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BT O NV 18 3 75 f&» 55 RHC # %7 5 2 ™ ¢nWHO Group 1 PAH 17 %
Pk #5 PAH - 8 @12 PAH ~ 24 A3 3 315 ch PAH ~ 22

F RSB AR M e PAH ~ &L X M4 RAE T AP B PAH
WHO-FC I & 1V

% 7~ h'% (REVEAL Lite 2 risk score’ >9)

CELI 00X ETAE DA BN EES PAHF F ok
T % i - ToE# L 544;&

60.5% 3 i @42 & 4 2 PAH s % » WHO-FC III& IV e 4
Lk 74.4%2 25.6% ©
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i & orndn

FA- AR ECED n(%) 47 (54.7) 15 (17.4)
HR (95% CI) 0.24 (0.13 to 0.43), p<0.001
7= 3(3.5) 6 (7.0)
454 1(1.2) 1(1.2)
FIPAH § it @ At >24 /| pF 43 (50.0) 8(9.3)

= & vy 15T

#F457= n(%) 13 (15.1) 7(8.1)
HR (95% CI) 0.42 (0.17 to 1.07), p=0.0313

A4, n (%) 6 (7.0) 1(1.2)
HR (95% CI) 0.34 (0.15 to 0.78)
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WHO-FC &, n/N (%) 24/86 (27.9) 48/86 (55.8)

LB AR 3(95% CI) 27.4 (12.9 to 41.0)

6MWD 24 % % i+ 1)

—5.4(-9.5to 1. 45.4 (45.0 to 46.
¢ Tf_ﬁ?:(};ﬁ&), Nz 5.4(-9.5to0 0) 5.4 (45.0 to 46.0)

£ £ (95% CI) 63.0 (23.2 to 102.7)
SR 24 R ~0.4(-0410-04) | —0.1(-0.1t0-0.1)
® i #c( 2 BE), liters/min ' ) ' ) : ’
EQ-5D-5L 24 i s it &8, 0.007 0.060
P2 EE) (—0.358 to 0.740) (—1. 020 to 0.512)
TEERGED AT R AL E > ws R R ot 2 B AR R LT R ST E ReD
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ST S TR B IEATE A Rk 243 -

TR 24 AR M AR ondp iR 0t A 4T R 8 A TR B S A ke iE 24 F g A
§/,,\g¢,;:~;\,]- WOX 1 A EAFLFEET Y

T:EQ-5D-5L £ ¢ 27 Bow ! 7d i 4 (mobility) >~ p S BRAE (self-care)~ P ¥ 2 7% (usual
act1V1tles) b3 ﬁ (pain/discomfort ) ~ . Jg 2 ;2 & (anxiety/depression ) » #-iE B ik i 42 &
A5 féﬁfii’f-/} leveIS BBl o M Rdicdy v B ERRSE R Ao s B Y05 1
AEERLBETA
R CI conﬁdence 1nterva1 » 248 & S HR, R *& ** (hazard ratio); NT-proBNP, N-terminal pro-brain
natriuretic peptide; mPAP, T 324" §: #% & (mean pulmonary arterial pressure); PVR, # i 3 e 4
(pulmonary vascular resistance); WHO-FC, & J# fir# 2 % 54 iv 4 % (World Health Organization
functional class) ; 6BMWD, 6 4 4@ {7 JE#(6-minute walking distance).

#4417 F PAH G A1( 3 won mip /240 M )% Rio k(L /=2 /pli% )
B @0 SR A LA 2 F  WHO-FC ATV > 3 2 7= & ek & (2
% B % sotatercept - Bhip 3t G S PR HEBE > B & LS R o

BE > G o sotatercept PP A BT KhAPM A RE B F A HF R e H

P e F R n R P AEE e HEEI P RARER -

0 %) ¥ AR e sotatercept ‘&

(N =86) (N =86)

ERCIY L 83 (96.5) 85 (98.8)
27 sotatercept & % & A 4p M 28 (32.6) 56 (65.1)
5 sotatercept = % A ¢ ¥7 4 (4.7) 0 (0)
E R 12 (14.0) 5(5.8)

) 55 (64.0) 46 (53.5)
27 gotatercept £ % & | 4p 2(2.3) 3(3.5)
5% sotatercept & % [ A ¢ #7 4(4.7) 0 (0)

REBA U BE g2 59 (68.6) 74 (86.0)
T 30 (34.9) 54 (62.8)
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¥R e sotatercept
n (%)
(N = 86) (N = 86)
B 26 (30.2) 13 (15.1)
TN 1(1.2) 11 (12.8)
T 3(3.5) 22 (25.6)

(=) Hoeper et al. 2025

Jo72 % & * PULSAR 3% & STELLAR #5534 T & Hit 7 A 45 o 4 73
P B W5 S 4E & 5 L 45— o 4o » sotatercept 2 3Rk E A TR B 1 b 'k &2 6MWD
Y Bl ~ % AL B

) ‘ o 5 i 6MWD
e Rk Tk & 7 (>¢)
n n HR" (95% CI) @ 2L (95% CI)
R 0.16 41.8

B & 192 237 (0.08 t0 0.33) (30.69 to 52.93)
s 0.33 472

s+ % 17 22 (0.03 t0 3.19) (2.88 t0 91.50)

PAH i; 3|

— 0.19 46.1
=3

#4 PAH 125 125 (0.08 to 0.47) (30.49 10 61.63)

— 0.21 31.2

& & PAH 31 45 (0.02 0 2.08) (9.40 to 53.05)

F RIS

. 0 5.0

- ],%‘ 6 17 (Not evaluable)’ (=109.15 to 119.16)

o pon 0.27 412

LR 69 80 (0.09 t0 0.85) (22.60 to 59.86)

T 0.13 44.6

ZEInR 117 140 (0.05 to 0.34) (30.70 to 58.50)

Fek W S RITR R LSS R

0.15 47.0
i 74 94 (0.05 to 0.43) (29.91 to 64.14)
0.18 38.1
E 118 143 (0.07 to 0.48) (23.58 to 52.57)
WHO-FC
0.13 25.6
II 95 119 (0.03 t0 0.57) (11.75 t0 39.45)
0.17 59.2

I 97 118 (0.08 to 0.40) (42.08 to 76.29)

A RRTRA B E AR 0 ¢ FRPBEX B EAET | F R BRI
R B S PUB IR PAH Rk 0 & F R A4 10% 20 ehB AR F LMRE SRR
5% ¢ 3¢ v jir(atrial septostomy) ; ¥ PAH E i@ wfa+ > 24 [ pF ; PAH Ei* (2R #
4 LAp A WHO-FC & 1+ » 9 255 = 154 35 4 /] BY L 3 4238 | & e MWD ifl3# -
RIF AR A AL MWD S8 > 15% 5 L da T2 342 4 &5 PAH Bt - A ¥ 27 FF
PER 4p 4 ) o PULSAR enfisk & (4§ % 3 BiPF 5 24 1% » STELLAR %5 B3 B D (6 — =
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¥ §5 7% B A& (pulmonary arterial hypertension).
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~

EHRE A TR ZEREARIPN FALEHR

AERLH AT (2025E 67 )
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(1) A BRI E R
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M-~MI3IVA%)> ¥ & T5iEi
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s

A s B L

PR AL AT PR
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(2) WHO # st A a5 11E IV >
4 % i iloprost s~ A & v R

~ ~N
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macitentan ~ sildenafil ~ riociguat

MR P L T O Y.
ik A A X LT
WHO # i #£4 & $ 12 ML - %
£l £ v R
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iloprost ¥ > | v

sildenafil ~riociguat # selexipag /v &
FR?ES T HRRN ] RS
B bed BCRNIEEA R o

3
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P Egr . Pt A g o
WA H Y vt 32025 & 38 A - ARAPMF R RITERD 0 A
Fdog BLATLR FRPEITR LHL G HET S FETA 2 MR F AT
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BE o N EARSY
(=) BRpic kR

g @M% g R (idiopathic or heritable pulmonary arterial
hypertension, i/h PAH) =55 = 3¢ ’ﬂ}]% A e I B s E @ R oo RiTHPAH #
PV REED N IE P EES L LR ETARE[] dok D AT o

FZ MERHERERISEE[]]

P R &

v IRE &

B 2P LR £ AR
(endothelin-1 receptor antagonists, ERA)

bosentan ~ ambrisentan -~ macitentan

$ 1 2B fa g d 1]
(phosphodiesterase-5 inhibitor, PDE-51)

sildenafil ~ tadalafil

v LS IR - e

. riociguat
(soluble guanylate cyclase stimulator, sGCS)
AR A ML A
selexipag

(prostacyclin receptor agonist, PRA)

T 7] H;T{I%\ % %7 4" (prostacyclin analogues) | treprostinil ~ beraprost

2PN

7| H;T{I%\ % #F 4" (prostacyclin analogues) | iloprost - treprostinil

R

e e s e Lk : epoprostenol (i.v.)" ~
T 7] H;Tuﬁ, % g 4= (prostacyclin analogues) o 4
treprostinil (i.v., s.c.)

R SN RV E S )

ST sotatercept (s.c.)” ( & % # 7.)
(activin signaling inhibitor)

fiv.: #9%3 st(intravenous); s.c.: A T ;i &f(subcutaneous) e
T &T\Iﬁ % X it * H(PRA)E = 7| WI% % #f 012 4 (prostacyclin analogues) St 7 Jﬂx‘]u%\. % %
& 4 (prostacyclin pathway agent, PPA) -

95 2024 & 5 7 EL K% 3 B € (7th World Symposium on Pulmonary

Hypertension, WSPH )% # ¢ % 3.2 3#[1]> Group 1 PAHa:},;‘a A A doiTin 2L B b ' o

2 Group 1 PAH ¢ 7 @ #7% % PAH -~ i @ 2 PAH (‘—' R REREA R 2 ES e
A ZAPM PAH ~ 2225 i SR ki ip B PAH ~ 22 4 37 4L 2 &7:,5“%@,4#51%2 PAH - vk’F’”‘i%@
ip B PAH ~ #2L x {£.< %% 48 B PAH ~ *’wxﬁm § PAH ~ 7 2 8P B 2 B s 2 0% ek
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E’j@/fA%%r ﬁ%?“"“
B HER AR LA AT A

EFkiek 5 B * ERA, PDE-Si; 443"k 3 B b '& > RIEHRES ERA,
PDE-5i, i.v./s.c. PPA & & 5k o

A bRz 2w B S ZRETEBITG T?ffL}ria/\ {#?ﬁ”:ﬁ:-‘}ﬁi& g
,?&»b'*; },ﬁ{@ Z & A pr5R (treatment escalation ) o

® EHI RS E MR ERET A o 2 5
® YHYFIEREELY —HMAG I RT RIS R Er ER

7 (1)%c 1} sotatercept~(2)%c + v JR PPA % 4 (selexipag & v JR treprostinil ) ~
(3)4\2 Fex ~ A PPA 23 > 11 3 (4)% Jg /¥ _PDE-51 &4~ & % ¢ * riociguat °

® (HIFFRERZY —BFRGSBR'G D RBEXILHT] PPA B8 05 >
£ % g 4+ sotatercept o 5 B b “ﬁi"—?%%ﬁ A 57 PPA &4 005% 0 PR
#&xxlB’T A PPA £4 5% o B 'i"z#* FHEFTHAEY e FELH L T F
—‘fﬁi BEANFEAY —F e “ﬁfg"@i;i@ﬁ“' A R

R F L ATE R H R T ATH 5 WHO-FC IV 4 #48 > & BESC/ERS
w“%&%ﬁﬁwlﬂ’ﬁ?ﬁéﬂ—%&%ﬁ‘h%%ﬁ’%%@ﬁﬂ%ﬁﬁ
I 71647 PPA 1 &7 A & & 7. sotatercept e

(=) B pio e & A R AP RR

1395 WSPH inf2 k2 A Wipk & 7554 & L  sotatercept ¥ & & ERA,
PDE-5i # ERA, sGCS s & & ’ﬂgkﬁ‘ﬁJmm%@¥ L 3r& & 5 ERA

PDE-5i, PPA s ERA,sGCS,PPA /o 2 & » i 5 % w A FF LR @ * q BN
I r;.i&;; % sotatercept %R; ¥z Mg Jp‘)%‘%&fmﬂf » 22 PPA 4 £ 4 4piT ok
B sotatercept AL G w RPN KB PF o RlEAPITIS R 22 fé‘?

