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(TRIUMPH study) @A 14ERICA 72 < & b 4lal 7R MEkig i
2\, ARifiEk o GPIKRERINEKk 7 v —~ (PNH% 4 71II)



DIEELEL D 10% LA o BESTHI A G & L, AHI600mgX it~
7 REAELECFHME, %o AR 5 AFI900mg % 281 1
6 DAFE CEH g E, HbZ B SERE 1L 7 7 & R
0.0% (0/44%51) K O°AHI#E48.8% (21/43f1) (p<0.001,
Fisher® IEEMIE) . 7, BIERIMIREGM A EL (Phfl [
AME, RAME]D) 1, 77 e RBELI0EAL (2847, 21#47], K
HIBLOHAT [0BL7, 16H47] (p<0.001, Wilcoxond IENFIM
GE) ORI FAFEIAEE 12, AHIFET55.8% (24/43%1), F7x
AIPEFE, SEE (32.6%), MGHE, FEHE:, Hii~r~x, E
D, RGBS (84.7%), K KBHEC, B B
I 3BT B EEIMRE O HbE % B EfE & L, K5k icHbfl
PEMZEMEE LY, 2Dl % 52 ) 72 > 2 5& ICHb R E
LZER L @IFMBRIN LR BAEAE R « BIRHER X &
NCBEEREY 7 F RN CEM, 7, BEEKEY 25
BARERT S 3 B 14 H LI IS AR 235 5 & 0 5 35580 1 I PTEA
RPN G a i, &k, ENEKRE (C11-005]) @/
REFCRMREREY 2 F VR UL v 7Lz vy FREDEY 7 5
vOBET cEf GHEtEETEO0SIR) @EMNE 1HHHER
C11-005] @AFIES o B# 36 % K & U 7= I F it g
SEAC, 1[600mg ¥ 121,200mg % 238 i< 1 18] O A7 CH#nE R o
I (X10%/ uL) DiEBBIRRFED LBV TH Y, &5
P3G & b fERRIEHE T IRMELL oS, 72, 5 AR I
FROE R OB 2 ML 28F 3R o, R—2 7
A v BB & T LT 72 1< I BT % B

e | R=AT A
i HE | ISR | e f 7
8% 27.3kg 600mg 12.0~41.0 |23.7 19.1~31.1
6% 18.9kg 600mg>:< 13.0~35.0 [36.2 24.1~41.2
31% 53.9kg 1,200mg 13.1~36.2 |25.9 23.6~27.8
1 10kgbL E20kg i o0 BE Tt 2 1 B 7= ) KRR I
300mg

@RIFRZD bk o7 /S LHHEERC08-002A/B
D18 Ll b, 12k LA 185 Al 2> D R B AOkg LA b T I
ISP BF1TH %2 3R & L 72 IEERIEXIREER <, 900mg
ZE1RcEHE, % o AR 2 5 1,200mg % 281 1[0 o 8 ¢
e L7z, /MRS (X104 ul) &, ~—2 74 vIiF
10.9 + 322 ¥ 5.26;A521.0 + 6.8i1cML, ~—254 v
2 55 260AR 02 L E O /N I FIE [95% XM 1%
7.3 [4.0, 10.5] DEITEFAFEEISEE X, 58.8% (10/17%1), *
AEIER G, ETHEIE, BmBREAAE, B, EH (%
11.8%) ©iFshas MHHERERC08-003A/B D18 L, X112
A CA_E18% A 2> D R EE40kg LA b I HERERE & 8B M LA - HEfT
INTWBEFH200|2NR L LAIEERIENIERERC, 900mg
%oBE1ECE4R], 7 o LER% S 51,200mg % 238 i 1[5 O 4E ©
W U7, IR REE 4 = v b 7 ) =R gk L
7 BEEA1380% (16/20%1)  DOREIMEFIFEIAEEE 12,

30.0% (6/20f1), F7Z@IER L, JEME, HIMBKIRAEE, U vo8
HAE (#%10.0%) @ik b e 2277 4 7H#AEC09-
001r OARK|OEEEHH 3 % BE306] (E#2» AL E125%
FRiG1661, 12 E1561) #xfRe Lizv b x5 4 7
BAFEN X N AER, MM O ERAR2 %S L 72 855 A
1%, 12%AKm93.3% (14/1561), 12m%IA 1:73.3% (11/1561),
¥ 72, MARTEBUNIEREE A v b 7 ) =K asda L 72 )
A, 12mKi73% (11/1561), 125%LL E60% (9/15%1) @
HERRFBELIE, 73.3% (22/3001), FAAEERIE,

