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[PVOD/PCH &2#&7i—1 N34 > 2022] #FICHF=Y

B IMERET — v K3 RV 4 (World Symposium on Pulmonary Hypertension: WSPH) (&
19734 B S N7258 1 DSk B L 2 5 FMICHB SN TB Y, ToRETOMFIIBT 2l
JEJE (Pulmonary Hypertension: PH) OFfIR - WFZE D #efE 2 #8465 L C & /2.

20154 PVOD/PCH (3@ M\ IS RBE S 7z, REMIROREZ 21T, HAMSIME - Mifhs
Fox, [HEBVER Srae L - Tl U RE (2 B 9 % A AR 7888 ] TI320174E [PVOD/PCH #7714
T4 V] E-RERAI L7z 20134 = — X TOH 5 [l WSPH TIRE S - NFICHD & 1E
W L7z, 52 [PVOD/PCHBZHATA FI74 ¥ | oz vty 21d, WINESRE Y ¥ —o/NI%ET
J6H1Z [Use of vasodilators for the treatment of pulmonary veno-occlusive disease and pulmonary
capillary hemangiomatosis: A systematic review | &\ FsC&E%R THHY4TE X, Respir Investig 2019;
57: 183-190I2AFK L TW 5.

45 5 Il WSPH # 5 4E 0 H A%,  20184F = — A T 6 [l WSPH ASBifit S 7z, ZOXkTlk
PH 2D OO - EHROEEAFRE SN, F72 PVOD/PCH OALEFIZB§ 5 ZHAFRIE S
7o, ZZTH 6 WSPH ToOiim % B ¥ 2 T [PVOD/PCH &#7 4 NI 4 »2022) (M) %1E
W52l HAO [HiEMERERRET A4 74 > ] (201746 oH<To PVOD/PCH 1B
5kt TPVOD/PCH#Z#HEFT A FF 4 ] FE—MICE LTS,

% 6 11l WSPH Task Force 1, PH OWEAHIZOWT, 5 1 BEOMBIIRVEN & MEME (PAH) 12
[HV ¥ AFEPUERICRIIEIC 2 ) S35 PAH Y 727 Vv —7] & [#ik EAIMEHRZOH 5
DufHERT PAHY 77V —7 | 2Nz T 5.

A 74 AMEREE, PVOD/PCH 1 PAH & 135872 28037 L 72 B AL CTH - 72,
L2L, 20184 % 6 Il WSPH Task Force 13, IR~ EAH ML 28 130T B PR ZE A 5 i L 9
BIRELIREL TS, KR PAH B L CWHEBI OIS, FHIR - EMIMERZIZREL T
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iz, BREOBE,»SIIHELOLWESFR S, PAH AR 7 2 OHTOFIR T
BREON O P AR T PAHOA A=Y ME L TRETRDO LI LD LEEZEZLNS.
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SERATA T4 OHMIL, EEHN PVOD/PCH #EEIHEIZ A Y 9 HAEFNICHEME L 254E, &
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RIEGER) ZANTYS, BHZHIEINSZHRT 2 LR LTV, REIHAEL D 258
DB, FEREIZL D) TIERELOD, ZTORY P IEHHEIC SN TRV, 20224E DR T,
¥t PAH B X OBEIR - Je RO BICHES PAH 7 EI2Hf4 L T % PVOD/PCH K528 12
TAHXEASEIMLTWA, DR DI Tnwahs, SHMlEkiE (systemic sclerosis: SSc) 12
££9 PVOD/PCH BB ZEDHEAEIZ SR E HICIHEHTRETH 5.
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iR BA 289 i EANIML A EE  (pulmonary veno-occlusive disease: PVOD/pulmonary capillary
hemangiomatosis: PCH) ZMli S MTERE R 23 2D TENLEETH Y, FERI O A TIEAiB)IR
PR IMUERE (PAH) & OSENASHEETH 5. Lo LIREHRREM 1B IR (S92 2542 U % PAH
EWSHICHE ), PVOD/PCH @ F: 72 23 XMk~ EMIMAE12H 5. 20134 2 HICBfiE S
7285 5 BRI MERE S Y RV A (75 VA, =—RA) T, Mi&IEESEIHEOho—>
EENTW5S%S, PVOD/PCH (3o PAH L I13BH & 2 ITHRESE L) U oY 727 7 AL LTHH
ENTW, S 51220154E 8 HI2583 8 7z ESC/ERS Guidelines (RRMN-Clign W25 25 A 6] 47
4 874 2) Tk, ToWnHEHE LT, 1) %% PYOD/PCH, 2) #{x1k PVOD/PCH (EIF2AK4
LR, ZOMOLR), 3) #EY/EEY/BERAERY PVOD/PCH, 4-1) BJEJIZHE S PVOD/PCH,
4-2) HIV J&GEIZFE S PVOD/PCH, 2R ENTW5.
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e AR ZEAR PRI i IUEE  (CTEPH) ) 2Nz, #r7z12 [liseiR 28R I B ERE (PVOD/
PCH)] 2%@manzz. F728mIRE I, P26 HG TR B BORMI RS 3 [ 4IC
T HMANTE] P X o T, FE5tEE 22 13E O PVOD/PCH 2 /4102, [ HIGHIC 27 BARY
RERIRZ WA SE S L R S N7z, S IR P REREMR D720, HIEEPEIRE S .
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SEERT LIS, FOBE - B - HEICOWTOREICH LTRIHT 5. S OISR 2
BAERL, EFAORRET 5. PVOD OfEZINIIHHBH CH Y, BIKSHIEH T TLRVGS
Wichsd, LarL, $5MFzi#EEED PYOD/PCH BEIIx L CEY ZIiBRERD 5 4 3~
TaMLBWIZDIZS, AL FITA VBRI EL DFEROBIGTIHH I, SRO—BE2bZ
LT 5.
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(PVOD/PCHEEHA K514 L2020 h TEELE 7 >N BEFHE)

PVOD/PCH : Jilii#lRk B 285 Ml EAM M4 IEAE  (pulmonary veno-occlusive disease/pulmo-
nary capillary hemangiomatosis)

WSPH : i@ IMFERET — 0V K ¥R Y 7 24 (World Symposium on Pulmonary Hyperten-
sion)

PH : Bl I+ %E (pulmonary hypertension)

PAH : B#BRVERE & E%E  (pulmonary arterial hypertension)

CTEPH : 181k g8t i £ 5E (chronic thromboembolic pulmonary hypertension)
mPAP : ‘4 EIIRE (mean pulmonary arterial pressure)

HRCT : E4#fE CT (high-resolution chest tomography)

ERA: =¥ NtV 24 kHipiE (endothelin receptor antagonist)

PDES5 inhibitors : 7+ 27 # Y T A5 5 —¥ 5 fH$E# (phosphodiesterase 5 inhibitors)
PGl,: 7T X %4 71 » (prostacyclin)

CCBs : #1 )V A F:Hi3E (calcium channel blockers)

SSc : &G AE (systemic sclerosis)

EIF2AK4 : BRAWERBMGKT2a ¥ —+ 4 (eukaryotic translation initiation factor 2
alpha kinase 4)

DLco : —WM b pe £ MidifE (diffusion capacity for carbon monoxide)

BMPR2: 57 /37 B %%k % 4 7 11 (bone morphogenetic protein receptor type 2)
GGOs : 70 #F A3 (ground-glass opacities)

BAL : %45 Zhlifadkis (bronchoalveolar lavage)

RCT: 7 v ¥ Atk (randomized controlled trial)
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1. BEHA N1 HERDOBR

KEWATA 74 OHMIE, 1REHH T 2 ik 25 i B EE (PVOD/PCH) 12
BIFLBAEE TOMBEZMRL, BHRIHEF T LMIREC, g - Z5 - W - R 2 s
LI, BETY M ALOUELZHIETI L THL. RRBIIHIEETH Y, B - GHRICH
TAHIET Y AIMMO TH V70, RGN - RGN OE - ANBEORRZ 0 IHE LN
B L7 SOICHRIRERED, BYLZWEB L OEREERTLOLENTE LK
L7z 72, BBERRE R E—RITREEHREFENB L VOIS XL EEHMERZ RO TS 5
)T EHHIELL.

20154 PVOD/PCH (335 i (S RBE S 7z, HAMISIME - MifEBa s X O [HER IR &
P - TR AR (2 B3 % A AT IEZERE ] Ti20174E [PVOD/PCH & A A FI 4 ¥ ] H—Rz %
FIL7 B—hUI20134E=— A TOE 5 MEMTEIEY — )V K YR Y 7 24 (World Symposium on
Pulmonary Hypertension: WSPH) TH% SN /zNEIZIERD EE L7z, [PVOD/PCH #4714 N F
4 V=] Oyt r AL, WMILE#EY > 5 —O/NIEFIAH Y L7 [Use of vasodilators
for the treatment of pulmonary veno-occlusive disease and pulmonary capillary hemangiomatosis: A
systematic review | i3 (Respir Investig 2019; 57: 183-190) IZAFE L TW5.

%5 5 il WSPH £ 5 4F 0% H 35 11 20184F = — A T 6 o]l WSPH 2Sfifi S /. &K TIE PH £
DLDODOME - BFOLEISWE SN, F 72 PVOD/PCH OAL#EAF IF OEHEAIRES N2, 22T
%5 6 ol WSPH Tk & # % 2 C [PVOD/PCH &7 4 N7 4 >2022] (GB-M) ZfEld 52L&
(2L 7. %6 [\l WSPH Task Force Ti&, “PINiiBjkRE (mPAP) 20 mmHg 282 %2dH 502580
A EANIMAE P PH 023612, iM% K525 3 Wood Hifi L ETH 2 Z L2 MA S I LAREENT
Wb, HLEFTHRETH Y, MEIMESE (pulmonary hypertension: PH) D EF&IZ§ 5 it F
ZEHIE20224F 6 H ORI TIE I N TV,

Task Force 12 & ) #2582 17z PH ERIR PO A, 56 1 BEONGE)IRIENG & 5= (PAH) 12,
[HHIREMINERZOW S 2 552 /"3 PAH Y 7 7 )V —7 | (PAH IZBF 28R, Tl %
ORI ZE D etk 2 7" B LIS £ %) ZMMAZZ & THA. LA L Eur Respir J 2019; 53(1)
WAL SN TV LiEFGFHr 51, ZOERISHT 5 Mo af#RiR s Tn vy S s
%. 73, Z® Task Force 12X 22MIC L 0, HADIREHHM PVOD/PCH DEHRIZLHTIZ %> T
W, Lo LERBIY; T, PVOD/PCH B X Uk~ EAIIMAEHZ O W & 22 % $if % /R 3§ PAH
YT TN =T DFHHRIIB T, PHSRICHED 2 BRAREOERESLELEZ R, ZOE el
sz EE L7

2. MESIhBHAES SUFIAME:R
KRBT A N T4 v OFHB S X OFATE%IE, PVOD/PCH Z#ICH#b 5 ERilid X OV ¢ D ik
Thb. LrL, ELHWOEHHE TR L ), [k BAMAERZ DY 5 7 2 5 2 7”9 PAH




Y77 NV—=71 13, PHBREKRONTHEBT 2LENDH L. ZOZOKRTA FI74 »OFHHES
S ORMNERR X, PH2HICHED B EHIB X 2O TH 5.

. BB RI1 2FATHIRENEER

KRG A B T4 0%, EEZEHF e EMB S BRSO Rp e dist  (HG TR R
NRBEZEsEE) [k ZEE (PVOD) OB WiiEdeii . & iR sHER O 72D Ot & ige ] 3E (FFgk
RFEH MHINL) OWIEHCRZ R L TW 5.

HAM I - ifEBRFa 8 KO0 THEA TR e 8 - Jiis e iE 12 B3 2 S ART 7 8E ] T,
20174¢ [PVOD/PCH &7 A F 74 Y&—M] %51 L CHARM&SIME - MifdsR¥ s HP IZTA
B, Minds fiE% 2T T, ZOE—MEADLETIDOE NEBHOSEICLTHIWMEEE
2 Tw5. PHWIZEDHMERE I ) BESZE 2 MfE L CIHE, PAH B X U PVOD/PCH OfriEf T %
CTHREHE, BMROBYTRBESA T4 Y E2EH LS, B2 TR Z#ENICTHTh
XENWTH D,

BERE, 20184 =— A CHfit 27248 6 [0l WSPH o ikdk % + 43 12#at L7z ¢, PVOD/PCH
E ) IHEED PH &K OH TOMEMITOELZ B L T, AICBIT 2 HMROEIIEDS E1E
B L7z,

4. BEBHL K1 MERDEE
(1) 20184E2 H27TH~3H1H #6 Ml MisMEsRE T — )V ¥ ¥R Y7 24 (Nice 2018) ASpif
N, WiEIMEREDOZW - BR 2 & TEHMN R #EI S .

(2) 2019%F 1 1 Eur Respir J 2019; 53(1) (245 6 [0l i@ filERE ™ — )b K2 2K 27 & (Nice 2018)

SRR X 72, Series: World Symposium on Pulmonary Hypertension ¢ /¢ PYVOD/PCH @

W - BIEIRE - BRI L TRARDOH 2HHHEIZ TR 5.

® Pathology and pathobiology of pulmonary hypertension: state of the art and research perspectives.
European Respiratory Journal 53 (1) 1801887. PVOD-like pathology @it ¥k v

® Genetics and genomics of pulmonary arterial hypertension. European Respiratory Journal 53 (1)
1801899. PVOD/PCH % &t PAH (2B ¥ 2 BIZH R KT 2 5L #dH 0

® Haemodynamic definitions and updated clinical classification of pulmonary hypertension. Euro-
pean Respiratory Journal 53(1) 1801913. PH ®H1¢o PVOD/PCH OB T ICB$ 5 Rt#kd 0

® Risk stratification and medical therapy of pulmonary arterial hypertension. European Respiratory

Journal 53(1) 1801889. PVOD (53 2 Jifi ML P s i 2 B 5 2 5l

(3) 20204E10H  HAHEIE - MiffBRe S, MEATENIREHE - Bl AR (2 B3 % i A hif 7 B
(&, 56 1 Bl MY — )V N3 KT A (Nice 2018) Ml MLEAE : o OBW L ] %
I—ny IR (ERS) ORFZITHE, TO—ERARZ LrEL 7.
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1. BEAA K71 OEAES - BE

(4) 20204E11H  HEGAVENTWE 250 /8 - I HEAE L2 B $ 2 B ASAFZE BRI [ 45 i PVOD/PCH %%
A KITA NEZERS%] (PVOD/PCH 7 A4 K54 »2022) %3iH FiF7z. 202240 ikl H
L7

PVOD & PCH DIRIRZ WIS 5 7 — VN OFERA2014EICARINT VDL 0, TOEH
TR T — A A T, PCH & #EE B0 S M AEFI O WI{RAY, A B2 A9 & 0 ARE TR
L7.

W & 77 PVOD/PCH 4545 % A L C\ B W REVEASS 2 PAH BB L Cid, Il Jinii s
AT LT HANGEAZE T L SN Twb. SHBFIRE R SN Tv 514, SScIP-PAH

ST HARGHR DRI S N T BRI 2 /NINEFREICRRLTHE, CQ I 2RO
HIEE L7

PVOD/PCH i3 PAH & %7 % {5124 %, EIF2AK4 HEREETEZZONTWA, DO
RIHEMS 562212 PVOD/PCH O FBIZFI T E T ¥ A 2 #$E L TIHW 7.

