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A RSAZE—MR] DTV X (& ELUEEREZ>S—O/NINBFEENMEBS U [Use of
vasodilators for the treatment of pulmonary veno-occlusive disease and pulmonary capillary
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6 [@ WSPH TODiEsmZIEEX T [PVOD,/PCH &2&H1 RS512 2022] (BBTHR) ZIERI D&
(CUTz. 28 6] WSPH Task Force Tl&. FfmEARE (MmPAP) 20 mmHg ZiBX dH 5D ED
FIEMME™ PH OFEE(C. FMEIETIN 3 Wood I FTHDZEZMZ DT EMRRESNTLY
2. HLETHBIRETHD. fEMERE (pulmonary hypertension : PH) DEZE(CET DHRFRNZE
(32022 &£ 6 BDORKSRTIEENTULVRLY,

Task Force [CKDIRIEE NIz PHERERDFEDOZER(E. 5 1 BFOIMBMRIEMSIMERE (PAH) (C.

(8%, EMMERZDESHRMFHETRT PAH HTD)L—TF1 (PAH (CHITBEAR. EMMERT
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—EBDZES A RS A ARRRER (L. BRREGRASHE. Vo Ir —<HASt, A TDILER

THEGKASH, FREERNST. BARR-UZH— - 425V A LKt (FHEEE) &0
COI Bfrzsdsbiz. ZEME [12L] ZxRT.
132, BESAZ/)\— Minds SHEMBTE. SMEIEHOEE(L COI AL TH D,

EHE GEERRLE)

50 AAE

QEFFHfE 100 HAULE

GEF# 50 HFLLE
@RS 500 HALLE
B
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%15 2. PVOD/PCH & PAH OBEHS
1. PVOD/PCH Zlir (BxE) B#

MR
o [RIREZUTELE
FEIEH

© BALHT—TILFRH IHEIARERSIERE (PAH) OZURREEEIZT
FRBREROA LT —TIURBRTR

(a) FBIRED LT (LZEREAMBIARTEIIE T 25mmHg B E. ABImEEIL T 3 Wood BT E.
240 dyne - sec - cm™> U L)

(b) FEIEAE (EOEE) (FIEE (15mmHg BUF)

@ PVOD,/PCH &5 2MEPEAHKE CT (HRCT) FRR (NERIFREEDIRE. HDREZ. FIREZ.
AUHSR#kF2 (ground glass opacity) . #itfgl) >/ \EifEKX) H'HdD. M DOEEMAEEREIEMH
R B BIERRBZ RN TED

Q@ FIRHIABIMEILIREE(C KBS o i/ FiiZkKiEDE

BlREIEE
O ZEFFOBMMMAERZIEDERT  (70mmHg XUF)
@ MhHEEERRE : FMLEREEDZRIMET (%DLco < 55%)
® MR >F : BREEOMRRIEZRBDD. FEFEFETHD

SER
[EXMIEERADANESST U ERNYIOT 7 —22iBH D
@ SBHCEN
® BUEREDHDANCZN

© RIEZUAFN R

PVOD : RtsfbEeik (45 (C/NERFER) OUFAMNDEE FERD 30~90%) BEZEFRSD
PCH : fff2EEDEMERRMNOE DZEEH KUBLE. =5(C PVOD (C# U FRIBAMFIRE Z 588 D
HBaEH0

® SERI G2 IR
LU DEBZRIN TS

FFEME PAH, BRIt PAH, EY) /S5 PAH, BIFRR(CHD PAH (BBFK. PIRETLE
fE. ERMVRRRE)  WIRSRRICHD PAH, EBMEMAEZAE RS MEAE
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<IEEEHR LU TORERE>

LUF D TR2UERM] KT [ERRZES] ZIEEHRDOIRET D
EHRIEREBEBOTALAT —TIUREDOADD (LOITI—REFTR TRH D
728, [PVOD,/PCH XL (d. EAKIC PAH THFEI DI LELETD

[E2RRESRA) )
FEEHOQ + R
[ERPREZI {5 )

TEREEOWLWINHEBLEZIEDETD
FEEHOQ + FEEHG + BIXREHOSS5TIEBM E
FEEHOQ + 8IRIEBET

[PVOD,/PCH %% 31 |
FEEHOQ + 8IKIEEDSS5—IEEH = PAH TH:H

ETIRTOEIR - L5, ZWEETE. BRI E U TSR PAH, B{aE PAH, BFREB(ICH#D
PAH (BBER. EXMERER) ZANTULD, EBRIZIEINSZBRN T D EREH L TULD, HED
HEFEL D DIHGEDERIZII L E DT IRETRDON, TDEDWUNIBHEC SN TULVRL, 2022 F DR
=T RN PAH B RXUBER - TR OERICHD PAH IR E(CHEL TLVS PVOD,/PCH ARRZ
(CRET BEAAMEN L TLVD, BAEILDIEESN TV, 2848 (systemic sclerosis :
SSc) (C#S PVOD./PCH HRRZEDFEFISERES(TFEINETTH D,

BEEDFADBER

BT, BEEDME GhREER. EHE) ORPEC NERNMMENGREZER UIZIzomig
WRBAEL. #HERZRIEUTBEEIC(E. IMEISREDERNE<TE Stage3ULET D (BixbF
(. BEOIMENGRREREZLH IS L) | s U,

SEEDADEROHAD LERNFMEIRREDERS D BEEREED) | (& BECERE
MEIREABINENSRERZER U EORENBIE U, IKFEZ2RIELEIHEE] D 2 DOBEZES0 CfF
RN, ENTHOEHEPRIRICTIREZRIE UTBEICESTBIREMISHLLY.

ERIREAEE A EDOEAEE DR ChiMENLREDIE (PGI2 )£, PGI2 #2. ERA. PDE-5[HEZE) (C
»2 BT0. [OREMESF Odik] &Rz

[DRAENFES ORE GEROAIEIERERICKDRENR(EUIZS))  OFIE (ZOMD
) | (CEFETD.

2. 7R/ EHMERZEDIESHIRMFHZERT PAH
Eur Respir J 2019 (C#§&icN/z [FsIMELEDMITEIREN ER & BRR D FERETIR] D dD PVOD
/PCH (L_Bag_énaLo)EzﬁunnR%—Fna(L/__r\jo %6@ Hﬂim[ﬂll_f_'j )IJF /-ﬁy'j.L\ (N|Ce
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2018) DEBEICI2D. Haemodynamic definitions and updated clinical classification of
pulmonary hypertension. Eur Respir J 2019; 53(1): 1801913. KD 5|H. HAGE:

1.6 & : ##ik/ EHOERZDOHSHRFEERT PAH

PHRMEEEIRED, PAH DRREE U THSNDE < DERZRICHWVNT. BSHRAmERRE Y/ X (&
EMMBERENRE SN TUND, CNETOHEET(E. PVOD,/PCH (I LIzH T JIL—-TELT
fIEfFIF5N TV,

PVOD,/PCH & PAH (3389 B[RRI EB&EERBEHB L. TNSD—EBEK D EEE/RE#T.EHMmn
BRE(CEET HEENSVEDDEKTHD (F1) . BEEHD PVOD,/PCH I, BEEYIEIRRH
WRRF 2a FF—t 4 (EIF2AK4) EIFOmMADT LILER(ICER T 2L MHERE R I MRSKEICH
WT. BN TULB[1-3]. BHEEE. 1FC MU IOOIFL OADBEMREC., ZRQEIRNRD
EHMERZZ DS FIEMME T PH ORI & OBEENZRH SN TLD[4].

BR S HhVRftERik,/ EMIMERZDFE(E. %DLco < 50%. =EREEZRINAE. MIEB HRCT FAR (/)
ERPREEDIEER., /NEROEDT DH SRR /FEEIREs. #lRY >/ EEX) (CEDE. <KD
ns (1) [2, 3, 5], gt/ EHOERENEBFRTHDEFE. FEAEND. PAH BEADRIE
HREMN T, CNSDEEICKDAMKED XD (CEETS[2, 6].

PAH & PVOD,/PCH (@R (F(EFREROMITEIRE T O D 7 1L RUERGEZHB L TS, EBIN
ERELT, MADTLILD EIF2AK4 ZEEFE(ICHSWT, ERIEIRDUEF Y > IMRESTNT
HD[7]. BMPR2 (bone morphogenetic protein receptor type 2) ZREEBET(L. FHA3pEERIK
DFFVET I INRDENDZENHD[8]. EERARCEERD(E. FIEMMENM PH &L TEES
N3HEER. EMMERZDIRKRNIBFE T D. PAH & PVOD,/PCH (&, 2 DOBAME(CRRDREE
AITEFR<. MMBREDANRT RS AICEENDEEZSND, DNONIE. [EIR/EHLER
ZDRASHMFSZRI PAH] Z. PH DIECRETARODNET PAH (55 1 8%) (CINXBDCELZIRERITD

(F2) .

SEA

1.Eyries M, Montani D, Girerd B, et al. EIF2AK4 mutations cause pulmonary veno-occlusive disease, a
recessive form of pulmonary hypertension. Nat Genet 2014; 46: 65-69.

2.Montani D, Girerd B, Jais X, et al. Clinical phenotypes and outcomes of heritable and sporadic pulmonary
veno-occlusive disease: a population-based study. Lancet Respir Med 2017; 5: 125-134.

3.Hadinnapola C, Bleda M, Haimel M, et al. Phenotypic characterization of EIF2AK4 mutation carriers in a
large cohort of patients diagnosed clinically with pulmonary arterial hypertension. Circulation 2017; 136:
2022-2033.

4.Montani D, Lau EM, Descatha A, et al. Occupational exposure to organic solvents: a risk factor for

pulmonary veno-occlusive disease. Eur Respir J 2015; 46: 1721-1731.
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5.Montani D, Achouh L, Dorfmiller P, et al. Pulmonary veno-occlusive disease: clinical, functional, radiologic,
and hemodynamic characteristics and outcome of 24 cases confirmed by histology. Medicine 2008; 87: 220-
233.

6.Mandel J, Mark EJ, Hales CA. Pulmonary veno-occlusive disease. Am J Respir Crit Care Med 2000; 162:
1964-1973.

7.Nossent EJ, Antigny F, Montani D, et al. Pulmonary vascular remodeling patterns and expression of general
control nonderepressible 2 (GCN2) in pulmonary veno-occlusive disease. J Heart Lung Transplant 2018; 37:
647-655.

8.Ghigna M-R, Guignabert C, Montani D, et al. BMPR2 mutation status influences bronchial vascular changes

in pulmonary arterial hypertension. Eur Respir J 2016; 48: 1668-1681.

1. BRNUOEMODEREZREB T DEUE (Eur Respir 1 2019; 53(1): 1801913.L N 5| M)

AtEEEARE DLco BT (ZL<DIFE <50%)
=EREESRIIE
f9Es HRCT INEFIRDAEE

INEFRIDAEDT D H S RAIEF / FEE
HHiEpE ' > ) CERREX

PAH BN DKIG f7KiE7z /29 Bl RetE
EHEs WD LILD EIF2AK4 R
TR I4IRER aaE (NoooIFL)

\\

DLco : —B8LRZRAMILEREE ; HRCT : BfREE > E1—SWifEiRss ; PAH : FiBIIRI4EATS IEAE.

\

+F2. MEIMELE (PH) DERERDIECKETMRODOFDE 1 8F (ki)
(Eur Respir J 2019; 53(1): 1801913.& D 5|HA)

1 PAH
1.1 %5514 PAH
1.2 Bz PAH
1.3 Y - SYFFE4E PAH
1.4 BRIEERFB(CHD PAH (FEEHEMEGR. PIIRETUELE. SXMEERERZRE)
1.5 BHILZDABERERCKIE(CHIZDRIET D PAH
1.6 #F#ik/EMIE (PVOD,PCH) JRZDIRSHI4F#ZRI PAH
1.7 & REE RS IEE
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55 5\ fEMmELET—IL RS 2R DA (Nice 2013) (CH T DAEMMEEDERKRDEEZ FiolOR
9. PVOD/PCH (356 1 8% PAH DF(CFEFNTH ST % I'BHMEIITSNTHED., =5(C [&
BRBICHD PVOD/PCH] ZEHDFAEUTEATUZ, [BIEKRFBR(CHDS PVOD/PCH] (FBASE
TIX PVOD/PCH HRIRZEZ 5 (C14D.

Nice 2013 fhEIMEAEDEERIAESHS LU 2015 ESC/ERS 1 RS > DD 1'8F

55 1'8¥. AMERAREAZRAE (PVOD) KLU/ F(FMEMMEREE (PCH)
1.1 %55k
1.2 B
1.2.1 EIF2AK4 Z £
1'.2.2 EIF2AK4 ISV DZER
1.3 &Y - SFFEN
1'.4 &TEER(CHHD PVOD/PCH
1.4.1 ¥EHEEIR
1".4.2 HIV RZE

2022 FORFRICHVNT, AFPICHITDIEEERE L TO THhaAREIZIE, A TEH0 M S iEE
(PVOD/PCH) I (&, #5FIEFZ(FERMED PVOD/PCH ZX15kE LTS,
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3. PVOD/PCH &8 HA RSA VEZRICHBITIEER

(1) SIEMMEN PH (3BT D ibaslk, E M ERZE DK IFE

Eur Respir J (CBEENTZEE 6 [O] fmIMEEDT—IL RS2 /RSI /A (Nice 2018) FEBER(CHLY
T. #1838 PAHBRERDFEOEREEAIF. BITIL—T 88/ EMRMERZEDHASHMIFHZERT
PAH] ZIX 2 &THD. 2017 & EH—RAA RS AEREFE. PVOD./PCH (& PAH & (&%
DM UTREBEAMAI TH DIz LM L. 2018 &D Nice &5 COMET (CHULTIE. PVOD./PCH fBZ

(JRR8) (FRTEMIMEMEMEIEENSERL D DMBERMSNTUND, 1 A—RIEUTIE TR
DELD(CIRD. FIFEMMEY PH AR S AOPRTHERT, EHMEREZER I D, TORKN
IFiEE EDERDDMNIIRD.

