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INTWaB, ML T ZFZIVRARKIE, HHX 774V THEELIN, BRAIZXDAINBEIEREE
XN D, KETIEMEEMNMZREEIZES WS mERE ILD-PH) 23 LT 7 7 AR EE K
rEmI, TEFHGEE TH5 6 DESTHEOE B /RERE K OLREENRD BNz Z &
5, 2021 I AP O ILD-PH {a#F#E & U OKR I N7z, EA T ILD-PH B EZ G412 L7
JEEWIER RS ARG R0 E e X 41, FEFEFHIE H Cd 5 6 7 AT EEE O UL R R Ofili i & HC iR
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1. FLC®HIC

5 3 BEIf S EAE ORI O 1 DT dh 5 [EVE Ml
P8 (interstitial lung disease : ILD) &, Hlio[EE
IRAEDERE L U CRIEPRMEL 7 Z 7= IR B Ok
FRCTh DY, ILD IZ K& A MHM0N, BEE - B
M, A CRKRDH S0 b D ERRAH
DIZHFEI N, RS O TLD (340 28 M 5 E 1 il
4 (idiopathic interstitial pneumonias : IIPs) & #&
mEN D, MPs IHAE WA HEINY, 0D
B 5 ME Il AR MEAE  (idiopathic pulmonary fibrosis:
IPF) OREHEIRbEVWEINLIHmE D D
%%, NPs D5, FRICHEMHAM/ Ny — g/
¥ — ORI, KD S0 e ILD D2 - 15
WCBWTCHHHINDLZ &gy,

ILD B D% 20% B IR E L A% 242 &8
HMHNTEDY, F#IZ IPF ZWiRFIZ 3 1 2 IliE i

St (pulmonary hypertension : PH) @ & #f X 1% 5
~15%, XHICHEREE TOEHFEILZ30~60%
FE XN, IPF2EE(T 51 EHENE < 2
%Y, 72 PHO&HHIILD BEDOTHEARRKTT
HV, IPFIZfES PH EHE (mPAP = 25 mmHg)
5 1TEFTER (28.0%) 1, JEPHEE (B.5
%) EHIELTHEIZEW I EXMA» HwE XN
TW37Y, KA S IPF 2> PH ¥ (mPAP

>20 mmHg) DOEFAR (FR(E20.8 7 H) 2%,
JEPH #B# (hRfE375HH) CHELTHEEC
Hhweomsdh s,

ILD i £ PH (ILD-PH) BF X4 5BEIC
BALTC, AKHOPHEBEN A N A v TlHEEEEM
SEICR T B2 ERE, HOAREERICHT 5 80 -
LR FIRIEOMH AR XN HFEE T, Il &k
PAEDMHEHIE IR I N e ERddi T
W57, EE, BEICEmI N ILD £ 7213 ILD-

D) FFHBEERASHE AT o VT 7 27— X

2) IHRFERFMABHERE RS « 7 LIV F —IRHEM
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PH B F%x x4 & Uzl iR o) 0%

RAEF EHEWR T V¥ LML T T AR R A TRER
HeBGEAER T, 6 o IAATIRRE 72 & 0 2RI B
BT DT T AR T 52 AR REETRDOHN
THHT, e boMmroikuahchikEnk
LbOLHH", L L, EFEREINZKIMND
PH#A A K4 vTClE, #REZ I2EE<Endbo
@, HEHEILD- PH B #12 %} L Ci% PDE5 BHESR IC
KHEEEERT LN HH &L, XHIZILD-
PH BELMRITHA N L 70 2F Z )2 X HIEEN
BEIATRECH B Z E DRI Nz,

U2 LIRS, SFTeR% I 35 U A 8 B 7o 5l &
BIRRENDLETHL I ELWHRINTEY, KB
IR A (T O BRIZIX ILD MO PH W& 1269 %+
TR E BRI AT Z e E
L,

