mg & 5- LT, 7%V 21
H R OHG RN IR & & LT 900mg % 2 ] Z & oG Lz, Mg+ b7 7REIX, &5 1
JERF 45, 1+3. 81ug/mL, &5 4 A 113. 5+8. 7T0ug/mL, %5 6 #EF 104. 3+8. 65ug/mL, &5 12 8

I 96. 59, 38ug/mL, $£45- 26 WKF 101. 8= 10. 84ug/mL Th-7= (n=40~42) , #J 100pug/mL D FEW)
BN ZEPDHECPICERIND Z ENRENT (K), BT A—FE2RITR LI,
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IYVARTREDFEHY S B

130 |

I ) X7 7 miEhiEE (ug/mL)
\‘
o

——IJURYT
- TSR

14 16 18 20 22 24 2

10 12
A

PK/IXS A—Z DHETENE (n=40)

T T

INTA—=H H i T H91E (%SD) o RAE (F/ME— HKE)
CL (mL/h/kg) 0.311(40.2) 0.289(0.151—0. 745)

V. (mL/kg) 110.3(16. 2) 108.3(79.1—144.1)

Kel (h™) 0.00277 (29. 45) 0. 00279 (0. 001376 —0. 005169)
Tija (h) 271.7(30.0) 248.2(134.1—503. 8)

- C04-002 5%E& (SHEPHERD &tEg) ¥

PNH JB38 97 Bl & x5 & L, AHI 600mg 3 1 [7] 4 @R 5%, 5 HIZ 900mg # 5L C, ZD%
MEFFHIE LT 2 M Z &I 900mg ZFFRNE G- L7z, i b7 Z7REX, &5 1 A
45.8+3.00ug/mL, 5 4 #EF 104. 5+5. 08ug/mL, #5456 W 100. 6+5. 77ug/mL, 5 12 HiE
92.6+5. 36ug/mL, %5 26 HIF 98. 4+6. 63ug/mL, 45 52 HIF 110. 3+£8. 92ug/mL TH - 7= (n=92

~96) , KEINT A= ERITIR LT,

PK/XZ5 A —2 DHEFEIE (n=97)

NS A—4 H T 1E (CV%) R (R/ME—RKIE)
CL (mL/h/kg) 0.335(40.0) 0. 309(0. 1563—0. 843)
V, (mL/kg) 113.9(25.2) 109.0(47.2—184. 4)
Kel (h™) 0. 0031 (44. 5) 0. 0026 (0. 0012—0. 0079)
Ti/2(h) 261.1(34.8) 266. 3(88. 1—556.9)

<R ELRM M RFAEEIREE(CH 1T 5 MR M EEE O ME >
- EIRERRELER - C11-005J EXER

KA G- D aHUS 3 3 BIIZAFH 1 [[] 600mg Si% 1200mg & 2 1T 1 OB TEEIRN AR G- L 72 Kf

DF5 12 B B O Mg PR 2 JE L7,

. HE | 58 : ?fo 12 BEOMEFRE (Hg/_lnL)‘
E—VRE FSORE

8 % 21. 3kg 600mg 553. 6 352.1

6 % 18. 9kg 600mg 524.1 384.8

3% 53. 9ke 1200mg 517.1 3771
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6. RERUAE (&)

<FFHEUR MM RBIEMEIRE 6 T 5 AR P/ 0 & 1R E 0 i >

@, =7 ) Av7 (Bari#z) L LT, Fiiofik - BETRl#EET 5,

FWHXITHE BAH R

18 L 1 [E 900mg %58 1 B T& 4 | MERS 4 BREN S 1 [E 1200ng % 2812 1 E
18 K
40kg LUt 1 [6 900mg %58 1 B T&t 4 | MERS 4 BREN S 1 [E 1200ng % 2812 1 E
30kg LA 40kg i 1 [6 600mg %58 1 B T& 2 @ MERS 2 BREN S 1 [E 900mg % 28I 1 [
20kg LAk 30kg i 1 [ 600mg %58 1 B T& 2 @ MERS 2 BRI%N S 1 [ 600mg % 28I 1 @
10kg Lk 20kg i 1 [6 600mg %58 1 B T& 1 | MERS 1 BREN S 16 300mg % 28I 1 [E
5kg Ll E 10kg K 1 [ 300mg %58 1 B T& 1 | MERS 1 BREN S 1 [E 300mg % 338I< 1 [E

- EVERIREAER Y
C08-002A/B&: B&
alUs [ (17 1)) (TAH] 900mg 238 1 [A1TEF 4 [B], D 1 HFZ DS AH] 1200mg % 2 #IZ 1 [BlD
BEPE CTREIRPNER G- L7 RE0# 51 B HOMIEH B — 7 JREE1T 188.3147. 1 pg/mL TH Y | mﬁ%tfﬂ ~
T 7RIS 4 I 152. 661, 8ug/mL, 5. 26 WEF 194, 883 lug/ml TH-o7- (n=13~16),
FIPFHERIZOWT, SERE ISR G- 4 JEH T5.0%., 26 H T3.5% Th-oiz,

C08-003A/BEE&

alUS 3 (20 f) (ZAH) 900mg 23 1 [BITFEF 4 [8], £ 0> 1 WD S A 1200mg Z 2 8|2 1 [0
BEEE CERIRNAR G- L2 RF 0 5. 1 B B OiEH ©— 7 R 222. 7148.9 pg/nl TH Y | mri%ﬂiﬂ ~
T 7 IREEIIBEG 4 BF 222, 453, 3ug/mL, #5- 26 IF 276. 8101, Oug/mL TH - 7= (n=18~20),
HHZERICOWT, EEAMIEMEIIR S 48 H T1.4%, #526H T3.2% Th-o 7=,

<2 BVEEMENE (RFEIT DT VREFITEERTMABRFLEEICL HEROEENRE L
iaZ-A('BEé) >

- ER FEIEEREAER - ECU-MG-301 %88 (REGAIN XE&) '*'®
A G MG FE\%‘ (62 5 (HANEE 3GIZET) ] IZAHA 900mg 23 1[5 CFF4 [, o> 1 JEH
BB AA| 1200mg 2 2 HIZ 1 B OME THARNEK G LIcRo®R G5 1 B BofjE D v — 7 R
336+ 112ug/mL TH Y MIEF b 7 7R IIHRE 4 B 373+ 135ug/mL, % 5- 26 @ FF 341+ 172ug/mL
Tholz (h=57~61) , HANEHE @ F) OMmiFHE—7 RERCMES b7 7REIZ SMEA
BED 5~95 X—k XA VOFHANTH -7,

<HFHBEEURARY FSLEET (RHEEHXEET) OBHRTFH>

- ER EIEGEREAER - ECU-NMO-301 5£8% (PREVENT %E&) 22"

RERER A7 T AEFEBRE (96 6] (AARNEE IBIZETe) 1 ITAAl 900mg % 1[5 T
4 mE, Zo 1 EMESARAF 1200mg & 2 I 1 [HOMHE CEHIRNK S LI-RKo&k5 1 BEHO
Mg F v — 7 AL 359103ug/mL TH Y, MIEH b7 7RI G 4 HEF 432+169ug/mL, £
5 48 JHIK 420+218ug/mL Tl o7z (n=65~94) , AARNHEE (96 DMiEH e — 7 JRE K UL
BN T 7B, AMEANBRED 5~95 N—F X A L OFENICIZIES N TV,
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@) hEHE
REERR L,

4) BE-HAEOEE
7 Y X= 7%, WERMESRE v 7Y oL RERIC, %kTi/%#%ﬁU\WP%f’iéﬁ%%
A ZT RN e, =7 ) XA~ T OIEYEREIL, BE I3, BRI LY EEEZ TR
WeFrEINnN5, 2L \_ﬂ%uﬁbfﬁ%ﬁ%fﬁ%mimbfmﬁmo
P FHFEIZ 2T PNH O [E N EEPREER 10 J OV g AR BUER C04-001 35k ¥, C04-002 38R 2123\
pummedE, SeEmslAl, SHRIEREAT 2 A FEEROT Y 2 a R F U filigsE s &35 & offH
ICBET D RBMMTZ LB LT 24, WTFhOBA LIFHROAEICL > TREMIZEIRD bR
o te, 122U, SEATICI/ NIRRT & W O RN S 5,

2. EYERERINSA—F
(1) fEwAE

1y /= KAV NET IV

(2) RILEEEH
ML,

(3) HEKEEFEH
VI SEppEhieicB+2HE 1. MPREOHERE (2) HBRREBR CHREINZMPRE 2) KEHR
LB p.51~54 B,

4) 2VF7S3UR
VI BEpEhreicB2HE 1. MPREOHERE (2) BRRER CHEINIMPRE 2) KE#k
HEBR | p. 51~54 2R,

) HNHEHE
HAS A PNH BRI BT A REM PK T AL =27 U A<= 7 ONHFARFEL 6.09L TH bV | MmiFeiz
TN ERENT,
( TVIL FEMERICBET 2HE 1. MhiRECHE  (2) BARRBRCHEShmPRE 2) K
B ERBR] p.51~54 Z )

6 zot
R ERH L
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3. B&KH (REaL—Yay) f#m