BB R > T D R
b g B enh R R  % 2022 & B o %8 ¢ (European Society of Cardiology, ESC) £ gt i+
rf 3 & ¢ (European Respiratory Society, ERS ) 45514 dichw 1f & b *& 4 & #03] - WHO-FC ~
6MWD 12 2 NT-proBNP 2 BNP & #A4]*> BLiE h "6 MI) 3 %3 1 32 44 =2 6wk 135
R DR W AR RS (1) S (24 = (34 2

® (44)-
k% oy ¢— K Y3 ®
P 1 2 3 4
WHO-FC | I I v
6MWD >440 = & 320 to 440 = & 165to 319 = & <165 = &
BNP <50 ng/L 50 to 199 ng/L 200 to 800 ng/L >800 ng/L
NT-proBNP <300 ng/L 300 to 649 ng/L 650 to 1100 ng/L >1100 ng/L
6MWD, 6-minute walking distance; BNP, brain natriuretic peptide; NT-proBNP, N-terminal pro-brain natriuretic peptide;
WHO-FC, World Health Organization functional class.
YWHO-FC I IS &2 243 enf J 55 4p Bl > ot 7 4 AL A .
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%@é&%ﬁ%ﬁﬁﬂw
TR AR LA R A

Pan e BRRAREEFTHEY 2 QO FREGT RO HE AR P REESE
G X el i ']i PAH J5 * 2 PPA %% & 7 ! selexipag - iloprost ~ treprostinil (*% »
AR B SR ) 11 & epoprostenol ) 7}51 MRl Am e g AT A w2025 & 3
PR AFEEFRFPILTCERL LA o AR ':’i'_‘/?u WSPH /s Rk %2 Ri7
ISR T2]% 321 > 2 WHO-FC i % A B2 1) | PPA B4 3 AR

HIV G e RO A = .

# = WHO-FC %112 IV.e 5 4 e PPA ERLR -

I EiRe L WHO # iy & &
& * | PPA B 1 11| 1\Y%
selexipag - A% -
SR illoprost \% A% \'%
treprostinil
- AV -
(=% »)
¥ —3% | treprostinil
| P : v v
£ (L 5%)
% epoprostenol A A% \%

R t6 A Bt PPA 4 it T 4395 WSPH ehin i ok o

(2) L& FRAFFHTE LR SR

AIFL 32025 & 70 7P R A HEF 4 £ 5 CDA-AMCY~#74 PBACS? & B

¢ d 2 WHO-FC AE#HEIF DR "G A% A Z 7095 Fapadtsle s - BFAL D
Ao R FSE R T 2827 %% 3 o BRI A B PAH m}%‘?i«#'/%' Bl 2 EE* 8
#&()WHO-FCIIIZ IVELE ¥ £ 2 4 2z R Fdimg o Ryt > i B - B x
FEpE G 2(2) WHO-FC Iz & % 0w %05 E SR R wRBH A o R H - B ok B
oA GPFF FEENF AP B VR L E SR o ALV E 48 PPA BH B Ak
2R T f‘f-%zr"f o

W EFEAARTINR X & B ¥ iu @2 WHO Functional Class T2 J 2§ 45 #2 7%

selexipag B B R K5 PDE-5i fv/# ERA /5 fr»c? &4 > & @ PDE-5i & ERA # * o

(fr}%12827 % 13%)
iloprost AR MR E e BRIk o (B HARE2.82.1.% 1 5)

treprostinil | *T* *%;5% WHO Group I /3 127 7% 3 5 & & & NYHA class Lg% © (3
(%) g 2.828.% 1)

P A M R B MR $ % 5 R (WHO functional class ITZ TV) » & 3 & 7 7]
i D WHO # i 24 s 5 1L 2 22530 high risk o 4 0 77 4 % iloprost & »
A g« © JR ambrisentan ~ bosentan ~ macitentan - sildenafil ~ riociguat # selexipag
R F B Ii‘“"‘”"&é*%”&ﬁ—‘rﬁ}% L AR e (B HART
282.8.% 23)

epoprostenol | & ¥ 37 K AR E o

¢ CDA-AMC % Canada’s Drug Agency *c £ < & 5. % 5P§ BTG %}ﬁfﬁ m‘f-ﬁ’é, ; CADTH
(Canadian Agency for Drugs and Technologies in Health)/pCODR (pan-Canadian Oncology Drug

treprostinil

(1.54)
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PAEZEZAFELAS%P O
N

NICE'% 3 & FRA TR mfiest o CDA-AMC *¢ 2024 & 11 2 2% - i
sotatercept * **75f WHO-FC II#* Il Group 1 PAH = # 5 4 2 4F 2. [3]» # p %
SR AR w2025 & 30 m A2 FRPPFERRL RN PBAC © 4 2025
£330 2BEFHRABE T4 DL FREFED LH AT REEEEL
FRNICE & 22 B 2 Ap MR v hie 79 > 3302025 28 7 2L f ¢ ¢
R[5] e ML RAEH RN PBAC Z Bk %% ©

PBAC 52025 # 3 * ¢ 3k3tsh #* 23R % i sotatercept ¥ & = I/ (add-on
therapy ) * **isft Group 1 PAH 5 4 [4] - ke % &% 1™ BEp 7 ¢

® PBAC Hdidkei B84 & 5 MFHINGEHL T - PBAC iu 5 g Tad
E x% ﬁa’f mx’%i‘g % A 3z % ¢ & (incremental cost-effectiveness ratio, ICER ) i
BE3 AmTM FHAIAE ¥ ek A #H 4 b osotatercept o i
WHO-FC F I Bm 4 o £ H A R 1R sotatercept ¥ - F F o A
AV RS R IRT B-1F 0 2 b h % &k 5 ERA, PDE-Si shBEE R
BEORARNRBHRIY B R TDE FH o

® PBAC:LA I PAH s 4 75 ok i Kenfphh § 40 2 i dnsls A E Y o
PBAC dp 1 #7¢ ’E‘F—mé’ 2413 P (T sotatercept & B ARE LR o F 3D
WHO-FC TII & IIT. «’k}fa A ) gL p o 2 5L 424 (Pharmaceutical Benefits
Scheme, PBS) * 72 PAH &4 » 22 ®*% PAH /pfi%#ﬂalf"’]; Y 538 A
- Rad o i@ F 5 sotatercept & PBS P e A TR io R o Flit o PBAC
£ RBM 2 L RE PAH e dp 3 S AR o dest B o ¢ B H O PAH £ 4

i R L o
® PBAC :u:i % WHO-FC # %272 % § /0% Z5H #P mf,';ﬁ AR AR
%E'ar-r"’

& HHEIAF/TF IR 1 4 0 PBAC in 5 selexipag #_ & % d & o 12
PR R & e en R 420t G dR 0 PBAC 3L 5 sotatercept 4p +t >t selexipag 7
L ERreefph 2 L7 7it 2 0 REMIPIERR G 2 R - PBAC
dp o BB KGR 3 R T T3 sotatercept SLAE 4v 4 1 12 (overall
weighted price) # X % sotatercept = WHO-FC % T 4 hif 2 3 F 30
selexipag 7 % > & PBAC % 3ufe gt 4o #2305 = 5% o

Review) p 2024 # 5% 1 p4&{ %% CDA-AMC -

¢ PBAC % Pharmaceutical Benefits Advisory Committee % 5% 354 % F ¢ m‘ﬁ

f NICE % National Institute for Health and Care Excellence & m}i ERET AT T % mﬂﬁ B oo
U RN E duE R g2 ¥ WHO-FC %1% > ¥ NT-proBNP > 650 ng/L £ BNP > 200 ng/L
£hps 4 BH - A FIaRk A # L 4o~ sotatercept Jo K 5 2R PBS B ow AR 37 e WHO-FC
%?H.?Aﬁﬂ:;};; A 5 2 ERA & PDESi 8 - &4 55 » 2 02 WHO-FC (75 ¥ 44X & &0
ﬁﬁﬁ°ﬁﬁwﬁﬁ“m$ﬁ%?%‘ﬁ%h%§&gugﬁ%%*ﬁ%%%%°
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A A Y v AT AR 22025 & 27 18 p % Cochrane/PubMed/Embase
T FOR R Ap B ?li?vh v AR R UFIEF SRR B2 (S 4 éif’% P A ILTE
7| PICOS 165 & if i » TR & A kAT F L AR T 2 54
(population ) ~ ;5% = ;2 (intervention ) ~ % »< ¥+ BB % ( comparator ) ~ K »Tip| £
ip 1% (outcome) % #7 3 3K 3+ > 2 (study design) » H 30F i 2 32 4o

Population AriER EHEFBA R R E P 4
PEe AR

Intervention | sotatercept

Comparator | %3 '

Outcome A%

Study design | L1 ¥ P 3#% (randomized controlled trial ) ~ & ¥uid <

[]% ¥ R (systematic review ) ~ %t & 4 47 (meta-analysis )

i pe + it 2. PICOS > i% i Cochrane/PubMed/Embase % < I»‘Je?ﬁ‘iii » %+ 2025
#£ 6" 24 p > 2 Usotatercept | s M4tF 2 (70F » WF ‘ﬁiv F e o

2. WELE

*EF 2 ."l*ﬁi E 2R TH0F > 4 93t PubMed 3 5 & F L > *t Embase
3| 7 £ 54 > * Cochrane Library 7 3] 8 %’_‘*‘L}& o st K? T A2 é}?h s LA
AAAEEE R > BE 2 B ARFERINE > R0 2L 4% 5 ZENITH

s

R ER[6] ME L H PULSAR_%E? STELLAR ﬁé%;gv;r;g AAF[T] > T ik B
2EFTH2ZpPF o

(1) ZENITH 5% (NCT04896008) [6]

