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AV 8 51/121 75/120  0.49(0.34, 0.70)
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fhTHE

100 4
— OE B 10 mg

REF

80

70.63%

60 | -
I 55.40%

40

HR : 0.500
97.5% ClI : (0.335, 0.747)
Logrank p {& : < .0001

TEHHBEF TP (Kaplan-Meier)

204

0 6 12 18 24 30 36
AT R B
Bk RN B
I 10 mg 242 203 183 166 152 86 39
2 IE 5] 250 188 155 132 119 62 22
x4 B PAH FET-RIE PAH fERBRiRIT R4
LR EH10 mg
(N=250) (N=242)
n (%) n (%)
RIPAHAE T B A PAHAE: B 84 (33.6) 50 (20.7)
BN FAF R
RIPAHZET: 5 (2.0) 5(2.1)
KIPAHAE B 79 (31.6) 45 (18.6)

I 10 mg 4077 6 MHI 6 8B ATEEE (6MWD) A 22 /&5 20
IR IEAE I3 0 1 22 2K (97.5% CI13-41; p=0.0078), L% 3 N H K 6MWD £
REWE. 6MWD 7E WHO D RESr L2 22 (1 B h g 2 (WHO Thag sy
g TV ZRITNBE 73 9% DT 1) B3 A 2 B ) 4R IE AR 43 il P34 m 1 37 ok
122K DB IEIHETT AT 6MWD (3 /e 78 A 8] R 847 15
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E R 10 mg 49697 6 AR 22%M B WHO HhRE &R 2083 1 4
%, M2 AT RS, ZEIN 13%.

PAH HIEH8I7

TELRFINIRAE AT (N=242) FUUFREY B, % 7 5EBHE 10mg
BIT R ERE K IAREY T, 1. 2. 3. 4. 5. 6 A1 7 4Ef#) Kaplan-Meier 4= 17 %4
TN 95%- 89%- 84%- 78%- 73%-. 66%H1 63%[ 18] 51, T i HH B 55 1

BLIfTE] Y 4.6 .t oD XS IR, Bl tE gL .

B 5 SERAPHIN RIEFFHMESY R R NIGIT FFIHZE 2016 4E 10 A 31 HE 3
T (£H) BEK Kaplan-Meier f&H#£8, 10 mg WE/HFBHE, RESTE

100 - A ES
a0 A
BO
Ly 70
RN
&/ 60
i
50
i
# a4
Rea)
&+ 304
i+
i
R
10_ =7 S Al
o BANE S EE
247 230 225 221 20 189 171 152 145 130 105 91 789 73 4T 24
T T T T T T T T T T T T T T T T
0 8 12 18 24 3w 3 42 48 sS4 60 66 72 78 B84 89
BT R TS B

e EEER KGR 89 AN A ZR, 52 AN 89 AN H WA 10%LL L AT XU .
*ETTIT AR [ AC-055-302 AT 5T rh S5 B 5 4H 10mg (19005 1T 4a i 1] .

[Zj3E ]
ZEEH

WEZE-1 (ET-1) 24K (ETA M ET) M5 7 2R RN, ik
A Y. B4 IERANSORE, TEWNBINkEE (PAHD SSMBEWIRES T, 7]
WRH ET RGN ERIFS S T8 ERCFI B 4540 .

8 RN P R RS2 REE SR, FIFHIE ET-1 5 ETA F1 BT %24k45 4. 7EA
KT, DI BT AR B k) TR A s & . i
R — MR =P R B 70 ET S2AR R 25308 1, AR SMAES A5 TF H 8 £
NEHAEZIYIN 20%. N5 280U P Rz 22 BH T IR I PRS2 o
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St LV B0 32 - FE Rl bk e i R rh EAT BRI R T O S VRN 1 R A
7 6 ™ H G IR 3h 71 250 DE I 10 mg 1897 L(N=57) 5 2 B FI4H (N=67)
FA EC A A BT FRAR T 37% CR AL E0D (95%CT22-49), L IEFEH03H 0 0.6 L/min/m?
(95%CI10.3-0.9)

OMERAEE . — IR R SR BEAL . 2R R L DUAHAE AT AT
1, ZIRG T L EEIH 10mg A1 30mg (HEFEFIEM 3 £5) WA X QT (B4
RER
BEMA
—

RS THERH, UREE (BT AUC) 5 AMBIBITHIE TR #EE
FAAA, LM N R, REGZ) 4~39 F, HRFENARRETGE R 17 55, I
JEEIR BH ik P A48 o T R R S UM RN 22 A B, YO DL A5 RS AR A G
N KRBRAMRA THEBIHNELAAGREH, YRFEENNABRERN
12~116 {5, 2R DU 7 e g
b e

