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REBWMLHHEB L UELSREHR
- KR D —FIZ AT DFmCIc R L 72,

1. Nakamura J, Tsujino I, Shima H, Nakaya T, Sugimoto A, Sato T, Watanabe T, Ohira
H, Suzuki M, Tsuneta S, Hisada R, Kato M and Konno S. Efficacy and safety of
oral pulmonary vasodilators in pulmonary veno-occlusive disease. Pulm Circ, 12,
e12168. 2022

2. Nakamura J, Tsujino I, Shima H, Nakaya T, Sugimoto A, Sato T, Watanabe T, Ohira
H, Suzuki M, Tsuneta S, Hisada R, Kato M and Konno S. Clinical and
Hemodynamic Responses to Imatinib in Pulmonary Veno-Occlusive
Disease/Pulmonary Capillary Hemangiomatosis: A Retrospective Pilot Study of
Five Cases and Review of the Literature. Am J Cardiovasc Drugs, 23, 329-338.
2023 (Reproduced with permission from Springer Nature)

« KifFFED —EIZ AT D FESITTHREL 72,

1 Hft E—, 8 —=. 5 FiE. b B, BR 87, Gk EE
5. R B, K . FH EfE. 5% 8 duiERYMEETICE T S
PVOD/PCH fEH D #iat
557 M H AN &I - fifaERrafifrie s, 2022 47 H 2~3 H. &EhQ

2. WA H—, iy —=. B HiE, b B, BR BT i REiEL E
. g E. RO . W EfE. AH L g . S 8
PVOD/PCH I L CA ~F =7 % L 7= 5 fEH| DET
o5 8 B H AN MAE - FifaiRE MRS, 202346 H 3~4 H, i
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(&% & B

fifiyE MAAE  (Pulmonary hypertension, PH) (34500 7 — 7 V#RE (Right heart
catheterization, RHC) 1C CEEHI L 7= LHHRHNENGL O A MTEIRE (mean
pulmonary arterial pressure, mPAP) 7% 25 mmHg A B & EE I L, Z DFFIK - JHEE
225 5 DODFIC/HFE X LT B (Fukuda et al, 2019), 55 1 B 13 it ENR M if i U
it (Pulmonary arterial hypertension, PAH) T, {i] & 2> DJR KT X 0 fliEhAR D 5k
., VET Y VIR U RR. WBRED LA 2/RECTH 5, mFTDOHNA
N7 4 v Tid PAH 12 T o ICRFEECEIRTE PAH. HRY) - V)5 FE1E PAH. #5
AR e e R M O B 7 & AR ISR 5 PAHL AR - BTN AE A O R
% $#2 PAH (Pulmonary veno-occlusive disease/Pulmonary capillary
hemangiomatosis, PVOD/PCH). 742 V& b 14: fifi i3 LA E 1 53 B8 & 41 5 (Humbert
etal, 2023), FRICFFMERLEENE PAH ISR 2 BBSEED I T LIHKEL T
B Y PHEHIPYE L TE T 5 (Tamura et al, 2017),

PVOD/PCH I3 FH D H A F 4 VIicTH 1B (PAH) ICH0%EINT W3
(Humbert et al, 2023), PVOD I3 KK O fliF#ARk 23 N EARMEL . AAEIgsE, e
WO AEEIIRERIEIE IC X 0 JA#HL, O F AMEICPAZES 5 WEECTH Y (Montani et
al, 2009). PCH 3 ififlBE \CfEfE 9 2 EMIE 25 A TEAR ICHGIE 3 2 WRE L T
% (Ogawa et al, 2012), JHEEFIVICIZE 7 5 S DD PVOD & PCH IZEFIRIVICIX
HBWNETH Y, Fl-—EEART T L EFEZ ST 5 (Chaisson et al,

2016),

PVOD/PCH I3 B L 7210 E 137 <. PHRIZAR TH 5 (Holcomb et
al, 2000; Montani et al, 2017), RARZIGEIZHFEHED A CTH % 23, ZWIRF O F
fpZz LIC KXo CHEIS L b BN &b E v, ZD7®, PVOD/PCH IZX3 %
WRIRIR DL SR E L INT w5, IFE, FifiERcdb s =R 7 v 27
J =V OEERE O H R (Montani et al, 2009; Ogawa et al, 2012), % H fifi %
JEIRFIC DO W T OHE b & 515 (Luo et al, 2019; Zhang et al, 2021), F72F 1
v¥F—¥HEETH S [ ~F =7 % PVOD/PCH I L =& d Ao b
(Overbeek et al, 2008; Adachi et al, 2014; Nayyar et al, 2014; Ogawa et al, 2017; Sato
et al, 2019; Koiwa et al, 2011; Kataoka et al, 2012), L 2> LARDAGIME IR RIE S L O
A=F=T7HED XS 7% PVOD/PCHIEHNICHITH 22>, £72 % DRENMIC
B 2 JNR IR TZ L v,

AL LR O A LIRS B X O ~ F = 7 © PVOD/PCH JEFIC X3 %
R - Btz YR OBEIBRMICHE W TREEL . 155 N7 f5 R0 & MR
DEIR R COBYI T ZHL T2 2 e 2 HE L,

2



[xf5R & F7i]

JCHERE K AR ER RN 35T, 2001 4E 1 H 25 2022 4 7 AIC RHC I
T PH & 2 L 72 fEH % #2757 I IC ST L. PVOD/PCH & 2 L 7= fiEf % 5E IR
L 72, PVOD/PCH i Montani & D IC L 7228 > T2 Wi L 72 (Montani et al,
2017), ¥ 7-. PVOD/PCH I358EIEICEHF T 5 2 & 23Rk 41T D (Overbeek
et al, 2009; Gupta et al, 2019), FREFEA O S FEITN R L L7ze 2O DIEHID
6, O ROFMEILRE TR Z 1T\, 22 01RERT# T OFHii23 AT REC
HBIEH. QA4 v F =71 X BIEEERITV. 22D % DR TIHL{THE)HE D FFfi 23
AIRET® BAEH (22D, A ~F = 7T HANT X 2 ZhER % Ml T & 72fEF]). icDow
TOMF 21T > 72,

G2

PVOD/PCH DMkt % wi7z L. &L A IRREE T L 72 D 1% 15 4l
T, 9 b 6 BIREBBIEAHHITH o 72 WBIFEAHHH. FEETHINIC I3\ CTEEWT
IRF D BEIR A FFEICHH & 20 A 2 R R0 e > o oo RRDNIIME LR O BIER. 3
Bl (20%) THiiZKRED A U7z 2837 b EHlo sk CdlE L 7z, B A s
IREE A G55, BIMITENRE 13 2 1CGE L mPAP 23-10£12 mmHg (p=0.012). fifi
IMAEEHT (Pulmonary vascular resistance, PVR) %% 36£19%2%#% L 7z (p<0.001),
PVR [Z[CFENHEINRE-FEIAREEA L) / O E EERE cRED)]cRtEL
7zo EMEINRZ Y 7 Z 4T 2 [1 EHAHE / IGHREAREIRE - SRoREAE)
IR D 1.1 225 1.9 ml/mmHg ~ & HEICSE L 72 (p=0.005), PVR DUGEH
DFEEEIC X 2 G Cld. PVOD/PCH % 7/”R¥%23 % Computed tomography (CT)
FTROBE PVR WERICHEAEZZD 72 (p=0.045), 72, PVR WEXKDHH
- 729 C Diffusing capacity of the lung for carbon monoxide/alveolar volume
(%DLco/Va) A E\WEAD3DH > 72 (p=0.064), FfiZKIE% 4 U 72 5EH] <INk =
VT ITATVAPMERCEBICH o 72 (p=0.08), ETFHARMIFPYE X 5 . 1 F4
7RI 93%, 3EFEAEFRIZ SN TH - 72,

724 = F = 7B 2 BEHE 5 BT o 72, FliEIIUESE D ERATEIR iIC BeD
CEAEE 7 HTH 52 WHO i T AERERE T $H (World health organization
functional class, WHO-FC) 23¢kiE L 72D 1% 1 ffld A TH - 7225, mPAP % PVR
DE L 72D IXFES 2 & T 2H1TH > 72, D 2 f]TlE High-resolution
computed tomography (HRCT) IC CHEFRIEAZ AT I B HHIO 2V 477 R
FEED T,



[E%]

AL 3R O M E LR H i o . PVOD/PCH JEHI D fifi T EIRE~ D2 %
BREE L R W) ot TH 5, #EAMMEILRIE Z klt 32 & & 23T 2 72l
ICBWTIE R CMMITEIRDOUEL T O Nz, MKEIIERTAEFERE
3. BBk = v 77 A 7 v ZAHiKIE D FAE & Tl 5 72 D ICH R 4EEE & 75
B AHEME DRI E T, E 7 RIRAT D HRCT DFFM & %DLeo/Va 23, # H i
EWRIFEOMRTENCHH CTH 5 A[REMED/R & 1172, PVOD/PCH O V& II AR
2B, AW % & OITEDIRE TR E L CPRIIRTAHEA1 A LN
%, WA O TIE R EHRZWEI L BAEG 2R S T 2 ATREME DY B 5 28,
PVOD/PCH IC 35T b ifillE LRI IC X 0 IlifTEI 03 kB35 2 & 13,
PVOD/PCH JEFI D T D SH IS T2 2 AlRENE D B 5

PVOD/PCH IZX L CTA = F =7 %M L 2 8& IE 2 g T 15 PIFET 5
B, ZDH3H BHITEIEMTH oI NTwE, LrLA~F=7HHAIC
X % )Gz RHC Tl 2 117 D 1% 1 il & TH - 7z (Koiwa et al, 2011), AHF5E
T4 ~F = 7HAICOFM 1T\, 2 25RO RHC I X 2 fififGER B8
DI DT> 720 HEPFONZDIF 2S5 HIEBERL D DR LE 72 -
7zo TORERDP D, A <F =713 PVOD/PCH 2HNCH R & 135 2 %2 WERIUR
INTz, WEIEL N 2H]TI1Z HRCT THEFRR 2SR =T &3 3 PRl o =2
V4T A ERD, kO % 23 2 EG ORI PCH TH - 72 L D
5235 % (Wada et al, 2019; Anazawa et al, 2019), 2> OKIHTE TA ~F =7 D%
SNz 2 Hld 1 HloEIClZ PCH DFF RO A28 R I =, UEX
. PVOD £V d PCHICEBWTA ~F =7 O%ELHGECE 2 0[EELRE 2 S
N, HRCT T34 =5 = 7 ORRTFHNC S 178 3 AR R R X L,

€

RITFEDAER 2> > PVOD/PCH IR 2 R8I 35T 8 T iU AR 38 3 M
IKPEFERE I TR I B DI TR R 2 L 5 5 & v 9 [l TERKL D —
Db lFEZONT, ElA~F =7 ORMMEIT—TOEFICELo NS Z &
DI X Nz, FEDUMIM A YLRIE DA R T MIIC HRCT Fir L & L EEE 1123, A
~F =7 OMETFHENC HRCT FrR23BEHTH Y, Fi#ik= v 77 4 7 v 2348
1 I8 PR 3E 1o & 2 Bkl oo RN A T H 2 AlReME SRR X L7z, ARNT5E
D FFFTEFIEE D 7\ b D D PVOD/PCH 135/ WRETH 0 . ARBFFEARIZA
PRI 3 2 WY 2 R R 2 2t 372 L cEHZMR L Bbh s, Kif5E
R D 5% 2. PVOD/PCH DiEEE L S TFREL I b ICET S 2 L8 fFI
%o