#E7AYE PVOD/PCH K LT, MiBHEREI TOTY) v VU ZERELTAIF TP RALN
TWwa. VLT Y ALIZERARWD, BHIT T 25 LWiROBERO—2 L E 2 bh:
728, CQITHF AHEROMNWHIEE L7z, B4 P54 VRARE LTERE IR SRV, &
HOMIMER - HEERKBRICAN, MHEEAXTOHFRTERS ML, EEICKADMHEIZD S.

g2 1L, PAH LB SN TV AIERMDOA TR, CTEPHIZBWTD, T 720N & iR
DHNDLVIWEDLH D720, MiFIRFEEOHREBAFAWERIE HIHERL T RELEZ
Si7:. PVOD/PCH IR THRWIIFIRFZICH L CE—ZETRY D IFL 2 LICL 2. 45
PAH 27 b5 4 &) #5 % A7z PH OB 2R L T BERD 5.

(5) %% ® PVOD/PCH systematic review (%, #f&H1220224FE 6 H I \ZHE1T L 72 version ZF#RH L
7o, A ZIRNT % BAT U 72/ T 30T BEHNC B 2 Il A LR T oMK oA % %
¥l TG LT 4. Humbert 19984E 53013 PCH (2 L ClfE PGL, i FHZ X % fili KB HY 3 % ik 57
THRMCHELTwS., 4EFD EEZ & T s LT, Holcomb 200053131141, Montani 20087
132441, Motani 20095 3C X 1281 DAEH] 2 :FE L T\ 5. systematic review F— 24 & LT, WHEZk
BRO LN T 7 b A2 FHIlC & B 2 Bke L7z, 5 O % ik ICHE R E LTl
L.

5. PVOD/PCH (C317 2 BEXM L EHRIR 0D 7= DX Hki%HE

55" PVOD/PCH &1 4 K74 UHERE S, BB HAA B 74 AR & [RB D SCHR
KxiTo7. BRI ZOFMIIEEE L7225, ERRBERIZH LT XY ER - 72 TR 247\,
ZO@EPTHHOPES BET L7z, BRI ILRE O HE N 4T 19954F Davis D
& (PGL, #HE) AME5CR1O T OBIR MM PRI GRS D720, 19954 LLRE DR SUER & L
72, BiEE, A K94 AR ORHRICEEHE L 72 X 912, European Respiratory Journal (Z#5#R X 7z
556 [l Mg MEAE T — )V K> YR I7 4 (Nice 2018) ks [ 45—k PVOD/PCH ##7 1 K5
4V EROEBEE e 57272, ZTOWNEMREIT- 7.




6. & &

RITA R A B LB EE, AR - WifEBR a5 L Ol 4 4R IR 57 4 F
FFTER AR & BT B BRI TE S B TIPS - S e (2 B 2 AR A ZERE (fF
JeFH PIRE, MRS SRR X DB R 2.

7. FlaER
HB—WBIEAA NI A CAEs & A8 2T, KA NI 4 2B 2HRMK (H AN
EIE - BiEBRASBEICHED KRR, #BE 34F) ITENS T FH% L, UTITRL.

FlZEHE R

HARR ST - GBI (COI) ZESZRE L, HANRASB L UMEYYRD
[ERRAFZE D COLIC BT % Ll st | (12D » TR S 7z H AR R E - Mifi 3% o COl HiGh
JistiZifto T, BWAA FIA4 VHEHYMFE LD, KSR 74 AEBICBEBRL ) 2% L
DOREFIBRICOWT, TRl X CHRSHCIRR O B 21572, B A 94 Y ONED, B
BRFEICHME LD LI BN T AV A RSB AEL v X912, &Ik 2 B EAT
WRI-EDLXIICEE L. BEIA 54 O Clinical Question 12X 2 HEIEAER I 5
P LTI, COLICHLRE L CTITo7z. A N4 Y ONE - #ROUEITEEL 5 251
BEVED B 5 Mk D S DFAIEEL, ZORIZOWTHEHA K4 VBN A K594 VERBRERIC
BW T ahimz Lz, EREERIE, WGHIICEE L TRY O WHBISIRETH 5 2 & & 4
HYERHEHTHREL, €72 2A0WEK, #iiziro 7.

HANR=1) ¥
FE H AR H— g
FIINA A

Yrer INA T )V

HAR 77— Sl T

S B
g8 AR
R L
NI T
J b e
SFH AR
BEEERS
B 3508 BA K ER
)2 Fk— B
W ST
SR R
A1 &
FHAS HfE— O]
b —= 06
1A BEF
NI 5t
B AT
5 H e

S

ceg e®
cee ©

0]

OO

—EDOBHTA NI A AMERER I, BRSNS, Yoy 7y —<kll&it, N
o LML, FFHBEEMRASH, HARN=Y Yir— - £ g skl GFHagR)
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1. BEAA KT OERES - BE

LD COl Rz, 22 [ L] 2RT7.
i, BHEXA Y —, Minds 3 HHEEGAE, SHREFiZRIZ COI A2 LTH %,

Ok GRERl 2 L) 5065 MELE
@ HA 4 1005 L
@ERE 5005 LA L

@WFge#: 5005 MLk

(&7 Bt Rl s




l 2. PVOD/PCH & PAH QBSE(:

1. PVOD/PCH 828 (B7%E) E¥
BHREE

@ iRk e

B E

AL A 7 — T VAT LA BYIRVERG &5 MU (PAH) 5l e & i 7 3
POHHRERE DAL A 7 — 7 VAT R
(a) WBIIRE D LA (GBI IR P9 E T 25 mmHg DL b, iS5 < 3 Wood HA7 L E
240 dyne - sec - cm™ LA E)

(b) MHEIIRBLAE (AGBEE) 1FIEH (15 mmHg BLF)

(2 PVOD/PCH % 5t 5 ihesf#ig i CT (HRCT) AR CUMNEMBEREOIE, Rk, #RE
A A5 ARk (ground glass opacity), #EFEY) ¥ /SHIlER) 23 0, 20 B TEMiEE A 218
PERB R BRI A 2 BRI T & 5

GBI M AT LRSS X B o I WA NE 0 % %

(R AT H

%GR OB IR ML 5 E QT (70 mmHg BLF)

QB REMRAS © BPLERE O F 2T (%DLco<55%)

QNG > > F @ KIS OMREKIBE RO 5, FRIEHETHS

ZZP A
OFE MBS ONEY T VERY U7 7=V 2B 5
O AN AN
QWL JFE D & B NIZZ\»
@ i LS
PVOD : RRSHiEIR (IS /NERIEIR) OO T Atk D (HIRD30~90%) 7% BFZERT Rd )
PCH : JlifiE o B MMM O ks X OBE. & 512 PVOD 12H# U7 RS MiEIRGZ % 72
DEEELH
@ B
DT oBEE BRIV 5
Y5k PAH, {Z1E PAH, M) 350k PAH, &FERHEICEES PAH (B, MR TTHESE,
FRME OB L), WGBTS PAH, 18Pk AR JEA PR & 1
<JBE MR & LT oRRsE ik >
DT o [ZWiEds] 3 X0 [EHIREHE] 2Reimodgs 35
BHRHEEEHEAOTHON 77— 7 VA D D (0T 3 —HAEFT L Cio %

%3, [PVOD/PCH %] 1%, JEAMIZPAH THEHETLI L LTS
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2. PVOD/PCH & PAH MRS:E M

[ 5 Wit 5261 |
FHHHO + W2 W
[ RS W o

TREEOVWTNIZGH 2T IDLET S

FEEHOQ + FEHHG®+RIKEH O S b ZHH D I

FEEHOD +FWKIEHH 4T
[PVOD/PCH %\ 1 |

FEHHOQ+EIKIEHHD S H—1HH = PAH CTHIG
ETMUCOMEM - B, SWikEETI, SN L U RSN PAH, E{xtE PAH, SRR
PAH (BJJE, ERMEGER) 2 ANTWwS. EHZENEINS 25 LRl T 5. JEkE
DPAEL 9 BB EOENBITEIE ) THRELDD, FORY P IZHEIC SN TR, 20224
DIERCT, J¥560 PAH B X OBER - B R OHEEICHES PAH % EI2Hff7 L Tvw% PVOD/PCH
FRRZCRE T 5 SCRRASEIM L T 5. Dl &L DS N Twahy, 5 MisEzE (systemic sclerosis:
SSc) (2ff5 PVOD/PCH #RIRAEDHFIEIZ G H S HITIEH T RETH 5.

EREESEOMES

HE—MT, FERESE CGHrBLHEEEE, EHEE) ORI DRIRAOMIM A LRI 2 M L7272 o
BEALL, BRI LA, M IREOM 2% { Th Stage 3L L& §2 (B
BRI, Mol RRE Mg A iR 52 &) ] il 7.

FREESFORORO R REOM S Y GBRERLEE) ] 1§, BEOMfHL
RIS 2 M L7272 0 R EASEAL L, eIk La] o2 0082 6T L
WEND., B TH 725 ERRIUSTHEREZHIEL2GEICE) TE2XEDHT LD L.

B DA ) A AT\ 5 oD TR B2 0 O MAE Bk 3 0 3H (PG, 78, PGL, #% 11, ERA, PDE5 BHE#E) (12
H2BATO, TOBAENE s k] o@REZE T3S Ok GRIRN i AE k R SE 6
NS & D IREAEAL L 7272) [k (ZOMBo ) | ICEHT .

2. filk EAOERENDRSHPLFEFHERT PAH

Eur Respir J 2019\ 38#% & A1 7z [ i i AE 0 A7 By RE I 52 38 & R /0BG T i oo PVOD/
PCH 2B 9 % atab @ H ARGERZ FRClZaRd. &6 bl flimiEiE7 — v B2 2RI A (Nice 2018)
D2 % 5. Haemodynamic definitions and updated clinical classification of pulmonary hyper-
tension. Eur Respir J 2019; 53(1): 1801913. X  51H, HARGER

1.68% : ik EAODERENRASHLFHHETRYT PAH

SHMREAER D, PAHORKNE LTHISNEE L OBBIZBWT, WO 2RMEIRKL D X
FEMMEREIRE SN TWE., ThFEFTOHFTIE, PVOD/PCH IV L7277 Vv—T&
L THEAT T ST e,

PVOD/PCH & PAH IZ¥ML 3 % 5K & Bl B2 LA L, 2o o—ifid & 0 B2 5k T




MR BT 2 HENS D OO TH L (1), #EIEMED PVOD/PCH %%, EMAEWEIR
FIGHF2a ¥+ —X 4 (EIF2AK4) BIZFOW T OT VIVERITERT 2 5Pk #E R %2 83 MR %
2BV, FiEshTwas™, HEEE, M) 200 F L o ~OREERSEIC, HW 725k
T OB AT 28 % 0% 5 BB YE PH OF8E & OBEAED 5hTwaY,

B & 2 2 liEIR B K2 OFFFEIX, %DLco<50%, R ImE, M HRCT il (/)
TEMIFEREDEIE, /NERLED T ) 7T AR KEEiIBERS, MR o SHiER) 12HEOE, R B
bz (F1)2* Wik THMERESENTHSI1EE, FHREAELPD, PAH BB BUGA
BUERT, SHODEFICE BHMIKEDY 2 27 12T 529,

PAH & PVOD/PCH 1354 (ZIZFAARDMATEIE 70 7 7 £ V R OEEGZ A LT b, ERT
N&ERHELT, WHDOT VIO EIF2AKL ZRREAEZIZB T, FEWRMEIRY £7 Y ¥ 7038k
ENTHY”, BMPR2 (bone morphogenetic protein receptor type 2) 75 FffA & Tid, Wil rf &R
DV EFT) Y I DBROSNDE Z DD HY. LK TEE 2O, AEMmMEYE PH & L Cuis
N5 iR~ EAIAE R Z DR T 5. PAH & PVOD/PCH i3, 2 DOWAMEIZ R % 25
HAICIE R L, MEREDARY bIACEHEENLEEZ NS, bivbiug, [HHIREHMImE
WWEOW O 2N %R"d PAH] %, PH /P BUGETMOWET PAH (56 11F) 2MA 52 &2 RET
5 (3%2).

ZE

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.

5) Montani D, Achouh L, Dorfmiiller 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 ] 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. ] 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.
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2. PVOD/PCH & PAH MRS:E M

£1. BRROCEMMERE 2 "R 3 #E
(Eur Respir J 2019; 53(1): 1801913. X » 51/H)

Jili b e A A DLco & T (%< O¥4H<50%)
5 AR 3 I AE
J9#R HRCT INBER R O N

INERED T ) TS AR,
itk ) > o SERIE A
PAH {HHE~O L MiKIEE & 729 W HeME
AR H 5 W5 D7 L v o> EIF2AK4 75 5
TRk P 5 HHgHEE (ry ooz sLy)
DLco : —MAbpe Mg : HRCT @ &40t v ¥ o — ¥ i
Je o o PAH © i) RVl 5 100 e

F2. fimmEE (PH) OERKMERETHROSFOE 18 (ki)
(Eur Respir J 2019; 53(1): 1801913. & v 51H)

1 PAH

F5551E PAH

#fxM: PAH

W) - BEWTEFEYE PAH

FAER IS PAH (RS A8k, PINRIETCHENE, Je XM OB, &)
HIV Y AEEFUEIC RIMIC D72 ) ]G3 % PAH

iR, EMILE (PVOD/PCH) WD & » % f % /"3 PAH

T2 L 2 A i L

— = e e e e
N S O s W N~

855 Il M IMESRE Y — )V F ¥ YR P 7 24 (Nice 2013) 12 3B1) 2 Jili B ML AE O B R 758 % F e
7R3, PVOD/PCH 1345 1 # PAH OHICIREINTEHT, H1UHIMEOSFSATEY, 512
[#Figc e ) PYOD/PCH] ZHisMHE L CHA T, [HKHEHEIZHES PVOD/PCH] X HA
#ETlZ PYOD/PCH B2 1072 5.

Nice 2013 i IMEE DK D EH LU 2015 ESC/ERS HA K54 > DrhDEE 1° 8
B 1B WiEIREAZERE (PVOD) B X 08 F 3B EsE (PCH)
.1 5t
1.2 sk
1. 2.1 EIF2AK4 75 5%
1'. 2.2 EIF2AK4 YAV 2 5
1.3 364 - WA s
1.4 £FEg I PYOD/PCH
1. 4.1 AR
1. 4.2 HIV &g

20224F DRI B VT, AT BT 25 & LT iR P 28 A8 il =6 Al 1f 8 i i
(PVOD/PCH)| &, #§5ME % 721358 (51D PVOD/PCH Z i 4 & LTV 2.




3. PVOD/PCHRBREAAL N1 VEZIRICHITDEER
(1) FIEHmMEE PH (CH 1 28k EHRMDERE DERKNEEE

Eur Respir J I[Z#8# S N7245 6 [ BiESMUESE Y — )V K R Y A (Nice 2018) #F4kI2B W\ T,
85 1 B PAH BRSO FERZE ML, F7 270V —7 [k BMIMAERZEOH S 25 %2 R$
PAH| #MZ7:2 & Thb. 20174, E—MHF A F5 4 “MEE, PYOD/PCH & PAH & 138 7%
B LA Th 572 LA L, 20184E D Nice £ TOWETICH W Tid, PVOD/PCH 5%
OREE) (AT B PR S M AE 2 Sk L) AR L S hTwa, A A—YELTIETRE
DXL, BIBMMENE PH 22 b5 4O hCHiEHk - EAIMEHRZE 2 ZET 58, To
IRIEREZ ) Z R DN % 5.

HIEHI I & 14 AT = I AE
FFFEIEPAH

B!

