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2638 1F984+6.63ug/mL. #% 5-5238 KF110.3£892ug/mL T & -
72 (n=92~96),

GEsMBA MM REAEERE

16. 1. 4 EME I 155 C11-005J
AHN B G- v oD J HL T 5 1L PR R A A R 3 B LS AR 1 1]
600mg X 131200mg% 2 #IZ 1 [ OMHEE TEHIRNZR G- L 72 o
P 51238 W o Mgl g BE 2 |2 L7z

" o | BEG12EEEO M FIE (ug/mL)
AE fiNci 1 [l G0 R P——
8 | 27.3kg | 600mg 5536 352.1
6% | 189kg | 600mg” 524.1 384.8
31 | 539kg | 1200mg 517.1 3771
a)gmuimmkﬁwﬁ%uﬂ#%1@&tb@%ﬂm§mm%gf
5o

16. 1.5 #4155 I #8558k C08-002A/B
F ST 0 R PR AR R (L760) (A HI900me % 38 1
[CHEF4 Il 2o 18 #E> HAH1200mgZ 2 38512 1 [l D3
JECHIRN S L2045 1 HH oM € — 27 2
188.3+471ug/mLT& 1. ML b J 7 3 BEId #5436
152.6+61.8ug/mL. $%5-26K7194.8+83.1 ug/mLTdH - 7= (n=13
~16),



16.1.6 @515 I #H5{5% C08-003A/B
I B I PR A RE R A (2081) 1S ARFI900mg & 3 1
B CFF4 |, Zo 1 EEH%2 5 A#1200mgZ 2 #2184
JECTEIRN S Lok 5 1 HEHOME ¥ — 7 B EIX
2227+489ug/mLTdH V. MFEH ~ 7 7 BE X5 4 H I
2224+533ug/mL. % 5-26:8 1$276.8=101.0ug/mLT & - 7=
(n=18~20),

(2B RSEERHENE)
16. 1.7 S MAHEFEHFHE ECU-MG-301

S BRI E RS (6200 (HARNEZ 3BlZzEE)) I8
AFKI900mg% H 1 M TFH4 M, 2o 1 H# 5 5 AAF1200mg
% 23812 1 M OFETHEIIRNTE S L7z o$s-1 B B o il
Y — 7 i 8133362112ug/mLTH 0, MiEH b T 71X
5 4 HR373+135ug/mL. $%5-26:81K341+172ug/mLTd -
72 (n=57~61) AARNEHZ (361) OMLFEHFY— 27 BE LY
MigEH b7 7L SEABRZTEDOS5 ~9%B -t ¥ L LD
FHPANTH - 720

* (REREWR AN b T LEE REBEHEXEET) OFH
S id))

16. 1. 8 S M HEFEHFIHER ECU-NMO-301
BB ARY b ARERE (956 (HARANEE 9B
ZEde)) ICARFIOOmgZ I 1 I TEF4 I, 2o 1 BEE#E»S
AH1200mgz 2 12 1 [0 OB TEIRNIE S L 72 of s
1 HE DI Y — 7 #)%13359+103ug/mLTH V) . MiEd +5 7
TIPS 4 B K432+169ug/mL. % 5-483 H420+218ug/mL
Tho7: (n1=65~94), ARNEHZ (9B]) OIFEHFY— 27k
JER OIS b T 7 RE L AAEAREDS ~95 88—t vy
A VOFBNIZIZIZE Fh Tz,

17. BRERER &
17.1 EIHERVCREMICEAT 55k

(RAEMBRENT I OE > RIE)

BB ANE 70 VIRERE R & L 72 BRI,
FTRCHEBERE Y 7 F VBT CEM SN, [6.1 B3]
17.1.1 ERE I #H58&% C07-001 (AEGIS study)

