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6MWD 6-minute walking distance

APAH associated pulmonary arterial hypertension

CHD congenital heart disease

CHD-PAH congenital heart disease-associated pulmonary arterial hypertension
CT computed tomography

CTD connective tissue disease

CTD-PAH connective tissue disease-associated pulmonary arterial hypertension
D or T-PAH drug- or toxin-associated pulmonary arterial hypertension

DSP disease-specific programme

ERA endothelin receptor antagonist

ERS European Respiratory Society

ESC European Society of Cardiology

HIV human immunodeficiency virus

HIV-PAH human immunodeficiency virus-associated pulmonary arterial hypertension
HPAH heritable pulmonary arterial hypertension

HR hazard ratio

IPAH idiopathic pulmonary arterial hypertension

JAPHR Japan pulmonary hypertension registry

mPAP mean pulmonary arterial pressure

NO nitrogen monoxide

NT-proBNP N-terminal pro-brain natriuretic peptide

NYHA-FC New York Heart Association functional classification

PAH pulmonary arterial hypertension

PAP pulmonary arterial pressure

PDEDGI phosphodiesterase-5 inhibitor

PH pulmonary hypertension

PoPH porto-pulmonary hypertension

PPA prostacyclin pathway agent

PRF patient record form (s)

PSC patient-self complete form

PVR pulmonary vascular resistance

QoL quality of life

RHC right heart catheterization

sGCs soluble guanylate cyclase stimulator

WHO-FC World Health Organization functional class

WU Wood units

40 (884)



— #r#ELEHK J. New Rem. & Clin. Vol.74 No.9 2025 —

T oIz
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Jili &5 L= (pulmonary hypertension :
PH) &, W& GBR DL & 7 BRI O 8
Pzt imEy €570 v 7)) 2REET
LHPETHY, MBIRE (pulmonary arterial
pressure : PAP) @ I 5.% 380 % RO
Ths"e [MiMARIERAE - HEERHEHIR AR 5
X O IMERECRE T2 74 FF4 >~ (2025
FEYETNO ] (DUF, EWNPHEZETA FI4
V) BEU 2022 F DRI LR T2 (European
Society of Cardiology : ESC) /KR M IFE1 25 4
4% (European Respiratory Society : ERS) ®
it i UL AE BB WE - W4 K94 >~ (BUF,
ESC/ERSHA K54 ) T, GO0AT—T
VA (right heart catheterization : RHC)
W2 & 0 HE U 72 M BT o il By IR T35 il
(mean pulmonary arterial pressure : mPAP)
220mmHg %Wz 2REEZPH EEFK L T
w2 i B R B S MLE 5E (pulmonary
arterial hypertension : PAH) (ZMi#lk o YV
BT V7% & LRI 2 PHO KRG %
RYHBEEETHY, PAPO ERH EAEBRAN
DR E > THADEITL, fHRE LT
T DO BRBEAR GO R D B AT IO T
BAROTPRBTH D" FHMIRE LT,
TERE QY RIFIN EEASZE T S, BRI
DR LTRMEIC S L 5.2 5729, E
MO (quality of life : QoL) ZBAZ 2%
FlEd,

EINPHEZHEAT A F 74 ~Tid, PAHD
R & LT, $% M PAH (idiopathic
pulmonary arterial hypertension : IPAH),
#E M PAH (heritable pulmonary arterial
hypertension : HPAH), 3% - #5580
PAH (drug- or toxin-associated pulmonary
arterial hypertension : D or T-PAH), % i
DO HBIZEE S PAH (associated pulmonary
arterial hypertension : APAH), Wik %
PEIRB X O/ F 72030 A i B E 0 B &

b OPAH, B X OHARBLENPH D H E S
NTw2”, APAHIEFRBERIC, #&EHik
i (connective tissue disease : CTD), &
FEAE T 4 VA (human immunodeficiency
virus : HIV) &G@he, MIRIECH#EAE, R
L (congenital heart disease : CHD), B
L ORI AR SN T 27 PHOBHT
TIE, BT, M, Lra—, X
WA AT, ibkRERR A, SRR v
Y2 — ¥ WiE#HZ (computed tomography :
CT), & - MFE> v F 2752, EEMWEHCT
HERMAEDLET, PAHE O PHEE%
s

1980 SE LD RFLWRICHE D P AT~
FAvr - LEa—IZkE, 1005 AdH7Y
@ PAH OMFFIA =13 3061, FehEasid 4
BIEHEE SNT W3, 20234 DAL
CHREEERE (REHR) Sor e R
(4682 N\) M HHEE L 7=ARFEOA 1L 100 15
Nd720 #3861 Td by, HFHPIE R T
H2°", L2 L, Stage 2L F o miE I3 I
ELTHARRICREL WS &, ORI
BOFHWEETH L Z e b h b, e
BOYRZR L CTHEREEZTTW2EHEL T
72 PAH BB BUIMIRAHTH %,

Tl 204E 0012, PAHA#SE (LUF, PAH¥)
DORFEIIIRERERYE DY, A TPAHD
RHE - BT AT B AANIRE I HE, W A,
FEBEHE - R THELZFOTIRTICDIT
% GRERZ M L7218 . 2o o3EFNIZ
TEHREFICL - T, =¥ Mty vk
3% (endothelin receptor antagonist : ERA),
R A K TV L AT 7 — ¥5HH EHE
(phosphodiesterase-5 inhibitor : PDE5i) 3
LTOWMEW T T = VEEY 7 7 — EHIEHA
(soluble guanylate cyclase stimulator : sGCs)
Zatr—M s (nitrogen monoxide : NO)
SR, TOR YA 7)) VFHEARRRIRG T
TAZHA 7)) 2 BRERHE (prostacyclin
pathway agent : PPA) #& & 70X % 75
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YV RBH D IR E NS, PAHOD
FHICBWT, ERERE - P& A 7EHE (5
BB ) A 2 OFFil) &, GHETTEN AT
Lz HI3 59 2 CHETH S, ESC/ERS H
A K74 Tid, HIEREIZIEDOWIPAH/
HPAH DO FH D) A 7 538 % iG55 $T o HI ki
WAL TBY, BEOT—LVELT, &Y
AL ~OF|E F MR STV,
EIWNPHEZHEI A FI4 »Tid, T ET
mPAP S FRICBWTEELRIBEE ShTw
I EPRBENRTVEY, Ogawa b1k B
Hitigk TO 154D i2hH 725 IPAH/HPAH &
H 56 BIOHMEMIEILZEC LD, mPAPOE S
HCETFMTHHFDOLIDTH BT EHHE
BN TR ENZ" s ZEEHEEEMRT
Mg LAy b4+ 7413425 mmHg & & H
ERTHDY, RIBOEHRRTmPAPAA S
BYBHETTHHE V) BEROBRMBD1D &
HoTWwh, 72, HAMSIMEL YA MY
(Japan pulmonary hypertension registry :
JAPHR)” %> H ARG B 7E 7 v — 7" 12 B
L T\ % PH ORFEREERA B E 72 PH 5 M ik
DR T — & TlE, PAHOHRTRE L E G
1% % B /-8 TPAH/HPAH & CTD 149
PAH (connective tissue disease-associated
pulmonary arterial hypertension : CTD-
PAH) THY, ENHEMiEED PAHBEEON
e LT, PAHZE (WMAFZILREOHE) 12X
B HLFEE: LD b O RE 2 B IR S 581508
BWZEAREINT WS, B, 3HIGHHE
BOB 2R & AL ETH -
727" IR DERIRD L Hirkth H 1M X HFFETIE,
IPAH/HPAH OALFFRIZMEOL Y A P IC
HRTEWI EDRERTHS,
AIIZBWTIE, PHEMIEHD AL ST,
PAHEE 22T 5RO 7\ IEHE M ft
HTHHEEMTDN TS, BEORMIZ,
ERiOHE MG BEZOBERICI > THEL
LU REEDSH B 78, FEEIRICB 2B M FIH
RGN — T B W 2 e R