W& EER

AKX LOKh A L 72MEE 1A T oM@ Y TH 5,

BMI Body mass index

BNP brain natriuretic peptide

CI Cardiac index

CO Cardiac output

CT Computed tomography

DLco Diffusing capacity of the lung for carbon monoxide
EIF2AK4 Eukaryotic translation initiation factor 2 alpha kinase 4
ERA Endothelin receptor antagonist

FEV1 Forced expiratory volume in one second
FVC Forced vital capacity

HIV Human immunodeficiency virus

HRCT High-resolution computed tomography
mPAP mean pulmonary arterial pressure

NO Nitric oxide

PAH Pulmonary arterial hypertension

PaCO, Partial pressure of arterial carbon dioxide
PaO; Partial pressure of arterial oxygen

PAWP Pulmonary artery wedge pressure

PCH Pulmonary capillary hemangiomatosis
PDES Phosphodiesterase 5

PH Pulmonary hypertension

PVOD Pulmonary veno-occlusive disease

PVR Pulmonary vascular resistance

RAP Right atrial pressure

RHC Right heart catheterization

RNA Ribonucleic acid

RNP Ribonucleoprotein

SSc Systemic sclerosis

Va Alveolar volume

VC Vital capacity

WHO-FC World health organization functional class
wu Wood unit

6MWD 6-minute walk distance



e

fEIMERE (PH) (34504 7 — 7 Vf (RHC) 1€ CHHI L 72 LRI B AL
DR ENNRE (mPAP) 2% 25 mmHg LA E & GE#& X 415 (Fukuda et al, 2019),

PH 3% DJRIA - JREED 5 5 DDREIC I NS, BHTIOHA F T4 vick
\} 29 FE % 3 1 108 3 (Humbert et al, 2023), FREIARVEMG S IMUESE (PAH) 1358 1
Moo, MoK X Y BIROAE, VT Y v 7034 Ui
R WERED ER 3 2R 213, HEROMETICE > T EAF 2 MiBkEIC
XL, HOLRBMRELENERL R L HLAREAEL 5, PAH 1T X O ICRFRME
PAH. #{&1E PAH, YY) - SEWFEFNE PAH, SMEAEICHE S PAH, Bk - £
MERZE DR % 5> PAH (PVOD/PCH). 1 4: V@i it & MU SE i 0 FH &
. F-AMPERICHE S PAH ICIX, fAHHMEN (B EmEE. RAEMER &AM
W, 28 ) 7~ =7 2EHEIRL WA, ¥z — 7L VIEEERIC D A 5F
L 9 %). Human immunodeficiency virus (HIV) EHIE. FINRETTERE. &R ME:
DS, FEIMREERAEENDE, ZhbD TN ORI L ZW L 723854 i
MAEYRRIEIC X 2 IRFEOBIL & 7 2 A[REMED ® 2 28, 5 2 BE~20 S B g
JESEZ AL 32 C L s nZH E 72 B,

PAH [ZETHEORRETH U . DARTITFFRAEENE 2 < 22072 & o A 771
Ui id 2.8 4F L IEF IC TR AR RIEBR TH o 72(D'Alonzo et al, 1991), L 2> L
T X ICRR RS P BEE PAH ICHT 3 2 1RBE O K & iR Ic X b . RO
TICB T 5 3aFEATFRIT 88.2% L i, FHIHIC PH#AUE L TV % (Tamura et al,
2017), HRFE. R TIIERZLR 2 3 ZMOMIMENREZFEHAT 2 &N TE 5,
TRRRFA ) VRO TaRZY A7) v ZOFER (RTT B R,
IERTORTF ) =, FLT7EZXFZA, fuTu ) B X ERRIEE
(LLE2 A7), 2V FR) VERRICET 22 Fe ) v AR
[Endothelin receptor antagonist (ERA) : Kt v X v, T v 7V kv RV, =¥ T
v £ ], Nitric Oxide (NO) ZHH| Dk Rk T X T 7 —+ 5 (Phosphodiesterase
5,PDES) PHESE (AT F 740, ZXTT740) &TT =0y 77—
W (VAL 7T b)) TH D, HAITEMERPIA 0BG E1RS . AR
BOHEAEHHT 2 e 8HRBINE, THEEEOEVGIEFICIIZR 77 X
T/ =R LT RF A OREHERE A B L CHERT AR L I
b, TNHDIHEEEIT > THRERBIA 7 G A I IO #EIC % a3
RETH 3,



+* 1: MEIMELEDEKS2E (Humbert et al, 2023)

58 18 : BRI SIMEE (PAH)
1.1 FrFEME PAH
1.1.1 2 PERim g koo stk e v
1.1.2 2R g SO BRI
1.2 &t PAH
1.3 3EY) - EVFEFE PAH
1.4 #FEEEICHE S PAH
1.4.1 #E A HHRRH
1.4.2 HIV JEYYE
1.4.3 PR At &5 i
1.4.4 e RO
1.4.5 {11 W% 1 E
1.5 #iik - EMIMERZ R (PVOD/PCH) % 5> PAH
1.6 728 VOB IE i & 1

E2R EOROERICHES PH
2.1 LAE
2.1.1 FEHRHRORE-N7- 082
2.1.2 EEEHROET L 72/BEET L 72040848
2.2 7R
2.3 BB ST %2 4 U 2 e kK ME/ R OISR S

B3R KRB S XU/ B 5 IHMEEERIMAE CfE 5 PH
3.1 PHZEMEMZCE S L < (S
3.2 SR E
3.3 Rtk & BHEEME IR A FEE % £F 5 ik &
3.4 KA
3.5 filk B L DARRERIAE (it 7z &)
3.6 ilioFHFIEE

55 4% - BIAREAZE ICfE > PH
4.1 18 e FERR P il i A
4.2 % Ofth o fifidy iR EAZEPEE B

B8 FRFRHB X/ H 30 ii%EAFOEH 5 PH
5.1 MRS  BEAMEE M., BiEEtRE R &

5.2 2HMWHEE  raf F—=v R, 7 vT v ZlRaE

ERAE,  MRpAfE e 1 Rl &
5.3 UMK - BEFH, - =AY
5.4 MnENT 25, 2 i3tkbhvigtBEAre
5.5 s e PERYU N MAE iE
5.6 Mk EAERR T 2




PVOD/PCH (% PAH & 13572 0 | FHEIIRC 13 < AlisfiR o BANIMAE o B
o TCPHZAELZEEBELEIN, INTTOHA FI74 v TldEE 1 FHoliilic
¥ X T & 7z (Fukuda et al, 2019), L 2> LEHTDHEIC W TR - BHIm
EIRZE DR (PVOD/PCH) %2 PAH & 4348 X 1T Y (Humbert et al,
2023). itk PAH & 2 L C w728 b EIRRZS 2 Bl 2 25, i
PVOD/PCH & W L TW 7 HEIC b IEIIRIRZ D3 FAE L T B AJREMEDS ® 5 & \»
) kT 72 o T\ B, PVOD X AN D filiF koS NIRARME(L . AAEIESE,
TG O B IREE RS I X 0 JAE. N ATEICEHZES 3R AECTdH Y (Montani et
al, 2009), PCH 3 /ififlcBE 1 775 9 2 BAIMNE 25 S AR IC KG9~ 2 RAE & S h
% (Ogawa et al, 2012), W N MfEENIC~EY T Y VERB~I/ 07 7 —V%
LEERD . B RE YR RN I N 5603 H 5, 2D X HIC PVOD
& PCH I3 MIC B 2 TEREZ B 225, FRBRIZFELI T 2FELL W2 &
DORICEBALZ 7 LTH S LHE X LT 5(Chaisson et al, 2016), JH [K
IREIHCH 5 25, KIS L O—E O IFHIIC Eukaryotic translation initiation
factor 2 alpha kinase 4 (EIF24K4) B FOER HE S, FHRELTFTH B &
# Z2 LT\ 5 (Eyries et al, 2014; Best et al, 2014), ¥/ 7 vk A7 7 I Fip ¥
DEFH| & DBHHE D 5 X 21T B (Ranchoux et al, 2015), 2 W1 13 B 27 1Y 3 1<
KX OHEE S0, MidfidfaiiEsmd —RICHEECH b, HEFR2HIT
HIRRIT AR I X N ORI X o Tl I N B T L 3%\, HIFIER
125 ER D BUIN MR IR EEAS % < flid PH & [RIFETH 2 23, FEHAUFIE DK
TR ERE ) 3R N C & H35E L 7r B, HRCT DA R CIEMERE T O
INEERIFREEARIE, NERLE DT T X, HRY v FiEREED S
DZWTICHEH & X4 5 (Resten et al, 2004), F 7z, 2B PEIREZAE (Systemic
sclerosis, SSc) I PVOD/PCH & E 2 LN EWREZMESI Z e bbb emEINT
W % 23(Overbeek et al, 2009; Gupta et al, 2019), ¥ 295 2 & THIL L
% SSc 28 PVOD/PCH DRGSR SICTE. TR L OREBEIC & D X 9 1T
B 30030150 o Ty,

PEEEMESIC LA D 2 b DD, BHEETYH PVOD/PCH 3Ff B TH » T
DIEFICAR D E £ TH % (Holcomb et al, 2000; Montani et al, 2017), HEL X 72
R REE I3 CRAW i ipiE oA ch 5, 72, Lol &l
PVOD/PVH [ZHRHTDH A K 7 4 v 12T PAH I/ & N 2 ol IR 0
SIEIREER S N CE LT, HHICK VIiKEZAEC 27 —2dWEI LTS
(Montani et al, 2016; Ogawa et al, 2019), 7272 L. JEED IR DO HEH IR EH &
ITRTu X7 ) = VOEERGBHEHE~D 7 ) v VIREICR VIG5 L v ok
%2 (Montani et al, 2009; Ogawa et al, 2012), #&HffMEILIRIE ORI B - 7z &
T2 D A 53 S(Luoetal, 2019; Zhang et al, 2021), L 2> L. FFICHE Ol 4
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EREICOWCTOMERFFPTH Y, ZoFMECKEMICE LTI RIHMA S
%\,

i, FrvrFF—¥HEECTHLIA T =T HPAHICHN L THEMTH -
7= & 3 54523 H % (Ghofrani et al, 2005; Hoeper et al, 2013), 4 ~F=7%
PVOD/PCH Il L 7z d b, ZNOTIIA ~F =T BHAMTH o728
T EMEDIT L A L TH 5 (Overbeek et al, 2008; Adachi et al, 2014; Nayyar et al,
2014; Ogawa et al, 2017; Sato et al, 2019; Koiwa et al, 2011; Kataoka et al, 2012), 6
BIDOIEFIRE D 5 b, A ~F =TI B EEZLNIT— R 2HTH Y
(Koiwa et al, 2011; Kataoka et al, 2012). fthid> 4 fFlTITHH) & X A 7z(Overbeek et
al, 2008; Adachi et al, 2014; Nayyar et al, 2014; Sato et al, 2019), L2>2L 2T HD 9
H, A ~F = THRKEHIKRTO RHC I X 2 MITENREFHli 25 i fT & vz D i3 1 ]
D HTH o 7z(Koiwa et al, 2011),  F 7=/ H D5 T 9 fHld PVOD/PCH HEH
L TA=F =7 %2 KE L, A~F = 7&K EGHCITMITHREZUGEL X 5
A=F = TIHEHE DD FEREL 02 LEZRLTWER, A vF =7
ST D BTMETLRIEOTAE 2 To TV A ~F = 7T HICcoORRZ T 5
CIXNEETH 5 (Ogawaetal, 2017), TINLHLD T &b, 4 ~vF = 7HHFIAR
PVOD/PCH ZERIRfYIC, IMITEIRED O CEHEI 208 ) 2 I3FAHTH 2,

PLE XY o AR CldROME R RE S L 04 = F = 7 ® PVOD/PCH JiF
B3 28R - Rtk E UEIOBERBEGIC WAL L. 55 74 H 0
MG FREOBIR R CORB AT EZHO»IcT 2 2 L2 HIE LT,



Jits

JCHRE KRB ER IR 35T, 2001 4 1 H 26 2022 4F 7 A ofFic
RHC IC T PH & 2l L 72 fEI 2 8 5 RIS BRET L. 28 1 BE PH & 21 L 72 5E]
D725 PVOD/PCH & 27 L 7= iEf 2 3&R L 72, PVOD/PCH (.

