R & —

BAROMERIEMESMEEREZNRE L
N7V DREER L UEMEDFHE
HeRTE 7 — 5 % JH > T BTG SR

—=2 ¥ 7 ¥ v 10 mg g

K # V' OB
g AR EI
S R £ AN
VNI I

= 1

HiY : HRD Y 77— FIzE8 1) 2Bk
P (PAH) BFICNT 2wy TV %
v OEMN SRR L OESIMEEHET 5 2
LThs,

B =y 7y Uil &N PAH % &
RELLEHHFHEARE L, ERThIEstss
RICE D fTot, wo 7 vy Vv REHIRBRE
SEMIC bz 2B X AR ol %
fiotz,

FESL  EN D 878 sk h> & 4344 | D HF 133
HEEEREN] & LIRS N, mikivic gtk
FERT OGO 1 3293 151, A5 R AT o SO 1 &
22756 & U7z, BIVERZEBIEIAL 25.8% (FHE
ZEIERFEE G 9.0% %2 &) THYH, Bbk
BITEH & 2 OFBIEIE13E1M5.6%, B[ 3.0%,
IFFEHE 2 2.1%, I/ IMREORA 1.9%, KR4tk

7=
Ju

N

2e
2

il

ﬁf{l) S KX B W §|§2) JH
AY o B e
&2 T S S o

TP 1.4% TdH > 7=, WHO BERE I HOSEEH L
6 » A% 22.3%, 14E#% 22.8%, 2 84144 22.7%,
34EH421.2% TH o 7, PAH A& 2792 Bz BV
% VAEEFRIX 92.7%, 3 FEEFHIL 84.0% T
Hoiz,

FhEm ARFE I, HAICE % PAH O SERGR
AL E LT ARBEID 28— M THEMS
N, PAH %263 28BE BTS2y Tv 70D
B2ttt G2 BT 25D TH->
72 (Graphical Figure),

& U & I

fiiE e (PH) 13 & £ & £ Bk,
IEEEMEEEROEAERTH D, & IChishiREZ
AJE (PAWP) %3815 mmHg MU F D54, PAH
LEF N Y, PAH FHHBIRO A OIEE,
JHEIIRITE O By ER, B X OIiErIRIKHT % FF#
LT BV HBAROETIRETH 27, PH I

Key words : FEINRIENTEIELE, <> 7> %y, BUERFERIIHE

Vprey 77 —eBREH XFAANVT 727 —AKE 4 5702 — -« FEIE - = 2 —a 34 v AFRk

AR /B A/ HRBE 2 L — 7

AT TAATAVAKTAYY avyH A4y e R
D3 ANOEFEHIAREICHELCEHBRL 2
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BAROMEBIRMEMSMESLE (PAH) BEZRREULE :°'
RIFTVIVDOREMS S URM DT i
B BAOUTILI—ILRICBHEPAHEEICHT 3 YT Y 9 DRMNGREMS & OB
ZSHET B
BESE PREBHNICSH2HBE
FAEHB 2015668~ 2022438

RAERZHVCEHER

sgms (L o o o o—»
12:8 1% 21 3%

REEE Z[ERE YTV VORSKR, HRAEAIER w2t GUERDORRB®) , Bt (WHO
HAEDFEDHER, FIMITEIEDIER) , PAHBE DERFER

v

ERD8785EsEN 54344HDES
(RAEREEES)
(REMMBATRRAES]: 32938, BRI BT RES: 2275651)

! ! !

ElI{ERA® EELEIEAD PAHE&E®D
RRES RIS 3FEER

my
25.8% 9.0% 84.0%

! !

BAOUYZILI—ILRICHIITFS
PAHBEICEAT ATV IVD

RIS OREHLBEUNENBASH LB

Graphical Figure
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FUREREE] (WHO) 12 X > THRIA - JREERINIC 5
DDORTMHE N, PAH OEFIROMHIZE 1 BET
H %Y, PAH o HEIERICIZ, H1EREYIN,
GRS, KM, B Ebh o h, JKE
DPHERT B LADAREMES LI Icm W,
PH o Ei R R 12 -0 ¢ T JiE 43 402 13,
Za—3—70EHe (NYHA) DR L
WHO i i fERERE 7% (WHO BERE 0% 23
Awsiz, WHO HRED B CI, BHEEIZ
Class I 25 Class VIc #2429, Class I
V3G D B R IEE)C IS IR R EEIE S, B S
Gtz EDET b o & HIRE L BT,
Class IV (32 ERIRFIC & MR R #0052 57 DS A &
n, EAZERIEETH HREEROEELH
D, ~HOEEFETRELAEDIERZERET 3
bo L bEEABKTH Y, PAH OFHIZ
W#EtTh D, MEHEEG: S ITZWHEE» S 04
AR oLl 13 2.8 4F, 5 4RZAAER 34% LIS &
OO TIBRARDEEBTH 7Y, Ll
235, BEI0EMIC BV TIHIREOTEZ &0
ZWE L REIRIIEICE LT, BN
@ PH H[" 3 it D> & M TlE, 1992 05
2012 4RI BT 2 IGHHIBHE O 5 AR
85.8% L AZCWEL 722 LRI TWLBY,
X 512 M2022 ESC/ERS 74 K54 > Wigsifi/E
KEDZWT & 2 12 B\ C PH O IMATBIREE 3
WEHINS, WHO BRE A2 - T5HT
BRI NE R E, 6k 5ERVPKSNT
Vw3,

BIfE, PAH OFRFRIVIERIE L L CENTHR
INTWL B AL, FARFICHESWT, v
RtV v ZEEEYiEE (ERA), FAKRP AT
7—+x 5 (PDE5) PHEIE, iy 7 = v
77 —% (sGC) WA, XU 7uxy44
70 v (PGL) ZEMEHED 45D 7 7 A1
SEEh2Y, v Ty (A TRy FOsE
10mg) FZy Fe )y AZREKELY FRY
vV BEAEKROM S ZHE T % Dual-ERA TH
b, RAICXTY % PAH i3 L LT 2015 4E1C
L3R PR AR AR A B8RS (PMDA) 12 X b A&
BT, =T v v DR AR,

PAH 5% R & U 7 E B A M 1 Al b
S5 AR (SERAPHIN #{R) CRGEES uC e
203, T vy v 10mg RS il 242 4
DEREDRDTT Y7 NEFIZ 656 (26.9%)
CEEEDY, PP ABREICETEF—4 1R
RonTws, —J, BEINFEL/IHRABRTH 2
AC-055-307 :XERY Tl1E, HARANBFHICE VLTS
YT VY DEENEEESHER ST
2%, ENTOBRBIEGIDRS WS Z &
5, FEEEKICEIT 2 X 6% 3 i3 Th 5,
AFHEOHIZX, HADEEKICE T 5 PAH
ZHETAIEFICNT B2 Ty vy ORBRS
DOREWEFHE, BlUoznsicEEr 52
% LEZ SN L HERPEEREZHS T 5
EThB,

ot
(1)