Ty s H Ames 56 /) BV U088 40 0 66 PR R AR 18 . A bk T 4 o 4 £ ey
A K BRI 45 R 35 A B
HFERME

REHREREAFIERI LR, 255 IR &y AR R & 7
f5F0 23 £5 I, FTRESEA/NEY IR, KR, KREOS TS EMBIE 2 4, %
SRR NRRER RN 4 50, TS INEZEGE. KRG N4 TS BE, 47
BN NRRGE R 19~44 58], R WHERE R SRAE S 1 Sa2m, A IS R
kG T8 TSR RN . NRAE NS THEBI 2 4, K2R
{OERTS=A1n 8

RIKRF, EFRERET, SEBENFREKKEREE, RifiE
KA, WWEERIIAAT O i3 55 AR a5 fhs 578

WEEME R BT SR ORI M W LSS T S R, 2 B AR e B O N A4 2 e = 1Y)
55, ATRAMFAEE RN, MR TARREE IE.

R A HASEE 4 KRB 114 RAETHEBIE, UREENNEREE
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(¥ 7 f5ng, A ARE IS KOS, SHRUNEZEGE, RN AEE B R .
Bom ik

NRAKRE DS TS E RS 2 48, MHEVERIHEE /N BT B2 85 =20 5 A
R (GET AUC) 175 f5F0 140 fii, Rt FIRE 1 OK BRI 2 5 = 00 A ANk
FE RN 8.3 A 42 5, R S 4 ZAHK K BEURENE.

[4R3h71%]

T AR 2 TP AT S B R RS A Y 2530 1 T AT
H—ke 7 SE B, L2580 /122 7E 1mg-30mg JEH A 5 FEAIL 77 & fe B 5%
.

—TRAZ SR I B 7 ) o P AE R L VA 0 i sl ik e T B TR Y
ik SRS E AL

gl

FIRZE 25 20 8 /NI I8 3 1 5 48 PR Gk 52 o H R0 B 8 1 3H (1R 2 00 A= P R
HZHANE 1 . £ — g B2 AF T, mlRls 58S 58 s S s A
P R BEEA A . TS EBIET S EamRR, i ARS Y E R,

B s 40 e Fod AR =T LS MR E A s A S (599%), FEEHE
FghA, HOgs o-1-BRMMER A4 G D I IS AR = 7E (g B 2R
HHIRM A AR (Vss/F) 43 51%1°4 S0L A1 40L.

AR A

PR 255, B s 3H S v YA = P i 2 UL B 3 A 4 il R 16 /)it
A48 /NEF . B B 4 A EERENEA . M I A S A AR
B HE AU LR BRI A M (L3R PA50 540, FEZ CYP3A4, 1M
CYP2C8. CYP2C9 #1 CYP2C19 HITTHRE/ N o W MEAEMIAE N IR TR &R, WIRE
AT 2 . HARACUHHBAE ™ A WA 273 It . fEX iR e, %
EAFE IR/ CYP2C9, CYP2C8. CYP2C19 Al CYP3A4 HIAE /.

LB EAAE 2 A a4 HE . B RHEIER A S R 25T
50%:
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KPR AT

SIS P S R T T R R LS AR P I 2R B 1 A TR AR I R
i ESERV

B DhReI . SRR IRE AL, A DhRE L B OULEHERBR % (CrCD
15-29 mL/min) H 5y E P 3E R FEPEACH V) ) B i 70 BN T 30%H1 60%. A
AT 2 e PR AE G119

JHIhResntn: AR, P EMERHDhEERIG (Child-Pugh AL B 1 C 3%)
ZRE DD EBIHNRE D DK T 21%. 34%F 6%, I =0) # 5
SRR T 20%- 25%H1 25%. AN IR BRI I AR 110

(5]
30°C LA M RAF
(B3]
M aA, 30 /.
[(HROH]
60 1~ H
[T IR 7]
RE 25 S E R 1 1X20190175
[t 51
[H 24t HI20170376
(258 Eidr T /E Al
% FK: Actelion Pharmaceuticals Ltd
ML Gewerbestrasse 16, 4123 Allschwil, Switzerland

(A= 4]
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M4 FR: Excella GmbH & Co. KG

A A HihE: Niirnberger Str. 12, 90537 Feucht Germany
[E%]

% %%: Patheon France; Allpack Group AG

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

[HEABRNE]
HFR: BAREERAR Y (L) HRAF
bk AE R BB SRR X EERER 6 5 5 2 517 =
M E g : 200131
Bt % 7X: 400-860-0673

f£H: 021-80258310
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