N 7a 2 F = )VIEKE D United Therapeutics
(UT) #iIZ X > TR IN- PGLFEERTHY,
MR O FE W PGLL ZALSERIZ B L CLE(L
LicAb&<, ENTCIEFREERSER ML T
OXFZI)VERIRET S ML 7o NEE
(Fefi B N ¥ 5- M OFefeilik N #e 5-) Ot b L 7o
Z N ARIZDONWT, FNEN 2014 F K O 2022
EIZHS 18 PH Cd 2 NhENIRMENG S UEfE  (PAH)
DIRFEHEE U CTRRBEBTCND, HIZh L 7o zxF
SV AW, KE UT #E2° 2021 F12 %8 3 #f PH
D 12Tdh5ILD-PH 25T A HEFY) OIEHFIE L L
C FDA ORRZHTE Y, EWNTITFHRIEERX
2EDY 2024 9 AICAFA Y O ILD-PH iEHHE E L
TRRBEHF TN D,

AWFTIZILD-PH 2L E LIz b L T uXF=
IV AT D EE PN B OV % 0D B R AR B S A 2 o L A
B

2. RAEAE M

L 7oz NP AR D ILD-PH 1235 F 5 FEE K&
ORI, T@E, KA, 1H4ExT754(4 Y
ERAWTHBRABGT 5, 1RI3HA (ML T o 2F
ZIVELT18ug) oS5 aith L, AT
AL s, 3HU EOMBET, 1H1%ATD
BRAKI12BA (FLTuxFoELTT720e ¥
THHET 5, BZEMEDNTWEEITFEL, 1[E&ERN
BX1BRAET S| Thb,
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O
RIEN
i
o

1 TD-300/] 7 Z 4%

LR OCHEICET 2 EANTEREELT, O %
AR 4 BRI H 15 2 &, @ KFIOBRAIZIE
TD-300/] 2 774 % (B1) #fFHTL24L, O
FEEDOH L EHFIZE WL, FEEZIZIETU T E
1EF2WA»rORGZG L, HECHET S
ZE, O3ENETOEND,

Ik, —MIZ, M m Z AT AR oI
05~3um &N, ZTNXV/NhZ W ENilasER
IR E EDHICHFHEINTLE Y EEG01 %< b 2
ERAIBENTWA Y, TD-300/] # W CHEILXh
7= b LT a2 F VB AFIDOZE LT 0k R
fie (mass median aerodynamic diameter : MMAD)
1£2.0+03umTHVY, v VFITT74
& WG B TD-300/] ) HWA L 7= 3K & D
79.4E9.6%ICEEZIND Z EpRENTW
57,

HHRREO DO XD IC 2 H 2B & U 7oTaRE & g
L, MABEIZIZWL OO ERHHEEZ BN
TWaY, 2HBENDIEIFRZERTE 5—
JiT, BB THLHMOEMRE ZEmDH 2 &0
T&E5Y, £z, MiOWSKFHIEIC K E I NIEIRE
TEH ZRd 72, KSR ToMikZEns
1, K R ALY S, WbhWw bl
R MPEHASI T &\ 5 72 7 AT X 5 2
B"hiznkEZH6NTN 5,

—77, WMABRICOREL DD, K[BICHT HH
W DRENEZ 72 13RI & - T, B0 MR M B o T e
RENG|ERIINDLEZEND D, £z, RN
Y=Y DIEBDOENHDH T &R A O FEHE]
EETERT HO0BS TN &b, f5EE
A O G5EROEATEEMETIE R, 56
2, R T TAVREDTNA X NEET 55
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3. RIBZERFE

N T O Z2F Z)VIE PGL A8 E8IEICHY, I
GHRERIE, /NI (F A B O S e i
TER e EZRd 2 EDJERIKABR CHER I T
%%, ILD-PHIZHEWTIE, FEIKEBOMFEE « i
BEVEIR AT I X 2 I R O K O 4k
Il A BEAE N SN TV B 8222, 22z <
I NIERE B FEE XN TR Y, MmEIE IRk
WFDT v/NT v 208w, W) €7 ) v
7RO o M R A K BE G, AR ZE AL & 5 e
PAH & FEEDIIMAERESHE U T D Z E1HE
INTWB2, ZNnNbHDZ END, ffilERED
H 5 A E W ILD-PH 12 L C OB IZ T hI
TWizWhd DD PAH # %9 A Ml B IRRIE L H
Wtk A R TR A IR S I TV B P