HETE

1 MREAE
FAERRII>> 7 v & oMl & 17z PAH
BEAIEN & L 7o, AFHE O AL 3
201546 HOHA25 20223 H26 HE L7,
AFEIX BT AR E L, BEIEhIesits
KK DT> 7, VREBISH 72 D DR HERIZHAR
FLEMEL, v T vy v ailkds 358
HUERE3SFEMBH L, v T vy roEH
eG5BT et AR ERICET 2
728, FHEIAPICIERE L 76EFIC oW T hE
W27V, TEEEECHE 2 ke L CEMIL 72,
¥, 2T vy v OREEDND BIEWDTE
RIT VI UERRGINEAELTAERNSRE L
7oo PMAIEEHASE 1 (12:8%), #&EZE2 (14E
#), #MEH3 (244K), #HtHE4 GFHR) =
FGTEML, BIZMNRK T H#ICHE S % BN
L, =% 27V == 7% L TR
L7, dfEHE I, BEOWRKT, PAH G
ORI, OFFSEA, BIRREME, Zatk,
GRMETH > 7o, RIFEIIARSM L LTl
PFEIG I N, HARICE T2 TERGHO G
WFER DI R RBR D F i D FEHEICBY T 24
4 (GPSP); 12D WTHEML 72, &, AH
BE@mXAETHICHI->TIE, T—FHH -
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NRITOOTHADE S N B D 7 — %
DAZMHL 72,
2 HABIEE - BhAE (B2)

AfEHTClE, BESRROEBFER, Bl
P HEBL L Z2BIEH (w7 v 8 v L DR
BIROIRE CE R WEEHRSR) FBURN, HE
BAEEHEROFKBURD, T2 EEE KT
DEIEHFBURI 2 LMo AR H & L
E L, BEYRRNTIR, EREKOEAGITE
B, e, hOMEEZ LT, ATV A
WEBOEEZHE, BlazHOTEYL 2,
BRI B L 22 BIfE 8 X O EE 2 A
HROEGTIE, ICH FEBRE S GESE HATEK
(MedDRA/J) Version 25.1 D¥#:AZE (PT) %
Wiz, REWICHER I TERETRRAT M
U7, 7, Cox lHINT —FEFIICHED
EXREHOREZ A Ry b & LEEEYRR
TDHT3) =N = FIEEH#HEE L 7,

3 HAEIEE - BAAE (FEi)

AfEHrClix, PH © WHO BERETHE, 6 s
fTUARE, D> a—dr, MimfrEises a2Eo
FEEHE LTEREL, DUTIernT 4HEE2H
AP HE & L 72,

1. PH D WHO BRSO R—RA 74 V5

DEA 2T vy o ERERBR (5
i) o WHO ¥R A FLHEE LC, 1B
BEDL ok L 7iRiE R TdGE ), 21Mbhi7k
VIRFER TAZE ), 1 BREDL EEAL L 720k
R IO E T & LT, dEEE
K7z, 7k, WHO BERE B O SR
IZOWT, R=ZA74 YOFHMlindh b 5t
UL 7ZHEFI T, S H DO SR o
SFA & AL THISE L 7,

2. 6 BT HDOR—2 54 VD6 DE

it

3. DI a—RE [ =R FRmIGHIHR Bh i

(TAPSE), DEERHTEOHME, —RFAUIN
TR ] OR—2 54 v h 6 DZAl
4, WHIMATEIRE (FH00h 7 —F V) [FH
g IRE (mPAP), DifHE (CO), 0D
fR¥ (CD), MM HHT (PVR), 2Mfiimig

4l (TPR), ‘F¥4AEHE (mRAP)] @
R=Z2F7 4 v 6DZAl: I8, PVRIC
DWVTUE, OB ICk->THL (%
HLZlicko/ 2603 261340
FEER (6 7 H# 15040 dyn * sec/cm®, 12 #
H# 21120 dyn * sec/cm®, 18 » H7% 23840
dyn - sec/cm®) 1ZERIFL 72,

AN R & A AT N RS 2 65 i
WraeFEiL, ARG~y 75 v
B G, 5B 12:8%, 6 » A%, 12 2 H
%, 18 » Ht%, 24 » H#, 30 » H#, 36 » H
# & L7, PH®O WHO BEBED B DR —2 7 4
Vo6 DEGIIHER R Z R L, FIEEs X O
GTR LT, 6 BTN, Dra-—8BXU
AT EIREDFIEH 12O\ TE, FHIER D
HEEE L OR=2 5 4 6 OELEDOER
fratit CFofE, B2, ol mVvEs
KX ORKAE) # B L 72, % E 2~4 OFIEHICD
WL, YT v U ERERIRROMEMED b %
FE 2 0 SR ICEEE L 722 L iE % Wilcoxon D 1
EEARGE (R MIEAE) CRHL 72, AR
AKHEVXTM 5% & L7z, —77, PAH BE DA
IZDWTUE, REMEMBHT I REN % X5 fE
7% FEhi L, Kaplan-Meier ¥ THEFE L 72,

I # X

1 EFBREITEEER

[N D 878 Mtk 4> & 4344 %1 D H A3 A 5 Il
EIEBIE L LTS 7 (B 1), e
RGREGNE, T —F - AFIT O TEFADS
55 Nn o 7GERY 863 Bl I & N EMEHTER
HVRER] 188 1) (LRI SCRER 7 5, FEAAER] 165
Bl, <78 O REGRER 9 B, ZatERH
ARFUHCAER] 6 B, AR ESEAARLER] 1 61) 2
B < 668 filiak 3293 B & U 7=, A RNPEMNT RN GE
B, LR RIES] 3293 Bl 9 &, A%
PEAETERSREST 1018 1 GEIGSMER 501 61, H
SVERTARASE A 325 B, A0 IERHHE A
BEB 192 B) 2 FR < 475 fitigk 2275 1 & L 7=,
L VERRHT RAER 3293 BIIC 1) 5 BH
REeR1ITURT, Fni 4831252 )% (FHfE

30 Therapeutic Research wvol. 46 no. 1 2025



REZEEEHH

4344 {5l 878 Ke&%

TF—=2EH - ARIZDONT
HANEONE LI 863
igﬁ%’;ﬁfﬁ&f 3481 61 758 163k | | REMMARIERLD 1886l
24038 AR 7l
e 165 Bl
A5 ) o fi
%4 MR SRR 6 il
LRI SEGN 3203 Bl 668 1% | | HE=EAREE 161
HMERRATRRSME G52 1018 4l
SIS 501 f
R . | | Bk 325 7l
BRI RESIS 2275 5] 475 MR S TR EE 192 i

) @ —EFI THEBOEEICHY T 558, FEFURERE | OFEHIEF £ EEIBGEL TUES]

1FELTEE L,
(R MR RRI IZRE LR

208 RIER| > 2 FIRERETE S > BEHEER IEN > ERIER > AFIRIRSAES
>ReMFHEREHED > AERFERARHED

(B2 MEREATRR 51 P2 R 1B SEIENL]