(1

(2)

1) 131,

FRAT A&

1 IRIEEEED 2-a 28— F A N ET IV

NG A= EHER

Fin. AE. KE

<HEMREANEY OE VRIEICH (T DB MNH >
(% T —H)

HESMER AR BB (C04-001 5RER ®

Ffta R4 &

C04-002 #ABR ¥, E05-001
& UCIRER, Flm, MBI AFEZ W,
€04-002 3Bx ¥ K OVE05-001 2Bk 2932

?ﬁj?ﬁ 29, 32))

BT % PNH B3
7 VT T AR OGAREFE & fEAT L T2,
XTI NT, lx D=7 U X~T DI VT T A

XL A

I EERBEOICWTI ST OFBMEM AR S =2 (004-002 3B 9 : p=0. 061, E05-001
2% p=0.0139) | KEE 7 U T T ZAOMBEBROME & OHEEIITIEF I . BRI E

DI DM L ITEZ BRI T,

<SR EAIMN 14 FREEEIREF(CH (T 5 Mty M EREE O HIE >
(BE T — )
OFEEDNORHFE 2R AR APLE MR 5 2 L3, 27l ATEMEIZ 10 BEERE S 2D A

AT I

EXND alllS BERFICIIEFICEETHY, TOOHPNH LVETEVWEERNT 7
BEE (50ug/mL LLE) 28R L7z, PNHAENOELNZ 1 2/ R—=F A METMTED,

alUS

BECBTORGVI 2 b—varaE L, FREICESHERAE - HEARE L,

aHUS BEICH T HH#REME - AE

gL—7 BARE HEERE

40kg LALE™ B2 900mg % 4 B 1200mg # 5 BBEIC, LB 2B &
30kg LA L 40kg R | (< 600mg % 2 ;&R 900mg # 3EEIC. UE2BZL
20kg LL L 30kg KiiE | 3B 600mg % 2 & 600mg % 3BEIZ. UE2BE
10kg LLE 20kg R | I 600mg % 1R 300mg = 2:BEIZ, LIE2EBIE
5kg LLL 10kg Rifi | (< 300mg Z 1 38R 300mg & 2:BEIC. UB3IBAITLE
*FTRTOBEARUVELEEERICH L TERShDHERSE - Bk

C08-002A/B. C08-003A/B & X C09-0011 ERIZIB T, HESEH B4 L7 alHUS £ 57 Flo X8
BehHPKTF—Z I CHS& Y] o = M AV MET MK AEMPK oz Eh L7z (F) ., £

OFER. 2 TOERBO allUs BFEF TOIERYBIETT U 71

PE R ST (R) o

BOE LT A Y ¥ 2 — LD

(V. BEICET 5IHHE
IR AEE AR I

5. ERIREGRE  (2) BRARSEHERABR - )RR
B Ll C5 EMEM] p. 28 2

1) FE P i i
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2)

C08-002A/B. BAH HEFFEA
C08-003A/B B Ut
C09-001r ABRT | FEHIK AUC Cmax Cmin AUC Cmax Cmin
DPKINT A—F (ug -h/mL) (ug/mL) (ug/mL) (ug -h/mL) (ug/mL) (ug/mL)
—HRES
BRA (18@mUL)
C08-0024/B N=16 19611 145 93 77693 342 149
C08-003A/B N=15 22928 163 13 104228 431 214
09-001r N=4 20537 161 90 63028 316 100
BLE (12 %~18 BERH)
C08-002A/B N=1 20905 147 104 95117 392 196
C08-003A/B N=5 22084 157 109 99956 414 205
C09-001r N=2 28908 222 130 95242 457 161
INR*
C08-002A/B N=5 31299 223 154 113954 473 234
C08-003A/B N=4 39537 316 1 56583 278 94
09-001r N=5 36406 281 166 95990 367 121

T—RFTRTEHYEERT
*9 R T C09-001r HAERDEHE

QLR by VX7 D7 VT 70 A RO A5/ L7, MR L > T=r ) X~
TD7 YT T AL 3660mL/h 1 B U, T 1. 26 KRR AERE Lo, e T fEASHR S i
HEla 2 8 95 aHUS FRFICARKI 2 B 5T 25615, iR HEREn 5,

( VI $Ep@hfelcBd 5B 1. MHRECHRE (2) HARR CHFEINZmbRE 2)
pAg %GR p. 51~54 )

<HFAHBEEWURARY FSLEET (RABEEHAZET) OBRTFH>
[£% : ECU-NMO-301 7B (PREVENT 7kBR) %7 ]

ECU-NMO-301 2XB& 233U T, NMOSD FRFIC 1T A =7 U X~ 7 DFafs - FERHER & O PK W2 & % 3
T 2% F AR T T VAR LA R O AFERREN 217 o 7o RS AL BRET L 72 IR MR R SN A
PEEEIR [ A AN, sk, 4F#n, MERI]. AFE, EDSS M ON IST O RILICZ IS T v & AEIfF T
DO JEHR TN IST LM 1%, CL. Q. V, MO V1T E T T HERSIHER O R B O
CL T2 % T A bR L B AR A TR & . WTiLb =27 U X~ 7 ® PK IZEEIKRY
WCEWROBH DL G202 ERHBNE o 7-, NMOSD BE THEFRIIAE L EZEZ N5,

BARANEBAALS

A AN PNH A8} OVH AR AN ELSh o> PNH A 177 61 (A AN 29 ] 16. 4% A AN LIS 148 151 83. 6%,
B 85 Bl 48. 0%, #E 92 B1] 52. 0%) Z x4t e LT _RCORBROT — X 24 L, REM PK/PD
ETNERG, =7 ) X7 OMmBEPRE L ELEE (%) OBRICBELAZ T Y v 2 & Ei L
Too BARANEEZ. BARNDSNEE & e U TSR ED 17T%IE > 7272 AHIFR S 12 % O M
B N7 7O RENE T E Do T2M, 1FEAEDBEAANPNT B (93% : 27/29 ) & HAANLL
L@ PNH BBF DR T, 58 1 BEZRWTPD 71 7 7 A VICEVIIERD H LT, PNH B o AfE X
T X7 DPK/PDICKEREELH XN ERRB Iz, BANPNH BE BV QRIS
MENZIEREICIH SN2l & K= )V X~TORENTa 7 7 A b, HANPNH BEIC
x5 HEREIINE 2N EB 2 b,
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<2 BVEEMENE (RFEIT DT VREFITEERTMABRFILEEICL HEROEENRE L
HEICRD) >

(£ : BCU-MG-301 3Bk (REGAIN #ER) =19 ]

REGAINFRBRICEBWTC, =27 )V X~T D7 VT 7 AIMEEIEGFET D Z L0 RENT, 7B, [
B CAR Z R SN BARNBERLIFIE RO TV, =7 ) X~ 7@ EM MOy &
M &2 5 et 2 MU T 2 Z S 1XTE R o7, BAANLFITOa L 3— k2 LHE
7077 A QU/M) ] ERE, BARANSHIOWTIO PK 8T A —2 L IEAARNBE DO PK /8T A —
B D 5~95 = H A VN TH - T,

. IR
T Y A= TR G SN 5720, BHBRERLCEFIEER~BITT 2,
( IVIL FEyEhielcB45HA 1. mPhREOHE (2 BKRBRTHEE Szm P RE 2) K&

P EEBR | p. 51~54 & R)

2
(1) miE—KEFTEEE
R ERH L

(2) Mm%—RaEEMREYE
b b IgG Hif&iX. neonatal Fc receptor (FcRn) Z L7-#%512 . R MR A mim T s Z &
ﬁﬂ%ﬂfwéo@m4iﬁﬁﬁ%ﬁ¢éﬁ%#F&n%ﬁé#é#i%%f%éﬁ REBLR OB R
THERB AL WD, ERHEZEOTREZNEICERE LESE, REVRELZZITLLE2 5
b,
(% s T — %)
ML ~D T 7 U X~ 7 OAT % PNHEE THRET L728EIC L D &4 Bl 2 6] OAER) I3V T,
Ty ) X7t E N (14 O 19ug/mL) 7,

@) HA~nF®ITH
PURITRER DA PICBATT 2 & PSS,
(%)
BAHPA~OTY Y X~ T OfBAT% PNHBH TR LIZBENRH 528, #HEEZIC-RBIECHRE Sz
XTI RARM CTH - 7217,

4)  BEEA~OBIH
HAUBE L,

6) ZFothoERA~ADBITHE

WIKME B b TR RIS i R R O RANE I i L, =27 U A~ 7dke MbE®/ 7 a—F L Hik T
HHTD, MONREMEE MUALE RO DA EZRT EEZHND,
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6.

