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6 # 1100.6+5.77ug/mL. ¥ 5-1238 K(92.6+5.36ug/mL.  #% 5-
2678 FF98.4+6.63ug/mL. % 55238 K;110.3+8.92ug/mLT & -
72 (n=92~96),

GEsMBR MM REEERE

16. 1. 4 EME I 15 C11-005J
AR B G- v o> I S L AP PR R RE M6 B A A 3 LS ARH) 1 [l
600mg X 131200mg% 2 32 1 [ OMHE TEHIRNER G- L 72 o
1 51258 RF o I3 Fh s BE 2 I L 72

" o | 12O R (ug/mL)
iy | RE 1 [l 54 B S RE
8 | 27.3kg | 600mg 5536 352.1
6% | 189kg | 600mg” 524.1 384.8
31 | 539kg | 1200mg 517.1 3771
a) i)kgumokgmﬁ@ﬁ% ST A 1B 7Y ORI EIX300mg T
5o

16.1.5 @515 1 #H545&% C08-002A/B
I AR PR PR R A B (1781) 12 A #I900mg % 3 1
[ CEF4 W, 201 ﬂf’ﬂ?ﬁ?ﬁ‘%l‘iﬂlZOOmg’E 212 1 MO
BETEHIRNZES L2Eo&kS 1 oMb ¥ — 2 i
188.3%47.1ug/mLT & . MEH b T 7 3 B335 4 8 K
152.6+61.8ug/mL. $%5-26:15194.8+83.1ug/mLT& - 72 (n=13
~16),



16.1.6 @515 I #H5{5% C08-003A/B
I A LV R B RERE B R (2061) 12 AR FI900mg % 34 1
B CTFEF4 . 2o 1EM#E> S AF1200mg% 2 #8121 1 D%
JECTEIRNF G Lok 5 1 HHOME ¥ — 7 BEIX
2227+489ug/mLT&H V. IMFH ~ 7 7 BEE X5 4 B I
2224+533ug/mL. % 5-26:8 1$276.8101.0ug/mLT & - 72
(n=18~20),

(& BREEHENE)
16. 1.7 S MAHERHFIHE ECU-MG-301

S H TR E RS (6201 (HARNEZ 3BZzEE)) I8
AFKI900mg% H 1 M TFH4 M, 2o 1 :H# 5 5 AHF1200mg
% 23812 1 M OHETHRIIRNTE S L7z o$s5-1 B B o il
Y — 7 i 813336+112ug/mLTH 0, MiEH b T 71X
5 4 AEE373x£135ug/mL. $%5-26:8K341+172ug/mLTdH >
7z (n=57~61) AARNEHZ (361) DMLY — 27 BRE LY
MigEH b7 7. SEABRZTEDOS5 ~9%B -t ¥ L LD
FHPANTH - 720

* (RERERRANY P LEE (RERERAEEE) OB
idI))

16. 1.8 S M AHEFEHFF{5& ECU-NMO-301
BB RER AR b T ABEERE (956 (HARANEHE 9 H
&) ICARAIOmg % B 1 I CFH4 |, Zo 1BEEE?S
AFN1200mg#% 2 I 1 Bl O FE THEHIRNE S L2 Ro$k 5
1 HHOME Y — 7 )%13359+103ug/mLTH Y | MiFf 5 7
TR P G- 4 5 I432+169ug/mL, $ 54858 I5420+218ug/mL
THhotz (n=65~94), HANRE (9H) il — i
JER OIS b T 7 RE L. AAEAREDS ~95 88—t vy
A VOHBNIZIZIZE Fh T,

17. BRERER 4

17.1 EIHERCREMICET 555k
(RAEMBRENT I OE > RIE)

BB ANE 70 VIRERE R & L7 BRI,
FTRCHEBERE Y 7 F VBT CEM SN, [6.1 B3]
17.1.1 ERE I #858% C07-001 (AEGIS study)