F 2 4 DU R ML ER B 2% 8 & I T S, AR 1Bk v O GPT
KAERIMERZ 70— (PNHZ A4 7)) OFEFELAT0%LL %
TEMEAR I ANE 70 ¥V RIERF296 2 x5 & L, AAI600mg %
A 1IMTER AW, Zo 1 EMED S ARAIOOmgz 2 B2 1 o
BRECHEE S MRS L7z N—=2F 4 Y OLDH (hyefil [
JME, RKME]) 131.8140U/L [627.8U/L. 3.6425U/L], 4512
38 H ©»LDHIF2440U/L [1870U/L. 27150U/L] T&% Y. LDH
DT A5 Sz (p<0.0001, Wilcoxon D5 IR HesE) ¥
FIERI BB 1. AR G-HETI31% (27/296)) Tdh -7z,
FRWERNE. B (51.7%) . BIEEZE (37.9%). Bls (20.7%)
Tholzs

17.1.2 B4 MAHEER C04-001 (TRIUMPH study)

W TR L b 4 MRIMEREF I Z 2 CB Y. ARl
Bk OGPIRIBARIMEk 7 1 — > (PNHZ 4 7 11) OAETEH A

10%LL ORI ANE 7 B ¥ v RIEBZ8THI &2 R4 & L.

ARF600mg X137 Tt K&\ TEHAM, 2o 1 EBHD
5 ARFI900mg# 2 B2 1 [ B EE CRILLM IR N5 L 72,
HbZEAL™ 1377 & REET0.0% (0 /4461) B OAHI#:T48.8%

(21/4301) DEFHETEF S N7z (p<0.001. Fisher D IEFERIE) o
T 7z WIEARMERE AL R (Pl DR, FoRAED 1,

77 & REECI0HAL [2 BAL, 21HAZ], AHFBETOHAL [0

WAL, 16HAT] Tdh o7z (p<000l. WilcoxonDINERLAIHE)”

RIVEHISEBUBEIE 1, ARAIFGHETE5.8% (24/4361) T -7z

FREWENE, B (326%) MEFE. BERWHE. BN R,

Bl RRGEEKY: (£4.7%) TH o7z,

¥ FBFICBWT, BEMEh (23%) 2B 2 I OHbfE % i
MEsEfi e Uy 350 M icHb i 258 i 3 2 i &2 Bl b 2o
7% 2T % 0o 72354 \CHb R B L ANE IR S I & 3%

o

(GESL BRI 4 R B REAEIREY)

I D 7 A PR TR R A R & L R R TR
THBERET 7 F VT CER SN, /2, HEEEY
7 F RN OIS 14 H DINICARFI 3 5- S b 3412
EHLE A S TR S 0. B, EINERRRER (C11-
005]) O/NBEEFETIIMRIKW Y 7 F v ROA v 7V o H
Wb Y 7 F v OFMT CEE S Nz [5.1 BH]

17.1. 3 EMNEE I #545& C11-005J

ARFN P G- 0 Ik BN VR R T R R 3 A g e L
7 IEEMIER RIS B VT AHI 1 H600mg X 131200mg %
2 1 1 Bl OB EE TEIRNEE G- L 72D /MR O HER LT
KOLEBYTHY., 5 WM 360 & b e TR
THER U 7co F /oy BG-WIR PC MSEHEE J O Lo & HT %
FhEL 72 BHEIROOLNT, X=X F4 U 5EN % FhE L
Tz 1 BICIZENT 2B L 72,

w | BE | EEE H/MREC (% 10"/ ul)

TR IEHEAE | R—2F4 > | 5 W
8% | 27.3kg | 600mg 12.0~41.0 237 19.1~31.1
6% | 189kg | 600mg” 13.0~35.0 36.2 241~412
31i% | 539kg | 1200mg 13.1~36.2 259 236~2738

a) 10kgbh F20kg KD BH K32 1 [0 d 72 ) ORI f1Z300mg T
Hbo

RITERNERED S dro 7z,

17.1. 4 84155 1 1H5U5% C08-002A/B

18 L By SIE 125 DL E185% il 2> D R E40kg LA b T il 4% ¢
ARG O FE IR 5 i TR B A 1T A b R L L
FEE IR TRER I B VT, AF900mg% M 1 [l TEF 4 Al
Z o 1 EEHD S AF1200mgz 2 HIS 1 1] 058 EE THEIR N
HU70 ZO%RE. MU CROMEEREE) 1§, N—2
5 4 ¥ 109+3.2 % 10"/ uLA* & % 5-2638 21.0£6.8 x 10/ uLIZ
BIML., N—=25 4 ¥ 55%52601 0L LR O &N P
fili [95%EHAX ] 137.3%10"/uL [40%10"/uL, 105%10"/uL]
ThHo7zo