~

(o]

1

1

(6) M HBAE
C5 SADIIES > /Sy BUSRERT B 20 ) AT RROES ) A5 7 DRI 5 s > 57 B
& DFEA DT LT o TR,

s

(1) KRB R TR BHRE

T VRS TIERIRT IV BOREEET L5720, IHEREEDOFETI O Ty, b MUK
IXFEIZY VY= ABERICL > TR T X7 F FEOT 2V BICHfREND, BEESROFRE T FeRn &
DOBFEIZ BT 5,

(2) RBBEE5THEF (CYPAS0 %) OHFiE
T Y A= 7E, RWAMSE 7 a7 ) L EREIC, KR L-7 2 V86720 CYP BERIC X A
Rz ST 20,

3) VEEENENDEERUVZDEEL
AR DA

4) HKBYOFHEOEERVEML., FELLE
AR ANAN

. e
T ) A~ T OPEMRE AT D D OEKREBRIIFFICER L Wi, =7 U X<=T7 0018 (K
145, 235) (IR E a7 ) v ERIERICKREZ WO T, BligA\IC L p8EEZ T e PHEIND,

FSURR—2—IZET H1FH
AR L,

. BRHICKBBRER
(2% W T — %)
T ) R T K E SN TWAHEN PNH BEICBWT, BITEi%EO= 7 ) X~ 7 OMiEhiEiE « i
PLETEME SRR SN2, BITIC L 2 BIXRON o729,

0. BENE=EHIT HEHE
MR L,

1. Z0ft
MM ERR L,
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et ERLOIESF (CEYHIER

A FEOREIZKY ., MEREBRPEZRET A ENHY., REHLROHON TS O,
UTORICHDEET S &, [6.10 11,11 SE]

L1111 AFD®RSICERLTIE, REXEREEONHRE (RE. BHE. BHEES) ITFEL
THEZT2(CTL. BERXRFERRENFEOLONIZBRICE. ELICTREL. REFORE
FOBEYLGMEEITI Z &,

1.1.2 BRRGERERTHIEEFERVT, RA, AFRERACRIEXEICRHT HVI F &8
BY5l &L, REICRLTIIFUOOEMEEZERT S &,

1.1.3 HEAERPEFHGNGEBELESIC LN HIDT. RERKICTHRICHETELIER
FEREVEMD L & T, HDWIIHERRERREDSH R CARN TG ERESR & DE
ETTHREYTSZ &,

1.1.4 BERRERPEDVRVICONWTEBICHAL., ZBREOVHRBIEZZHERICERZS
. BRXERREICHES HRMERANRBE LSS, EREISERT HL5BEHIC
FREEABH &L

1.2 XHNZ, FERERRMAETI OEVRE. FREFMMERESEERS. 2REEEHENEDH

SNFHARTRRARY FSLEET (BHREHEAZEY) T+H2CNBEFODEMDD
ET. BRLDABUNRBIRMEZ LEDLD LHHSNSIBRICOARETSH L, T K
FIRERIEICEILSL. ABIFERRETASEDIERTREBNI EZED. FEODAEMMERY
EREZEENFIEDORKIC+HHAL. AEZR/THLRET S &,

(fRE5)

1.1 AHNE. MR C5 2R EANICIE L CHRRMTESROAEREZ MG+ 2, EOERETNG, #

RAE G IRIZ K D PN A FFOREIEAR BT 03 2 a2 e MR T U B 2% IR E DO FIE U A
IINERT D ERHERIE D,
BB B B YLIE 1 33 8 70> D TRIR I Z 52 W7 B ORI DS FEHtE S VAU U AT RE 7RI HYIE Cdo 5 23, 7l
AT LEEEL L CRRICE D TR B 2 72, BER ERIYEDN DN D56 H 5 WITEET
ERWVWIGEITIE, BEHICREEZT, MU RPEEIC L SRR ARE T2 2 NN ETHDH Z L
Z BFENTEEZE CUINER) (BT 2, EWNS o RIER 6% T8 K OV R 2 36
T, ARHIGE R H IS BRI B PEBERE J% . BEREES% A PR R IE 2 0D EEAE 72 BRI A% B RS E O FE B AN ]
BENTEBY, L MESN TS, LER-> T, BARBELETIRASEZBRWT, K
R AR GANCHIER AT 20 7 F o 28T 2 & & bI2, BEITHIERERIYED Y X
7 Je OV IR 2 JE AN RHES &, BB B IERYSIE D 2 W S ORI S T BE 72 R ik & i & b 5
7L, BMAERIFSICHE CTE DK T CARAZ G T 0 EN S D, £io. KFlO#R 5 %2507
TWAEFICK L THIEAEY 7 F o 2 NE 0 U CENERT 5 2 EBNENSAO T A FF A
VTHEREINTWD, ULEDZ XY, FIHEELWE T L MLERH DL Z ENLRE LT,

1.2 PNHIZEBSMOEERKRETH DN, EMEMIBHEO X 5 72U 27 OBEWIGE LA TIRIBE
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WEETH Y+ RO CE DRPEREIT 2\, AFIF 512 X0 &R OMmE, Zh
IZFED ~EZ B B UEOZE, OB, JE57 OBIER & PNHAEIR S SE S v 2 &R
RBOONT, ZD—F T, KFEGIZ L HBEERFERIED U R 7 LAF G- LR O EIE 722
PRSI EEOFER DRSS D,

allUS HBUEMOEERERTH V| IBFOBIULITIEFITIR O TV D, IBEORHRE L WD
NHBEBME D aHUS OFFEIZ L D) 60~90% D EF TEBIO KN AET L, TO—F T, KA
B 51T X D BEMER BFRRGE D V) A 7 OA A G- 115 O IARPERU N EE SRR S D,
LR MG TR AR G DO RIE & F AU D BRIRFT RSMRANCIRR ST, IRA IR o A 12
DD BT IEREZR & N A < BEEM (PR AR, BASEED, R SUIRIE) ITHEN KON, MG 1Tk L
TR DIRIRIE ClREDOIRR 2 T 1256 b IRZA 2R D Fft L. BEEOIRFEIC THaIT RS
PEDOFF B D MG & g U CTWIR OB 2B &L RE R AHENHEO 6N D, £ D—J5 T,
ARG LD BERER EREGYED Y A7 BN %,

NMOSD 1%, EEAE DMK STAEWH TR O TR 2R E L, B EIRICEELZ L7253
THa 7 B ORISR O B COBEMERIEMERE CTH D, AREIFEGIZ LD FIY 27 DK TF AR
D LA, MOMEISIE & kR, BIRKREEIIED ) X7 13 D,

L7223 - T, ARAFNE, PNH, alUS, &I MG & %\ & NMOSD (2 +43 72 il & FeDERT O & & T,
B EOGRMENERIEEZ EED D LM SN D GRICOLE G SNDUENH D, o, KAl
(2K DB, PNH O MAER, aHUS O M2 PR NMILEERE R X VR & T MG ORI 518
. AT NMOSD D FFFE T2 By & LTk D | PNH, aHUS, & MG & O NMOSD (Z%F7~ HARIA
FI7RIRHIE IR N L 25O T, ARIOFNE L REMEZBHEICHIAT HILERNH D Z L0 b,
WS ORI SCE DT A B £ 2 TRE LT,

N
jpF
Ak

BRRLTOER (RAEZEST)

225 (ROBHEICIFIESLEGEWI L)
2.1 BRREEBIYEICRE L TV EE DERzEbsEoB8ThiH 5, ]
2.2 AFNDESTZ 5 UBEUE OREERE O & 5 B

(fZ:5)
2.1 AAFGIZ LY BERRFEIIEDFIEY 27 08 ERAT 2 ZENHERIESND, £D7=0, BEFERE
JBIHEICRB L TV D BFITAARGICE Y S HIUEREZE(LSELIBENRHDH T &b, K

HERTE LT,
2.2 KENIZ A7 EHATHY | BBUEORBBT A AREENEETEX RN &b, KHZHREL
77

3. MEERTHRICEES HEE L ETNEH
(V. WBRICET2HE) 22528,

4. RERUVRAEICEET IR EENEH
(V. JBIRICET2HA ] 22RT52 &,
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5. EREGERKITIE L ZDERA

8 EELERNIER

<EEMREAES OE VRE>

8.1 AHFEGIZE Y PNHARMER Y v —  BHMNT 5 72 A K & H ik L2 GA I EE e &N
WDABO BINLBLENDNH D, AAIOE G2 F ik L7 BT LTI, fff 8 B,
BN KX OV USRS 2 BEIRIER D2 b A EEIR Bl L L EHITS U Tl b e LiE
EITH 2 Lk,

< JREBY A I 4 PR B AE AE 1R BE >

8.2 K HREZIT I/ MG 2 EHICE=2 1 v 7 L, WEEARRD LR NEE
. AR OB GARGE DB ZMETT 5 2 L, I, AAZ UL L7256 IS EE O AR
NEEEPRERT LB ZNWRH LD, AFORES %, KK 12 B8RITEE ORE
FEBRSEEL, LEIOS U CGEZRLEEZITY 2 &,

(fZ:5)

8.1 PNHEE TIIAFEKE 2 Ik L-5A12k, MiEhIicERB &Nz PNHRILER (# 4 7’M) 7 a—

NZE Y EERMENELLRDONLIBENNH D, PNHEFEZXG L L ENI ORI
T QNN 31T 2 &R B T BV CIE, ARFIE G IR GC BE R 7R T STy,
WAL DORM SCEORE 2B E 2 T, AFIE G IR TR 8 M. & NYE M & N U fHhE+
LRI OB 2B 5 Z & ZRRE LT,