Ctrum /i EHMERZED
B SOV #Z R I PA

Declining Precapillar of PH

Decreasing Efficacy of T erapy

of Targeted PAH Therapy

Increasing

*

1ERDPAH EERDPVOD./PCH
(FEITHZEDH) (BB3AR,/ FEEMRI ERZE D)

K. PAH XY rZ LDOHTOH PVOD/PCH

(2) PVOD & PCH DESKRESER

PVOD/PCH & —§51) & SN TV 575, BWICEL#EME%ET 5L, PVOD & PCH 3D &
%0 3H L0, WWED TIPS MR Y, TORRRR L HRREEZE L Twb. PCH LiFH
RN HEE RS S M TIEBI ORI - A BRI 5B % pooled analysis 2 & 0 T L 72k R 2 /R 7.
SO E 5 % IEFIERIC X ) PCH ORRZW ST REIC 22 2 LWL END.
2% Wk 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.

PCH [3—20) clinical phenotype H» ?
il B A B E PCH (&, B oA X VIISIIEY 29 5 2 & 25T, HEp125100%5]
DM R AR ECTH S, MBS W I ARSI SR E 22 575, Wi UEAEED 7
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2. PVOD/PCH & PAH MRS:E M

DA I T & 2 WEI D L. BRI O & TIEAESE TR BIRVEN & ML E IPAH 72 & & O
BIEREEZ A H Y, LB HEICND TEBI SN a%E 5%\, PCH OEAE M i
EERHELA SR 3E L IEFICE L, PRARZERBEMSN TV SHY, RIS E, &, W
W, WiMLZe SRBEREAZ LD ONSVOBMIENLEELH LY. LaoT, fifiT
FFREER 7 PCH OIRZMIESLE L S5,

20184E D4 6 i s IEFE Y — )V K Y RV A12BWT, PCH IZ “pulmonary arterial hyperten-
sion (PAH) with overt features of venous/capillaries involvement” & LC, PVOD & 312 1 # PAH »
—#fE LT @D 57z, ZhBEiTE, PVOD/PCH 1 PAH &3 —#AM L7 1 HE LTH 7
TNV—=TIHEEINT WS, s 2 FHEE LB RED AR P I AICEHEFNLLEDER
FEBLTEIENYGEIOREH L E 2 5%, PVOD/PCH OBWiIZ B % Mk LAt o

&, HRCT, I-WkkrEMiss, BAL TR A M A G OEIHMREN LT T a0 —F OFHMEIHE ST
%% PVOD/PCH @ HRCT (2 B1F 2 1B 2t i, /NEEHLOED GGOs, /NERFaEE D LI,

HEERY) ¥ SEIERD BT 5N 5", IR TIE, 1 BER I BRPEFLREEZ0ICh 2
b 5F, DL DEWRE T UM E Z 2 5N TV BY lis I AERE B 3\ TGS S it
i, BEITbNSEBWRIRATIEZR\W2S, PVOD/PCHIZBWTIEIBALIZKXDAEYTY VAREY Y
077 — VDR TECHALEERH L. LirLads, ThE TOMRETIZPVOD F 721k
PVOD/PCH IZBI$ 5 b DA%, PCHIZHEMEZ LY T@mIIIZEA LR, EHICPCHIZBITS
IR R EERZHHBEICE L THH S TIE R\, PCHICBT 5 IR 2 IR 7 i % ok
952 &%, PCH Rk, FIGHRO—WICR) ) 2LEZONE. €2 THHi%E pooled analy-
sis $5 281K, PCHIZBT L MR - BRI EMEH T 5. ZBBIA FT4 2 TIEEK
3k systematic review 28 HITd 525, MEEZEBIRZEVZNETH ), FRREFRESHELINTHY
W PCH IZBWTIE, JEFERIC X 2B CIIT L) 2 BOEIRTH 5.

PCH DR, #MAERFIIFEIZ O W TIE, Faber 5281989EICHOTCL Y a—%2 B LT 5
ZHOIEEONRT, PCH BZEOMWEL » b r Y BEEIZBWT, W E AMEIZILA S reticulonodu-
lar pattern SWHYTH % L BT 2. FIL Tk, PCH O il % HRCT O % % &
OIZLE DL O WE SR TWS, NSO, PCH © HRCT Biffl 35\ Tt b FE Y
Pk, PAH 8% &L C, /AEFLED GGOs, /NERMEEEDOE, V) Y HilERKTH L &
WL TWD. 512, MERLED GGOs I22WTHE, MIEE FICIEF 2K L2IRETOEA
P2 53455 % poorly defined nodular pattern ASH R X 051419 = i PCH ICHEBI 7289 — v &
%z 505 (Kla). KR, Frazier 51X PCH @ CT Wit "AIMEINR O35 K2 2T, widespread
ill-defined centrilobular nodules of GGOs A TH % & RT3,

RN B CHEEZ W L 723EBI T, MiZeBE# CTd % bat-wing distribution of GGOs % FZ&H T\
%. HRCT TS FIZIEHI AR L 2255, Wili% 25 #i% batwing pattern'” @ GGOs % 7810
7z (K1b). /NEERPREEOMEIX FEICEERL SN, #Eh) Y3 EERIZIZEA LR oG h o 7.
BAL TRINEY T Y EHAR 707 7 — VPR TE 72, TH S OIRIRIT R A 58-I IZEFl L,
B2 REANEY T =Y A% PVOD LB LTWa. BHEEIIVTF T4, KLV 5y,
IARTURAT ) = VOHEH T, ERNB2 S 3ERITMIEMBMEL T bz, WA T3




JEVEDEAMMAE B AT EICED S, iR EE2AEYFTY) VEE~Y 7T 7 7 — VD5
AT E 2 BREIIR TIIARMETE RS, TP IRARE A IS X /228, B E IR R SN o7 Bl
BIROMEZIFIEALBE SN G o2, SRS O R SREZHIZPCH L2k L. &

DE) BRI S 5B EDRBMPHEELE 2 b

a) PCH OIS — ¥ 5 BERAREEW 70 5 1R $ & — > O/NEHULE GGOs 23 i%F kIR 235 1.

(b) PCHIZFEO SN 0MF 087 — > 0 GGOs 3iliEF 12 bat-wing pattern TIATEIZIAAT > TH Y, Il T 5
1213 GGOs 33D Lz »i0,

(c) PVOD MBI Ny — > 5 BERAREEH 4GRS 5 — > o/ 3Ed LR GGOs 285, /NEERIFEEE DL, #ERs
U Y OSEIERR (BB OB LR o h st

1. W& CT (CH(F5 PCH & PVOD MHEEIR/NEZ— 2
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2. PVOD/PCH & PAH MRS:E M

RIZFMETEZEHH DL = PCH 0 pooled analysis

20004F 2> 5 20184FE DRIZFEFR S N7 PFED L, i Bl % PubMed/Medline, the Cochrane
central Register of Controlled Trials, the Cochrane Database of Systematic Reviews = W CTHF—17 —
K% L7z, F—7— FiZ “pulmonary capillary hemangiomatosis” and/or “PCH”, MlZ “pulmo-
nary veno-occlusive disease” and/or “PVOD” % 7.

R 19IC PCH & W S NS, EBIEREG, JEFIEMO D B, Big - ERERi i (O
LY b, BEB CT, MARBEREMR A, A SCEMAEOITH) 2SR S i Tw 2 ke #IR L 7.
DToboidksL7z 0 1) sl 2) CTrRoRESZWE, 3) Mk PCH &REH
NTWRWEL 4) MiEiEz bR wEl. BEROKE, 39| ) L20WMAFHL L, €D H26J%E
BBV TIHRIFWZWH STz (Table 1). ERRPTR, 1§BRENRE, Wi (CT), RS
M (R b RE RS, BAL), MM, B9, PRIV Tl LEFHE L 7.

# 1. PCH 267EH| DEEFRVEFH

HH N (%)

Bk 12/14
T E i (%) 34.0 £ 17.8
mean PAP (mmHg) 48.4 = 10.9
mean RVSP (mmHg) 82.1 £10.7
%DLco (%) 38.1 = 14.9
it e H 1 7 (27)
[

Prostanoids 10 (38)

PDES5 inhibitors 5 (19)

ERAs 5 (19)

Imatinib 2 (8)

Nitric oxide 1 (74)

Prednisolone 3 (12)
L WRES

F ARG 8 (31)

it A A 4 (15)

I W i 2 A 4 (15)

W e 5 i A A 2 (8)

JitiFE i 4 (15)
Ttk

T, A7 (n) 13/6

AT (H) 22.8 +18.8

fEIZFI4fE £ SD
DLco, HidEBRAETT s ERAs, =¥ NtV v 2B AREPISE ; PAP, “FMMighIRE
PDES5 inhibitors, 74 A7+ YT A5 5 — 5 [[{EH ; RVSP, 45550

13



% 2. PCHIEBIDOKER CT Eif&ICH T 245

&k CT Foopr i FEBIEL (%)
GGO (Ground-glass opacities) 24/26 (92)
N AT A 21/24 (88)
bat-wing /3% — ~ 1/24 (4)
/INEE T R BE O JIE L 5/26 (19)
DINZAY 3/26 (12)
Z NSO R,
N A 2 (8)
DEEKI R 3 (12)
S 2 (8)
HRAEIL 1 (4)

PCH DRI

BET R 22 11CT Lo/ Bz (1 :1.2), 2HBEOVEIYERIZ34.0£17.85%
(11-66i%) Th o7z, PHMBIIRE, G=0GEHEES <, BEMSIE 2R L GRECO»
TWITER CTRRRAH ), PGL BAID R D% {, PDE5 ESR, = Nty v 2aEETESE, 20
fiif <F=7, NO, 7L F=vurzE&ifuwbhTniz. 1TERO 5 HI10ER THERRITED
Moz BEM PGL AR A ~F = T O/ — KNI R 2 R LB b > 7. —
KT, TARTORAT ) —VORMAHRICEEMAKMEZ X7 L7265 2 EFlA LD bz 3HERHLH
MAENLRIE 2 T, Bk, AR, ~o%) 0% EORHERIEDOATRIF2FEEE R L7,
2 FEGNENG A PEREE 2 L 23 S 2 17, T OROFEMEIZRL CTh o7z, M2 H
1, HRICE D00 DL L (31%), 4 EFI TR X 2 COFFMA T TbN . it
% L OIEFITIRLEICED, FERIMBD SO FHIIH 2 M TH - 7.

PCH DIaaBE{RFRR

PCH ORI L CTid, /ADEEp.OEo GGOs, /NERFBREDOIE, V) v 58HilER, o 3o
DFFEI 2t iASHRCT T— Pl Lo EETHIg &z, Tho 320 iIE I TPVOD D%
LT MONTWEY (Klc, #2). GGOs 1324/26%E6] (92%) T S, poorly defined
nodular pattern 23 b —#H Tdh - 7= (21/24, 88%)"* ', PVOD JERIZ BTk GGOs /3% —
YHKEA T, DB CEREIBAEIEICIEDY S L ORSFEAMIAELEEEbDETHEY. 72,
PVOD JERBINIZ B\ TN ZE R B EE DO BLE A393%, V) ¥ 23 il R2380% TR O S L) #idi23h
%9, 2 LT, HRCT ® 3 D OHMMAT L UNEFLYED GGOs, /NEHFEREDIEE, 1) > /il
K) ©9%, 2HBMEZEGZTHAR, BETS%, JFREES4.6% T PVOD % PAH 2 & I it
ThrEERTWS",

PCHEFIC BV TIE, /NIERFEREDOEIX19%, HEE) > HilEK1d12% TR S5, GGOs & 1
LEEAML <, PVOD & Il LB CH - 72, CT O4FIIAT R UhEER.OED GGOs, /NEER]FE
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2. PVOD/PCH & PAH MRS:E M

REDNUIE, #HEFE) »8HEKR) o9 H 2B L EIZEEYS LFERNE 7R (27%) THo7z. s
MFESEEZ O T PVOD/PCH 2558 b L A 354, poorly defined nodular pattern @ GGOs 3% 1), /)
BERIBREE D RLE R ) NEiIER 2 b e WA IE PVOD £ ) ) PCH 2 TX 2 W HEMEDH 5.
F 72, HRCT 25175 GGOs DK E £1Z PCH IZ PVOD & L & D KE v v ) Hifasd 52,

CT W% C/NEHULED GGOs % 2D 2 Bl & LTI, R 2 B RasikE o BRI A e 2 1417,
WSRO SR 22 LB RGN, BRI A& S s kI 2 i I 2S5 L Twb s E 25N 5.
PCH (3R IZIES 0 X 95 12£ g b L 7- B BA: 2 7R 9778, PVOD I&ifIRFAZEIC & 5 2 k%
OTMIME R % 2§ 720 BMIME 2K L Twb. PCH & PVOD 132 @ X 9 2Tl E o
BEDENIZL Y, GGOs DH 4 XH A4 B REMAVRIZ S T w52,

ZoMo CTHRE LTHAK (8%), 3K (12%), ML (8 %) ARSIz, UMW >~
YFT T T 4 ORI TIEGITREDIDH D, 1T & A EDRERIT CTEPH OFRAFH IZAT - T 7z,

PCH 04 MFR (WhtkskieE, BAL)

DLeo DFEM LT IZIERI TR 57z (38.1+14.9%, range 20-64% ). WL HE AR O s 5
DEBENTWREBITIE, 13& A EHIER O FEV,, FEV,/FVC 275 L72. PVOD fEf#iTix, FEV,
% FEV,/FVC 25 IEH B 0% I b b 53, DL 23EINET (DLeo<55%) 5 Z &A%
5MTWw5™. $72, DLeo/VA I PAH JER] &tk L PVOD SEBIAMERIARME 2R3, 2 hid,
PVOD T3 12VEm 2 #IRFAZEIC & 0 N ORE R BMIMAE R AR 5 2 & T, FWZ% DL, ©
KTFDEL D720 E 2 5N5Y. PCHIZBW IR TH 2 BHIMAERIE, MilupeN %
Ho BN MM AEE 53 % Z & TDLeo IR T T4 L EZ 5N L. BMIMAER A& Tl
ROz, HIREZE, W IMLATEAET 5 Z & T PCH EEFII A A HBENS L VIR F§ 5 2 # 2
52, L L PCH IC BT % RS REMR A ORI AL L 22 51313 & A &%\, Almagro 5 1%
PCH S Tld DLeo 3 EPNALTF LTH Y, PVOD OFF RIHEM S 5 L i L Twb?. AiFIC
BT DL IZOWTRBD B B JEBNL 1T 46T DL IFFEMEMAEZR L7z, Zh@wz, DL
DFEWKAEIX PCH 22 W3 2 ETEELZFRT RO —DIZ R 2 WHESH L EEZ 5N,

BAL THIZ SN ANEY T Y ERE~Y 07 7 — VIidhilain & B2 H 5. PVOD OFiZE D
TR B TEMMEFIRCTH 5720, PVOD IZB W Tl MIZ A 22 i i< d 4. PVOD JEf] T
BENEVFY VEBEY 70T 7 —UNERICBIZE E, Golde score BNEETH A Z E MBI NT
W2 EEOWE THEETOANE YT YERE~Y 07 7 — YA PVOD OFKRBHICE W TH
HTH B WREMEAVRIZ SN2, COMLTREEDDONEY 7T Y ERE~Y 17 77—V PVOD ©
BRI 3\ TIRIEL00%, J5 5L E97% Tdh - 72*. BAL i3 PVOD DK ZITIC B\ THEE A
FBREHHRED —DTH 5.