Bl ®II0Ep ~ %E BRSPS S SRR
H ® 5 % 134 REVEAL Lite 2 risk score' (9to 10 vs. > 11) 2 &3 4 %

h #Zk e o S iF o~ PULSAR £ STELLAR & I8 SE 8 4 PR 285 > AR B N 5 B 40 wdhr— o
' Registry to Evaluate Early and Long-Term PAH Disease Management (REVEAL) Lite 2.0 risk score >
d eGFR ~ foig/& ~ » WHO-FC ~ 6MWD 12 %2 BNP st NT- proBNP LoOoBRATEA T
CAR D 6 E m; LRI AR A AHA B AT L ER A R GF (0545
@&%~67¢é6&%~8@u1é$&%)mp
| 2 [ a [ o [ v | 2 |

14/41



114BTDO01004.1_Winrevair

Eﬁ@/é/{g% ﬁ,;'%;t‘.u
PR AR LA TR
M e son AR MOPAH & B i 7 L1 s A iR
@ EUFA 118 6|A B FreEEZFG- B F]PAH & 1
fife> 24 ] F%)s%fi\%% X REAHRIEE  Bp X ARHRIFEAD
5540 B *
I PSS
® 183 75 % > ¥ RHC Z%r5 11T caWHO Group 1 PAH 17 73] : &%
“PAH -~ @ @1 PAH -~ #H &4 2318 HPAH - 2 R0 B8R B
A REcH PAH ~ 22 2 4 4 4 1 4p B PAH
® WHO-FC Il 1V
® REVEAL Lite 2 risk score > 9
® i 24 (Pulmonary vascular resistance, PVR) > 400 dyn-sec/cm’
. (SWU)E *jicn B BB =0 5 A 405 B <15 mmHg
Pé% ® L RESLINCIIELIHESI AN BES PAHF 0k
% ,
iﬁﬁ%@k
® WHO Group 2-5 %% 5 R 2 %7
o ’ﬁ 2 WHO Group 1 PAH #; 3] & fi[,ia;/,‘ %t HIV 4p B PAH ~ ® 7%
B RAP M PAH ~ A Az 4p B PAH W 35 0% B 2 8 o ~ " i F g
B ihi $ PR Mt L PR
® . EEAAE <45%
@ i EBFNEE RMu - AEREE
® i ]iF 435 F/mm’
o 86 + » & 21 % g T It sotatercept @ JEA4” 411 0.3 . e .
wRE mg/kg 3 4 3 0.7 mg/kg > RIFARG & AR y - j = ‘?#&’x
¥R e 86 4 o & 21 % A T b+ R RN T ik
s g A0 2021 & 12 % g M a0 B P A TR 8RS 2024 &
PF R 7026 p o AMARFrRApE Y Adrahigk o B ERIL R €
2024 # 11 7 25 p AT 5 ¢ 0 @Eek o
RS ) S . \ ,
iﬁ’%‘ IEtEmh - g &FPAH B Gfx >24 /) FFenpr i
TEF e | E 127 S REMAFER A B R et E T o
eGFR ;6%2:?5&#;12/:1 .73m? % %
{c % /& (mmHg) >110 <110
< B (bpm) <95 >95
WHO-FC 1 II 111 1\
6MWD (m) >440 320 to 440 165 to 320 <165
BNP (ng/L) & <50 50 to 200 200 to 800 >800
NT-proBNP (ng/L) <300 300 to 1100 >1100
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%@éA%%&ﬁ%ﬂw
p“%‘?fi#i’f* IR E A TR

i

ﬂ? F w4
s IR gP
FrEdmze kT m)ﬁ, AL )
Zf:fj& 8 7 % 24 ¥ 9 REVEAL Lite 2 risk score % i
% 24 3% £ 3 low 2 intermediate (<7) REVEAL Lite 2 risk score £
;1}3‘5 AL B
6. &I P F 24 F e NT-proBNP % it
7. ERFI I E 24 ¥ enT 155 6 0% R (mPAP) g i
8. HKAHIDINF 24 PVR ¥t
9. AHEHXEHERIFES L WHO-FC sz ¢ e ALt bl
10. EA#HD T % 24 i+ 6MWD % it
11 AR P 5 24 e g R0
12. KA # 3 7] % 24 1% 7 EuroQoL 5-Dimension 5-Level (EQ-5D-5L) 4
g

A A

J‘u ;J' Aa\

2

kil

B da B A d R B 5 T RE LA R E B

(intention-to-treat ) °

o FRPASHGE T FRLBRICF LY -

e I B ‘z:}ﬁ T G EAE S a‘ﬁ £ ¢ & * log-rank test ¥ Cox % E’,%%K
A > AT R A IRTF]F o

o @ A% % ipik ¢ &7 aligned-rank stratified Wilcoxon test » i i *
Hodges-Lehmann location-shift estimate 3+ 7 = £ B £2 95% 7 i %
¥ o

* = ~3l% %4kt ®* & K Cochran-Mantel-Haenszel test °

(&7 ~47]

e FAS9BARIHEE LTI 4470 ¥ the Lan-Demets

spending function (O’ Brien-Fleming approximation)

p value &% 2% 23 0.0021 (E &) £ 0.0042 (g &)

ZEASATRIIE g 4 I8 BEEFEF -

siEdlAl- 2 AR EI R FocdpiE kAR v - Bt

BB EAREERE T - Atk o

G
=

T

Merck Sharp and Dohme ( Merck [Rahway, NJ] &3 2 @)

A RHD TR

ZENITH #8% + 3 172 =% é—‘“ s T 3aE s 544 > 60.5% 5 i B
7 1+ PAH % > WHO-FC e IV 4 L4 T44%8 25.6% © F ALE T = g

Tl e B AR TR PR R iR L AR A
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MB P RERR
Fg;%‘,fiji«f_, 2 4

LE 3B PAH £ B sk Ei o #4T 6 % s 4

Bivh % Ff2 - otw
4% BMI>30";{

*

= :]]%’\

» sotatercept £

N S T

#h T
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TR ’Jf]llﬁi'?« BT ¥
Ch A AL T %‘?ﬁﬂ%%ﬂ* LR S
ﬁ&?}?ﬁj\i}’%;?ﬁféPAH;gb‘g/r)%‘ #"

o ¥R e sotatercept B |
(N = 86) (N = 86) (N=172)
L 1 n (%) 71 (82.6) 61 (70.9) 132 (76.7)
£ # () 53.5+14.3 553+ 14.3 544 +14.3
8%, n (%)
5 oA 76 (88.4) 73 (84.9) 149 (86.6)
I A 3(3.5) 4 (4.7 7 (4.1)
Hw 7(8.1) 8(9.3) 15 (8.7)
TooRLak % 0 1(1.2) 1(0.6)
BMI > 30, n (%) 19 (22.1) 14 (16.3) 33(19.2)
PAH ra % P& & () 82+6.7 72456 77+6.2
PAH # #8, n (%)
g 44 (51.2) 42 (48.8) 86 (50.0)
g 7(8.1) 11 (12.8) 18 (10.5)
B e B AR M 26 (30.2) 22 (25.6) 48 (27.9)
%?#% s 7% 5l 5(5.8) 6 (7.0) 11 (6.4)
P N AT - W2 ' 4(4.7) 5(5.8) 9(5.2)
REVEAL Lite 2 risk score
8to 10 60 (69.8) 60 (69.8) 120 (69.8)
>11 26 (30.2) 26 (30.2) 52 (30.2)
WHO-FC, n (%)
I 62 (72.1) 66 (76.7) 128 (74.4)
v 24 (27.9) 20 (23.3) 44 (25.6)
PAH # # /5%, n (%)
LR 27 (31.4) 21 (24.4) 48 (27.9)
ZEISR 59 (68.6) 65 (75.6) 124 (72.1)
Mk S JEREY & 49 (57.0) 53 (61.6) 102 (59.3)
6MWD (2 ®) 270.7 +99.9 270.3 + 104.8 270.5 + 102.1
NT-proBNP (pg/ml) 2687.3 +£2771.2 | 3603.1 £4101.2 | 3145.2+3519.8
PVR (dyn'sec-cm®) 874.7 £ 344.2 883.2 +410.9 879.0 +378.2
mPAP (mmHg) 552+ 12.1 57.0+13.4 56.1+12.8
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e e sotatercept B LR |

(N = 86) (N = 86) (N =172)

" a‘;q #(liters/min - m?) 2.6+0.8 2.6+0.6 2.6+0.7

PAWP (mmHg) 9.8+3.1 10.0 £33 9.9+32
eGFR (ml/min-1.73m?) 73.5+29.7 65.1 £24.6 69.3 +27.5
 f= % (g/dl) 129+ 1.9 129+1.9 129+1.9

CE RN EH L E AR E 7

w7 ”l]U%\% SR & % %3 5 epoprostenol ~ # 5% i1 487 g T 3 844 treprostinil ©

45 % ¢ PAH, % # "% % B (pulmonary arterial hypertension); WHO-FC, & J} fi72 w83 it &~ &
(World Health Organization functional class); 6MWD, 6 4 484 {7 fE3E(6-minute walking distance);
NT-proBNP, N-terminal pro-brain natriuretic peptide; PVR, % x % [E 4 (pulmonary vascular
resistance); mPAP, T 35 % # #% J& (mean pulmonary arterial pressure); PAWP, # @ 7% 2 i
(pulmonary arterial wedge pressure); eGFR, fz 3+ ¥ 5% 3% 8 /g 5 (estimated glomerular filtration rate).

B. Fr s 7%

BIPP 4T TR B (2024 & 7 0 26 P )0 172 B R g gEER Y i
Bci 89 B (25 03 to26.1) > H ¥ sotatercept ev =#k i 106 B * (>
BB 0.31026.1) HEER 5 70 B (2 0.710242) 0 fi B iy A i
¥ > sotatercept 223 17.4% (n=15) g 4 FAI - ARFECHRERNT 547%
(n=47) %> Cox ﬂﬁr’?ﬁiﬂj Brengfat b % v (hazard ratio, HR ) % 0.24 (95%
CI: 0.13 t0 0.43 > p<0.001 ) > * log rank test =7 p value » if ¥g K edp # & 7 5t &g
FRrek® (H £ pvalue<0.0021) -

Bt & o pidp ¥R % 0 sotatercept B2 ¥R w4 WG 8.1% (n=7) & 15.1%
(n=13 ) £ 3 2 7= bage i b %t 3 0.42(95% CI: 0.17 to 1.07>p=0.0313) »
FEY P AT EF R AR o d 0k - Ha R Fodp ik AT R E 1

Kdegd - g & FPAH B 1 >4 | pEA A+ @

% 27, n (%) P 2 (N =86) 3% 2 (N =86)
= 3(3.5) 6 (7.0)
L s T 1(1.2) 1(1.2)
FIPAH & f* @ it >24 /| pF 43 (50.0) 8(9.3)
ERAFLSARAECFLEA T AL PR BT