A) FIEMIMEREIME [mPAP = 25 mmHg. Pulmonary artery wedge pressure

(PAWP) = 15mmHg. PVR >3 Wood unit (WU)] DFEH#E %72 3,

B) HRCT ICCUA T 3IHAY, 2 2L L%FED 5,

(1) /NERIREEDO LS (NEERIFREE (X 2 3~ 2 AL C°H 2 /NEZRT S
PAEVERBCH 0. V) v NELHIRDETT 5, ZOEIFY v EH
ELERD 5 oW % RE T 3)

(2) /NERLED R Y T A5 (CT Hifg b, /NEDiED & —EFRREZ 221
IR LN R H T AR

)ik U v < Hfi D fEK
C) MEURBEREIR A IC T, WHYLAEES] (%DLco) 2% 60% Ao
RS A)~C)& T il 72 TH A ICE2W L 72 (Montani et al, 2017), 7%, HRCT O
It AU BREZ W BEHER 1 X 0 FER] O BRIRTE R &2 R & 72 IREE CRHil & v, FERI
i ERR(D)~@)DFT RO WTEHIi Z T, AT OE A HE L7z, SIEFNIC
BWTC3HHD S L 3HEA#Bo NI Z OfEFIO CTATRAIL 3., 3HHEF 2
HHZROWECTITREIEX 2, L wo Xoichv v L7, CTHTRED 1A
HD % TH o 72JEf 1L PVOD/PCH D2 Wi HE % fui 7z L T w7z v &I L 72,
WERAT R OREZHNZX 11T, 72, BEARARHEIC X - Tl & Lz 5k
JEZ &5 & L 72 PVOD/PCH SER b & 8 CTHEMT % 4T - 7z(van den Hoogen et al,
2013), EEEDOHIICEED & 3. BB MENE A CIZFEEEIC X 2 Rk
KT OEEZRETE Rz, MIEMEMEERZED 2 EHIERILE Lz,

FRUEFOF 25, O FBOMMEILRSEIC TR Z 1T\, 2 DRERT#EZ D
Pl 2P RE T H BAEHIC D W T DRRRT, @4 v F =7 I X 2 REZITV». 22D
Z DHit: CIMITENRE DR AP RE T H 2 FEH] (2D, A ~F = THANT X 2%
Ra i3 2 720, Hifk CHETLIRIE DL E A D o 7 AERIC DWW T DR
3. #1To 7. EIF2AK4 EGFER I T BEFREE (TER) ik
XL CHEL 72,

10



1. PVOD/PCH %7"%3 % CT Bt R.(Montani et al, 2016)

(a, b) /NEEMIFREEDALJE & /NEFLPER ) T A5
(c,d) HEkE Y v Ei D K

11



O ROMMELEREICEET 2 RE

PVOD/PCH (X3 2 #E O EILRIEO R - Ktz @als 26720, i
R FRBEERER N EHC T PVOD/PCH & 27 L, #R O E LRSI X 536
HERAT o T2 EG D 2Rk & 2 T RIICHRET L 72, 2208k X Y 2Z2WiFfo, PHZ
T 2 FEARN R ERIAEEE (B AFT . WHO-FC. MUIEMRAAG R, PRk
REMIAE, HRCT. 6 /ATl ofER, ORESRRE KR, G T —7T
MEEDOFER, BB )% 2WEE, BRATHR CINE L 72, OIS ks
HOMRIL, BEDT — X TIIilTE s 03 27 0 G 23— T,
TS BEEEOFMARNE L TWE R EDRITH D, ARBFFEICE W TILF
WicED o7z, YRFCITREIGR 2-8 » H O sl CIRIEANRHE 217 -
Tk, AFEICE T REOMIMAEILRE IS 3 2 1B RHE D 72 D KA
ZHIR L CHRGEARE L TH O 2-8 » A% OISR ZIE L. BEHI#
T OB 21T o 72, REOMMIMEILRIEDOHEHIC O W TS EDEREICT
HHIC, podhuHED b NIRE MG LIMKEZ £ T CTuinn L 2R,
ARMED D D 20BN G ORMDE 2 b NG E I tF 0Bk S % EEIC
BEt L7z, £ 7258FEIZ PVOD/PCH O SIRE & LTHI LN T W B 23, HK
fEAS PVOD/PCH DFFRIRICE D X 5 B2 RIT T2 3b T VAL LT
Wi, EEOE T X 2 2R R KT © LBRET 2 17 - 7=,

PVOD/PCH FEGINIC X 3 2 #2 LUl ME R RIE D 6B sh R o R 7 fHfifEtR & L
T, NifEERENEIC 10 2 MEILIRZNF % )3~ % PVR SEH [ PVR -
JRIEHT PVR) / 16EHT PVR)] %k 72, FZEERIEROSEICBI L Tt 6 77
A TRER O 5 R I KAl % < FHiREECTH b . WHO-FC 122w TRfii 2 17
572, PVOD/PCH 2’ EfTHDIRBTH 2 2 L 2 FE L., MfEEREIEE & L T PVR
eE L. 2 2RRAEIR & L€ WHO-FC D SGEMERi 23T & 7= fEFNIC D W Tl
RIMAE IR RE O ES B 5 LI L 72, £ 72, PVOD/PCH JEFIC R L THE
UM YRR E & (3~ 2 Aiic, [FSEAERhTH 2 EH] % #HEE © & XKD
CEHTH 2 &I Bl 5, PVR BGERIC X o TEBEUGER S #l. HEEK
T S . AKEEUGERE S Bl 3 FRIC T, B0 SWIIRER IR TERE % LLEBMET L
770

X 5T, RAeRMICEY 3 EHl & L Cid PVYOD/PCH I Rt3 2 % 01 i L F55R
HICX DIBBEOBEBELEERERCTH HHKEORIEICOWTEHEI L 72, F 7256
KIED Y R 7KW TFBFRFESNNITINDERTH L L WO ES2» S, ikiED
FEIERTE & IEFRIEREIC B 1T 2 S22 Wi IR IR TE R O HUBMET 247 o 72 Fifi 7Kl |3 i 58
HHIBEEL CTICB T % 95 ol R S KBEINEOMEOME 280 b
BRICE2 T L 7z (Montani et al, 2017),

SRR ET AT 12 IMP ver. 15, 16 Z FHWTIT o 72, A7 3V —ZEIIEUE
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L% T, EATAEIL R RAE (25%-75%) TR L7z, BEICDOWTIE, &TDIE
BERIEHSAE L 5TV TR, 2oEFRS VP b
VoRZ AR Y w ZBEICKH— L. AR X Wilcoxon DNEMFIFE D L < 1
¥2 #R7E, Fisher D IEHERRE % FH W CTIT o 720 @A OMHEICEI L T ik
Spearman DHBARE % sk 72, Ml YRR3R 5-Hi 1% D FL# 1% Wilcoxon D fiF
FSAMEAARE %2 W TIT o 72, 72 AR WFSEIC I 5 PVOD/PCH JER D 4= F7IR;
Miahr a5 77 v~4 ¥ = ot LAEFIMBRZ XUR L7z, F 7258500 f
B D AFERERI AT D RIRR IR L AR AR &2 XUR U 7z, RO HRaR 3 I1c X
2 IMEIRESN R & PEOME & LT, PVRERICX VDML 723 B (BEK
R S B, PEEEUCERE: S Bl RESGERE: S O 4RI E A T T v
~A XY —ETHRE L7z, E5ic, FAEOHETPVREERICEIVE, FRD 2
Mo (RO 8, REBE:7H)) Lze 2oL BEREO T2 77 v~
Y —ECHRET L. AR ERIR L2, & 5IC, PVR & 2> WHO-FC &3/
MERFHE & . WHO-FC 8B CoEGFERE T2 h 7T v~ A4 ¥ —ETHRET L.
AR E RUR L 72, AFREIOITICE T 3 2 Fhofilziia 7o v 7k
IS T HERET L 72,

@ A~F=7cBT 55T

PVOD/PCH I % 4 = F = 7 DRYR - KEMEEBETT 5 7  JLimE Rk
IE g NEHC € PVOD/PCH &2l L. 4 ~F = 7IC X 3 10IE % 1T o 72 iEHI O
IR RTINS L 72, 2R K D 2D PH 2RI H W 2 FEARHY
IREGR RIS (B RFT R, WHO-FC, MR R, FEIRERER A, HRCT. 6
ST OAER, OIREERREORER, HLoh T —TArREORKRE., 4
~F =7 DRGER )2, REATR CINE L 72, OIS R O #5251
X, WBEDOT — X TIMTHE CHERS R 0 FHfiEAE DS —E Tl vy, F 23
LIHHOFHI AR L T 5 2 &R TH Y . AU CTIEFHEIC AV 225
Teo A= F =7 0BG IIBEHEICTEMFIZERE I NTEH Y, KE5EEIIHEHRTIX
YIABL G- &5 50~200 mg/day. I AT 400 mg/day ¥ CHEINTED, Ihbd
2% L L CHYSEDOHEIC TIRIE & 1172, (Overbeek et al, 2008; Adachi et al,
2014; Nayyar et al, 2014; Ogawa et al, 2017; Sato et al, 2019; Koiwa et al, 2011;
Kataoka et al, 2012),

A=F =T BTV 7@ (/) AAVT 4 A7 7 —=) RV, YEETIRIHAK
5813 50~100 mg/day 2> SF4AL 1 H 1 BIBHICHRT 2 2 & & L7z, Frick
[RIZER T 7222 o 72 D3R E B EF R ZiHE L o oEEICHE A2 N, [
~F = T %8G U ISERIB DT B B 7 O KR E T I e T S, ER
CFHE 24T 2 720 A = F = 7 IZIMEILRIEClE 223, PVOD/PCH 1251 % i
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IRIRZE . B IR A 25235 9 1E PVR 23T L mPAP & KT 28 &