8.2 aHUS BH TIE, AFEEGIZLY 2 b —/L R BOMARIEMEZHIHE L T aHUS (2381 % Azt

INIAEREE (TMA) Z80f L TV D 7es, AFIE G-I KD BEO TMA BREBT 82086
%, alHUS OUFES DEFIRRER CARF OF G- 1k 12 I TMA 2358 L7ZIEFIRNSRE STV b7
b, WSRO SCEO TR AT E 2 T, ARAIP IR I3 RAR 12 B, TMIA R OV FUSATRET 5 R
JER BB A5 2 & E2FRE LTz,

6. HENEREATHEBICHT IR

(M

BHHE - BIERFOHLBE

9.1 &HHE - BEEFOHLEE
9.1.1 HEXEBRPEOHRITOHLEE
AANT L B FRGEICRE Lo < D Tt & 5, [6.1, 11. 1.1 B
9.1.2 BREEOBEXIIBREENEOLNDIEE
FRIORIEE RO (BEMR B, MiRERE, 1 > 7 U WHESE) 12K DK
RFLBRDAREMNNH 5, [6.1, 11.1.1, 11. 1.2 B

Z

r

YiE R L

9. 1.1 FAFEIZ LV BEER EEYEDFIE Y 2 78 EA-32 Z R HEN SN D, 2D, BEFER
7:
(=)

HIRYYE DMEAED B D BEIIAFNIR 512 K 0 BEER FHIEYE ICRE L9 < IR B ATREME A
ETERNWIENG, REAHRTE LT,

9.1.2 AAIOKEKMRIEIEZLET 2 /ERBTIC L0 BRI E O 72 5T, o R

A T DI RERECA 7N U EHEOKG Y A7 LT AREMENH 5, #lifl C5-9 K
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ZEFITB VT, BRI R RYYE O FIES L (T U TIIRERE A o 7 b = o B R YYIE D
FEREME (TR MEAIZ B D03, AFIKGIT LD ZN D DG Y A7 (THETE RV, s+
DI LEOTLR b E 2 T, REEZRE L,

(2) EBHEEEERE
BEEN TV,

Q) HHEEERE
BE ST,

(4) HIEREXIET SHE
BEEN TV,

() &

9.5 4T
Wb SUTAESR LTV D ATREED & % 2P, TR LA RIEDN a2 EE b D &l
SNDGEICORBETH L,

(fZ:5)

I 2 b g & UTeRRRERBR T E i L Cuveuy, B b TG I3 2@+ 5 2 LM b TV a7
D AFNIN RIEER TSR RAARIAEZ L C L /RN H 5, LIeh> T, dEmX3ER L T 5 A]
REPED & 2 LeMEIZIE, 1B EOR IR fERIEZ LE D5 LM SN D58 DAARREZ KRG 52 L,
(TVIL SEEHREICRE2HE 6. oA (2) M- @@ e p. 58 Z M)

(6) #=FLIF

9.6 RILWE
B EORRIER OCRFLRBOARIEZZE L. RILOMKGESUT T IE 2R 2 &

(fRE5)

AFlOE MZBT2HHBITHICOWTIIARHTH LA, /a7 Y ik hOAFITBITTHZ
ERMBNTND T2 W RKFIDSFLIH W S D ATREMEIIE E TE RV, 15 EOAF ML OB
KEOAWEMZEZE L, RO U P I 2 a5 2 &,

(TVI. Ep@hielcBi4 23 E 5. oM (3) HIt~DOBITHE] p. 58 Z M)
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(M

INRF

9.7 /IMNRZ
<FHEMHERBANES OE VREICES T3 MmiINE >
9.7.1 /NWNEEEZNRE LR OZEM A2 RIE L LR RBRIIEEH L Tunzewn,

<FEHEGAMMEREEEEEICES T2 MR/ EREE O >
9.7.2 EBHAKER, FHAERIZ2 » ARBOILRE SR E LTGRO LEEEEARE L L
7o R IRERBR X585 L T W20,

<EHBEEHENE (BREITOT) OREHIREIMEFLEECE DEROEENREH
BRBEICRD) >
9.7.3 /NEFEEZMRL LTEANMER L EMEZTRE L U BRRREBRITER L T,

<HEARBEHERARY FSLEE (RURETRAZET) OBETH>
9.7.4 NEEEZMRLE LTEANMEROZEMAZTRE L U BRRREBRITER L Ty,

(FEER)

<BREMRBAES OE VREIZE T 5 A miNEH >

9.7.1 PNH OENEGKRER CiX, 18 ERMOEBEEZRN LTz, TOd/ NI 2%2M, Aot
DT —ZFELI TR,

<JEATGAM M FRBAEAEREEICEH 1T 5 MR/ MEREE OHNHI >
9.7.2 aHUS (2543 2 [EI P RRIRFRER Tid, ARHIEMRER, HAERISS T 27t Ao T —2 134
HILTUVRLY,

<2 BUBEHENE (REIF/ DT VREFTEREXTMABFLEECLDEROEENEH 5

BIZRB) >

9.7.3 2HAIMG OEFEILFERBETIL, 18 MAMOBREEZRI LIz, TOw/NRIRIT 524k,
HIMED T — 2135 5TV,

<PAHBEWRARY FSLEET (RAREHERXEET) OBETH>
9.7.4 NMOSD D EREHFEFER TIX, 18 EAMDRBEZERIN LTz, ZDO/NRICBIT LM, B
PEOT —H 135 LN TR,

(2% W T — %)

WEALTUE 2 i/ NE PNH EBE ~ DO GBI S STV D 0 1E ), 11~17 5%/ PNH HE 7 61 2 %65
LA =TTV T/ TR S £ ST s oY,

WS TUE 4 Bl aHUS BB ~OFGHINHE SN TND P BARTIE, 1 AR 5 #lz &t 10 Flo/h
RToREGHBHRE SN TND Y,
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(8)

=
9.8 =#E
BEOIRBEBIZ LN, HEICERET D2 L, —BICAEPIHRE (B, ITHRE. %E

L A

HE=F

FERESE) 2MET L TW5,

PNH D [E N EGAFRER T, 65 MLl EOBREN 1 HITH Y | MBIMNIIBIT 5 PNH B3 ISk 2 R EBR ©
1% 65 kLA EDBIE N 16 il & 7e < ARBN DN NG, EEICESTA X ORE LR,
EERIMG B & xt4 & L7z ECU-MG-301 #BR (REGAIN #REBR) (2B W T, 77 &AREE 63 Flh 18 mELL
b 65 LA 1351 Bl 166 melh b 1& 12 1], AHIEE 62 Bt [18 sk LA I 65 sklA 1 1% 51 f5l, 166
A B X 1L B Th o7, ARAIE BEN S 5 FHFFROBIRIZ, 77 BRRED 118 5Ll F 65 mklh
T) 18 fi (35.3%). 166 iAo 7 5 (58.3%). AAI#ED 18 5kl b 65 meLA T 24 B (47.1%) .
66 LA 1] 6l (54.5%) Th ol-, BERAEFEZORIRIL, 77RO 185K L E 65 L
T 1661 (31.4%) . T66 mLl B 2 65 (16.7%) . AFIEED 118 5k LL I 65 s LA T 6 i (11.8%). 66
Ll B 361 (27.3%) Th oz, AFIFEICIBNT, M8 HELLE 65 LA T 1Tk~ 166 LA | Tl
AEFR L OCEELRAFFROBIRNEWVEIICH > 7,

F 72, NMOSD FFF Z %f4e & L7z ECU-NMO-301 5% (PREVENT 5U8R) K& TN ECU-NMO-302 3k (PREVENT %
feakBR) TiX, 2 BRBRICRIT 2 2ARFIREO K5y [121 B 114 B (94.2%) ] A3 118 5 LA L 65 mf A |
Tholz, 165 Ll bl OBREFNDETH o772, 65 mAMOBRE & ik L TEKOH 5 i ¢
ot BERAEFEZORBRIL 145 5% 2L B 23 61 (40.4%) . 145 %A 16 41 (25.0%)
ThH V. FHm O EE TRIENEHWERICH > 7,

7. HHE{EA
(1) GtREZZEZFDER
BEEN TV,
(2) HREIELZFDER
10.2 GtEEE (BFRICEET S E)
AL BRHEIR - B Sk WFE - falRA T
I s ) Nafs 707U WA E O | AFIOT FY—HcBF 5 U4
(BVZFLo 7Y a—VBA | BICk o CAROMETIENE | 42 V0 Z7HER, AREs a7 Y
Sfis a7 Y ) T3 LRbd0T, FAT S | VAL OGN 2 0FER S &
B, BEOREL BT | 0 IEE S, K 0 i i s
BTk, T % ATREME A 3 B 545559
(FEER)

g a7 ) UEERIEDN R, FICFeyRIIBOT v F L ¥ 2 L—3 3 v & BIEM: Fe %2544 (FcRn)
& OFAWIBLEICEE T 2 ARMEINRB SN TWE W, —F, &/ 7 a—FAfRIcB 0V Tid, &K
P 16 DFEMENZ 2350325 FeRn 2 LTV A 7 U o TR 5 Z L N TE 5720 %9 | KH
DTy RY—AZHBITDHIYA 7Y o THER, A r a7 Y AL Offei e GI2 XD
FELSE S, A O MG TRENME T 2/ ieEnd 5, SRMET = 2 —a \F—BF 1325 L
LRSI N T, RANCHRE 7 a7 ) CRFIZ G LB FE MR =7 ) X~ 7R (PRl
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8.