42 (886)

ELTHRLNTWS, 72, PAHORKRE M
R, FIUTHE D R A & R & B O
HQSHH L7zT =7 3B TRONT WS,
ZIT, AEETIE, AFICBIT S PAHEY
DR RRLEIR AN OFEREZ LIRS 5720,
WA DPAHZ M & EWHEREEIT > TV B[R
fifi & ZDWHHE 2T TV B BZHITH L TYT->
72EBRT 2 — NARERY h o HAREED
EHiBXOBEDOT—FDATMH LTz, Z
LC, BB, S, B X OEES
Z— v OfEn], 76 ONZER & B L OSEIR
T ERBOT v v T ER@IT L7,

I N%BXLU0HE u

PR OERE T > — M (DU, i)
DFER D5, KFD PAHZHEREO M %
HOEMTT 5720, HREFEOEER L BED
T =7 Rl LT 2 SR L 720 ATED
BEEEDTFOEBY TH D,

1. HAEBE

ARAIIMRT7 A E (HA, KE, 75>
A, B4, 4507, ARA v, HEE) 12
BWT, 20224E3 A5 5 8 HIZH 1T Adelphi
Real World PAH M#EEBFERW T O 7T A
(disease-specific programme : DSP) ™ %
C European Pharmaceutical Market Research
Association D7 A N 4 VIZH#EPR L THE)E S
N7z RFANL20234E2 A 8 H 1T Hfr i B 58
EZBRARD»S, WMAEELELURETHL L
DOHIW &=, FEHNEZ KR I (Pearl
IRB work order # 22-ADRW-131). AFHALIX
PAHBE 2T L0, B I Oellimicsz
FZLTWALPAHBE ARG LEL, TXTON
BEMENS, EiZtT o4, BEIEE
M T REANDREZ G L7z, BB OBE
FLERD O AF R EHRE L TPAHEHA O
B, PAIRHE, B I OHEED QoL &
PO T — & ZRERIICIUEL, BAZFEE
TEDHHITNE L 2o 72
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2. AENR

AR R OBERNL, TEERZBENF, RN
B 230 v FAROVWTRA»ICEL,
HIZ2% D LA PAHBHE % 35T\ 5 [EHi
L35 T, ERMOPAHIZES 2 Ak
BE%Om a7z, NS0 PAHEH
18I ETH Y, WRERM DB % % &)
22T TWA PAHEE T, 9 TIZPAH®
T2 T b 2 a5l Lz, HiAN
WA S D DERIRRER IS L T 72 B3GR
HONEHIE LTz,

3. BEFIEELNEShIT—4

DSP O F-FIMEM TR S, Z4M A2
AESNTEY, WEF—F7ITREEDRH S 2
&, —BLHEZ#BRLTWDL ZEARE
nTwna® ™,

GBI, BB EEZITTwD
PAHBHICHET AT - w44 Tl
B I 720 EINA 7 2 & /NI
Wz 5720, ZHUICRIBICBEL KA
FCERNL, MAFOBHRLEREMY 2055 8

R EBRBICHET 2741220, %
54 v EBEHFEET7 + — 2 (patient record
forms : PRF) ICANLTHHH T ETIUEL
720 PRRME, FrIE bRk Hs PH S M k% £ 72139k
HMEEEOWT NS TH L xBE L7 &
B, PHEMIEROFKMIFFICEDTE ST
WM& H B PHE MBI TEBE L T 5 Lk
WL TV E)MPICRRLN,

INE S N7-BET R, Filn, W5, &
FRW, BLOPAARENE Nz, BRI
BLORERO = 2 — 3 — 7.0 SRR
1 (New York Heart Association functional
classification : NYHA-FC) (I ~ IV & CaFAlli)
EESEFEICHEDO VT RO ) R 7 EHb (K -
W @) A7 O 3BRERHI) ZUEL, o
iz b L ARB O & B L7z, IR
KB 57 —71%, HERFOEBEIMTKHE O
HIRBIRTH 5 DM (line of therapy), I
DR OERWIM, B X OHRAER O3 7%

EThERE N,

ERiO#HE L2BED»T ¥ 75— Mt~
ZINMCHE L7206, Eiiza L CEEAC
AJ17 # — 24 (patient-self complete form :
PSC) #EEITHRM L7z BE I EMA S D
WE %2 FICHEMICPSCIZRA L7z,
4. EME

DSP OMH OIS & Em A E
MZEAMER S iz BRI OF T4 » -
T — FOEMER, ERoSEsE
MW 2 A7) —F—, BLUOBLET5PAN
BEIIDOVTRAT 572D PRF TR S,
A7) —F—OEBANFZRET B EMOH
W GoUeRl MR, 1P HICBELTWS
PAHEHER L L) Thoteo A2 —F—T
BERIEHE 2 i 72 U 2z R R 2SR A T I L 72
BHEF O (PSC) X 3IHH THER S
TWize RIAETIZLLT OIEHE DWW TN
L7z

EERBIEIAIEHE (PRF) : 1) PAHEZE TR (K
B - AR, 2) EERTEEETETR, 3) BB oS
WK, 4) ZWrk L OPFAERKRSE, 5) 2B
T OGHATRRI AL S T2 PAHZEE, 6) 2T
BIOREROFHY A 75, 7) BEERE

BEMZEHE (PSC) 1 1) BH S ADKAK
T (PR - A - wE57IR%0), 2) PAH O
K, 3) HAESFFEMN QoL (EmPHasis-10)

PAHO KR/ D5 5, D or T-PAH,
CTD, HIVI&4«iE, MIREJUAERE, CHD, B
L O HAEC B L Cid, APAH:LTE
Lz,

ZWEEOMAT L LT, RHC, LT 2 —A,
6 R ATHEEE (6-minute walking distance :
6MWD), i A5Hr, Mitknetds, #5 -
Myt ¥ 57 7 &, MR o FEitHE & % i
L7,

T2, BB E LTIE, UToRBICH
LCEMA»OEMmZNEL: - 7LV F -1
Bk, WiE, 7 NE—ERERE S, 1SR,
PRI RS, BRY — 7, PidE, IR,
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SR E, 9 - Mtk OARS, EENIREE,
3LV AT °—)VIIE/ MR, SIE, O
MEZE, RRMERE, MERE, € OMo.l
MAERE, BEEE, PSR IIHEERF
BB, iR, ERE, &EMEE (A
Miws LY v EE2 &), Mk (EEo
5 A7), ERERIEES, BEIHED W
BEPRI, BUEAUHED D HHERE,
VOhE, HEEBIEEHE, AIDS/HIV, SRAEVER
B, R, TVYNA IR, ANEE, FRAVE,
I O%E, LRMUALE, W, S—F v
v, BAENZE, AEOHRREE, R 213
TRORE, BHEE, VT ERE, A,
fEPIBEE, A