NB720, A ~F =7 HERICHGERENE O SGE 25580 & N IAER 2 1R D
&HIT L 72,

MR EIH

AWFgeix. dbiER R - B RN MEEERBERIC KR Z T
TV 5 [ PR RS I B U CIRERIRITZE S © H 016-0461 (2017/4/6 7%
)y A~ F = 7B L TIRERIRITEES - f5 022-0030 (2022/5/11 #&&)]. %
ARIFRICED 22 TOWRE I~V VI EEB L PARINR L T 2 EXT
eI BT 2 BRI H > THFFE % 1T > 72, PVOD/PCH 53~ % % I ifi I 87 41k
BRHEIE PAH © 1 Blicxf 32 LERHL T, A7 7 v FARICTH
BEEZHUS L7z, PVOD/PCH IZX T % 4 ~F = 7 13#EICIMEFATH 2 25, {4 D
FEBNC D W, JbEREREED L b K ZEET comEREE s L O
KB EAF T LTI B ISR Z T WERIC X 2 AEZ G TR, R L21T

277,
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GRS

O BOFmESLRER B3 5 Bt

PVOD/PCH D ZWrEHE % 5 7= L. % LI I3 iR 38 4% G- i 1% © 0 31l 23 © %
eDIF15PNITH o7z KIEED B 2 IEHNIIE S . 6 BIDSHEAEATIHICTH -
Too FhnDHRAEIL 68 k. 15 B9 11 Bl A<, MESEAIHIIZ BT
H o 72, RHC 1T X 2§l 12 % OIS C % OFEFNCHE L 7- iR 1% 58 CHfT L.
ZWKF D mPAP % 42 (39-48) mmHg. PVR 1% 10.9 (9.3-13.4) WU & &{ETH -
720 %DLco 1% 26 (22-34)% & FHHIKAETH > 72, BIRIMEESE 53 F (Partial
pressure of arterial oxygen, Pa0,) ¥, 14 HlTIZZENK T, 1 D AHESE 3 L/min
(71X 7)) TOFHIITIZH - 7228 62 (57-69) torr & {KAETH -7z, PVOD/PCH %
RS 5 CTRTRIZEI R Z 13613 2I1ci8®, 6T 2HHD CTHTA %, 9
B¢ 3HHED CT AT 2580 72, i FlineAIHED M2 HRET & hd
EIF2AK4 85 TE R 1L 5 Gl CHRB 2T - 2035 1EE i d o 72, REZERIC
PVOD/PCH L ZMWiCcZ 7203 4filchh, wIFndilEicd -7,
PVOD/PCH Z Wil o S FERIER 133 2 1R T, MEEAH. JESDHICE
WC, W D REIRIITEEE ICHA © 22 72 2 13RO 75 D2 o 72,
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3% 2. PVOD/PCH ZWilF O &fER, REERE. FEMPUERE O SR IEER
* 1 o H, BEFEH X 7 3 Limin 5 T COE(HE,

&t FETR B IE 58 BAE pfH
N 15 9 6
£E R () 68 (61-75) 68 (64-72) 73 (49-81) 0.814
B n (%) 4 (27%) 4 (44%) 0 (0%) 0.103
BMI 22.9 (20.0-26.3) 22.9 (18.7-28.3) 22.6 (20.426.1) 1
BLIE R (FE/B /BRI 9/6/0 4/5/0 5/1/0 0.287
BLIE P (pack years) 0 (0-51) 12 (0-59.3) 0 (0-7.5) 0.111
DINE & HFHE
BMI = 30 kg/nd (%) 2 (13%) 2 (22%) 0 (0%) 0.486
TR M E 7 (47%) 4 (44%) 3 (50%) 1
B PRI 3 (20%) 1 (11%) 2 (33%) 0.525
BN TR B 1 (7%) 1 (11%) 0 (0%) 1
LA A 0 (0%) 0 (0%) 0 (0%) 1
PHRESER O () 14 (6:31) 14 (10-46) 10 (5-26) 0.289
W RERZ Wi tko BRI (A) NA NA 1 (0-64) NA
WHO-FC (I/II/III/LIV) 0/1/12/2 0/1/8/0 0/0/4/2 0.143
6MWD (m) 210 (155326) (n=8) 322 (206-430) (n=5) 150 (130-10) (n=3)  0.053
IR
BNP (pg/ml) 344 (47-723) 344 (134-605) 378 (31-1507) 1
T FA VAT — Ik 0 (0%) 0 (0%) (n=8) 0 (0%) 1
it v b w7 7 (58%) 2 (33%) (n=6) 5 (83%) 0242
PIRNPHLIA 0 (0%) 0 (0%) (n=8) 0 (0%) 1
PIRNAFR U X 7 —EHifk NA NA 5 (100%) (n=5) NA
MEY A RE
PaO; (torr) 62 (57-69)* 64 (51-69)* 60 (58-70) 0.724
PaCO; (torr) 33 (25-36) 33 (25-34) 34 (28-40) 0.289
IR RE AR A
%EVC (%) (n=14) 104 (90-112) 103 (90-112) 104(90-119) (n=5)  0.842
%FEV) (%) (n=14) 102 (85-104) 102 (90-105) 89 (79-115) (n=5)  0.386
FEVI/FVC (%) (n=14) 75 (68-81) 77 (68-80) 74 (62-91) (n=5)  0.842
%DLco (%) 26 (22-34) 26 (21-32) 27 (24-37) 0.556
%DLco/Va (%) 32 (22-37) 32 (20-39) 33 (26-40) 0.768
PVOD/PCH%: R 3 5 CTRTR
/NEE[ R EE D I, n (%) 13 (87%) 9 (100%) 4 (67%) 0.143
INEFLER Y H T R 0 (%) 13 (87%) 8 (89%) 5 (83%) 1
HERR Y v A EI DA n (%) 13 (87%) 8 (89%) 5 (83%) 1
CTHT AL (1/2/3) 0/6/9 0/2/7 0/4/2 0.096
PAWP (mmHg) 7 (3-9) 7 (3-11) 6 (3-8) 0.551
mPAP (mmHg) 42 (39-48) 42 (40-49) 40 (27-50) 0.408
RAP (mmHg) 5 (2-8) 5 (2-8) 7 (2-11) 0.374
CO (L/min) 3.1 (2.93.5) 3.3 (3.0-3.4) 2.9 (2.5-4.4) 0.443
CI (L/min/nf) 2.0 (1.82.3) 2.0 (1.8-2.3) 1.9 (1.6-3.3) 0.556
PVR (WU) 10.9 (9.3-13.4) 10.9 (9.5-13.1) 11.1 (6.9-16.9) 0.953
gk = > 77 4 7 v & (ml/mmHg) 1.1 (0.81.5) 1.1 (0.8-1.4) 0.9 (0.7-2.9) 0.724

BMI, Body mass index; PH, Pulmonary hypertension; WHO-FC, World health organization functional class; 6MWD,
6-minute walk distance; BNP, Brain natriuretic peptide; RNP, Ribonucleoprotein; RNA, Ribonucleic acid; PaOz, Partial
pressure of arterial oxygen; PaCOz, Partial pressure of arterial carbon dioxide; FVC, Forced vital capacity; FEV1,
Forced expiratory volume in one second; DLco, Diffusing capacity of the lung for carbon monoxide; Va, Alveolar
volume; PAWP, Pulmonary artery wedge pressure; mPAP, mean pulmonary arterial pressure; RAP, Right atrial pressure;
CO, Cardiac output; CI, Cardiac index; PVR, Pulmonary vascular resistance
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& 1 i ML B PR TR IR D PER
RO M YRRER X, BAICEH L 72 AEH128 10 B, 2 AL o35 % f# L
DI SHITH o7, &dE L HbN =3 A L PDES HESE (10 4, 67%) <.
R\T ERA (9B, 60%) 3% 0207z, VAT ITT Pl FIANTHRENEN
1 (7%) TEH X 7=,

& O A M B LRI 1 X 5 itk fE

RO RE OBMAE. 3 6] (20%) THiIZKEZD, Zh £ nEthk 3 H.
7H. 20 HCAE U7z, 3#le dEEH oIk L FJREOR G ClEEHFZ, 2D
Db IPITIEERX T 7 ANEZRTELGSHAIRTE CWAEE ALYV T VR YR
B G L7z e C AiKERZE L7, ZOEFITIE 2# & b5 2 H Ik Uik
JED HERICEE L 2%, HELAX 7 74 VEEHEBEICKG L AL 72
BERAEETH D, HEROFMOITH T & TE 2, 2 HlTIidMikED 72
. RHC I X 2R ORMEILRER 5% OFHE 21T 5 2 L 1ZTE b o 7z,

RHC T X 3 3

RHC IC X 2 [ifillfTENHE 0 204 1 FEC D MfiKIEIERIC &2 X5 7 4 0% eG4k
BT X 7IEW % & T 13HITHifTS 2 2 &3 TE, RIS HRR& SR
425 RHC £ COHM o YLEiX 4 (3-7) » HTH > 72, RHC fifTfid, HH
HCIZ % DEFS TZ DIEFICHE T 2 L EZ ON 2 BDOMELIRSG L Titifr L
720 FEMIMAE YETRSE % ki 1T BE © & o 7= 5EH] < I3 M TENE 13 A B o ks
L. mPAP %3-10+12 mmHg, PVR 78 36+19%3 L 7=, ffighlik= v 754 7 v
2 (BRI M 2 R HEE 0 1 o, MBEIRo MEE I3 2 BREEL)
25 1.1 25 1.9 ml/mmHg ~ & FEICUGEE L 7z, #EOAMAE L RER 511t CRE
iz 4T o 72 FHEIC DWW TIEIE 3 IR T, RICTIIR L TR0 DS EE DA
I X BIBBR~DRIGICEIZBD R 277, F 72BEHI# TD WHO-FC, PaOs.
mPAP, PVR OZAt %X 2 1Z/89, WHO-FC 13ek3E20s 5 4, HERF 7 1], HEHE 3
HlTH 572, RHC I X B3Il A[HETH - 72 13 D 5 B mPAP 13 9 ] CokdE
LIRIERTIC R THEREICWE L Tw iz (p=0.012), 7z PVR i 13 & cikE
LTz (p<0.001), RHC IZ X 2§l A r[EETH - 72 13 Fild 5 5 11 FlTidik
SRR RHC R D & S HERAE—CTH o 7225, 2 B0 ZIBEFT A ENL. 1B
BORBRLEGIRETOFETH o7z (% 4. 2L,3L), BEEDFEEZRL 720IC
Z D20 % RIS R FET L7225, 2D 11 floBETd mPAP & PVR I3FH
BEICUGEE LTz (p=0.005, p<0.001), PaOs % 9 il CTlH—EE M T D 5F-lli 23
AJRECH o 7225, MikIEZ A U7z 1 I CER LB EA D 7=,
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i\l