M F 2 4 DU AR ML ER B A58 & R IE S, AR ER v O GPT
RABFRIMER 7 0 —> (PNHS 4 7' 11) OFEAELA10%E LT
TEHEAR I ANE 7 0 ¥V RIERF296 2 x4 & L, AHI600mg%
A 1IMTER4 W, Zo 1 EMED S ARAIOOmgz 2 HIZ 1 [0
B CHEE S MRS L7z "= F 4 Y OLDH (hyefii [
JME, RKRME]) 131.8140U/L [627.8U/L. 3.6425U/L], #%5-12
38 H oLDHIF2440U/L [1870U/L. 27150U/L] T&% Y. LDH
DT A5 Sz (p<0.0001, Wilcoxon D5 IR HesE)
BIVEF S BUBEE 3, AAIR 58 TI3.1% (27/29%1) TdH -7z,
FRERNE, B0 (51.7%) . BIREEZE (37.9%). Bls (20.7%)
Tholzs

17.1.2 B4 MAHEER C04-001 (TRIUMPH study)

W TAERMNICA 7R L b 4 MRIMEREF I Z 52 CB Y. ARl
Bk OGPIRIBARIMEk 7 1 — > (PNHZ 4 7 11) OAETEH A

10% 2L EOFEVEVEARL AT 7 0 8 v IRIEEESTH 2 i R & L,

ARF600mg X137 T K&\ TEHAM, 2o 1 EREHD
5 AFH1900mg % 2 38 12 1 [0 o #8 B2 T FHLLE IR 3% 5 L 726
HbZ @A™ 1377 & REET0.0% (0 /4461) B OAHI#:T48.8%

(21/43B1) DEFHTEF S N7z (p<0.001. Fisher D IEFERIE) o
T 7z WIEARMERE N AR (Pl DR, FoRAEDD) 1,

7T RRECLOHAL [ 2 HAL, 218A7], AFIRET O HAZ [0

WAL, 16HAT] Th o7z (p<000l. WilcoxonDIERAIHE)”

RIVEHISEBUBHIE &, ARAFGHETE5.8% (24/43f)) T -7z

FREIWENE, B (326%). MEFE. BRWCHE B2,

ol RRGEEKY: (£4.7%) ThH o7z,

¥ FBEFICBWT, BEMMEh (23 2B 2 Ik OHbfE %
MEsEfi e Uy 3250 icHb i 258 i e i &2 Bl ). 2o
L% 22T % 0o 7235 \CHb R B b AR IR S I & 5%

o

(GESLBY RN 4 R B REAEIREY)

I D I A SR TR P AR A R & L 2R R TR
THBREREY 7 F VBT CER SN, 2, HEEEY
7 F BRI OIS 14 H DINICAR R 25 5- S b 3412
EPLE A S TS S e B, EINERRRER (C11-
005]) O/NBEEZETIIMRIKW T 75 Y ROA v 7V v H
Wb Y 7 F v OB T CEE S Nz (5.1 B

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

ARFN P G- 0 JE BN VR R T R R 3 A g b L
7 IEEMIER IR IS B VT, A 1 H600mg X 131200mg %
2 2 1 Bl OB THEIRNEE G- L 72D /MR O HER LT
KOLEBYTHY., 5 WM 360 & b e TR
THR U 7co F /oy B WIS M S L O F Bl &M %
FhEL 72 BHEIROLNT, X=X T4 U oEN & FhE L
T/ 1 BICIRENT % B L 72,

ew | BE | EEE MBS (% 10"/ ul)
TREIEHEAE | R—2F4 > | 5
8k | 27.3kg | 600mg 12.0~41.0 237 19.1~31.1
6% | 189kg | 600mg” 13.0~35.0 36.2 241~412
3% | 539kg | 1200mg 13.1~36.2 259 236~2738

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

HITERNZRED S dro 7z,

17.1. 4 84155 1 1H515% C08-002A/B

18 UL Iy 121 LA R 18 A 2> > AR H A0k g DL I T LA ¢
ARG O IR 5 i TR B A TR A b R L L7
FEE IR AR I B VT, AF900mg% M 1 [l TEF 4 nl,