DARFoeh A A AT B A AR R Rl B R RF I A TR RS
FPF > %22 ZENITH 58 fF che = 22399 ZENITH #5146 e = > (o g “ﬁ WA IS 2
» £ Hp B ;8 5 ¥ SOTERIA 35 1 e = o F|t > & dicdp & 7§ sotatercept 225 1 4 ~ %
PBieg 10 A 3 4 %] PAH B it G fe>24 -] PF{s 7 = » & sotatercept 25+ = A #ici 6+1=7 £ >
HREP 5 3+H10=13 4 o Am @@L 8 ehE > & STELLAR @8 % % v 1715 > ZENITH #5% ~
FRAET ZENITH % 2 1 fp X @A R A S L HF] PAH Bt 0224 ] fp 4 0 &
% 4 £ % 548 » SOTERIA #5% o
&R o e E LG A B AT ZENITH 382 8 3 2 0% 2 e 5 e oy
4 FIPAH E 1t @fa>24 | Frts » x > ZENITH #% P B2 7 % #4 > w3 7 ¢? R e S
A Bci 145=6 4 o
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M@éA%%féﬁﬂw
FRPPFRR LA LA

é?ﬁ-@}%‘?‘ﬁ::}%%ﬂ% -F—1E‘.f’l‘ é,,L, ’lcﬁ T_o :}%,‘ ;;;}’Fl*ﬂm,zn\ﬂl;frd-% éAuﬁI’s,\% 7 o j\ﬁﬁ% 5
%%fr*’“%ﬂwd EEAPM L L Ry B EMA TSR A A T

LAV S E S 2R R H - I sotatercept AP T E AN S B R ok -

# I ZENITH #% & »edp 1% 1

i ¥ e (N=286) sotatercept 2 (N = 86)
Y
FA 7 AR ELE 2 n(%) 47 (54.7) 15(17.4)
HR (95% CI) 0.24 (0.13 to 0.43), p<0.001
=& iy B
#4 7= n(%) 13 (15.1) 7(8.1)
HR (95% CI) 0.42 (0.17 to 1.07), p=0.0313
i (7% 45 42, n (%) 6 (7.0) | 1(1.2)
HR (95% CI) 0.34 (0.15 to 0.78)
e B F =, /N (%) 13/86 (15.1) | 7/86 (8.1)
1B 7 A B 2 (95%C) 73 (~17.7 t0 2.4)
PN |
I:Ezgf(;};g; 2riskscore 28EREL 1000010 0.0) 3.0 (-3 t0-2)
£ 8 (95% CI) —3.1 (43 to-1.9)
— : :
E’l Sicoge(f;d;% (%VEAL Lite 2 11/72 (15.3) 34/69 (49.3)
£ BT At B 3 (95%C) 33.1 (18.4 to 47.0)
NT-proBNP 24 ¥ % it i, 2554 —-1233.0
¢ e 2 BE), pg/ml (211 to 263) (~1233 to —1233)
% 8 (95% CI) ~2339.1 (-3378.7 to —1299.4)
3 ek oL 1§
mPAP 24 315, 5.5 (510 6) ~13.6 (~14 to —13)

¢ i ¥ 2 BE), mmHg

1 £ (95% CI) 212 (-27.8 to —14.6)

PVR 24 i % i,

s e 2 55), dynsoc-om® 46.6 (36 to 104) 156.6 (160 to —152)
£ £(95% CI) ~339.6 (-511.1 to —168.1)
WHO-FC 2 %, /N (%) 24/86 (27.9) | 48/86 (55.8)
1P AR (95% CI) 27.4 (12.9 to 41.0)
6MWD 24 i % it 1,
~5.4 (9.5 to —1.0) 45.4 (45.0 to 46.0)

v (R EE), o
£ £ (95% CI) 63.0 (23.2 to 102.7)

SR 24 R

P > #e( > BE), liters/min
£ B (95% CI) 0.5(-0.2to 1.2)

EQ-5D-5L »c* A # 24 % 5%, | 0.007 (—0.358 to 0.740) | 0.060 (—1.020 to 0.512)

—0.4 (-0.4 to —0.4) —0.1 (-0.1to —0.1)
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%@mAfﬁwﬁﬁﬁw
Fﬁ)%,fijj;’l‘., 24 AT

it e e (N=86) sotatercept £ (N = 86)

¢ (2 EE)

T ’_]ﬁr’iﬁ FA AT R A S R ROy 7 B A AR TR 2 T E R 95% CI
REDFE 2 AR Lok D E# Yy o

'H*“f 17 i sotatercept M 4 &2 43 PR 2 14 i o R % REVEALLite2 k%A #c3 A dppre <7
T A SIS AL 2408

P 24 A B e o dR A ot s AT SR O B TR BER AR A RS i 24 g L e

S£ & 37 Baw : Fda 4 (mobility) s p 2 BRAE (self-care)~ P & # 7% (usual activities) ~ % K & #
i (pain/discomfort) &g e (anxiety/depression) :l-%-f;j)% EARE A 5 5 BARE A O level 5
BB - AN S A BT H R A U 05 1 AR L ERTAE -

%% CHR, b g (hazard ratio); NT-proBNP, N- termmal pro-brain natriuretic peptide; mPAP, T 354 # 7%
/& (mean pulmonary arterial pressure); PVR, * i ¢ [2 4 (pulmonary vascular resistance); WHO-FC, & }
2 st i & & (World Health Organization functional class) ; 6MWD, 6 4 44 {7 E4(6-minute
walking distance).

%2 ZENITH 3252 % 4 7= - H4E & F)PAH & it G2 >24 /) frz = 244 45

¥R | sotatercept e
N N HR 95% CI

> 47/86 15/86 0.24 0.13 to 0.43
PAH %7 4]

S R e B PAH 14/26 4/22 0.27 0.09 to 0.82

L w5on o Ap M PAH 33/60 11/64 0.23 0.12 to 0.46
PRI R

FEick 14/27 3/21 0.19 0.06 to 0.68

= ij /rv/%‘ 33/59 12/65 0.26 0.14t0 0.51
BEE ’”’]‘J% y RER I RIET

2 31/49 9/53 0.20 0.09 to 0.42

& 16/37 6/33 0.33 0.13t0 0.84
WHO-FC

I 34/62 11/66 0.23 0.11 to 0.45

v 13/24 4/20 0.28 0.09 to 0.87

C. Z2prtrs

B3¢ 245 F AL B sotatercept 2P 64.0% 0 4 i F at B AR 0 81.4%
s A i2 7O EEHE A o 4 el 3% FRe & B ¥ i 99% - 98.8% 91 sotatercept
EgphoB 96.5%5‘1’1%‘%.3331% AFREF A A AT B HRRISR AP M A B S
65.1%£ 32.6% ° 53.5%=F1 sotatercept S5 4 £ 64.0% ¥R e 4 4R 28 24 B E
PRATE D AT%E R gy A Fl P AR

Sotatercept 2.3 4 dlxw F 2 0t HiE B 3N 4R 2 (62.8% vs. 34.9% ) BiF -
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MM 4 FE SR
R AR A AT

B HF F2>10%07 L F 2P o sotatercept g 4 v BB IR B 5% IE P
7z v (44.2% vs. 9.3% )~ e F 5% (25.6% vs. 3.5% )~ 7 #5 (10.5%
vS. 2.3% )~ Rk (12.8% vs. 5.8% ) &2 # 7 (10.5% vs. 4.7% ) € 224758 % 3

ﬂ_‘%\,; o

SN

# = ZENITH #2% % ¥ 24 24 03t

0 (%) ¥R e | sotatercept A xR %
(N=86) | (N=86) (95% CI)
R 83 (96.5) | 85 (98.8) 2.3 (-3.2 10 8.8)
27 sotatercept £ % & | 4p B 28 (32.6) 56 (65.1) 32.6 (17.8 to 45.9)
5k sotatercept = X FH ¢ %7 | 4 (4.7) 0 (0) —4.7 (=11.4 to —0.3)
Wk 12 (14.0) 5(5.8) —8.1 (—-17.8 t0 0.9)
BT AT 55(64.0) | 46(53.5) | —10.5(—24.81t0423)
¥ sotatercept & % & | 4p M 2(2.3) 3(3.5) 1.2 (-5.0 to 7.8)
¥ 3% sotatercept & % & ® %7 | 4 (4.7) 0 (0) 4.7 (-11.4 to —0.3)
REEABUREEE 2T | 59(68.6) | 74(86.0) 17.5 (5.0 t0 29.7)
T 30 (34.9) | 54 (62.8) 27.9 (13.1 to 41.5)
R 26(30.2) | 13(15.1) | -15.1(-27.5t0-2.6)
5 ik b 1(1.2) 11 (12.8) 11.6 (4.8 t0 20.5)
s 958 3(3.5) 22 (25.6) 22.1 (12.4 to 32.7)
- AR F>10%0% L E 2
5l R R 7(8.1) 11 (12.8) 4.7 (~4.8 to 14.5)
R o 10 (11.6) 6 (7.0) —4.7 (-14.1 t0 4.4)
LSRR 12 (14.0) 3(3.5) ~10.5 (-19.9 to —2.2)
iR 15(17.4) | 19(22.1) 47 (7410 16.7)
o 13(15.1) | 16(18.6) 3.5 (=7.9 t0 15.0)
"ok 5(5.8) 11 (12.8) 7.0 (1.9 to0 16.5)
9 4 & 2(23) 9.(10.5) 8.1 (0.9 to 16.7)
% 14(163) | 12 (14.0) 23 (-13.4108.7)
B8k 17(19.8) | 12(14.0) ~5.8 (~17.3 t0 5.6)
COVID-19 14(163) | 14(16.3) 0.0 (—11.3 to 11.3)
TSI L 11(12.8) | 9(10.5) 23 (-12.4107.7)
s 5(5.8) 9.(10.5) 47 (3.9 t0 13.7)
i 49 13(15.1) | 15(17.4) 23 (=9.0t0 13.7)
R 44.7) 9 (10.5) 5.8(—2.4to0 14.7)
5 20(233) | 20(23.3) 0.0 (—12.7 to 12.7)
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E7j lﬁ] /é: A ’Pg 2;"%. ﬁ :%E LN
e
¥p e | sotatercept e B2t R%
n (%)

(N=86) | (N=86) (95% CI)
1 8 (9.3) 9.(10.5) 1.2 (-8.3 t0 10.7)
in 8 (9.3) 38 (44.2) 34.9 (22.4 t0 46.7)
o v i 21(244) | 10(11.6) | -12.8(—24.410-13)
PAH % it 25(29.1) 4(4.7) —24.4 (—35.4 to —14.0)
% B 9(10.5) | 12(14.0) 3.5 (=6.6 to 13.8)

(2) PULSAR & STELLAR %5 #c¥; & 5 2 47 (Hoeper et al. 2025) [7]

Hoeperetal. 2025 % — X 2 1 ~ & H 3% EcdpnE 12 447 > RSBy K p
% I1# PULSAR (NCT03496207 ) #Z% 2 % 11¥ STELLAR (NCT04576988) &
oo gt iR T G 24 R X MAHEK 0 X3#F 55 WHO-FC 12 11
B PAH B 4 0 2 e Ed  F F o Fidkl ~ PAH ?”"J F R A B A F 4p
5 FR3T R Bk MR S AP 02 Hoeperetal & i & 385 24 X R X R A 1
Boorg o 4 0 W dicdy (individual-level data) & (7 447 5 R & B 4 7 & i
sotatercept >+t P I EF N H P A F ML DR RE L 2P LA PRS0 T F
¥ L 7 E_PULSAR #% ¢ sotatercept M ¢ #& <X ch# - H & f122 REHREDE