5. fRETERT

B D & 5ROV TRt % 5
L, BEEERBIOHEB Y — VB (HAF#
I, 2KIDF LR, SHIBEIERERE, £ 7-
ESCHRREEE) 1R LT dERERICOWT
&, BRI, RREEEAE, P, bk
fEzHEHL, 77 TVERICOWTIE, BH
B Bl S—trr—VEATFT)ITEI
HH L7,

W2 & BB RS B S A R & R
R 5D 72O\ R aHT 2 7z PER#R DL,
2R EOPAHSE (BIF1) % w56
CEFEL, 7ALVANTaYy ME, BIRE
N7 RIS 5 Cox AR Hr D% H & &
TUCBYEg A2 — It (hazard ratio : HR)
(oW & BF R B bA & C o IR IS B )
WZEEDWTHEII L, AT G B AT 12
BRTRTOIERET— 7 > T 5 EBHE
1444, Lizs AN %2 &0 Tl 4E DA
BB DRER U7 IRIC DWW T, B & B
OB H 6 & OBk HHINE L, MEDE
fili & BE O THHT < X 9 ISR T2 AL
7oo BEE, EREEALTW 5SS oLk
DFERY) A b & BEMTOERIUILE LD
DEMEH LT, HEHROPAHDRERE Z0DH
JEEE 285 U7ze BB & ERi2 i L7- PAH

44 (888)

DIFERIZHT T % kD —3 2D Tid Cohen
DIMEAH v 8 () BT ZHEH L TEHE L7,
FENTICIE, RIS 3 Bl 258 T L7 B
DT =5 DREEDI,

TR T OFMNIZ Stata v17.0 (StataCorp.
2021. Stata Statistical Software : Release 17.
College Station) ZfHif L7z,

st
I+ # 5

1. AELEEMBLUHREShEBEOES
RIFE TR G & 72 o 72 DIIAFBI S
544X OEN TEBZNFL : 264, MR
WE: 144, Vo~ FNE44) THES B
i & 258t L BERB L OBHEOREE
R1IIRT, EiosHd L7-PAHER #1814
OWERIE, TPAHZ2S130% (71.8%), HPAHAS
4% (22%), APAHZ474 (260%) T -
720 TVEDEIEIZ575% & B X ) BT iEho
720 PAHEE OREMILEEIL, 48.6%H3F DA
(R AR, Bk (90), R/
Wk, 2, — W/ AR SRR ) 12
FMTHEERZTEY, 348%IFPAH DR
BZUIRDBE TN A DEFERL/N— T [ 4
BT LT\ e, RS S 20 I
BI#H178%TH Y, FIHFEHIL5827% T,
65 L EAY45.0% % Hd Tz, SR B
RLUZZERIAD S SN BB IITIATD
0, JEFEEIIIFRERNEA80 4 (468%), 1
BRENE2T79% (462%), V7~ F NEH
12% (70%) THolzo BRI ENTHLHE
HE COMBAHO 2 REBEIZI7THTHD,
TR O rh I flIX 204ETd - 720
2. PAHDBE/ING—>

EERRASHREE L2 B O PAHIGHR S Y — U %
X138 X UBIR2177T . PAHERICIE, PAH
B FAISCRREE & U CTRIRSE, BRI,
PUiEE 3B X OB/ MREEATIL T ST w7z
(LR & PAHEZ PR L T2 BE 1TV
Lo 72)e MEREOEE XY — VB LNE
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F1 FERi» WG SNZEFOTR

n 181
IPAH, n (%) 130 (71.8)
PAH ® 43
HPAH, n (%) 4 (22)
APAH, n (%) 47 (26.0)
n 181
L2 o O
whk, n (%) 104 (575)
n 181
TNE A LEE, n (%) 37 (204)
T 2N— T Z A4 L, n (%) 26 (144)
738, n (%) 30 (16.6)
Z oA BIRAURIER T, BT (0), JSEd /MR, 88 (486)
2, — R/ AW AT, n (%) ’
n 178
SEHME (%) 582
A 18~647%, n (%) 98 (55.1)
65~747%, n (%) 53 (29.8)
75~907%, n (%) 27 (152)
n 171
) MR EREE, n (%) 80 (46.8)
ZIR A
EBRZFNEL, n (%) 79 (46.2)
V< FWEL n (%) 12 (7.0
n 157
O oy | T GR) 20
LHE (R (4F) 465

APAH : &M D BEBIIRVEM &5 T4, HPAH : S AVEMEIIRVEM & M 5E, TPAH @ #:5E1%

TS MR P M 25 MUFE S, PAHL < BRI 55 1 9

P SN2 PAHEHE O R L LT, 7T18%ASIPAH, 575%4 KM, TIHEMSS2MTH Y, 1T
tr B L OEBRAR AL Tl 2 20 2 BEDL C, BE» HHRA T TORRMIZ204ETH - 72,

ol BEIIIT24TH Y, 564% (974) 7°
HEE, 233% (404%) 23 2AI0F IR, 70%
(12%44) W33#IPFMIFE:, 2L T134% (2344)
DR E 2w ([B1-(), 3lFE2]),

PAHERRGER ORI ST — o, BHEK
AR5 NTW/2HPAH # By CTHRE 2K LT
BThHY, HHEEAIPAHT591%, APAH

T512% L R%Th -7 (K1-(A), FIFE2),
BN Y — VB0 PAH BRIR 3 & G-
HIEDSATZE L TIZ, PAHEZ KD 442%
PO EEECAELTBLT, 557% 34 %
CEH1o0fFREEA LTz (BIFR3).
[PAHBEE T, PHAREDOLZVWEELD D
PAFR B Z AT 5 B CHABRE S EIR S
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(Aa) B ADBE/NZ— 2 (2PAH & L UERRS5ER)
(%)
100 -
13.4 17.1
. — 25.0
80 F 1 o =—2.4
233 053
ol V2 ' 256 2913
40 250
56.4 59.1 512
20 -
25.0
4 PAH IPAH HPAH APAH
(n=172) (n=127) (n=4) (n=41)

[ ] (n=97) 2HIBE (n=40)  []3#pFH (n=12) [ 35k (n=23)

B) PAHEDRITAIEAEIE (26 LSRR/ (2 —2F)
(%) 1000 1000
100 925925 909
80 740740
6o | fd e
ul 474 464 OO
40 - KX OO
20 - :::12.6 g . .
S VT =131 31 49 SRR LEIPY S 25 oo i
0 - B 10 Sl . = o
£ HiF 271DFH 3#IDEH
(n=149) (n=97) (n=40) (n=12)

[ JERAs  [*INOR#H (PDE-5i7:13sGCs) [ PPA (RI13) A PPA (k) [l PPA (WA3)