A T P T e e
$FFREPAH -
StipaH | PAH SpectriUm... . omemzo
e B S VM % = 3 PAH

Declining Iir_ggapillany-eorﬁﬁéﬁé-rflg of PH

DecreasingﬁEff__iﬁgacyeleaf‘g'etéavBKH Therapy

Increas;ikr;éﬁsi*a’é‘Effect&of;Ig[g‘gted PAH Therapy

K. PAH ART hS LADHFTD PVOD/PCH
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(2) PVOD & PCH BRI
PVOD,/PCH &E—1ED ESNTUL\BN, ZIICEDRFEZER I DE. PVOD & PCH (IERBERKR
JRRE THDOIEEMHHD. PCH EHETEZMTSNITIEFIDENSRE - 4IBFH4FHZ pooled analysis (C

KO UT=ERZRY (Anazawa R, et al. Features of radiological and physiological findings in

pulmonary capillary hemangiomatosis: an updated pooled analysis of confirmed diagnostic cases.
Pulm Circ. 2019;9:2045894019896696.5% X Z HAGER) -

FHEMMERELE (pulmonary capillary hemangiomatosis: PCH) (C$H(F3
BUREY - AIRFHVIFE - ETESZMT SNITEERID pooled analysis

=
=

B : PCH (ZAHEHIIME DIBJE(CHFFHEAT TSN TV DEHEYE - HIMERRTHD. % 6 B s
FEET—ILRS >RSI/ (Nice 2018) (CHFD PHEREKRDFET(E. PCH & PVOD (& PAH DB T40
IL—=T(THHHFANSNIZ. UNL PCH OMEEZITZ IFHEEEN (CE T DDIERE THD. €2 T
PCH CHEFEZRISNITIER(CH I DEHRY - FIBRFFHZIAS MU,

735% 1 2000 S5 2018 FOHAMIICREBRNNARSN TS D, HIPFHI(C PCH OHETEZRINE
SNTTEBZIRZR LTz, 39 DIAFNDOH T, PCH DHEEZIINMESN TS 26 IEBIZREIELZ. TN
STEFIDERKRIEIHRZ BIRE/RR D &R LTz,

#EER . PCH OfuER CTPIR E LTI DS X% (ground-glass opacities: GGOs)Z 92%MAEHI(C
2eblz. GGO MR THIRAAEFIAMEE) (F— > NREIEENT < 88%(C5RsI. AFINS GGO H'
ODFEYDIMKICILEN D93 (bat-wing distribution) %z 1 fFl(C5Rs7z. PCH DEZMEE(CEIFSN
TWBDNERIPREDIEE (19%) SKU )/ EIEKR (12%) HROSNIZHEEIMRSHTH e, 7
SER (27%) (CIXREFMROEERZROIT, WIREEREN TS CS2hIT(E, MfkEEES) DLco (&
ERCET L TULVz, BlPTRRVL IR EXZ MRS (BAL) &R TR 7 fEFICERsDTZ,

fitizm : PCH OIEE CT L OREAF#0D DR (FIRRAEFIREE/ (Y — > 7229 D/NEFRILE GGO
THD. ZPMBECETSNTVWD/NERIBEDIEES KUY >/ EIREADRRE. FERKIDEBESE
ETholz., ZDfth, BAL TSN BABABHIMI KT DLco DIKTF (&, PVOD &[E#k(IC PCH TEZ
DFRZROEELRICIAD EEZ BN,

wE

AEMMEREE PCH (X, BHIMEDBECKIDIMBMEZET D EHNFHET, EHIH 100 F)
(CEBRRNERTHD 1. BELKIC(IHEMFNFIRSRE LN, EMENEEDZHH
ERDERRCTERVVEIEZ V. ERERFIR DA T (IFFEMEMMEIIRMERS MEAE IPAH 72 & & DR (S
BT, SRTIBIER(CHIH TEMESNBIBEEZ L . PCH OEF AR hIMBE(FAERHR N 55 3
FEIFTELS, FPEARMRBEASNTNIN 2, MER(EIPIREEE, 1%, B9RE, WBiRERBHE
HNZ LWEDHZ W ZHZNENDIBEEHSD . LIeh> T, BHETIHBEMNR PCH DEEHKZ
WREN MR ESND.
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2018 &M% 6 M MMEET—)L RS RS IACHBUNT, PCH (& “pulmonary arterial
hypertension (PAH) with overt features of venous/capillaries involvement”& LT, PVOD &3
(C 18 PAH D—E& L TIBDIFSBNIZ . TNET PVOD,/PCH (&, PAH &IE—#F=E LTz 1'8F
ELUTHIOII—T(CHFEENTWHZN, mEEFEE UTZMERBDIANRY RS AICEEND
EDEZBICEEBUTCSZZENHMETDEREEX 511D, PVOD,/PCH D52l (Cd 1T DR #Z U
DI&A(E, HRCT, MIRHEEIRE, BAL PR ZEMAAHEDEIEIERENR 7 TO—FOBERMNRES
T3 *°. PVOD/PCH M HRCT (CH T B4FHMBFRR (&, /NEDLED GGOs, /NERIFREEDAE
Z, #EBU > ) EEANEIFSND 7. FIREEERE TE, 1 WED 1 WRANEEREENZNICED
M5, DLco DEAMETHUSHI EEZ SN TS 8. SIEEES CHVTREXFIRE
(&, BEITHONDEZERETIZRVN, PVOD/PCH (CBWVWTIEBAL (CIDNESFUCERY IO
J7 —SHRERTETERRIBENDS . UHULANS, TNETOIRETILPVOD /(& PVOD
/'PCH [CBITDEDHE <, PCH IFHELUIZED(ERSN, PCH (CHITDIHREEN/RERPREZIITTIE(C
B U TIEARBAIRRNZ ). PCH (CHITDIHMREMNIRERRIZIITEZIRK T D2 L(F, NERDEHEZ
#r, FHREEDO—BICIRD DD EEZISND. KT, AARKICHBULTIEL PCH [CHITDEHERS - 4IE
FHIMFHEEIASNNCIT D EZzBIEUT.

Bk
kiR3E

2000 15 2018 FOM [CRRSNICREBDRE RN, AEHIHREZ PubMed,/Medline, the
Cochrane central Register of Controlled Trials, the Cochrane Database of Systematic Reviews
ZARAWTF—D— RERZULZ. F+—T— R(Epulmonary capillary hemangiomatosis” and/or
“PCH”, f(C “pulmonary veno-occlusive disease” and/or “PVOD"Z L \/z.

FEHEIREHE

TRIFEY(C PCH ER2MieNIZIRERX, RS, EFSERDSSE, BN - £EFHNFIR (HEb
L> RG>, B98ECT, MFIREEERE, [EXIRIRBEOFR) &SN TOIXEaERLUZ. UT
DEDFFRINUZ 1) WIEHI, 2) CTFRRODE&EN R, 3) HEEFEI(C PCH LEEBASMNTLY
12N, 4) FSIEZ/HDIEV. IRZEDER, 39 DS 5 20 W|AZEHL, €DSE 26 i\HZE
BEU (Table 1). FRARFIR, EIRENER, BRFIR (CT), EEFHFTR (FIRMEEERE, BAL),
RMFERFRR, a8, FRICDONTHIL USHEUTZ.

TR
PCH MDERRREIHFE

BRARFIR(IER 1 (CEFflizse& L. BRIEFEEF (1:1.2), SO IFRE 34.0 £ 17.8
m (11-66 %) Tdholz. FIMEIRE, EEPNMEIEES <, BEMSMEZRUEZ. BFEICD



24

WTI 17 ERITRHEN S D, TORTTA O U EINREE <, PDES HER, IT> REULEE
T, ZOMA~<F =T, NO, L RZVOREMNANSNTUWEZ. 17 iEFIDSE 10 FEFIT
SEENR(EIFZRHSNEMN DTz, EEFRTORTTA U EEIA I F 2T DERN—KF (CRRZ
RUEBIN B> fz. —5B T, T/IRTORT ) —ILOERZICRMRKIEZ Z 7z UIzfIht 2 EGI
HEHSNE. 3MEFIGFMMEILREZERAET, BREE, FKRE, ~NUIREDMEREDH
TRIFEAZ U, 2 IEF(IAMMENRRZER U SIMBEZITLY, TOROZFBIIRIFT
Holc. HEBFRZIIE, SIRCKIDEONTZEEZ (31%), 4 AEHITHISHE(C KDL T DM
TNz, BREZ<OEFATETICED, BREIRNSOFEEH 2 F/MTH O .

FoEPE{SKRFR R

ERIVEHEISER 2 (CEFlZECE LTz, GGOs (& 24/26 fiERI (92%) T:&SMN, poorly defined
nodular pattern "&EH—ARN TH D7z (21/24, 88%). GGOs in a diffuse bat-wing distribution
(& 1 EFIDHRSNIZ (case 26). /NERIFREDIEE (L 19%, #ZPU >/ \EEKX(E 12% TRS51,
GGOs KD BHEMEMN DTz, CT OFRFHIFRR (NEFLED GGOs, /NEMPREEDIEE, #itzY >
J\EREKR) DS5 2 HEM E(CEZH UTERIE 7 BEBI (27%) Tholz. BKUMRS >F IS T1 D
ER(F 7 EBITEEN DD, (FEAEDAEHIT CTEPH DBRIMBERIICITD TUVE. case 26 [CHLT
(FHEXBOMmMAE THARSL.

BB (FEtBfhRIE CHETEZIT) TdHD case 26 Tl&, #iRIEE,TdH D bat-wing distribution of
GGOs #3267z, HRCT T(IMEE T (FEETEEUDNS, MmAREF(CAEE7 bat-wing pattern'® d
GGOs &Rz (K 1a). NERREOIEREITECERER SN, MU/ HEXEEFEALERSN
Moz, BAL TIINESFTUCERBNY IO 7 —HHERTEZ. CNSDERKRFTEMNSHREN(C
FHIL, HPIE 2 REANTESTO-SXZ/#D PVOD 2Lz, 8&(3SILTFHT )L, RtE>5
>, IRTJORT /) —ILDEEZZ T, FEREIRENS 3 F&(CHIERBIEN TN, FEMRTE
ZREMHOFEMMEZENTTE(CROHSN, MEECESEELNESTYUCERNYIOIT 7 —HVHE
TSz, FhEIRTIHREERIRIER, FEEENSRREENS, BRREERSNRMN oz, fidd
IROEAZEZ(F EAEBRRESNEN Dz, CNSDORIBMENSE&IZEZHIE PCH S22 LTz,

EHFNMR (MHEEIRE. BAL)

DLeo DEFMET (& 11 FEFITROH S (38.1 + 14.9%, range 20-64%). IEIRILAEARTS DS
ENRBEHESNTWERTE, FEAENEED FEV,, FEV/FVC Z rUTc. BAL FEfz(3HEMEFENIAR
RBICKONESFTO->REEAUAERE 7/26 FEFI (R 2) oz, TNSDEHIDS S BAL D
TEHNBOEEDE 2 EFIDHFTH D2 0. —AT, KREXZBEEAVRIEXMER
(transbronchial lung biopsy: TBLB) TaMrUiz &8N HDH6l(E 1 FIEEN D=, 4 EFINFR
DFEMABAEE SN TULVRLY lung biopsy TEZiaNTLVZ (K 2).
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REFRFRR

SEIFENTZ1T D T2 26 AEFIFEIER THEFH(C PCH LNz, €D S EeHlMEE SN TU)
D& 22 FEFITH D12, 22 EFID S SRR TEMMEDIEEN RSOSSN, REMENIRIEE, H
FEREEZ S IEIRDZME (FRANRZE (IR (L9 IERITEHR=NZ. MFgiRk(C DUV TEEH:N D
D /2 6 SEBI T (IEAI THBRRORAEZRHIEM D . FifgHm( 5 E\FITHSNIE.

R
AR, FBEFO(CE2ETSNTz PCH OERE, AIBZFHMFEICDWTIREELTZ. SEIDRE
T, BSMCUIECEEULTUTDODSENZEFSNSD : 1) PCH D CT BHRICH LTI poorly
defined nodular pattern Z-RI/NEFLHED GGOs H'ERE—MHITHD (21/26 cases, 81%),
2) /NERPREDIEER (19%), U J/\EEX (11%) ZRIEISFELY, 3) BAL (CJ:EHfﬁH@.HjJII]
DFERAY®, IFIRBEREARER (CEH1TD Dleo DER/MET (&, FHZEER/RERIREZII57E & LT PCH Da2H,
(CERAREIERENEZ SNIE.