2 AEFRBE R

PULSAR :#% 2 STELLAR ;‘fé%? BN N FT SRS A AR 2025
£330 A2 FRAPHFEAES o & 44 Hoeper et al. 2025 ¢ 27 & k2R i
EE AR R 2 ST HA A TS %.’ STELLAR #5 ch=x #48 ~ 478 S 4p vt > B g
PAH«‘IIia A 6MWD 11 2 B — E g ‘,r%?& A e PVR & 457 % % % Hoeper et al.
2025 ¢ L AR E o § o4 Hoeper et al. 2025 4% B0 3 T o B R FRE A TR
% » sotatercept ¥ I * ¥ F i £ & 6MWD & PVR & I T/ & % 4 155
¥y TR ergﬂ;;r & v F 220 i< NT-proBNP B 54 48% @ & i su3t
T EHFELE

ruit &

# ~ Hoeper et al. 2025 =x FH 4 » 47 % %
> _ §
HE | R Lo 6MWD PVR NT-proBNP
| e (=) (dyn-sec-cm-5) (pg/mL)
n n | HR' (95%CI) | & 24 (95%CI) | & &4 (95% CI) B w i (95% CI)
0.16 41.8 —234.8 —420.7
g
=% | 192 237 (0.08 to0 0.33) (30.69 to 52.93) (—282.16 to —187.36) (—536.94 to —304.55)
i = 17 22 0.33 47.2 —210.1 —633.1

™ PULSAR i#% 7 = #5kE
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v — 4 32 X B X sotatercept 0.3 mg/kg » ¥ — i 42 % #& X sotatercept
0.7 mg/kg ; STELLAR 3#5k 221 gk e i 8 2 123k % 2% - R
JE47 4 0.3 mg/kg # 4c | P A £ 0 7mg/kg o & RSk L EAR F
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L 21 % 4T it e



114BTDO01004.1_Winrevair

R | A& ok 6MWD PVR NT-proBNP*
| o= = aR) (dyn-sec-cm-5) (pg/mL)
n n | HR' (95%CI) | A 2% (95%CI) | & 2% (95% CI) A w2 L (95% CI)
BT (0.03t03.19) | (2.88t091.50) | (—403.05t0—17.07) | (~1409.39 to 143.10)
PAH 1; 3]
B 125 | 125 0.19 46.1 -260.1 —433.8
PAH (0.08t00.47) | (30.49 to 61.63) | (—324.61 t0 —195.58) | (~594.34 to —273.34)
it 31 45 0.21 31.2 -187.1 -215.1
PAH (0.02102.08) | (9.401t053.05) | (-275.58t0-98.63) | (~384.64to—45.61)
B ioR
H - 6 17 0 5.0 —382.6 ~719.1
T Ry (Not evaluable)' | (-109.15t0 119.16) | (=752.78to —12.32) | (-2106.02 to 667.72)
e & | 0 0.27 412 ~172.5 —412.3
o (0.09t0 0.85) | (22.60t0 59.86) | (—252.87to—92.13) | (—631.96 to —192.68)
22 17| 140 0.13 44.6 —-267.0 —424.6
o (0.05t0 0.34) | (30.70 to 58.50) | (~324.85t0 —209.23) | (—568.02 to —281.22)
IRk S RER LY
o 24 | o4 0.15 47.0 —274.4 —510.5
o~ (0.05t0 0.43) | (29.91to 64.14) | (-350.47 to —198.41) | (~733.25 to —287.77)
(0.07t0 0.48) | (23.581052.57) | (-264.18to —141.26) | (=514.71 to —252.51)
WHO-FC
. o5 | 119 0.13 25.6 ~176.3 —213.7
(0.03100.57) | (11.751039.45) | (-231.07 to —121.62) | (~290.06 to —137.27)
m | o7 | 118 0.17 59.2 —~306.9 —760.6
(0.08 to 0.40) (42.08 to 76.29) (=392.42 to —221.38) (—1047.70 to —473.58)

A REROTREECFE LA 0 S
PRI PAH 2 o &0 F R4 10%:8 11 B SUR A ILSAE S F R e 5 ¢ R ¢ (atrial

septostomy) ; ¥] PAH & it @

A .

P

ZEBHBEFACEREOE  TERBEIREL R EH

Ake+ 3t 24 ] pF ; PAH Ei- (EmpFg 24 1A #Y o WHO-FC &

o g2 A AT 4] P 2 AZHE | 3 OMWD BRI 0 R dp A H Y MWD e > 15% 5
A FEREYFA AT ELPAH B > 3 £ 22 TR PR 4% 2 ) PULSAR ik B 10 & 2 Bipr ¥ 4
24 i > STELLAR @& RIE BT 516 - gL RSB F 2 3 7 S BAEREE (723 ) -

"HR ¢ Cox it FFHEAIT o3 > inf W P 5 % %55 » ©02 WHO-FC &2 ¥ Rinh EH ki » 4 -

S¥4 PR %0 & NT-proBNP 14 45 A #ics 189 4 » & =¥ A 47 L #c B #o4o™ @ 33 PAH 224 @ PAH & B
LA ERIFLORRA 1A BIZE0HRED 24 ?’M&iﬁznnﬁuﬁ%;‘i%ié%;ﬁ“} 1 4+ @8z
P IRF LSRR 2 4 3 WHO-FCILE > 2 4 » WHO-FC IR > 1 4 -

THR=0 * CU & - R Fl L HME A faT gl o

PULSAR # 5% chi & *;;;}ﬂ # % PVR > 2% E i ~ 6MWD % NT-proBNP 7 =X & *ifyﬂ 1 ; STELLAR &
B ehl &y rcdg i MWD > fRfk & i ~ PVR 2 NT-proBNP & =t & J »2dp i -

‘Fﬁ’ﬁ, HR, h * ' (hazard ratio); 6(MWD, 6 4 457 {7 fE#2(6-minute walking distance); PVR, * x ¢ [2 4
(pulmonary vascular resistance); NT-proBNP, N-terminal pro-brain natriuretic peptide; PAH, #* & % 5 &
(pulmonary arterial hypertension).

(1) B remf oo

* % 5. sotatercept Z R * NS H HF 43 B PAH I F- 3 N
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A FEZA%RY <
FRAFHFRARLAM 2 FTAH

e 2025 E 30 R A - DARMIERAFL S TERE R ES T R 60 (AT
MR PR E FHESREARTY T o wd %Y “HHARESL S/HLF R
FLEIER o £ ¥R 5 0 AFL g P { %?Lié'ii%l‘iff%i?é AR A
FoAfon it mo R AT R FRHPEIER B RERAPHF B F 22T

—JS —F"\,*'_ °

AR rT S 204 0 F sotatercept ¥ i % = MR [EISK FE o selexipag
iloprost ~ treprostinil (w5 » &| 3| &2 /3 &4H[A] ) 11 % epoprostenol i ¥ iv e 3T 4
3 5o PRIR TR «‘fﬁ 5112 3% » selexipag - iloprost ¥7 &% » 4| treprostinil i & * *+ ¢
— MR MR A A 7| treprostinil ¥ epoprostenol Bif & * >t ¢ —F & 3 h 'k i
Ao § R 1,3-{2 i1 2 %> iloprost £ epoprostenol 3 WHO-FC Il * ¥ it eh5
i # ; selexipag - iloprost ~ ¥ > A treprostinil ~ ;i &3] treprostinil £2 epoprostenol
% WHO-FC HLgs A ¥ de shig fr 3 # 5 iloprost ~ 3 53] treprostinil £ epoprostenol
» WHO-FC IV 4 ¥ it ehip 8 4% o # sotatercept 1% 5 & w A ffinp ¥

PlASR 205 AZE G Frasd T

Bl & F P EIER B HERIA > CDA-AMC 238 % 1 sotatercept & &
i f ® iR WHO-FC AL St 5Lk % i < Group | PAH 3 &
Ao EEEERE EAE o AL A RN PBAC 7 23R % 11 sotatercept 1T A
“Fg iR % % Group 1 PAH % 4 > @ # BINICE 82 4 % % sdp M 3=k 7 i (7 9 o
B 171 % E > CDA-AMC Z:x 6 1 %3 1 2 PBAC a3 & % % % 5 WHO-FC I
EVHIﬁ’J.‘[}ii Aoy B ﬂ\:'ilféi‘—?—]‘@féii WHO-FCIIZ IVt 5 % Fo o

AELNTFFHREMFE2E TR A v 5 4% WHO-FC II& V2 PAH
:]ﬁ; A m%"ﬁ SIS A ¥ P ZENITH % » 2 2 PULSAR 22 STELLAR # 5% #
Ppen & H 44T (Hoeper et al. 2025) - ZENITH #Z% % % &7 > &® =889 B *
i Hidp Y 0 sotatercept EEH R 2 X G 17.4% (n=15) £ 54.7% (n=47) £hps
A A R ATFIPAH Bt Al 224 ) o SRE R R 5 0.24 (95%
CL: 0.13 t0 0.43 > p<0.001) > ® P B FRkrcs F AN L EH - T 235 > 3
B4 2 AFE Fant b ¥ AZE 95% ¥ sotatercept e 4w 2t Bk g 3t
¥ e (62.8% vs. 34.9% ) ; sotatercept AP TR e L FehF REZH P & 0
B~ fes ”F‘::V%‘JE ST ERN R SRR o

% Hoeper et al. 2025 =X # 48 4~ 17 ¢ > sotatercept ** #F#F - PAH -~ i * £ &
ZEFRICHREY - AR HJT\I% %18 50% 0 1 %2 WHO-FC & & % =
AL 4 A F At 0 F 8% 4 % STELLAR 3% & 5 2 S 340 4
%A o B @1 PAH 5 4 TRR & 1% 243180 0 3% MWD~ PVR 2
NT-proBNP % &7 sotatercept = § B Ffrc: & * 8- F FipfhFEHp L Lo
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S o .
PAR: A FESERY o
. : s A D T e |
F R H AR
PVR 43 #5477 sotatercept £19%% ¥ /% 7 o Hoeper etal. 2025 ¥ 4% # &7 * ¥ % et ¥
§8 4 47 %% % > sotatercept e 22 ¥ & 6MWD ¥ PVR :fﬁ LR 2 N U kol
BivEE% < NT-proBNP = & R 5 %6 A0 VHFL 8> 55 2 m
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BRFRR b AP EREHE A RT E (2026 3 2030 &) A &
AL F - E 12943 KT E 167 4 ARERET LS - £ 688 R R
TESDBHRA AT LKL O MBELLE-E3NRAI NI E479 R