78. Tug/mL) X, PFH L2 BF TR 2 MEFT =27 UV A~ 7 RE (FRfE 119. Tug/mL) (2~
THEIEWI ERAFRENTWAS (p<0.001, Mann-Whitney UKRE) ® , LI EDZ b AKlE A
foE /a7 )RR OGFHICEBRNLETH D,

Bl{EA

(M

11. BI¥EF
WORWERDRH b DT N HDOT, BIEEZ 01TV, BERED b N-HEITITE
Hadikd 27 LEORMEEITY 2L,

FRIER & HAER

1.1 EXGEMEA

11,11 SHEXERPE GEETH)
BEREE A SUTRUMIE 2 R L. RIICEIERT 2 28 H 2D T, AFOHREITEL TiX
UHBYYE O (BB, B, TEEEEE, A&, RrRiBoZ b, g B - IR
Mo, B, SRURHINE) FOBIEE 02T O 2 & BEERERYYED SO - BT,
BEHIZREL, NIFEAORGEOEYIRAEZITH Z &, MRREICHT L2V 7T a8
LU THRIE LHIR, HTICESTZHINRO LTV 5,
[1.1, 5.1, 9.1.1, 9. 1.2 /]

11.1.2 ERLGRERPE GEETH)
PRFEMEBNE YT . IR BRI, 1 v 7 Lo o RS D B A RYYE R B & il 5
ZENRDH D,
[6.1, 9.1.2 2]

11.1.3 infusion reaction ($E8EAEH)
av ., TFI74 77X ERHLDND I ERD D,

(fRE5)
.11 ZEEOBRERIL IR Lz X oz, ARAIE G m@%kbf%ﬁ“iﬁmfﬁ%%éh
AREMER B D, BEEESR iiﬁ%ﬁ%ﬁﬁ:iﬁﬁﬁUﬁ>/DﬁlﬁE TR e OB A3 FEHE S v X AL vl HE
JEYE CH D2, BIRICHEIT LEE L CHRICEDL RN H 5, FEERIC .P“J%@%JEEJ):(
FRIZBWT, ECICE S TCHERBIRRFHBGYENRE SN TS, LR -> T, AAlo
%Qbﬁbfi Y BLIYIE D WIS DB & 40 1TAT VO RIS B YE S B b To
LaiZid, EbIZ2g L., fIHEAOREFEOHEUZRAE 21T O 2 L OEBEZWET 57201
&ELKO

S rpf e)* m

{

<ZZE>ERNOHRERFTRICEVDTHRE SN -HRRXERRE 2 608

(411 : 20 mALKNE - PNH)
AR G-ANZ A MMBERREE DY 7 F > (P77 VT bV A NG H) 28R LT, ARG
D4 Atk HPE 3 MBI BICLLE) O, K GEXT v A FHHRRIEA) ZIRH
Lz, —BHMEALT-b OOERITUE L o7, 5 RFRILIPICHORA L, 2K, L UKD
SR LTZT2 O AP, ABE2r 589 6 Bk, MK, R mE NEEEERRE (DIC) M USERE2 &
TeHUAEPES = v 7 DREIR - BT R Z258 0. MEROKRG MOV a v 7 (T 20R A MA Lz, A
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BE HH) 12 IR E O T 2R LTz,

(B2 : 5mBR - aHUs) °"
ARBNBE 5RHZ AR E T 7 F > (iR A, C, Y K OYW-135) =M L7-, AKIHKG 8 » A#
IZFEL (39.2°C) MOMEMZFBLL, %2 Lz, 2% 2T 7+ 2 F v o 2fMm Lz, —H
FREAL 7208, BHB O L, S BICABREOIMIKEEFE D Neisseria meningitidis IR &4,
PRIM. & WEME 2RI 2 S, BRI ER . 558 ITBETh o 7o, &k 7 + ¥ ¥ L% 180mg/kg/
H2 5 240mg/kg/ HIZHE R Lz, DIRIIRER< 10 HIPIEEZ G L, B8P, 3 » Hf&m L, #%
BAE7Ze L, BEEREIMERIL BRI Ch o7,

11.1.2

11.1.3

AFNBE G & RYIEDFEHL & OB XA TRV L OO, KRR E OHkZ I\ CEE
REMERBRBO LN TS Z L HEE LTz, PNH B 255 s Lz BRRBRIZIB VT 1 f#
(0.5%) K ONaHUS BBEZ x5 & LBRARBRICB N T 161 (2.7%) 23, AHEFERL LT
T ANVATEYEEZ R L, PNH [BE CREL-FRNEE LW SN, F7o, allS B
ZxtGe e UToBEARRRBRIZI W T 1 ] (2.4%) THRBERERSHE ST\ D, 2020 4 A 1
A R R O R O BE IGE % 2 STl WRER T 20 1], PR BRI IT 30 1], ~
T 4V ABMERGE 13 FlERE S Tun b,

AFNDO¥EEHAZ XV | infusion reaction, 7 L /L ¥ — Ol G DOIBOATREMEN & %, PNH
B X G L LIS ORERRBR (C04-001 385k ¥, €04-002 3Bk V) TIXAFE 4 IR )
B R RE DB GRS SRR IV A, A O —BEARIESOXHERE CTREIE L, 0% b AA
B GRS TILE 21T 2 LI X0 KA G-Ik ATRE Ch o 7o, HERR SN D kL LT,
B ME 2R T2 (600mg % 5-RpI2 13 5mg/ 43 £ T, 900mg %X H-RFI213 7. bmg/ 53 £ T) | fik
ABIVAEL AT aA REIOEGENRE 2 bvd, Flo, RIERGHITDR L 1R,
infusion reaction 23388 L 7= B3 XX infusion reaction DEEFE D H B HBEIZHOWTITA 7
< et 2 ], EFREREICEWTZRMNAHERTXETH LD, MHORMTELIE 2
TR L7z, 7235, PNH KON alUS B & xiGe & L7z [EWN &K O O BB 1T 2 EE O
infusion reaction MFEIMEEIL 0.3% T o7-, EHFM M6 BEZ x5 & LI-RBR T,
infusion reaction MAKIFED 8. 1%IZFD H ALz, NMOSD BF & XI5 & L7zHBrTlL,
infusion reaction IXAKIFED 8. 3% IZEH LT,

67



(2)

)

FOMOEMER
1.2 Z0OMHhoE e
10%LLE 5% ~10%FKiE 5%k it SEEAH
. - B RE | AREAM. FRREOE. U N -
% e UNHEE. #aSHan | Ao RERFRE
é;”ﬁ% - = - EERtHE L, Hi
s - - GIEHM. @M. REHm, |
BB, Ik, RIS
FIEEE. k. TA. R, | B, ACRE. BERRE.
I =0 gt WEE . BRESRESR. | W, 7 EONL. BEE
£ = BBHN. BORHRE
PR MBI, &Y. BER. B | {1V ILI Y HRER. &N
aeer | - 53 . OISTEMMIEG. BAE. K | . E. EHEHIESE. Ak,
2R Wit TE 5. AR, [
FFREE . - BEULE e, FREES | &2E
HHALAR . EHIE. OB~ . .
LRR . ERSEREEms, g | aeer, REBR. AL
Py A= S s e 2 {%%s ﬂ'ﬁ%s /ﬁ1taﬁ_&%s F&g%s
/r ,/ 2 )l/ ﬁs Lﬂﬁ@%s ﬂgiﬁs T\¥ Eugﬁmx “:Eﬁ% h"ﬁﬁﬁ%
o — Do | B BBEE. SAARMEE | oo LR TR
B BWmEs | Tov.m | oo BBR. T ‘ RS, SERR. Sk, B
e RS, 77/ 5 Ay | 2 REEER FEREE
%, REGE, Wk, Opn | oo BC IILAER. T4
CUNE. BT, mEx | DY TER RE)
ALP LR, . EYJIEVEER. C-
RIGHEEEE. & mEkE N .
mERRE | - - M. RFEEN. ROEWRE | Sogn oo T TE
. RS, IFERESE takd
K. 47 IRE ) I
e _ _ BYHER. ¥ERAFE. 57T | EBHYDLLE, ~ES/BT L
VIMAE, S IME —TR
e mmere mamiee aan | BTENE. WEELE. BAERIERE. B
BE - - gmﬁ~ﬁmﬁ~‘ﬁﬁ~ﬁﬂ BT, BIIEEMS. 5EH R
"
. - BEMOE . BHARE. B | KEERE. RH. @ BE.
R R e, RiR BT, HMEEE
R . . BEEE. ARAR M
— - - FEREL. B, 8. SR, | WREE. S, REEES.
O RSN e ST IRNEEIS
5. R, M. WAL | - - or mme oo
B - 2 B, BEE STE. EMEE | (0N L SRD. RKH,
rgﬁ T B
fER - - - EHMET LILX—
BER . - 5. A% FERE. BER
- - - _ = ETEBME. ECY. M.
e - O BINE. BE. SIHENE | T
Ex N f sl A ;
E%UW% _ _ gm%gﬂéﬁﬁs Eﬁxﬁﬁﬁs W% #;Fﬁ@‘iﬁs Iﬂlﬁ, Eﬁ’i“}ﬁ]ﬁﬁ
{EE - - 'E‘?ﬁ' Héf’i;?s }gﬁ’f’gﬂ iﬁﬁ“ " Eﬁ%s F*ﬁ
5 A sk, mEias
Z ot B - RS -

