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T A SEARYE E U SE  (Chronic thromboembolic pulmonary hypertension: CTEPH) (%, J&
HFEE ORI TH ), 19965E B4 S EE OBRILEITR S, EEREOME, HEHEH
Bas0% & Sz 1998 I s ke 2848 E. (Il 2) & L C, Fed i BIRHa Ao R
BICFRE SN, 2009412 CTEPH &AW S/, ARAEDHRBEMEE O [,  HliBh R P Bk
(Pulmonary endarterectomy: PEA), 2NV — Y ilighiR L5 (Balloon pulmonary angioplasty: BPA),
i L YRR 7 & D AR 2 B FE DT IS SEE BB BN L, F284E 32004 0 B &
ADRBESINT S, BATIE, 20184 AAMESREGFS, HAMSME - MifiEs & & R i
MEFEGHE AT A T4 >, 2015418 VERB) IR it 28408 (269 %5 BPA Ot & S Hik IS5 % A
T—hAY L, PRATEINTS.

KAAFI4 0, H1ETIE, CTEPH I 2 AR 2 EERME L LT, WRZWIEESL X
OHJFESESH 2R d &S, ZTOWKB L OWE - W - HRICOWT, 7)== Avrzyay
(CQ) BATHI L. H2|ABRAA FI4 2 THY, BRMICEEZLRHETH S PEA, BPA,
VA Y77 M X BRI &) 3 D OWHFEOAIPEIZOW T, GRADE system Z Jij\»
TRV AFITFA v 7 LEa—, BIUHIELIIOWTRIM L 72, AL, ERNFHER TIETEAR
RE3NTwizas, PEA, BPA, HEHELWIHLZHRALDT 7u—FI2Lk->T, F# - QOL D
BHHENTWE. TOBW, BYILREREOY A IV TZ2RLEVTOICS, KRIFA FF A4 H
SV Z L DFROBIGTHERH SN, BHRO—BE%RD L2 UfFT 5.

B, KFTAFITA YRATEMIC, 77 Y ADZ—ZATH6EMESITEET =V EF - ¥R Iy
A (2018=— A &) MBI SN, ZOERIIBWT, MSMTEOZHIEEL LT, Pl
R % 25 mmHg 725 20 mmHg I Fif A 2 &L sz, —7%, CTEPH @Sk & L CIidF
MBIIRIE 25 mmHg OFAEBE LRI EPRES NI, TD2018=— AZHETOFEMICH LT
3, FREORBPHON TRV 2D, KT RIA4 ZEMIELenwZ L L.
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CTEPH : 8 mAe ZeNliva i+ (Chronic thromboembolic pulmonary hypertension)

CTED : 122t E#5 & (Chronic thromboembolic disease)

PEA : i8R NEEEER#7  (Pulmonary endarterectomy)

BPA : /N )V — VB IRIEEEMT (Balloon pulmonary angioplasty)

PTPA : BPA & [H3% (Percutaneous transluminal pulmonary angioplasty)
SR: VA5~ 75 4 v 27 LEa2— (Systematic review)

CQ : [fR%EM, 2V =NV~ v ¥ a3 (Clinical question)

TAPSE : =Rl 8k (Tricuspid annular plane systolic excursion)
VTE : §lRIMARZERAE (Venous thromboembolism)

mPAP : i Bilk*F-34)F (mean Pulmonary arterial pressure)

PAWP : Jili# k2 AJ¥ (Pulmonary artery wedge pressure)

PAG : iill1% %% (Pulmonary angiography)

MDCT : ¥V F A5 4 A CT (Multi Detector-row CT)

WHO-FC : WHO Jifi i ifit 1= g 538 (WHO functional class)
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BHAA KA RO HI9Z, VRSB 056 % 8% T & 2 18 Pk Ak 284 1 i v 1L S
(CTEPH) 2B 2BUEE COMBEZMRL, BHIHEFT LEIREIC, g - E5 - BB - B
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WHIBIETH 22 L X 387D [HVEHGIEFRAS RIS SUIAVE TG B2\ BRAT - FR%E L 712k ke 28
FeVERG S MEAE | % @ & U CRRBRRR S 7z, 20214611 H, CTEPH X3 AL F 87 H
W& 3 HEER O FE 5% European Respiratory Journal 124 >~ 5 4 »i5#k (SEEEEE © KIS Xh
72. FZCCTEPHICH T 5L ¥ 23704 %MICE LT GRADE system % VW2V A 737 4 v
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DA N4 v (20184 H AIEBRSF2x, HAMRIMUT - WP B2 G RVERG il 09 3695 7 A
FF4 ¥, 20153 — 0 v 2 WGBS % O NP ER A RS MUTE 74 K74 ) & T
L7z BT, RSB 2 HMROEIICIED SR LOFRE LT - 72
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T2 EIZ DO W TR R 2 1T - 72, FIZ [CTEPH 38 74 K7 4 »WIh2018 ] TERLIBEIZHEHR S
N7z 3FED R i L % PubMed-Medline }% OF Cochrane Library I CF¥F—7— FMEK L. F—7—
FRBRDADLHRIZOWTHEELEZ OND D OIRFHREE Lz, 612, REPRMEETHR
F L2 HAGEESCHR b @ HaB i L 72,

MRRAERCRE & FARIZ, 20153 — 1 v B2 7% O ISR SR IERE T 4 854 >,
2018 AF H AMEBRZR 74, HARI S UL - Wi B2 G IS MUEREGHR AT A K24 2B 551
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Proceding of American Thoracic Society, Chest, European Respiratory Journal, %) B X UFEHN®
L ¥ 2 — (Circulation Journal, Respiratory Investigation, HAM-UZZFFaMEE 25) 2z 7.
FoT— FRECIVBEBRSNWLET 7A N7 P T=RAZ ) —= 2 7270, WEZIFIR
LToRAZ ) == 7% f7olz WRNDPOLDHTA R4 Y2 BEICLah s, bOUEOEELE
T2 Z I L 7=t O 1E 2 17 - 72.