BISHMER] > R AR R RE G > A X1 H E T EER

1 fEFIHER

HHEHERRZE) TH D, 67.9% B LMETH o7,
CJifi 8 MU SE G AT A4 B 7 4 > (2017 4FeET
) Vo e T vy v OB 2 8
L7ETh, 0b0hsEICERELER
PAH %% 27.0% (889 f5), IBJEUH PAH 2% 26.9%
(887 #4i), FeFslk: CEIsME:% &) PAH 25 26.6%
(876 f5il), % D filt PAH (PINRHITHERE (2 £ 9
PAH %% &) 2543% (1404]) THo7z, =
> 7 v v RRERE O WHO BEEE 5 8,
Class I%%5.3% (175%1), Class II #338.3%
(1261 %), Class M#A%31.3% (1031 %), Class
V2385% (280 %) TH o7z, HEHERE%ZH
T2EREOEAIZ17.7% (582 ), BFHéaERmE
ZHT5EFEOEEIZ163% (B37H) THo
72,
2 WITFVIVDREINT—Y

LA VEMRAT O RAER] 3293 BlIc BT B~ T
v & SR IE 609.0+439.5 H  (CFEfil £
#E2E) Thot, v v T vy SRR

PAH iGW3E D% G113, #EGEA D H379.4%
(2616 f4l), PG JEHE L 23 20.6% (677 i) TH -
7o (r 2a), PAH IGRFEOELGHREONRE LT
\Z PDES FH#E#A358.1% (191241) b -k b
HlEh3E <, Z DRI ERA H347.6% (1566 1),
& PGLA331.9% (1051 41) TH oz, <> 7
v v EBFH L 72 PAH BRI A DRI,
LT Uy HEMAI32.2% (1060 1) ok
b% <L, KT T V¥ v +PDES HEHE)
27.6% (909 %1) TH-7 (XR2b), v~ F V¥
v B W R o PAH IGEEE O ERPIR DL, <
T vy HEMA19.6% (646 H), v T F
v DA PAH GG Y 80.4% (2647 #) T
H o7z, PAHEFIE L L T PDES BHESR % ffH
LT iER2Y62.3% (2052 41) £b-EH%
{, PDESHERDRNTIZZ ¥F 7 4 LOfii
FAEIADY 47.7% (1572 ) & Do 72 (R 2¢),
3 T2

LA VERRAT X RAER] 3293 BlIc BT 2B 4
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REGIEC (%)

EE| BT —
L MR SRR
B3 3293
(%) 15 JA i 482 (14.6)
15 % Bk 65 A 1646 (50.0)
65 &bl L 1122 (34.1)
B - RELH 43 (1.3)
S fiE 483
THEfR 25.2
rhefiE (BfiPH) 53.0 (0~98)
P 7k 2236 (67.9)
B 1051 (31.9)
R - R 6 (0.2)
i B Btk ClfEtz &) PAH 876 (26.6)
JBIE% PAH 887 (26.9)
SR B LR PAH 889 (27.0)
Z DAl PAH 140 (4.3)
Z Dfth PH 458 (13.9)
PH L4+ 36 (1.1)
B - ARG 7 (0.2)
P 5 BRI > WHO HBE 3% | Class 1 175 (5.3)
Class II 1261 (38.3)
Class IIl 1031 (31.3)
Class IV 280 (8.5)
B - AL 546 (16.6)
T 21 H 20 5 DAEBL J RS 1262 (38.3)
14EDA I 3 4ER 403 (12.2)
3AELL b 5 AEAR M 305 (9.3)
5 4E L E 10 AEAE 473 (14.4)
10 4L 1 405 (12.3)
B - RELH 445 (13.5)
aftiE (HFREneREE) b 582 (17.7)
L 2711 (82.3)
airiE (BrEneREs) b 537 (16.3)
L 2756 (83.7)

PAH : EIlRIENTE MRS, PH : fliEMUEARE, WHO : B ERIEREEY

HITER & L OEEAHIEN & 2 0RBIEIG 2R IR 2.1% (69 #1), IMVIMEDRD 73 1.9%
3R L 7o, HITEAIZEBLEI A1, 25.8% (848 i) (63 $), AMEMIEIEDS 1.4% (46 B]) TH > 7z,

ThHotl, BORAWENE Z0ZBEHG, & EELEEHNFREBEIEE, 9.0% (297 1) TH -
If235.6% (185 61), FHMAHY3.0% (9961), B 7z, BOLHHEELEIEN L 2 0RBH A1, &
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% 2a PAH REEDIRSE

REGIEC (%)

HH BT —
LA AR SRR
%K 3293
PAH iGBESEDRTIGHE ML 677 (20.6)
Y 2616 (79.4)
ERA 1566 (47.6)
Rty VKR 1277 (38.8)
VAR E A% 414 (12.6)
PDES5 fH 2358 1912 (58.1)
SNFF 740N LU 856 (26.0)
857 4 1322 (40.1)
sGC il VAT 268 (8.1)
#0 PG, RIFAANF YT L 1051 (31.9)
##E: PG, IRTBRAF ) —=LF YT L 305 (9.3)
4t PGI, FL7uRAF= 61 (1.9)
% A PGI, fa7az b 19 (0.6)
IP ZEREEEE L Fo 80 80 (2.4)

PAH : i@y IR M i s ML SE, ERA: =¥ P& v ZEEEE L,
PDE5: R AR Y T AT 7—X5, sGC: AN 7= Vg 7 7 —%,

PGL: 7ax¥% A7)y, IP BRI 70295479 v

R2b YITVIVEHALR PAHBREDOHESDE

REGIEC (%)

AFaY—
LA AR O SRAE

% 3293
2y FY 0B (BHRHEMEL) 1060 (32.2)
<> 7 v % v +ERA 6 (02)
225 ¥ v+ PGL 218 (6.6)
LTV v +HE PG 34 (1.0)
<25 % v +ERA+#EH PGL 2 (0.1)
<> 5 v ¥ v +ERA+H#iE PGL 0 (0.0)
%37 ¥4 v +ERA+#ET PGL+PDE5 fii#5E 12 (04)
<3 7% ¥ +ERA+ ¥ PGL+PDES Hl% 3 2 (0.1)
%3 F v % v +#&1 PGl,+PDES fH %3 444 (13.5)
<3 7 v 8 ¥ + ik PGL+PDES 3 179 (54)
<3 ¥ v +PDES5 %% 909 (27.6)
2y T YU+ 2o 427 (13.0)

PAH : i@ IR il MERE, ERA: v RV V2 AP,
PGl : 7R A% YA 7Y, PDES: FAKRY T AT I7—X5
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#®2c YIVTFVIVERSHESTO PAH RAEEOHARR

FEGIEC (%)
HH HF Y —
AR SOREH
%% 3293
] PAH G538 L 646 (19.6)
Y 2647 (80.4)
ERA 70 (2.1)
R v & vk 42 (1.3)
VA E N 28 (0.9)
PDES5 fH#35E 2052 (62.3)
UVFF 74NV VR 660 (20.0)
28557 40 1572 (47.7)
sGC Hilli#l VAT 77 b 530 (16.1)
#&11 PGI, RITFAAFF YT L 894 (27.1)
EiiE PGI, IZERTORTF ) —NF YT A 324 (9.8)
H:8F PGI, FL 7B RF =)L 121 (3.7)
%A PGI, fu7uaRb 73 (2.2)
IP ZEMKEEHE L X80 614 (18.6)