FIER S B 13, 58.8% (10/1761) Td -7z LmIMEHIE.
HEATPER T, FMERIRA R, Bols, MR (11.8%) Toh - 720

17.1.5 @41 55 T HH515% C08-003A/B

18 PL Iy 121 A 18k A i 2> > AR H 40k g DL I+ T Il A ¢
P 8 AR DL EFEAT S T 2 JE ML TR i i {2 DR A A 1 A AR
T200) & x4 & L 72 IR E MR IR I BT AHI900mg
1 CEH4 I, 2o 1EM#2> 5A#1200mg % 2 # 12
1 [ OBHEE TEIRNEE G- L7ze 2 OGRS PER/I 04
EANRY N7 =F R L EE A 1380% (16/2061) T
ol

BIVERIZEBUEE 1, 30.0% (6 /2060) THho7zo FRREIEHIZ.
GO, FMERAE,. V) SERAE (%10.0%) Tdh -7z

17.1.6 #5tL bOZXAXY 7« THAZE C09-001r

KA OPEGE % A7 5 JE I 75 1 bR e i R 3061 (AR

#%2 7 AL EI2M AR50, 12 L0 E156)) 2R L-L

PO ARY T4 THREDER S NRER, MM O E#L™

R L7 BEEIA L 12R93.3% (14/1561) . 125% L k

733% (11/1561) TH o 7o F 7o MR TER/NME R E 4 X

Y7 =R SR LB EA . 12RIT3% (11/1561).

12 2L E60% (9 /1561) TH - 72,

HERRFEBEE X, 733% (22/306]) THhotzo EHAE

FHIX, B (30%). T (27%). W, Bk (423%).

FRGEEG (20%) THo T2,

W1 RN=2F A VMED S D25%% 48 2 5 M/ DR, AR
T FBLBHIGEIT O W3 d 3250 5 7 20 o 72 R AT1258 B DAL
ke L7 Lo s

%2 2 [P L 2= 5E C I/ IR EAS15.0 X 10"/ 4L LA FAS 4 38 1 L
RS TABYAS R e o

(&S BEEHEIE)

4 G RUFE G M B E 2 b R & L2 BREBRIE, T
g7 7 F AT CEMm S Nize (5.1 B



17.1.7 B I EEEHFHEE ECU-MG-301

G By RO A 0 12501 (AR ANBFE1RZ &) 25t
L2, 77 R IEAKIOOmg % # 1 W TE4m, 2018
Rt & 7 5 & R T AH1200mg % 2 12 1 [ o # ) THR
W55 % 7 T & R0 IR 2 AL — 35 Meab A7 1 1 LR
HEM L7z, ZOME, FEFMEATHLR—AF 1 V1T
53 B ¥ 5265 ODMG-ADL# A 2 7 DZALRIT T DO L B Y
ThY. 77 R EARFEOBICHE A B 22550
57z,

Bk~
VAF2—ihif

622+5540(12)
435(7,178)

Worst-Rankf##re’
MEAZY | R

MG-ADL#E A7

5260 | Zqbat
70:336(51) | -28+307(51)
60(2.16) | 20(8,7)

103+306(56) | 5.6+4.11(36) | 47£4.20(56) | 9577150(6)

100(,18) | 55(0,15) | 45(154) | 995(1,174)

a) RBE PR GHmGIE) . TB : hdulE (M, ek
fii). VAF 2 —iGHELEL Likd o 7 BE AR

b) A XY METOMM (). R P RFE GEUpE).