1) fEmEEETILEM TOHE

7 F SR U 7R ITAREA 2 {fF 5 72 in vitro
HKEATIE, o rvEFY RS ORNC X -
T EHAUIEIREDS, b L 7o XF 2 )UHEFEIC X
D HEDEINCAE > TR T L7,

RIEZ v b S ORI B F % F Wz in vivo iR
Tk, borvREFH UvERReEWICX > TEA L
FEEHIRESS, R L 70 ZXFZ VIR ABGIZ K VET
Lic, F7z, £/ 7u% ) vEkiimmE> v b€
FIVOMRTIE, /2708 )) v#51% 42 HOSE
RIS TH 0% TH--olzlL, LT
0 2 F Z VIR A G5B TR 10% I8 £ - 7o,

2) FLTRRAFILDTARY /A4 RZEEIC

19 2 1EH

PGL: X O Z DOFERIE T 0 25 /A RZHKAE
7 v 31 —T&d%IP, EP1, EP2, EP3, EP4,
DP1, FP, TP &K G 5 Z & THR* IxlEH
ZRT N, ALEY T IS ERARN OSBRI
RIsDHZENABNTNWEX 5,

ML 7O Z2F VI IP DHAs 69 EP2, DP1%
BERCHEWBREZRT Z EAREINTED,
BIZEP2Z BRI NIICHEET 2B E AT
%5% 1P, EP2 M O'DP1 4K, Wb Gs
7 VN BHERZRIETH D10, ZNODTEH
RANDOFEAE, M cAMP EA%#A L, 1
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fL7BZXF=L

MEHERR
I/ REEER AN
HHREIESED

E—

MEFBHHERE

K2 ~L7FozFoI)VOZRBIEIER

S O g, MRS e EICER T 5 (R
2) 7,

M T uXF D IVOFEBREMIL, P ZEEDH
ANDIERIZ LD DT, TNHDZEMEITHE
EWMICERT 22 EICLBEE26NT0W5
(K 2) %, Patel 5% 1% PAH % Cld EP2 %2 41k
DFBEITHEL TWBZ &, F/-PAH EED S
0 U 7= B ED R i 2 Fl WV o et ¢, TR &
DML TOXFZ)VERFIZ K > TEP2 2B 4%
I U 7= B el NGV L S N B Z & R
L7,

4. BRPREERALIR

1) BHMEEREARAAE

(1) #4458 1 AR (LRX-TRIUMPH BA.001) *
KEMERER A 18 BIC b L FaXF =) 18ug M
36 g WMABEE- LIZRED Con 1X, Z12100.35
+0.14 ng/mL M 0} 0.70 £ 0.14 ng/mL, 8 % =%
WZ, ZNZF N 0.53+0.14 B[ F O 0.76 +0.34
KEfHCh - 7o

(2) #EAFER 1T / MAHGER (INCREASE #t5#) =%
NL 7B ZF Z VR AFID ILD-PH 125%™ 2 R
i, INCREASE il & U T 16 #HE D % figk 1k
FECE 2L " EHEHR T T 2 AR CEEX N
77
HEVELALRTD 6 7 AUAICER 2 v ¥ 2 — 7 WE
R (CT) BRETUEAMDOBEEMZEENZ
SN, EAEALETO 1 FELUANICELH T —T IWET
DOIMEEHT (PVR) A% 3 Wood BN, HliEhIRE
AH2Y 15 mmHg EL R, SPEIMGEIRH A 25 mmHg
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®1 BEOANONGHFHT -5 GEAAS T/ TR