©) SAEIED line of therapy BllIC R 7= (D) SHERDARE/INZ — VRIICR /-
(%) BENE -0 (&) (%) line of therapy (# 77 IL—7)
100 - 100 - L
80 - 350 40.0 80 - %
13.7 43.6 25.0
60 - 60 -
680 ons 100.0
40 - 655 40 -
. 60.0 58.3
20k 20 F 48.7
20.0
0
1 iR 2B 3B HiFl 2519 3#IDEH SRR
[ ] 8 (n=96) 2RI (n=239) (n=96) (n=39) (n=12) (n=22)
L3 (n=12) [ 3cHE (n=22) [ ] 1 kit 2uiam [ st

APAH @ AAHENTPE D MENIRVEMG e G Eladons, & D IRIRAS Ay A v 2 gesE,  PIIRIETTHESE, o RIEL
P, MR HAYE), ERA @ =¥ N ) Y240 kEihudE, HPAH @ BAVERTBI AR PEA = MUEE, TPAH @ RESETERGBYAR
PER SIS, NO @ —Refb=8sR, PAH : MBI IRVENG & MESE, PDESI: kAR T 27 7 —E5MEHE PPA : @I
W7 aRAYHA 7)) ZHRIEBEE, sGCs : WS 7 = VY 7 7 — Y HlHH

FREG 23 Hity L 72 % O AL O PAHIRHE S & — 213, BIARIEAT564%, OFA#L23303%, SCHF#Eii3134% T
B oA FHIOWTj /85 — > Tik, HHIFEERE DS X O 28 DESERE TR ERA REI13E & NOSRAE LTRG24
FOEZ O T ize 3HPFHIRERETIE, ERAMIIE + NORMEITRA + PPARITEHEOMA G DI X 2 0K
?909% & 7% o 72(Bls. LIKIGHEDHCIFHAEE (655%) HWR% TH > 72(Clo

1 EEsy — v (B

(890)
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£2 BWiH O MKHOEHRIHNLT 50

I Gff | Lwirle | 2% SWiEM | ARBLL
J R R 169 139 25 5 0
Bl ko | VPSR | 96 (568) | 9L (655) | 5 (@00) | 0(0) | 000
R B | SAIOTRIEEE | 30 (231) | 19 137 17 (680) | 3 (600) © 0 (0)
(ine of theraby) " e | 12 (70) | 7 (50) | 3 (1200 2 400) | 0(0)
CEMEBRE | 22 (30) | 22058 | 0(0) | 0(0)  0(0)
n (%)

LIRWEHE UCTHAFEDNS LN TB Y (655%), PAHIEIZ X 2 000 HI#6E: (LkiGH) 134k
D187% CHIPEH137% & 3FIPEH50%) Th -7z,

Tz (42.7% vs. 574%) (B1%3). APAH
TOHAPFEIZOVTYH, PHFEREDO VR
HE U EE AT 2 BE TOWNHEEH
L, R3fEoECYEH -7 (BIFR3). 2HIPE
FBEEO MG EICOWTIE, [PAHBEET
AR B O A I BR R MR EOEIA T
W7 ST W22, APAH BH TP E
AT HBEICE NI Tw7z (BIFRS,
A1),

YRR 23 44 B 2 (n=149) T
W EN TV PAHSEDOSE A W2 L, HA
LTI ERAFRITE & NO SRR 8] 28
FRZENRHE LD, 938%% Z D2%H
DEFHED T 720 AL 2HI B HIFREERE
b EET, ERAROIE + NO SRR OEA O b
2385.0% % Ho7z (BlF2). 3HIDEHIBERE
TIZ, ERA LI+ NO AR LA + PPA
CEEDORA G DI L BPEHAT909% & 72 1),
PPA DG REBIZOVWTIRIFEAEDEE
TRIOFENBIEN Tz (K1-B)), AR
FEBERHE % & IR S AT 41 %,
2P LT 25%, 3FIBEHRERETII%
D DR ENT2DAT, FIZHHENT
Whhoiz (B1-(B)),

WIZ, BEDFERFICZIT TOHEDN
Wi SATR E OBEHEH M T 5 A (line of
therapy) % ¥ & 724K %2R 1-(C) DB L O

K2R T o MHEZBIFTE 7216940

BEDIL, 1394 (822%) 731 KB % Hk

BLTHY, 254 (148%) (Z2WiEH, 54

(30%) IE3WIBIHTH DI LD Gh o720 4

WRUERHE SN h ol 1REHOHT

AR (914, 655%) DSRETHY, K

WO (224, 158%), 2%IBEHHE:

(194, 137%), 3%U1#)fﬁ#$iiz (74, 50%) O

ETdHh -7 (B1-(C), F2), Line of therapy

EIJ By =D \%ﬁ%pﬁ«%k A, PAH

X IR (LRE#) 1 &ko

187% (2#I9:F 13.7% & 3#IPEH 5.0%) Th o

72 (F'2), K1-O)TIXiEHE/ 87 — U HlD line

of therapy Z /R L THB V), HAWERTIZ

94.8% (91%) 251 WRiEH, ¥%052% (B%)
W 2WIEHCTH -7z 2K BE LR CTIL487%

(19%44) P31 KiAH, 436% (174) H2Wik

W, R0 T77% (3%) H3WEHTH o720 3

#IOF B TETI1E583% (744) ﬁ)l(ﬁ((ﬁ#?

250% (3%44) HS2WiGHE, 167% (24) »

WEHRTH -7 (K1-D)),

3. PAH OB &EMEE b L UZHEHRE
FERliASPAH BE 2 2 Lk O R B &
LZWREICAT - AT 228 L UM% 3

[ S
DRSZOEMEIZOVTIE, BESKRD

470% A PHE M ik % 2% LB Y, PHHEM

(891)
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(a) SAERFICEEIZZ L VW PHEMER/FFEMBEDEES
(%) (ks L VEE/ Y2 —5)
100 -
26.1
80
53.0 56.7 60.0 58.3
60 -
40+ 73.9
0k | 470 433 40.0 417
EEII Hi 251BEH 3HIGEH B3N
(n=181) (n=97) (n=40) (n=12) (n=23)
[ JrpHEMGE [ PHIER MR
(B)
(%) AEBFICEENZZ LTV EREREE (s LU0EE/NZ2—5l)
100 -
_7 o 05| 166
: 275
80+
46.8
60k 57.7 50.0
i 83.3
40 70.0
46.2
20 - 33.0 40.9
0
EEI Hi 2%IBEH 3HIPEH B3N
(n=171) (n=97) (n=40) (n=12) (n=22)
[ ]mEsmemdt [ pemesms [l v ~F0W#
©
(%) EEAHRE L -B2HREDEE (245 L VBEE/ X2 —5)
100 -
801 LI
60 -
10+
20+
0
I HiH| 2%1BEH 3HIPEH SCFERE
(n=163) (n=94) (n=38) (n=12) (n=19)
CJreC  Edoxa—m# [ 65 Mt LA R 5T
B ket B A - iy v a [ i

PH : Mg mIEsE, RHC : A0 7 — 7 )V kige
X DB X TR A R T o

SR OB M EEIC oW TIE, PHEMMERE S L OIEE MG & b ICEHA X IZFBRE TH - 72(A), HEHIZBVT,
HFH PR R 2> & DT EI G 258 b B2 5 72(B)e IR H 0 9 5, RHC OE 3387 b %58 2 %
IZONTHREEBE G L R, SHGHHHERETIE100% TH - 72(0)s