PCHEBID % b BAL DFL#inid - 72 b DIZ 2HEF DA TH - 720", —hT, G EH 7
BRI M (transbronchial lung biopsy: TBLB) T2l L7z & 5e#Asdh 560113 1 61D Hh o 72
A%, AJEBIDTHOFEMASE ST\ lung biopsy TS Tw/z (£2). BAL 72134
MR RAZ X D ANEY T — 2 A %G L 725EBNET7/265E 6172 - 72. PCH OEFIRZ 2B\ T
BAL O HMICHET 27 21313 & A %\, Xie 513 PCH B#H64610 5 5T BAL A7
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BRUAEYF) VEAY 707 7 —VPBEINLEHRE L TwD. PCH OWREDEHETH 5 Bl
IMAFB AR I 2 5 X252 %2 5, BAL I X il Hino [ 1d PCH O KZHT <3
WCH R IEREAMRAIC 2 0 5 AREMEH 5. PCH 2 iEEB Wi % 720 ORI 2 13K
E MM LETH ) WFHIIERTIEA RS 5 7ay 7Pl E), TBLBIZ X ) $RICL 7241
W30 S 2,

PCH DORIEBFHIFMR

PCH 264E 12 25 5] THER I PCH L2l s 7z, 209 HEllSFii S T W 72D I13220E
BITd -7z 22EH D H HAEEGTEMIME OWAFED SNz, BHEENRIEE, JELE 2
) MBIRDZAL GEIRFZ IED ) X 9ERTHE I Nz, MifIRICO W TRED D - 72 6 4E
BITIE B CIFEIROMEL RO L d o 72, Mildiiig 5 EF TA Sz,

PCH OB HIZ PVOD LML TV b 700, MEZZEICENT LI EIIREEEZ2 5
N%. PCH OMMRIAMA I, MR - 72 BMMAE O R FEHA B L 0L Lo e ShTn
2 A S PCH 25§ 2 ECR b MM 20 lig, MEEZT TR, MBhkeE, /h
ERIRERE, SAE A &R e MEIC S BMIMAT - BN OBESRD LN ETHHY. —
75, PVOD \ZH 2 FLSEHIROIZETH D, BHIMAE A IERIRPAZEIC X 2 2 RMEE L LT
BEsNn5*Y. PVOD 2BV T DAMC BN O350 ¥, $-BMmE o431
J& &7 B,

# R’

FRE AW S 7z PCH ORIy, AN RS LTUTOIEREITONS.

1) PCH @ CT {412 3\ Tl poorly defined nodular pattern % 7= /NEHLLED GGOs A3 b
— B TH S (21/26 cases, 81%)

2) NEMBEEOIE (19%), U Y 5@ilER (11%) %2R Ea3 ke

3) BALIZ X ZMififa i oFE R, AR REMATIC BT 5 DLeo DFW KT L, IR Y 2
IR WL LC PCH OFWi A H =W REMEAYE 2 7z,

CNOOF RIS S N72E LTS PCH OEEB N 21T 720 1M B 2 i35 2 L%
IZLEETH %, PCH ORRKRZWTIEHEETH 255, FWZW - HRGEHRIC L 5 PCH BHOFLRUE
D720, FHREYTIEMRHEERZH TR OWTASBREL ARG 2179 2% In s,

ZEH

1) O'Keefe MC, Post MD. Pulmonary capillary hemangiomatosis: a rare cause of pulmonary hypertension. Arch Pathol
Lab Med. 2015; 139: 274-277.

2) Almagro P, Julia J, Sanjaume M, et al. Pulmonary capillary hemangiomatosis associated with primary pulmonary
hypertension: report of 2 new cases and review of 35 cases from the literature. Medicine (Baltimore). 2002; 81(6):
417-424.

3) Lantuéjoul S, Sheppard MN, Corrin B, Burke MM, Nicholson AG. Pulmonary veno-occlusive disease and pulmonary
capillary hemangiomatosis: a clinicopathologic study of 35 cases. Am | Surg Pathol. 2006; 30(7): 850-857.

16 FHEFARFAZEAE (PVOD) MiEMMEEE (PCH) BEAM KF1> 2022




2. PVOD/PCH & PAH MRS:E M

4) Chaisson NF, Dodson MW, Elliott CG. Pulmonary Capillary Hemangiomatosis and Pulmonary Veno-occlusive Dis-
ease. Clin Chest Med. 2016; 37 (3): 523-534.

5) Simonneau G, Montani D, Celermajer DS, et al. Haemodynamic definitions and updated clinical classification of
pulmonary hypertension. Eur Respir J. 2019; 53(1).

6) Montani D, Price LC, Dorfmuller P, et al. Pulmonary veno-occlusive disease. Eur Respir J. 2009; 33(1): 189-200.

7) Montani D, Achouh L, Dorfmuller P, et al. Pulmonary veno-occlusive disease: clinical, functional, radiologic, and
hemodynamic characteristics and outcome of 24 cases confirmed by histology. Medicine (Baltimore). 2008; 87 (4):
220-233.

8) Holcomb BW, Jr., Loyd JE, Ely EW, Johnson J, Robbins IM. Pulmonary veno-occlusive disease: a case series and
new observations. Chest. 2000; 118(6): 1671-1679.

9) Rabiller A, Jais X, Hamid A, et al. Occult alveolar haemorrhage in pulmonary veno-occlusive disease. Eur Respir J.
2006; 27(1): 108-113.

10) Wada H, Nakajima T, Suzuki H, et al. Pulmonary capillary hemangiomatosis diagnosed by pathology of explanted
lungs: a unique etiology serves as a key of clinical diagnosis. Gen Thorac Cardiovasc Surg. 2018.

11) Rea G, Valente T, de Rosa N, Muto M, Berritto D, Bocchino M. Pulmonary capillary hemangiomatosis: a diagnostic
challenge. Arch Bronconeumol. 2015; 51 (2): 98-99.

12) Faber CN, Yousem SA, Dauber JH, Griffith BP, Hardesty RL, Paradis IL. Pulmonary capillary hemangiomatosis. A
report of three cases and a review of the literature. Am Rev Respir Dis. 1989; 140(3): 808-813.

13) Eltorky MA, Headley AS, Winer-Muram H, Garrett HE, Jr., Griffin JP. Pulmonary capillary hemangiomatosis: a
clinicopathologic review. Ann Thorac Surg. 1994; 57(3): 772-776.

14) Lippert JL, White CS, Cameron EW, Sun CC, Liang X, Rubin 1J. Pulmonary capillary hemangiomatosis: radiographic
appearance. J Thorac Imaging. 1998; 13(1): 49-51.

15) Frazier AA, Franks TJ, Mohammed TL, Ozbudak IH, Galvin JR. From the Archives of the AFIP: pulmonary veno-
occlusive disease and pulmonary capillary hemangiomatosis. Radiographics. 2007; 27 (3) : 867-832.

16) Faria IM, Carneiro LH, Tiradentes TA, Zanetti G, Marchiori E. Pulmonary capillary hemangiomatosis: an uncommon
cause of pulmonary hypertension. J Bras Pneumol. 2013; 39(3): 390-392.

17) Lawler LP, Askin FB. Pulmonary capillary hemangiomatosis: multidetector row CT findings and clinico-pathologic
correlation. J Thorac Imaging. 2005; 20(1): 61-63.

18) Peacock AJ, Rubin LJ. Pulmonary circulation: diseases and their treatment. 2nd ed. London: Arnold; 2004.

19) Resten A, Maitre S, Humbert M, et al. Pulmonary hypertension: CT of the chest in pulmonary venoocclusive disease.
AJR Am ] Roentgenol. 2004; 183(1): 65-70.

20) Swensen SJ, Tashjian JH, Myers JL, et al. Pulmonary venoocclusive disease: CT findings in eight patients. AJR Am
J Roentgenol. 1996; 167 (4): 937-940.

21) Miura A, Akagi S, Nakamura K, et al. Different sizes of centrilobular ground-glass opacities in chest high-resolution
computed tomography of patients with pulmonary veno-occlusive disease and patients with pulmonary capillary
hemangiomatosis. Cardiovasc Pathol. 2013; 22 (4): 287-293.

22) Kano G, Nakamura K, Sakamoto I. Pulmonary veno-occlusive disease in an 11-year-old girl: diagnostic pitfalls. Pedi-
atr Int. 2014; 56 (1): 119-122.

23) Lederer H, Muggli B, Speich R, et al. Haemosiderin-laden sputum macrophages for diagnosis in pulmonary veno-
occlusive disease. PLoS One. 2014; 9(12): €115219.

(3) £BMMEE (SSc) ICH115 PVOD/PCH #REDH#HTF

L HVEEE (SSc) 12 PAH JRZ & IR EIRIEZ (PVOD MoWZ) %0E) Hadid 5 2 Lkl
ML DML TWAS, BIED &7z SSc £RIZHB 1T 5 PVOD FHEE DA PERIIAHTH 5.

i FE AR S50 B & OFE T % &t HJE SSc 12B1F % PVOD BRZE DA PEICE L Tid, Overbeek
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SO XA A% TH% (Pulmonary arterial hypertension in limited cutaneous systemic sclerosis: a
distinctive vasculopathy. Eur Respir J. 2009; 34 (2): 371-9). ¥ (8 #1) i itTchh, 4
7T PVOD BORADOIRERZ RO - L M LT 5.

B EAIIME T PH & 220 S 17z SSc-PAH 16EBI DO#%ES (Giinther 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) Tix, 60% % ¥z % FEBIIC
NS ) AT ARERE, NERMBREEONLIE, ) 2 oNHEilEk 2 & O PVOD I L 2\ g CT i
BT R Z RS- LTWwb. 50%DFEFNZ BT, MililEFILRER ST PVOD & [aldk 2 i A E AT H
RO, TP EIEr o2 EMEL TV .

Systematic review Tl&, SSc-PAH 123815 % PVOD $IRZEDOPEAFICE L TIXBH S TR L, KigH
HARTA Y ORFENG» SRR L7z, LA L, SSc-PAH 2515 % PVOD Ak Lo A7 13 A1 g
KBTI ED D ERTHLRENRE L, SHRoMmREE ZEZ S
(4) PVOD/PCH LIAHIC&528% S5h B htiEghR') €57V T

THERFT7 IV —T1%, EVIEREENIIE L & — RHPNLEEO S 2 THE, 1BYme stk
i e (CTEPH) JiE B OBiHERR IZ O W CORBFWIRG 2175 72, e NIESREER (PEA)
BRI S M7l A RRAR OGRS T, St LRERIR A 17601260 (70.5% ), PVOD IZEHBLL 72 il
FRIRPAZERT L% 561 (29.4%) TRROOLNL I LDPWSNE o7z —F, MATEIRENDREIIW]
AT, BEMARS X OWIBIIRY 7Y ¥ 712 X B MERAE S X OGS IIIRIGER %
NL7ZZRINEALTH S ) EEZSNRTW 57,

SRR E STl M IERE IS B ZMEIRY 7)) Y ZIE 18, 2L 2BEICBWTHRADS
o2 ENYISNITR o TWAD. Overbeek S IIFFFEVEMENIR VNG S IMUERE (IPAH) oI kehili 52
Rt DR FLAIMGET C, IPAH BE 1149 34 (27.2%) (ZWIEIEIE 2 0 5 Mgk ) €7D > 723
FAET 52 LWL LEY. EHICZOWE TR MERALIE (SSc) 12 & 2 i MU iE 4% T
DT E4ToTHB Y, SSc #8476 (87.5%) THIIEE % & b 72 ) MiFIk ) €7 >~ 7Pt
AARD 5N, 461 (50.0%) Tl PVOD BEOPZERAT RE B0 2 LHiE L T2, F2/ilk
SBATPE ) e MU O F M OMETHT BV T, PVOD #ROPIEMIRA Z Z 5w b 00, 53% DI
BICABIRIE & o 72 BiEHIR ) £ 7Y ¥ 720 b b L ERTn5Y.

S5, REEIRE B TOMFIRY €7 ¥ FAFEET 52 L b SN Tw b, lEH A129
%% G el 1394 O EMII OB T, BEAICBWTOIIFIRY 7 ¥ 70RO 5N, 60i%L
F OB TIE80% LA EOJEGI THIEHIR Y €7 » AT 5% L, ) ET) ¥ I L G &
DBFRARIE S DY

Db Xy, SREMER Y 2R ) €7 >~ 7P HIZ PYOD/PCH ICHRIN L3 F 2T, S
A ERRRERE, BRAT 7 &0 HREMIHET 2 LE D 5.

25 X - Sanada TJ, Tanabe N, Ishibashi-Ueda H, et al. Involvement of pulmonary arteriopathy in
the development and severity of reperfusion pulmonary edema after pulmonary endarterectomy. Pulm
Circ. 2019 Apr-Jun; 9(2): 2045894019846439.
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BE CTEPH Ofi#hik, FfiEeIk~AZ Elastica-van Gieson #&, X4 —JL/N—(3 50 um

(b) XL & £ 5 BN IR, (o)~ (g) IIMEHIRIHZ, (o) IRIEW DMK, (d) (e) 1ZEEEDONIEIL
JE 2 Bk, (O Hitkbz &b &) hEEDY) €7 ¥ 724 Ilif#ik. (2) PVOD ARtk

1)

2)

3)

5)

X

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 arte-
rial pressure and vascular resistance. PLoS One 2015; 10: e0133167.

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

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.

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.
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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(5) PVOD/PCH A FEIEFHMIET VR

2014412 Eyries 512X ), EIF2AK4 (eukaryotic translation initiation factor 2 alpha kinase 4) 7%
PVOD O HBIETTH D 2 EAWE SN2, ZoOW%ETIE, PVOD &2 S 721358 20K %
FENT - BAZFIENTDSHEAT S, FEFITIE VI d EIF2AKL O 7 LIVAER (REZERD LI
BEANTOER) S hz. 518, WTFNORRTHREEH 2 AU EIRIEL, ZoOmElid
PVOD Z33E LT\ idr o7z, Bbd S, EIF2AKA OEEHRIZFROASEREEZ L SN, #
DG T FABEOBIREEARENTWEY. $72, 20560 PVOD IIEHFI kT <, 20861 5 41
\Z EIF2AK4 OW 7 L VER% D72 s, FREE A L7\ PVOD 2B W T b —2 8k EIF2AK4
LREZBFDDLZEIRENTVSY,

PCH (3w B 21 ooMEIZ X ) PVOD & XG S 525, ERREIL PVOD EFLL 2 D 0¥
R CHEBARY I FAIMEDT N5 L OMENDH S, 20144F, Best 512 & V) EIF2AK4 755
P PCHEEBITHRD SN D Z AL S NY, BEFMICH PVOD & PCH O X BN E % 2 5
n5.

PLlo k912, EIF2AK4 13 PVOD/PCH O N ET &% 2 HNTW/z2s, I PAH & i &
N72BEIZB VT D EIF2AKE O 7 VVERZ AT BIEFHRE S Twa™. BINO KB
Y= T AT, —RENTIEEED 2o 72 EIF2AK4 O 7 L IVER %, 864 AND
PAH %9 A (1.04%) 123807, 5122 h 50 HH% Tk, PVOD/PCH Offn—o L &1
LNGYLEARE AR T 2 388, A 1213 EIF2AK4 OWMj7 U VERZH S W PAH BE L ) DA HEIC
o2 Dibka S, PAH & B SNEBNCB VTS, EIF2AK4 288230 it RN ZE A%
IS LTWREAR—HEENTwDELEEZILNS.

lili L% C D EIF2AK4 OF5HE% 72805 b 445 2%, Esther 513, EIF2AK4 OWj7 L V4
RA2AT5HPVOD BETIE, MWH LKL THiTo EIF2AKA ORBEDPFEIEKTLTWS S
EERRLAY. HICEER I LIZ, EIF2AK4 ZER% 4 57\ PVOD &% PAH BEIZBWTh, i
TO EIF2AK4 5B MR H L R L CHBIE T LTWwY. LdoT, EIF2AKL ERZ2HT
BEEZTTRL, BETEROZLWPVOD %X PAH B IZB VT, MEA2DKEKIZE
#2817 % EIF2AK4 ZEBIEAME T L, PVOD & L < 13 PAH OFJEICB S L T B T REMEAVRIZ &
ns.