PCH DEREREY, #B#MFHVIFEICDUNTIE, Faber 5/ 1989 F£(CHSHTL EZ—&IRELTLS.
EEBS(EZDHT, PCHBEHOMEIL > M BEICHWNT, mHIUEAMEICILN D reticulonodular
pattern WNEIRIHI TEH B SRR TS 12 BRIATIE, PCH DEFIERE 4> HRCT DFFIRZE &8z
SR PP RO DIMRE SN TS, BNSDXHERIE, PCH M HRCT BEHRICH W\ TREIFHIIFTIR
(&, PAHZ2&EHEBRUT, /NERLMED GGOs, NERIFREDIEER, U/ \GEXTHDEHRELT
Wd. =5IC, /NEFILED GGOs (CDWTIE, MRE T (CIEREZE UITIRETUFRAECDTm T
% poorly defined nodular pattern HggR =1 12141°, ZN(L PCH [C4F#IIR/ (T —> &EX BN
(K 1b). FE#k(C, Frazier 5(% PCH o CT EH{5RFT R (EAHEIRDILA(CHIZ T, widespread ill-
defined centrilobular nodules of GGOs HM4F#II T B EIRAR TS 2. AHAFICHULTIE,
nodular pattern ZRI/NERLED GGOs 1 PCH ([CHWTRBIFHNRBEERTIRE TH D, CNET
DIREE EFE LR P41 CT BHRT/NEROMED GGOs %#:RHDIBAE UTIL, BRI ERE
SERRDEMMME G 14, RS DBFANZIIREN, MAZIEAICH SN D XML 2 H¢
S5 LTWBREEZSND. —7, BERFITEHEREINIC bat-wing GGOs (CBIU TIEAivkiE, BEM4
fiRE, SmEE, >/ UBEHERE, NESTO—>ARETESNDZCENGD. BRI
FAMEICIAND bat-wing GGOs WERERENZIEAE U TS, BB RIErT R (CHS W TEMMED
BAENBERICRSN, NESTUCEBRBNIOI 7 —HEBE(CHEDHSNTHD, PCH DFREE
fIZDHEDEMMREEMOmMENES LTS EEZI SN, RAFRTIE, TDMMdD CT AR & UTHRK
(8%), L\EK(12%), TIEL(8%)HESNIE.

SEIDAZE(E, PCH (CHHMEL THEMREY, EIRFRNFEEATUTZ/2s, PCH & PVOD DFFHHOELY
(CDWNWTI(IBRFEICXBITE TLVRL. FTZ PCH OHEMEFHIFIR(E PVOD CAEUIL TV TZs, mEZ
TE(CHERNTDZLERELEEZEZX S5ND. &AIC PCH D@EFHNFARICDVLWTHNTE < &, ANEE
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FHRREE (A e BMMEDREEED LUZBIEIISHE TN TS '8, KBNS PCH ZERIT
DL TREFENRARE, MEBRLIT TR, MBFeReE. N\EffRE. [EXREZSHITHIE
(CHEMME - MNMEDIEBENRHSNDZETHD 8. —75, PVOD (CHE#HILFR R (3EEIRDE
ETHD, EMMEEE(IEHRFRECLD 2 XREZEE LTEHERINDS >°. £oT, PVOD [CHLT
(FFHEELSMNCEMMEDRME(EERHY, FLEMMEDEEL 1 EE/RSB 8. =T, PCH DOEKN
BEUCBIU TR, AAFRDARET T NERLED GGOs, NEfEIREDIEE, U /\&EX, 3D
DFEHIIRFIRM HRCT T—EMU LB THRESINE. N5 3 DOFMRIETNET PVOD D
ELTEANSNTLS Y (K 1c). PVOD EMIICHULTIE GGOs D) T —2h 4 T, /INELagent
BIEECIEN B EONS VAT LN B EDETHD X —75, KFFICHNTILPCH D
GGOs DEEINTR) 5 — > (F poorly defined nodular pattern Tékpo/z. FEfz, PVOD EHICHULT
(F/NERIFEEEDAEEN 93%, U/ EEAN 80% TRESND EWLSIRENHS °. LT, HRCT
D 3 DOYFEIIFTR (NEFUOIMD GGOs, /NERIfREEDIEE, U/ EifEX) w55, 2IEBMU E
EHIZITIEAE, BUE 75%), 15EE 84.6% T PVOD % PAH ' SIERITIEETH D /. AAK T,
PCH D CT FRRD S 5/NERIFREEDAIEE(E 19%, U /\EIEKR(L 12% TERER SN PVOD &LEE UK
SAETdolz. TNWXR, MEMELEZREDH T PVOD,/PCH h'&EHN DS, poorly defined
nodular pattern M GGOs h'&p D, /NERIFREEDIEE>D >/ \GifE K Z DRSS (E PVOD KD E
PCH Z1BfE T3 HHEMEN S D. UL ULRHS, HEEZEISNIZ PCH OIEFIEIERICRSNTHD,
TNET PCH & PVOD O CT FRROEVEBRFE(CR D TLVRLES, SEERIRINNETHS.
F/z, HRCT [CH1FD GGOs DAZZH PCH (& PVOD &LEBLEDAZTNEWDSIRENHD 2.
PCH (F#B#FM (CIEB DK D (CLEL UTCEMMEIREZRI MY, PVOD (FEREAE(CLD 2 KD
FEHMEEE R C I TEHEMMENILRL TULVS. PCH & PVOD (DK SRIRFEMMEDAZREDIE
WZED, GGOs DY A XNBRIXBEREMEN RIB SN TS 2L,

JHBENREIRZIRE TH D RIEEERE (L PVOD,/PCH OFEZRE T D L TERGRA TS
3. PVOD fEBITIE, FEV;3® FEVy/FVC HEEREANZSWNCENMNNDST, DLeo NERICIET
(DLco < 55%) TR ENHSNTNDS 7. &z, Dleo/VA (& PAH JEFI & B L PVOD SEBIAMEL
(CEMEZRT. U, PVOD TIHIEHRIRFRIREAZE (C K DEBARNOFRECEMMEBENM LD
ET, BB DLo DIETHELBZHEEZISNTULS °. PCH [CHEWTHHBHFHISH TS S EM
MEEAE, FRERZIEDDMREEIMNBES D ET DL MERICIRTIDEEISNTLD.
NFTOIRETI(E, EHMEIFE(CHIIX ThEIMRDIEZRE, FRIMEAZE, MMRLEIMNFIE T D2 ET PCH
EBIEH AZIBEENN L DIE T IBEEZSNTND Y. UL UIHS, PCH ([CH 1T B IEIRMEEEIRE D
B UTIRE (F S A L. Almagro 5(d PCH EERIS TS FVC, FEV;, FEVy/FVC (Z(ZFEF
IFET, Dl ([FEBBBICETLTED, PVOD DFFRICIEMT D LREL TS 2. KAFRICHNTIE
DLco [C DUV TEREDH DEM L (FFEABIT DLo (FEREKEZRUIE. TNWX, DLco DEFEEL
PCH Z 32l 9 2 L CEERERRITRD—DICIRDRIEEMN S D EEZ BND. Fic, MDIHREEMNR
BBEHEEUVUTCREXRRBENEITSNSD. PAHIEFADS S, FICEEDOMSMEZRT XDRGE
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(&, —ECREZIRIFITOINR. CNETHRARTE/Z2KD(C CT AR PVOD,/PCH DEREREZHR
[CHBWTERTHDIN, BEMUAEE, BEE, U/ USEMHEREREMEEICHUVTE GGOs (3£
|EINBD. —7, BAL THRINZINESTUCERYIOT 7 —(dhblaHim & BEhNH S °.
PVOD DyRZDFEE(FEEMMERFIR T DIzs, PVOD (CHVWTHRBHINSHEENIRFTIR THS.
PVOD fEAI(E IPAH FEBI ELEBR L, NESTUCEBRNIOI 7 —HEX(CEEREN, Golde score
HEETHDTENRESTNTLS . Ko T, BAL [ PVOD DERFRZET(CHL\TEERIHSENIR
BD—DTHD. Kano 5(% PVOD O/NEFITHFRE T (CIEFESZTX UIAH SIRIICUFRAMECLD
% bat-wing pattern @ GGOs MRRENZZ EZRELTVD. COEEFITI(E BAL ZiEfTLTH
D, NESTUSEBEYIOI 7 —HEEASN/E 22, Bat-wing pattern d GGOs (FEZMnyohRzH i
EEHETREREMANESTO—SATEHERINZ T ENHS 2. Bat-wing pattern DUFEAME
([CILHYD GGOs (& PVOD DRZEZDEDIEITTIRL, BERMRRBMmMANIN D 22 & TR (LU Tzn]
BEEN'DD. RAEDIRETIE, BREITDANESTYUCERYIOT 7 —H PVOD DERREZETICH L
TERATH2A8EMNREENG. CORX TIEERTONEST U CERYZOI 7 —>(E PVOD
DERFRAISZET (CH UV TRUE 100%, $BRE 97% TH oz Y. —75, PCH DESRZERICHUT BAL D
BRMLCETIIET > REEFEALRR. Xie 513 PCH BE 64 HlDS 5T BAL BMTHNAE
SFUCEBRNYIOIT7 —HEHRRESNEEREL TS, AAFKRICH LTI BAL (CKDABREHIMD
SEBR(E 2 IEBIDAHDE S T o le. LA UIHYS, PCH DIRZEDFEEE Tl D EMIMEIEAE (SABAZE M
ZE|ER I EEX SN, BAL (CKDAMRBLEMDETE(E PCH DEEREZETCH VN THERARIHMZENIRE
[CIRDDBEEZBND. KIAFRICHULTIE BAL DR (CERAT DEMENIEE(CESNTHD, 51
BRI ETHD. —F, FHOFMANAE SN TULVRWERERR lung biopsy (CKD 4 FEFIA
BN TULEh, [REZIRIREZVZ TBLB TR Uic ERiEeeneflidimho/z (k2). PCH
ZHETEZIT 9 DIz O DFREF BV UM (C (IR S IRAEMAAnETH D (IMRIMFEIRTEMRKEE S
JOwoLlE) , TBLB (K DIRER UTZHBMI SN (Tl /a0 2.

KRR (ENSDONDUZFT -3 >RNEFSND. 1) EEZRiSNIZ PCHIER(IHTH DT,
SEREE UCmXD(FEA EFEFIREEANEIE THD. 2) 2AEFIT CTRRPZTOMOFR (0
IRHEREIREE, BAL, TBIRBNRE, HEWMBZENITE, B, FR&) [COWTKRELTERN D/, 3) PCHIE
Bl & PVOD JERIDPR Rz B89 (CLEE, #TLIAM o7z, 4) B4 D CT BHRIEE—DRMATIRS?
it STORGIEVAVINY =

ot ]

AL TlE PCH @ CT BHRFRR(CH LT poorly defined nodular pattern Z =39 /NEdLED
GGOs N"RE—MNTH DN, /NERFREDIEER, U/ EEXZRIEIEHEV EZASMNCL
Jo. FIZ BAL (CKDAMABHMDEERRY", IIRBEREARE (Cd51FD DLeo DERIME T (L, PVOD &[E#HkR
(C PCH QEZIICHNWTE—BNCRDEEEMENHD. UM URHDS, CNSOMBMEHEREINIZELT
H PCH DIEEZMIZIT D D (CIFMREZIRIN T D ENBICKETHD. PCH DERRZHTISEEE T
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HdN, PHIZET - RHIAERICL D PCH BEDTFRUEDICH(C, IHREN TIEMHIRERRZEITIAC
DWTSEERDIRFZITDOCENEFNS.
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1. @SR CT (CHFB PCH & PVOD O#aRIp )NS5 —>
(a) PCH (CER&HESNTZHEFD/I S —>; GGOs HABEF(C bat-wing pattern TILEBICLAN > TH D, B
JETFAEISIC (& GGOs HYERsb S 10 ik 10 KD 3IA. BASER)
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(b) PCH (DBREYH) (5 — > ; IERAEEIRFEETR) (5 — > /N B GGOs W IHEFRARICIAEN D 18,
(2t 16 K DBIH. BAEER)

(c) PVOD DBREIRY) (S — > ; IBFRAEERR/HEETR) (5 — > D/NERILEL GGOs MY, /INERIPREEDAE
2. HREU > ) CERERR (BUVERRODEDSY) SHRICERHSND . (k6 KDBIA. BAER)

& 1. PCH 26 AEHIDERREVFE

18H N (%)
B4/t 12/14
ZUIFDFE (7R) 34.0 £ 17.8
mean PAP (mmHg) 48.4 £ 10.9
mean RVSP (mmHg) 82.1 £ 10.7
%DLco (%) 38.1 £ 149
ilitaaliii] 7 (27)
T
Prostanoids 10 (38)
PDES5 inhibitors 5(19)
ERAs 5(19)
Imatinib 2 (8)
Nitric oxide 1(74)

Prednisolone 3(12)
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HeEZI T34
BN 8 (31)
FbEEAR 4 (15)
FAREATAEAR 4 (15)
RS T AbLEAR 2 (8)
fibteHE 4 (15)
Fi&
/£ (n) 13/6
£ (A) 22.8 + 18.8

fE(FF19fE + SD
DLco, FiHLESEEST; ERAs, T> Rtz REMENE; PAP, FIMEIARE; PDES inhibitors, 74X
IATTIRFTS—T 5 ES,; RVSP, AEUEHAE

(Anazawa R, et al. Pulm Circ. 2019;9:2045894019896696.:% X % S RVER%)

2 2. PCH JERIDImED CT BRICH 1T D4

fwEp CT LR JEBIER (%)
GGO (Ground-glass opacities) 24/26 (92)
TEETAI T —> 21/24 (88)
bat-wing /{5 —> 1/24 (4)
INEEPREEDREE 5/26 (19)
D> ) ERfERR 3/26 (12)
TN DFRR
f@sKATEE 2 (8)
1(LE/KETEE 3(12)
Sz 2 (8)
HRHEL 1(4)

(Anazawa R, et al. Pulm Circ. 2019;9:2045894019896696.:%X & Z82/ER%)
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(3) PAH OZHIENHAIREZZERINETIES
Eur Respir J [C#HE M7 Nice 2018 FHFHR(CH T, PAH DR (CEH U TIIZEIHABEEN R
=HCULVD (Galié N, Channick RN, Frantz RP, et al. Risk stratification and medical therapy of pulmonary
arterial hypertension. Eur Respir J. 2019;53 1801889) . ULM\U. ©DHT [[REAIE U THEABENHE
SNER. BRIEEZZER I ANIHE] MEEHSNTVD. TDOFD—DM,  [BESHIRAHERIR, A
FEHMERZEZEB LU TCVWDIEVN DD XIAIEEEN SV PAH BE] THD.