TE i (R/ME, RKAH)

DOV AF 12— 2 BEEN (LAF 2 —HHERDETo

HESEWIE) . @QUAF 2 —mHFE2zLEE Lo BE (k5

26 DOMG-ADLEA 27 D=2 54 ¥ b 0%t (LOCF) 12

FD L LEAVNEWIE) DONEFE THRE K U CTRIENEAN 2> & NER A

FERATV, 2NN % IS LR L L858 L OMGFAGE (75

A2a¥ 132 4a 2bXi33b 4b) %HT. MG-ADL#A I 7 DR—

AT A Mi% LR E L7 0T | 7OV 3D  RAT

NEAL O B P- 3 e MG (Je i € 7 Vo <) (G

B0

e) Rt BERIZE, B BERIZEOS%EHAX M, T B ¢ BRI o ph

T2, EIEMHEEREORERL VA 2 —HltE 2T T
WHEREALIC L ) B L2 BB 0B 2 2B LT 3
BV AT AT J5 3 % 2 W L 72 Worst-Rankf##T 12 BV T b,
N—=2Z T4 x5 % 35260 ODMG-ADLIE A 2 7 O£ b=

R=2AF4 v

99:264(51)
90(5,18)

TR T08:43863) | 16

[-2890, 4.23]
p=0.0089

AFHIBE 542+442(62)

<

C

d

=

IZDOWTT T 1 REE L RAFEO BIHE A R 22D
ey,
MG-ADL#EZ a7 BRERIA XN | Worst-Rank AT
N2V | B 52638 | 2L |MGoY—¥ ”;f;ﬁﬁ WS | B
e 992264650 [ 70233651 | 282307(51) §2:55.40(12)
TR e | ool | w0 | 0| esquy | PO .
AR A
| [102:298(55) 56:402055) [47:42365)| 12700) | 8072766406 “00l6)
AATE 0619 | 50018) | 450054 [ | aso 1 | A6 P

a) LB P GHEEIE) . T dhol GR/Mil, ok
i), MGZ ) —E¥ &S, LAF 2 — B E LT L 92680
DG 22 T L2 BE ROPIEFO ) H L AF 2 —HEO
FEREILHENTTE Y U 7 r o 7 BE DS 5
ARy METOMM (H). LB FHMERE G50,
B gl (M, feKAl)
OF 52618 F TIFET L2 BHERN GECLA-H FTOHEIE
). @MGZ7 ) —¥ &S B L BEER MG2 ) —ERBETO
HEAE W), @OV AF 2 —m#FE 220285, L3k z dik
L7zBHBEDI) B LV AF 2 —HMOEIEIEHEIFE YT 2 BEER (L
AF 2 —{HFEMH Ik (04 X2 3B B354 1213
CHEBLZ)) FTOHEPECIE), OV AF 2 —mxr 2%
o 2B UEREBRETPIEL2BED ) B L AR 2 =m0 FE
FEHEITHEN L b o 7o BB M (325260 DMG-ADLIE A 2 7 @
N=2F 4 Vi bDZLE (LOCF) 12D ®WHAVNEVIE) o
MEFE TR L CRCEMEN 2> S MEAL AT 24T, 2 DA % IS
R E LTGRO MGFAS#E 2 K. MG-ADLIEA I 7 DX —
AT A Mk AR E L o TV
REEZHIEL72EBED) H L AT 2 — RO FEGIEAE I YT 2 K
EE K|
ML D AL A e SR R B TV Ic 3D ) GRAliBI
)
f) LB BERIZE, P BERIZEOS%IEREIX . T B - B i opli
RIE S BUBE L, ARAIBS-HET66.1% (41/6261) TH - 72
F R B, RAGEEG (£129%). FH (11.3%)
Tholze
17.1.8 HNEERHFRRE (REX5HER) ECU-MG-302
4 By P EORE 5 0 R 2 WP RACE M L 72T T b AR I
FAL T E S MOEAT R R I EBGRER & 52 T L 22 B 2 M ST
L7z RIS RBICB VT, ARIEOFMR ETH 5 MG-
ADLA I 7 DRI TEDEB ) Tho 72"

b

~

C

d

=

e)

7T R-ARAFN ARHN-AFH 4R H
FHEL AT | B |FHIEEI | AT | A2 b
(ECG—ME»?(?I?;E%) 60 |99=260 % 1;)331
1 60 |60+385|39+375] 55 |53+394]50+407
43 60 |51%374|48:373] 55 |55:381|49+405
128 60 |52+325|47£339] 53 |53+350|48+338
2638 55 |47£320[49+320] 49 |51+377|52+377
10 31 |38276|57+355] 20 |52+422]5.1+465
523 2 |43+306|53:324] 20 |58+375|44+353
JHFFN (LOCE) | 60 |52+397|47+424] 56 | 61436 | 43411
Sl R