T I IRAEMER A~ 7 0 BV RIE 2 %15 & U ENEERRER CO7-001, FE STV M 1 PR FR i e e & % 52
L LIZEALY br Ay T 0 THAMSTRER C11-004] X ONENEERFER C11-005], 4B A HEAE ) M J5E % %14
& U7z [EREIERIFER ECU-MG-301 J TN ECU-MG-302 IZ831) 2 A AR NEFH ORER, HAMRE R A7 T LkEHE (1
HIRIFHR A ET) ZxtE L U [EEE IR ECU-NM0-301 M O ECU-NM0-302 1Z351F 5 A AR N BE Ok 5 548

sl
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9. RARBREFRICRIZTZE
BEEN TR,

10. BEERS
(% s T — %)
ENORRKRER T, WERGITHE I TR,
s> PNH B 12 361T 2 B IREABRIZ 3 T BISMEOEE T C 1 B2 1, 500mg/10~11 H Ol &4 5-%
fTo7oid, RANCBET 51 FEREGUIRD LTV RN ),

11. #FRHEDEFE

14 #FRLDIEE

141 EFIRAEFOTE

1411 BES ) T TANLRREZRERY , LEEZ ARy VHITEAT D,

14.1.2 AREEEER, BR7 RUBEIHE 6%) XUXARY v 7R %Z sl 75512800
L. &A% dmg/ml ([ZFRT 5, G L7 O BEITAA] 300mg D B4 60nl, 600mg 03
4 120mL, 900mg D4 180mL, 1200mg DHFE 240nl T 5.,)

14.1.3 FWNUL7ZREGAET 2Ry ZEEFHFNENL S 570 8 FB0nI@ i L R 5,
BUEZ X BEETIBENRH D7D, LT LIIELRNWI L))

14.1. 4 FHRE . BRI R OEERRVD, BEMRELZITY 2 &, (R, 8, 2O %230
DIEbOIFEHR LW &)

14.1.5 FHE, AR LA+ 2 b, ek, K25 TMRET2HAT. FRL
7ol 2~25°C CIRAE L, 24 BEILINICE 5 Z &,

14.1.6 FHRL7ZiREHGRNCERICRD ECTHETDHZ &, N LW &)

14.2 FEFESEOIE

14.2.1  AFNIAREFHFEHE LTORHAW, QEFHIRNE G- TS ARG 2 LN &

14.2.2 AFNIMNZL7=T A X0 EET 0L L, MOEFHF, @RS ERAs LN &,

14.2.3 R U72HE % 18 kLA LTl 256~45 43, 18 iRyl Tl 1~4 RF 2T CRulisfiE3 2 23,
A OES, WEIOSC CEERETLZ L,

14.2. 4 KR OEHFIZREITERNIE LIZ8500%, ERT ORI TR 5 2 1 < 45 Ik 5%
L, 5K THR, BEOERPZET S E CHEEICBET L2 L,

(fZE5)

WSO LEOFTLW A E 2 TRE LT,

alUS @ 18 kA D FBF ~D ¥ G-I B3 2 Feait . BN THEME L 72 aHUS ORFIRFABR D 18 %A D
BE KT D8 GBI > TBIEE LT,

12. ZOMDEFE
(1) BRERFERIZEDCER

15,1 BREREEAIZED 15K
B R FRBR (2 3 W THUA SR 25 S VT BB DR O BT 8 (HUIRFEEL & BRIRANR ST A H
FRLEOMBITRD o T,
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(fRE5R)
AFNE, Z R ERAITHY . REFEENRD SNDAREERH 5, ENOBKHRER TITe it
MURDFBUIFRD DR 5T, WSO PNH BF KO PNH DA O B 25t & L7z T X ToORRKR
BRICHE T2 Mtk MHUROFBLRITMR | KA 5HETIX 3. 4% (28 #1/828 ) . 77 B AFEGHET
1% 4.8% (12 #1/250 ) T o7z, £z, WSO allUS BHITH T, 3% (B3 4#1/100 #]) (2t Rt
MR S AL, aHUS B3 1 o HFFTRMIE 85 1E Thd o 72, B ARASUIAMNE AN O 25 MG £
CRENREREMBIEL 62 1) ZXkfGe L LR TiX, & Mtk MUEARARAIFEC 1 6], 77 BRI 3
FlREH BV, 9 BT T EREED 1 FITHRISABIE S 7z, L EOHRENR & DA, HULAIEEL & FFR
PHRNIAEFR L OBMRITHFE S TIIRHATH 5720, IO CEEZBE X TRE L,

(2)  SEBERERFEAICE D fFIR

15.2 FREREREABRICE D < 1F#R
~ U ADI - Ja VI ARER (60mg/kg Z & B I EFARNERG) (28T, MR
DR BTz,

(fZ:5)

il R AR N ONfEA D BUE IR GER IZ W T AR LD AR DIR~DOREITHRE S TWRVWA, <
U ADWE « RV AR THE SN MBERR R E BSAR O~ 7 AY v — MHURIC & 5 2B )
FARHTH DD, &E LT,

(IIX. FERRRBRICBEIT 2HA 2. wmrEEr  (5) AEREAmrRER  3) ~ v A2B1F 2 AR K
OB OFEAE b NS RHAFERE IS T2 8 p. 12 M)
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IX.

1.

SERGIRERERICRE I S IR H

IR ER
(1) EEZhEFEEPAER
[VI. BEZHIEABIDIHE | p. 47~49 B,

(2) REMEEHER
T 7 ) X~ 7 BIRE NIRRT E R L TV,
T Y RXvT7Iide b oIk DR RN G < | FRAZECHERRD HNRNWZ L2 b, b FESO
WD HIHILEMFEF SR D C5 IZ b G LRV, TORDMEUREMET VBGFE LRV LD &
PP ORHMIX N 72 72 D FhE L TUWeuy,

3) ZToHhOFREBHER
T ) A= TITEFEB O AZEISHERS 72N LD, — IR EREYEIC LA U X~T D
KB REFRBR I EHE L TV 7R,

2. BEHB

T/ Y X<Tide NS OEMFEICHKT S C5 ISk L TS Z /R &3, #iipa - m iR g 52
L THE FOKRKMARECEE L 2H5EE2 PRIT L2 EERETCHL Z &b, =27 U XvTD
FEMERBRIZER L TR0, L L. 7 ACBW T~ 7 A~ AC5E /7 1 —F /LHIA (BB5. 1mAb)
DRTAIRLEE ML, B MW T2 U X~ 7 AR IR ETEE & FRRETH D Z & 0NGEH &
NTW5D, ZDH, ICHS6 HA KT A AZHEVY, BB5. 1mAb Z VT, WL d GLP Stk T T #
R OV TR A BB & 920 L 7,

(1) EmExE5EHEER
MM ERR L,

(2) RERSGSEHEHR
T RIZH TS 26 BARIEES R
CD-1 ~ 7 A% L BB5. 1mAb 30mg/kg %3 1 [H1 (% 2 A (30, 60mg/kg/#). 26 MREFHARNZEG L, <
D% 4 M OBEIEIIMZZRT, TR, —fRiE, (K&, BiE, REmA, BRRE. I
5% BBS. ImAb DA RN L7z, ABRWIM T 9 lEd~ v 2 CofHREE 4 VT, (XM &ERE 0 PT, & &R
5P0) SFET L7283 BB5. ImAb & OB |/ < . WL DFEME/RTF A —&|2%F LT % . BB5. ImAb
DFEIIRO LN oT-, £72BB5. Imhb &~ 7 A 25 L, %LE[L?%'TEE@BEE@J%%@%#LK& Z A,
CD-1 =7 ATk} LT BB5. ImAb Z 3 2 [A], 26 WMFHIRN KRG L 7286 OB B =L 60mg/kg/1H T %
ECHIE LT,

Q) EfnEMsER
REERR L,
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4)

®)

(6)

(M

A AREFER

M ERR L,

1)

2)

3)

S E SRR

RORCHITEZBERVERE CONHEREICT H2E

MERE CD-1 ~ 7 A2 |Z%F L BB5. 1mAb 30mg/kg/i X % 60mg/kg/ 28 1 [F] X138 2 [0, HEIXASHECRT
2 DEIRRATA U 2 HATE T, MEIAREHTY S AR & TN EIERIRINGE G- L, &% G EE O
2 AR S 7 A AL BBS. 1mAb (2B U 7238 1 T — MR AT LI 72 2o 7o, ZEFEREIZ % L C BB5. 1mAb
\Z B L 7= 5 X 72 Dy o 72208, 60mg/ke/ TAREDOHETIL, AT SEMR oD#E st T8 K OV et 8 00 S5l 2%
WD &R LT, RRBROFERICHSE | HECKT 2 WEIERIT 60mg/ke/il, MK 2 F k.
MR R Re. M — MR AAFIC B3 2 M 28 B3 60mg/kg/ I & L7z,