i o ML o XF =)V 75w R
; (163 1) (163 i)
Ty Ok, TIHE £ BERE) 65.6+12.7 67.4+11.2
Bk 78 (47.9) 95 (58.3)
[0)
FER I 6) E°ga 85 (52.1) 68 (41.7)
I R R A 8 65 (39.9) 81 (49.7)
1 P S R Ml ¢ 10 ( 6.1) 9 (5.5
HRZEPERT R B (BRBEMEAR ) 5 (3.1 1 (0.6)
#E DI 9
MR RORE [n (%)) CPFE 42 (25.8) 40 (24.5)
SO LR 1 R [ IR R 40 (24.5) 32 (19.6)
ZF D 1 (0.6 0
VR R AR AT 37 (22.7) 55 (33.7)
M A S R M R 21 (12.9) 16 ( 9.8)
R PRV MENT 28 D IR S S 48 2 ) VR P T A 2 (1.2 0
$7H7Fa)— [n (%] S A M i ¢ 0 1 (0.6
RV PR 28 0 1 (0.6
5 FEASRE M [ B M i 8 5 (3.1 8 (4.9
. | S N 19 (11.7) 25 (15.3)
El=a=N v [0)
FRARELRE 0 001 _ oo 11 (6.7) 19 (11.7)
N—=ZFA4 D6 5B (m, VFHE + BEEERE ) 254.14+102.4 265.1+93.1

PIbE&EU, mx <, #SaMlmEEEx—x74
VTG E (FVC) RN 70% KM ChHhd I L& X
niz,

SEWENGIR B DI D DFEYEE (E)VT7 2= K V&
RE= Ty =7) BRIFTCWBAEER Pk
H 30 HEZE LI -HEEZHKRSINTWAsZ e L
77

326 BINEEEIN, 7T AREGEE (1636 &
ML T oXF 2 VRARE (163 B) IZHEAF2IZED
fFHFHnic, BEMEMEEE UL, BrretEmeEs
ffige (IIP), SlE&OFfisRAERE (CPFE), #5arfHik
% (CTD) 1ZfF5 ILD, fE#smdkit% (CHP),
BEEMMEECH -7 (FR1), MARGICZ@EE
WiRE % 75 A4 &M, 1 3%A (18ug) 1 H
4 6BG L, AAEEEZMHER LS 1[0 12 %
A (72png) 1 H 4 [BIFTHEEL -,

HEREE L CTOMMNL, #EEALOFR S, 6,
OIREIZ XD ABE, 6 DS THHOX—ZF A
VB 1%L LD, HHWBRKDIELH S
WD W N DFEZ 0 5L T 5 TOWIM
E LT,

ML Ta2FZIVEES3BI RO T T 2R 35
16 HE TIZBRZ IR L,

FEFMGIEH O 16 #EFIZ B 15 E— 7K 6 9 [H
BATHHEO R =X 5 4 v Hh b0 lE (FfE)
X, TN ZN60mMTF—9.0mTdh > /%
Hodges-Lehmann 712 355 < th (i o 5 #1572
[ 95% 5 HEX ] 12 21.0m [7.0,37.0m] TH
D, 7Z7LRBEEHELT N o 2F Z VEETH
AEICERBICRE D o7 (VR T AR v
ANCOVA, p=0.0043) (F&2),

NT-proBNP I%, hL 70 XFZ VR AIZ LY
N=Z2F7A4 VB 1RET L, 7F72RHETIER—
ZT74 B 46% EA Lz (B 0.58 5 95%
CI:0.47~0.72; p<0.001),

FEARAEREARIX, ML T oxF o VHERDT TS x
ARET, ZnZEn 3761 (22.7%), 54 %1 (33.1%)
238 BN 7=, Kaplan-Meier #7& 12 25 < B RAE
RE(LE TCORRNIE, T eABEEHELC LS
O Z2F Z)VIFCIER U= (&) log-rank #E, p=
0.0410), BN — FEFIVIZFED < WEEH O/
B— N [l 95% 5 8K E ] 1% 0.61 [0.40,
0.92] THY (p=0.0202), HEKEREADRB
V2237 ZeRBEEREBELC MY T u2F 2V
T39%E T L7

M TOZ2FZVREOEY—27 & T 7RETO
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£2 16 HEHCH T D E— 276 DREBITHEEEDOR—ZXF A b D& k& (MBI / AR

W 959%| . .