B (30%), T (27%), WEH:, BZHK (%23%), LSGERKY:
(20%), K1 =254 Al b D25% % K8 2 5 M/IME D
WA, MBEREERETT, HELENTEITO VWb RO bNkd >
7 ARBEAS 1 2RI LA B RE L 2 5 L3, N2 2L b o s
L 72 5E T/ IMIEL2815.0 X 104/ LEA 1 28455 B 1355 L 72
BHLERE O2OREREMMIE « BARREIE, 3B
KW 7 F vEE T cEM GhEEEEEEOSH) @FIEE
B FFABRECU-MG-301 @& 12561 (HAA1LH % & T)
ERRIC, 77w R NEAFOOmg ZE1 [ CE4E, % oLH
Rt b 7 J 2 R T AH1,200mg % 23812 18] O S8 ¥+
% 77 & R R BRI T R R & SR L 7
R, FEIMIEHTHER—Z T4 viTT 31%526H 0
MG-ADLIRZ a7 oZ{tBIIREKD LBV THY, 77 FEE
EARRIBEOMICKHFIFICE R R ZNRD bz

T m—— 77 & KR AHNBE
MG- R—=2F4 v 9.9 £2.64 (51) |10.3 = 3.06
ADLi% % = 7 %1 9.0 (5,18) (56)

10.0 (5,18)
P 5263 7.0 £336 (51) [5.6 = 4.11
6.0 (2,16) (56)
5.5 (0,15)
2 -2.8 +£3.07 (51) |-4.7 +4.20
-2.0 (-8,7) (56)
-4.5 (-15,4)
R ITY LA¥ a2 —ih#  [62.2 £55.40 95.7 + 71.50
Sy K2 (12) (©)
43.5 (7,178) 99.5 (1,174)
Worst- g %4 70.8 = 4.38 (63) |54.2 £ 4.42
Rankﬁzﬁ‘ﬁ’%?’ (62)

Worst-Rankfi#hr ™3 BERIHEE (BERZE [RERIZE ©95% SHX
1) : -16.6 [-28.90, -4.23], p=0.0089
KL REHA TN + BYERRE GRIGIED, FRdkfl (&
M, RKME), LR F 2 —REELE L L o 7 B A3
M, F2: 4y b Ecolif (H), BB T + EER
2 GRUBIED, FExhkil (R/ME SR 3 (v
AF a2 —REEZ T BEER (LA F 2 —BREMRB L To
HEDBEHWIE) Q)L AFa—ihR20EE Lo zBE

(3% 5260DMG-ADLIE R 2 7 DR— 254 vH b oELE
(LOCF) e 0 S AN X WIE) DIEFHRCEFICH LR
HENERL 2> O WEALAT T 24TV, % DNERL % JSEEE & L 72858
K UMGFAS 8 (7 7 22aX133a/4a/2bX i33b/4b) # [KT,
MG-ADL#A 27 DR—=Z 7 4 vk & E & Lo
EFMCHD RN, K RO T + e (Jt
DB T A ) GHEFIE)

¥ 72, BEORERVPL ZF 2 —iBf %2 $IERE/RIC X
D BT L L - B oig B e FRE LT, BRAINCEN AT T ITE
25T L 7= Worst-Rankf@tric BT d, R—2 74 VIIRT 3
526 DOMG-ADLIE A 2 7T OE/LBICOWT T 7 RFEL K
FIEEOMICHET PNICER R ENRD bk

- -] 77 R AHBE
MG- R—ZF4 v 9.9 +2.64 (51) [10.2 £ 2.98
ADLi 2 = 7 X1 9.0 (5,18) (55)

10.0 (5,18)

% 5.263H 7.0 £ 336 (51) [5.6 + 4.02
6.0 (2,16) (55)