Z0 1AM B> S AA1200mgZ 2 B2 1 [0 o HIE THR AP
HL70 ZO®RE MUMUL CR9EREEREE) 1§, N—2
5 4 ¥ I109+3.2 % 10"/ uLA* & % 5-2638 21.0£6.8 x 10/ 4L I
BIML, "—=25 4 ¥ 55%52601E 0L RO f/N P
fili [95%EHAX ] 137.3%x10"/uL [40%10%/uL, 105%10"/uL]
ThHo7zo

FIER S BUEE X, 58.8% (10/1761) Td -7z LRI,
HEATPER T FIMERIRAE. Bals, MR (11.8%) Tdh -7z

17.1.5 @41 55 1 1H5U5% C08-003A/B

18 Ph Iy 121 LA R 18 A 2> > AR H 40k g DL I T LA ¢
%% 8 EM DL EFEAT & LT w B MR 5 1 P R A i A0k T
F200 &2 xR & L7z I HEMIER BEBIC B v T A#I900mg
i 1 CEF4 . Fo 1A% S ARF1200mg% 2 812
1 B OBEECTEIIRNAE S Lze ZOREE, AR EBUIN s Bt
EAL Ry N7 =FEER L BE A 1380% (16/2061) T
Hols

BIVE BB X, 30.0% (6/2081) Tdho7ze ERBIEMNIL.
G, FMERAE, V) SBRAE (%10.0%) Tdh o7z

17.1.6 #5L bOXAXY 7 ¢ THAZE C09-001r

KA OFE 5 HE % A 3 2 M7 M PR AR RE B B 3061 (4=

#%2 » A UL E12 AR50, 12/ 0L E1561) 234k Lz

MO ARY T4 THREDER S NRER, MM O E# L™

R L7 BEEIAIE 12R93.3% (14/1561) . 125D

733% (11/1561) TH o 720 F 7o MR ER/NME R E £ X

Y7 =R SR LB EA . 12RT3% (11/1561).

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

HERRIFEBEE X, 733% (22/306]) THotzo FHAE

FHIx, B (30%). T (27%). WM, Bk (423%).

FRGEREG (20%) THo Tz,

1 N—=2ZF 4 VM5 D25%% M 2 5 M/ O WA, 45 i
T FBLBHIGEIT O W3 I d 3250 5 7 b0 o 72 R AT1258 [ BLL
e L7zt L Esk

%2 2 [ Lo L 2= 5E C /MR EAS15.0 X 10"/ uL LA FAS 4 8 [ L
FEE L7 L sk

(&S BEEBHEIE)

4x G RUTE G MIE B E 2o R & L2 BREBRIE, Tl
g7 7 F AT CEMm S Nz, (6.1 B



17.1.7 BN EEEHFHE ECU-MG-301

G By RO A D 12501 (AR ANBE1GZ &) 2%t
BRI, 77 RILIEAFIOOMg%E # 1 B TFH4 |, ZFo 18
It & 7 7 & R LT AH1200mg % 2 12 1 [ o # ) TRk
WH 59 % 7 F 1 R BV 2 AL — 8 Bl A 7 I 1 LB
R L7z, ZORE, REFMIEHETHER—AF 1 VI
53 B ¥ 5265 DMG-ADL# A 2 7 DZALRIT T EDO L B Y
Th Y., 77 1REEEARFREO MR AR A5
O HNTz,

Worst-Rankf##re
MEAZY | R

Hapg A N
VA% a—ihiE

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

MG-ADL#E A7
5260 | bt

70:336(51) | -282307(51)
602,160 | 2087

10.3+306(56) | 5.6+4.11(56) | 47£420(56) | 95.7£7150(6)

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

a) RBE PR GG . TBE gl (M, ek
fiti), VAF2—imlRELEE LLdo 72 BEDSFHI R

b) ARy FETOMM (H). FB: PRz Gyei) .