X2 PP BRAOEEGS X UBEIORE (EHL)

(892)
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K3 JHHE SWIEOMALH B & ORAMILE Rk & HAR)

BHEI | WAL i s SEHARIATE
) n 181 97 1 40 12 23
;ffg.g;fi"%ﬁu o (PHUPIGE n (%) | 85 (470) | 42 433) 16 (100) '5"(4'1'.'7")"'3"177'"(7"3'.65""
PHIES P, n (%) | 96 (530) | 55 (567) | 24 (600) | 7 (583) | 6 (261)
n 171 97 10 12 22
- ERENF. 0 (%) | 79 (462) | 32 (330) | ééﬁGb.b’)m"'idrriéé,ébm;Nﬁéﬁddé')"”
WAL, n (%) | 80 (468) | 56 (57.7) | 11 (275) | 2 (167) | 11 (50.0)
Vo FIE 0 (%) | 12 (70)| 9(93) 0 1(25 | 0(0) | 2 (9D
n 163 o4 3 1z 19
f’%{%f”?”ﬁﬁ 140 (859) | 72 (766) | 35 (921) 12 (100) | 16 (842)
Dra—iA, n (%) | 151 (926) | 86 (915) 33 (868) | 11 (91.7) 17 (895)
) 65 IIATHIBE n (%) | 87 (534) | 42 (447) | 26 (684) | 4 (333) | 12 (632)
2 W IR R AR o | |
ML A5, 0 (%) | 103 (632) | 62 (660) | 25 (658) | 4 (333) | 11 (57.9)
WibknERE, n (%) | 138 (847) | 74 (787) 35 (921) | 7 (583) 19 (100)
*%5;‘ ;i“”;ﬁ 4 o (%) | 60 (368) | 29 (309) 20 (526) @ 3 (250) ‘ 8 (42.1)
MR, n (%) 149 (914) | 83 (883) 33 (868) = 8 (667) = 19 (100)
I
NT-proBNP
(pg/mL) ‘
n 25 18 5 I |
LW T | 23 | 218 240 260 200
B mmm || BREE |20 | 17 12 00 00
i | (em) n 25 18 5 I |
WA gm0 192 | 185 | 20 | 230 | 180
i {2 31 32 17 00 00
n 22 16 2 3 1
wws s | 99 | 98 . 60 123 120
il XL 4 4T R IR 6.7 73 0 57 4 51 00
(Wood units) n 22 16 ) 3 1
e | | 45 | 43 . 40 . 43 100
B 17 11 28 15 00
(F25<)

(893)
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(3 MaixtFi e ZWRORETH B L OMAMILE GOWiE L RHAR) ooo%)

etk ﬁ%ﬂﬁ%ﬂfﬁﬂ 2y i iﬂai‘%‘#ﬁﬂfﬁ

n 24 16 3 ‘ 4 1
By | | 27 | 126 | 167 | 108 100

LRI B 78 61 147 107 00
(mmHg) | | n | % | 6 o4 4 1
W | vem | 79 | 43 70 | 80 79

TR R 6.2 9.0 79 0.0 6.2

n 14 11 1 2 0
Bl v | 26 | 25 . 20 | 35 | N/A
Bloms || BORWE |07 | 05 00 07 WA

i | (L/min/m’) n 14 n 12 0
WA |y | 31 | 28 . 30 | 45 | N/A

TR 0.7 0.4 0.0 0.7 N/A

n 35 17 14 2 2
s [Pom | 2671 | 2677 | 29005 | 2025 1625

65 A B 1 1100 1127 1108 | 672 | 813
m n | % | 7o o 3 2
wa | wem | 355 | 3222 3 965 ””” 4360 | 2310

PR 2 113.3 1165 98.7 60.6 69.3

BNP : itk U 7 2 FRARTF 8, N/A 0 #%%7% L, NT-proBNP : Hv_q TEF Y '7 A%UE’(’\T')‘ AT BEAR N
W77 A+, PAH: Hﬁiﬁbﬂﬁt’l&ﬂﬂi%mEa’“ PH =« Jilf 45 1L FE A

PAHGBHIZ, &ROBHICE T, PHEMMEHRT47.0%, FHMHEHT53.0% DE G TEBI T,
DR OMAIHH OFEEHEE, T2 —HA926%. MEMRAILA%, flbh T —T VA 85.9% DIH T
75’0 720 MR X UNRRAR IR O MASHT RO —ERASNT S 720

Misk B & OFEH M hiRe & ICHAIZIZIZRAE RO A I A o, 27 F 7213 37
fi“*“C“ﬁ)of: (R3), HAFEOMITIX, M PERIFE IR RN F A ST S Tw 5 H
iz (43.3%) <‘:.3|5$F%ﬁém (56.7%) DOMF; GaE < 2% 700%, 3% :83.3%), HiAl
[ Efoﬂt (R2-(A), %3], PRHBEICHL W iﬂ?'ﬁ%ﬁl’ﬂﬂﬁ‘%@ﬂﬁﬂ’*ﬁfwj%“@
“C%)Hﬁ@@mﬁ‘ﬁ%ﬂto (K2-(a), %3] Kb ENo7 (R2-B), F3)o

—77, ZEEEICBL T, ﬁF‘iﬁm X TOHL BT O BAT %ﬁmlﬂwﬁﬁés WRT . B
JrEAHT39% & Eh o 72 (R2-(A), F3). iR AT H % R C & 72 % 163 44 O MR 1A

éa\{ZRTLiERAﬁDa?etNO,-ﬁﬁD%ﬁU@Z:ﬁ Huplo% i 41, RHC 859%, LT I—H
MOEHNZ RIS (K1-B)), PAHZE 7£926%, 6MWD 534%, LA A 5547 632%,
W) 235 — oo PH 3 P ftiEk & FEE Rk o Mt REMAE 84.7%, A - ML v F 27 5 A
HEWIEIFABETH -2 0D (FRI), 368%, ILiE#MAE914% Tdh -7 (F3). RHC
W% H LS & 5 PAHSEML ) 8% — ¥ D DYpty, HWFIERER (944) TIL766% 0%

E7dro7ze —Ji, WY — YN BUBRAEEZTTEY, EHFHBD R 5

(894)
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oM THMAE_EHESHL 2D, 3HIGEH
FEEE (1244) TlX100% DEEDZ ORI
ZAIF T Wz, LTI —EIZOWTIE, 27
PrEAE (384) TOENEFHA1X868%, H
FIPEEAREL915%, 3HIPEHBEAREILIL7% T
Hotz ([B2-(C), F3)o —H, MIEHMAIZH
LCid, HAERHTOFEEEE23883% T
b mE <, EABERBDNE 2 5 12 o TRAS
FERiFE AL 20, 3FPRHE SR TIX
66.7% & %o 7z (E2-(C), %3]