L TeR# R T

R A ERL L RS T R A R R R L
A & 50 (1) WHO # & ]“Jr AN | ?krﬂfi% A s % ambrisentan~bosentan -
macitentan # sildenafil ;5 + 7 s 3 2 Lgps 3 FREE T A [,ia ik T A Tp
fs °(2) WHO # it o s III 2 IV %> 7 i & iloprost ¥ » | v PR
ambrisentan ~ bosentan ~ macitentan -~ sildenafil ~ riociguat 2 selexipag /&% * & 7
B8 AL ES FEETARBEEENSFLA R o

EREFRAKRY WAL LA ER BRASTL F 2k 2
R T F PR T i R fe Y 2 PPA # $+(driloprost-selexipag i #4 3] treprostinil
#% ~ 4| treprostinil % ;1 $+7] epoprostenol ) o F]pt » A F 5~ GEIRS A (S 0 TRA B
PRI B G e Fie- % R4h s PPA BRI REEL AR B X RH R A
LTS e
(1) WHO # ¢ i % 11 Bofi AL AR P~ dloprost £ i1 g 4| epoprostenol ;
(2) WHO # ic {24 5% 1L 2 IV B 4 DR 4 B~ % selexipag ~ i1 &4 3] treprostinil

g ¥x » 3] treprostinil °
2. P EEFH A Bcdh

Lf;i;—ﬁﬁ%/ﬁ%?%ﬁiﬁfﬁ?%g#?#i TR AR N E T 114 EK

Z & 4F ¢ > iloprost ~ epoprostenol ~ selexipag ~ ;i &4 2 ¥ » 4] treprostinil 2. i#
A2 FRh g oo 2kE ¥ £ iloprost » epoprostenol % ¥ » 3] treprostinil &
FE- 7 ERR > REIBHREY FEEHF DT F Ao & oselexipag 84 0 ¥ £
selexipag 3 = f8 7 € Rt&» Flm iz - ﬁi@ﬁﬁﬁ’?‘—“’ »Léé'ii—ﬁ XL FARRH & A
oL RPHET A RERFAE DR 44— BT 283 - £ 120 fa i
* 2 A fcoo i B treprostinil #84 0 K oselexipag % £ 0 & Fi; = AR
?*‘E_é BoBRpH®EFEXFAZTER® 2R FgiL G 2 4$’£°Lf;£ﬂ

HEP M ARG ART ELEFRY F Ao
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PAEE A S %r‘%ﬁ%“’ =
F“%?fi#ifz AR & A L F

FofURE A B R A B RFHE A KT £ WHO # i A 55 1L

CHEK R E - & 76 A2 HT E 644 T WHO i A s TN Sop < dieh ¥ -

EHEREF YRS E (AR AU 7R L RE G AT B

BT BT BEFERR 0 @ ‘

PHEEREERR AL AHEHEE

*  WHO # it t£4 %% II %% iloprost 2 epoprostenol & * 23 e 3% 15 5
AT L 10%2 35%

e WHO #ictr %% Il 2 IV & @ 3% selexipag ~ 3 &7 treprostinil 2 & » 7|

treprostinil & * %3 7 FgE 5 4 W T 5 70% ~ 80%2 10% 2k H ¥

-4t~ A treprostinil % FH A B HR G FEFRR R A o

FroEBART ERY AT WHO #a b ass M5 A8is- & 11
i 57T E 11 A S WHOH st aas I 2 IVAaAfksas - £ 1184157
EL5T A o LB PE s AKRT EATRY A8ci % - F 12943 %7 & 167 4 o

AEFHT EFF L E =¥ :'Z’]f?’:}j%;:[ﬁ’\%ﬁi‘%’i”p‘\‘fjj_éd-’d,g&‘;iﬂ—g_%i
03F A2 PHRHMELHF 2T 0T 0 o2k p BHESFE o & ghitr
AGERIFEF Y 245 KT 64 R T MR L MHATIOME SN L 718 275 59.0
DT EFART S e H ‘]ié * KNEE [ HLO60 F o FLE B ) FL45 F - s:’io
eypF EH BREF 523 E 0 A Z 3 - z)%*ﬁ_ah%ﬁ,—& i r 18 FL A &

LE A EBER LG 6560 A% 493 F & o F kPR 73&4Q}]§J<"JPAH¢
Pupt 13 defffeip Tiom A B EHER 5 5335 F & ¢

jam A RT EAFF 30K WHO # it H_&\‘&éﬁﬂ.?&»ﬁ’!ﬁ);’i%‘;] HEivx- &
057 fg~2 %3 & 056 B~ ; &F% 308k WHO # it t£4 %% Il 2 IV &
-&)3%5? LE-F 63l BRI FT E 83T R LEHIE S AKT ERATER
%?%'»"],:‘-\ - F£ 688~ %7 E 893~ o
5. P15 -&)ijé‘??

EREFRARY v X FRPHEFEHEL > BX WHO # i ir sy 1
B2 P~ % K- iloprost 2 epoprostenol F 4 £ Zp A w LTIl A2 101 § &
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EL#%E‘:J NN

i1 8+ treprostinil % ¥ »
161 5~ 501 § <% 23§ ~»ie— Hins

LEEA KT ERPRES o

Frofth A RT & WHOH i A s Mbph A o B R 92 5 - &
8719 8 ~ 1 %7 & 926 8 ~ ; WHO # it 4 &% III % IV‘_@L_;[%/\ ik B (8 2 3
N5 H-E307TRALHT £ A0S RA  EHPE  ART ERFEER A
- E316 R ST E A4 R
6. Mirp P

4v 3.72 l'fé;u 3

7. AR R AT

#3k 4 £4 WHO =

treprostinil 75 ik & i {7 AR

% 1 &f@gén479. 2o

v A B s A
% I WHO # i (£ 4

I AN S | | -3 WY/ Bfh 4 Y2y v
RAEAH » B%deT £ (4 $0

By LA IV B A R HE 2 Mar i ) -
% B AN SRR A
A FB ke )
T ,;tl 10% 0%
treprostinil +* |
WHO # ittt | %- & 118 A 2 %7 & 157 | %- # 115 A 2 %1 & 152
FIULE IV s 4| 4
2 A AR
rEERED ok 631 BALHIE |-k 614 BAIHT
8.37 i~ 8.10 i ~
454 /A:";L,?“L"T,r' ,_A‘_-,& . ,"1;1‘?\‘&1:&
BN E R %43.07 R i 3.06 m~ 1%
WHO # it | %- #3432 R~32 %7 | - #H4307R_R~32 %7
A2 IV B | & H 4 432 o~ B4 4.06 B~
2P TRR

D44 WHO 5 50 424 s 5 T %o 4 > & 5B~ % selexipag % it

&4+ treprostinil 2 v* 5] % % o
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(2) &% <%
AL B HERE 2 MR A e
1 ek ¥ ik

FUIpaE sk ~ = LATZ MR 4 170 &8 WHO # au e a5 11 o 4
RIERZpH A REGTAF EFFEA BATHM G- ERAKRS ww X FRPH
RS BER AR 22wk T R ¥ 30 WHO # it 24 5% 11 5o

A P> 7 B~ 1% jloprost % 73447 epoprostenol e

A4 WHO # i o s % 1 2 1V B Ao EIR X A R m % & v ~ 7| treprostinil
ERT I ) SN mi VK E_A & B~ i selexipag 2 3 &+ 7 treprostinile
SRR FAB ] treprostlml ERLEHRTEZ 2 ERITHESF A2 K,ﬁg How
2 WHO # 50 A % 101 3 IV B h o FoATH o~ A treprostinil i A B~ &
2= 0 A FH Y WHO # i A s DI 2 IV g 4 7 5 1% selexipag ~ it 547

treprostinil % ¥ » 4| treprostinil - A 3F 2 305 - & ;iziﬁ PR AT BR R A
2. PHEEEAEEG

Li‘;irfﬁ‘“ {FA2ZMBPRER? 23 111 £33 114 &# FEE4F > & WiE
iloprost ~ epoprostenol ~ selexipag frii &+3] % = » 4| treprostinil 2 & * A Hc £ ;ﬁ
s i¢ * & o 4 & iloprost ~ epoprostenol % = » 4| treprostinil 321 5 ¥ - 4 >
BT FEERY 20 F Ao ¥ selexipag % &7 treprostinil ¥ & G - 7};@_
R R AR B R R AL GE Y 2 RGO B A o i
BT R r o ~BEART £ LEE2 T F A g

AL SR EFTHE L 470 444 2020 £ 1 2024 2 5 PAH Z %72 &% 18 &
m,;\./\;};i/\7q+&rin ,A,\,}frtlp;, 5,E)¢ ‘ﬁ r,qﬁﬁ_%,}w,r,}gﬁrm;ﬁ_%
Fipfent Bl g o L iRfFS LB - L&Y iloprost ~ epoprostenol
Flobk s fg o (Th LB B A fLo
iloprost ~ epoprostenol ~ selexipag % ;3 &+ treprostinil 2. * % £ #c » 3212 2020 &
32024 dh B PR LA EFESFFRART EL PHREE Y E
4] treprostinil p 2020 # 4a 50 > EIFEE > A Hp R P A By A T AMREL EEK
* 2022 & 3 2024 Efcdy o XA G A kT &2 PR

selexipag ~ L #+7] g« vx » | treprostinil =%

|2 WS

ﬁgtd Rt s e & kA kT & WHO # it f24 o 5 11 Bop; 4
B F- #3641 %7 #3104 WHO # vt s ML & IV B 4 s & -
£ 193 A3 HT E 2654 c LY ARER N BERLAN B ZRSK G
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P E A B
PR RS A A 2o TR

ART ERRABYE H - £ 22943 HT £ 206 4 o

AL T T LI AR GFELA 2B A CFERNER F F RS Z
BaE BB 11 PAH & %7 &ﬁl&%fﬁ$§<uﬁ4mé&%AFﬁE%$
HAH S VEFHFBEAL T

3. A&EiET Ak

BHEFRR T2 FBEF RS R AL E ﬁﬁﬂ’ BLEE R
X R Bk E R LA u %ﬁE BT R 3.~ A treprostinil »
e ;‘Q;ﬁdﬂ BH LR b2 g 4 }?F #* T w_%i’ selexipag % ;i 6+3

treprostinil # Fr > &3k T_& 57 F2 5 F 5 10% ~3R 2 4 *“Li‘;i'*ﬂ“ﬁ WP Ed

e BERBEEHERE - ¥ 44 iloprost 3 E_% 10% -~ epoprostenol & i 35% ~

selexipag % 70%% ;i 5+3] treprostinil = 80% > %] & iﬁ“ Fa 3K Lfﬁ AR K

Wa 2 AELRIVHTRIFPR S AL R RERE AT R
;L;@;i&iﬁfg ZTRRNET B

FAERA > FEELAGFLS RSB TTET HEART ER Y A S0
WHO # it as N5 A#ici - 643157 & 64 WHOH# it
NI 2 IVAA#kci: s - F 118432 % T & 1554 « 5 » AkT &AL
ABcEF- #1244 2 %7 & 161 £ -