5.0 (0,15)




i -2.8 +3.07 (51) |-4.7 +4.23
-2.0 (-8,7) (55)
-4.5 (-15,4)
TR MG7Z Y —& 0 127.0 (1)
4oy p K2 127 (127,127)
LA ¥ 2 —iAfR (622 £ 55.40 80.7 + 76.64
U‘:F‘JJ:X4 (12) (6)
43.5 (7,178) 58.0 (1,174)
Worst- JiEi £z 5 70.2 £ 4.41 (63) [54.8 + 4.46
Rankﬁ@*ﬁx3 (62)

Worst-Rankfi#h ™3 BERI LIS (BERZE [REIZE ©95% (S HEIX
mil) : -15.4 [-27.80,-2.92], p=0.0160
KL RBP4l + MR GBI, TRl (R
IME, RAE), MG2 Y —¥2REEHET, L 2A*x2—ihRezH
P e @ F26AM OB S 2T L2 BE, RUFIEFlo 5
H LR F 2 —RBEOEMEREHEICEEY U 7r 0> o 7z B3 A3 FTHE
R, K24y L oMM (), EBUEAE + R
GLMHIE), FBOIhRiE GR/ME, Bk *°: ()5
260 F TIFEC L 2 BEER BEC L2 HE To HEDE W
E) 2MGZ V) —¥%#HHL-BEER MGZ ) —EXKHE
TOHEDPFEWIE) GV RAF 2 —iREEZ T -8E, ik
BAERIELZEBEDI B L AF 2 —IHEOEMIEHEICEE YT S
BEEN (LAF 2 —3HFEMANFIER (WFo4 v
BHBIGECTIIRLHEELES) TTOAEMIEVIE 4L
A¥ 2 —HBEEZ T o B, XIEHEE Pk L ZEBF D
IbLAF 2 —IREOFENHAEICEY L ed o - BEEM (K
5260 HOMG-ADLIRZ 2T DR—2 7 4 v boZ{La
(LOCF) e o SgE/NE WIE) DEFEcEEICH L TR
SENARL D> B NERLAT T 21TV, % DNARL %2 ISE LR L LT GHf
K OMGFAS #i % AT, MG-ADLE X2 7D_R—2 54 Vfli%
HERL Lfnnre s v, X ek L BED S
B LR F 2 —BHOEMHENE Y T 2 BEER, O o
PRI+ BHERE (QLOEaiTE T v icEo ) GRS
0
ORITERFRBE X, AFIEET66.1% (41/6261), F&EIEH
13, EL, RRGEEGE (%£12.9%), TH (11.3%) @I
ER IR (RSB ECU-MG-302 @7 7 &Rt
IRt —EEMIA TR RG22 58 T L - BB 2 N RICE
e L 7z R G BRIC B v»C, AMEOFHMIRE TH 5 MG-
ADL#ER a7 oy (MAaT7H, ZtE) IREKoLBY

77 & R —ARHIHEH ARFAN—AH G H
R—2F 4 6011 561
(ECU-MG-301588)  [9.9 + 2.60, — 10.3 + 3.03, —

138 604 55

6.0 + 3.85, -3.9 £ 3.75 |53 = 3.94, -5.0 £ 4.07
438 60 55

5.1 +3.74, -4.8 £ 3.73 |5.5 = 3.81, -4.9 £ 4.05
1258 601 53

5.2 + 3.25, -4.7 £ 3.39 |5.3 = 3.50, -4.8 £ 3.38
2638 554 4931

4.7 £ 3.20, -4.9 +3.20 |5.1 £ 3.77, -5.2 £ 3.77
4058 3141 294

3.8 +2.76, -5.7 £ 3.55 |5.2 = 4.22, -5.1 £ 4.65
523 2041 20451

4.3 £ 3.06, -5.3 +3.24 |5.8 + 3.75, -4.4 £ 3.53
IRHCETHIE (LOCF) 604 564

5.2 +3.97, -4.7 £ 4.24 |6.1 = 4.36, -4.3 + 4.11

DOREIEHFBAERE X, 55.6% (65/11741), FZ&EIfEM X,
i (12.0%), T (8.5%), RGBS (7.7%), SHTEK

(6.8%) O IAHE I FRIFABRECU-MG-303 : 65% A E185%
i o 4 B RIS AEAR 7 B 2 R, AFI600~900mg %
BE1ECE, 2Xi340E, # o LA A 5 AH300~1,200mg %
2B 1R OSERE i T 2 IEEMIE IR % £ DA A
nNoh7 12 Lo BEIF (HRANEF3MZ &) KB
%, FEFHHEE CTHE0MGHRAITDR—=ZA T4 v H b D
ZERIIRKD L Y T, FEEHTL LIRS 12EROX—2
T4 Vo DEBICOVTHIANICEREAREDIED b
7z