SE

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.

3) Chaisson NF, Dodson MW, Elliott CG. Pulmonary capillary hemangiomatosis and pulmonary veno-occlusive disease.
Clin Chest Med 2016; 37(3): 523-34.

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

5) 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.
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6) Grif S, Haimel M, Bleda M, et al. Identification of rare sequence variation underlying heritable pulmonary arterial
hypertension. Nat Commun 2018; 9(1): 1416.

7) Best DH, Sumner KL, Smith BP, et al. EIF2AK4 mutations in patients diagnosed with pulmonary arterial hyperten-
sion. Chest 2017; 151 (4): 821-38.

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. ] Hear Lung Transplant 2018; 37 (5): 647-55.
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lgz GRADE system ZHVWIEFVADYRAFIF4vILE1—

(Systematic review: SR) & &k U'Z DR

[1] FEBEHSL FFM 2 OBFES - I

1. BEAA 51 AERDOBR

20154F B (CPRE274F) 12 PVOD/PCH I3 4R@ Hlm [ ZR8E S Mz, T OFEOBFHFEZTIII8H T
Hote. 20200E8 (AHRI24F) F CHAEBRREERDPARIN TV, WP L TWLERE, B
LCWRIEELRDH Y, 202048 (HHI24E) 13258 L > T, 5AEBTOBGBEBE RO
7%, THRAROIRETH ) A OWIMEZERTH L. ANREREPERINTELTFFEELL
TV HRTH 5.

Common disease THR 2 GHBIIDS L DV, FHEMICEOHEBFEBEFRES L) Bvnhrz
systematic review TIRGES % DVWH OBIRNA K54V ThHHH, K40 FV#EH PVOD/PCH
Tk Z bz v, PVOD/PCHICHT % % PH B HICIEFH L TR 2B A4 KT 4 AMERE
BEDOXN—THRA LT, ZEATOHKHTORZEZRELTVLDN, ZOBZEIA FIA
YThb.

#5—% T PVOD/PCH 134037 L 723 Tld 2 <, PAH AR + 5 A OHOIIIAIE T 2 & v it
KoM=/ L7z, PVOD/PCH PAH A7 b I A0—f & L TMER T SNEDTHNIL,
61 PAH & Bk O &) BEAVE L 5.

FX D PAH OFEEZ 2> 5 ) A 7 53 FIC X 2 EFOTAUTIEEEYS L. £iX¥72 L PVOD/PCH

FREIARIERESMELE (PAH) OHEESHR

- PGLEHEESD
IR EBRECIH RS ARG AR

SBR3~64 A (CET ‘
I

&R =
_ B B A A
HFEIEPAH Ctrum iR/ ElmERZED
L] BA 5 HV4F7%E 7~ I PAH
Declining Precapillar of PH

!

HR3~65 AR ‘ Decreasing Efficacy of erapy
Increasing Si of Targeted PAH Therapy

HEFRDPAH WEEDPVOD,/PCH
(FBITRZED) (RkgAT. /S EMMERE D)
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GRADE systemzZ HW/=IETF > XD X7 T 1 v 7 L E 12— (Systematic review: SR) $ & U' % DR

EAUICAE S 5 Z &2 5. [PVOD/PCH 7\ LIZEHIRIGZ B2 D s iR RE L% L T
PAH 27 b5 2O TiHELZZB L, 1#H PAH L UAEBERIE TRV ? | 2w ) BERICx LT
& No A& 21274 5.

ROBEREEMIE 2N TR TIREANEREZRADL T EIN? ] 1245, ZOHEREMS, R
BT A FF74 VTRY LIF7-CQTH L. RELHE, FHEEMITH AL MER S N7zl & ik
IRV T, CQI ZENTRETIIHAERTAALTRIEI Y] AL LT

BRI ERE CQ KT B 44, HAIEHREZRADLRETH D, Tho2HaIid, ROBKREERH
LT [HARGM A TS 5 & L2Wf, REIRM PGL BA 2 HW 2 X &2, &5 WIdE o
FIRE (L7 T ADEHEHNERED) 2HVLERED] %P> TL .

[HARGHRZ AR D TFIEEI D ? ] IS LTEREN YES TH D, HEROMS [§iEdE] e
7V ADOMEN TIEWIAK] 2% > 72. PVOD/PCH O IEME 2 EZ MW TH Y, F72 PAH X
N7 5 LDOHTPVOD/PCH BHRE L WIAMSIIEETH L. 22T, BHBIA K94 VRER
&L TIRMEIHFRE -1~ 4 21T, KBHESA FITA4 00 CQITH LT, RIS Ok
BIEEL Lol O/EFHHE L.
fHFFIE -1 B8R0 C Ml i 4 kiR 3R A\ X 2 Bl /K W ir LS8 BL oo A 1% % 1 32
¥4 943EH -2 PVOD/PCH 3 HiFlREZ LB &

TS -3 BEDDRVEAG 5 UL AE C b HANEHR 2 RINL 9 25605 %
475 -4 PVOD/PCH IZx9 54 ¥~ F = 7 &G5O HF Rk & 24tk

SHTA FI4 VEZHmOHME, ek CTdh 5 PVOD/PCH ICBT % BIE T TOHI % 2
L, IR T 2RI, WHRS 2R3 2 L ICEE T Y MY 2A0YEEZHIET L TH
5. AREEEAHPEETHY, BWRCHETLIIET VAL W20, REENE - TERENE O
PVOD/PCH #3H MR D E R %+ A ANz, & SRR HASEDS, @22 L O
BIREFEET 0N TEL XHBRIE Lz, T2, BESCKE R & —HKTR & EREFE D,
BHVWOMREL L OEEMARZEOTHILH) LB HIELZ.

Bl MERE Y — )V K3 v RY 7 A (World Symposium on Pulmonary Hypertension: WSPH) 13 5
EFICHEINTEBY, 20184E=— A TH 6 [0l WSPH 25pfit 7z, ZOXETIIPHZDOHOD
We s EROLEPIREIN, F72 PVOD/PCH O EMNIFOLEE N HEm SNz, 22 TH6 M
WSPH Tk % B $ 2 C [PVOD/PCH & # A4 KT 4 »2022] (M) ZIEKT 52 &L,

% 6 In]l WSPH Task Force TiZ, ‘F¥Mi#ikE (mPAP) 20 mmHg Z# 2 % & 5w 5 B O FiEHl
M YE PH @ 23812, M EHT2% 3 Wood AL ETH A Z L2 MA S Z EAREENR TV 5.
PH D P53 48 122 T Task Force 12 X 225 W A%, 4 1 FEOMBIIRMEM S IMUERE (PAH) 12, [#
Ik, M2 OB & 22 R 458 2 7R PAH %7 7 v — 7| (PAH IZ BT 2Bk, EMiiinss K% Ok
WRIRZE DA Z RIB T AL D) #MA7Z L THAD. Eur Resp J ICAFEEINTW B #ETFG
Mok, TOEEICNT L TH R IRILIR I TV ARwE IS s.

51t [PVOD/PCH B 44 K54 »2022] &, PHIIZROMEEIZHE) PH OBESZE % FE L,
PAH 72\ Lix PH ©"1¢o PVOD/PCH OfiiEifd i) % Bk L CIHE, KOOI T PVOD/PCH %
B89 JE BB U7 ISR R L OB L CIHS S e 2 HIWE L7z, BRI COBHT
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. BERAA A HBRYBRSRELOFSE

PVOD/PCH (3 ili S5 MUEHE 2 £ 3 2 D TENLRKBTH Y, BIKRFT R OAKTIZ PAH & 0515
W2 354 b %, PVOD/PCH I 233k & LC, PAH TH AR S 7@ PN Ml M 45
PEERSE (PGL, A, = > Fvv 24k iEPidE, PDES FHESE, WiEtks 7 = ViY77 5 —LHlik
3, PGL, ZHAEENSE) OFGIIANEE R TGV HA S NS, 20—FT, MilERELH
2 X BMiAKEDFEI % ERERAIHEOME L H D, T0720, FAEHREHIT L 2WEa L L
T, FHEHOBHE LB LT, AAAHIR, 6 0 MRATHRE, MG, A0HE (NiAKNEZ &)
nE, TOMRIIOWVWTHL NI T HLENEH 5.

20224E DR T, PVOD/PCHO &L 6 B SN THHEBHEIIM L TH 2 REMEH 2. L
LR DB T3 PYOD & PCH OJRREIZA—T% <, BW~DOAY LI RL 2 RN H 5. I
(2 PCH PR ZR N FHEE AT Y $) 5 OV F AR B oI E Fh <L A EEl2 % 5. PVOD & PCH
DIREDFARZ WG L2 NE 2 IR L 72

X512, HE—ok L3R 2584 E LT, PAH O <o PVOD/PCH OfLERHT % ZE L 7278
S AR L CHGE L 7.

3. BENA RIFM OBRAHBEEE NI HREH

KBHEAA N4 Y OFMHEB L ORI MERRE, PVOD/PCH Z#IZH#ib % EEhilid X N2 D s
Thb. LrL, ERLHWOEH THBNL ), [FEIREMIMAERZ DY 5 70 25 2 R PAH
Y77V —71 1%, PHBHRERDONTTEBRT LLENDH L. TDOKRTA FI4 X ORHEDS
X OFHIRERRE, PHZ2HRICHED RIS L DMk TH 5.

1

4. BBAHARFA MNERITN—T
A RTA TV —T120&, W, EREGNEL 774 <) r 7R, BEERARE,
I A NI A4 VERTEEM R % ERT 2 & TOHEME TV —TOREZMb > T 5.

VAF< T4 v 2L VYa— (SR) VEKZEE

5% {H—HR TRRFEREANE L > & — RS EARE 2O Rr (W as AL
NI 5 MR > & — BRI AR (DEBREF AL

HH T TRERAE RIS IR BE MR (R IR

A BE1- TRERFREBER e R GNES (IR AR

) .7 TRERZER IR I b I Weee AR (R 23 )
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NANVEHEANERY AL (EMGE R L)
H#& 157 * (xZWAA F 74 AMERERE)
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NI BT B EEE > & — BRRMARE (TEBREF N
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B2 R T-RER R BRI TEBE W R (PE2s A
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e —= R AR AF PR EFFEbE M0 - EER A N—TF 4 T ¥ —F 578
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) T-RERF LRI E bt -2 R (R 2R )
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YR %
PR SRR RFBE PR SERH 2 M 27 A RN B R M B
WH EH BKEEATA NS Y Sy s, R T

HH Y X9 E#& (NPO A PAH %)

5. BEDMEMRPHE

BEOMEBR A EEZEELRD S5 Z &S GRADE system OHATH Y, ZD7DRBHEN A N5
A VNRANVEETIINR ) A M E LTERBANRICAS T2 w7z, PSR L, B offifl
BRHLE R ERAEDVNTORRE WS, HREREITo 72,

NPO # A PAH O 2O EALFHk1E, 20184E = — A TR S N724 6 ol WSPH (&l & 7.
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. DH-FEHD—NTH 5. Wi MUEIEZHRIC BT 5 EZ O h 6 OFEEMEIZHE§ 5L T
H5.
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IET VAR I2DDORMN L TTEIIONTIE, Bk T2 [ 74 A7 EoE 2.
SCHRREER] & LCREEL 72, P48

8. IETFVADRIRESE

TV A > 25l L, BRRIIZE L L CTRBEO® VR Z M L7z, PAH & X 0 PVOD/PCH
OIFREFEAM, FEHITEDOIE D72 DI FIFE 2 G TP ZEL LETH D LHIIT L, H—h)
CIRHER B BPULHE L L7z IRRTEHO 2 WILBERAFFE 13 B 72,

9. IETFABHDHEX ERF
Bk 925 [T AOEDOFE, 77 M AERISHTALAIET Y ZAOEDOPE] BIL O [
B0 W T —7 V] & LTtk L7z, P49~51, 71~73%R

10. HRWE(ERT HHE
Bk 35 [H4 N4 AMEETEOHM 6. T AroHERO/EE, 7. SAVEH#E] &
LCit# L72. P51~53%K.

1. HRERICEET S flifERE/E
Rk 5 [HEROZODORM T — 7)1 HEIRIZBEES AMfEB e A & LTl L7z, P71~
T35,

12. #REFhEI/HTHIIET AEDOHIGRERE
by % [HE3E, M) T, MXFTZLERLTET Y R LHEROIGBFRZ IR L72.
P 54~67Z .

13. FFIRIC K55 8B5FT

AMEREHE & LT, W@ RIS A T A4 AAEROTEEMR E LT, PIRG4S
IREMRE LT, HHD &) RRICEZTB JOREREE LGHEiZ THW 2. 2o OFHIiINE 2 A
AT L7z, Wl RSEEIC X 2384 B I A4 AER TS MR X AHVEREHIIC 1, BT
A K54 VMo EEE# Y — )L AGREE 1'% % w72, AGREE I i3 6 #I%235H H %> 5 % 2 M85
HH &SR 5720, FHE 7 MEETRESH, BT ICAa T IR ENS. -
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R EDMERIE S DEEZ RO TWE. L L, —E0BWkiE GlaikiE) 2HELT,
INEBLE L CTERTALENELND L. @Y LBHESHRSOITLD S 2 L1E, BEERETDH
% PVOD/PCH O FUFIEHEIZ 8D S
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(2] 7€ KT 1 AR ED B

BRI, BEEBREE?»SEREIN 1 D0EKRSEM (Clinical question: CQ) 12X LTI AT
~7 4 v 27 LY a2— (Systematic review: SR) %17 THERZFER L T 5. 20174, H—hiE
HA K74 T3 PVOD/PCH#B#ICHD 2k b EHE L Z 2 572 CQ [PVOD/PCH & IZH VT,
IRIMIMAEILRIEZ F VB S EAHER SN X707 | 2R L7z, B TIE, PVOD/PCH ©
PAH 2B 2 MEDSTAREINTE Y, WRREE 2o T2 L EINL 20, HERKO
CQzRHFH L L L7

PVOD/PCH iZFiARETH ) TOEFRLLMEL THE ST, ERBIIN L CHEEMN 2 15 HIg it
BHEETH L. LarL, B-mIIBI2ERNRHERREE &b, BoEmEZ2ERILsZLTHL
TOEBROMFICHRZZ L2 BT 5.

HESEDOMERIZ D725 Tld, SR EBHHFA T4 UMEROEBEHERTH 5 GRADE (Grading
of Recommendations Assessment, Development and Evaluation) system"? Z##Jf L7-. GRADE sys-
tem TIE CQIZOWTT Y b A AZKEL SREATV, ZORMRISHEDW TRV RGEA N —I12 &
DHESEZ AR T B LA R L 72,

1. BRREER] (Clinical question: CQ) Mi&E

CQ IXERBMGII BN THEIIR S L O b DT, #HEERT I L TUHRBOBHEOEZHD
LZENMFETELLDLE LTHIESNS. PVOD/PCH BAVEEBTH ), FEIKOBYTHilz L
PEBALZZV. LALLBEOEEICL ) HERATESRL T2 WEENAH 579, PVOD/PCH
DIFEZIRT L LN ETHETHS. 313 PYOD/PCH DB % St b e\ & i) 72 G 123
L2 L3 TE& 4R\, E5ICPVOD/PCH BAARETH Y, 7 & 2LEBRLG EDOWBHELE TV A
5 T ER OB T H A L e\ Ds, BE QOL S D 720 12 & 2 D M % i A 5 IR IZ
BEIND. T THE, EYWREIOVWTOCQZRY HIF7.