i e FRED | = e
B A %k | s B/IME| 25% 45 [Proe(E| 759 4 | A fE | TR K]
- 101 Rz WRERS 0D 7+
NER|ERR| pfE®
N—Z | L FozF = VB 163 ] 254.1 [102.4] 100 | 159.0 | 256.0 | 317.0 | 538 B R
sS4y | TR 163 | 265.1 | 93.1| 30 | 195.0 | 260.0 | 323.0 | 505
Wz i 0
Lo | YT B ATV 163 ] 238.2 [137.0) 0| 162.0 | 255.0 | 327.0 | 521 B R
BT EREEY 163 | 226.3 [137.9] 0 | 122.0 | 240.0 | 324.0 | 549
ML T o2 F =R 163 | — 15.9(104.6| — 396 | — 24.0| 6.0 | 44.0 | 183
AV B[ 16 @< | : 21.0 | 7.0(37.0/0.0043
e & R 163 | — 38.8(105.7| — 426/ — 73.0| — 9.0| 19.0 | 179

o

: Hodges-Lehmann 512 X 2 H#E7E

b: RX=ZXFA4 D6 nEHTHE (Hh73)) ZHFRKNTFELE/ /8T X M) v 27 ANCOVA
c: T ERMLUIEE, 6 pESTHBRAEROIHGAIET, FZMEEEMERD L EMESnEEDE/ZEY LDOTH D
By, WEMEZ 0m ) THisE Lz, ZOMOBE1E LOCF #: ((RARTRER T — ¥ 23724, BOCF i) THise L7,

&3 EIFA Glsbas I/ MAHRUR)

PO ZFZ)VEE WA A N i3
PT (HAZE) (163 i) (163 B
RUGIE | BER (%) | BB | BEE (%)

SN 125 1 76.7 103 #1 63.2
I Wk 67 1l 41.1 45 %1 27.6
A 37 % 22.7 29 % 17.8
1% PR e 27 Bl 16.6 26 1 16.0
FEIMED E 0 22 13.5 14 #1 8.6
RN )k e 20 12.3 5 i 3.1
T 17 Bl 10.4 12 B 7.4
L 16 9.8 19 11.7
1 JPE MR SR 13 % 8.0 341 1.8
W5z 12 7.4 5 1 3.1
AL 6 %l 3.7 2 1.2
(KEBFIE 5 Bl 3.1 6 3.7
BAKIGR 5 Bl 3.1 3 1.8
TNz 5 % 3.1 341 1.8
S 5 % 3.1 141 0.6
I IfiL 5 % 3.1 0 %1 0.0
KA PRI 4 i 2.5 5 B 3.1
i £ AN R 4 i 2.5 4 11 2.5
o 4 2.5 161 0.6
PaRIA IRl 4 151 2.5 0 % 0.0
Nz R 1.8 4.1 2.5
NT-proBNP D4 2 41 1.2 4.1 2.5
R AN 42 0 il 0.0 4.1 2.5

FREREE « MedDRA/J Ver.26.0

N=Z T4 U6 6 AT OZLEDED, W, FEitED W, O, Y, THRITHh -7
M7 axFoVHECENZEN31.29 miER (p< (F3). INODHELDIFEAEITZEREDHFHEE

0.001), 21.99 mER (p=0.004) Td -7,

DLEDTH-Tc, BEGEHEFRE, L 7ozxF

FUUEE OE - I EIFRIE, B8k, SEE, K ZIVEET23.3%, 7T ARBET25.8%I2BDHN
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77
(3) ¥4 T / MAHEASR (INCREASE #5%) DIE
BERIEREAER (INCREASE-OLE #{5R) %

AT, WA AR Z5E T LR
R L Uic A iakdtE, JEERR, FEEER T,
242 % (AT / MMERABR TN LY To x5 =)0
#, 77 uARE, ThEN 1196, 1216)) Th-
Too ARRBROEEHMNIMAE I / IMAHRBRIZS
L7=@Baicxt LC L 7o 25 2 )b a ki L CIR
T B ETCHVFEELVRNRA Y MEREL KR
Mo Tz HGHAENE S 62.5 3, & 155 3 T
f)oko