PAH : iBIRIERGES MUAESE, ERA @ =¥ RV V2K,
PDES: F AKX L AT 5 —X 5, sGC: W[igME 7 7 = ViEs 7 5 —+,
PGL: 7R A% AL 7V v, IP &R TRy 4 7Y v

23 1.6% (53 #l), LAA20.9% (3141), I
AINBEGEA A3 0.5% (15 41), IR A3 0.4%
A3 4), FEEAY0.4% (12 41), HIMEREGHEA B
FOEELRENK03% 104]) THo7,

il B R 1 O B/ F8 BE 600, IBJEUW PAH
T32.7% (290/887 Hl) &b EbE L, kK
MOE R PAH T 17.9% (159/889 ) & & o &
LK o 72, BEW PAH ICHBE L 728 3 28]
PEFIE, Bl 77 H, SE2S 33 4, JHFRERE 2
D326 B, IM/INEERA DS 24 B, RRVEIR IR
WB2R2HTH o7, SRR PAH ICFHE L
7B REIEHIZ, Bl 29 F, FFEERE R D
20 i, A 19 B, IM/INIRBGEA 23 12 4, 1f
T2 10 ChH -7 (K1),

OF A SR O B/ BRI A1, DRHEE
HIE D T26.1% (841/3223 %), Of A XM L
T10.0% (7/7041) TH Y, HEHZEHIMEL & <
5 X TR b CRIFEHABIEIG D &0 >
7o DEHISEAIE D ICHBLL 2 B b RaIfEA I,
2UfAs 184 B, TS 99 B, FFHEHE F 4 A3 68

B, IMNRBORA 23 62 6, KAMHEIZIEDS 45
ThH-o7-, PHHZEARL T2 HI RIcHBL %
RIfER I, AIMBREBGEA 232 Hlch -7 (R
2),

WIFEEIVE 2378 %2 £ coHIIc N3 2 2
NCBI LT, Tl TRERIBRH ) TR G-BHIRI O
WHO t§ae0 8, THEEZKH2 6 088, TH
BEiE (FFHERERRESE) ) B X O TOBHE (BrikeER
#) ) BEBE L7 Cox WINTF—FEFLZ
FAWTHE L7 (R4). &8, BIEANFERL
o TERNIEEIEK TH T S0 L L
Too ZDRER, T — FEHD 95%FHEXE D
TIRMEAS 1> — Rl 2 Bl k) $£7/421%
PN — FH95% B X MO LEREDS 1 A
DAY — FHAY 05 DIT ) 2/ ¢ REFERRE
FiRO s N d o7,

4 A H

RN SHER] 227561 D 5 &, B5BHR
6 » A%, 148, 2 4 E LU 3EH£IC WHO
FERE > SH DR S L7 EHIC 81T 5 WHO FéRE
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x3 KHBEFARLUVEELGEHEROREERRNR

RIVEFSE D S BUERIS (FEIEA %)
HITEFS o (PT)
B RNERRATT T AR
B3k 3293
HIfEA > 848 (25.8)
2 185 (5.6)
bR 99 (3.0)
HF i aE B 69 (2.1)
N e 2 63 (1.9)
A 46 (1.4)
AR 40 (1.2)
7l 38 (1.2)
T 35 (1.1)
A ER S 33 (1.0)
PR Z MM 33 (1.0)
B2 IR *2 297 (9.0)
#fi 53 (1.6)
IDARE 31 (0.9)
[N % o 15 (0.5)
MHEAE T 13 (0.4)
A 12 (0.4)
H IBRECR A 10 (0.3)
HERE 10 (0.3)
MedDRA/J Version 25.1

*L19% D RICFBLL 2 RIEH ORI A SR, *2:03% M E
VB L 7 ERE 72 IR ] O 2 SR

PT : BEAGE

SO ERS TR L, BGRBFIC
WHO BEfE 534873 Class I, Class I, Class IV
TdH - FEH O WHO BEHE 23 8 0 e 1g,
6 7 ABICZNZFN 8.7%, 39.8%, 47.1%, 14F
BIZZNZF19.2%, 40.3%, 44.6%, 24ERIC
ZNZF18.6%, 40.8%, 36.1%, 3MEBIZZEN
F194%, 385%, 252%THhH, 6 » HE L
1 FEB DO YEERIZ AR O TH > 72,
AR PEM A & LT, 6% R A 17 IH i,
TAPSE, —=RFAUGEIHER 7, mPAP, CO,
CL, PVR, TPR, mRAP |22\ T, #%5BHIG
(B 55i1) 25 DELEBE L 2 RE2R6 I
R L7, BEHBRE X6 » HEo&KEME:
MEME D%, 6 B THEECclx, 2ne
351.8m (FEHEfRE 1 117.5) & X (0 398.8 m

(BEHEfR 72 1 122.5) TH D, 6 » AR DR L5HA
i & DEDFIZ 47.0 m (FIHEfF 2% : 84.6) T
»o7:, TAPSE TliF, ZHZ+ 19.1mm (i
7% 0 11.8) # X 00 20.1 mm (FE¥EMR 2 : 4.9)
ThD, 6 HEDORLGHIGR D & DAEDI
13 1.0mm (BIME(RZE :124) THo7z, =ZRFp
IR T lE, 224 59.1 mmHg (FE
fii7%:24.3) X 08 50.1 mmHg (FEHE(R 7 : 22.6)
ThD, 6 HEDORGHIGRD & DAEDIY
13 —9.0mmHg (¥R 1 20.7) TH -7z,

mPAP T, ZNZ1 41.0mmHg (BEHEfRZ :
15.4) ¥ X 18325 mmHg (FEYEfR2 @ 13.8) T
bY, 61 HBEDOEGHKID? S DREDFY
13 —8.5mmHg (f#EfRZ :12.0) TH o7, CO
TlF, Z2NFN42L/min (BEHERRA 1 1.7) B
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x4 MEBWEALHRRT 52X TOHBICH I 2BEERAFOSEERN (Cox HINT—REFI)

R A= R o
AEME (%) 1 15 BT vs 15~65 FoRi (JEUE) 0.522 0.351 0.776
W (%) 1 65 J% LA _E vs 15~65 JiA (FLitk) 1.131 0.951 1.345
LR @ IBIEUR PAH vs Riétt: GEEM:Z4A&T) PAH () 1.150 0.947 1.397
L - SRR LB PAH vs Ki%61E GRfBM:%2 & E) PAH (FL#8) 0.810 0.624 1.050
R © 2 ofth PAH vs Fi56tE CEEEM:% &) PAH (JEHE) 0.772 0.519 1.150
M © 2 ofth PHvs FiFslk: CEEBMEZA&T) PAH (i) 0.953 0.740 1.228
fEFHEL : PH DUAF vs Bi60E GEEME 2 &) PAH (L) 0.000 0.000 2.07E+144
e 5.BREA I WHO HERE/YE @ Class 1 vs Class II (F£HE) 0.898 0.618 1.304
5. BRI WHO BEAE /4 : Class 1T vs Class T (JEiE) 0.838 0.704 0.998
5.5 WHO FERE> 48 : Class IV vs Class I (F£3E) 1.302 1.017 1.667
TEZWIH D > DAEEL 1 1~3 FEAN vs 1 45K (%) 0.785 0.615 1.004
TEEZWIH D S DAL 1 3~5 FEAN vs 1 4E5RM (JEUE) 0.848 0.654 1.100
FEEZWIH D S DAEE 1 5~10 AR vs 1 AEFN  (FLHE) 0.831 0.664 1.039
TEEZWIH 2 5 DER 2 10 5ELL_E vs 1 EEA (FLHE) 0.765 0.589 0.993
GrOEE (FBERERRE) : B0 ve EL (JLHE) 1.343 1.113 1.620
AOfE (BrBEBEREE) : A0 vs L (SEHE) 1.372 1.134 1.659