CQ I3 % Patient, 4 A Intervention, It# Comparison, 77 b # 2 Outcome, #% 1L T PICO @
ERTERbsniz: (UTSH). CQIZBWVWT, 77 M AZZONAGEEZ T HEHICE ST
HEEEZONDT T M A LEBHEITA FTA MERBERASTREL, NANVEH# SR A FOK
Brfile. TOERERIZI RDEE)~1 (RIEIETHZV) ITHHIMWIZZ ¥ 701760, &HEN
ICHEKR (9~7), BE (6~4), HETHRW (3~1) IZpHshiz, ZON, ERETY M
LNEBEERT T NI AIIDOWT SR %475 72,
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CQl PVOD/PCH BEIc# LT 8  EMMEREOHS MLBEHETT PAH Y
FIN=T] EVWSHBEBSHHRELATVSN2EORAICENT, BHITOE
ROMMELEEERADZEHFRRENETH?

AT —7THRY FF7-EEEREE (Key Clinical Issue)

PVOD/PCH & PH 2 29 HHib TINAHEETH ), WK R OATIE PAH & OENAWEE Y& b EESh
%. PVOD/PCH I3 § 2 3ii & LC, PAH THRIMEAVR & N7BIRIWIM A IRSE (PGL, ##, =~ Ft1)
VZAREG IS, PDES BHESE, WIEMES T = VRS 7 T — YRINEE, PGLZEMIERHE) oS aEME%L RS
WEFHAIND., 2O—FT, WMEEREOMAIC X D MiKEOFE R CEHELREGMEOHRE L H 5.
PVOD/PCH 320184 = — A CThilfit 47255 6 ol WSPH IZ T, [#HIREANMLEHZ O S 5 = 198 % 7R3 PAH H
TN —T 1 ORLEDT & o7z 20174EE—ER#% PVOD/PCH (2B 2 @ SXEUI M L T 5. BE& D% E
EREL, BoRBROTIET Y 22 & T, MMEIRERE N SNGO 72RO T 2 2 2 HEHIY 5. HA
TOMMERRBREAEIEORE & LT, HHEEHTL2WEHE L KRL T, F3H0ONSREIEL T, &7
IR, 6 S HRATHEME, BRI, GOHE KIEZ &) 2L, ZORRIIOVTHET2LEND L. MilE
PRI DG X ) RSN B MKER, MSIEESREORREE 27— 4TI, MBLE LThalmigs
ZrRoNb.

CQ DHERE TR

P (Patients, Problem, Population)

TR BERL

o L (E—MTIRISE L& L72A%, /MR PVOD/PCH OEGIHE S 5 0, 4ElFIRZ L E L
72)

PRI - R PVOD/PCH (PVOD/PCH #35% b &rad72)

B A B AR B DT L 723 (PVOD/PCH 3L D90% L - idkE, BN, HA)

19954 Davis ®¥#i5 (PGL, HE) AYHFTHID T OIS IR RSO 7290, 1995
ELIREOF R L L

I (Interventions)/C (Comparisons, Controls) @1 A b

SRS B 100 LR 3

- PGL #5#] (FuRxA&%4 7)) Ve BARMERSE L2 &)

- IV RbY) v REE b

- PDE5 K53

AT VY 7 T — B RilEE

O (Outcomes) D1 A b

Z DAt

Outcome DPI% fi A HYR FWHWE
01 FECEOKT £t 9 b=y ]
02 iIREE S ARDL & £ 8 puy )
03 i 7K 1 &= 7 py i)
04 6 5 WIABATIREE D & 6 M nJ

e L7z CQ

CQ PVOD/PCH ##EIZH LT [ERBHIMEIHRZOW S 2 M E /Ry PAHY 77V — 7] w9 Loy
PREEN TV B2022EDIEICBWT, HAITORIRMMIMEIIERZRAL Z LRI T §H?
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2. Xukitase

SRERZE B T % Bt aa A L O e N RFE Y B A% PICO % b MsRal A fil L €, MR &1k
L7z H—RTIX19664E 1 H ~20164E10H ORI 583 S /- %3k L % MEDLINE (PubMed),
Cochrane CENTRAL, R&depfiik (EHik) Z2HWVTHF—7— FRFE L7z BT, 19954
Davis O#ti5 (PGL, #HE) 23 ACHID T BRGNS LRSS O 7280, 19954 DR O i
kg E L7z, M EAELIEE, PVOD/PCH 3l OEMIM S TH Y, RO hlk
LT, 1995%F~20224F 3 H OMIZHER SN ERERm L2 F— 7 — FRE L.

SRR O i, GRADE 52 &k % PRISMA 70 —ICF &7z, F—7— FHMEICL D #
WINPT —RA 7 ) —= 0 T2 frwn, NEZBIRLTZRAZ ) —= v 7 &iTo 72,
¥§1220194 1 H Eur Respir J 2019; 53(1) (2% 6 [l Mg IMUEAE 7 — v K ¥R P 7 A (Nice 2018)
BHEBDPBRSIN20, FREHZICBZILENS, bAEOFEEREREZZE L2 EHe it
DVERZ AT - 72, CERERIZB VT, /NGB PVOD/PCH IEBI % & Eim XAt v b LT &7z By
A FIA MERBRHIIRAPH 204 L LT - MMREFITLTCWSEADIZLAETHS. L
A LHATIE, BA PHOEMEZ PAH BITHIE#H S — 54 L W 25605 0wz, Do/
Y2 PVOD/PCH il % &t UL BRAN L 22 2o 72,

3. IETFVARTF—2DHE

GRADE K Tid, I v # 2 bkt (Randomized controlled trial: RCT) 25#H S 7354,
LT —% DX %7 F1) ¥ A% Cochrane Review Manager (RevMan5) software ver.5.3 (http://tech.
cochrane.org/revman) %W THAEEINS. Lo L, PVOD/PCH 34 EBTH 5 7205 —
it b RCT IAFEFERS, BEMIEETHRDHLRAITF Y P ACI DT = MEEIATRTHS.
D7z, RHINH%A ) ESBERIZERCIER RS, ET ) —A%E, TYMIAZTLIZEEDD
N2 SCEE A O 2 DRSSO W TEMIi Y — P 2ER L7z, TRICK V@l — 2 2ma L, &k
WY ATF<T4 v 27 LEa—%fTo7 H—hO systematic review Tld—F#Hi5 % &b THET L 72
A3, A SRR EEE A B, B OMKIEFEREGNIC KB S 7z, B TlE, B ORSEm
ERELIHD, TV ADOEMPLTEEEDL O TRAVRAZPPLTH T %) £EXT
IEF VAT OMEELIT- 7.

4. TEF 2 ANOEOFE

il % DFLIZONWTEDOLE T Y A E 2 il s 5720, §Filiy— M2 HWTANA TR A7,
JEEFEE (indirectness) ZFFMMi L7z, /54 7 A1, HEFZIZOWTIHMEZEOHMICE Y, YRS
(=2), /8w (=1), /KUY R27 (0) ©3ERETIHEGL72. ZOHBHIIEHEE O MR, FEER,
B R EOREE 2T 720, 2HOFEEICE D HEL, HWSRR 2551 ERE
L#t— L7z, WATAYVRAZERELT, FEALN - 205X THRURVAZ (-2), 3
PR U DB RN B A7 (=1), BEAEDPOOEAIFV A2 (0) LB LA JEE
FVRHE I, ETCOWRABIFEEES Y (- 2), BALFEEREESY (- 1), FEEELZL
0) &HwEL7.

31



NAT AV AZZUTORESIREINIZ V. £ F AL VZERNICT v & 2B IS 5
WETHLHH, BISEMERICHBEHINS, BINA 7 R L IIRAROEROMmE D I X DAL 2N
AT ATHY, FIHESNLEEOMIET R ARG F~OBREEZEUSNOHTRLELZ LI
DT N HANEEEZTENATATHL. FT v 5 2LIEGRERR LR 2 v 556
Y, HIRENAHOZ T IELRMEND LS LR LA, EBIRNA TADEL 5.

FANA T AL, BNE LRI OERILTH Y, HKSNDBETHA - 7 7 OFETITHR
I DD YA LS. BEDOT 7 RRRCEHFRMEDONA T AEPRT L2 L2 HIY
E55. BERILESN TV RWEEIR, TN RICRITT LT 5.

BliosA 7 2813, HESNBHETT 7 b 2B 22038 59 F 1L 554 T AT
HY, T LZMWEREPERILEN TR0 E) 2%iliT 5. BRMEOLEILX TV A
WEDSIEMET, WYy A I 7 TiIrbiiTw b, gk IEr % &2 M i3 5.

FEFNRANA 7 A Lid, S B RTINS & 7% B IE Bl DA NI 2 722038 % B a2 4
L%, ZNENOET Y M A LT L7 = Pl shTnb i BITCB I 2B X
UCBHIT =2 2 &0 T), T N LADOT =¥ DBAREERLRT2D, FEWZ BRI L T 22w % 5l 3
%.

FEOMDNA T AELT, WESNZZHEDOT 7 M AON—FLrIHE STV WIGE
BE, MRORKECEHEDVIERZFPMESNL L VI MENA T ABD L. S5, PRI
MEDSETH SN2 7L Y THRWIZE 2 0b 5T, H5WIL@EYNIZETE S 17: Adaptive study design
THRWIZHED ST, LR SNz 2 TV A X &3 RkaNEH sz e LTk s
NIZERRRER DG, BRAEREHE S 12 BB kN 7 2035 %.

BB (indirectness) 13FEKRD [HMZ 4] (external validity) & [HFETH Y, HAHW%EDL
SO NTAERA, BEE 2 T3 CQ REIARIRDI - B/H - FM~EIS L) 2HEL/RT. WFFER
SHEMOE N, FADE, RO, 77 b AEOEY, OEBIZX )BT 5.

R1. NMT7RAURY

FFili2E H

BEPOSNA T A 7 v & LEHI O

FHOAT OB (32— A1)
FATNA T A SN & R AE O H b
et 4 7 A TN AMEFOERAL
SEGIRA S A T A REET T VAT =%

ITT f##T (A7) FEFENE
ZODINL T A BIRGT 7 N A

FHEAERH IR S A 7 2

Z DDA T A O FE:

CONA T AN A7 A, EIEEER R ERO TEBEE 2R E LIS BB AR 54
GO ETHAH. PVOD/PCH @ & 9 A /DGR T, GisCEE L -5 MER ORI <
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INATAZLIRTHY, WATRAVAZEWOTHNWEFTR LI EIHEEPLETH 5.

5. PP HLLRICEHATEIIET ADEDRE

CQITHLTIEL A EToOMEHEZ, 7Y b ALZELICEHEL, TOREEI LD
IV VAR (body of evidence) IR, ZDOIVYF o A#MAE, ®OTNAALT7A) A7,
EEE, 2z, JE—EM (inconsistency), AFEHEYE (imprecision), W YA 7 A (publica-
tion bias) & ¥, TYF Y AZL— F&FIF55HEHH TiMli L7z

NWATAY Az, FEEECOWTR EBO@E) TH L, FE—EHEEIE, 7Y M7 AICHEELT
I S N7 OWER TOHFNREEEOIXOOX DT L 2L, AR IGHFER RIS
T 5L EEERT 5.

AABHEYE & 1%, FIRICE TN BER (U TUH A X) ARV MEPD R T2DITT v 7 A
AWK E L o TR RO TR ) HEZ BRT 5.

WBNA 7 A 8%, WIEASRIRICHIIRS NS 2 212X 5T, MEICH 5 E EORENS RN
(/R 72 R AEHIE S D 2 E 2.
FADOHESFL, ETHHEL (- 2), @ (1), %=L (0) LHELZ ZOMRICEIH T
CFYAZL—F&FliL7z. %38, AR GRADE 7 70 —FTldr/ L — F%& LiF5 3 %K D
T2, KRBT A FTA Y CTRELT HBEMENFIEL ZVO T L— N2 TIF5 5 ERDH
ZRGET L7z

IUTFVARKOBIIETROMY THD. FL—FFy 325 BRI RENEIET Y
A DENPE L7214, systematic review O &5 H & L C Summary of finding table (SoF table) &
GRADE Evidence Profile ®FEZ/EK L7z, 77 M AEKRICHT ATV ADE1L, &M
AV CTHERR S L7z,

RK2. IETRHBHEOEE
A () : RROHEMIZ 58 S HED D %
B () : AR OHEMEIZ P REOMIED D 5
C (89) : MROEHAEIN T HEREISRENTH 5
D (£ THHW)  RRIEEMDIT L A LTET I RV

6. TIETFADSHBOIER

HEREZTET H7-012, T ZAREKICHET 25 217, S HICHEBEOT Y M AT %
IUET AR E REL TERICHET 25l 21T 720 #E3RE, 79 b LA ERIES SRR R
EF Y ADHE, feE - BHONT YA, BEOMERE A, BH (ZZ2 LY VY —R) OEE
ERET LT L7z, BARMICIZTE O (Quality assessment) & F5 R DOZEH) (Summary of find-
ings: SoF) #F 2OV Ty A 707 7 A Ve nlIl#ERO 2D Ptk 7 — 7V 21k L 72 1T,
HESESLR BB L 72,
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HARD72ODPW T — 7NV TIE, TETF YA GBI OfEFENE, HEEH - AlHoREIENT ¥
AT B REEN, BEOMEBRHEOIESLDE, aAMRY VY —RAL Vs ERIZOWTOR
FIRHZ WL, T2 WENICHE LHERZ e L7z, e EONT Y AL, HPELZERTS
Ba3ERRE L, FOEIPREVI ) RHIFHEIREL Lawv. 2 X MR Y- AR TOBRE
A, TNEERLTOIIHEEG) BRIV L0t Lz, S5 ICHEROTEIIH 2o T,
RIEDOZHDOBIRE AL OB A F T4 v OHERSBFR L 7-.