WAMEN MAHRRT N T o 2F 2 VB S 72
BT, E— 2786 oS TigEOM/A R / 11
HRBOR—=25 A v bDZEE (FPRfE) 1k
36 FRE (MFsMEE T/ AR SR % & 4 Sl RE I« 52
W) £ TORFMR (4 Bk, 128k, 248
B R O 36 KR 126 WC, TNEN26.5m, 17.0
m, 10.0m &Z0'10.0m & 0% kLY, kFESHA%
w7,

BITER ORBIERIL, AT / MMHRRT ML
O ZXF Z)VRETE - T2 BN T Z 2 RS - T2 H
T, ZNZN50.4% 60/119 B1) K O 72.7%
(88/121 f) Tdh -7z,

FEBIHR D 10% 0L EOEIERIE, #4810 / M4
RERCT ML T 0 X F Z VB 5 TSR T 16 4
(13.4%), WRKHE 1361 (10.9%), 77 RHE
72 - 7o BTk 37 B (30.6%), 9 24 $1 (19.8
%), RN 2161 (17.4%) Th -7,

EELEIEMTEAEN ) MMHRRT N T o X

FoIVEERE S T-EJTC 1L B, 77 v REEE -7
Mciefichy, FixEELBEIFRITENASEI/
MAREER T N L 70 25 = VEEE - 1= C AN
WA, WRINEE (% 260), 7T RAREE -8
FCaMMPRAL, MREEINE (& 26) Th-
776

Fe G IbIC % S 7RIV UGS R 1T/ MAHRSR C
N T O2F VR S T-RIATS B, 75 wARHE
EolEHTUpThHY, kb5 hikicE -7z
BITERNZBA ST/ MAHABRC b L T o 2 F = )V
2o I EMTCHRIREE QF), 7T eREERE S
TR N, (KR FIE (& 36, EuK, 557
(%26 Tho-Tz

PEEHE - 61E 105 (2024 410 A)—

FELCIC R S FZREIWERNX /N R T/ AR C ~
TaZF W STERRIT O, 77 eREEE S
EMT3H @) ThHY, HFIIELEE, Atk
MR AN, 9 o ItEOA %, BUEEMER (51
tF) Tho7- G PTZIELEE L TCEFINTEN
FERIZA) o

(@) ¥gst s 1/ AR ER O F &M ™

MmO FRETE LT, 7o
2 F ZIWVRARLEIZ XD FVC O BET X N7z,

LTI, 8HEEMO 16 E%ICE TS FVC O
M2 ThZh285mL (SE30.1;95 % CI
—30.8 ~ 87.7; p=0.35), 44.4 mL (114.0 ;
—25.2~114.0;p=0.21) Tdh > 7= £7=FVC
(% FHE) OELOEGE, 8HEE 16 BETE
nNZhn18% (0.7;04~32;p=0.014), 1.8%
(0.8;0.2~3.4;p=0.028) EMAIICHECTH -7

2B D 45% % 5D DR ERTE M R O 7 7
WV — 7 TliE, FVC DZALIE, 8% 46.5 mL (SE
39.9;95% CI—32.5 ~125.5; p=0.25), 16 %
108.2 mL (46.9; 15.3 ~201.1 ; p=0.023) T -
7zo FVC (YT HIfE) OZEALOEIAIE, 8 &k & 16
HETZNZN 2.0% (0.9;0.1 ~3.8; p=0.038,
2.9% (1.1;0.7~5.0; p=0.0096) Th -7,

ML T Z2FZIVOBAKG & ERRED S
WISERIRMSE & ORI iz, 4 #IEdH
LWV E GEREETIORAL FOAEZ S HEY
V—"T, OBARMOAEZRKAE V-7 &L
oo MU T OXFZVEHTIEEHEZ V—T1X 70
B, EHEZ V=X 796THY, 7I72RET
3ZznZhn 86, 674#1Th -7,

4BMB16EECIC, N FoxFoIVEEEH
B )NV—T7T171% (12/70 B, EKHZEZ V—TF
T 22.8% (18/79 f) DEEIKIIEAL DFEL %52
TZ e ARBETIEENZN 33.7% (29/86 i), 34.3
% (23/67 %) THh-7= (p=0.006),