PAH : iiBIRENE MERE, PH : fiEIERE, WHO : {5 bR

X O'51L/min (BE#EFZ:19) THDH, 64 H
B DB EEIBED 5 DZED¥Y1Z 0.9 L/min (B
#EfFA 1 1.8) Tho7, CITIE, ZNZEh 3.0
L/min/m? (BE¥EfRZ : 1.1) 8 X ¥ 3.6 L/min/
m® (EiEfR% 1 1.5) THY, 6 » HEOELH
IR D 5 D2 DFH1E 0.6 L/min/m? (FEHER
7 :15) THo7, PVRTIZ, ZNnFh88
mmHg/L/min (F¥EfF 2 :5.8) B X U 4.6
mmHg/L/min (¥R :2.8) THDH, 6 » H
#% DG HRIBED & DDV 1E —4.2 mmHg/
L/min (Bi#EfRz :54) THo7z, TPR TiZ,
ZNZ1 10.6 mmHg/L/min (EE¥EfF%:59) B
& 08 6.4 mmHg/L/min (B¥EfRZE :3.4) TH
D, 62 HEOKRGHKER D 6 D& D%
—4.2 mmHg/L/min ({E#EfF :5.6) TH o7z,
mRAP Tld, 2024 6.7mmHg (BHE(R :
4.8) B XU'5.4mmHg (FEHERFZE :3.3) TH
D, 62 HE OB G HBR D 6 D2 D1k
—13mmHg (BE#EfEE : 54) TH-7z,

LA VEMRAT O SREB 3293 B2 &, I HLH
TPH DAS% ) TANHH - SREEH DRl % B\ 72 PAH
B & OV PH H# 3250 il o £ 5-BiR 0> © 3 4EH F

36

TOHAFEREZE 2a R L7z, 28, SHEHET
IZHETE LT WIEBNF BRI T H T b
h & L7, PAH ¥ X O PH 845 3250 flic B
2 1HEEFRIFZ1.7%, 3EEEFRIT 82.4%
Thol, 2DIHH, PAH EH 2792 iz B 1)
51 HEAEFEERIT92.7%, 3EEGHKIZ84.0% T
bHoto, MHAMEHMND FEEFERIE, FOIHIC
SR DB PAH T 96.4%, Rrgsth GEBM:%
&) PAH T 91.9%, BEYS PAH T 90.0%,
Z DAt PAH T 89.3% Tdh - 7z, 3HEEFRKIL,
1 WS S R D5 PAHL C 92.8%, R
(BEME% &) PAH T 82.9%, Z Ofth PAH T
82.5%, FBJEYE PAH T76.4% CTdH -7 (K 2b),
e 5B IR > WHO #ERE 53 I D AR AR,
i WJEIZ Class T C100.0%, Class I C98.0%,
Class I T 92.1%, Class VT 66.5% T&H -7z,
SHEALEERIL, HWIHIZ Class 1 T 99.0%,
Class 1 T92.6%, Class I T 77.9%, Class IV
T508% Th-7 (K 2c),

m % =®
] ¢ A ] 06 2 AL LU DGR C° & 2
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£5 WHO BEESEOHED [6 n Bk 15#&, 2EHELV3ER EFHK (%)™]

6 »H? . . N

T H# | Class1 | Classll | ClassIl | ClassIV B wat B
Class I 117 (95.1) 6 (4.9) 0 (0.0) 0 (0.0) 0 (0.0) 123 —
Class II 70 (8.7) | 692 (85.5) | 33 (4.1) 4 (0.5) 10 (1.2) 809 8.7%
Class IIl 19 (3.2) | 217 (36.6) | 303 (51.1) | 10 (1.7) | 44 (7.4) 593 39.8%
Class IV 5(36) | 29 (20.7) | 32 (22.9) | 25 (17.9) | 49 (35.0) 140 47.1%

et 211 944 39 103 1665 22.3%
14 Class 1 Class II Class III Class IV b g g

e 5 BRI -
Class I 103 (93.6) 6 (5.5) 1 (0.9) 0 (0.0) 0 (0.0) 110 —
Class II 71 (9.2) | 644 (83.6) | 36 (4.7) 3 (0.4) 16 (2.1) 770 9.2%
Class TIT 22 (3.9) | 207 (36.4) | 272 (47.9) 6 (1.1) 61 (10.7) 568 40.3%
Class IV 6 (4.3) | 27 (194) | 29 (209) | 16 (11.5) | 61 (43.9) 139 44.6%

o5 202 884 25 138 1587 22.8%
2 44 .

B L AT i Class [ Class 11 Class III Class IV J A e BEER
Class I 73 (924) | 6 (7.6) 0 (0.0) 0 (0.0) 0 (0.0) 79 —
Class II 51 (8.6) | 476 (80.3) | 32 (5.4) 3 (0.5) 31 (5.2) 593 8.6%
Class I 25 (5.3) | 167 (35.5) | 176 (37.4) 4 (0.8) 99 (21.0) 471 40.8%
Class IV 5 (41) | 20 (164) | 19 (156) | 7 (5.7) 71 (58.2) 122 36.1%

WEt 154 669 14 201 1265 22.7%

R L AT 3 Class 1 Class II Class III Class IV et e R
Class I 44 (786) | 12 (21.4) | 0 (0.0) 0 (0.0) 0 (0.0) 56 —
Class 1I 44 (9.4) {339 (72.7) | 31 (6.7) 3 (0.6) 49 (10.5) 466 9.4%
Class III 19 (5.2) | 121 (33.2) | 98 (26.9) | 3 (0.8) | 123 (33.8) 364 38.5%
Class IV 5 (4.7) 13 (121) | 9 (84) 4 (37) | 76 (71.0) 107 25.2%

e 112 485 10 248 993 21.2%

e (%) 1, REGBRIGO WHO BEREDE S & oGt 2 R E L7,

WHO : SRR

SERAPHIN i CTIZIRE S - BEEN T
e, BRMESHEEINTE D, BENFEIL /I
HFRERTH 5 AC-055-307 M TITIEHIEHER
SNTWBAEIENINS, v F vy VgL
AN EERIVCELEHOEONTES T,

EROERBG B 2 HAANBED T -4 08

RkdoNTWD, KFHETIE, HARDBETIC
BWII I FAERELE7T % PAH BEEM
2RI, EFKRICBI 22 T8 ORI
e 5RO Z M X HRIEZ Sl L 72, A
RIFENEAREED > T 7 VHIRBED
T—FThH 5,
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R6 HWMHEREMBORER