5 - F- B EFRA TS 424
7 £ 8- PR EARTR AT
U EA RS LA SHE
AR EZERNLS3B358 7 A

%mééﬁﬁiﬁfiﬁm PR ﬂ’ﬁwﬂéﬁﬁ?i*ﬁo

il
-

FAEQArCBERLEAGEIF RSO HT > fHE AR LR

“moﬁﬁﬁﬁﬁﬁﬂﬁﬁ4mﬁﬁﬁﬁﬂﬁ‘ E032®B~3 %jﬁun%

s A ET Y WHO # o fte s g 11 2 IV ‘A}?ﬁ’\m-ﬁg‘.éﬁ‘fﬁ" LE - & 630
"‘—;‘_‘i"”ir-a':g'27 ]émogiﬁ‘é _;.; ;\j\__ﬂ':j\r%_a:)il‘ ‘“‘ a‘; '&662 ]'é\.
L3 %I EBSYR oo

5. MBS R EREY

EERE R AR R X FRPHIRL Y AP AEFRE E B F Y
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Ml 4 BB
F R AR LA A

Firfe o RARZ L WA LG DN Fle BN R E R E 2 e
(1)WHO # ju {2/ &5 11 Bechups A > B~ 1% & 5 iloprost % i1 43] epoprostenol

* iloprost : i iloprost i H * ;2 * ¥ > & p & x HE 45 fese (Fp 9 =X
FRSHR )P EAHI6ES X o P HE AR 822 L REFLH G
1‘*—4441865% i E AT EEFNTILIE A o

. T 4| epoprostenol : i& i - F J{'&A} 17 2019 & 2024 & epoprostenol 4% i¢ *

2t A R iRl l%“fé--‘*;li 650 =~ > faizHE A F & & j"%’:u 101

L o

R4 \vﬂ

(2) WHO # st aes I 2 IV &»m[f‘s A B B L selexipag ~ i3 &)

treprostinil % ¥ » 3| treprostinil

*  selexipag: i selexipag ©» # * ;2 * £ 2 GRIPHON % = #) §24 2% ¥ R 5% %
WA B AT RREAE PR 4% F I B 365 % 0 L EER
LHBRERIIS % R E A EEED G161 §F A

e ;is+d) treprostinil: %% 2023 £ F ¥ & Eﬂ? W3R M BcE 0 ¥ 3 87 treprostinil
(Smg/ml 20ml/vial )34 € b S Hc® 22 99%° AR 2 RIpEFFTHE LS 47

4] treprostinil T 35 * siy#c > ¥ & ;z#ﬁ%é B R R R 179,618
m*:}&r#’x#ﬁ Z 5018~ -

e v » 7| treprostinil : &3 > 7 treprostinil FH*E®E > &P~ FEH

BS54~ FAR35 X P EFEENR Y 464 L iREFLAGH RS
L4943 ~ o fafe B A B B ER 23 g oo

FroBAKRT E WHO S it tia s MMt R ER N5 5 - &
S17F~2 %7 #5475~ WHO # it 24 55 L2 TV By 4 ik P % §
E 32%%5i$1ﬁymﬁm°€ﬁ?ﬁ P A RT ERBAER G

APLAHGEATRP O RELFFL SRS ART EFABRPEYL S
- ERN3TBRBAIET EH LTI R~ -

7. AR R A 45

& A FP~ s~ A treprostinil (7T iE F B TACR R AT 0 B Aris & L
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E’j@/f ’ng\—’r’e’ﬁt%a s
FoR PGS AR A AT

il A A 11 TR R A

A FLBe e A A
T 10% 0%
treprostinil +* |

WHO #icftimes | - # 118431 %7 & 15| %- & 11441 %7 & 149
I 2 1V Beps £ 2 A A
iR F A g

g AR Ak

o F- % 662 RAIFIE | H- £ 640 RAIFT &
by hmEREY | )
8.59 g~ 8.27 g~
o a $-#F£ 280 B3I %I E | %-F 288 AL RTE
AP EE g - -
3.80 &~ 3.78 =
b S &t 373 AL | Bo EHr 353 mAIE
[ A7 ﬁiﬁﬁﬂ479 (o j_{]&iﬂ%t449 B

%”%’?é_%iéﬂ‘ FEELH R A RERNERE FF RS L BREFHL
e ER ISR FF EA Gt R L p AT pARREAA BT
FL Av\"]i‘fr’ ‘i%arw%\ :

7# P AAL A WFRAT-E£X G R
AR A | H- E12443 57 E1614 | H- E 11841 T & 1514
$- & 662 BAIFIE|[¥-EF 630 A ¥IE

AEERER

8.59 i~ 8.06 & ~
B R - & 280 AL ¥IE 2;2“4‘1 277 M ~% %I #
3.80 &~ 3.62 f~
A $- BB 373 RAIRT | F- EH 4 353 BAIET
o £ 5 4 479 A £ 4 444 B

=3 L
> 4_/t'f‘:l:]p p\:é\n

1L ZRFHrbrmpr EREFE T2 8pf 7B RRERFRE
3 2030 &) AFeni d A fciE % - £ 129
PAE-Z688mAIHRTEBIBHA
iéf},%:%é’%ﬁ%f?‘%i EHA3T2RATHFT EHATIRS
FHBGTAH G ART # AR5 Y L&
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MBI FEELR S
P f iR 2L T

Ao & 124 01 “‘14’?:161&’j\grﬁfi%‘%‘f%?ﬁ—ﬁﬁﬁ’f%i%l
E 859 A PEEF SKE  MBBEPL - EHHITIRAIST A
B 479 A

3. HHEAATY > G £ Jﬁi*ﬁ?*‘f}?&‘ifmﬁﬂ"x R A KT
EhFR Y AL K- £ 118 AT NT E 151 A kR E fi%g as,:—ﬁ
630 3 %7 & 806 B~ Bt % ,‘_,.}%,g,’gyjjg. S

ﬁ‘-ri
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o~
~
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FEFFEE TSRN §RE VAT HBE TR

AR EL TR § R § RS HEEL T AR 7 WHO # &

fa s G IVEgp A 2Bk 303 0 = 5 B8 & H SRR
2N o o AR RIFRL AR TE L*Fiz;\rjl}siﬁ PR S s A k3T

EAERY ABE B - & 121 £ 3 %!:Iﬁ157A’ o )i%’?%"’i‘ & 5.09
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?’J@Iié‘&pg%% L7 s
FRAFHFRRLAM 2 FTAH

45

"ité— PULSAR :#5% 2 STELLAR %5 4 &
PULSAR #% (NCT03496207 )

PULSAR % 5 - 7 S W 5 ¢ < ~ Fh ~ FIPEPHRER - FHRLLH

» % % 5 WHO-FC & Il Group 1 PAH = # )?3 Ao LA IEEZ 106 &% Fé'ﬁ

X334 LRI B PAHF B ok e % A% A 2(32 4 £ X PAH

# B i5% & sotatercept 0.3 mg/kg iiEsk (32 4 0T FALMHE B) M2

2 PAH # F /57 &2 sotatercept 0.7 mg/kg 7382 2.(42 4 > 1T S HE 2) -
Fo 4 B PR A - o

‘4% - PULSAR %5 ¢ fhaidh £k
o ¥HRe 1A £ e B A E B Sotatercept El Jﬁ"
= 4T
(N =32) (N=32) (N =42) LEE(N=74) | (N=106)
4, n (%) 26 (81) 29 (91) 37 (88) 66 (89) 92 (87)
(),
o, 45,6134 | 49.1+143 | 498+ 15.1 49.5 £ 14.7 48.3+14.3
ot £
PAH % %2, n (%)
g 19 (59) 13 (41) 29 (69) 42 (57) 61 (58)
B Res 7(22) 5(16) 5(12) 10 (14) 17 (16)
WHO-FC, n (%)
)| 17 (53) 15 (47) 24 (57) 39 (53) 56 (53)
| 15 (47) 17 (53) 18 (43) 35 (47) 50 (47)
PAH # & it %, n (%)
X PPAL
o 10 (31) 11 (34) 18 (43) 29 (39) 39 (37)
ip Rt
- 5 3(9) 3(9) 4 (10) 7(9) 10 (9)
BT sk 12 (38) 11 (34) 14 (33) 25 (34) 37 (35)
ZEISR 17 (53) 18 (56) 24 (57) 42 (57) 59 (56)
IPPA ix i & 5 R L et epoprostenol ~ # 7% ;3 8+ f T /3 8¢ treprostinil e
4% © PAH, * # *% % /B (pulmonary arterial hypertension); WHO-FC, £ } firt 2 g+ it 4 s (World
Health Organization functional class); PPA, = 7| "%t % % i¢ /< % 4~ (prostacyclin pathway agent, PPA).

* A& YRM %2 ¢ 7 PVR =400 dyn-sec/cm® (5 Wood units )~ ¥ 3
TO%E % - fy* 4 ek F F o h 4wk FoEs gl
FEVI/FVC) >70% ~

+ ¥ (total lung capacity, TLC) >
2 (forced explratory volume / forced vital capacity,
% 6MWD B[ %% % 435150 & 550 2 ¢ 2 fF o

35/41



114BTDO01004.1_Winrevair

%@éA*%%ﬁ%ﬂw
FR A PR L A LA

LR AL IS 24 imé@ RN S A Y e .
sotatercept L Ap 3t X FA w Y A ¥ d % i g 24 (pulmonary vascular
resistance, PVR) 6 & 45 ﬁﬁﬁ%ﬁ s e A e o FATREEE ENA

RIFIA Bl > ¥ ae mi2 5 P RS o

PULSAR #% 1 & 4 15348 3 WHO group | PAH 7% 4 » ;& ¥ 7 I PAH 4 #f
A 4 fhRREF R R B W PAH S HAS 5 A ER
AR AP LT A RS RS RN R W e RE FAEE
Tl HEAR A fcF Bt 0 B A AL » bldeid @4 PAH 5 4 2 PVR - 112
M PAH 2. 6 » 48 (FFEH > A E PN P EF LR o

% % PULSAR 32 €34 + %3 97 i » 3] 18 % 2 B (F £ £

HHF LY o MR ARFER > X @RER 1] 84 %D sotatercept & &
P RAHE e RN HE “‘E'fi’f"&’*?'lfé_.ié PSLABA6 4 o EHERRT X
R sotaterceptm%‘ o A B b R dp RIS A #I 3 sed 0@ R 5 sotatercept

_E_'_}?i /r)%‘ EERLC E] ﬁ.&"i °

dk 4 = PULSAR 3#% & B dg il A # I | 5 24 ik en® it

i Z A e A g e B A E e Sotatercept & & ‘e

R (N =32) (N =32) (N =42) (N = 74)
i &y oedp R
PVR, dyn-sec-cm® | —16.4+353 | —1622+33.3 | —255.9+29.6 21524224
% Al e L 3% (95% CI), ~145.8 -239.5 -198.9
dyn/sec-cm5 (—241.0 to =50.6) | (—329.3to —149.7) (—281.5to —116.3)
= & Fpovcdp
6MWD, 2 =z 28.7+9.3 58.1+£9.2 50.1+8.2 53.5+6.1
v A e X B 7 (95% CI), = 29.4 21.4 24.9

& (3.8 t0 55.0) (—2.8 t0 45.7) (3.1 to 46.6)

WHO-FC < 4, n
4(12) 10 (31) 7(17) 17 (23)
(%)
FARREECE
2(6 0(0 1(2 131
n (%) (6) (0) () (1)
w é”‘ Rt Tos R L Ao o R F G 2 RAD A 24 BRI E -

g w2 xg;z #0217 (ANCOVA) » 434158 18 4 1% 51+ (WHO-FC) & g5 & 49 5% 2ty Rk A dc e -
*EAE L E A G I FRBAESCHBENET G R BLBRLIIELIR S H PR PAH B
E 0 B F R M A [0%2 11 b e 7| 9;11&7% A ERIE S F R EF O % P O95iE v ji(atrial septostomy) ; F] PAH
Eitm et 24 B PAHE ™ (ErpEFs 4 LApRAHFY HWHO-FC £ > 22,553 = FIE+
W40 PER A AZWE 1 3E e 6MWD R 0 R iE Ap s A A H 6MWD %ﬁfi >15%; tuta T E e B4 4 TR
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M 4TS B
Py LT 4R A

SPAHE®™ A £ 272 TR @EELF4 )o
‘{ﬁ”ﬁ, *PVR, % i ¢ 24 (pulmonary vascular resistance); 6MWD, 6 4 4& 4 {7 FE32(6-Minute walk distance);
WHO-FC, WHO # it %~ % (World Health Organization functional class).