& 1. PAH OZIEAERIEE T ZFE I REHS (Eur Respir 1. 2019;53 1801889 KD HAEEER)

1) IPAH. HPAH. ZE¥E%M4 PAH 2B L. 2MEMERICERERNBZETH D, 1 FL0 D CCB ¥
%5 (C WHO FC IL/IIET,. MITEREDMEMNETSN TS (R TERSNIZEEFU
X(IchE) BE

2) BERIBEACKIDBEENRLS >5~104%) . RUROTOT7AILTERELTLD PAH BH
3) LVEF fMRFEFSNOAE0EREF (SME. #ENE. SRR, OB, k) ZE8E8E
9D, 75 m%BOD IPAH FH&

4) BASHVREERIR FEMHIMERZEZA LU TVDEN'H D X(IeIEEMEN S PAH B&

5) HIV REYE X (FPIRETTELE (LD PAH, H3VEREE XM ERICHD PAH DFRE (FIH
HRRBEED RCT (CHEAANSNIED D TZTZ8))

6) 1B CTERRED PAH £2& (WHO FCIE. PVR 3~4 WU. mPAP <30 mmHg. LT I1—TH=E
[EE/RE)

7) HEABENFIRAAAIEX IERTHDIBE (BEMRERL)

IPAH : $5FM PAH ; HPAH : s&{=% PAH ; CCB : 72JLS D AFEHE ; PAP : fiEARE ; PVR : fINE
IKHL ; LVEF : AZ=EFHER ; RCT : S5>4 AMMbEEEsERER ; WHO @ tHRRARHLRS ; FC : #aeD 3 ;
WU : Wood B{i ; mPAP : mean PAP
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PAH DU R VERIEICE D < jaFHkg

BRAYE) PAH BE (CX3 U TIEHEMHABEMEE S SN, EQOKDREMEEZ BRI RNENE
EFEDTULVR, IRTEDEEEES (L. R (CEZHTEN/z PAH BEDEEEEERD/I\SA—-5(CLD
DX IERMEICKDEFHEL T, TDURIDIEICKIDEDDENDEDTHD. YRIERINLDTE
& UT. REVEAL, French Registry, COMPERA, SPAHR L X RUMNSERRXDERER - EHEF - 5=
BERE - FRIMITEIRBIEEN S SN, 1 FROFERFRICKD., K- P - BURIZEERLUZ, K- H
DX OBHEICHUTIE FEROMBEEZELE UTERA & PDE-5 BEEN. U UEE(C(X PGL, 5%
FEEOVIRHARENRAIE SNz, 3~6 4 HUAOBFHEC TR X JIRREZER CETIHZS(C
FHINEIRZ SHIFEHRZ. B - BUXINSHE UM o IZiBE(C(E PCGL 280 =RIE XA
BESEER7Y I TL— RIRETEEINZ, TNTEYRIDEDWUENME SN D EIBE(C
(&, IBHEOEREEREI Dz (K1) . [FAlE UTHABREMNER NN, BEREEZE
BINSTHEEELTER 1 DRENEITFSN TS,

S EPE—— P> 5 —IC L BPAHOREEZ I (—| —AERUA
HERBH o i SERA

)
mEREESD < 2P ERIGIERER ( IPAH/HPAH/DPAHD#+)
y 1
Cal&zsam [ MERGIES L F—————l
v
16 U< [th U R mBURD
|
! v :
. PGLEEIZZT BOFSHEABES
PIHBEEEIRSE VIRRRECIG RO gEEE | | ORNEER
| | I +
¥ |
BR3~6 BERICEIME | — this U <|[2@ U R
—
Crumem -~~~ - | *
— T :ﬂﬂfﬁﬁﬁ%
R FRBUSER
| ————| am3~64 B%ICHEVE
BAIRORRIBAR S el
(T2 iy «— fPEULLIFRURD

1. PAH j&&J7)LT U X (Eur Respir J. 2019;53 1801889 = Z&#a/Epk. BHAER)
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(4) £8MHHEBEE (SSc) (C351F3 PVOD./PCH FRIBZEDHTF

EEMZAE (SSc) (C PAHRZ L EIRF(CRRITURZ (PVOD #RIRZ) ZMHSIBEN DD T &(FLAET
KDHSNTUD, BIEBEHIC SSc BRICHITD PVOD HRRZEDEHK(IARHTH D,

FFSAEXT RIS KU THIZZ SO EIE SSc (CHS1FD PVOD HRIRZDEHICE LTI, Overbeek 5
DiHX N EZTHD (Pulmonary arterial hypertension in limited cutaneous systemic sclerosis:
a distinctive vasculopathy. Eur Respir J. 2009;34(2):371-9) . &5 (8 f5l) D&zt Td
D, 4 4T PVOD tRRZDRIBEZ RO EHE L TLD,

BIEMME T PH &Rz SSc-PAH 16 fEFIDI&RET (Glnther S, et al. Computed
tomography findings of pulmonary venoocclusive disease in scleroderma patients presenting
with precapillary pulmonary hypertension. Arthritis Rheum. 2012 Sep;64(9):2995-3005) T
(F. 60%ZBRDAEHNT/NEFRLT DHSAER., NEFREDOIER. U ) \&ifER/RED PVOD (C
FIE UIRVIBED CT BURFR R ZERHTZE L TULD. 50%DREFI(CHWT. FMmENLRRESRS T PVOD
EERRIRAKIERT R 2588, L TFRNBN O LLHBELTLD,

Systematic review Tld. SSc-PAH (Cd51F3 PVOD #RREDHFICEA U TIFBASH TR, A2
BHA RS 2 DOREBEMNRNS(EBFII Tz, UM U, SSc-PAH (CEH1F2D PVOD #kFT R D7 (SR RS
(CHEITDHFIDEERTHDIORENE . SBROMEGEREEEZ X BT,
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(5) mPAP hMEfE (<40 mmHg) Dz, RO SHEGEZEIRL THEU TULWSEER
SSc-IP-PAH FEfI(C 339 5 BRI ERAER
NI BF (BLUEFET>S— BRERIATTER)

(FEHI] 60 KEB1%E

(EER] F5VERFITIRERIZH

(BE1EFE] s8RAE FEIEEMERNA  RMARZE

[RH&REE] 4F0BIEDRL

(IRfEFE] BED4E : 30 - 40 A&/ (20 - 50 %)

[BRERE) 808 : BRE2 &

[FLILF—] nEE GHEAA)

(IRJRFEE] 58FZAE, FEMMX(C CGREE®RS, SMELEZ 0N TH 1 FallCHIERREEARHC
BASNZ. ZORSETEREEEREDN A, ODII—HREC TR/ ERERZE 60mmHg
IO MMEREZRsIzIzed, Ca &, FIKRF, HUBEERZALAG SN, SRITAO—NTOHN
7z. BNP ERBR<ODIO—KTHBEEERDH TN DI, 1 F18, BEEICH USERBEZEUS
L, BEEIEEN(CHEBNRZ LRI, R LAT—IUEZITUIEE S, FmERRE
60/23 (38) mmHg, AREE 3 mmHg, FEAZAE 7 mmHg, (M&E 3.0 L/min/m?, MK
H1 6.5 Wood Bfi “fpEMEZ=Rs, NEEN(CARERDTZ.

[WHO-Fc] III

(S4PRR] ME 137/76 mmHg, BRiE 95 bpm, Sp0, 96% (ERR)

WEERITEGRIA L, (OF : B, FH%F : fine crackle BEER, AESP: T8 - ¥, FARZRELRL

[(ABREHREFTR]

DB :EAE, 86 bpm, IEEETOVY, AxRE&EMITOv 0, A=EX (K 1A) .
BB X #R5 8  MEBE 54%, MmAIRGE(CHiREZRsHD (K 1B) .
DIO—K: A=K, £EEERE, R ERERE 60mmHg, AERH(CAEOERITES

n (X1C) .

1A

— V/'\_,—«/“‘l'-\ —
_/\_L/\_J.,—v-___

’\.—-‘ —~
bi1% Y3

—\/j.* ~ S o S
aVR V4

M;\‘v/’\_.’\ B e

avi V5

BA A A~ L
aVF V6
25nm/ =
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BNP 33.8 pg/ml, #ukdiik 320 5 (homogeneous, speckled) , KL-6 750 U/mL
[(BMARITE A R] pH 7.45, PaCO, 35 mmHg, PaO, 76 mmHg, Sa0, 95% (ERZMAT)
(MEIRBEREIRE] %VC 41%, FEV1% 92%, %DLco 37%

(6 s3REIZ4TiER] SXTEERE 220 m, {E1E Borg 4, RIKEEREIFE 89%, s=ALIAZL 101 bpm
(373 40#~553 BUINDzHREE)

2

(E{&FRR]

fwEl HRCT (K12) : fhEARdLKR, BF - BEILAZRDHD. hEF Tl T MErHEAICRER 75
H3.

RS >F 05T« (K 3A) : MARSKELEENIT—IZH, mATKSIOBEMHRMAS TR TAH
5N3.

BRI > F 05T« (R3B) : 74 9-10 RS Tl (CEXIKMEDMTHE T 226D, ik
SUFUIS T4 DfERESDE, BESHRMIRKITRIAYY FRRU.

FhEnpfiSEs T, MBIARA(CINARERCEZEGZRDH T, B MASEAR RS IERE (XS ER.

B43A 438

CaERE)

BERZzE=CED PAHIESIT, BASHIRLASRIMEERL, HF7—FTIUKE TITFIRmEIARED
40 mmHg Kl CTHDENS, BHEAENSHIAT DA E L. ARBENSEERS (2
L/min) EUAST 7 NARRERIALZ. 6.0 mg/BETEEUZDOSB(ICBEALIT—TIUREZR
Toz&T B, FEBRE 43/23 (31) mmHg, FEIAMEAE 2 mmHg, (M&3R 2.5 L/min/m? &
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THREDNERRDE. BRI TOBRBERGEIIRECHIIL, UASI 7 e 7.5 mg/HICIBEL, 18
MEREEERIE VIRt & Uiz, SBERENS 3MNBRICTAO—7 Y I hT—FILRBEEMITURE
=3, FEARE 52/15 (32) mmHg, BEEBREEAE 7 mmHg, (M%28 2.8 L/min/m?, Rl EKHT
5.6 Wood Units EIMMATEIRE(FHEIF SN CULNE/z8d, #9 1 FRIBRISSICTEEREZMEL TS, £
1z, AGERIT(EIRERBDOEHND D, PIZRIFIREEIRE CEEZRO LN, JBERMIGREIC
FEZRARFIE DK T YOI IRBERE DAL (FERH TUL VRO,

SR, MITHROWENDDOSNRTNIERREZENML, HARELTDIFETHD. IF,
FHARRBREC L DaBERIRMBONTNDN, HAGBRZIRETOIREMEAINGD S Z LB SN TL
3. FEHREIAREDMEIE TEAED PAHIERE, COEFIEGEFMIBONRERD. ANEFIT(E, HERIC
HETBERTREMDRNMESN, BERECLDIENEATROSNIZNTENS, RaFEDIWNEIGT
HoEEEZSND.
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(6) PVOD/PCH DAFEEGEFNIEFT X

FiE HE (EREERAT BEREARD
2014 ££(C Eyries 5(C KD, EIF2AK4 (eukaryotic translation initiation factor 2 alpha kinase 4)
H' PVOD OEREFEEF TH DI ENRESNIZ D, TOWET(E. PVOD EZHiSN/E 13 RROR
FFRMT - B FRATAEITESN. BEF(C(EVINE EIF2AK4 Dm 7 LIVER (REZEEB UL (38
BATOZR) fMRESNZ. 5100 WTNORZRTEEET 2 ALUEAREL. ©OmHRIE
PVOD ZRAEL TLVRN D fz. U EMS. EIF2AK4 OEIGERIEREADEEELEEZ SN, BD
RETEEBEOBTRERNREINTLS 2, F/Z. 20 G0 PVOD IMFEFIDEF T, 20 Fid 5 HI1C
EIF2AK4 D7 LIVEBRZRDIEC EHS. FEFEZB /AL PVOD (CHBWTE—EL EIF2AK4 &
BEBOHBIZENREINTNS Y,

