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100 4
— LOHMEIE 10 mg
R

é 80
:‘ﬁ’ - 63.18%
&K 60 Yemaa o
h N
g “ae_
E Tt ey 47.04%
&
B 40 -
R
204 HR:0.547
97.5% Cl : (0.392, 0.762)
Logrank p {& : <.0001
U Z T T T T T T T
0 6 12 18 24 30 36
AT FRER B
AR A S
T EEH 10mg 242 208 187 171 155 91 41
L 250 188 160 135 122 64 23
K3 FELXSFEHESE
TR SEME 10 mg
N=250 N=242
n (%) n (%)
KA A B A 116 (46.4) 76 (31.4)
[ERE= X RPN
Jitizh kv I A A 93 (37.2) 59 (24.4)
T 17 (6.8) 16 (6.6)
FRBKIRZ T AT RI5 R SR 5 6 (2.4) 1(0.4)

LRGN S 5 4H 10 mg 2 P iR AR 2 I R AR B B3 TR B DT R
UnlEl 3 P, 3 I A0 A ARG 96 25 A 2 06 45 R A0 o S o 4 i L 931
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PR AL H25IRT B HE PAH VRIT A . 6MWD JEZEAT WHO ZhAE 72
B ML b, #UEW] T 10 mg & I H B U1 A R0

& 3 SERAPHIN B 5% F V.25 437

FHE RBsEE Eo/No Ep/Np RB&Lt (95% CI)
RBIESTH
FEES HiH 76/242 116/250  0.55(0.41, 0.73)
Tl E -
18-64 % HiH 61/209 91/199  0.53(0.38, 0.74)
>64 % fe——| 12/27  21/44  0.69(0.34, 1.41)
MR
B —— 16/48  35/65  0.49(0.27, 0.89)
ey [ 60/194 81/185  0.57(0.41, 0.80)
Thi
Sin&E/afA —8— 43/135 58/131  0.56(0.37, 0.83)
WA —s— 19/65 36/71  0.48(0.27,0.84)
Hith ] 14/42  22/48  0.64(0.32, 1.25)
PAH %A
HEEALRIER —s— 20/73 31/82  0.58(0.33, 1.02)
580 R aR M OIERER — 4/21  10/26  0.41(0.13, 1.31)
Y& M/ HAeh e 52/147 75/140  0.53(0.37, 0.76)
R PAH &FF5AT7
= —rd 50/154 68/154  0.62(0.43, 0.89)
& —a— 26/88  48/96  0.45(0.28,0.72)
B4 WHO ThEED %
[[x —a— 25/121 41/130  0.58(0.35, 0.95)
nAv 8 51/121 75/120  0.49(0.34, 0.70)
g
ie% _ 4/23  5/30 1.07(0.29, 3.98)
FER/ A5 —— 12/48 21/51  0.45(0.22,0.92)
K/ EH s 24/62  33/59  0.53(0.31, 0.90)
TN —s— 21/68 33/68  0.54(0.31, 0.94)
RITEM — 15/41  24/42  0.53(0.28, 1.02)
B4R
>380 —s— 21/117 30/100  0.58(0.33, 1.01)
<=380 i 55/125 86/149  0.55(0.39, 0.77)
[ T |
0.1 1 10
Favors OPSUMIT | Favors Placebo
i | .............. >

* DEEHAGHBE. RENARATHRENT182
5 DEBIEARIEL IWHODI B R IR B

Eo=T} ¥ 5 4H10mg L i) FE 0 ¥ No=BEHL /> 10 5 T 5 5 31 10mg2i ) f.25
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&5

endl

Ep=%

VB FAFEG: Np=FEbl o Eo 2%

R 5%

anyl|

I R 5

PAH FET-BA PAH {FRBEiG 7 8 B NIRE A . S2EFIMtE, 852 10

mg L& 5 1H ) 525 1 PAH

AHRBE T BAE B VR 9T RSB T 50%(HR 0.50,97.5%

C10.34-0.75; XJ#Fk p<0.0001) (K 4 F1lE 4).

& 4 SERAPHIN B3 [ PAH BT B AE BT B Kaplan-Meier UK
f&THE
100 4
e OEIE 10 mg
- R
T 80
[0}
=
% _______ 70.63%
a L T
S i T
60 i
R ! 55.40%
i
e
o]
Neal
E 40
i
R HR : 0.500
97.5% ClI : (0.335, 0.747)
7 Logrank p & : < .0001
0~ T T T T T T T
0 6 12 18 24 30 36
AT FFRE R
B XA\ S
EBEH 10 mg 242 203 183 166 152 86 39
R 250 188 155 132 119 62 22

# 4 A PAH ZET-MIEK PAH {EBRIGITHI RS

BRI B EREHE10 mg
(N=250) (N=242)
n (%) n (%)
FIPAHAE T 8L FIPAHAE B 84 (33.6) 50 (20.7)
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SR Z N
[RIPAHZET: 5 (2.0) 5(2.1)
RIPAHAEBE 79 (31.6) 45 (18.6)

HEEHE 10 mg HiRyr 6 NHES 6 08B ATERE (6MWD) FHX 22 @574
RS IEAE P18 0 T 22 2K (97.5% CI3-41; p=0.0078), L5 3 A H K 6 MWD A
REUGEE. 6MWD 7£ WHO DjRe 7 R B2 W B i g i 2 (WHO Lifg s
% VIV ZCFIDIRE 73 2% VI 1) B8 A0t 22 B R AH AR IEAE 23 i~ 243 m 1 37 oK
12 K. DB BEEIATT AR 6MWD 138 /e 70 3 1R Fr 847 4E

E B 10 mg 69T 6 AN AR 22%1) 5% WHO IIfe s # a0 ies 1 A4
o, M2 AT EE T, SN 13%.