AFEH] Hits 7 — % O & 2HEH D A DOHEEE
IRV K
s i ) | e o) | e | 8 Wioson
WH | WS | BOPRAE R | B - - wot | e |
T e I e | el L Pl e | B
6 7fil | BRkAIR 717 3774 1339 — | —  — | —  — - — - - —
E}Egi 12 8% 136 4123 131.2| 101 | 383.0 1264 | 411.7 1339 | 287 79.8 | 147  60.1 | p=0.0007***
(m) |6#HA# | 173 3974 1187 | 119 | 351.8 117.5| 3988 1225| 47.0 846 | 212 491 | p<0.0001***
12 7 A% | 154 4162 1321| 107 | 391.3 1333 | 418.1 130.7| 268 107.5| 182 562 | p=0.0001***
18 7 A% | 98 4083 1344 | 63 | 4041 1145| 4206 121.7| 165 89.7 88 414 | p=0.1754
24 H A% | 107 4479 152.8 | 74 | 4322 1413 | 4435 1564 | 113 89.9 82 529 | p=0.2257
30 Hf% | 57 4224 1402 | 39 | 3989 119.2 | 432.3 1464 | 334 111.8| 133 437 | p=0.2086
36 A% | 88 4499 1269 | 57 | 4054 1474 | 447.9 137.6| 425 1135| 261 766 | p=0.0216*
TAPSE | B#a: 913 187 85 | — | — — — — — — — — —
(mm) |12E#% | 261 201 63 | 210 | 182 51 | 204 59 | 22 53 | 166 356 | p<0.0001***
6HHM% | 344 200 52 | 271 | 191 118 | 201 49 | 1.0 124 | 186 811 | p<<0.0001***
12 A% | 308 204 72 | 229 | 189 75 | 204 71 | 1.6 48 | 160 609 | p<0.0001***
18nH% | 232 205 55 | 184 | 189 50 | 204 46 | 14 51 | 134 359 | p=0.0006***
24 HAM% | 258 198 55 | 185 | 189 49 | 201 56 | 13 51 | 102 284 | p=0.0007***
30, HM% | 158 197 57 | 115 | 179 50 | 198 55 | 1.9 52 | 159 37.1 | p=0.0011**
364 A% | 167 197 44 | 131 | 188 52 | 196 44 | 09 55 | 102 332 | p=0.0232*
=0 | BEMAKE | 1543 572 232 | — | — — — — — — — — —
”}%@g 1238% | 451 505 213 | 419 | 607 226 | 507 213 | —100 180 | —129 27.7 | p<0.0001***
(mmHg) 6»HA% | 542 495 225 | 497 | 59.1 243 | 501 226 | —9.0 20.7 | —24 172.7 | p<0.0001***
12 H% | 470 488 227 | 407 | 59.0 238 | 50.0 224 | —9.0 204 | —7.8 583 |$<0.0001***
187 A% | 333 487 229 | 308 | 59.0 241 | 487 231 | —103 226 3.1 206.5 | <0.0001***
24 A% | 348 490 238 | 311 | 592 236 | 492 236 | —10.0 231 | —0.1 219.1 | p<0.0001***
30 H#% | 214 496 218 | 189 | 567 21.8 | 497 222 | —69 230 | 151 3224 | p<0.0001***
36 »H#% | 221 467 231 | 198 | 561 242 | 467 232 | —94 236 | 124 2864 | p<0.0001***
mPAP | B | 1284 383 151 | — | — — — — — — — — —
(mmHg) | 12 8% 169 344 12.8 | 154 | 443 139 | 341 124 | —10.3 106 | —20.5 22.9 | p<0.0001***
6 HH% | 235 327 142 | 193 | 410 154 | 325 138 | —85 12.0 | —18.0 24.3 | »p<0.0001***
125 A% | 221 330 144 | 188 | 424 152 | 336 145 | —88 146 | —132 723 | p<0.0001***
18»H% | 133 323 115 | 108 | 440 143 | 330 105 | —11.0 128 | —20.6 25.8 | p<<0.0001***
244 A% | 160 324 135 | 130 | 404 137 | 323 124 | —81 138 | —147 328 | p<0.0001***
30 A% | 91 321 138 | 73 | 422 150 | 336 140 | —86 13.7 | —17.3 275 | p<0.0001***
36 »H#% | 8 335 163 | 67 | 416 153 | 330 158 | —86 135 | —17.8 29.1 | p<<0.0001***
co BHgAH: | 1188 44 19 | — — — — — - — — — —
(L/min) | 12 8%% 161 54 21 | 144 | 42 16 | 55 20 | 13 15 | 390 492 | p<0.0001***
6HH% | 222 51 19 | 175 | 42 17 | 51 19 | 09 18 | 3L1 520 | p<0.0001***
12-A% | 210 51 17 |171| 43 16 | 52 16 | 09 17 | 307 495 | p<0.0001***
18»HA% | 128 54 19 | 102 | 46 17 | 56 18 | 1.0 19 | 339 523 | p<0.0001***
24HHAMK| 151 51 21 | 113| 46 19 | 54 20 | 07 23 | 281 550 | p<<0.0001***
302 H% | 8 52 14 | 67 43 1.5 5.1 14 0.8 1.6 | 286 525 | p=0.0001***
36 A% | 78 50 15 | 62 | 45 19 | 51 15 | 05 18 | 243 505 | p=0.0070**
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=6 BFHHEREEOBR (0D7F)
AFEH] Hith 7 — 8 Db BIEF D A DHER
PRAV K
- i e | e Goaom) | e | R Wioson
HE | R | 0T B | i o e P e
EClE RN o CoT N ol B TU R ol BETE R ol I
Cl | pamEs 1104 31 12 | — | — 90— | —  — | —  — | — —
(L/min/ | 1238f | 149 36 L1 | 130 | 28 09 | 37 12 | 09 L1 | 378 480 |p<00001"**
M) 6, HM% | 205 37 14 | 160 | 30 11 | 36 15| 06 15 | 283 499 | p<0.0001***
12#H% | 184 36 11 | 142] 29 10 | 36 12 | 06 13 | 3L1 542 | p<0.0001%**
8»A% | 121 37 10 | 8 | 31 11 | 38 11 | 06 14 | 307 478 | p<0.0001***
24 A% | 151 36 13 | 100 | 32 12 | 36 13 | 04 14 | 229 477 | p=0.0002***
304H%| 8 35 08 | 5 | 30 09 | 34 08| 04 10 | 236 426 | p=0.0038**
364H%| 71 35 10 | 45 | 33 14 | 36 10 | 03 14 | 209 471 | p=0.0633
PVR | Bl 983 97 503 | — | — — | — — | — — | = =
(mmHg/ | 12384 | 143 53 38 | 127 | 109 87 | 52 35 | =57 75 | —426 358 | p<0.0001***
L/min) |6, H%% | 190 50 35 | 147 | 88 58 | 46 28 | —42 54 | —351 410 | p<0.0001***
125H% | 184 53 38 | 153 | 96 79 | 53 38 | —43 7.6 | —29.8 424 | p<0.0001***
18 »H#% | 114 53 32 84 97 76 4.9 27 | —48 75 | —287 504 | p<0.0001***
24P | 134 53 41 | 9 | 97 76 | 50 37 | —47 74 | —323 420 | p<0.0001***
304H%| 77 57 49 | 62| 93 64 | 59 53 | —33 74 | —214 516 | p<0.0001***
364H%| 71 58 47 | 53 | 87 54 | 49 30 | —38 52 | —237 533 | p<0.0001***
TPR | AN 371 11 64 | — | —  — | —  — | — = = =
(mmHg/ | 12 384 64 72 44 | 55 | 127 71 | 72 46 | —55 63 | —343 465 | p<0.0001***
L/min) |6, /%% | 82 74 53 | 54 | 106 59 | 64 34 | —42 56 | —267 421 | p<0.0001***
12#HA%| 79 75 44 | 54 | 119 66 | 75 45 | —44 60 | —27.3 409 | p<0.0001***
18#»HB| 41 73 45 | 25 | 104 62 | 60 29 | —44 60 | —249 460 | p=0.0003***
247 A% | 54 75 50 | 31 | 119 69 | 72 54 | —47 60 | —297 475 | p<0.0001***
304H%| 37 67 37| 25 | 103 56 | 63 36 | —40 62 | —268 429 | p=0.0009***
364H%| 31 76 47 | 22 | 108 63 | 67 46 | —42 63 | —21.6 513 | p=0.0029**
mRAP | B 1200 71 52 | — | — 99— | — — | — — | — — —
(mmHg) | 12384 | 161 56 32 | 145 | 61 41 | 55 30 | —06 46 | 170 1059 | p=0.3412
6xHM% | 224 56 34 |18 | 67 48 | 54 33 | —13 54 | 34 758 |p=0.0058**
125A% | 210 58 41 |173| 66 55 | 56 40 | —1.0 63 | 224 1233 |p=0.0948
18»H#% | 128 54 32 | 104 | 63 49 | 52 30 | —11 55 | 95 1283 p=0.1066
247 A% | 152 57 34 | 123| 72 53 | 55 34 | —17 56 | 1.0 949 |p=0.0011*
304A%| 8 55 35| 70 | 71 56 | 53 33 | —18 60 | 14 729 |p=00279*
36xH%| 76 56 54| 63| 59 38| 53 58 | —06 72 | 287 2152 |p=0.0998
*1: el (95% {2 HEX )
* 1 p<0.05, ** 1 p<0.01, *** :p<0.001
TAPSE : =RFpliml i it mPAP : SF¥MBIIRE, CO : O, CI: OMF%, PVR: Mlil& 45T, TPR : 4t
BT, mRAP : LA
AEROBEEHD I L, ZHEOEA, BE VA, HAENO PH #5012 A b