F/o, 16 AL T, Mo RFoIVEBEEHE
INV—TERHEIIV—-TICENTENZEIN 15.7
% (11/70 ) & 12.7% (10/79 B) H3EGIR ) E
R LIZDIZRL, 7o RETIEZENETN 7%
(6/86 #i), 1.5% (1/67 6)) T 7= (p=0.003),

B RSB W CH RO B FED B,
FERIEALX, ML TFaxFoVBEEHEI NV —T
Tl 16.4% EEMETHY, thd3 7V —7F (bL
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R4 =274 VROBFOR (EPHEI/ I

oot [EIE (%) ] 7 (35.0)
Tl Ok, PIHE = EEERE) 65.6 +13.0
PH 2 & OMIE (4, FHfE + EHERE) 0.7+1.6
L A= [T 12 (60.0)

it H D R K ey k] 5 (25.0)
[n (%)] Pl R & fili K D& DF 2 (10.0)
i P S A Al ¢ 1 (5.0

VRN AR A 7 (35.0)

B %

ﬁ%gg%ﬁﬁx@ [EVE PRI fBAT P S WU A S8 S ¢ 1 (5.0
(o (9%)] RS VENT b BEAR AT 1 (5.0
° Y HRBE DR F RS PN 48 3 (15.0)
REMGOMEH [0 (%) ] 15 (75.0)
- . L 10 (50.0)
Fi?ﬁﬁmﬁ& L7 e Froik 4 (20.0)
noaso SVUFTZTDHR 6 (30.0)
N—=Z254 D I 1 (5.0
WHO ¥E6EH II 2 (10.0)
[n (%)] 1 17 (85.0)
N—ZF 4 »®DPVR (Wood units, I + FL#E(RF %) 59+3.1
N—ZF 4 »®PVRI (Wood units/m?, FIIff + FE#E(R %) 9.7+5.0
N—=ZF74 D 6MWD (m, VHfE + BEERFZE) 313.9 +107.0

(w551 ILD : FIEMEMEZEE, PH : MidSmHESE, PVR : flifi&iKHT, 6 MWD : 6 BT g,

WHO : i F e

TJuz2FZIWVEHEIZV—T, 7o REOEHE
EOMEH&EZ IV—T) T, %1 30.8%, 32.3
%, 42.3%Tdh -7

Fio, BIKMSEER NV TaxF o VEEHES
V—TTIF173% EEETHY, D3 7 )V—7F
T, ZNZN5.1%, 4.7%, 3.8%Tdh -7z,

2) EMERRAE
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Inhaled Prostacyclin Derivative Formulation Treprostinil
(Treprost® Inhalation Solution 1.74 mg):

Clinical Study Results in Pulmonary Hypertension Associated with Interstitial Lung Disease

Keisuke Kino?,/Takashi Oripo”,”Osamu NisHIYAMA ?

1) Medical Affairs Division, Mochida Pharmaceutical Co., Ltd.
2) Department of Respiratory Medicine and Allergology, Kindai University Faculty of Medicine

Summary

Treprostinil is a chemically stabilized analogue of prostacyclin (PGI2), and injectable and inhaled
formulations of treprostinil have been approved in Japan for treatment of pulmonary arterial
hypertension. The inhaled formulation is atomized with a special nebulizer and delivered directly
to lungs. A double-blind study was conducted in the US for pulmonary hypertension associated
with interstitial lung disease (ILD-PH) which revealed a significant increase in 6-minute walking
distance as the primary endpoint and tolerability in inhaled treprostinil group. Therefore,
treprostinil was approved in the United States as the world’s first ILD-PH treatment in 2021. In
Japan, an open-label, one-aim study was conducted for patients with ILD-PH, and improvement
in 6-minite walking distance and PVRI was observed. Treprostinil was also approved as the first
ILD-PH treatment in Japan in September 2024.

Key words : pulmonary hypertension, interstitial lung disease, PGI: analogue, inhaled
formulation