NR—2 T4 Vb DE
L&
OMGH# A 27 R/ (SEM)
1
[95% 5 4AIX ]
~—=274 v (1141) 16.7 + 5.64
128 (1141) 11.5 £ 5.01 52 (1.2) X2
[-7.81, -2.57]
263853 (10fi) 9.5 + 2.59 5.8 (1.2)
[-8.40, -3.13]
KRNI EOBEHEE, F2 1 p=0.0009, ~—2 74
VR OQOMGHR A 2 7 MRS AR & L7 KIEIE RS

WIRE TV (WA NAHEIMEE © Compound Symmetry) (<5
DR R FEOpEZ R L, /N _FFEB0ICEEL V2
Y5 h e BUE L, K3 WM IR o 3 BRI 1 35 1T 2 A
RELTHEINE

D528F— 2 H v v A7 H (202246 H1H) ¥ coRWERFEE
SERENL, 45.5% (5/114)), FEIIL ZRIEMIL, B

(18.2%), 2, BEJE, HHEROIAHIMN, AImEREAE, U v
NERYSANAE, BABRMONAE, AFrPERIBMEE, P S O R Bk JE
g (49.1%) @EMRERE R <2 b JLpEE (HRE
Mixxat) OBFETH « BRI, FTXCHEEEY 75
VT CEE GIRERETEOSIR) @8 HAHE R FEER
ECU-NMO-301 @®#EX 1436 (HAAN4f1% &) %%
12, 79 R UZAAI00mg &A1 E% 5 CEH4EEEL, 20
LEE# 2 5 75 % R XIZAHN1,200mg % 281 1[E#FET 3 75
& BT IR Ay (b — B AR T ] b % FE e L 7= A S,
FHFHEEE ©» 2 MzEHiR B & 0 HE S Nl EF
T COMM & HBEH O BERIIRDOMEY [ 77w E, KH
#E] 0 038 [47, 96], 1238 [38, 921, 2458 [30, 83], 36
[24, 78], 48 [21, 68], 60 [16, 601, 72:H [13,

58], 843 [10, 52], 96 [9, 46], 108 [6, 41], 120
[5, 321, 13238 [5, 24], 1448 [4, 22], 1568 [3, 18],
1683 [3, 14], 180:d [3, 8], 192 [3, 2], 204 [1,
1]e 77 R B ARFH  OMICHEREREPIRD O (p<
0.0001) "1, ¥ —FH [95% XM 27120.058 [0.017,
0.197], 1 JERlE 25 v s eI D, 2 ERICox L
P FEF Lo, P WaldfSHEXH ORI RS
%, AHIEEC63.5% (61/966), EZmIMERIE, FAUGBEEY
11.5% (1141), F.0010.4% (10%1), FHI%8.3% (8f), IFEh:
BHFENT3% (7H) OFNAEERRILFERE (R 5RER)
ECU-NMO-302 @®EE % RICEM L 72 7 7 & o B F
AL —EERATHRIREGS T T L2 EBE 2 W RICEML
7= R 5HBRIC BT, FMH 72 D OFFERIEOHERS 1T XK
DEEY

77 e R—AAF | ARH—AHER RN
£ (2541) (1441) (3931)




WEOERMBEY |2.405 £ 1.2526  [2.029 + 0.9563  [2.270 £ 1.1564
O 1.923 (1.442, 1.923 (1.442, 1.923 (1.442,
2.885) 2.404) 2.885)
ABah o ER S 72 10237 +£ 0.6067  [0.198 £ 0.4206  [0.223 + 0.5416
0 D FEFE AR 0.000 (0.000, 0.000 (0.000, 0.000 (0.000,
0.000) 0.296) 0.000)
WEOERMBAY [2.168 £ 1.4830  [-1.831 £ 0.7522  |-2.047 + 1.2686
OEFEEEH D [-1.923 (-2.446, |-1.923 (-2.404, |-1.923
A& -1.442) -1.442) (-2.446,
-1.442)