TE gl (M, kA

DOV AF 2 —fE 2 2 BEER (LAX 2 —ERERD £ To

HESE W), @QUAF 2 —mHFEEzLEE Lo BE (k5

26 DOMG-ADLEA 27 DX—Z 54 ¥ b 0%t (LOCF) 12

D LY EAVNES VIE) ONEFE TG L TR A & M7 AT

FERATV, 2NN % IS L E L L35 R OMGFAGE (75

A2a¥1F3a,4a,/ 2bX1x3b, 4b) % [HT. MG-ADLEA 27 DX—

AT A R IR L L2235 BT | TV D R

AL 0> J A e R (FR BT B v Ic o <) (R

BI%)

e) LBt BERIZE. DB BERIZEO95%EHAX M, T B - BER R o phi

720 FEREFIVEEF ORER TV A F 2 —imH e 2T
WHEREALIC & ) B L - BB 2B 2 2 LT, Fik
MO ME AL AT 5 1 % 22 80 L 7= Worst-Rankf##T l2 8T,
N—=RF A VKT 585260 DMG-ADLE R 2 7 D 2L

N=AF4 Y

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

TR T08:43863) | 16

[-2890, 4.23]
p=0.0089

ARF T 542+442(62)

<

C

d

=

IZDWTT T 2 REE L ARHNREO BNHET -1 B e 2257
ey,
MG-ADL#EZ a7 FRIRIA XU | Worst-Rankf#hid
K247 | 526 | ZALEE |Mor)—¢ ”2;;;;?5 W | B
e840 [ 70=336(50) 282307050 B0 ]
TR e | oo | w0 | | esqu |PEAE .
AR A
02298059 600269 [ 4724265 | o) | sur=reto) iy
AAITE 0619 | 50018) | 450054 [ | ason 1 |6 P

a) LB P GHBEIE) . T ol GRMl, &k
), MGZ V) —EEBBET, L AF 2 —iblid 3L 2326381
DEFEE G258 T L2 BE, ROTIEB D) H LA F 2 —HHO
FENFLHENT TG Y U 7o Do 7 E DS 5
ARy METOMM (H). LB FHMEfE G5,
B gt (M, feKAl)
O 52600 % TITIEL L2 BEHEM GEC L2 0L To B Ew
). @MGZ V) —EZ 5B L 2 B HEN (MG ) —E%HETO
HEB W), @V AF 2 —EmHFE 220285, 3k z ik
L7zBBED) B LV AF 2 — {0 EIEIEHEIFE YT 5 BEER (L
AF 2 —{HFERH XTI (04 X2 M 3H 2541213
KHEBL72H) FTOAEIEVIE., OV AF2—ERE 2%
otz UEREBRETPIEL2BBED ) B L AR 2 =m0 FE
TN L b o 7o BB M (325260 ODMG-ADLIE A 2 7 @
N=2F 4 Vi bDZLE (LOCF) 12D ®WHAVNSVIE)
MEFE CRE I L CRCEMEN 2> S AR AT 24T, 2 DA % IS
R E LTGRO MGFAG#E 2 Hf. MG-ADLIEA I 7 DX —
AT A Mk AL L i T v
RKEEAPIE L 2B ED) B L AF 2 —BEOERMILEITHE LT L
EA K|
MR D S S A e i R B 7V Ic 3D ) GRAtiBI
)
f) LB BERIZE. B BERIZEOS%IEREIX M, T B - #ER i opli
FIVERI BB (2. AP G-HET66.1% (41/6261) T - 72,
FaaERIE, B, RAGEEG (£129%). FH (11.3%)
Tholze
17.1.8 B NEERHRFHE (RER5HER) ECU-MG-302
4 By P EORE 5 0 R 2 i RACE M L 72 T T 1 AR IR
FAL T E B MOEAT R R I EBGRER & 52 T L 22 B 2 WSS
L7z RIS BICB T, ARIMEOFEMR ETH 5 MG-
ADLA I 7 DRI TEDEB ) Tho 72",

b

~

C

d

=

e)