PCH (ZRIBFMFTRDIEE(CKD PVOD EXBIEN BN, Babkifi% PVOD B L 2 DOEER(IZE
UIEB IR RS AICMBDITSND EOBEENHS P, 2014 £, Best B(CKD EIF2AK4 ZEH
PCHAEBITERDHSNDB T EMNRESN Y, BIEFMICE PVOD & PCH DXRIFHE & EZX 5N

B

B EDESIC. EIF2AK4 (& PVOD,/PCH DREELEF EEX SN TN, I PAH E2Biansz
BECHBVTE EIF2AK4 DI T LIVERZE T BEFINRESNTNS 27, BMNDAREI> Y —
7 AERAWERE TR, —BERT(ERDRN D Iz EIF2AK4 DM 7 LIVER%Z, 864 AD PAH &
EZHH 9 A (1.04%) (TR, TBICTNSDEET(E. PVOD,/PCH DIF#D—D & =N DAL
BUREDIR T &R, £ T3 EIF2AK4 DWE 7 LIVERZE S/ PAH BELDEERICEN D
2, U ENS. PAH EZMIESNITAEBICEWTE. EIF2AK4 ZR(CE D < ffssiRmZhYREE (CRS L
TWBERIN—BSENTLD EEZI SN D,

fifi#B# T D EIF2AK4 DRBBHEFANCIREGEFE T D Y. Esther (3. EIF2AK4 DM 7 L)VER
#8335 PVOD BETIE. BEE LKL THTO EIF2AK4 ORRENEE(CETLTNRTEE
RUIE Y, BICEERTEIC. EIF2AK4 ZREB IV PVOD BEX° PAH BE(ICHEWTE. T
EIF2AK4 FIRENMEREE SR U TERCETLTWE Y, LIENDT. EIFR2AK4 ZERZEITDHE
TR, BIFEEDRLPVOD FE PAH F2F(CHWTE., AISHDRERAICKDERKICHITD
EIF2AK4 HIRENET L. PVOD EU K (X PAH OFE(CREAS L TV RIEEENRIEZEINSD,

BSER

1. Eyries M, Montani D, Girerd B, et al. EIF2AK4 mutations cause pulmonary veno-occlusive disease,
a recessive form of pulmonary hypertension. Nat Genet 2014;46(1):65-9.

2. Tenorio J, Navas P, Barrios E, et al. A founder EIF2AK4 mutation causes an aggressive form of

pulmonary arterial hypertension in Iberian Gypsies. Clin Genet 2015;88(6):579-83.
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Chaisson NF, Dodson MW, Elliott CG. Pulmonary capillary hemangiomatosis and pulmonary veno-
occlusive disease. Clin Chest Med 2016;37(3):523-34.

Best DH, Sumner KL, Austin ED, et al. EIF2AK4 mutations in pulmonary capillary hemangiomatosis.
Chest 2014;145(2):231-6.

Hadinnapola C, Bleda M, Haimel M, et al. Phenotypic characterization of EIF2AK4 mutation carriers
in a large cohort of patients diagnosed clinically with pulmonary arterial hypertension. Circulation
2017;136(21):2022-33.

Graf S, Haimel M, Bleda M, et al. Identification of rare sequence variation underlying heritable
pulmonary arterial hypertension. Nat Commun 2018;9(1):1416.

Best DH, Sumner KL, Smith BP, et al. EIF2AK4 mutations in patients diagnosed with pulmonary
arterial hypertension. Chest 2017;151(4):821-8.

Nossent EJ, Antigny F, Montani D, et al. Pulmonary vascular remodeling patterns and expression of
general control nonderepressible 2 (GCN2) in pulmonary veno-occlusive disease. J Hear Lung
Transplant 2018;37(5):647-55.
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(7) PVOD/PCH [CXMTBAIF=T_EDBME LT
/M BF (BILERT> 45— BERAZRED)

[Ogawa A, Miyaji K, Matsubara H. Efficacy and safety of long-term imatinib therapy for patients with
pulmonary veno-occlusive disease and pulmonary capillary hemangiomatosis. Respir Med. 131; 215-219.
(2017)]
BR

PVOD/PCH (FEITH SR T, PAH KDEFERARTHD. PAHEEE(E PAH BEDTFRZER(C
ELUTETN. REEMINAEIAR T (372 < FiE#ART>EHIME TS PVOD/PCH B&T(d PAH &
BEGS(CKDIKIEZ BT I DERENSD D, BWREEENRN. I/RTORSF ) —)LEIEE(C
EAT D EEHMEENRE CEDAEMN T DN, TOMRISBENND—RNTHD[1,2]. FiifstE
NE—DIRBFETH DN Z<OBREIBEFHRIMZESHEUVDITENTER. LIEh>T
PVOD/PCH (C31 3 D3 RIVIMFRAEEEDOHAEN B THhD.

ARFZIFFOS>FF—TCZEEIDIDFENETH D, PAH DR CERIRL. IBEBRF
THDMVIMRERIEIERF (PDGF) ORBWREHZEET D, (NYF I (FEIE PAH BEZNR
& UZEBRHFESE 11T ABEHER IMPRES SBR(CHWTC. BENMEHE LIMITBIREN RZE UZ[3]. LML,
HiNZESVEERBEEROFRLEHEENE FAR(CEFESRNDIZ. DIOIIE PVOD/PCH fEHI (X
IRIARFIIOENME EZEMZTHE L.

FiE AR

ELEELE> 45—, BKANEAZERDERE. PVOD/PCH GEH 9 BlICA YF =T Z#ik5 LI

(2007 £~2016 ) . EHIMNHATRSHNORIEEZIEL Uz, $#%52(3216.7 £ 90.1 (100-400)
mg/BERFAETH D, BEUERIFCH Oz, BRT —FZ2/SRIE THRUIZESS. AYFZ
T15(CKD. WHO #EED$EE BNP EAERICEE LTz, IMITEIRBER(CDWLTE. (IMREZ M
UTzE£ZET. FEfmEiRE (mPAP) H'56.8+8.3 mmHg M5 43.7+£9.0 mmHg AEBRITIET UL
= (P<0.01) (1) .

ARFZITDSHARE 797.2 £ 487.0 HTd Dz, 7HINETL. 2 BN IBICE >z, Fi3
47FHARMIE 1493.7 £ 196.3 H (95%{=%X[] ; 1108.9-1878.5 H) THH. ERHAITAEZS (T
JeA < FZITIESSAER) 7 BHlDEFRAR (713.0 £ 258.1 H) LHBEUTERICENMN o (log-
rank 187, P=0.04) .

R

KA KX D LAATIC, PVOD/PCH ERI(CX T 21 Y F ZIIRSDIMEN 3 Hldr o 72[4, 5], AHAKRT
F. ARFIIOBENEETZEMZ LD S S DEFZMRELTHSMNCT D EZBNE U, #H
REUT, 9BICIERS VIMITBIRBNBR(CE U, I FZIIRSHIOAEF AR S iaErEAR
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KDEBERL., 4FZBRIz. CNIIHRIBAE(CKD PVOD/PCH BEDOREEMNAJgEERD I
EZERUIEHIDTDIRETH D

BEI. TARTORT ) —)LDIEERSH PVOD/PCH fEFIDIMEEADIEE U &2 B TR R IRE U
Zh. IRTORT ) —)UES(C K DIEENMEEE SOEEIIERE UIEH. mPAP SR ERTUHMET
LMo 7z[2]e mPAP (& PAH BEDFERTF THD. TOHRENESNRN > ENT/RTIOR
T )= ILORN BN TH > ERREEZ S5ND. £, AARTIEAYFZI(CELD mPAP i'E
BRI T U ERNEFR-IRIER (C DR o I &Rl EaN D,

&5, IRTORT ) —I)LAMESEOEINCHEVIKEERSR T 2D E(ERIBHIIC, A1~<~FZT
S HITIFAMKEEHRIR Ui o7z, PCH Tl 18%EUCEMMEEOMEEEHM2C PDGF 25
HEHBIEL TWVD EDIRENHD[6]. A IF_INEMME (CIFEN(CHE THDZEEREL TN
Do AL T(L IMPRES iith& & (FR/Q0D. WEE T IER EDHMBROEIREN Dz, IMPRES i
ERC(EHFHU LT 400mg/BMESENTULEC EMNS. AINFZIDRSE(CHIEN DD EIEEEE
EZ. BREC U ENREHSSRIEEE RO EBRIDU EDEEZ BND. 1RFZI (.
PVOD/PCH (Cx U CI/RTORT /) —=ILK D EBMEEZRHOMAE (CBVNTEN TV EEZ 5N
DM, ZOHRF(IARBTHD. PVOD/PCH MARARINRE &I THER (DERBAD = 8D (C B IR DIATT A WA
BTHD.

Speich 5(&. IMPRES RERDIERNARE(C. T|AE PAH BE 15 BI(CHIFTBDAIYF T ORPIESD
BTN ERE UIZ[7]. T [TBAENTE UNNEIRISHVRU BRI RARD PAH &N S

SEEEDBEIRRZE D CEETERV] RSN TWVBM,. ZHUE PVOD/PCH MEE(ICEXET
%

f&am

AXF_T(E. PVOD/PCH BEEDEHMEHE. MITENRE. £HFXREZNE LU, BNREYELENR
L)YPVOD/PCH BE(CHWT. ANXNFZIICDREBICH UTIEIFRAR THDN. BEANDIEEL &
D, TB(ICEEFEXREZM ST IEEEIREERDTREEN D D,
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1 ANFIES(CRDMITENRERELNR

ARF T =S Uz 9 Bl 5aIE A O—77w I8 (347.3 £ 183.0 BH#R) DMMITEREDZEIL
ZRY. FIEfmEIREEERICETL (P<0.01) , [MEEBHIFINTLE.

(Ogawa, et al. Respir Med 2017 %t CEX)

B ARE R
(mmHg) P<0.01 (L/min/m?2)
70 T 1 5

60 [ 4

30 1
baseline follow-up baseline fol low-up

5| F SRR
[1] D. Montani, X. Jais, L.C. Price, L. Achouh, B. Degano, O. Mercier, S. Mussot, E. Fadel, P. Dartevelle, O.
Sitbon, et al., Cautious epoprostenol therapy is a safe bridge to lung transplantation in pulmonary veno-
occlusive disease, Eur. Respir. J. 34 (2009) 1348-1356.
[2] A. Ogawa, K. Miyaji, I. Yamadori, Y. Shinno, A. Miura, K.F. Kusano, H. Ito, H. Date, H. Matsubara, Safety
and efficacy of epoprostenol therapy in pulmonary veno-occlusive disease and pulmonary capillary
hemangiomatosis, Circ. J. 76 (2012) 1729-1736.
[3] M.M. Hoeper, R.]J. Barst, R.C. Bourge, J. Feldman, A.E. Frost, N. Galie, M.A. Gomez-Sanchez, F.
Grimminger, E. Grunig, P.M. Hassoun, et al., Imatinib mesylate as add-on therapy for pulmonary arterial
hypertension: results of the randomized IMPRES study, Circulation 127 (2013) 1128-1138.
[4] M.]. Overbeek, G.P. van Nieuw Amerongen, A. Boonstra, E.F. Smit, A. Vonk-Noordegraaf, Possible role of
imatinib in clinical pulmonary veno-occlusive disease, Eur. Respir. J. 32 (2008) 232-235.
[5] D. Nayyar, K. Muthiah, G. Kumarasinghe, R. Hettiarachchi, D. Celermajer, E. Kotlyar, A. Keogh, Imatinib
for the treatment of pulmonary arterial hypertension and pulmonary capillary hemangiomatosis, Pulm. Circ.
4 (2014) 342-345.
[6] A.M. Assaad, S.M. Kawut, S.M. Arcasoy, E.B. Rosenzweig, 1.S. Wilt, J.R. Sonett, A.C. Borczuk, Platelet-
derived growth factor is increased in pulmonary capillary hemangiomatosis, Chest 131 (2007) 850-855.
[7]1 R. Speich, S. Ulrich, G. Domenighetti, L.C. Huber, M. Fischler, U. Treder, A. Breitenstein, Efficacy and
safety of long-term imatinib therapy for pulmonary arterial hypertension, Respiration 89 (2015) 515-524.
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(8) PVOD/PCH S C B2 SN B HliE#RY EF Y >0

&l BT (FERFEREZMFT TS5 — IR AREIHZAFTEPT)
[Sanada TJ, Tanabe N, Ishibashi-Ueda H, Ishida K, Naito A, Sakao S, Suda R, Kasai H, Nishimura R, Sugiura
T, Shigeta A, Taniguchi Y, Masuda M, Tatsumi K. Involvement of pulmonary arteriopathy in the development
and severity of reperfusion pulmonary edema after pulmonary endarterectomy. Pulm Circ. 2019 Apr-

Jun;9(2):2045894019846439. doi: 10.1177/2045894019846439.PMID: 30957648]

BE CTEPH Ofh@#hff, Ahg#iMAZ Elastica-van Gieson &, X4 —)L/{—(F 50um
(b)(EAEAEEZ 14 S FMEIRZE. (C)~(g)(FAERIRZ. (c)(FIEEDAMERK, (d) (e)FEEDHARAE
Bz SRR, (f) Btttz EBRSPEEDUETY I Z4ESHERNR, (g) PVOD #RATEET
(Pulm Circ. 2019;9:2045894019846439 L D5IH. BEREH)

FERZIIL-TE, BHmEEeMhSELE (CTEPH) AEFIDIFHEEERIC DL\ TDREFHIIR
NZEiTofe. MARRRERERRAT (PEA) iR (CERERSNIZIESARADIRET T, BT LRmERATAS 17 FiR
12451 (70.5%) . PVOD (CXEMAUTZAtEiREAZERTRZ 56 (29.4%) TEBHSNDZENPESHE
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Bofz. —A. MITEEADEEEASHTEL 1 E2HEMmES LUMmERJES > P (LKL DMmER
ZEIRES LUK EZHIREREEN U DRNELTH IS EEZZISNTNDS %

NHMZERT(E, EIMEECS T IMERTUETU>JE 18 20U 2 BBV TERDSN
DT ENBASHIIRD TULD. Overbeek S(FFFFMMMEIIRIEMSINELE (IPAH) OEIi&AH/FHERmD
RIBFHIRET T, IPAH 2E 11 21 34 (27.2%) (CRIREEZ S HERRY TS >IN FET D
TERBASMCUR . SBICTOMETIIREUBLIE (SSc) ([CXLBMEMEERE TORZIT
STHN. SScEHE 8 &M 74 (87.5%) THEIRER -BRSHEMRYEST U >IMENRDS
1. 44 (50.0%) TldPVOD HDHEMFEZRSDHD EMELTVD 3, FEAEWVRECHSHE
IMEFEDENRAROIRET (CHUNTIL. PVOD #DEAEMRZE ZZ1R2WV\EDD. 53%DAERI THIZIEE %
o EEE R U ET U INROESNB ESTNTNS

5L, EEEIE CHBVWTEBAEIRYEFTY > INFET D EERESNTND. BEA 129
LERSOER 139 ROEIRMORET TIE. BEACSVWTEMERUETU>INRBHSN. 60 /%L
L DEIEHITIE 80% U EDIEFITHERR U ET U >IN ERET DRE. UETU IR SN ED
BFRIREENS >,

BELD., /RIBEMFHRMEEIRY TS U > JPR(E PVOD/PCH (CIFEM E(EEX Y. 2MlF(IC(E
BRPRIER. EHSFFTRMEH SHREN(CHIT INENHB.