HE320E, TSRO K], [HEOmRS ], [ZEFr A (BIK) OS] O3 20EEN DY,
ZOMAGEDLETEHINS. [HEO KM ZZOHIEEIT) PELTH Y, [HEROMS | 135
v (D) ey (2) A, [T YR () o] 13 Arhigh (%), B:moderate (H1), C:
low (), D:verylow GEWIZIE) OWEFhrThs. HBOHME, B LU, HERLOLEITHED
Blx D TFIcBF Bl

) BHEPICHLTHEIZIT) 2L #EET S (1A)

= (BRWIESE, HRVARILIZIED )

2) BEAPICHLTHBLIZIT) 2 L 25 & TSRS 5 (20)
(5 HESE, FHVIRILICIE-S <)

3) BMEPIIHLTERIZITHOR W L 2iEdEd 5 (2D)
(HHWERE, & THE WIS C)

4) BAEPITHLTHEEI 2T L2 @RS 5 (1B)
(BR\HESE, rPAEEEDARILIZIED <)

7. NRIEE

PNANVEH AR Y A M, WRERNE, IEERENEL, 7oA TR, BESRERE, M
BT 2HEMR TN —TOREZDBBNML 7. HEROPEIEE - CTHRELRERRNT 5 L 27
HIE L, AEREROLDIBIET V7 7 A iz, 28320 2 MCIEKHEHICEORERLTO
PVOD/PCH &7 4 N7 A4 Y2022 F % %44 L, 7SR VREBANCHEIRRE D 72D DUFRKITH LT
ZE LTIV,

28OV £ akI1Z20224E 7 H21H198E & ) web IS TR L7z, 7SR V&G Tld, GRADE TV 5> %
707 7 A4 NV TOEDOFE (Quality assessment) 3 L OFEFROEHK) (Summary of finding table: SoF
table), HEIED7ZDOIMWIT — T, HIRLEROEFZICICT 4 AA v ¥ a v &fT-o72. CQITH
LCT7 Y A 2AOEENOFEMZITV, HEEDNS U ZADOH - HLO/NTOXOFM - 2 2 b
RN Y —ADFHli & AT o 7o, HEROWMI ZRET L, BEHIIIREL TV, HERETUE L7
ISRV IS L 7S MRS RO S s 2 EMoBE R e mG 3% &, PVOD/PCH &%
Wi L 2 72 EBIC 13 5L phenotype 23 ) 9 TH 5. FIEFIE & HliFsiE Tld [ U PVOD/PCH
THIREIIR L IR D - 72. PVOD/PCH OBWiiE, MimiEE% 5L L CwRwERTIk
T o ReMEDSE <, — 9 7% PHIGHE TR R 2 55 4121E, SMGRICRA S s i Ee
DE. KRBT A BT 4 2 TRY BIF-HERRE GO CTRIETEICE L T, M ToH
Wr& 2 2 EEEASE W O Tl & kR S e, BRI ME L RIE L LT, PGL &, = Fky ~
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SRS, PDES MUESE, wWigths 7 = VvEEY 7 5 — R, PGL R MIEEIHEIR T S5 h
Twb, oL, JEROHS 0 PGL #ANC X 26H1, MBIIRIEERER 25 & 223720, B
IR - (W

BEEPSDI ALY FELT, [CQL PVOD/PCH HFIZH\\ T, HiH) T o3RI Al 145 P a3
TRALZENERSINE T L LT, BWMORIENEE ES E W) HRYEH - 72 &
AT, LLAFHALAZVWERRVOTE WL W) BRBSH -7 LaL, [HIR B w{E
DS D582 /R$ PAHY 77 )V —7 | L W) BN 5E 2 5 &, Ml EILHREED UG % i)
MRHZE S [ CIRE S ADOHFIZAE LTV A IREVED S 5. SH Z M3 2 R1720 S AR, R O FIWi s
W 51, BE S AT 730 (informed consent) #3452 &I12X 1, il PiEE 2
AL EEMEFETL2RERDVDIOTIE VD, L) a Xy METHW/z, PVOD/PCH % 5%k X
9 L HYEHIT B R TIE R VA, EBRAAICL DB EEDONT VA% BHESAICTHWEE
ERMAE ML SN BHES A, WS IERESMESEEISEREZ T THSODPZEE LW O
TR WD, w9 TERZTEV. PVOD/PCH H3—2 OB T% { PAH O OBk LA o fiti
HR, EAIAE (2 PAZEAR72 7 EOIREN D HRE L BRI RETH 5. ZORENZNT L6
WAL, & LA 2GR IS L 2RV TE 0TIt 0a X Y M2 THY
7z.

8. BEINLAKRFM1DNE
BHATA N T4 %, SRV EETHE LR 2 TS SR 2 T Lo TR L 72, B3t
WEE, 787 ) v 7 axXy MR, TomRELL.

9. X MW

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (4 ¥ X) #'4 F54 &% —. http://minds.jcqhc.or.jp/n/
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CQl PVOD/PCH BEIc# LT 8  EMMEREOHS MLBEHETT PAH Y
FIN=T] EVWSHBEBSHHRELATVSN2EORAICENT, BHITOE
ROMMELEEERADZEHFRRENETH?

1

PVOD/PCH & # i & 7z B8 0§ 2 BRI JLisE (= > Fv ) v 28033, PDES
PSR, Witk 7 = VEEY 2 5 — BRIEEE, PGL AEBEE) O, i@ e O iEHEk
B E sk COMEMT 5 2 L2 RET 5.

FEIZ, FERECIPGL HAIDMHICH 2o T, L EONT v A% BEITHYISHB L CTHH$ 5
L EFRETS. (GRADE 2D, HERROIRE [§5\VifERE ] L7 2 (#BK) OfEgk [IEHI2R)
fIHHEE -1 BHITOMDELREERICESMKIEFRFRRROFEZHERD

HE Tk PYOD/PCH @ (JiRE, %) 2WridIESMtiae Cldme e s s, BRTIdHE
Mgk CZDBWIA R SN Twb. PAHOBKITH, BEIOMIMEFILREORELIZ L A2,
PVOD/PCH D45 & BE W IERX OV E I N 5.

%) PVOD/PCH (& PAH & (3573 2007 L= BHALTH o 72, LA L2018 Jli i3 7 —
VEYYERY Y A (World Symposium on Pulmonary Hypertension: WSPH) 123w C, PVOD/PCH
X PAH OHO—D OB EREIN TS, ZOMEDIEIZ PVOD/PCH O#Wix Lz LTHF
7t PAH spectrum @ & 22T 2 O IIAHTH S (HED phenotype 12504 T R E W HEMED D
%). TORDHEBAACEELTE, BEIREAFEONT ¥ 2% 403 L 1T, 9 HiAl
TOMMAEPIRIEME RN X 2 MiKET REBOA ML HERT 2 (BWIEEICHER) . FEI2IEREIT PGL,
B BRI A PLEREE O T & d b 3D B IRILIRVE 23 S v b 729 (PVOD/PCH C
MK IEFE B O REYEASE ), B CORMEM T 5 2 L 2T 5.

PVOD/PCH ®#ZMiTd, HHRICHUE L9 2 MEIIRKEZE OAFAEDHERE S N HE121%, MATE)RE
%A IR L 72 BeAmE e O IR 2 HE A D, B OB HH, 512
IFEREE ] O DS LT H B.

BB I & b= MEE
FFFEIEPAH ctrum &R/ SHlEmRZED
BT B SOV #E R I PAH
Declining Precapillar of PH

Decreasing Efficacy of T erapy
Increasing Si of Targeted PAH Therapy

TERDPAH 1EFRDPVOD ./ PCH
(WBIRAHZED) (AR I EMRM ERTE D)

K. PAH AN b T LOHFTOH PVOD/PCH
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f1#=E1E -2 PVOD/PCH I3BRIFEEZERBINE

Eur Respir J {2338 & 1172 Nice 20183#4H5%12 5\ C, PAH OHHBICH L TiXY) A 7 5381 HEonw
722 R PEHEE S HERE ST b  (Galie N, Channick RN, Frantz RP, et al. Risk stratification and
medical therapy of pulmonary arterial hypertension. Eur Respir J. 2019; 53 1801889). L 2L, Z®
T [EHE UCORHREDHESE S N 7228, HAREZ BTN EWRE] PRI hTns. 20
H—27%%, [H] 62 2R B HRZEZ A LTV 558 2% 5 3 RgPEDSE v PAH &
Hl THs.

PAH OB ERIELEZRB T NEI5E (Eur Respir J. 2019; 53 1801889)

1) IPAH, HPAH, #Wi#%t: PAH 24 L, 2M0ineE s REA HETH ), 14EL o CCB ¥k b4
{2 WHO FC I/II EEC, MATHROUHB DM I N TWE (BB CER I N E R U3k BY

2) HAPGEIC L DERENRE L (>5~104F), IR 227707 74 VTRELTWwW5A PAH B ¥

3) LVEF 2MRFE SN/ OAEOBEMRNT GEIE, SR, SoilkecR, OEME), M) #88E T 5, 7568
o IPAH B%

4) WS uliEk TSR E 2 A LTV A50a3d 5 LUZT RELEASE W PAH B3

5) HIV &Y UXMIARIETTERE IS PE ) PAH, & % WIERIAERE LR OHBICHE D PAH 0B % IR O
RCTIZHAAN SN o 727280)

6) RO TISED PAH % (WHO FCI1J¥, PVR 3~4 WU, mPAP<30 mmHg, L I—MNTHEIER%LY)
7) PERBEESFAA RIS TH S (FIEMERL L)

IPAH : %7381 PAH ; HPAH : &= PAH ;: CCB : )V w7 A5 ; PAP : BlighiRIE ; PVR : M98t ; LVEF :
JEESERHE ; RCT : 5 v ¥ 2 LB ER - WHO @ - FUR %R ; FC @ #5840 ; WU : Wood H.fZ ; mPAP : mean
PAP

HF5E -3 WBRERSMEETSBHAEERIRLS5E8D5H5

il ML YRR SR SO L 9 B BBIIRAEZ A2 Lv> PVOD/PCH 5B CTld, 72 & 2 HANGHEHTLIS
MR R TE v, LA L, SSc-IP-PAH JERITIZ, PAH A7 b5 A TEREL-KEC
PVOD/PCH ¥ % — 84 L T\ AT HEVEA S 5. PVOD/PCH & I3 Wi T & 72\ 7%, mPAP A3k
fili (<40 mmHg) O7z%, w5 HANGH Z BN L THkBE LIS 72 23087 5.
BE 1] 60mefto
(3 3R] 7 VEmE T R
[BEAEE] shi e [EPERGZS  Pdi o8
(RIEHE] Feadfmz L
[mafui )R] B2 : 30 — 4048, (20 — 507%)
[fEE] f3m - HAW 2 &
[7 LV F—] HumsE GEAaw)
(BUWEE] BRPZE, VRN 2602 CHE e @ berh, Ml MU 2 58 b TR 1 AR TR AGBR & N AR
S hiz, ZORETIRARERIE 22 - 7228, 0T 3 — KRS TR E R 60 mmHg
HiR DM MUEAE 2 7R 72728, Cafifbide, FURA, PUEEEFEZLT SN, JBk7+ra—-3hTw
7. BNP A3 20 a—HTHEALIZFED T o7z 1ER, MAEEICH LIFEREE I
BL, MAEMFEEMICUBERNZZ L RoTz ARG LA T — T VBREZ T L2E 25, Mk
HE 60/23 (38) mmHg, 4B+ 3 mmHg, MiBIIREZAE 7 mmHg, 0R% 3.0 L/min/m?® il % 4%
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L 6.5 Wood Hify & fili = L % 526, MEEHMIC ABEE 7o 72,

[WHO-Fc] III

(F&FrH] I+ 137/76 mmHg, R4 95 bpm, SpO, 96% (AN

SHEREHR 2 L, 05 - %, W% : fine crackle JEHX, FEHE - SFIH - sk, FREREEZ L

(A B A I b ]

LM FE, 86 bpm, 1EREE 7Ty 7, Aestfil7ay 7, AEEK (KA).

WEh X MRE T DRI 54%, MR IC IR 2 5RO 5 (K1B).

DI = AR, AREIRRE, ZRMVERTEERA 60 mmHg, /2% #I1HIC w0 ¥
»H (H1C0).

1A 1B X1C

BNP 33.8 pg/ml, ¥i#%dPufk 3204% (homogeneous, speckled), KL-6 750 U/mL

(B M # 2] pH 7.45, PaCO, 35 mmHg, PaO,76 mmHg, Sa0,95% (ZMNZWMAT)

(M0 kkfeRR 2] %VC 41%, FEV,% 92%. % DLco 37%

[ 6 2 A:AT3RBR] 447 HEEE 220 m, 151F Borg 4, #eAKMEEAAMIIE 89%, AL 101 bpm (3
540~ 54y BUIho7zokiE)

(i 15797 )

JEB HRCT (X 2) : M#RILK, H - HEIEKREZRO 5. MiEF LI eI B %
BB, MRy v 727774 (A3A) @ WA I — 7223, Wil R o HVE i 48358 <
KFBARSNS. Wil 727774 (K3B) : 419-10KKSERR270 T i 1 HE X o ML T %
BB, MRy > F 777 1 0fEREDHDE, HHE2LRIAIMKEI A~y F% L. MBkER T
1, BREIR S e R R0 PR 15 & @037, D e AR Ml v ML SR | 7 o 1.
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XI3A X13B

CEpag )

BBIEGE %2 H 52 O PAHIESIT, OO0k 2 <, 77— 7 VBRA&A TIZFMiBIIRIE
2340 mmHg KiiTH 5 Z Lh b, HARGED LGS 558t E Lz, ABE#ZD> SERFKEG 2L/
min) V4T 77 PAREZBMG L7z 6.0mg HFE CH® LAOBICHESL LY T —T ViR Z
fTolz& A, MBRE 43/23 (31) mmHg, HBFEIIREZAIE 2 mmHg, 0M8% 2.5 L/min/m* & Ifi
ITERBOUGE X RO, HAITORBMKBRITEEE ML, V4277 M2 7.5mg/ HIZWEL, £
THHEREEE UERE L, BEREY» S 320 HICHED 7 — T VREZ ifT L7z L 25,
WERIE 52/15 (32) mmHg, WEBIIREZAT 7 mmHg, (M%% 2.8 L/min/m?® Milil4&#%Ht 5.6 Wood
Units & MATE)REIIHERF ST z7zo, ) TAERBRRGICTHEEZHEL TWD. 72, KE
BICTIRIPREHRE DG D D, W RIPRBERER A CTRE 2 80 TWieds, R ICRFE Y
FIEE DAL R M RE O EALIZRED TV 22,

GI%, MATEBOUWEL RO SN T ENIREZEBML, FHRELZRAAL PETHL. &I
A, RGN X B EBRIEARD N TV A 25, HANAER 2 BRI REZER 2 H 5 2 L S
NTW5. FHMENIRE DM CRED PAHIEBI S, Z OHANGBAGON R E 5. REFT
&, EBRICHABRE TR SO N, BREICIZ2EWEH RO SN L2, KRG
DEVHEIRTHo2LEZONL.
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fIH#®BE-4 PVOD/PCHICHT B3I vF_7RENFENMELRLSM

COMFEIIBFEETIICQ L XA bRz, fHFHEHE LCGERLT 5.

ARF=T7E3Fuy rFh—E2MET L0 FHENETH Y, PAH Oi##RTHEEBL, BENRN
FCTdh B M/MRHRBEGR T (PDGF) OZHEIERLZHET 2. 4 ~F = 7138 PAH % %
4 & L7z E B S [ 45 T A ERBR IMPRES 30BRIC B\ C, BB A RE & AT S E L 220, L
L, iz &t HmE LG ERLORBEFESE CRBICEIESL Lh o7,

PCH Cl3, 45 L 72 B4 BE O L35 P WA .2 PDGF 25625 R1E L T % & OME DD
DY, A RFZTHEMMAERE RO TH L THEEIES ATV S, RT3 F=7
A PVOD/PCHIZEHTH 5 & ) IRRABIEI w2, MiBETCoTY v VU rEl LA~
FTIMEATE S RMEIIERIN TV S, £ 2 CTRILE#Y >~ % —To PVOD/PCH FEBII XT3
AT =T DA & a2 il L 7R R 2R ) 8%, [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) ]

PVOD/PCH (347255 T, PAH X ) $ PHRARTH S, PAH iGHHRIE PAH A O TR &
W LC & 728, TWETA MR Tld % < iiig#ik > BMILE T d 5 PVOD/PCH # Tl
PAH {03852 & ) iAKIE 2 7558 2 fabtEdid ), AR RBHREN 2w, R T A7 =)
REEIEAT 5 LEBINAREA L TE IR D H 2725, ZOMBIBEN O~ TH 2>,
IFERE S HE— DRGEHRECTH 2%, £ OBF IR A E XL L Z e TE LW, L7z
730 THiAEASEIS & 7% 5 PVOD/PCHIEBNZIAWT, A F =7 RN E TOT) v ¥ ¥ 7k
WA E 0 9 A, RBARAGETH Y, HHICH- TR, REAFEDONT VA, BEDOUH
HERZBMRELT, ThTholisk COMMERZKBIPLETDH .