RORICHITEE—RBREICHT HEE Y

IERR CD-1 ~ U A DR ETEAMINT BBS. 1mAb Z BRI G- L, BHAZEME K OWR/ IR R M:7e & QNI
M Z RN L7, 30mg/kg/FRECTITATHR 6 H X V12 A, 60mg/kg/BECIXAEMR 6, 9, 12, 15 H
{2 BB5. ImAb Z 4% 5 L, #H% 18 BICHIM L 7=, BB5. ImAb (2 BE5E# U 7= REA TR SUIIR/ IR R S 2 7R
T RIE R Do 7e Z e n | RRBRICI 1T 5 M B 81X 60mg/kg/ T Th 5 & HE LTz, 60mg/kg/
BB W TR IRHGERR I C AN A Hiv, o, MEERRENA LT, FEFMED IR
(X 30mg/kg/IHTH D & LT,

RVRZETHEERMBRUBEEZRORLEL S KICBAEEEICKT 5528 2

BB5. ImAb % CD-1 v U AIZFRIRNER 5- L. RHABERE, AL D56 K OVEFREREIZ 53 2 Bk & FEAM
L7, BHHMITERe A5 F RS OBfEFLIF £ T L L, BB5. ImAb 30mg/kg %3 1 [A130% 2 [A] (%
NZH 30mg/kg/ M 1% 60mg/kg/IH) #¢5- L 7=, BB5. ImAb |ZEHE# L 7231 X% — %A %A s o 7=,
FEHRFRE P AR DI E F, R DM E COAFEREIZE L ¢, MR 60mg/ke/i & H7E LT,

R R ER

ZEEER L,

Z DD RFERE N

REERR L,
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ZOMOBEHEWTEM - BELEME— R
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[~FVEME~T 7 v BV RIE (PNH) B S A~

Y E -V

PRSI S 512 K 2 R BRPR i P IR B AEAEMRRE (aHUS) TV U U X 2k &
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VI U REREGIND

[~ By TUERE A I S (25 MG) B & A~~~
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YU U AT

[~ A7 N T AREE (NMOSD) HE S A~~~

SEMTFTUILVW &
M. BEICBET 2B, MLHE T OfmoOBEEEE) OEER

6. F—H% - AHE
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ek T XeT (BIETRRZ)
(AR~ 7 0 & L IRIEDAIEE + VRITH L ORR ST D)

7. EE#EEER
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BYEARSEAGRAEH B - 201044 H 16 H
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11.

12.

13.

14.

(1

AN EINEE A H : 2010426 A 11 H
HRFEBMAaEH B - 2010456 H 14 B

. DEXEHREN. AERVAEEEENFNOFABRVENAE

ZNRE TN BN, HIHE R OV & 28 B0

FE BRI A A R FEEE BRI 3 1T D AR MERU NI E R E ol 2013429 H 13 H

LR EIEMEE (fE 27 v 7 ) R EFERE T MIRELFRIEIC K DR 0 B N #E 2R 56
\ZBRD) 2017412 A 25 H

BARFRR AT F T LRE (HMREHEELET) OFF TP 20194 11 A 22 H

BEEHER. BIMEERAREABRUZTDAR
ML,

BEEYM
FARMER AT 7 1 B PRIEIZ R A ]
10 4E : 2010 45 4 H 16 H~20204E 4 A 15 B (F/D#9 FESR 5)
F PR P PR A AE R (35 1T D AR PR N L A2 B 2 D #7f
54210 72°H : 20134E9 H 13 H~20194E 7 A 12 H
YR EREHEE (&7 a7 ) v REFEFRE XXM LREC L DR O E B3 W #2355
WZIR %) -
10 4F 1 2017 45 12 A 25 H~2027 4£ 12 A 24 B (F/D 950 FE SR )
BRI A7 b T AREE (BAARERME L ET) OFFE T -
10 4E 1 2019 45 11 A 22 H~2029 4E 11 A 21 B (FD 955 I E SR )

BREMETIRERRCEY 5 FR
LR,

£Ea—F
JELA T3 ) A AR ARG R AR i = — 6399424A1023
ERIERL=a— R (Y] =2—F) 6399424A1023
HOT (13 #4f1) /& 1198430010101
Lt 7 NERLEY AT LAHa— R 621984301
REEHBALDIFE

REMREANEY OE VREICH (T 5B MmN
AR OZNEE N RICEET 2 H EoEEICBE N T 7 —0 A4 A MY —IERIZ LY REZITV,
R ~F 7 v © LV RIE L FEERRHT SN BB TR G E2RMBT D2 L] LENTVLOT, ¥1IE
PERFIA~E 7 1 EVRIEDHEEZE DM TON TGl 05352 &,
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FHENAETORFTKR

(1) SEIZE T ERKRT

VU U AOE, BEMERANE S 7 B U RIEIC R T DA MmNl & s & LC 2020 4F 12 HHIE, KE,
BRI, BT &, A=A R TV T72E 51 5 ETERIN TN D, FEMIBIVE IR BT R 2 5 & L
T 51 ETHEBINTWD, HEEMES S B HE 7 ) T 25 R H ) iE 2 @ & LT 40 » [E T
ARENTND, FMRERRARY M7 AREZEISE LT36 5 ETHERBINL TS,

(2) TR TEERVERLOZIE] ICET H2H4EDKR
1) RIRMAXERR

1. &
L1 AEOREICEY ., BRRXBEBRREEZRET S LAHY . FTHHLRBHOLNA TS =H. UT
DRITTEFFEET S &, [6.1, 1111 B8]

L1 AFD®RESICER LTI, RIEXERREONIRRMIK (F2, BEE. BHEESF) ITFELT
HEZT2ITTV. BERERFENRONISZEICE, ELICEZEL. REBEFORSFD
BYILGWEEITI Z &

1.1.2 BRRGBARERIHEHEEFERVT, R AXFREMICRIEXEICRT S0 F U &H#iE
Y5 &, BREICILTIIFUDEMEREERT S &,

1.1.3 HEAERPEFHGHERBE-ESILELHINOT, RERICTTHRICHETELEEE
BRVERDY ET, HHAVWFHRRABRREDZH R VARN ARG ERER E DEET
THRETSHZ L,

1.1.4 BERREBREDVRVITOVNWTEBICHAL., SZBRECHNHBIZEHERICERSE,
BIEXERRECEET HEERANRBE LIBRICIE. TREICERT DL SEHITEREE
5Ez52¢&,

1.2 XHE, REUREAEIOE VRE. FRBBMMERESEERE. ERREEHENEH DL
[ERARFRREANY LS LEFT (RARBHERXZE0) ST GHMEEHOEMOL LT, A
BREDERUENBRIEZLEDLL LA SNDIGERICOARET D &, T FERERRKIC
Kb, ARIEHERETASEDIEFITELEVWILZED. AFOEMERVEREE BB XE
ZTOREIZHAHAL. RAEZE/FTHLKRET S &,

2. BB (ROEFIZIFIEBESE LGNNI &)
2.1 BEIERERYYEICRA L CWHHAE UEREELSEI BTN H D, ]
2.2 AFNOIT KR ULIBBUE DBEERE D & 5 BE

2) RERMXEHRS (2020 £ 12 AHRHE)

Bk B BRI R R YIE

AHNDOFHBFEIZIB DT, BEERERIGEIS L 25 THER L OE T DB L N0 & o TEFI DR S h
TWD, ZO& D RAEPNTFINIFE R OVRRE L2 T XS ERZRERICH 0 . SELC3 5 ATRerE
N5,

o MHRKIBIED BB ITHIEREY 7 F v 285 256, oo PR ZE RS (ACIP) H#ESEC
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Hodied bb 2 WHANCHIEREY 7 F o OFUHEEE21T > 2 &,

o TRABEIZ Ko THEEREBIYEDRE Y A7 Z M F I 5 Z LT TE 203, E2ITHY B
TTE RV, BRI R EIYE O W 2 B4 L. BOYEDR DI ERIT, BRI 95 2

pz =)
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LITICHEYST 5 BREICB W TIIAA 285 LanwZ &

o HFETRBEMER FEEYYED O EIE L TRV RS

o BUE, BEIRIE O PR 2521 TR WEE (KAIOKRG1END 2 & PRIEREREDO Y A7
Z EE D 5E1EER<)

3) BRONAATXERR (2020 £ 12 A1RF)
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AH, ~TAX LRI B IABNCE TN T DN T ORI B BUE D & 5 34,
UITOBETIE, AREERE LN &