& 3. BOMMETLRIE O NER & IBERTH O

=gl BER pfE
% 1 fii [ §1 TR %8
HiH, n (%) 10 (67%)
ST F T 44, n (%) 2 (20%)
ZETT7 400 (%) 4 (40%)
R v &V, n (%) 3 (30%)
<L F VRV, n(%) 1 (10%)
2515EH, n (%) 4 (27%)
SATFT 4N, RV RV 0 (%) 1 (25%)
SANTFT 4N, TV TV RV XY, 0 (%) 2 (50%)
VAT, =T VR n (%) 1 (25%)
3FIHER, n (%) 1 (7%)
RETGT AN, RUTVRY
L F o7 n (%) 1 (100%)
HBEE il E < 0 HAR () 4 (3-7)
fitiZK FEFEHE n (%) 3 (20%)
WHO-FC (I/1I/ITI/TV) 0/1/11/3 0/4/8/3 0.563
5= £ 5 E(L/min) 0(0-2.5) 2(03) 0.175
(n=13, fifi7k B i< X 23 RREGI % BX <)
BNP (pg/ml) 260 (47-723) 47 (11-395) 0.277
%DLco (%) (n=11) 27 (22-31) 34 (27-35) 0.067
%DLco/Vy (%) (n=11) 32 (23-37) 32 (25-42) 0.506
FilifE 3% Bh 8 (n=13)
PAWP (mmHg) 7 (3-9) 5 (4-9) 0.782
mPAP (mmHg) 42 (38-48) 32 (26-38) 0.012
RAP (mmHg) 5 (2-8) 4 (1-6) 0.422
CO (L/min) 3.0 (2.9-3.3) 3.6 (3.34.2) 0.022
CI (L/min/m?) 2.0 (1.7-2.2) 2.4 (2.1-2.6) 0.052
PVR (WU) 11.9 (9.5-13.2) 6.6 (5.69.5) <0.001
fifi@fik= > 7 4 7  Z (mL/mmHg) 1.1 (0.8-1.6) 1.9 (1.1-2.3) 0.005

WHO-FC, World health organization functional class; BNP, Brain natriuretic peptide; DLco, Diffusing capacity of the
lung for carbon monoxide; Va, Alveolar volume; PAWP, Pulmonary artery wedge pressure; mPAP, mean pulmonary
arterial pressure; RAP, Right atrial pressure; CO, Cardiac output; CI, Cardiac index; PVR, Pulmonary vascular
resistance
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(2) WHO-FC (N=15) (b) Pa0, (Torr) (N=9)

4 100

== N

70 —
60 M S
2 . 50
p=0.563 40 :
N 30 p=0.797
20
10
0 0
N=b =g B R R RER
(¢) mPAP (mmHg) (N=13) (d) PVR (WU) (N=13)
60 20
p=0.0002
50
16
40
12
30
8
20
10 p=0.012 ‘ —_—
0 0
BRI BER R RER

2. REORFME YR RE R 5 HIE2 D LB

(a) WHO-FC. SE L SHlic e &% 525, 7HIIAZ. HEIIXIHITH -7, (b)
Pa0,. KIEMEA %  Fl—HEEMCRHMicE 720X 9l ch -7z, FEHLRIEE
BHo7=DIF 1] (%) TH Y., BliklEEECIERITH > 72, (c) mPAP. JHIE
I 9B CUE L 7z, (d) PVR. 1RJEMkRE S AIRE C & o 7= &l ColiE L 72,

WHO-FC, World health organization functional class; PaOa, Partial pressure of arterial oxygen; mPAP, mean
pulmonary arterial pressure; PVR, Pulmonary vascular resistance
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PVR EERIC L VL 7= 3BT BT 5 IR

PVR OUGEER (R PVR — JGJEHRT PVR) / iRJEHT PVR)] I X - T, (K
SGERE (10£6%). FEEUGER (35£10%). EEUGERE (54£8%)D 3 H#E (%5
By 1< T, ZWREORRIRIEREO WK 21T o 720 7. MikED 4 U2 Dtk
D RHC (i X 2 523 N#ET & - 72 2 fli%. Brain natriuretic peptide (BNP) (s
BB S M 7 & OMETRIE S E L Ch 0 MTERE O B L S Tl & iz 7z
O, RESER L Lo, T/, deil L 72 iEERT#Z O RHC fifTHREIC 31
LERN GRS R B 2IEFIC O W TIL, BER RHC RHICEREL G283 Thh
TW2ic B0 O FTEESERICE TN, Pa0: 1 14 I TIFENK T, 14l
D AMEZE 3 L/imin (7 X 7) TOFHlTH - 72,

Io 3FFCORMERRIEE O Z1T 5 &, PVOD/PCH % /"% 3 % CT it
Ho¥ s PVR WERICHEEZRD 72 (p=0.045), F72. %DLco/Va & PVR X
ERIEEATTEES R 27228 (p=0.064). Spearman DHBAREL (p) X
0.632 (p=0.021) L HHBHZ D, ZWiFF%DLeo/Va 23\ 1% & PVR S A BAT
Thotr. F7-%OMOBIKIEE ICOWTIE 3B coKICE W THEEER
> > 7=, 3 B COKMEEWIERIEE O ik % £ 4 1SR T,
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£ 4. BOMMEILRRICNS 32 PVR WERE O BERIEED B
PVR OYGERIC X D KEUER., THEUGER. SEUGERD 3B (% 55

W TR L 72,

)1l A, BEFEH X T 3 L/min %5 T TOEUHE,

PVRIE H PVREE PVREE H i
EEWER HEERER REXEH P
N 5 5 5
10+6% 35+10% 54%8%
PVREH ¥ (T~ 16%) (22~43%) (48~67%)
EH () 67 (61-77) 69 (54-81) 68 (59-73) 0.691
B n (%) 2 (40%) 1 (20%) 1 (20%) 1
PHZ Wit: 0 HiE () 12 (7-32) 11 (4-22) 31 (9-52) 0.403
ZAE n (%) 1 (20%) 3 (60%) 2 (40%) 0.8
WHO-FC (I/II/III/IV) 0/1/4/0 0/0/3/2 0/0/5/0 0.286
327 (240-532 150 (150-150 176 (140-287
6MWD (m) (n=3() ) o 1() ) - 4() ) 0.132
BNP (pg/ml) 47 (23-1400) 434 (145-1528) 487 (138-712) 0.543
PaO; (torr) 68 (58-75)* 58 (48-60) 66 (54-73) 0.164
%DLco (%) 23 (16-32) 25 (22-31) 29 (24-40) 0.326
%DLco/Vy (%) 22 (12-35) 31 (24-36) 40 (30-45) 0.064
PVOD/PCH% ;"% 3" 3CTRT R
/NEER R EE DI, n (%) 5 (100%) 4 (80%) 4 (80%) 1
INEERRE R ) 7T AR, n (%) 5 (100%) 3 (60%) 5 (100%) 0.286
MER Y v X Ei DO JEKR, n (%) 5 (100%) 4 (80%) 4 (80%) 1
CTAT A% (1/2/3) 0/0/5 0/4/1 0/2/3 0.045
it e R RE
PAWP (mmHg) 3 (3-9) 7 (4-10) 8 (3-11) 0.598
mPAP (mmHg) 40 (39-48) 42 (33-48) 43 (32-54) 0.932
RAP (mmHg) 2 (1-8) 8 (6-11) 4 (1-8) 0.160
CO (L/min) 3.1(2.93.7) 3.4 (2.6-4.7) 3.0 (2.7-3.3) 0.492
CI (L/min/nf) 2.1(1.92.9) 2.0 (1.7-3.1) 1.8 (1.7-2.2) 0.403
PVR (WU) 12.6 (8.8-13.9) 10.7 (6.4-14.8) 10.9 (9.3-15.1) 0.887
fi@ik= ~ 77 4 7 A (ml/mmHg) 1.1 (0.9-1.5) 1.1 (0.7-2.6) 0.8 (0.8-2.0) 0.932

PH, Pulmonary hypertension; WHO-FC, World health organization functional class; 6MWD, 6-minute walk distance;
BNP, Brain natriuretic peptide; PaO2, Partial pressure of arterial oxygen; DLco, Diffusing capacity of the lung for
carbon monoxide; Va, Alveolar volume; PVOD, Pulmonary veno-occlusive disease; PCH, Pulmonary capillary
hemangiomatosis; PAWP, Pulmonary artery wedge pressure; mPAP, mean pulmonary arterial pressure; RAP, Right
atrial pressure; CO, Cardiac output; CI, Cardiac index; PVR, Pulmonary vascular resistance
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fitizK B o> A5 £ i< BEE 3 5 BRET

TR T I YRR & (R W Bk BE % 4R U 72 3 (5l & ik % 2B U e 2 o 72 12
B¢ D W D EFIRIEER O WG 2 1T o 720 AEEICIIEDL b o 7223, i
KIEFIERECIIEIRD v 77 4 7 v ZABMEWEANIC H - 72 (p=0.08), PaO; It
m% ETENGT, 16D AEEZE 3 L/min (771 X 7) TOFTH -7, Thbd

TR AR SIC/RT, 7. PVOD/PCH % /"3 % CT At A& PVR SGEFIC
i#%mmfﬁ>CT%Eﬁ&%m@momf@@ﬂ@iCTmEﬁﬁzﬂ@@
>72 6D 5 BhiiKEZECDIZ1Hl. CTHTRED3HTH -7 9HlD 5
BifiAKEIZ 20CTH Y, ZIZED 572 (p=0.79).

5. REOMIME LRI IC X 5 MKEFRER. JFEFRERICH T 5 BKREROL

B x 1 oAk, BEFEAH X 7 3 Limin %5 F CTOIHE
Jitizk R FEAEFE Jiti 7K i FEFERE T pfiE
N 3 12
s (F) 74 (66-79) 68 (60-74) 0.471
Bk &tk 0/3 4/8 0.517
BMI (kg/nf) 18.6 (16.0-27.5) 22.9 (21.2-26.2) 0.312
PHRERER DB (B) 12 (6-31) 14 (6-39) 0.885
78 FZAE n (%) 2 (67%) 4 (33%) 0.525
it 1, A TR A A/ R FR 2/1 7/5 1
PDESFHE K 0 i F n(%) 3 (100%) 7 (58%) 0.506
ERADfEFR, n(%) 1 (33%) 9 (75%) 0.242
WHO-FC (I/II/III/IV) 0/0/3/0 0/1/9/2 1
BNP (pg/mL) 702 (32-2456) 302 (48-664) 0.471
PaO, (torr) 68 (58-69) 60 (53-68)* 0.387
%DLq (%) 29 (22-34) 26 (22-35) 0.885
%DLco/V, (%) 37 (16-37) 32 (23-39) 0.885
PVOD/PCH% ;R 3 5CTHT R
/NFERFEEE D I, n (%) 2 (67%) 11 (92%) 0.371
INBEFROER D AT 2 n (%) 3 (100%) 10 (83%) 1
ehE V) v A~ Ei D IEK, n (%) 3 (100%) 10 (83%) 1
CTHT RAL (1/2/3) 0/1/2 0/5/7 0.815
G R B HE
PAWP (mmHg) 7 (3-8) 6 (3-9.8) 0.884
mPAP (mmHg) 53 (39-57) 41 (36.8-46) 0.169
RAP (mmHg) 7 (1-10) 5 (2-8) 0.717
CO (L/min) 3.5 (2.8-4.0) 3.1(2.93.4) 0.470
CI (L/min/m?) 2.6 (1.83.2) 2(1.8-2.3) 0.312
PVR (WU) 14.5 (8.0-17.4) 10.8 (9.3-12.9) 0.386
fili#fik= > 7 F A 7 > AmL/mmHg) 0.8 (0.7-1.0) 1.2 (0.8-1.6) 0.083

BMI, Body mass index; PH, Pulmonary hypertension; PDES, Phosphodiesterase 5; ERA, Endothelin receptor
antagonist; WHO-FC, World health organization functional class; BNP, Brain natriuretic peptide; PaO., Partial
pressure of arterial oxygen; DLco, Diffusing capacity of the lung for carbon monoxide; Va, Alveolar volume; PVOD,
Pulmonary veno-occlusive disease; PCH, Pulmonary capillary hemangiomatosis; PAWP, Pulmonary artery wedge
pressure; mPAP, mean pulmonary arterial pressure; RAP, Right atrial pressure; CO, Cardiac output; CI, Cardiac
index; PVR, Pulmonary vascular resistance
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R AT