Sk

1. Jujo T, Sakao S, Ishibashi-Ueda H, et al. Evaluation of the microcirculation in chronic thromboembolic
pulmonary hypertension patients: the impact of pulmonary arterial remodeling on postoperative and follow-
up pulmonary arterial pressure and vascular resistance. PLoS One 2015; 10: e0133167.

2. Dorfmuller P, Gunther S, Ghigna MR, et al. Microvascular disease in chronic thromboembolic pulmonary
hypertension: a role for pulmonary veins and systemic vasculature. Eur Respir J 2014; 44: 1275-1288.

3. Overbeek MJ, Vonk MC, Boonstra A, et al. Pulmonary arterial hypertension in limited cutaneous systemic
sclerosis: a distinctive vasculopathy. Eur Respir J. 2009;34:371-379.

4. Fayyaz AU, Edwards WD, Maleszewski J], et al. Global Pulmonary Vascular Remodeling in Pulmonary
Hypertension Associated With Heart Failure and Preserved or Reduced Ejection Fraction. Circulation.
2018;137:1796-1810.

5. Sageshima M, Masuda H, Kawamura K and Shozawa T. Intimal thickening of peripheral pulmonary vein:

Analysis of 139 consecutive autopsy cases. Cardiovasc Pathol 1992; 1: 169-175.
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25 2 & GRADE system ZRHUW\cILEST > ADI XA TN T4 v L E1— (Systematic review :
SR) BKLUTDHEEE

(1] FEBHA RSAOEBXRE - =
1. ZBHA RS5A AFDERN

2RI RSAVEZEOBNIE. EEH#R THD PVOD,/PCH [CHITDIREFT TOME =R
L. ZERICIEEIDEREIC, BFEHZRHTDIEHICBET T MHLAOHREZBEI ETH
Do NERFFBMEERTH D, BRICEAIDIIETAMNDRRWZD, IFIREEAR - ERENRID
PVOD/PCH BB EFIROERZ + 73 (CHEAANTZ. SSICIEEHRPFREN. BURZELE
BaRILT DCHLERATEDLOER UL, Fe. BEVORKIEMHREEEFREEEN. H
BOOEES SMEHEEMFRZROTES S TEERE U

fiEMmEED—IL RS RS (World Symposium on Pulmonary Hypertension : WSPH) (&
S5SEE(ICHESINTHED. 2018 F£F-—XT5% 6 [@ WSPH H'RfEEN/z. €DRZETI(E PH TDED
DO - EEOEENMERESIN. £z PVOD,/PCH OB TOEENZR NIz, T T 6O
WSPH TOiEsmZ & X C [PVOD,/PCH &A1 RS> 2022] (BBTHR) Z/EKRI D2 &ICU
7zo

55 6 [ WSPH Task Force Tl&. FIfm&EiiRE (mPAP) 20 mmHg Zi#8X 24 5D ELDFEIFEHM
MEMY PH DEXRC. FMMEETIN 3 Wood B FTHDZEZMA D EMERSN TS, PH
DEERTIFA(C DT Task Force (CRDEERIE. 5 1 BFOfmEIREMSIMELE (PAH) (C.  [E#RF
/EMERZDIRSHMFHEZERT PAH BT J)L—T] (PAH [CHBITDER. FEHME R UERIRRE
ZDEGM 7 RE T DX (CKD) ZIMA T ETHD. Eur Resp J [CAKRESNTLDESBIHRNS
(F. COZEBE(CHTDTDRBZMRMUITRESNTULRW EHIBEN D,

55_HR [PVOD./PCH &2 RS> 2022] (d. PHIAFRDERICH DS PH OIS B & IR
L. PAH 72U PH OFRTO PVOD,/PCH DAIE 112 F# L CTIESE. BEPRDIRE T PVOD./PCH
ZEEEDREBCEB UTZHF (S TaBICB U TIRET U CIRK T &ZB E LT, BRIRIRIG TODZES]
A RSAZDOFERNAKROBENTH DN, T UEEEREEZRI CEFTERNDE. COERE
=z U CIESE, ERNRCRRZEITNEEEZER S,

2. BERHA RS54 HERDIRS 2R _EDRE

PVOD/PCH (IR IEEZE Y DBH THIRIVIRETH D, BERFTRDFH T(E PAH EDIERINE
#1235 563HD. PVOD/PCH (CXH I DFEMFEL LT, PAH TEIMEN RSNISERMB M ENLR
E (JORFGIS>2Y LA I R IERETE, PDE-5 HEE. nladd 7 ZILEES o
S—URIBE. TOXITAIUZEARIEE) ORBDHNENM 2RI RENHRSNSD. €D—
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73C. A EISREER (C KX DIKEDFIFRER EEEREHEDREEH D, TDIH. EEEZHE
ITUIRWSE BB U T, FE(PTEEORIR R LT, £FHRE. 6 SRS TIERE. FhiEiKdT.
BE (FKEERE) RRE. ZORMRICDOVWTHSNCT IRENSD D,

2022 FDOKFAT. PVOD,/PCH D EE S LN TEREEER U THDalEEH (EHD. LML
BRIRODIRIZ T (X PVOD & PCH DJRAE(ZE—TIA <, ZEINDOADONRZDEIREMEN S D, HF(C
PCH (M IREEARIENER DR S UK AMEMERBDOR(CZFN T DJEEMEN S S. PVOD & PCH iR
BOERZRT UcRBZFE—E(Cas L.

=52, HB—IRDOEF & (FRRDEKRE LT, PAH OFTD PVOD,/PCH DAIEMITZER UAN'S
HENBR(CAL TR L.

3. BRAA RSA 2 DERNEESN I NRE

KBS BS54 > ORBES KOFAEER(E. PVOD,/PCH ZE(CIEEN D ERIS LU DiiER Th
D, UL, LEEBHNOIEETHRAZEKS(C, (3R EHIIERZDRSHMFHZERY PAH BT
DIV=T 1 (& PHZEEEDOHTTRH I DHVEND D, TDHANA RS> OFBES LUFIA
Mia%(E. PHE2ER(CIEN B EME SV DM TH D

4. BEHA RSA AFRIN—T
HA RSA AR IL—T (C(E, HRkEEARL BiREARL TSAYUTTE. BERGRRR. 2
BHA RSA AR EBMIRR ERMR T 22 TOEMRIIL—TDREREN DD TS,

anj
N\

SAFIYTAwvILEa— (SR) fFREE
§2 JE—HB FERFEREFRF T Y — FIRGEEARSIEFHATTENRT ((FRaAR)
NI BF [ELERt > 5 —ERARIZED (EEREEE)
B8l XF FEAFEFEMIER kiR (FFRasAR)
IR BF FEAFARZREEZAFRE FRasARtF (IFRkEsPR)
R = FEAFEFEMIER kiR (FFRasAR)
mig &R FEEFERBETR MsEEE> 45— (kAR

JCRIVEE/ CRUR S ((BFIDEFRE)
Hi8 1% * (xB2ENA RSAAFREER)
FEEFESBETRR MellEEr> 45— (FikaAR)
PaIEB SAKEB  NMARZFRBE EREGAR (TBIR4R)
NI BF EILERT> 5 — BRARATED (TBIR4sPR
FriE) AEES EEERAT ERGBAN (BIRENR)
IR B—EF  FEARFAFEREFAT FRasARE (IFREAR)
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B8l XF FEAFEFEMIER kiR (FFRasrR)

E 2 NIBES S WARRIOUZv D (TS5AXVUTTE)
& JE—HD FERFEREFMAR TS — FIRSREERHIEZHAITE ((FReERED
A0 & P RFZEZEMERT /BREENE
A E— EREEEAKRTE EFEP BRI -
“H®wkE EmEEL> 45— (ERERAR)
8 —= LBERFREREFHAFT K - BRI R—F 4 TUS—FDE
(1EIRERAIAL)
Mk 52 FERFEFEHIERT MFkasARl (MERZEHR)
AR BF FERFAZEREFHATR WFIRGEARE (MPIRSEEAR)
ik feF NPOEAN PAH D& (BENR)

A RSA ARNITEERIR
SH MEE EFREREIU AP EFS
HAREREEESTHIES EBM EERIBIHREE (Minds)
HHEBEHIES
Rl R FREARFXRF R EFRPISRREF R BREREEFEERIBIRT
7t 1Ea SKBEAT 4 DILOYUZw T, LBEMTIRIE BRI
=H D45 FBEZR (NPO AN PAH DR)

5. BEEDMBEEFRCHE

BEDMBERHLEZIELRSDHD T EH GRADE system DIEETH D, ZDIEHARZEHA RSA
) FRIVEETIF/RURI REUTEERRICAD TULZIZWZ, #HEERECIRU. BEOMEE
FEREBEDIUIG CORREWCILE, HRIERZITOIZ,

NPO JEA PAH MO0 _EfeFHkiE. 2018 FFZ— X THHESN/ZEE 6 [B] WSPH (CEhmen/z.
McGoon MD, Ferrari P, Armstrong I, Denis M, Howard LS, Lowe G, Mehta S, Murakami N, Wong BA. [The
importance of patient perspectives in pulmonary hypertension] Eur Resp J 2019;53(1): 1801919.DHEE

D—ANTHD, MEMEEZEICSITDBEDIISNSOEEML(ICET DRI TH D,

6. 1 RS1>DFIAE

KEZBENA RSA 2 OFRES KUOFBME (L. PVOD,/PCH ZE& it EIZEICHIZDE
FIEE. IFFFIE (BEZEE, REE, —fixE. MREErIERLE) | G, AR EOERE
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Recommendations Assessment, Development and Evaluation) system®? % _LJ=. GRADE
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- 2L (BE—IRT(E 18 BEE LI VB PVOD,/PCH DEBERESS D . 4Eib
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. IR L & LTE)

=& - /& | PVOD,/PCH (PVOD,/PCH HRBRZEEZHTZ)
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1995 £F Davis Dk (PG F#E) HHEFRTHI&H TOEIRHAH I EILREMERR
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o DIzH. 1995 FLURDRXIRE L U
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FEIREYFD M EHLERIE

- JORZITS222 T, (PCL) WA (TOXRTTA U DREMEBRZED)
- T2 REU S RERENE

- PDE-5 [HEZ

FENEMO 7T ZIVEES OS5 —CRIBE

O (Outcomes) ®UX ~

Outcome DARE I/HhEH FEE BRHEOES
01 FRTEROEKT % 10 =i A]

02 6 DRIITIERE DN E % 6 =i A]
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7. )\

JCRIVER/ (RUX BCE. HRgERRL BIRGRRL TSV T7E, BEERAKRRE. Bk
IDIEMRIIL—TDRRENSH Uz, HEROREGER—HTHEXYERZHFIRI DI LZzFRA &
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R RSA 2 TRD LT EEEREREZSH CEEAECRALUTIE. BRI TOYIR &/ m]
BEMENSVD T EE RSN, BIRNMMENSEEREE LT, JORGISOS LA TR
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REBRAUBEZTADORICBELUTWDAENN D D. EXIZERT DFNSER, EOHI A FE
RIBEE. BESACTDIRERA (informed consent) 2932 &(CKD. MMEBEILRERRADC
EEHIF T REEEHBVDD TRV, EVWDSOX> hZEIEVZ, PVOD,/PCH Z5E/83 333
YA (SRR TRV, ABENAICKDE EAFIRD/INS > A ZBESAICTHRBIESE, JBENT
AZHLEEINDEBESACIE. isMEESMENMEE(SEEEZTD CIEKOAEFRULLDOTIFERLY
mnN EWSZERRZIELZ, PVOD,/PCH WM—DMDEE TR PAH OHDEHENRIINDRHERAR, £
ME (CEAZE /BRAEIREDREN D DIRAE S CIRRTIEETH D, COEENTNEF LR IRVEEIC
(& ©USBEBHIREEC K DEAENRNEAF CET DD TRV EDTIAS hZTAEVZ,

8.B2MAHA RS1>D¥E
ZEAA RS2 JRIVEETRE UTLHERZ T CREEN Z R EHTER UIZ. EiE(35MED
i, /\TUYOOAS hzRIF TORERIEUTZ.