- BERESE G 3 TH S L Ui

- BUE, BEERE DU 7 F B A ST TR W B U R B 7 2@ U 22 HiA s o T Bh i
HaBERE Y 7 F g% 2 BRI oA

KRl 2 K OMd i BV EE:
AFNL., PNHABE THLNILIEMD 9 bHEARBHEE M T 2 RITHE T 220,

BB I RS « AR OERBEFICEIR LT, G ITHEWBEIRRE (Veisseria meningitidis) J&YYE
ICREB LT s, BIIEREREER, MIERIC b b TRET L FREENDH D, ZORYEY X7
BT D 720  AFIE GBI OBEIUICHE D U A7 DEIRKEBGE ORI 27 & FRISZHA 2R E .,
AKFPG-DL7e< L b 2HMATE CIZTRTOBEICV 7 F oot o2 L, MEREY 7 F 8
it 2 WRLANICARAI 2 59 5 B, #6f% 2 BESFET 2 £ T PIRICE et EmE =
BhHET D2 &, —BIRIRIR & e D G ORI R E 2 T84 2720 AFAEETHIUTIMIER A, C,
Y, WI35, BXIGD U 7 F U nHEsNnND, V7 FUMAOBIL, BITOENFHERED A RT7 A 12
Mo CHERTHZ L,

U7 FUHERIZE Y MHIREENTUET 2B E08H D, TORE, PNH, alUS, #EAMEO 2HRING &
OV NMOSD 72 & ORfAR N TET 2 BRI R L7 B <k, i (PNH), TMA (aHUS), MG O¥§HE (HEE
PEDOEERMG) & OV NMOSD D FFFE (NMOSD) & Vo 72 2 & FERER B O e - JEIR AN K35 "l HEM:
DD, LEN-T, HEREND U 7 F o Bk R EBER 2 EE BT L,

BERSR R DTS T 7 F R CIEH TRWHEREMER S 5720, JUAEWEOMEIEMEHICBE T 5
NRTAF L AEEFTDHZ L, Tk TR OB B T HEE T B O BRI 3 R YLE 5 53
WE SN TN D, BUME XA G- B OBIRR FIEGYE TE < A ONDIER TH 5, BN IR
DIENENR 2NN R TCOBEEZBLE L, BENRONEHEITREBICZE L, LEIDL LTI
EWETIRREZITH) 2 L, BEITI IO OB - JER, KRB HIZZZ2T 2 HIEIZOWTHEEL T
B L, ERITERE LAABRGOEIWEMELE VA ZIZOWTEHE LAV, BE AT HFRM- R OBRE L
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et — Fzefftd o2&,

Z DD e FIRYE « AFIOVEEFF L0 | {EBIME RS BIYED B AR 2 554 55 8101%, H

HICKGTHZ L, FrichA &Y 7’&0%}%%78%?51‘&”-* K DG O RIT S /“E“T%fotb‘ 1
MPEREE e B 0T A2 ) 7R (BBEREIN) ICX 2 BERBIESRE SHL TS, Ln-
T, BEMTHEREZ R LT, EEREIED TR, K OUERGWEDO#E - ROV TERE DORE
ZEHTREL T &, EBIZMETHICOWTEREICE TS Z &,

Infusion reaction : AKAZ|IDOF 52 XLV, infusion reaction i 7 LLF —ClBUE S (77 4
TX—kEt) ISR ITRERENECDAREENRS D, L LA s, PNH, alUs, #EEMHD

BHHIMG e ONNMOSD 72 & D i % k5 & T 2 AFN OB I T, AHIH G- 48 RefH LN D512 5%
FEEIL, 77 REEEENR R o T, BIRRERTIL, AFOFLG-F 1423 % infusion reaction
Z3EHL L7 PNH, allUS, #E/AMED2H R MG KON NMOSD DB 138O bivZe -7z, HEED infusion
reaction Wi LB TIE, AAOEGZ W L, @URREEIT 2 &,

SR - TR TORKRBRICI N T, AR O G BF CHURSUS OMEBE ITHRH ST b, PNH
D77 AR KRR IR DM OPURSIE DN HE SN TEBY . TOHE (3.4%) 177 €HR (4.8%)
LRREECTH o7z, alUS B ITAAK 2 B 5 L 7= 30k Cid, 100 il 3 61 (3.0%) TAANI I 2 Bk
DECL 7V w774 —~y MEZ TR SN, alUs B3 100 #iH 1 4] (1.0%) 1%, {KIflo
RRIHURICEME Th o7, BEAEO 2RI NG O 7 T v R IRERBR T, 26 [ o F2EB 51 I
PUEM PR ER % 7R LT ARF O 5B mb%ﬂ&ﬂok(&ﬁHHMWOHW%ﬁk%fﬁEX
ITEEES L OHBIIZRD bR d o7, NMOSD D7 T+ Rl CTld, _N— 25 1 L HITAHFIC
KDV Z ST T B3 96 Bl 2 451 (2. 1%) IZARANT KT 2 HURUGD GO BTz, WTNDBEE S
BRI LEEPECdh o 72, BtEd ADA BEHIHURMAME S . — itk CTh o7z, PUiEFBL L& ERIRZE
DRI AEFEFRE OMBITBE I LT,

TREHERE - AKIOFGBRAERTIC, PNH, aHUS, #EAMEORHRI MG KOV NMOSD DB 1L, BlATO PRI
FEOHA RTA4 N> CTHEREZS T Z ERHEREIND, o, AFIEGOLR L 2 R
A, TRTOBFICH LHMIEREY 7 F o2l T 52 6, U7 F Uo8% 2 BRUINICARH % %
B2 @E, B 2 BREARIET 5 £ TTHMIChAR 25452, AFARETHUE, T
AEEI T 7 F o NEE LW (BRI OEE B H])

18 AT D BFNNINE T A NVAAL TNV WE K ORI RERFEEEDO Y 7 F o HE L EE L,
NENOERB IS CT-ERY 7 F o OBRENS 2 ReTr4 5 2 &,

U7 FUHERIZE Y WHIREENTUET 2B E08H D, TORE, PNH, alUS, #EAMED 2HRING &
TYNMOSD 7 & DRI TES DR BICHRA LB Tk, i (PNH), TMA (aHUS), MG ¥4 (#ih
PEDOEEHIMG) K TOYNMOSD D FFFE (\MOSD) &\ o 72 Z 4L & LR R D SE[BE DS B K9~ 5 ATREME S & 5
L7l oT, #ESND U 7 F Uz, REBERAEEICBE T2 L,

PUBREEE « AR EICH T > CTHEREFESZ LT LW &,
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SEMHEEE i ) =R T T — PO G #HRMEO ST M ORKRERIZ BT, RFOE L
& FIRFC S IHIFEI R Ol a U v = AT T — BNk 5 S 7=, SEETE DO 25 TG 1 2x4 5 AH
OEHFIZ, ERIHELOT a2 ) VAT T —BEOEHE2 P IE L7277 2R RERBRIT R,
B Mfke R (ECU-MG-302 3ER) ClX. EAAMEE CRMOEMEIRIELIEST L LN TE T,
ZORBRICBNT 1AL EofEmfilF o 1 B EE2EE LZBEEOEARIT 4% Thole, &bZ WA
FEIHIFRE DL TR X, ARAIEE G-I MG ORERD L E L2729 Th o 7o, sl L 0= ) v
T AT 7 —BIEFEIH LT 556, KEOHEBEEAEEICERET L2 &,

FERERR R & U C ORI HIZ NMOSD D IR FRER (A DT BB 1, AF & £ 5 Xz i
il & ke L 72, NMOSD (2%~ 2 ARFNC K 2 IR HIZ 31T D SafE il ik o i I DU TR L
7eino Tz, SN A PR E T L7356 1%, NMOSD 5% D RTREME O 1 o OV IR & [ |2 B A
THZLE,

PNH R RAR A DE =2 U 7« PNH A3 CIRiE FELEE MK FE SR (LDH) i 72 & i & NS i D1
e - SEROERZIT 5 Z &, [FARRIC, AFIOFE-2521F 2% PNH B 12V CiE, LDH 4 JIE L T i
BWNEMOEMREITH) Z L, o, BRI K- TiE, HERFHMT (B 12 BRERR) 1o, #EEsh T
51412 HOEG A Y 2 — VHEHIAN CHEREHDLE L RD 2 LR H D,

alHUS BER MO =& U > 7 « KFIFELEF O aHUS BF 1%, /. 1yE LDH L Mg 7 v 7
F = MEORIEIZ L » T, MRMES/NMLEREE (TMA) 2F=F ) 7T ANENSH Y | HEEFICIIHE
[TINTWD 1412 BOBREAFr a2 — LN CTHEHS S LEL 22 3025 (BE 12 B

B#)

PNH B#F CoOEZEEHIE « AR OG- %2 1k 2 BF Cix, HEE R ME NI OMEE - R 70
2oz &, EEREBEMZ, MIE LDH O G-BMAEE S OHME & HIZ, FTRROWTNNNREBO 5
NEHAICRFETE S - LEBLNIZ PN 7 b — 23 XOH|EHES 25% @i L2354 (@imic &
DARDBI2NGE) 5 VIR LINIZ~E 7 1 B0 bg/dL K, & 5T 4g/dL & ERIDIR TR B4
-G POUE Btk IE DAL ; i 27 L7 F =208 50%M L 72836 5 XITMABIEN & b -8
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