D¥4E R X OG-k O WHO %Huﬁ%‘ﬁ
D43AlE, SERAPHIN
BEZNRE L 70 50 gk

nﬁ%ﬁ%'\?‘/f 5 v NI
ZBIFLLT A

1) (Japan PH Registry : JAPHR) ¢ PAH %

631 Bl 2 &d 7 —

WS L EREDBEIAI DR D & L8101

Therapeutic Research wvol. 46 no. 1 2025

% (2008 2> & 2020 4F) % H

39



_
D N ®©® © o
o o o o o

Survival (%)
a
o
IIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIII

40
30
20 — 2fF
10 PAHE &
0 | | | | | |
0 6 12 18 24 30 36
Months
Events 0 169 64 53 48 37 28
P AtRisk 3250 2477 2226 1780 1641 1273 1193
Survival (%) 100.0 94.3 91.7 89.2 86.7 84.3 82.4
Cumulative events 0 169 233 286 334 371 399
Events 0 130 49 46 38 32 22
pAHmE AtRisk 2792 2175 1982 1591 1483 1156 1088
Survival (%) 100.0 94.9 92.7 90.1 87.9 85.6 84.0
Cumulative events 0 130 179 225 263 295 317

KIETHP RO TESIE RICEBEAEETHEL =,
21F | ReMBRTHRESH»SERIES [PHLS ], [REA-KRECE | OEEFIERR=PHESI
PAHEE : £&»oEAERE [ ZDOMPH] #RRL\ ZPAHEES]

PAH : FhEhfI4RES MESE, PH : s MERE

2a PAH & & U PH EEDAEE (Kaplan-Meier i%)

75, 2008 LB S NI A T4 AN - F—F -
v a v (MDV) #ho HAEHNO PAH #3#% 518
il a7 — % 2 VWG, OPUS LY 2
N YU (2014 225 2020 4E) 8 £ U OrPHeUS o
A— 1 (2013 4EH 5 2017 %) % fH\»7- PAH &
FICBET B KEDY 7L — L FF— &%
(ClinicalTrials.gov Identifier : NCT02126943 &
X OV NCT03197688) Tl3, AFEHEIZ C 5 RFH
ERDE [ZNFN 6723 1B LUV 60 % (h
Jufif) ] S S AED AR 5 121 PAH
DY 77 A 7T IR YE PAH 25 50~60%
ZHOBZENEL DL AN TREN
T2, AEHE X OwE o 85I %
BRI B VT, Rt CRIEM %2 &) PAH

DEEGIETZNFN266%E LN358%TH -
7»:10)0

2> 5 vy RGBTy v LR
@ PAH JEHHE % G L T 723G E 5%
HOTED, w7 vy vHEMTORER 2T
TWOERNE 322% TH o7, v TV I U
LR O PAH GO G HE & LT,
2> 7% v +PDES HEHRD276% L b o &
LEENE L, <o T vy vEREHIRhIc BT
AR B T O HEHGHEH62.3% &
bobtbEWVWI EBRENL, I DM
OPUS LY A + VY /OrPHeUS 24— 2\
KEDY 7L =)L FF—=FHRIcE T HHE
BTH -7, 72022 ESC/ERS 4 F I 4 v~
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100

"W%@Mm
90 3 R T T
4 W“—%
N ; M%u
70
:\3 60
S 50
g n
n 40
] 5 GBIzMEED) PAH
307 [BEBPAH
20 FERMDEEPAH
10 4 ZDftbPAH
0 T T T T T T
0 6 12 18 24 30 36
Months
- Events 0 47 16 12 15 13 9
CBfttras) ALRisK 876 692 638 539 501 410 387
BIKIZE=O/ gyrvival (%) 100.0 94.1 91.9 90.0 87.4 84.8 82.9
PAH Cumulative events 0 47 63 75 90 103 112
Events 0 52 23 25 18 12 11
At Risk 887 659 589 456 425 314 293
BEFPAH  syrvival (%) 1000 934 90.0 85.6 82.1 79.3 76.4
Cumulative events 0 52 75 100 118 130 141
Events 0 24 5 9 4 3 2
SRS At Risk 889 723 665 521 485 373 352
PAH Survival (%) 100.0 97.1 96.4 94.8 94.1 93.3 92.8
Cumulative events 0 24 29 38 42 45 47
Events 0 7 5 0 1 4 0
At Risk 140 101 90 75 72 59 56
ZOMPAH  Survival (%) 100.0  94.1 89.3 89.3 88.1 825 825
Cumulative events 0 7 12 12 13 17 17