WL L OREROMRAEKFICELT
&, AR EF B Y ARRA T T FRTERA
N7 7 A~ Mg (N-terminal pro-brain
natriuretic peptide : NT-proBNP), /[»TI—
TEH L7245 HifK, % L CRHC 25157 ifi
Mm% #Pt (pulmonary vascular resistance :
PVR) L F¥ARETEL L OUMRE, 6MWD
WZOWTT— ¥ 2T L7z (R3). MAEMHD
SEIME & GO b EE K (DU, FH)
&, ZWiF oM NT-proBNP 315009 pg/mL
(2944), IARFOIH NT-proBNP 35276 pg/
mL (31%) TH o7z HBEMHED T E L
FWHE2 22.3cm” (254), #WAREA19.2cm’
(25%4) THolzo BhFORACH FLIZPVR
AR 9.9 Wood units (WU) (2244), “F3
fEEA 127 mmHg (2440), OAREAT26L/
min/m’ (144) TH Y, WERHIPVRA45WU
(22%), FHALEEEHLTImmHg (254), L
A 31 L/min/m” (1444) Th-720 6MWD
ONIMEILB WA 2671 m (354), Ak
A3355.5m (36%44) TdH o720
4. NYHA-FCE LU FHEDY X7 3ED2
WieEh 5 DEAE

PAHE# 181 % DB Wiy B X OF Ay D
NYHA-FC B & OVHREREIZ IO W THRD )
A7 EER3B L UKRAITIR L7, BES
KCTHRALE, ZRFFONYHA-FCIZOEF -
FMEDOBRENTION (R4, R3-(A) 25D
TBY, VAZGEHETIITIAZEEI RO
BEADPEEKD691%TH-72 (F4, R3-(C)o

M7 T, WAFEONYHA-FCIZ, TFE (481%)
EIE (470%) DSR2 (R4, K3-(B)),
VA7 HETIEY A2 (61.3%) &Y A
7 (337%) ARG E D (R4, K3-D)
L72h o TREEKRTIE, AARICHEBFEHEE
RV 27 OER - #EFF) CFEHELTW- B
FHOHEEII613%TH Y, HHEEZIT 06D
hy 27 DL EEFHTE N T BF O G
376% Tho7- (F4, E3-D), RHIFERL .
B8y — Y RIONYHA-FC &V A 27 538D
AT ARTAER, PRIy — 12
MR I3 AL DBHE S NYHA-FC 1T
FTEEICHY L Twzas (R4, K3-(B),
YR 7 TIHBEHEDRY X 7 % 3E5 -
FELTWEIG1L, HANRHREL649%, 27
DEFREBEDT40.0%, 3HIDF RS 50.0%
Thoiz (T4, E3-D),
5. PAHEZ AU =6AEEO R LR (CE
HEY5HRF

NI LB R T — 5 2 H$ 5 PAHBHK 144
LOF—% % L1, X0 o PAH b
WO EEEDDH L HTI22WT, HR
EEHX M ZR4IIR L, R A7 BE %
FHRE L7z, X0 R oft H#ERBO HR X
Y A7 F203EmY A7 LM S BET
ZNZEN3T75 (p=0031) £ 1120 (p=0.001)
THY, PrASEEZ RGBT 52 L & B
FTAHRTE %o Tz —T, AR5
D124 HUNOPAHIZ X 5 AR (HR:
056, p=0.049) =, LIEH, BERIE, HOGH,
AR, MR, F 7 P SRR R
EDOHAEEE (HR : 052, p=0034) i3, X
D B oM AEERBE AOMEE D ORT
THol2o NYHA-FC MEMETHHZ &3,
FC DEELITF &9 KT & bk L CTHp: A%
ERBOE B ERAT L3RR R h 572,
6. BEEM(f QoLAE

PHOBRBINEN ZEERET 7 NI 20D
615 T & 5 emPHasis-10 2 2 77 % T
BTOQOLZFHIi L7z (Rb)o HEFAITIZ0~

(895)
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@ LRI NYHA-FC ®) SBEED NYHA-FC
(%) (%)
100 - 100 -
90 . 90 [ [reere:
80 - 80 |
70F 0
60 foee 60F |°
50 [0 50 ferener
10F I 40 +
200 il 20 -
10} 10
2k HH 25 3% XHF 2k HAH 2% 3% X
(n=181) (n=97) BEH R WE (n=181) (n=97) PHEH PR HEE
(n=40) (n=12) (n=23) (n=40) (n=12) (n=23)
[ BJor [Jug v [l [Jog o P
R
(© SUFEED PAH U X 7 948 (D) EEEDPAH U X 7548
(%) (%)
100 - 100
90 - 90 [ [ratese:
80 F feees 80 |0
00 |- 700 e
60 [t 60 [
50 [ 50 -
40 40+
30 letanees 30 -
20 |- 20 -
10+ 10
0 ek HFH) 2 357 XHF 0 2k HFH 2 3 XHE
(n=181) (n=97) B:H Bt HEE (n=181) (n=97) B:H Bt H i
(n=40) (n=12) (n=23) (n=40) (n=12) (n=23)
) B [ L B Ols WA
D) a7 okifidbb B =m

NYHA-FC : =2 —3 — 7 Ll ikie s, PAH ¢ iB)IREMG & i AE

AR, B SY — VSRR (B LA EDOEEAPNYHA-FC TG TEICHYE L Tn/zgs, i
VAZIZFEL T BHOHEII KD 613% TH 5 720

X3

S50 DFEFHCEMI S N, A 27T LA
HHE L (QoLAMEWY), kR a3 713 LA
2 (QOL AT & ERT 5",
Mt RRR O b & HPE o HARTEEPAH K

(896)

BWiH L AR ONYHA-FCB L UTFHOY A7 5504 (ERiHE)

HDH L, RKFAEOWHIESIMICIFZEL, PSC
WZEENEQLARICHS BB THIZL -
FF109%TH o720 TP 1094 D emPHasis-10
DAATFHHEIZ192TH o720 HWINF —
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R4 DHERICHESCEHEEB IO TFHROY X755, &6 CICEEOHE LR aH
WEAlk | WA gy | A SHH R
n 181 97 40 12 23
)i 22 (122) | 13 134) | 2 (50 | 1(83) | 5 (217)
G o | 8 (470) | 57 (588) | 15 (375) | 1 (83) | 10 (435)
NYHAFC, [t S B
n (%) it 56 (309) | 22 (227) | 23 (575 | 5 (417) | 4 (174)
vE | 9(50 | 3(3D)  0(0) 5@  0(0)
B 9(50 | 2(2) . 0(0)  0(0) 474
n 181 97 10 12 23
AR B 87 (81) | 52 (536) | 11 (275) | 2 (167) | 17 (739)
NYHA-FC, | 1 8 (470) | 41 (423) | 26 (650) | 8 (667) | 6 (26.1)
n (%) mE | 9(50) | 4(4D | 3(75 2061 | 0(0)
WE | 0(0)| 0(0) | 0(0) 0(0)  0(0)
n 181 97 10 12 23
i 15 (249) | 26 (268) | 4 (100) 1 (83 | 12 (522)
LI | 98 (541) | 61 (629) | 24 (600) . 4 (333) . 6 (261)
l) A 7§3\ﬁ, ,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,
n (%) % 27 (149) | 6 (62) | 12 (300) = 7 (583) | 1 (43)
xa7RE| 1(08) | 1(L0) | 0(0) | 0(0) | 0(0)
wmo | 10 (55 | 3(3) | 0(0)  0(0) 4074
n 181 97 40 12 23
A 5 1 111 (613) | 63 (649) | 16 (400) ; 6 (500) ; 21 (913)
Py k. 61 (337) | 20 (209) | 21 (525) | 5 (4l7) | 2 (87)
n (%) W | 7(39] 3(3) | 3(75)  1(83) . 0(0)
AW | 2(L) | 2(20 L 0(0) 0(0) . 0(0)
n 109 66 % 7 1
P 1fl 192 199 200 174 146
?2§g?ﬂo Min 00 00 20 50 00
Max 460 430 460 300 330
1t 108 103 118 99 115