MINER Y >~ & —C, BRI HFEEZR2DKE%, PVOD/PCHIER 9 BIICA =~ F =7 245
L7z (20074E~20164F). ZFIHDWZES MO EH 23 M L7z, #5813 216.7=90.1 (100-400)
mg/ HEEHRETH), ZEMEIRHFTHo7. BIRT— 2 2 GHHZTHIEL-EZA, /17T
=758 ), WHO #Ee0 8 & BNP 2 A FICUGE Lz, MATEIRERIEIC O W T, OMfREE
MFL7-F T, FHMBIIRE (mPAP) #556.8+8.3 mmHg 25 43.7+9.0 mmHg ~ & A2 1K
TL7Z (P<0.01) (X1).

A3 F =T OG5 WENZ797.2£487.0H TH o7z, 7THIDFELL, 2BIMBMICES72. P
A IEN31493.7£196.3H  (95% B HEIX [ © 1108.9-1878.5H) TdH V), REEHIZHHEE 2T 72A4
< F =TI GRS 7T BIOAAFHIH (713.0+258.1H) LML THEICEDY -7 (logrank g,
P=0.04).

AWF7E L Y LLETIC, PVOD/PCHIEGIZXTT % 4 ~F = 785 OHiEA 3 Bld - 72>Y. HHFFET
X, AXF=TORMELLRENEZ LV SO ZHRE LTHLNMITLIEEZHME L.
Rk e LT, 9BNIHG LIMATEIEASA IS Lz, 4 ~F = 78560 0 B 170 R R b
WL bR, 4ELBR. THUIENRINGHEIC L ) PVOD/PCH BB O RHALL R L %% o
Tl LERLIMOTORETH 5.

Py, AR7Ta R 7 —)votEE 525 PVOD/PCH A6 O fli BRI~ DAGIE L & 7% % W He k% #Hit
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LA, TRTORT ) — VG L) BB L ORISR L7225, mPAP &t #bt
FET L&A >72". mPAP i3 PAH BEDOFHRNTTH Y, ZOUBEIEHONLD 52T EATH
THRRAT ) = VOMRB =R ThHoRREEZEZ NS, T2, AR TIIASF=TI2LD
mPAP 25 BT L7 2 E D HEAENIER IS O s> 7o LM S 5.

S5, TRTBRT ) =G EOBINIECIIKEZF5 T 5 0 L I3, fxF=
THEGHTIEAREIZ MBI L 22 Ao 72, PCH Tld, 145l L 7= B M55 8E o 145 53 12 PDGF
ZEENBIEL TV S EDOHEDH VY, 4 ~F = 7B HRWICHDTH S 2 & 2R
LTw%. AWIZETId IMPRES il & 13582 0, M T IUEZ SO MFROMBLS Z2h o7z,
IMPRES i T3 L 1T 400 mg/ HA 5 SNTW722 e h b, £ 3 F =7 OG5 HE)S
HHWREMEEE 2, MHRICL72Z LM G TR E Rt BHO M EDEEZBNL. 43T
=71%, PVOD/PCHIZHW LTIRFOAT /) —NX )b EWMEELZEMOWMEICBEVWTERLTY
HEEZONDH, ZOWFEIIAWTSHY, PVOD/PCH OMAN 25K & #ATHF DI 0 7280
W DI RSUETH 5.

Speich &%, IMPRES ikBRORE R AFKAIC, TR PAH BEHICB T 24 v F = 7O RS
DENE L VR MG L7, sl T [BHDIE L AEIURA R WM 2 R0 PAH &2 5
COGHBEOBENE AR 2L IZTERV] EBRBENTWS A, Tl PVOD/PCH OEHIZH
%UT 5. 4 ~F =71, PVOD/PCH B#HOEEM 7 RE, MATENRE, AfFRzUEELL. A%k
237 PYOD/PCH B IZBWT, 41X F =TI OB LTI RKRTH 505, il
BAANOBELERY, S OIIEMEL N LS5 BRI L 2 2 WY S 5.

SEASFEHATE . MRS
(mmHg) P<0.01 (L/min/m2)
70 f } 5
60 4
40 2
30 1
baseline follow-up baseline follow-up

K1 A~vF=7HREICLZMITEREESDE
A<= F =T %5 L2 9 BloHShi L #HBHs (347.3+183.00 %) DMATEIREDZELZRT. FHNFEIIR
JERABICEKTL (P<0.01), LMRED MRS Tz,
(Ogawa, et al. Respir Med 2017 % JTIZ1E)
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2)

3)

4)

5)

7)
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M.M. Hoeper, R.J. Barst, R.C. Bourge, et al. Imatinib mesylate as add-on therapy for pulmonary arterial hyperten-
sion: results of the randomized IMPRES study. Circulation 127 (2013) 1128-1138.

A.M. Assaad, S.M. Kawut, S.M. Arcasoy, et al. Platelet-derived growth factor is increased in pulmonary capillary
hemangiomatosis. Chest 131 (2007) 850-855.

D. Montani, X. Jais, L.C. Price, et al. Cautious epoprostenol therapy is a safe bridge to lung transplantation in pul-
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1. CQINER, COMENREE

iR P ZERE. i BA ML I AE (PVOD/PCH) (3Bl MUEAE 2 £ 2D TI N ARATH Y,
BRIRIT WL O & Tid PAH & OIS M EE 2365 & 5. PVOD/PCH IZx3 2 3% & LT, PAH
THRMEAVR S N7 BRA M E LRI O WA 2 /R TGP S s, 20—)T, #
PREIMMAEPERRIES G112 X Y MiKIE ORI ERE L2 EIHEOHE b HSH. o720, [FRHEZ N
TLRWHGERERLT, $30H0OuHRZ KL T, AFENRH, 6 /M TIEAE, i e,
aPtE (NiAKEEZ &) e, TOMBIZOVTHLNPIIT LLENDH L.

2. @ B
2.1 BRELHE

Ak L7z & 912, PICO 2 S SN7-MFEFEIC X ), 19954E 1 H~20224F 3 A Moz # &
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M# Dk GRADE JR12 & 5 PRISMA 7 0 —[XI2F &7z,
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KR DOHA, PubMed T CQ BT 2920FAhi S, S H1THERSE LT8HETIHLZ.
PVOD/PCH 3B TH 5 720~ d RCT 2 LD L7 ¥ AR, ERNME
TabbAFTFI)VARLLLT - REBIAWNETH 72, B—WOIATYT 4 v 7 L Ea—
TR —BlHc 2 &0 TRET L7228, B SRaRsed A sh6l, o MiAKEFEREFNZ KRR S 7.
BT, BEBIZ XD THREL TV AmX e L LD, 27T Y AOEPPLTHEE
H NATANVZAZHPHLTHTHE) LERT, TETF VAT OfaETo72.

20174F 55— PVOD/PCH & A N7 4 eI, MILERR > & — D/NIEEF5E4HEDY [Use
of vasodilators for the treatment of pulmonary veno-occlusive disease and pulmonary capillary hem-
angiomatosis: A systematic review | &\ 9 i % Respir Investig 2019; 57: 183-19012 4K L T\ 5.
20214E DI 5 Tl i d 72 systematic review & ZZE A& THIBI L 72.

/NI%EF- systematic review @ XOHT, TERIRT X912, BEHRIZB T 2 MM ILHRFEE T Ot
KIEFBLOH WO EAHIE ST 5b. PVOD/PCH Z i &R E PH AT T AOHTEZ 72
K, ZHNENOIEBNZ BT 5 HiEIR M EMMEREOREDOHMIITE T, ZoKTFPEDEE
IUETFYALRGLRVWEEZEZLNS. @itz LT AR AE S MEEOHM K TH 5 &
V) BIRIC Lo 7, HMIERIC BT O KEOMBLIIERTH L LE 2 SN

il WiAKNE (+) | Wik (-)

HAHHE

IRTOAT /) —) 13 4

fua7ax b 0 1

VIVFEFT 4 1 2

Ky 0 2
EZibGE

VIVFFT AN+ IRTAAT ) — ) 2 1

YNVTFFTANV+RE TV 2 0

Ky r+TRTaX5 /) —) 1 0

YNVTFFTAN+AREL I +IZERTURT ) =) 2 0
5T LY XA 9 21

(Respir Investig 2019; 57: 183-1902> 5 51 )

INNETLZLTHRO SR 2L, #BAINE ar— MFgE, HEEBIZE, SEFIBRED Hh
TUTOSHMOENEEHI EIN/270, FO vy A 2RITRY. W LTy A0
/N 2T C (https://doi.org/10.1016/j.resinv.2018.10.004) % ZHE X 7z,
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1) Humbert M, Maitre S, Capron F, et al. Pulmonary edema complicating continuous intravenous prostacyclin in pul-
monary capillary hemangiomatosis. Am ] Respir Crit Care Med. 1998 May; 157 (5 Pt 1): 1681-5. (GEBI£5%)

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. (#% A1 & 3 — b)

3) Montani D, Achouh L, Dorfmiiller P, et al. Pulmonary veno-occlusive disease: clinical, functional, radiologic, and
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(4): 220-33. GEBIHER)

4) Montani D, Jais X, Price LC, et al. Cautious epoprostenol therapy is a safe bridge to lung transplantation in pulmo-
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5) Ogawa A, Miyaji K, Yamadori I, et al. Safety and efficacy of epoprostenol therapy in pulmonary veno-occlusive dis-
ease and pulmonary capillary hemangiomatosis. Circ J. 2012; 76 (7): 1729-36. (Rilrifse)

2.2 TEF Y ADOF

TET AL L COMMNEZE M L@ e &0 RiEA LM b, SHICBIRETO
systematic review O#$5 & L CT/MIZE T (Respir Investig 2019; 57: 183-190) 23IF 5 5.
PVOD/PCH JEBIZ BT, IMEILRSE F 7213 PAH THRITEATR S 72 BRGNS DL EE AR A
BRI LT, SEEOK TR 6 45 MATHE O, MEEIoOE L2 E/AMTH 72D
Wi 5. LarL, PVOD/PCH TR = i BHIIML A (2 P22 R0 PAZEAA U 5 7280, [HIMILAE IR
R 2 9 5 EIEIIROILRIC X THIEFKED LA L, HKEZHE S wv. 2R
OAT /) = VOFEHEZRTIEDH LA, EREZMOKEZT] ZEITTEREDHRE I TS,
EUEHORFIZOWTIZSHOMHADPLETH 5. EAMICIBME COMEL L LT, Misim
JERE DGR 2 COMEHAPBET SN 5.

3. WRIERDI=HDINZNEE
31 P IPHLLRCHATAIIET VANHIZESH?

PVOD/PCH 3B TH 57207 ¥ ¥ 2LHLEEE (RCT) RHilH & 2k — MRS EEE
T, FECEOE TR 6 5 BAATHEEOUEE, MEEIOLEELR &7 7 b ANOHREEORRDS
HDHZEIZOVTORMEEIFIR. 512, MAKBERHZEZI LW T Y M ADPEETH S
CLUH~EOMEELRH Y, ZBPOEE L 2WT Y M AR 5 2 &I E W lifEANE D
NTWBIEDNDL, ROHEROIRRICEEIREELIOND,

3.2 FIMEEDNFTLRZEDD?

EIRBOMM AT PLRIE(C X D IECTROET R 6 AT oY, Mot 2 S 2 L
WRIROHE D D H—T5 T, MiAKEOHB R EEZI L RWRIREDEIVNE L, HEROBRS13EY
{25,
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3.3 BEADMERPHLBIES>H?

PVOD/PCH OM—DMGHRIE L SNAHMBHE T, EZ NS 2 2 L IEEWilifEs (FH)
BEIPND. & 5126 0 HFBATHEECHIMAF K OLF D Bl (F%) »Erh, Zhb
CHERHCTA. FEFELL 20T Y 7 A THBHIKIEZ FEES 22 212 moilifEs (FE)
S A, PVOD/PCHIEBIOMTI NS Ofifil (HH) 1IZIZE SO E 0w I LITHE DT
Th.

3.4 EROFIZEIAR PPERONF VA EID?
EIRBMMAEILRIEEIAA TR MR, HERINLZEHEL L V20, IEROMGEEZEZEEL72Y;
&, MOIERO RIS 2 5.

3.5 HRBROITL—F129

PVOD/PCH JESIIZ BT, PAH THRMEATR & 72 BRI MAEILIRENE R TH - 72 &L Ot
BB D0, MBIROIERIC X ) BAMMESHAKEDS EA L, MAKENFRIND ) A7 035 5.
Zo—HE LT, PVOD/PCH IZ—2DJRATIlEAR L, MMEREDTHMANRY T 2D TES
IE LT 20 GEIRIREDRETH 2 OPRETH L 0h, BIRIHE TH 5 PAH HIRE D E O
EEZENTWEO0) 12X, #IRWIMEEREO AN R 2720 TH LW EELH 5. Bl
RERiCIE, [HEARMICIIBAE CTOBIEL & LT, MisEIMERE OGRS E 2 ik COAMEH 2 #
A5l ckiceas—HThE L.

4. FETIMOBRAS K71 DR
PVOD/PCH (CBIH#§ 2 %7 4 54 Y135~ PVOD/PCH 7 A K74 2 Th%.

5. ABOE=_4V) T L

TWITAFFA4 ORI E Y, PVOD/PCH OIRRERLFE R 0, UM RSk HifE S
N5, SHIHEENE L TCZOBHEROMMARAING. KT P4 v 0E=5) ¥ 7 Ik
E LT, ANt hise Bl KL & i e M0 5 S 2 Mke i et 9 % .

6. SEOMADAHEN

PVOD/PCH B 25 1F B HEEZ WL, MBS M 2 24 5. KRIIZIE, AR 2 kR
HNZEIE T 5 720 DFRZBWIEEDAAAET DR Z T TRV, AREOFRIGEICIS SR D
IFRER TIERE R MEEZ ML DORIEN L TN L. T 725 OFM 2 mREFYIA,  BEIRWNAE JL5R
U DHr 72 e IR %2 A5 2 16 HREF TSR § 2 e D 5.
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7. Nik#gRa & XHhER
57— & N — ZWFHEE (GRADE)
%4 1L : PVOD/PCH

CQl : PVOD/PCH &1 LT [##IREBHIMAERRZE DY & 2 2458 2 7R3 PAH %7 7 )V — 7 |
LWV IE DI AR E N T WA 2022FEDIEIZ BT, HAITORIRMM meSiRiE 2 RA 5 &
ESHEREI N E T ?
T—=FN—=R
(1) PubMed/Medline (1995-2022), FE&hyuiik (Eik)*, Cochrane Library
(2) ¥Zi#l Review 6 I + Original research GEFIERAIZE) 2 1
Review 61

1) JCS PH guideline (2012) HAEE =5 WS MLTEREGHR T A KT 4 ~

2) ESC/ERS PH guideline (2015) ESC/ERS O IMUERES 14 K54 >~

3) Eur Respir J 2019; 53 (1) 1801887. PVOD-like pathology

4) Eur Respir J 2019; 53 (1) 1801899. PVOD/PCH % & » PAH (2 % #iziE N

5) Eur Respir J 2019; 53 (1) 1801913. PH ®» 4 T®» PVOD/PCH D&} 1

6) Eur Respir J 2019; 53 (1) 1801889. PVOD 59 % Ml ifiL 5 15 1338
-5t Review X V) Original research CGEEFIZEFENIZE) 2 itz Iz CRORfELE: % GFAG

7) Am J Respir Crit Care Med. 1998; 157: 1681-5. 2 BloiflHiss PCH C PGI, therapy MK/ %
EU7

8) Eur Respir J. 2009; 34: 1348-56. Montani 1241 PVOD PGI, therapy 25l # A~ bridge & L C
HH
HAF 1 2022/4/1

W#%  NT A0, KY AN KT
FYEFEILERD B B i LD H
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# Fesg s SCHREL
7 CQ (2B 44
6 #5 Limit: English 84
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3 |#lor#2 975
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PE RS
# Hesg SCHRE
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