XETHI» RO TES IS REBEREETHE L,

PAH : BiEh A4 i MM FEAE

H2b {ERAEHA PAH BED4E%FE (Kaplan-Meier j%)

FlvES MU DR & iR T, Dl R A HRHE
%A X 70 I LTk ERA+PDES BHE3
DOOFREEED, DIREIHNEEZE T % BH I
L TIZ ERA 7213 PDES H 3358 o> BA KL 234k
BIXNTwaY, F7, 2024 FFICHE S N5
7 EEMUERE Y — LV K« & v RS AT,

BEARE DS EERGEL L L Ch T o n, i
WROGHIC 2O THAINBET LT
JRLDRENEY, =5y v E 213
<Y F v ¥ v +PDE5 HERZERT 29 2T

DLIIRAIHEDESGDEREICOWTIEI 64
DRI Tdh B, 7, WEOBERTER
BRI AL E =Ry N[5 L S N N AN /N R
THA SN T EAH65.67%ThH - 710,
B Y — v DEOICEEE 5 2 2RO R
WKTE LT, EERICBY 2 ZE OB
EoBELHBERINTWS, EBIC, ®EICE
WTIZEY A7 PAH BETH 2 2 & i HH
HBOMRBUEHSGELE INTED, Z0DONTT
DEFSHARE X OKRE & 135875 % b 0 L%
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100

Survival (%)
()]
o
|

40
] —— Class |
30 _ —— Class Il
20 Class Ill
10 _: Class IV
0 T T T T T T
0 6 12 18 24 30 36
Months
Events 0 0 0 0 1 0 0
At Risk 166 146 139 106 98 77 74
Class |  syrvival (%) 100.0 100.0  100.0 100.0 99.0 99.0 99.0
Cumulative events 0 0 0 0 1 1 1
Events 0 9 10 9 11 10 7
Class || AtRisk 1111 946 877 738 692 564 535
Survival (%) 100.0 99.1 98.0 96.9 95.4 93.8 92.6
Cumulative events 0 9 19 28 39 49 56
Events 0 43 16 25 20 15 12
At Risk 863 671 618 490 457 352 328
Class Il gyryival (%) 100.0 94.4 92.1 87.7 84.1 80.7 77.9
Cumulative events 0 43 59 84 104 119 131
Events 0 53 11 8 5 4 2
At Risk 219 128 106 83 73 50 46
Class IV gyrvival (%) 100.0 73.1 66.5 60.9 57.0 53.0 50.8
Cumulative events 0 53 64 72 77 81 83
Events 0 25 12 4 1 3 1
__.. AtRisk 433 284 242 174 163 113 105
TEA-REH  Survival (%) 100.0 93.1 89.0 87.1 86.6 84.5 83.7
Cumulative events 0 25 37 41 42 45 46
XIETHP RO TESIE RICEERA%ETHEL =,
PAH : B ARG S MELE, WHO : tH R RS
K 2c WHO #8245 PAH 2ED4E%EE (Kaplan-Meier ;%)
ENd, ¥, AFHEELMBOENOF—% X— —HIEEE b & o 7 A E O EEHEERE % R

AW E KT % £, JAPHR ClE~w> TV ¥ v LT3 MDV {07 —% % H i #i T,

FRFRE D 2016 4E0> 5 2020 FE IS BT, FEO/Me 2008 4ED> 5 2020 4EISE T, HEFD 65.83% 28
APERBED 9 B 2 Flofflaby & LT, ERA  HAFEEEZZIITED, w> 7y v Olib
£ NO [PDE5 FHEHK £ 7213 sGC HH (VA4 2336%IC & & E - T, FHEMIMAE 2 2
PIT M) ]BELWNGRY — R EBLT oI HIRETTE v, ZoERKO—
VBRI EDHESINTENY, KFELFAKED oL L CHEMMmR & —BEE I B 1 2 R8s
HR D 6tz —7, PHEFIMEERLLD Yy —rOEOBEHINTE D, —BHEbick
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ey T vy O RRREEERICST S T
JX2TEY T4 ORENHEEND,

AAEFIC BT 2 EIEH FEBHE A% 25.8%
(848/3293 %) TdHbh, AfiRTROSNIE
b 7 Bl fE 1 12 SERAPHIN #B%° % 7213 AC-055-
307 BV Ic B T F R % & o KRR 2
Mb RO SNHRTH 72, BELEIEM
FEBIE G 9.0% (297/3293 61) TH D, R
DUEEMBREIEBD SN hot, ), Wi
DELGE R GEB FBEMIE T, BIEH X 7.92%
(37/467 B) iR SNtz HA LiEED PAH
BRICB U 2 ERERECRET R EVEL S

B, BIERFEBIEIG 0 2% RO R P I3 A
HATH -7 b DD, FIREDLAIHEDH S
£ 2 2 REDO BRI BRI AL KIF
LCWAHEEDE Z s, Lichi> TRES
BRIZBWT, 9> TV ¥ vy OEEEITOCTH
IR RIERD SN o T,

AKHEHICEB 1T 2 WHO HERE 0 o SR 13
6 » H1% 22.3%, 146 22.8%, 2 4% 22.7%,
34FEH% 21.2% CTd > 7, SERAPHIN B>
O B R BT B, OPUSL Y A+ Y/
OrPHeUS 24— b ZH VL 72kE DY 717 —
VR F—=FHRICE O T H AR & Fko A

DD & N80 KR B1) 5 PAH ¥
D 1AEAEERIL 92.7%, 3 EFEHIL 84.0% T
Hotz, KE (2006 FEH> 5 2009 ) BLO7
v Z (2002 4E92 5 2003 4E) 121 5 PAH H
FOL YA MYIREPL MDVHLEE L N JAPHR ©
T—=% % Hwi@E, OPUSL Y A Y/
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Objective: To evaluate the long-term safety and efficacy of macitentan in Japanese
patients with pulmonary arterial hypertension (PAH) in real-world clinical practice.

Method: All PAH patients treated with macitentan were enrolled via central regis-
tration. Safety and efficacy were evaluated for up to 3 years after the initiation of maciten-
tan.

Results: Data were collected for 4344 patients with locked surveillance forms from
878 Japanese institutions. The numbers of patients ultimately included in the safety and
efficacy populations were 3293 and 2275, respectively. The overall incidence of adverse
drug reactions (ADRs) was 25.8%, including 9.0% of severe ADRs. The most common
adverse drug reactions were anaemia (5.6% ), headache (3.0%), hepatic function abnor-
mal (2.1%), platelet count decreased (1.9% ), and oedema peripheral (1.4%). The rate
of improvement in World Health Organization functional class was 22.3% after 6
months, 22.8% after 1 year, 22.7% after 2 years, and 21.2% after 3 years. The 1- and 3-
year survival rates in 2792 PAH patients were 92.7% and 84.0%, respectively.

Conclusion: The results of this post-marketing surveillance, which was conducted
in the largest cohort of PAH patients in a real-world setting in Japan to date, support the
long-term safety and efficacy of macitentan in PAH patients.
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