NYHA-FC : = = — 3 — 7 .0Eip it 00

FAEE, BN — VIR IR LA L OBEDPNYHA-FCIE T I TEICHLELTEY
) A7 IZEGEL TW 2 BEDOEB I ERD613% TH - 720 EHNY =V NOY T TV —FT
b QoL S o - DIZFHEIETH 0, RO TIHIPHTNEERE, WAEERE, 2 L C 2/

WIEHONATH - 72

(897)
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ftRBRARLE & TR

VA7 58 (vs AR A7)
[ 3.75 (1.13, 12.49) p=0.031

) 27 f ® f

[ 11.20 (3.01, 41.70) p=0.001
=4 f L 4 {

[ 1.61 (0.79, 3.25) p=0.188

NYHA-FC MELL L (vs. TEERLT) e

0.56 (0.31, 1.00) p=0.049
P R SR T T ———
[ 0.52 (0.28, 0.95) p=0.034
BEEEA, (LR WA/ M/ 028,098) p

HE P B/ i i, /COPD) ‘ i ‘ ‘ ‘ ‘ ‘

025 05 1 2 4 8 16 32
NHF—= N (HR)

COPD : 12 MEPAZEMEMI¥EE, NYHA-FC @ =2 — 3 — 7 LIRS aeo 8, PAH : WEhIRTEM: & 1

AR T =% (BWiREO Y 2 7558, NYHA-FC, AREE, HHFHE) B X ORIG5> OB’ o
T— T APAHEH MM DT— 5 % b LN 2170720 ) A7 £721308 ) A 7 OFFllGF IR
ERCHIAT 2 2 & L L TWw7eAs, PAHICX 2 ARIBRUHEREL O L1k, & 0 R o B %M
HERADOHEZRTE T Th o7z BEXMHZ FHIMAIRT

54

X4

YRIDIHT TN — T THAE I D QoL A%
MoleDXEHFWERHTHY (11%, 23T
SEHE 0 14.6), KT 3RIBEERE (74,
AT 174), WHPEEEE (664, A
a7 ME 1 199), & LC2AIPHHIREEEE (25
%, AATFHE 200) ONETH - 72,
7. BELEEMOERIHZBOX v v 7
SEROBEIE B X OVHAEFE IR 5 Pl & R
HORBO—FMA c HEHC X VEFL, X5
R L7z K BREZ 1A —3%, —14°
SEEBA-HERLY, REMFEVIEE—K
AR, BWIEFEAR—HTHLH I LEEHR
T 5o RN OREE, KIEICDWTORERD
ACTREZ—EPREND 0D, 2RI
BROAR—F DL A oh, OFOFT7 /7 —
¥, THOFEZ EORERICOWTIZER &
BEOMTHEEO—FHBHA SN (K53
FN) o PAH O— Y 22 EIR T B 2 LD
IR EE (k =0.34) F 721357 VR O I PR 3
(k=031), I -BRIE (£=033) %B&

(898)

WA SO R E T oM & EDH 5 HF

X, R EFy, W, EE, A
k72 EORERICO VT ORBIIA—FKT
Hotz (R5EHN) .

Im* % u

AIFETIE, PAHZBEL TV AERIB X
OZDBEENFIZ L EETRED 7 — 7 H
5, AIOPAHIGEICBIT HIHHIEDO NS5 IR
MRHEIRAHOFEEOM 2 ATz Z Ok
R, SrkzEYE (BHR, HOHEMER L)
DR & i % 21 T b PAHEH 181 44
DEHRFEEY IR 5 LB TE, Kk
TR ATINED IR AR EEET-
TWiRWew, FiEmwm AR 5 b Do,
WEDY TV —V FIEF AR
HRTEHMOEHNPAHEEZ OERESEL Z &
WTE, 61, BEOHRBEERL QL, K
fili & JH OREIRIZ 3§ % FBRk D — 3 2 X,
FER-EE OOy v THHEAETH I L
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It (Hypotension) k=0.66
[VE®nF7 7 —+¥ (Cyanosis (lips)) k=0.56
ThcoiFhE (Oedema (legs)) k=0.48
JEH - R0 i7E (Oedema (ankles/feet)] k=0.43
MR & (Chest pressure/tightness) k=0.38
L O K ¥ (Dyspnea at rest) k=0.34
Wi - BRIE (Fatigue/tiredness) k=0.33
Bt (Heart palpitations) k=0.33
BRI (Abdominal distension) k=0.32
Wk (Cough) k=0.31
FiERE DI R (Dyspnea on exertion) k=0.31
®»F v (Dizziness) k=0.30
T PEFEIL R 3 (Chronic dyspnea) k=0.27
59 (Abdominal pain) k=0.27
B L & (Difficulty breathing) ‘ 18.9 l 24.3 17.1 k=0.26
JEBYH A HEOILT (Reduced exercise tolerance) k=0.26
g3 (Chest pain) k=025
HHE 1) 2% 4\ (Regular clearing of throat) k=0.15
AR (Decreased appetite) k=0.12
EOTTTTTTT T s (Hoarseness) k<0
JEEBOFNE (Oedema (abdomen)) k<0
Il (Wheezing) k<0
#8739 (Asthenia) k<0
A#R (Arrhythmia) k<0
Z oL (Other) k<0

1 1
40 30 2

1
0 10

0

| | | J
20 30 40 50 (%)

WsHOEE
[JEmiowtosn  [C]wards [l BFHo &z

KRB D — ey 7 35 8E  081-1.00 ; B F 721313 IFE AR 3, 061-080 5 BiF4—3, 041-060 ; O —3,
0.21-040 ; 2% —3, 000-020: b¥hk—, @AM —FK%L
PRASH %2 & 4T 4 B LN I BB DSREER L 72 EIR IO W T O Z i & BREOZNZ N5 L, SR
B X OEAEREIHT 2 Ell & BE OO —FMEE cENT X 0 FHI L7z KIE IS DWW T OO A TRIF2—3
DR S NTZA, EERIIIEEROAR—FHHDHE TH - 72,

1

5 FHACHT 48 R DA HREER L 729 RO S d5 K OVEERE FE 0§ B LR il & H o O RBRk D — Bk

(899)