9.3k
1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (¥1>X) HA RSA>t>4—. http://minds.jcghc.or.jp/n/
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CQ1 PVOD,/PCH B&E (i LT B8k, EHIMERZ DR SHMFHZERYT PAH BT JIL-T ] &
WSAIEDIFTAHRESMN TS 2022 FDBFRICHVT, BRI TORRBMMENSREZRAD L
MERENEIN?

#e22
PVOD/PCH &ZBisNcBE(CH I 2EROMMENGRE (T2 FULREEERRE. TJAX
IAZIRFTS—E5HER. FUI 7 DIV OS5 —CRIME. TOXTYAIU S ZEKFE
) OFERE FSMEEDEFEEIRSE MR COMHMERT DT LZRET D.
S, IFROTORS TS > 2> LBRIOER(CHIZD T HEAFIRD/INS > & EE(TEY)
(CERBALTERAT D 7RI D, (GRADE 2D, #RDigEE [§50L0MER] /TES > XDOMEEH
[FEE (TR )

fIHEIA

IREFRTlE PVOD,/PCH @ (JRRE. /) ZWiIIFFPIMEETEIRE#EBESND. RIRTIEEM
hiE% T EDZRIMNIRESNTUIVD. PAH DZITTH. EIRNATMEILREDODMRNZ LWSE(C(E.
PVOD,/PCH D7 EEEW\EPIMER DB HIEFEN D,

%] PVOD,/PCH (& PAH & (FRIRDIRII UTTREEAI TH DIz, LML 2018 £ WHO &iElCH LY
T. PVOD,/PCH (& PAH DFD—DDREEREESNTULND, COBEZDE(C PVOD,/PCH ME2H
Z U1z & UTETFEE PAH spectrum D EC(CAIE T DDMIARATHD (81D phenotype (CH%E
INREAEEEND D) « TOEHDEBENAICBLTIE. BECREAFRD/INS >R E+D(CEHAL
e £ T, FIEAITOMMEILSREMSR(CKDMKEMRAEROGEZHR T D (CMEE(CHE
) . FSEROTORYI S>> L BHRIGERM AT ELRFEDH T B REE DR hEATILR/E
FANBE=NS/z (PVOD,/PCH TI(IAt/KIEFIRDBIREENELY) « BRI COHMERT DI &
EIEET D,

PVOD,/PCH DI TH. AEICKIGU D DIMEIRZEDEFENHE SNDIZS(C(E. MmiTEREZE
T2 CFHl U Te L TN SIMEIEERIEES (A D. HPIfER COZR/JaE. =5(C(3ME
TEERDRFE NN E TH D,
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SR E RS f T e
PAH :

ggEPAH _ PAH spectrim .. - amemzo

e BE S hVMS % = PAH

Declining Ii@(_:apillaryﬁom'ﬁéﬁfeﬁﬁg of PH

Decreasing}Efﬁcacye#TaFQ‘eiéHBKH Therapy

Increasi;r;aﬁsfaé’Effeets»of,Iggggted PAH Therapy

K. PAH ART hS LADHTD PVOD/PCH

1. B, COBEDE%E

AERAMEAZEAE / FhEMIMERELE (PVOD,/PCH) (dMEMELEZE I DD THIVIRERTHD. B
IRFTR D Tld PAH EDERINRE 215 EEHD. PVOD,/PCH (CX T DFMEEE LT, PAHTH
NN RS NTTEIRM AR ENSRE DS D BAMZ R I HRENEREND. ©TD—757T. ERNA
MEIRSREL S (CKDKIEDFFRIR EEFLREHIEDREEHD. €D, EIERZMTULR
BEEEBUT, EIPEEROMERZLER LT, E£FE. 6 DS TIER. MMmER. SHE
(FKREIR L) T2 E, ZDRRIEDNWTEHESMNIT D2HENHD.

2. fiEsh
2.1 RREME

AR UK SIS, PICO DS SNIZARZFREEICLK D, 1995 F 1 H~2022 4 3 BHIDRE (CRERS
NIZREBDOIREFRXZ MEDLINE (PubMed) . Cochrane CENTRAL. EZFFHIUHEE (EFE) Z=H
WCTHF—T—RRRUTZ (7. XEMRZRTLEXEREIRSER)

F—HRT(3 1966 F~2015 F 8 HEX TOXMRFRZMITUZ (47 1)  BTIRTIE. 1995 4F
Davis M#kes (PGL##F) (Chest 1995;108:1754-6) HMEFR THISH TOERNAH I EHLIREEER
S DIz, 1995 FLAFDFRIARFE E Ul SBTART(E 1995 6 1 A~2021 £ 9 ARDXEMRERZ
MEATUTC. XBMRZRDFEE GRADE AR(CK D PRISMA JO—H(CF LT,



T

e

T —INR— RN SIFE
U7z SR
(n = 92)

TOMDIBIRIEN SIFE LT
BNV ECERAFER
(n=8)

l

l

Pubmed & EEFREEDERA$RZ PRI
BEECIRRIMEDECIRTER (n =96)

l

AV =D LTz i MM
(n = 96)

|
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MEWSREAR(CE T DDA E
Review 73RODEFTA0ER %R

BRIMUTZECERFER (n = 40)

EARTESTIZ S U T2 S DIHER
(n = 56)

|

15D FHODIEFIERE (SEEINER T DD R
GRUTEADY) A 7RI R IO TN D &G
=NTIc.  15IDFHDIEHFIRRES BRI
Edhst 43R
Pubmed 31%R

BRE U7z 2GRS
(n=235)

SHYED

AR EUIME DR DFEL (PubMed DIBEUEHIZRE 1238, AYEATO/INNIBF R 1.
T —AIN—2IRFENER(CEEE LT=Review 63k + [FE2# (n = 21)

A AT | BF583 T (IBER (CH V1T DI EHLSRASE COKE IR OB % 245 T
5t L TLVD. Humbert 1998853 (FPCHICH L CAREPGI EAIC KD AhizKpEH I 4t
RTRIICERE L TWD. AEFI EZEST5HSCE LT Holcomb 20005&32(51 1451,
Montani 200853 (d2445]. Motani 2009:m3Z(d 1 2FIDAEHFIZ=EIEL TLYD. systematic
reviewF —AEUT, BIHERRD@ENICT D bhsZiHI TE DM ZEMIMES Uiz,

HUTZRXDAFE (n = 5)

SRS (AFT7FUR)
(CONZT=FAEDMFEL (n = 0)
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RZRDFER. PubMed T CQ (CESETY B 92 fFhMhib SN, =5(CRERASME LT 8 #HZESIAL
7zo PVOD/PCH (3FMEETHDICHHE—MEMREE RCTREDITEST D REFERT . TSI
BIRDEATTFISRICKDT —IHMERFARBIETH DI, B—RDZAFTITAvILEI—
TE—PEREZSHTRET UIH'. FMEIRREEEIP. ERROMKEFES (CKBISNZ. 8
TIRTE BEPIZE LS THREL CWBRXZEEL LA TESROBEM L TEEED

(VA TRVROMBUTETNSD) £EXT. IEST Y RT—YDHEEZEITOZ.

2017 £ %—hR PVOD/PCH 2B 1 R4 AR &(C. ELERE> S —0/MNIZ2FTREN
[Use of vasodilators for the treatment of pulmonary veno-occlusive disease and pulmonary
capillary hemangiomatosis: A systematic review! &UL\D5@%Z Respir Investig 2019;57:183-
190 (CAFKULTULD, 2021 FORFATIIRBENIT systematic review EZEXTHIETUTZ,

NIZEF systematic review ;@XDHF T, FRICTRI LD, BERICH (T BMMELREE TODRM
IKEEFIROBEDIBENBIE SN TS, PVOD,/PCH ZMEREE PH AT hS LADHFTERI
K. ENENDAEBICH T DAERT, FEMIMERZOEEDHIMTIITE I . CORFNEDFRFET
EF >R EFRSRVNEEZSND, wXEREZ U CVIRZEENSMELEDEMIRTHDEND
AHR(CII D TZImE. BPES (CHBVWTEIKEDHIREEERTHD EEX SN,

AR fiizkpE (+) fiizkpE (—)
BB
TRIORF) =)L 13 4
/070X ~ 0 1
SILVTFI1IL 1 2
Re>v> 0 2
ZREEH
I F4h+TIR° 7° 0A7 )~ 2 1
YT TN Sy 2 0
i 8Y+15° J°0A7)-) 1 0
YT P44 €YY+ TR 7° 027 )-) 2 0
SIS (L= AAE 9 21

(Respir Investig 2019;57:183-190 h*55|H)

IMNINBFHXETLTSEID SR Z#HRIEL. BAMETD/R— NMAZT. HRTiATT. EABRBATTOT T T
D5 MOBNEVEHMENZZD., TOIYVEAERICRY, I UEIEST > XD5EM3/VI|
BFim (https://doi.org/10.1016/j.resinv.2018.10.004) &ESBENIZL)\,
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Humbert )
BIFR(CT PCH &32ien
1 1998 FEGISERE | 2 #E PGI, fEFED 2 I
1z 2 BERE
JIZ5>2X
. BT PGI, %A 3 41
Holcomb | #&A3M@E X ) 11 ik 3 BIHY PGL, fER. 7
11 e 9 FIHM R NS . . 1B 2 A
2 2000 d/R—h~ | 11 fil7Y CCB £/, 1 It Hm
ncws 7o 260 1 FUN
KE e LEZT]
([CFET
PVOD24 9 16 HI(S3EIRHY
Montani ) e
B 9D PVOD24 | RbIMEBHGESFEER GEE
3 2008 SEGISERE | 24 N
{5l & PAH24 FIDLEEIAZE | PGL116l. OO R K3
JIZ5>2X X
fBl. ME>45> 6 4l)
Montani 12 {5 10 fBIICHEfF 2
. T F T (ShhistiEz
4 2009 HEUEATT | 12 | BrhVieniz. EEFITHD | 12 HIfICERE PGL £
TOHIEIT® 3
252K =)
CT BT, /NEM
FHEPGL, (561 | &% | REEDIEE. 305
B PGL+2)L7FJ«)L (1 SRE. kbR >0
Ogawa T&HBAT 3 2 U\ (SRS (CE2 . X N .
) . BEPGL+/NEZ>S | BERE/REDEZ
5 2012 TEUREAZT | 8 #reniz 8 o
> (1) . BEPGL+2)L | FRIDZET, &
BAR PVOD/PCH

TFIqI+RE25> (1
#1)

7 PGIL ERICKD
fiiZKBE (B8 e] §ET
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X | BECEROET (£F
FETRDET 6 MWD D= PVR DEfi=E BbizKRE
&= HAR)
=)
T PGL EHBER
1 (SRR CRTKRED
1TUSET
EIRAY A EHLEREE .
PGI, {3 3 iERIICEH BT PGI, 58/ 3 44l
REH 8 EFICHS T
2 | 17D 1EEHFEX33% 1 BCRfKAEHIR
D1 FEFR25%
(1/3) Lz
(2/8)
16 f5I(TEIRAVAHIN .
) e ) FIRMMIMEYLE | PVOD24 fith 16
SN SIRTEFZE | ENGREMER, 28 | .
N GG THKEZ | BI(CERIAIE E0F PGL EHE®
fhfStEE T OHAENY | HBRTE (IR ] N
‘ FUERITIIE | HRREFEA, Ak | PYOD16 FEFID S5
3 | 11.8+16.4 48 (& HEE TOHAEN ‘ ‘ 5
N UIRUMEBI(CEE BaEUE76E | HI3ED 7 FChhK
REVAH I EILREER 11.8+16.4 48 . i o
N, 6MWD MMET | &£ UL 9 FlD BAECZ
FERERBIST) (PAH Tl£ 42.3+
ftEmTdHh o PVRBEZERRL
29.9)
T PGL 151 3 | 887 PGI £ 3~
PGI, &/ 12 FERFI(C ~4 4 HOHi 4 HMAZICAME | &F PGI{ERAD 12
1 FEFE 83%. 2 B X
4 £ 50% BlTD 1 FEFXK T. 6 DRISATIE | KN 28.4+8.4 | b 1 HlICDHE]H
(o]
83% (10/12) BN AImERLEE | S 17+£5.2WU | EORKENEC T
(p=0.11) (CasE
T PGL /A%, %E .
. % PGI, {£F .
T/ ff&tEsE T DA EF PGL, EA%. . BF PGL fEAICK
N #. FhmEETE ‘
f(E¥9 387.3 H 6MD DRENHS D, L>KF> - CT
1,449.3 i 5
5 | (range, 102-1,063 nf/iz (97.5to L DEFEHITE
1,096.3(dyne:s: . i
H). FETRERI 4 6l 329.4 m, =, EERAHK
cm™)(CHWELE
528.0 H. BHEREH 4 P<0.001) . E(FERECTET,
. BERERL.
% 246.5 H