3 1% 15 Bl o FEGNC B3 2 A fEahfR & . SRBCRERT & IFsEOERFICBE 3~ 2 4=
R TH 3, 7+ —7 v FHIEIZ 2 (1-9)4F. TEXIF 93%TH o 7=, B
WP 6 BIFE T, fth 9 flld 5 5 8 FliFBISIHMAN CORK 7+ v —HE T
DEEPHERTE, ZOMERHICTITBYIY & L7z, 1 flidFRE IcRE X L7z
720, BElE S N - AR H £ CoBIZIM T b0 & L7, &SEf o4
FEHAR ROl 5 4F, 1 FAFERIT 93%., 3 FFAFERIT 65% TH - 7z, TREZAED
FIICE2EHFEROEZIIRD o7 [p=05(12 277 v 7iK)],

PVR SGEHRIC XY 5 I DICHSEL 72 3FEMIC B 2 EFRRE T <3 3 B
M XD > 72 (p=0.318), L2>L. PVREERICL Y 2 ICHEL [SER
TFHE, 8 9l (49£9%, 38~67%). CLEAREE, 701 (15£9%, 6~27%)]. % D 2 HEfH
IS BT B AETEREI N & 2 BERIHI C IR E R CHE R ICETFR P RIFTH
572 [p=0.0499 (v 77 v 7iK)], E72. PVR iE0>D> WHO-FC A3 UCGE/MERHT
(WHO-FC SCE/AERHYI Tl 2H PVR 25233 H LT 72 728, WHO-FC St /i
FFHE & [FFR) & . WHO-FC H8HERE © o AR 0T & 2 BERS LE#E © 13 WHO-FC 2X
LM CHEBICETRDBRIFCH o 7= [p=0.004 (7 7' T v 7 iE)], WE%EX 4
IR,

(a) &2k (b) 38 B2 hE #hvs FE 58 BAE #E
1.0 1.0
0.8 0.8 ‘ | W BRE
Hr: 0.6 HE 0.6
FE 38 BE
0.2 0.2
0 0
1 2 3 4 5 10 (%) Nuber at sisk 1 2 3 4 5 10 (%)
Numberatrisk 15 14 11 7 6 5 2 gt 9 8 6 3 3 3 1
SEEAE 6 6 5 4 3 2 1

M 3. &f&E X OCEKEADE - FEE O O A FFR

(a) 15 FEGI D EfFHRAR. A AR Rl 1L 5 4. 1 AT 93%., 3 AR

65%. 5 FELEFEE 43%TH o7z, (b) FHEIERE & IESREAERE o LB bR, A7
] Uil L R B R C R 37, FESRBIERE C 5 4F, 1 SFAEFER TR EERF C©
100%. FETREZAERE T 88%. 3 AR ILMELIERE T 75%. FEIREIERE T 58%.
5 AFEAAEER TR RERE T 50%. FEMELIEREC 39% TH - 72, MfED A A IC
BEEIZED - 72[p=0.5(1 7 7 v 7).
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(a) PVRERE BRI vs & T FiE (b) WHOFC gk &/#e K ftfvs 3 B

1.0 1.0
W R
0.8 0.8 /R
Hp 0.6 He 0.6
3t 3t
+# 0.4 # 04
HEF R E
HE
0.2 0.2
0 0
1 2 3 4 5 10 (%F) 1 2 3 4 5 10 (%)
Number at risk Number at risk
HERLEF 8 8 7 7 4 1 g /iy 12 11 10 7 6 5 4
BEFR 7 7 4 2 2 2 1 L 3 3 1 0 0 0 0

K 4. PVRIKERIC X WV AL 72 2 BEic BT 2 7 s L U, WHO-FC &
IHERF & SR D AR

(2) PVR S RIC & 0 oG RAFRE, SCEARNRIEICT U 72 2 FEO IR, BB R
HFHCHIRENRHIVOARCTEEPRIFCH 572 [p=0.0499 (v /"7 v 7
2)]o

(b) WHO-FC SCE/AERHTE & I ERE O LA i#R. WHO-FC SGE/AMERHE C I3 4R
LD DEBICTEERIFTH o7 [p=0.004 (7 7T ¥ 7 )],
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@ A~F=7icBT s

PVOD/PCH D%/ L 7= 15005 b, 4/ ~F=7%HH, o4 ~F
= 7PN DBEEAE ST I TEEOFM #1175 2L B TEZDIX5SHITH
o7z, PHIRERZE 6 ICRT, FHEERIT 6713 %, 1HIxHETH - 7%
GEF 1), 2 B2 mEFEA O] EFI 4,5 TH Y., 1fHlciI@ERIcy 7aHRR7
7 I FMERA I N Tz GEF 2), EIE TN 2 Bl TiTh L7203 EIF2AK4 %
GO L 27 PHICBE S 2B A RIIFED b > 7 (EH 4,5), WHO-FC
TR EPIE, PaO, 13 68+11 torr. %DLco 1% 29+8% Td - 7z, RHC IZFH W\ T
mPAP I 40+7 mmHg, PVR (¥ 10.842.9 WU ThH - 7z, HIMTIIDH % 2EHFH
Bt I N0l 2 H1<. JEH] 2 TiE PVOD & PCH Dti#E DFf LA, SEfH] 3
TIZPCH DT RO ARG O N, F2KIERIDO HRCT %X 5 1ICRT, /NIE
IR EE D JEE (X BERNICER D 720 SEH] 3 EAEH] 5 TIIEF AR R <T a3
(CT Pt R Cifi O KA N 1Pz 23 i 7n ) HiRflo 2 ) 45 252 % 3
D7z,
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£6. 4 ~F=7%MHL 7 PVOD/PCH 5 iEf| D Wik G R is

iR ()
=il
LI PR

Pack years

PVOD/PCH® J X 7 A+

BisFHRE

B R

WHO-FC

6MWD (m)

BNP (pg/ml)

B R IAR A7 R 43 HT
i Fa 13¢5 it (L/min)
PaO, (torr)
PaCO; (torr)

IR RE AR 2T
VC (L)

%VC (%)
FEV, (L)
%FEV, (%)
FEV,/FVC (%)
%DLco (%)
%DLco/V, (%)

RHCO#H R
Heart rate (/min)
PAWP (mmHg)
mPAP (mmHg)
RAP (mmHg)
CO (L/min)

CI (L/min/m?)
PVR (WU)

FHE

6713

745+984

68+ 11
3416

2.16%0.41
87%20
1.63£0.35
89+20
806
29+£8
3619

80~ 16
4+2
40+7
4+2
3.410.5
2.5+0.5
10.8+2.9

SEBIL
61

5

W
12

I
327
344

2.9
2.0
12.6

FEFI2

74

w

0
/=873
77 IF

PVOD, PCH
i DRT R,
il

2456

69
33

1.97
90
1.56
101
80
34
37

105
3

53

7
3.5
2.6
14.5

FEHI3
75
”

0

PCHD T .
D H

1l

171

222

50
34

1.89
91
1.35
102
70
27
40

68

3

36

4
3.0
2.0
10.9

AEB4
79

S
B
30
R

BHE S 2 B {5 T

11T

32

68
40

2.53
112

22
16

78
7
39
1
4.0
3.2
8.0

SEBIS
48

7
EER

4

548 BT

Biid 5 2 5T

I
175
674

70
37

1.73
56
1.46
60
84
42
64

84
5
35
5
3.7
2.6
8.0

PVOD, Pulmonary veno-occlusive disease; PCH, Pulmonary capillary hemangiomatosis; WHO-FC, World health
organization functional class; 6MWD, 6-minute walk distance; BNP, Brain natriuretic peptide; PaO>, Partial pressure
of arterial oxygen; PaCOz, Partial pressure of arterial carbon dioxide; VC, vital capacity; FEV1, Forced expiratory
volume in one second; DLco, Diffusing capacity of the lung for carbon monoxide; Va, Alveolar volume; PAWP,
Pulmonary artery wedge pressure; mPAP, mean pulmonary arterial pressure; RAP, Right atrial pressure; CO, Cardiac
output; CI, Cardiac index; PVR, Pulmonary vascular resistance
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5.5 fiEfF D HRCT Fr R
FEB 3,5 TIEMEF RS AT INZ T O ZR Y T ZEE2BD 5,
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4 =F = 7T&ERIRIC BT 5 FH

4~ F = TGRS OEERIIEEIcoOWT, £7. M6 WKRT, A~F=7
K5 Bt BN E < OMAMIZ T T 68448 H. FHliEfD 4 ~F = 7'1% 50~
200 mg/day TH > 72, WHO-FC 2’ EL 72D 1F 1 FlOHRTH -7z (FEFI 3). 4
~F = 7EGRTL Y MM EILREZFEH L Cnzold 2 #] GER1,3) TH o7z
B, A~F = T8EGHTD» O A v F = 75 %R OFHEIR A E TR E LRI 0%
3D > 72, BiMELRIE L L i, fEF 1 THRE v X v 250 mg/day & N
AR, JEHI 3 TX X7 40 40 mg/day & R+ v X v 250 mg/day & PIIR L T
7zo PaOs. mPAP. PVR 25¢&3 L 7= 13 2 6 (JERH] 3, 5) TH Y IEf] 3 T35
MEBXMETZ I3 TH-720, o 3flcizvInd Bl T/,
BNP (3fEH] 2,3, 5 T T L7225, fEf 2 TlicckEHICEMETH Y, IKFL T
DMDFERI L 0 D EED L L TH o 72, FMEBEEERE CTl¥%DLeo & %DLco/Va
DYER] 1,3, 4 Th$cdEE, il 5 TRIAEEWIFERTH 572, K\l 2 T
1T HIRREHEAL D 72 DIEIRFERER T D 7 + v — 13T CE e o 72, ks,
PaO, CifiMATEIRE A3 L 72 2 9] (FERI 3,5) & fthod 3 Hlo i HKFIC XA S
IR RO Te o 7255, SEH] 3,5 Tld HRCT I THEF RS 2 =T E %
R ) H T 2R BD =,

BERFICH L TTEF 2 CHMEKIRD D34 L7234 ~F = 7 DJfEIC TR
6T 22 ENARETH Y, BlL2BORr om0 ~F =72l T 52 L
BTETz, LAUEM 3 ICBWTIRBEEM S 2O ~F =7 2Hike X 5
A = YA
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R1. A~ F = 7EERIR O FEERIEER O LK