95
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RSP LzHEE LTIAFMTH 5,
20194E Ol ES LT - Wi ER 4312 & B EN
IPAH/HPAHZ A A K54 2 T, %)
AT ThHoThH, HHPMEREBIRGE/E (World
Health Organization functional class :
WHO-FC) ML ETmPAPASE 75T
DFEINIEFI D4, PAHSE (i i 9155 3)
OB ED IR SN TV D05, AR
TIX1KIEH L L CHAREDSEHR TS A
WHNTWS LW REEPE SN (R1-(C),
%2), IPAH/HPAHZHEH 4 K514 » T3,
mPAP #°30mmHg #iiii, PVR72S3~4WU,
WHO-FC TEE, T a— TSI 2
DEBZOYAE, HAITORRE LB TR
EhoTwaY RillfEizdH 2S00, K
e HAHERE O BWIRFR AR R (PVR 2%
¥Cc98WU, M NT-proBNPH 2335 T
1284.1pg/mL) = EET 5 &, HHEITHET
B EIEEDSHVCEANE TN TV LI
PEARIE E NS (F3), JAPHR (Ao L
VAMY) OF—FI2XBE, 2016~20204F
2B SRS N7 PAH B 3158 D 79.7% H3 )
PHBEEZ T T’ Zomidix, B
PEEHARFIR O PH H P i %12 38\ CTRE#E(L &
NTWBHIEERLTWS, —HT, 20084
2520204 F TORBITHT — I XN— A %
272 Omura 5 OWFZEIC L 5 &, PAHIED
i % BE L7 BB 518 % D) b, A1 HiHI
FE2 272 E48136583% TH - 727 MIMIHE
HRE 2 HE3E T 2RI E 7 o 2RO T E T
¥ 2F 201542 HER SN THE DY, Omura b
DOWETIE, ZHURI OB —V & A
TW2 72 DA EN S RN Twizf
BEMEDE 2 o5, REIE Lo T
2V R FENTUREDOY TV T — b K7 —
¥ CTh Y, B E IR O W T OB
BIASBIMLTWABI LS, ZOMEIE—i
DOEHFFEAZT TR IEMR T YT ¥
A%WE 2729 A ThRBERFEDIIL L ATD
NTWLILEBERL TV,

56 (900)

HEFREERRO 2B E2RAL -
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Abstract

Background : To understand the current clinical practices and the disease burden
of pulmonary arterial hypertension (PAH), physicians and patients surveys were
conducted.

Methods : We conducted multinational surveys for physicians in cardiology,
pulmonology and rheumatology, and their PAH patients who visiting them for routine
care in seven countries. We targeted physicians and patients living in Japan.

Results : We analyzed the collected data from 44 physicians including their 181
PAH patients’ information. The mean age of the patients was 58.2 years, 57.5% were
women, 71.8% had idiopathic PAH, and monotherapy was the most common treatment
for PAH (564%) at the time of the survey. The New York Heart Association functional
classification (NYHA-FC) was grade I-1 in 95.0% of the patients, and 61.3% were
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in the low risk group of prognosis. The patients’ quality of life (QoL) was numerically

lowest in the dual combination therapy group, with a mean emPHasis-10 score of 20.0

(standard deviation 11.8). There was a remarkable difference in the perception of

symptoms between physicians and their patients.

Conclusion : Monotherapy was major, and there was a recognition gap between

physicians and their patients regarding the symptoms. Comparisons of NYHA-FC

and QoL scores suggest that the disease burden was higher than previously reported.

We believe that there are still unmet medical needs to improve symptoms and achieve

the treatment goals.
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SRR A ERAs + NO R #7#| 34 (85.0) | 22 (815) 1 (100) 11 (91.7)
ESGLAELE gﬂ;ﬁa ERAs +PPAs 3(75 | 274 0(0)! 1(83)
NOR#H] + PPAs 1(25 | 1(3D 1 0(0) 0(0)

) 2 (50| 2(74  0(0) 0(0)
L B 12 (70) |10 (79 | 1250 1 (24

MEUAEE | ERAs+NOMBA +PPAs | 12 (100) | 10 (100) | 1 (100) | 1 (100)

LIy 23 (134) [ 15 (118) | 1 (250) | 7 (171)
SERHEHEE |- e S

PAH ¥ 0(0) 0(0) 0(0): 0(0)
n (%)

APAH : #&AEp EIHE D MBI IRVENG & IMUEAE, ERAs @ =¥ M) Y 2AAbhidE, HPAH @ B{mE sk
Wi MUEAE, TPAH @ FRSEPEREY IR ML RE, NO @ —BR L% 3R, PAH : BiBIIRTEMI & MUESAE, PPAs @ 3%
Rg7a 2594 7)) ¥ 2B5AREE)IE

AR O PAHIRIR 3 H OWGHE S5 — ¥ B LA ORIy —id, BHEBAPRL N TV HPAH % K
WTHEEER LR TH > 720

64 (908)
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BIR3 PAHBRRGME & i 8 (BRATHGS)

2/IPEH

SHIEH

stk ﬁﬁu%ﬁ&ﬂ i e 32%4?42%‘5
n 172 97 40 12 23
EYEE 76 (442) | 38 (302) | 17 (425) | 6 (00) | 15 (652)
MkaR |17 |G | 3G 80 4@ 2(8D
2 19 (11.0) 10 (10.3) 7 (175) 1 (83) 1 (43)
oL | 25 (145 | 11 (13) | 8 (2000 | 1(83) | 5 (217
n 127 75 27 10 15
mL | 63 (196) | 32 (427) | 14 (519) | 6 (600) | 11 (733)
Mg |17 | B | % @0 50859 3600 167
baema |12 | 000 [ 0o 00 0(0)  0(0)
2 0(0) 0(0) 0(0) 0(0) 0(0)
SoBE | 1350 | 0(0)  0(0) L 100 | 0(0)
n 41 21 12 1 7
wL 10 (244) | 5238 | 267  0(0) | 3 (429
mn |17 |7 @) | e 3 @0 1000 | 14y
25 3(73 | 2(95  1(83) . 0(0)  0(0)
SoUE | 11268 | 2(95 | 6600 L 0(0) | 3429
n (%)

APAH : &R ISP S BBy IR PN S5 0, HPAH @ SRR B IR LG &5 0055, IPAH 4§

SRR B IRYE I 5 MU, PAH : FiBh IR w5 LT e

BHE 8y — VRO PAHBRR S E AR EOG MO G ICHE L Tid, PAHBHE KD 442%7%°

PHAFREBZECHLTEL T, 557% P45 L ID2DIHFRAZ A L T,

(909)
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PHFRERIDER/ N2 — >
(%)

80 -
60 -
40 -
20 -
0
BRfEEER PRERIE PRAEEER PRFRIR PRI PRFRAR
Y L Y L Y L
(n=59) (n=38) (n=23) (n=17) (n=6) (n=6)
HiF 2716t 3Bt
(n=97) (n=40) (n=12)

[ JipAH [ ]JaPAH [l APAH

APAH @ & Fl#E B RE 5 I By IR VLG &5 M0F 58, HPAH 58 £ 14 I 8 IR 2 i i 0 3,
IPAH : FEFEVEMGBYIR LN &5 MUESE, PAH < i S) R P4 25 0 S

HAGEERE TR B E A 2 IPAHEA 0BG, fHAREEZ A LR WIPAHEH X
DOET Doz, Tz, THAEBEELT 5 APAHBH OFIGE, 2HI DAL, B
PHEERE, SHIPFMMEREDIICE 225 72,

(910)

BRI PR E & PAHSEOHIRI (ERTHGE)

(ZHH : 202547 H15H)