S
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1. Humbert M, Maitre S, Capron F, et al. Pulmonary edema complicating continuous intravenous prostacyclin

in pulmonary capillary hemangiomatosis. Am J Respir Crit Care Med.1998 May;157(5 Pt 1):1681-5.
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2. Holcomb BW Jr, Loyd JE, Ely EW, et al. Pulmonary veno-occlusive disease: a case series and new
observations. Chest.2000 Dec;118(6):1671-9. (#3@mEI/R— k)

3. Montani D, Achouh L, Dorfmdller P, et al. Pulmonary veno-occlusive disease: clinical, functional, radiologic,
and hemodynamic characteristics and outcome of 24 cases confirmed by histology. Medicine (Baltimore).2008
Jul;87(4):220-33. (FEMIER)

4. Montani D, Jais X, Price LC, et al. Cautious epoprostenol therapy is a safe bridge to lung transplantation in
pulmonary veno-occlusive disease. Eur Respir 1.2009 Dec;34(6):1348-56. (HEHFIHAZT)

5. Ogawa A, Miyaji K, Yamadori I, et al. Safety and efficacy of epoprostenol therapy in pulmonary veno-

occlusive disease and pulmonary capillary hemangiomatosis. Circ J. 2012;76(7):1729-36. (###iiH3%)

2.2 ITEF > XD

TEF>RXEUTONMESZTHE UIcmX 22D IEN LS S X &b, =5(RIFRTD
systematic review D#FEE U T/INIIZBFEEX (Respir Investig 2019;57:183-190) WZFEIF 5N B,
PVOD,/PCH fEI(CHWT. MEIREZEZ(E PAH TERIMEH R SNISERM AT ENLREREN R AR
BREERR LT, FETERDIETA® 6 SEHTIEREDE . MMEENONER EBR TH O I EDIRE
Hd. UM L. PVOD,/PCH TI(IAhERIMOREHIME (CIRERAENEC Dcs. BMENLREZ
BRI 3 EMBROILE(IC K DEMMEEFKEN LR U, FikENFREEIN»I V. T/RTJORT )
—ILOBEMEZERIT IRETHDIN. EELMKEZSISREIIagEEHRESN TS, REMEAD
DRICDVWTIISEREIRFTNNETHD. BEAN(C(IBIEZTOEELE LT, MEMELEDAER
BREE MR TOMMERNIRT N D,

3MERIEMDIZHD) RIVEH
3.1 PYNHLLBICHATIIET > RADEIZESH?

PVOD./PCH (IfAMEE THBDTHT A MELLEERER (RCT) 0RIME J/R— MAFROFER
I FETERDE T 6 DRESTIERONE. MMERADEERET D MLANDRERDNRN G
BT ECDVWTOREEMREIHMEL. =5(C. MKEBHIRRELEFT UL BN I MOLANEETHD T L
(CHR~EDHEEEND D, BRENDEXLLRNTT MHALAZERET DT EICHEVMIEL ENTU
BITENS, BWMMERDIFRICEERD EEXSND.

3.2 FlEFEEDINS>OR([FESH?

FIRFH M EHGRER (C K DIETROE T 6 DRI TIEBDE. MMERIMOMERELEFT LWL
HROI|ENHD—7T. MKEOHIRZELFT LU SRUVIREDEMNNS L, HROBS(FFE <
Do

3.3 BEOMEHRPCFLRELESH?
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PVOD/PCH DIf—DIRAIEER E SN DIMBHEE T, LT ZEE T D & (CEFELMIBERN EN
Do =5(C 6 NEILITIERHOMERNDNE (CESVMBMERNEN. CNSICHEENFCD. &
JTZEFXULRBWTF D MOATHBHKEZELE T D &(ICEELMEMEERNEN . PVOD,/PCH AEH!
DT TNS DMMER (C(FIFES DEN RN E(CHENF TS,

3.4 EBKOFIEE IR MOERDINS D RAZESH ?
BEIRWFTMESRR M ATR MIEL HESNDSEREZV\2H, [EROFBEZER UITH
B, BUOEROAEEME IR <2 D,

3.5 ERDIL—F1>0
PVOD./PCH JEfI([CH T PAH TEINEN RS NISERNMMEILRENBN TH D e LDk

N'HD—73. FhEARDOILKR(ICKDEBMMEFKEN LR U, KENFRESNDIIYAINHD, D
—E&UT. PVOD/PCH (F—DDRR T3 < FMEBREDEMIRANRD bSLADHRTEZICAIE
LTWBh EEIRZENETHDIDNMERE THDDN . BIREZE T PAH HRREN EDIEESZFN
TWBDNY) ([CKD. EREMMEILRROBEMMENRIRDCHTHDRENEN S D, BEFRTIE.

[EAN(CIBEFTTOREL EUT. MRIEEDSFERREE QMR COMERZRTI D] &
E(CEE—HTRELU,

4. BEY 3 DZBIT1 RS51 > DL
PVOD/PCH ([CBHET DZES 1 RS+ > (35— PVOD/PCH &N RS> THD.

5. JAROTE=H V> Ll

KEZBEHNA RS> OERICKD. PVOD,/PCH OIRFEFRHNVEE D REAMSES RN RGN
D. TOICETEHRE LU TCTOBHRBDIENNRAEND, XA RSAZOEZSFISITRELL
T, SRIIMBHEENER S IEEHRE I MTRET I D,

6. SEDMFEDOIHEN

PVOD./PCH FB&(CH T DHEEZRIE. RRHN(CIIRIEZHIZET D, AIBICIE. ARB B
(CER Y DICOHDEERZEIEENMFIET DHRIETD TR NREDTFEREE(CIITSEDIER
B TIEM/MEESENADRRENLEN D, KITSEOFHRIREAARN, :ERIFHI EILREUI
DI 28 9 DIaFEMAE(CRR I DN S D,



7. XEMRFRT & HREIR
F—INR—ZRFHER (GRADE)

68

~4 ~JL: PVOD,/PCH

CQ1 : PVOD/PCH B&(CH LT 58Ik, EHIMERZEDIR SOV HZRI PAH YT J)IL—T ]
EVWDMEDIFMERESNTND 2022 FORFRUCHWNT, BRI TOERIFH M ELRE T D
TEMERENEIN?

F—HINR—-2R:
(1) PubMed/Medline (1995-2022) . EZFrhiss (EHEE) *. Cochrane Library
(2) =R Review 6 + Original research (FEAISEEIATT) 2 14
Review 6
1) JCS PH guideline (2012) BAERSRFES MEMEELRES1 RS>
2) ESC/ERS PH guideline (2015) ESC/ERS MDffmMMELES 1 RS>
3) Eur Respir J 2019; 53 (1) 1801887. PVOD-like pathology
4) Eur Respir J 2019; 53 (1) 1801899. PVOD,/PCH %#&% PAH (CEI9 3&EH%EE
5) Eur Respir J 2019; 53 (1) 1801913. PH M T PVOD,/PCH OATiE T
6) Eur Respir J 2019; 53 (1) 1801889. PVOD (CxJ 9 B AhN EisRE EE A
52 Review & D Original research (FEFIERERATT) 2 #H;z X THIHEE % STE
7)Am ] Respir Crit Care Med.1998;157:1681-5. 2 FIDEFIFRE PCH T PGI, therapy A
Kz Ui
8)Eur Respir J.2009;34:1348-56. Montani 12 5 PVOD PGI, therapy H'flif84E\D bridge
EUTEA

B47: 2022/4/1

®R%E : NT/AO/KY/AN/KT

* TEEYMERD B DI DH

Pubmed/Medline (1995-2022)

# U EN STRREX
7 CQ (CRaE 44

6 #5 Limit: English 84

5 #3 and #4 90

4 vasodilators [All Fields] 289795
3 #1 or #2 975

2 " pulmonary capillary hemangiomatosis " [All Fields] 132

1 " pulmonary veno-occlusive disease" [All Fields] 906
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S
# | BRERNX STHRER
4 CQ (CREE (ZREEIIRDD DimXDF+) 8
3 #1 and #2 77
2 “vasodilator” or MEHLAREE 83587
1 “pulmonary veno-occlusive disease” or “pulmonary capillary 759
hemangiomatosis” or BHERAMEAZEIE or AHEHINEELE

Cochrane Library

# | 1RZFR STHRER
6 CQ (CRa=E 0

5 #3 and #4 3

4 vasodilator [All Fields] 6128
3 #1 or #2 47

2 “pulmonary capillary hemangiomatosis” [All Fields] 7

1 “pulmonary veno-occlusive disease” [All Fields] 45

9.4 CQ THZRIC UJz RCT XX
RCT #3372 Lo

10. IEF>RTOI 7

PVOD,/PCH [FHBIMEERDZH. UTF(TRTLDICTEST D X(FFRASRRSH D FRIISIE—EtH
D, FRIFEEES D RARBAERSHDICRD. BRI\ ATR(IIE=ESTHS.
BIRTECE UEBMNEVEHIBTSNTZ 5 mXXEINI. SB—RTEDFHEZMITUIZHmXEANT,
ez &H LIz, AFREZ 5mXICLTE. BOFHEICEDD (FiahoTz.



1132 D= DiREF>T—2' )L (Evidence-to-Decision)

70

BDiH (Quality assessment) HEROEH (Summary of | & 5E
findings: SoF) %
AR | 7Y | BRR 3E—8& |3FEBE | AIE | TOMD | SiER EUES
£ > % EE BT | BR T | R | AR | e
(95 | (95
% %
cn | CD
FPORALL FEEXRDKT
4 g | FA | FEAR | #EA | F% | RN [NA [NA |[NA [NA | BOO | EX
ES BRFRH | FE—B | RIE | AR | PRRE O
D HHD | EE | EE | £D IEE(C
M | TH 1K
D D
O RADA2 6 DESITIERONE
3 g | FEA | FEAR | #EA | FA | RSN [NA[NA |[NA [NA | BOO | EX
ES BRFRH | FE—B | RIE | AR | FRRE O
D HHD | EE | EE | £D IEE(C
M | TH 1K
D D
FORAA3 FmERTIONE
3 BRI | R | FA | E | | BRSNS [NAO[NA [ NA [NA | BOO | &KX
® R | FE—B | RIE | R | VRRE O
D HHD | EE | EE | £5 EE(C
M | & K
8] D
FIORALS RfKEE
5 BRI | R | A | E | | BRSNS [NAO[NA [ NA [NA | BOO | &KX
® R | FE—B | RIE | R | VRRE O
D HHD | EE | EE | £5 EE(C
M | & (=
8] D




HERZ (CRE:E S DIMMERR ~AREE

PVOD,/PCH DOH—DIRIEAE E SN DAMBIEE T, BT ZEE T D2 &(CEFE L MESRNEN
Nsd. =5(C 6 PEHTIEB MM ERTIONE (CEEMIMBEERNEN. CNSICHEENRT
Do FEEFULRWTIDI ML THIRKEZELEE T D & (CEEMEESENENN. PVOD/
PCH FEFID T ZNSDAREER (CFF(ESDEHRNC EICHENF TS,

BRRTI SALEMRCDEDZERANITIEST > ADE

PVOD/PCH (3FmMEE THDzsb RCT RIAIE J/k— MAFKMNFEE T, FETRODE T 6
DRESTIEREDNE . MIMEIRNMDMERE T T MALNDHEEDNRND D Z E(CDVNTOMHE
SHFHEN. 52, fKERIRQRERELSRBRVWTI DI MOLNEE TH D EICH~EDEENE
B0, BRENMDEFZULRVI DI MIALAZEE TS EICEVMIENEM TNDZENS, K
VERDIRFRICEEF D EEEZ BND,

HREOEEDHE BUTD4 IBBICDWTHEL, TDHRAZELHT D)

HEROEE(CRT 2 ER HITE B

BVWFERPEEOEDIET >R | O (FL RCT Yogi@EE J/R— MARAEFEE .
(B F2E&E TH] OBBDOIEFT> | B WX | TEST > ADOEMMENZHZATE/ 5500
A(FHBh7?) R EIRD,

PHRNRTET > ADEBENEF
E, BOHEROTIREENE <1R2B,
TEF>ROEMEWNEE, RIS
/ SBBWHERDTIEEMN S < 12D,

Flzi L E - RIBON\SXICEATHHE | O TV BIRFAB M EHSRE(C K DIETHRDET
E Sk B VWX |06 DRI TIEREDIE. MMMERDI
(FIBENEPEIBZ LEIZHDVNET ERELBFULVIIRDIRENHD—T3T.
B3 &(CHEEN D DM ?) A7KBEDHIRIXELE U <RVIREDE

EFUVIREEF U SRVHNRD HheE <, #HEROME (35 <D,

ENREFNERSNEE, HEROR
=h'el IR BDEIREMENE L. IELRODF
BHRSFNUIKENFE, FHOHEE

DHEEEMN'E <712

ifE#R & 47y m (W PVOD/PCH (JEATH'R < FRARIIR
(BESNTMBERICDOVLWTHENSD | 0 WLWWR | BCTHD. IRIEDEIEEEN S DIZHERT

Bh, FARNEHICHNTHE DIEEUBENMELSND, CORT(E

BLLTNDH ?) ERBEICH T DIMER CIFH (TESDE
fBER & I HC(ESDENMRNZF (FTR0N

E, EZ(FHEEMEANAKETVEE, 80N
R DOOEEENF < 12D,
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