TFeR-ARH 4 ARH AR F S 5
R AT | 2L [FEIRIR| a7 | bR
(ECJI;-Mé;(ﬁ.;ﬂiEﬁ) 60 |99=260 % lggsi
174 60 [60+385(-39+375| 55 [53+394(-50+407
478 60 |51+374|48+373| 55 |55+381|-49+4.05
1258 60 |52+325(47+339| 53 [53+350|-48+3.38
2638 55 |4.7+320(49%320 49 |51£377|-52+377
4038 31 |38+276|-57%355| 29 |52+4.22(-51+465
5238 20 |43+306|-53324| 20 |58+375|-44%353
ARGHMES (LOCF) | 60 [52+397 |4.7+424| 56  |6.1%4.36 |-4.3+4.11
SR i+ R A 2

FIVE S BB, 55.6% (65/11761) T Y. EREIEAIE.
G (12.0%) . T (85%) .« FAGE &G (7.7%) « S IHEE %% (6.8%)
ThHo7

*(REREERERAANY M LEE (HHEERXEZEC) OBR

T B5)

PR RER AR 7 b5 AREBRE G L L 22K R,
FTARTHIBERR T 7 F VM FTEB SN, [6.1 B3]
17.1.9 HF M EEEHFEHE ECU-NMO-301

BRI B A R 2 b 5 AREEBEF14360 (HAR N BE146)
REd) BRI 77 R ILEAHFIOOmg % #H 1 5T
A4 mERNES L. 201 HEBE? S 75 1 R LA
1200mg# 2 3812 1 IR N3 53 % 7 7 R B E A (L —
A AT I LGRS L 7o T ORER T EEHIIE
HTH2MVFHIRESICE ) HE SN MNEREE ol
MIZREDOEBYTHY, 7T RELERFFHEL OBICHE
BRAEDRD ST (p<0.0001)" s /NH— K [95% X [#1>
120.058 [0.017, 0.197] TH -7z

a) J@ila 7 gy 7 iEicdko <, b) EHCoxLBINY — FETIVIC
o<, o) Waldfs#EXH

F.j. -
10
Z 08
b

{;{ 06
7= 044
JiS
021

il
P

& 00

3

T XX THE

f%t%ﬁ '

-—= 7T LA

— ) 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
REFII (E)

KR OBHE:
7oeAgd7 38 30 24 21 16 1310 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

RIEH BB 1L, ARAFIPES-HET635% (61/9661) TH - 72
FREE . EREESE115% (116]), HE.0104% (1061).
BEI8.3% (8 41). RBENED E\173% (78] THo7
17.1.10 N HEEERRR (REAKRESHR) ECU-NMO-302
BB AR Y N T ABEBE 2N RICHEM L7275 &
Rt Ve 2L — EE MR ATIE I EGRBR s e T LB %
FRIZFEN L - EH G5 RBICBWT, EM D7) oM

HORBETEOLB) Thore
S35 0 45 s 72 st b 5 M ) LI DT
w| b o |72y omngme | 28R
5 OEALE
7T kR 25 2405+1.2526 0.237+0.6067 -2.168+1.4830
ESE STl 1923 (1442, 2.885) | 0.000 (0.000,0.000) |-1.923 (-2446, -1.442)
AHAN-AH) 14 2.029+0.9563 0.198+0.4206 -1.831+0.7522
3kl 1923 (1442, 2404) | 0.000 (0000, 0296) |-1.923 (-2404, -1442)
: 2.270+1.1564 0.223+0.5416 -2.047+1.2686
SRR | 39 1923 (1442, 2.885) | 0.000 (0.000,0.000) |-1.923 (-2446, -1.442)