FAPERS G A2UEHTEAR LT 1% BHE LG 81%:vp 4 3R
242t E- BAAFF >10%HF LR SR L R
Btk M bl X AER S 88% - b 18 B EHIEF > 4 18
A (173%) 4 FRR BB LEE > F 0w RE i‘“*"ﬁ*ﬂﬂ-iﬁdé‘
*ﬁﬁi+$ﬁ»ﬁ‘w&(UM%)%im@%Ja\H&(HM%) IR
s H AR -

24 FF 1123 ?'J'Eﬁf_ffﬁi ATzt EEAERSM A A 18 B H
B AT 03 mg 240 0.7 mg 22 574 2 65~ > = R FA W5 PAH &
g Egy > By A R LG & sotatercept o £ B o

STELLAR #% (NCT04576988)

STELLAR &% 5 - S 10 ~ 5 ~ SR Z 7 o B RE%k - #% 4
BN EERS>18 K 0 B ¥ 5 11T 7 WHO Group 1 PAH &7 3] @ #% + PAH ~ i
B4 PAH ~ # 4 5\ 4»% 514 PAH ~ 2.4 0 305 40 B <0 PAH ~ &7 L < ;M\
s Ap R PAH (3 & iF 22 % Fé—%‘ € 3% 11 S8~ /% I sotatercept 22 % /&
i R@EEoEFF R PAH ¥ F o - sk ed] 323 pXE .;?a A £
R b d = o

‘it & = STELLAR 5% * A ik

s ¥R e sotatercept £ ER LR S ]
(N = 160) (N =163) (N =323)

4 n (%) 127 (79.4) 129 (79.1) 256 (79.3)
# M(ﬁ«') T iR o £ 483 +15.5 47.6 + 14.1 479+ 14.8
PAH % #f, n (%)
B 106 (66.2) 83 (50.9) 189 (58.5)
B 24 (15.0) 35 (21.5) 59 (18.3)
WHO-FC, n (%)
i 78 (48.8) 79 (48.5) 157 (48.6)
11 82 (51.2) 84 (51.5) 166 (51.4)
PAH # % /5%, n (%)
$% PPA jibf st 64 (40.0) 65 (39.9) 129 (39.9)
H - o 4 (2.5) 9 (5.5) 13 (4.0)
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%@éA*%%ﬁ%ﬂw
FRPHEFRHRLAM TAH

) W sotatercept e E Ll ]
P
(N = 160) (N = 163) (N = 323)
B iR 56 (35.0) 56 (34.4) 112 (34.7)
ERA, PDE-5i 38 (23.8) 36 (22.1) 74 (22.9)
ERA, sGCS 2(1.3) 6(3.7) 8(2.5)
ERA, PPA 5(3.1) 4(2.5) 9(2.8)
PDE-5i, PPA 7 (4.4) 9(5.5) 16 (5.0)
sGCS, PPA 3(1.9) 1 (0.6) 4(1.2)
= F ik 100 (62.5) 98 (60.1) 198 (61.3)
ERA, PDE-51, PPA 85 (53.1) 79 (48.5) 164 (50.8)
ERA, sGCS, PPA 16 (10.0) 19 (11.7) 35 (10.8)
IPPA i1 stisp ¢ 7 # 7% 1 5% epoprostenol ~ PRI 4 T i3 & treprostinil e
‘ﬁ"ﬁ, : PAH, ** # %% % & (pulmonary arterial hypertension); WHO-FC, & # f#F2 E%\ ¥ i & & (World
Health Organization functional class); PPA, # 7| ’JJT\I%\ : 14 JT % F (prostacyclin pathway agent, PPA);
ERA, P & % X %8 3% #< & (endothelin receptor antagonist); PDE5i, % I A &kt = fig B 7 41 A
(phosphodiesterase type 5 inhibitor); sGCs, ¥ 7% 1% & # ik % i f¥ 1€ 4 (soluble guanylate cyclase
stimulator).

5 5 % BT (4ot & )t PAH-SYMPACT 3 sl i 30 AT B8 12 #h
wE A RgpRE R ARy S B X A e A4 £ dp iR o
O6MWD 3 4 5 & :£ & ~ NT-proBNP ™ *% t§ & :£ & ~ WHO-FC ¢ S AL EERE N ||
Bz gt ’Sotatercept WIS FA g A - ATk g

{u N RER - X € LeRes) B “ B 40 >10% 0 7 &T\I%\—,% R o |
vy RARBREL #ﬁ*%—b °

sotatercept 2

ErEE>6 o
| &

e "PAH &

-t FEAE A 47 % o sotatercept AP E X A 0 A RINEF i A
% 1 PAH foifl @1 PAH > 22 & i fo= £inp < #7¢ 0 MWD » PVR ~
NT-proBNP 2_ % % 2% 71 sotatercept i » ¥ 1 & A 47— R Mo B 5 od n
EE

b 5 g 5= q”/%irw:z:ﬁAgc/,,\#:
n (%) P B
FAF AT 1 Ta%f% Ei-dEg L 42 (26.2) 9 (5.5)
Fe= g & 2E zﬁqu’gﬁ:ﬁlti.i A gt
> 6 (3.8) 2(12)
FEBHBE LB NE 1 (0.6) 1 (0.6)
B 4o de s O3 M50 & B 40 >10%:h3 5Tk R LR R | 17 (10.6) 2(1.2)
& 5P 9gid v jke(atrial septostomy) 0(0) 0 (0)
FIPAH & i@ ifr >24 /| pF 7 (4.4) 0 (0)
PAH & it 15(9.4) 4 (2.5)
FRAFL I HERECE RN o g o BT R
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e (N=160)

sotatercept £ (N =163)

1&gkt

6MWD, * = #(95% CI), = ¢

1.0 (-0.3 to 3.5)

34.4 (33.0 to 35.5)

SRR 4

40.8 (27.5 to 54.1), p<0.001

= & ok i

A & 4 S E, N % (95% CI)

16/159"
10.1% (5.9 to 15.8)

63/162
38.9% (31.3 to 46.9)

AR 8T

p<0.001

PVR, ¢ #=#(95% CI), dyn-sec-cm™

32.8 (26.5 to 40.0)

—165.1 (—=176.0 to —152.0)

= N

—234.6 (—288.4

to —180.8), p<0.001

NT-proBNP, # = #c(95% CI), pg/ml 58.6 (46.0t0 67.0) | —230.3 (~236.0 to —223.0)
S N3 8 ~441.6 (=573.5 to —309.6), p<0.001
22/159* 48/163

WHO-FC % ¥ , n/N % (95% CI)

13.8% (8.9 to 20.2)

29.4% (22.6 to 37.1)

= N A

p<0.001

FAF A ECTE, 0 (%)

42 (26.2)

9 (5.5)

AR BT

0.16 (0.08 to 0.35) [Cox model],
p<0.001 [log-rank test]

i# 7| simplified French model 1k *& 4 #&,

/N % (95% CI)

29/1591
18.2% (12.6 to 25.1)

64/162
39.5% (31.9 to 47.5)

Bt ie

p<0.001

PAH-SYMPACT

4 78 8 fgﬁé,?‘j;é’ o Ti§{(95% CD

0.01 (0.00 to 0.13)

~0.13 (~0.15 to 0.00)

S NSRS ~0.26 (—0.49 to —0.04), p<0.05
AT ¢ 8(95% CI) ~0.01 (-0.03t0 0.00) | —0.12 (—0.14 to —0.08)
S NSRS ~0.13 (—0.26 to —0.01), p<0.05
AR R A, ¢ 8(95% CI) 0.00 (0.00 to 0.00) 0.00 (0.00 to 0.00)
R NSRS ~0.16 (—0.40 to 0.08), p=0.16

TR = i ¢ TR A AT AL -
& dptRe 2 (1) MWD 3 4 tg & >30 2
pg/ml ; (3) WHO-FC & & &

3 i Af & (domain) :
301344

4 @BE(12 BIEP) -

functional class.

o k(6 BIE P )

; (2) NT-proBNP ™ *3 g & >30% >

B ORAF A WHO FCII -

9 The Pulmonary Arterial Hypertensmn Symptoms and Impact questionnaire # 4 ¥t PAH k32 2 E & F K ¥ > ¢ 2

MR IRAeR TR ERG BAE D) FRIEL A

v A BAR B A 7 sk B B EARELE c PAH-SYMPACT R % 34k 2 vb FiE 40% 17 ¢
B TR PR AR A R RRE

‘Fﬁ”ﬁ, 1 6MWD, 6 4 454 {7 fE4E (6-Minute walk distance); CI, confidence interval; NT-proBNP, N-terminal pro-brain
natriuretic peptide; PVR, # s ¥ I2 4 (pulmonary vascular resistance); WHO-FC, World Health Organization

£ 44%/i¢ 7] NT-proBNP < 300
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BT AR SRR JRIEF Ko

¥FE | Wt F bk

Pubmed (3&F p & : 2025 & 6 7 24 p )

#1 "sotatercept"[Supplementary Concept] OR "sotatercept"[All 198
Fields] OR "ace 011"[Supplementary Concept] OR "ace
011"[All Fields]

#2 #1 AND (meta-analysis[Filter] OR 18
randomizedcontrolledtrial[Filter] OR systematicreview[Filter])

#3 #3 AND (2025/2/18:2025/6/24[pdat]) 5

Embase (38F p#F 12025 # 67 24 p )

#1 'sotatercept'/exp OR sotatercept 639

#2 #1 AND ('meta analysis'/de OR 'randomized controlled trial'/de 66
OR 'systematic review'/de)

#3 #2 AND 2025:py 7

Cochrane library (&% p # 12025 # 6 * 24 p )

#1 sotatercept 72

#2 sotatercept with Cochrane Library publication date Between Feb 8
2025 and Dec 2025
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