FIVE R S BB, 55.6% (65/11761) TadH Y. EREIEAI.
BEST (12.0%) TR (85%) AUEIEHG: (7.7%) \ SR % (6.8%)
ThHo7

*(REREERRAANY M LEE HHEERXEZEC) OBR

T B5)
BRI RER AR 7 b5 AREBE G L L 72K R,
FTARTHIERR T 7 F VM FTEB SN, [6.1 B3]
17.1.9 F M EEEHFEHE ECU-NMO-301
BRI B A X 2 b 5 AREEBEF14360 (HAR A BE146)
FEte) ENRIS, 7T AR IIARAIOOmeZ H 1 H 5T
4 mERNES L. 20 1EBE? S 75 1 R EARHA
1200mg# 2 3812 1 IR N3 53 % 7 7 2 R e A (L —
EEMRIATRE M ILBGRER & I L 720 Z 0GR, FEFHH
HTH2MVFHIRESICL Y HE SN MNEREE oW
RO EBYTHY, 7T REERFFEL OBICHE
BRAEDRD ST (p<0.0001) s NH— K [95% X [#1> ¢
120.058 [0.017, 0.197] TH - 7=

a) @i Z g v s eEICIED L b) RHCox BN — FEF VIS
o<, o) WaldBHHIX R

Ty A= TH

75&%%

| ——=75 XM

2004 — ) A THE

= T T T T T T T T T T T T T T T T T T

0 12 24 36 48 60 72 84 96 108 120 132 144 156 168 180 192 204211
REFIUI (E)

R OBHE:
747 38 30 24 21 16 13 10 9 6 5 5 4 3 3 3 3 1
)Ae7g96 92 83 78 68 60 58 52 46 41 32 24 22 18 14 8 2 1

RIE S BB 1L, ARAIPES-HET635% (61/9661) TH - 72
EREIEE. EAEKY115% (1160), TE0104% (1061).
G8.3% (841). RBENED F\173% (76 THo7
17.1.10 N HEEERRR (REAKREHR) ECU-NMO-302
BB RER AR Y N T ABEBE 2N RICHEM L7275 &
AR AR 2 AL MO I I LR A e T L2 B %
MR FER L 72 R 5B IC BT, D72 ) o FIER

HOWBITEDLBY Tho 7m0
%mﬁtwﬁﬁbtﬁ%¢®ﬁﬁ%f§%§:§;
B Y omsRE |7 ) omsem | O EE
5O %A R
75 R- 25 2405%1.2526 0.237+0.6067 -2.168+1.4830
NS 1923 (1.442,2.885) | 0.000 (0.000,0.000) [-1.923 (-2.446, -1.442)
ARFH-AH 14 2.029+0.9563 0.198+0.4206 -1.831+0.7522
H£H 1.923 (1442, 2404) | 0.000 (0.000,0.296) |-1923 (-2.404, -1.442)
: 227011564 0.223+0.5416 -2.047+1.2686
SIRM | 39 1923 (1442, 2.885) | 0.000 (0.000,0.000) [-1923 (-2446, -1.442)

B PR S, TR Pl (55 1 UM, 45 3 DUAMTAT)

a) ECU-NMO-301 585k D R ERSESRL 51124 % H O4E I3 a1 5

BRI 8 BB 1269.2% (27/3961) TH Y. EREIEH I

WHEE 26, PR IESIE D %128% (%5 61) Th 72"

¥ 200645 D WAL HEY 1230 X BLANE TR B 25 1 20074F D HEHE (2
RO XHMARFRR AR b T LEEL B S NI EH,



18. FERhFIE

18.1 {ERHFF
7)) X2 T W, MRS s COTBF RN G L. C50
Coaft U'Cob~ DR 2 B3 5 2 & T, #AKMMAEBE A1k
Cb-9D L) % Pl § % o