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

a) ECU-NMO-301 585k D R ERSESE 51124 4 H O4E I3 a1 5

BRI S BB 1269.2% (27/3961) TH Y. EAREIEH I &

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

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



18. FERhFIE

18. 1 {ERFF
7)) XTI, MRS R COBF RN G L. C50
Coaft 'Cob~ DR 2 B § 5 2 & T, #AKMMAEBE A 1K
Cb-9D L)% % Il § %

18.2 Z s

18.2.1 AFAIP =7 M RIMERPUA TREME S 7227 N Yk
Eoe b & 5 i E s L2,

18.2.2 AHlD v NCHIH T 2 MRk (CFIS AL dE ) (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—
FUHERTH D, v 7 APik M EIIRCS a SHPLIR
OMHEIER R P 7 L= LT =715
R AHWES. Wl MegGH K EE B S &
%o LEIOEEIBIE c $UCHRT 5, F72. HH
EHBOCHIER, & v Vi J FCH2ER D —#B1d
IgG2 (y281) H» 5% 0. CH2H DY & CH3H
131gG4 (p48H) 0% b TV ARTIE, <
v A REE (NSO) Mifglc X W el s s, =
2V ATE, MM T I BRI, S HH
20T R ORI D 7 3 7 WEFRIED 5 72 HLEK
2FTHEIR S NBHEY VX2 (SR8
145235) TH %,

20. MEV EDER
U (106 L TIRAES B 2 s

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

(RIEMBRBEANE T OE 2 REIC S T 2B 0I5

21.2 ENOBRRBERIEE SN T D 2 &b, BEGEHE
—E I NI AFH] 2 P & N7z 4 B 2 5o G Al Gt i A &
Fh L. AAFENEEOWREHREILET L L & HI120 KH
DEEW R CTHIEICHET 57— Z2E L. AHOBIERE
M LERhEZ#H LT Lo

21.3 KA DIG-95 BT 0¥ Y RIEDO BN G
WHBE L, RAIDO) A7 S1200WTH HrIcE BT E LR -
AR O b & T, B H ERASE OB W, B ICRE L7
BEfif & RN 7z EToRfibiis &9, BERTEICH
oo TRHEREEZHLLH T Lo

GFARRMMRBEERIICH (T 2 MMM/ INDEREEOH
1)

21.4 ENOBRRRBERIEE SN T D 2 &b, BEEGEHE
—E I NI AFH] 2 $e - & N7z 4 B 2 b G Al G i A &
Fh L. AAFENEEOWREHREILET L L & HI10 KH
DEEW R CHIECHET 57— 2R L. AHOBIEARE
LR fEZ#H L Lo

21.5 KA O¥-2% M BEE MR BHERE BERE OB W, AR IS
KL, RAIDY A7 EIZOWTHHMCEETE B RN -
BRI O b & T, BB A R IEHIE OB W GRS L7z
BEfif & OEBEE 7z EToRfTbiisd &9, BERTEICH
oo TRHEREEEZHLLH I Lo

(EBUEEHENE (REJTOT) RERIEEIIIMES
EEEICKBEROEEPEHLIHEEICES))

21.6 ENOBRRBERIEESONTWE 2 &b, BUEGEHE
—E M NI AFH 2 P & N7z 4 B 2 b G Al it i A &
Fh L. AAFENEEOWREHEILET L L B0 KH
DEEW SR CHIEICHET 57— 2R L. AHOBEIERE
LR fEZ#H LT Lo

x "

21.7 KA DI GAS, LB RVEAE R MR OB W, BRI L,
KHFNDY) A7 FIZOWTH THICEMTE BEERM - AR
Db & T, BREAEHIESIE OB, HHHE I L 72K & o
WHEEZ o2 EToORTOINS X9, BEHRGEICHzo TH
WhEEA#LDZ L,

* (RHERFERANY M LEE (HHEEBELEZE0) OB

FEH

21.8 ENORRRBERFIIR SN T a 2 L b, RIEREE
— BRI A & 35 G- S M7z AE G 2 0k AT A R
HrEBL, FAEHEEOBERBREZLRE T L LB,
AR OLREERTHNEHT 27— 2 L. KH O
LN EREEEZH L Lo

21.9 KA OFEGH, BAEFHEA XY b7 AEE (B
Bz Eet) OB, WHRICHKEL, KHOY 27 FITON
TH T ERTE RN - RO & T, M IR
YHEDOBW, HFHE L 72 EH & oM Z o 72 LT A
i s &9, BN H 2o TUERIEELZHL L L,

22. ‘B %
V) ARG EHE300mg 30mL [1 354 7V ]
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