B CPIgfE + BEMERRE, B RoRfE GE1DUSMTAL, 553
PUSHEE), 1 ECU-NMO-301388 0 5Bk 55124 7 H D 4E
SEREE

DFEIE SIS 1369.2% (27/3961), = 7= EIVEF 14 SL0HEHE

%, RESEYED&12.8% (%5041), * : 20064 DB Wi I
Feo E R4 320074 O FEHE I LD & MR BE A 2
~7 b TLEE LB B [ENEE] OFRRT

7V X2 7, MEEACSICRENICHSL, C5oC5ak
C5b~ DR ZHET 2 2 & T, KRHIHEEAECEb-9D 4K
2 Q% oftt @Fi="7 F U RMERPIECEIEX 2=
kU RIMERD & M IMFEIC X 2AMZH ©r FCoicxtT 3 iR
HEEB246 + 1.6pmol/L (25°C), 120 + 5.5pmol/L (37°C)

[ER] =27V X~7 GEEFHREZ) 3, Eerifize b
fte/ 7mn—Frfitfkchy, wv 2Pt FHECS o HbLED
AR ET O e b 7 L — LT — 78 b 75 B ZEER, AR
T MegGHREHT 2 5% 5, LHOERIIL « $Ichdk s
5, ¥72, HEEHHOCHIE, v v YFHKRCH2Eo—HR1Z
1gG2 (y280) 2574y, CH2HDKY & CH3ERIZIgGE (y 4
) »od, wvAEHE (NSO) Mldic X vEEI NS,
448fE D 7 2 BRI D & 7 BHEE2D T R O1MED T 2 J B
BHD D7 L2 T ORI WA EERYE (TR 1
145,235)

(fBE] BHHEEHMT (EHUEEHEIE (RErm7) v
KEFHERE MU RIC X 2R O E B N 5 A&
IR 2) 12D WTIZ20174E12H 25 H 2> & 104, 42 B RIS A

JHE (BE 7w 7Y v KBRS X 3 bk X 3 5E
ROEMEASREERIGEICRS) D/NEHARIC DWW TIZ20234E8

A23H2 56/ F1H, HMPRERMAER <7 b 7 46E (Hks
BiR A T) OB THIC OV TIZ2019411H22H 2> & 104F)

[REZEH] FR22FE6A11HRER6IIELS (HF4FIR1
HREH09015HE251C X » IEF)  FEAlHEHED — iy 5
FEFHICOWT VU Y R AHENE300mg @FIEHERR-~
E7 0 VIRIEIC BT B EMNH AR O R X LA F I B
HEZFEBECENT [Zu—% A4 P A MY —EHiCX Y mEL
v, RBEWEF~E 7 m v v RIE & EEZW & - B Ik
ERBBT 2 L,] LINTWBE0T, RIEERE~T /oy
VIREEDWEEZW BT b NI HAICoREET 2L @
BRI SR FAEAE RS 1 351 2 AR PEMU N I R E o IH A
BF| DZhRE X BN RICBE T 2 ER IS BT [RHIEE I
X B IEMAAMM IR BEERE O BEICHER T .| L Eh
TWB DT, FfRHIFE I X 2 IRy Mk PR AR E (B E L
HNoEFickE Lhnw . @EHMEREMEIE (g a
7Y v KREFRERE MR X 5 B o & 8 23 R
BIGAICRS)  AREF ORI RICBRE T 3 FEEICKRD &
JHE LD 0T, FHHICYZoTHTIEETIE T
AENE, LT Fra) vZERIUAGEO BF IG5 C
& A KFNE, 2T uA FHEIIZRT a4 RHEILS O il
Fl e mzh L e, UFIORTERE~0KS 2 F K
T2 s a7 ) v REFEEE XM LS &
MEfT L CH RO EMA N2 BE - AIHECEIER%IC X
D, s a7 ) v REFREZE X MRS LS O fEfT 23 E
B Y @UIAREEER A2} T AREE (EAREA Y
A1) OFFETH  AREH OMEEX IR ICBhE T 2 ERICE
WT AR, T2 T7THEY VAR BEICIRET 3 C

Eol KU THEMRERR A ~2 b 7 AE (RAREELL &
) OBRFIMFHATIL, ] EEINTWEDT, T Z7THRY
VATURBGYE T, FAREBIR R <2 b T LE OMEEBW 03T
bhi-iicorkits e