"FHEE EFI1 iE 112 HEFI3 oiE B4 FEBIS
;‘ﬁ;gﬁ;; Wi W@ Wi COR S T R
égéa‘; day) 110 £49 100 50 200 100 100
;q);];;qﬁ;ﬁ?a) 68 48 30 9% 36 149 28
rrevxyv
- g Ky xv (125 mg/day)
it I BE TR 3R (250 mgday) fIEL Pyl L L
(40 mg/day)
WHO-FC I % I 11 1% Jiig I I 1 11
BNP (pg/ml) 1349 1967 956 1372 4527 3233 864 55 32 32 366 144
1624 1240
MHE A R AT
MRS G R 5 5 0 0 5 3 0 0 0 0
(L/min)
PaO; (torr) 69t11 6713 |89 52 59 57 62 88 68 65 67 72
PaCO: (torr) 34+7 34%7 |35 35 25 23 28 44 40 32 43 37
MRS RER R
VC (L) 202 |1.72% 2.32 2.51 1.97 NA 1.71 1.67 253 2.66 1.56 1.76
0.36 0.44
%VC (%) 83120 68+22 |73 79 90 NA 88 86 112 119 50 57
FEV, (L) 121 138 2.12 2.13 1.56 NA 1.16 1.23 NA 2.03 1.21 1.49
0.38 0.37
%FEV | (%) 66+20 75+24 |95 95 101 NA 84 89 NA 129 49 60
FEV,/FVC (%) |64£8 [63%4 |91 81 80 NA 70 7 NA 76 79 84
%DLco (%) 258 217 |17 18 34 NA 17 23 22 27 36 36
%DLco/V, (%) |32£19 2414 |16 18 37 NA 26 31 16 20 66 53
RHCO#5HE
Heart rate (/min) (8011 80+9 |61 80 9 95 84 77 78 66 81 81
PAWP (mmHg) |62 5*1 |6 4 4 4 10 3 7 7 4 6
mPAP (mmHg) [45£6 (43+9 |50 55 49 50 50 32 39 45 37 34
RAP (mmHg) |5*¥4 52 |2 5 12 7 4 1 1 7 7 7
CO (L/min) 33+0.43.0%0.7(2.8 2.5 3.2 2.7 3.3 3.1 4.0 22 3.3 43
CI (L/min/m?) |2.5%£0.4 22%0.4|2.1 1.9 2.5 2.1 2.5 2.3 3.2 1.7 2.3 3.0
120+ 140t
PVR (WU) 29 51 15.9 20.2 14.2 16.8 122 95 8.0 17.0 9.9 6.5
HERR e RS s i i
W fifi %

WHO-FC, World health organization functional class; BNP, Brain natriuretic peptide; PaO>, Partial pressure of arterial
oxygen; PaCO», Partial pressure of arterial carbon dioxide; VC, vital capacity; FEV1, Forced expiratory volume in one
second; DLco, Diffusing capacity of the lung for carbon monoxide; Va, Alveolar volume; PAWP, Pulmonary artery
wedge pressure; mPAP, mean pulmonary arterial pressure; RAP, Right atrial pressure; CO, Cardiac output; CI, Cardiac
index; PVR, Pulmonary vascular resistance
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mPAP (mmHg) PVR (WU) PO, (mmHg)
60 25 100

55 FEBl 20
/ 20 L KO3
50 fEHI2
SEHI2 80

45 FEBI4 15 i S5
70 ’X
40
fEHI4
a5 o 10 \ HEHI3 60 \
15 SEHI2
HEHI5
30 HEHI3 5 50 \ fEHI1
Bt % it #% A %
WHO-FC BNP (pg/ml) %DLco (%)
4 FEHI1 5000 40
—"° ”EM5
/ 4000 35
HiE B2
30
FEHI3
3 L 2000 2 - AEpl4
HEBI2,4,5
. 2000 HEGI3
20
FEHI1 % JEHI1
1000
I3 15
.\o
2 0 ggi 10
iU % il % Bl 3

5. 4 ~F = 75RO KEFEKREED LK
FEGI3 & 5 DA, 4 ~F = 71541 mPAP, PVR, PaO, 23t L T\ 3,

mPAP, mean pulmonary arterial pressure; PVR, Pulmonary vascular resistance; PO., Partial pressure of arterial oxygen;
WHO-FC, World health organization functional class; BNP, Brain natriuretic peptide; DLco, Diffusing capacity of the
lung for carbon monoxide
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EE

5 ICECH DM Y . PVOD/PCH 1203 2 AR 22 G IZIBHED A TH 5,
L 2> LIEAE DR IS CRIANE & &0 I EEIRIE S 4 ~ F = 7o FERhkIc
s s WG PEBA TN, AR TIR, 4FHD PVOD/PCH AERNIC D\ THRES
L. #EOMMENLRIE E 4 = F = T DORR - KRMEICO W TR 21T 2 72,

O BOMMELRREICEL T

AWGE T O A Rk, R ORI L REE § 1< € PVOD/PCH 15 ffilH
80%LA - DAERI CHIMAERITIOIK T 3G b N2 TH 5, RHC I X 2 Gl 1%
Z ORFRCilEY) & BN 2 BFIELEZIT o T 523, 2 Hl D RinERT %A
RHC R D% 5203 8 7n > Tz GRIBERTIZENX COFHMi7Z 23, iR &
B3R 5H6 V), L2 L 2D 2EHIE b ICHRERIIBERIES FToHicd
21D 5T PVR GERIMEETH Y, 2D 2EFI~DIEEKGIC X S
PVR E~DHF G LR2RDOEITIC G 2 252 3R ML EZ LN D,

PVOD/PCH (C X3 % #% i 5 HR R S o H 2t - Lathic B3 2 e 13
JEFIHREIC L &% %, /2. PVOD/PCH @ 64 SEflIc DT, JBREICX Y
mPAP 132U 3V DD PVR 25 10 WU 2> 5 8 WU IC2E L 72 & 3 2 BEER A
» % »3(Montani et al, 2017), [RI¥RE CTIIFHESE L RO OWME 2 & T L
Tk h, FOMMELERD AORRIIMRIT I Ty, UEX Y., Kk
(3R DRI LR 3E 5 © PVOD/PCH JEFI D AfiMATENE S SGE L 72 2 & R
L7zt omse et b, 72, PVRIERDLERIFCTH o ZHTIIARTH - 72
FEICHRTEFERRRIFCTH . WHO-FC 238GE T 72 13MERE & iz 15 6 12
Bl (80%) DAEMHIIZ WHO-FC 238 HE L 72 BEIC R CHEBICETER B RIFCH -
7oo TNHIIREOMMEILIRSEIC X 20N R RIFcH 2 Tld, %5 Tl
ROERICHIR L Z DR DOEFTHRPR W L2 RB L 72,

AWFSE < lx PVOD/PCH AEHIIC N3 2 AL REEE O BB R ofRiE e L <
D PVR EHR % FHITE 2 KT OEREZAA Tz, R, PVOD/PCH % /"%
% CT AT RAELE PVR GERICE #E 2 ® 72,  DF i3 PVOD/PCH JEFIC RO
I YRR % % 5.9 2 21, PVOD/PCH % /R34 2 REL 2SS # 1T 7 5 Al HE
PR IRE L7z, ¥ 72%DLco/Va 25\ 1% & PVR DSER B RIFCH 5 HHBEH
52, %mRL7-, 25k, PVOD/PCH AERI D C, HABIR 2 fEf] X 0 & FRik
[FEMRIME TR ZE DR D3 (B 2 WISIEINRIEZ O F 503 v FEHAS|C
FEOMIMEILREOESHETCE S L 2B T3 E2bN5, FAEOH
Tl o cicE< | RIFEOFERIZIRERTO HRCT DR, YLREEZE & 7=
MR BERERR AL 23, RO TR OB R FHICEH TH 2 AlReE 2 /8 L 72,
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T 5T, AR TIEHMENR Y 7T 4 T v A MR & RlKIED A U3
ECH 0, igfik=a v 77 4 7~ 2% PVOD/PCH JEF I 3 LR CUifi & 55
ARG L7256 OMi/KIERAEZ Pl 2 720 ICE R R L 7 2 AlREEDR
X 7z, MiZKHEIZ PVOD/PCH JEFNC X} L CHHIMELRIE 2 i L 72 B ic,
RFICESE & e VS 2 BB AR ERERTH 208, ThECiclikEo) 22 7
772 =L I N TR, k. PERCIIMIMAE LRSS O ffiKiE D
FT 10% K0 & § 5 b D2 5 (Montani et al, 2009). 100% & 3 2 5 % ThE4
T®H % (Ogawa et al, 2012), AL TlE 20%DFEFI CTHiIZKFEZ £ U, Z AUidTsF
DI L 121F [ T H > 72(Montani et al, 2017), AL % & 3R ChiikiED
FAERICKERELSD L2 L IZEETH Y, ZoMHB L LT PVOD/PCH DE
TERE LB iR DE N, fiKEOER R EDBEZON D, —J7. MilllEILRSE
152> & ik EFAE £ < ORI IZ -5 9 H(Montani et al, 2008), & % \» (T H &
flic1 7 A& DFHEDHH O (Montani et al, 2017), T AIIARIATLIC BT 2 £ i
MEYLIRIER: 5% 3~20 H CORIE L R AEL Tz, Lo T,
PVOD/PCH JE I i ffi i B3R 3K % Bdh U 7258 H ~1 ~ A o Rtk iE o ml§E
PEASIHICEEEEICRBZ B VDERDH L LEZLLND,

PVOD/PCH @ P AR TH . 2000 FE D Tl | FEATFRD 28% & X
T\ 7z (Holcomb et al, 2000), L 2> LiLF O CIIFEIEFRIFNEL TE T
B 63~75%&¢ T 2E D H 5 (Montani et al, 2017), AR ICEH T % 1 F4F
X B%EFME Y DRIFTH o7, KTFEZ GOEFORE TTERIERI
B LT, BERE e U CIFBIIRIE 2MKAE < & 0 F IS W51 0 5 51 25 A
ENTWBAEEENEDR D B, %72 2000 4D Holcomb ©H DR Tid 4 11 TR
W INTWBE, 2D 55 5H]TIE%DLeo 28 60%% LAl - Tk Y AHf
e UL DG 1T B B %DLco 25 60% A &\ 5 HHEL (FE 5> T B 72
O, BERTRRE L0 3 EEARAFE— TR WAREED H 5, AifFFETIE
e UM AR I X 2 M ATEN G, e I BRI & i i T o o % il
T3 R TE I, A TIL IPAH/HPAH B L T, FHEIIRTE & T OB
HAEEH I N, FHUMEIRTEME N & FPRABIFCHZ LEINTN S
(Ogawaetal, 2014), ZDZ & %2 FfEJ 5 &, PVOD/PCH IC B\ T b fifilfTH)HE
DRET 5 LI TFHROSGEICER D AREMEL D 0 . AW <D M TEIRE D
UEEIC XY RIF R THRBG O N AReEDR H 5, AF5E1C T PVOD/PCH JEH
O Fiilif TEHE 2588 DI ILIRERIC X 0 BT 2 WREER R S N2 23, #% 5
BRAARRT 1~3 JBRTE U CfikIEZ £ U 20EHI25H 2 2 & o, S LR
BEAIC X 0 fiKIEZ 4 U BAEHI D 2D 3 2 &0 £33 HAID . [EEICEA
THILPEHEETHLLEZLNLD,

AR, R EORE & BliERAR - BHIIERZ & OBEIC O W T oRESEUR S
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%, AifF9ECiZ PVOD/PCH I 3 F 258 FEA TG, FEADH O R I ERIRI 72
ERBODIDEI DRI L 722, TROGDO THL L RAEZRD LD o7,
MRZTEIZ S E nREE 235 2 & THIL L5 23, PVOD/PCH I3/ DIRETH Y
FEGIE D D72 <0 2 ORTEEEM R EHHI S BRIFL T b 2 L2 b RIS T
W U 72 58 BREFER 2358 SRE D 2R % KL L TW» 3 & 1 F Vv, 2 D7z908
BAEIC A F L 72 PVOD/PCH 2358 BEFE A /F PVOD/PCH & HEER L. ] & 2> DFF
WA AT OARERREI NV EEZLND,