PAH HIEH877

TE LRGN R AL (N=242) FFFBCEY e s, #:% 7 & 15H 10mg
BIT R EE K IARET T, 1. 2. 3. 4. 5. 6 A1 7 4Ef#) Kaplan-Meier 4= 17 %4
TH 58 95% 89%- 84%. 78%- 73%-. 66%AM1 63%[ &l 5], IhEr i H 5 7% ) o
DLEFEN 4.6 4F. HHFHRD TR, B a0 L.

B 5 SERAPHIN REFHEY B A+ MIGITFHFHEZE 2016 4 10 A 31 HE5E
o (£R) BE/R Kaplan-Meier ftitH#£k, 10 mg WE/FBE, ZEH/TE

100 A ES
50
50 -
R
RN
&K 60
#% 50
a4
o
&+ 304
i+
W o
R
10_ =7 S Al
0 BAENE 2 EE
242 230 225 221 20 188 171 152 145 130 105 91 79 73 47 24
T T T T T T T T T T T T T T T T
0 6 12 18 24 30 3B 42 48 54 60 65 72 78 B4 89
SBYT TR A

e EEERKGE 89 AN AEAF I ZR, 52 ARXT R 89 AN H WA 10%LL L A T XU .
*IRITIT AR 1] AC-055-302 BT 5T rh S5 B 5 4H 10mg (X0 1T 4a i 1] .

[ZjEER]
Z5EEH
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W E-1 (ET-1) MHZE (ETAM ETe) /5 T 2RI, it
A Y. WA IERASORE, TEWMBINkEE (PAHD SFMBEBIRE T, 7]
WRES ET 240 LRIES 5 1 IE LR g B 10 .

TG RSN R 2SS, IR ET-1 5 BTA F1 ETs 2248456 fEA
SN, D RIS BT A B i ol R A &, G
J3E ) — MR BRI T ET S2AARR 253806 1, A AMAER A5 TH R 2
NEHAZIIN 20%. NS 2800 E N Rz 22 BT IR PR 52T o

Jiti MLV 1) 73 5« AE St ik e R S8 rh b AT IR I RTS8t AL v AN 1 R 2R
7 6 A R IR S 712 280 BE EIH 10 mg VAT L (N=57) 5 2 B FI4L(N=67)
FHEC Il M B AT BRI T 37% CFRALED (95%CT 22-49), O EFEEE N 0.6
L/min/m? (95%C10.3-0.9).

ONEH AR — TR RS2 10 T S BT . 22 BRI L DU AEAE U9
L, ZIRET LEEHE 10mg A1 30mg (HEFEFIRR 3 %) %A X QTe Al ¥~k

—B B

RENGTHERIH, UREE (BT AUC) 5 AMIEBITHIE T #5EE
FEABARS, AT UL NP Reh 24 4~39 J&, MR FE RN ARREE 17 58, "L
JEEAR 2 ik A B B o R s S UM A e 2, U DL R IR S AR ARG
N REMRSG TS EBHNELLAGRR T, SRERANKERR
12~116 f5IF, AR DL 7 A
b A e

s H Ames 56 /) BV U788 4 it 66 PR R AR 1058 . A bk L 4 o 4 £ £
RIS KBRS 45 R 35 A B
AFEEE

REMRELEL AT SR, 08B REE S NN REER 7
50 23 £ I, FTRESA/NVEYTIK, AMRE . KR&EDS T SEBHE 2 4, 42
SRR NRRER N 4 50, TS RNEZEGE. KRG D4 T 5 BE, 4%
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T NIRRT 19~44 150, R WS MERE R BUZE B J1R9 B R2 T, R XA B
Foks T 8CRE . IR RN . NI D4 T 5IH 2 4, RILH A
LRS- AT

RACKE S, EAREAET, SHEBEY TRERKEERE, RifE
FHEAERGE, YOS RIa O A 7 AR 6 Bha 57 .

WENE K SR T AL AR S I LI 45 T S S, SRR R O N IR e & 1Y
5AERF, AP LA AR R, HEE A A B I E

PERMEHEEE 4 KPS 114 RETHEBIE, MREENAKRESR
(K7 (50, W WARE KNS, BINE RS, RIS A E I R
BUEtE

NEFIR SRS 45 T S8 5 3H 2 48, 2 HEPE AN /)N B 22 2 B0 0 9 N A
Rl (GET AUC) K1 75 f5H0 140 £, REPRANMENE K SR 2 2 B 00 0 9 Ak
FFREM 8.3 AN 42 151, RIS LMK BUEE.

(5]

30°C AN RAT .
[E%]

BEANE, 30 h/&-
[HROH]

60 1
(AT AR

2y S E MR #E YBH11122024
(LSS ]

[E 245 ¥ =~ HJ20170376
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[ EiFrTReaE Al

% FK: Actelion Pharmaceuticals Ltd

HMhE: Gewerbestrasse 16, 4123 Allschwil, Switzerland
4=k ]

4 FR: Excella GmbH & Co. KG

A e ihk: Niirnberger Str. 12, 90537 Feucht Germany
(B3]

% ¥x: Patheon France; Allpack Group AG

Mo hE : 40, Boulevard de Champaret 38300 Bourgoin Jallieu, France ;
Pfeffingerstrasse 45, 4153, Reinach Switzerland

[EAERRA]
KB SRR ZA A T
FEMF L BT S X MRS 3 5 hE 11 5 610 = CRZLZEE RBLXD
MEECAS: 101300

5 5559: 400-819-1188
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