18.2 Z Mty

18.2.1 AFIP =7 MU RIMERPUA TREME S 7227 N Yk
ERoe b & 5 i & S L2,

18.2.2 AHlD v MCOIHT T 2 MRk (CFIS AL fE) (X
46x1.6pmol/L (25T). 120+55pmol/L (37C) Tah - 7=

19. B2 BT 2 (LRI R
—#REI =) A~ 7 GEETHIRZ)

Eculizumab (Genetical Recombination) (JAN)
L) AR T #BIE Az e MEE 70—
FUHETH D, v 7 APik M EIIRCS a SHPLIR
OMHEIER R P 7 L= LT =715
R AHWAET. Wl MagGH R EEIB» S &
%o LEIOEEIBIE c $UCHRT 5, F72. HH
EHBOCHIER, & ¥ Y J FCH2IR D —#B1%
IgG2 (p281) 57V, CH2HEDFR Y & CH3ER
131gG4 (p48H) 0% b TV ARTIE, <
7 AERiE (NSO) MifBlc XV EAENS, =
2V ATE, M3MOT I BRI, AH
20T RO 7 3 WEFRIED 5 7 HLEH
2FTHEIR SN BHEY VN2 (hFR 8
145235) TH %,

20. MEV EDER
VR (106 L CIRAES B 2 &

21, AERR M
211 BRI Y A 2 EEHI & S o0 by EYICERT 52 k.

(RIEMBRBEANE T OE VREIC ST 2B M%)

21.2 ENOBRRBERIEE SN T D 2 &b, BEIGEHE
— B NI AFH] 2 $e 5 & N7z A B 2 b G Al it i A &
Fh L. AAFEHNEEOWREHEILET L L LB KH
DEEW SR CTHIEICHET 57— Z2EE L. AHOBIERE
LR EZ# LT Lo

21.3 KA D95 BT 0¥ Y RIEDO BN, G
R L. RAID) A7 S120WTH HrIcE BT E LR -
AR O b & T, BRI R ERAGE OB W, B ICHE L7
BEfif & OEBER o 7z LToRfTbiisd &5, BERTICH
oo TRERIEEZHLL T Lo

GFARRMMRBEERIICH (T 2 MMM/ INDEREEOH
1)

21.4 ENOBRRBERIEESN T D 2 &b, BUEGEHE
—E I NI AFH] 2 P 5 & N7z 4 B 2 b G Al G i A &
Fh L. AAEHNEEOWREHEILET L L & HI10 KH
DEEV R THIEICHET 57— Z2EE L. AHOBEIERE
ML fEZ# LT Lo

21.5 KA O¥5-2% IR BEE MR BEHEAE BERE O BW, RIS
KL, RADY A7 2OV THHHCEETE B RN -
BRI O b & T, R IEHIE OB W GRS L7z
BEfif & OEBERZ N 7z EToRfTbiis &9, BERTEICH
oo TRHERIEEZHLLH T Lo

(EBUEEHENE (REJTOTJ) RERIEEIIIMES
EEEICKBEROEEPEHLIFEEICES))

21.6 ENOBRRBERIEE SN TWE 2 &b, BUEGEHE
— B NI AFH] 2 $e - & N7z A B 2 b G Al it i A &
Fh L. AAEHNEEOWREHEILET L L LB KH
DEEW R THIEICHET 57— 2R L. AHOBEIERE
ML fEZ# LA Lo

x "

21.7 KA DI GAS, 4B RVEAE R B IRE OB W, HHCREE L,
KHFND) A7 FIZOWTH THICEMTE BEERM - AR
Db & T BB ERGIE OB, B IR LR o
WHEEZ N2 ETORTOND X9, BEHRGEICH 2o TH
BhEEAH#ELDZ L,

* (RERFERANY M LEE (HHEEERZE0) OB

T

21.8 FEINOBRABERIIRO N TVD Z b, RElGEsk
— BRI & 35 G- S M7z AE G 2 0k AT R A R
HEEBL, AAEHBEEOBERBURLZLRE T L LB 1T,
AR OLREERCHNEIHT 27— 2 L. KH O
IEFINZ R EREEEZH L Lo

21.9 KA OFGH, BAEFEA X7 b7 AEE (B
iz Eet) OB, WRICHKEL, KHOY X7 FITON
THHICERTE RN - RO & T, M IR
YYEDOZW, HFHE L 72 B & oM Z o 72 TR
fibhd &), WERRIIH o TLELBEEZHLLZ L,

22. ‘@3t
V1)) A R EHE300mg 30mL [1 /354 7v]
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