@ A~=F=7cBL T

ZALE TIC PVOD/PCH I L TA = F = 7 I iz & w5 L, e
kS D & T 78 (15H) @A TH % (Overbeek et al, 2008; Adachi et al, 2014;
Nayyar et al, 2014; Ogawa et al, 2017; Sato et al, 2019; Koiwa et al, 2011; Kataoka et
al, 2012), TNHLDHRTA =F =7 X BERIIEGER S L N> 72Dl 2
5l &H O (Koiwa et al, 2011; Kataoka et al, 2012), ftt 4 Fl DREFIHR T T 12 EFAR I
THE D N7z & I X N7z (Overbeek et al, 2008; Adachi et al, 2014; Nayyar et al,
2014; Sato et al, 2019), L2>L 24 b 6D 5 H RHC I X 5 IMATEIRE D G 23
HifTENT=DIZ 1 DA TH > 7-(Koiwa et al, 2011), 4 ~ F = 7T X 2 iBEEH]
#%C RHC IC X 2 IMATENREFHM % ftifT L 7z 9 BlsS < I BRI SGE, IfTH)AE
DWEHENBFON, oI vF =7 KEGHCIIEMmTERIREroZEWME TN
T2, FARETIEA ~F = 7 UAN ORI EILRE S 5L EHZ I N TE
D, A ~=F=7HATOFHMIETTH ATV 72 V2 (Ogawa et al, 2017),

ARFFC I EILRR ZZH L TORWRIE T T, 4 ~F = 7 8o fffilfl
fTERE~ D F 2 % PVOD/PCH #1125 L RHC Tl L 7z /@] D5 TH
%, fERE LT, 4 ~F = 7HHANC X o THIMITENREM 12 eE 235 & iz D13
2501 cH Y, BERD 13/15H1X 0 b mniERE kol BERTIEA~T =7
28 PVOD/PCH JEFICKT L CHMTH % & T 2 WEDB L A, RiFFERER <k
KERICBWT, A b [ ~F =724 TD PVOD/PCH IEFICE I TH
5 REATWT EEREREL 72,

RIS 3A ~F =7 B ED X ) RIEBICENTH 2 TFHITE 2 2 LIZHE
BCHB720, APRTIEA ~F =7 XY ffEEREIE O LE S5 17z 2 f
(ERFI 3,5) LeEERT LN o7 361 (GEH 1,2,4) IOV CHEBBRHN 21T -
oo LD2L. ERIEFICIEHO I RELZZD R o7z, 7272 L, fERHI 3,5 TlX
flhd 3l & 572 ) . HRCT i< THIBFRIE I A =T T 5 PO X Y 77 7 25
DERD b Tz, HIEE W Lic, FfkDER (bat-wing pattern) % 23 2 AEH| D
JREAHAR 2 PCH ICHEL Tz & OIED H % (Wada et al, 2019; Anazawa et al,
2019), F 7z, AWZEIC T, FIBCRIEFEIEZEIA 7k S L7z 2 Flic s v, FER
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2 (bat-wing pattern fEL . A ~F =7 RM L) Tlx PVOD O MBI TH -
7273, SEM 3 (bat-wing pattern H Y, 4 ~F =T FE A D) TIE PVOD O
1372 { PCH DFf RO ARMER I N, TS DEES S, HRCT I T bat-wing
pattern % 728 ZHERNIC B WT, £/ PVOD £V b PCHICBEWTA ~F =7 D
SRR T % 2 A[REMEDSE 2 b L7z,

A=Fo7OFERESKL LT, fEH 2 1T CRLMERRD 2280 7225, B IC X
S TPUMIRIFR D I LEMERZ R L, [ ~F = 7o G58ETH 72, L
2> LEEWI 3 Tl A = F = 7R GRICHEEM A Zz4E L, 1 ~F =71
PVOD/PCH IZH L CIZAR & & 2 Tz b O D HEGEIRIEE & I L 72, AREG]Z
4 =F =75 PVOD/PCH ICE L THOHEEHRICI TR ICHEET 2L4E LD
52 RMBLZ, ZOMOEFTIIEERRIIFICRDT, /1 ~vF=7DF
EREROBE L TCIL L Brolz, RETHEHALZA ~F =7 DHED 50~
200 mg/day &, AKEMWIEEICHEHI NI EL Y D hnEDR, BEERID
ol & LEHHEDL D 2 0[R2 H 5,

L ORIER

AWFGE 1L HERR COBR ST AN RIETH 5, Z U, BB EI YR I X
% b DICKRE E NGHEREG DA T ABEL 5 2 &2, MREEFIC L >T%
DRFDHYEN R 5720 DB L THFETHBRL S, G—I Nk
HEREn TR LR E kL2 2 e P L WERTH 2, 7z,
BT R e T TR T 3 R EERIRTE SR IC RIBE 2380 5, o A~—B %z @&
Vo, LW TEBBYINETE ZHERICRAPH -7, L L. PVOD/PCH
D3, & THi 7R TH b (O'Keefe and Post, 2015; Montani et al, 2016), FR5ER
ICIFBEDICHIE, I EERAEOEOE VR T C L ZREETH
%5, ZDOHT, HfiFxDBRITHI R Tl H 5 AT R IT S %D
PVOD/PCH SEFIIC K 3~ 22 EDSEICh b L Ex b b, 72, BEHASE
THfiE AL <~ 2 F U (JAPHR, Japan Pulmonary Hypertension Registry) 23(£17H
ThHhb, ZOT—X2EROIZARKINFEEROMEE, #7z R IEHORESE, X 1T
I IE AT X R OE TR EE I NI RNE L E X B,

AWFFETHEH L 72 X 5 i PVOD/PCH ZWi I RIEBE I T2 b DD
(Montani et al, 2017), AR TH TR FIICZHI I NG Z EPLET L v,
Holcomb & DR T4 11 HICHREZMI 23 7% T T\ 5 23%DLco 2% Montani
OOFRMER - I WIEM Z E LR L, WEORSE LEFEOHRE CH—DER
ZXTRE L TR WAEEME S B 5 (Holcomb et al, 2000), AMHIE CHHRELFIICEE
WizsCc& 7Dl 15 FIh 4 BlTH 325, PH OfiAMRIZ—ARIIICY X7 255 <,
JRERSARY 7o B LT RAG . BAEI OfHIfIC L o Tt 2 2 L 83 L A LT
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FERT IR AW 21T 5 C L IZWEECH v . ERIRIYIC 1 Montani © D FEHET
Ziicns e hLneFEzxond, AL CTHLFRKEEZH-TE D | HHKE
TlEZoRELZH W 2H, B X OCRECTRICET 2~ T v AL
DEFE LW, FERIICIZ X Y IEMERZWIEEORELVELEZL LN,
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PVOD/PCH (X3 % & DM E PR Al s L O w5 = 78O - %«
2WE, INETTTHRD EEDIEHICE TG L, FicEonmE I
ToOHEYTH D,

@ ROMMEIERRICOWT

< BRI YRR IE D% 5-12 T PVR 13 86% Tl L 72, WHO-FC (% 20% D
Bl CHEAL, 80%DIEHI T D L < IFMERF X L7z, AR AE YL 5RIE 23 ke o]
RETH o 7AEHITITASER]T PVR OUGEED G O, MATHREOUGEE S b
52 &L,

* PVR SCEXR PN ICRIFCTH o 728E, B X X WHO-FC 23CE/MEFF S L7z
HCIEZ S Tl d o 2REICHIER L PERARKFCH - 72,

- PVR &% L PVOD/PCH % "3 % CT A ICBEE 235 U . PVR SGE %

& %DLco/Va ICIZAE RHBER A b 117,

- fiKBEIXBREIR 2 > 77 4 7 v AMEWEFNICE TR T WER 2 S - 72,

- RO AL RS 2 % 5 L 72 480 PVOD/PCH fEH] o A AR JfiE 13 5
L1 FAEERIT 93%. 3 FAEFRIT 5% LR E Y b RIFTHh - 7z,

- R EZE D A F I PVOD/PCH AEHI D FRIRE . FLEICE % RIT S b o
770

@ A=F=FlconT

- PVOD/PCH X3 %, #5Rit% D RHC DR D GO/ 4 ~F = 7THFOH
W - BRI 21T o 72,

A ~F =7 %5 L7z PVOD/PCH 5 fEHID 5 b FliMATENAE % & 0 7= ER IR
BYGEIPB LNz 2HITH D, PR &b, £ PVOD/PCH FEFNITX L T
AFZTPEMTHD LITE AR VERRINT,

s A= F =TI X Y SEEDR O NLEHITIX. HRCT I CTHiEF RS A =T X
NBPED R Y 7T 2 ERBDT=,

INLOMADERE LT, BICROMINEIRES A ~F =70, Pk
< &bl PVOD/PCH fEHI D NEHYIERE DR & 72 2 AIREMEZ/RE L |
FER, FMfTEEE L O PR E2WET 2R H 5 2 &, X HICHRCT AT
°%DLco/Va 2358E DRI E YRR IE O B2 HNCH = AlRetE s m S iz 2 &
BHTFONDE, MBIk v 7747 v ZADMKED RAETFHNICHER TH
D f I U R AR SR A A R D e e PEEHil I G 7 il RED S H 5 Z &, £ 72 HRCT
T® bat-wing pattern (X PCH Z/R% L, 224 v F =7 OHEHELARFTZ 2
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ZEDEERFMALEZ LN,

PVOD/PCH 375/ VB TH 2720 " HERACORBIIEIEL Z 2 513
B, ARt cofEREFKIC, CTHRICE S RO (b L IFEED) MimE ik
IREDOMRE T, A ~F = 7HHOES DG, FBRIC%DLeo/Va ICHD <
IR M E LRI DR TH, T 72Hi8k= v 77 4 7 v 2 &R 72 imE LRSS
KR fifiZk D Y 2 27 5l & Fif 1) % 52058 CRREEC X AWERIRIICHEH & b
na,

Sl fgEic BT, PVOD/PCH fEHIIC X 3~ 2 NEHIGEE O A 2h k23R X
Niz, BRI, ROMIMEILIREZ 53 % 2 & T%  OJER] i & i
RNEBZESND T &, F72%DLco/Va < HRCT (< CIEHAIF) & HIWT X L B HE
Bl WIHASIG D BAF 724 7% v b TIRIEN B2 PRI CE 5 2 & 2R
ENTe, T 20%DERI CHIKERRIES 2 2 &, fi#ik= v 7747 v &
MDZDFRIETHENCERA?»D LA WI L ZRT I ENTE, —H, A~vF=
TREHITHTIZRL, BEAEDIEFHTHENTH 5 &4 3BT
publication bias D FJREME D ZE[ET 2 LEHLH 5 L HEH I N7z, T AN
PVOD X » & PCH DJREEDMENL AEHICH T 2 et 2R S v, % 0¥
I HRCT VAR TH 2 A[REM A /R T 2 & 3T E 7=,

HRFRIC 3T, PVOD/PCH X3 2 AhEDMHENL L 72 18R ISl D ¢
Hb, UL, FlnetbEFIC X W BMHEZ T O Nk WER], —75 CEAE
FEREHICEE T 3 2 ERNIZ IR L Th 7 e, Z O T, KRIFFEHRE R 2
PVOD/PCH ## X A D QOL P NED—ch 5 Z L XHFI 5,
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