6. B KRFTM MERICELBR

KEWAA FTA MRS E LB T_T, HARRS M - Wiy, JRET B T7E
BB e HARTER BBORIT eSS [HG YRR A - Wi U (2 B9 % A EZE | BE (2022
R (WFFERFE - PIREE, MBI - B —HR) X D BIRE =7

7. FIEHR
RBHITA BT A4 VIZBRRL D AFEHK (HARESME - iifE3ReSHEIC D SRR, #E
34E) NI AFEEEZLTIIRT.

FIZEHER
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[ERRATZE D FIAEAI B (COD) 1ZBIT % dhaifaslt | (2o W TR S L7z BRI S UL - IhifEER 72
@ COI HIGE#HZi > T, BIAA K4 YHEHATR LY, RSB F T A VRIS L
) B AR L OFFHBRICOWT, TRlo i TSRO WS 2572, ZBHFTA P74 0D
WD, BREFEICHRE RD X BRNATA) R BHERDLBYFEL WL HIZ, &Y
LB RIS X ICHE L7z, 2T A NI 4 » Do Clinical Question 12319 5 HE3E(E
BB 208 I L Tid, COLICIE L Tiro7z. CQELF I NNTICHT 2 IENSLHEE 5D
720, AL R4 VERERERIZ COLO L WEARIIBIRE L7z, $72, B AL K54 0N
7 MEROPE B G2 WERRED D L HED» 5 0FFIEEL, TORIZOWTHEHA FF7 A4
YA R4 MERERRIIBW TR L.
A COTICB LT, KBS FIA VIZBIFAIET Y ZFHIIOBD RCT i OFEZE L
72, GIHER X DOFH B L OB ZER X, WSCGHIlICE L TR D O WHBTATRETH 5 2 & 2 #
FHUTHEBCTHRAL, TET7 Y A0REK, FHilizir- 7.
TWNA FT4 2 CQTRHEIZL7Z RCT XD LZFEH 2 L FITIRT.

1) Ogo T, Shimokawahara H, Kinoshita H, Sakao S, Abe K, Matoba S, Motoki H, Takama N, Ako J,
Ikeda Y, Joho S, Maki H, Saeki T, Sugano T, Tsujino I, Yoshioka K, Shiota N, Tanaka S, Yamamoto
C, Tanabe N, Tatsumi K; Study Group. Selexipag for the treatment of chronic thromboembolic
pulmonaryhypertension. Eur Respir J. 2021 Nov 25:2101694. doi: 10.1183/13993003.01694-2021.
Online ahead of print. PMID: 348240520 $:3% %

2 ) Tanabe N, Fukuda K, Matsubara H, Nakanishi N, Tahara N, Ikeda S, Kishi T, Satoh T, Hirata KI,
Inoue T, Kimura H, Okano Y, Okazaki O, Sata M, Tsujino I, Ueno S, Yamada N, Yao A, Kuriyama




T. Selexipag for chronic thromboembolic pulmonary hypertension in Japanese patients - A double-
blind, randomized, placebo-controlled, multicenter Phase II study. Circ J. 2020 Sep 25;84
(10):1866-1874. doi: 10.1253/circj.CJ-20-0438. Epub 2020 Sep 3. PMID: 328791527 $L35 %
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. B #E - BIEESME

CTEPH &, ##EAb L 7-1Aic & 0 IEhIRAM SR ICEHZER R Z L, MiSMEEZ S0, R
SER & UCTHEREIPIR N 72 2R DB D TH 5. REDOZWICIX, H.O0H T —FIVRAC
I AMBSMEDZME & b2, MOMBIEZ X723 REDOBINSHI DB LETH L.

(1) #®*ERR
QL 7 — T VAT
1. WEIRIE D ES (ZHHR OB RT3 25 mmHg VL 1)

2. WHEPIREZAE (FOBHE) A3E% (15 mmHg BLUF)
@R - M >~ F 7T TR

PR AT B O T WK ME TR 545 K45 (segmental defects) 725, IMARVABREFP: AT PUse FE %
PHiAT2D 6 A AL EAZES 2 WIIAZE LN TE 2. HEMOLAIZIE, 6 4 HRICAEOMRRH
VETH 5.

M BYIR 2 52 7 b,

AL L7z el X 5284k & LT, 1. pouch defects, 2. webs and bands, 3. intimal irregularities,
4. abrupt narrowing, 5. complete obstruction ® 5 25® ) B4R Ly 1 OV EHEINS.
@hEksER CT BT A

W CTIZTC, B b Lzl & 524k LC, 1. mural defects, 2. webs and bands, 3. intimal
irregularities, 4. abrupt narrowing, 5. complete obstruction ® 529 HA4 7% { & 1 DA &
n5.

(2) BBLINEREMR
O a—
1. AEEKR, CEHREORTFL
2. O BT F 3 TR ML (AR 72 28 & — o SO WA S DERIE O L (S5 00
#57% 40 mmHg VL 1)
3. TAPSE (Z4FrimiUi Wi ehiint) o
Q@B AR ML A A T B,
1. RHREE A A ME % £ 9 K& 1sE (PaCO, < 35Torr, PaO, < 70Torr)
2. AaDO, ®Bik (AaDO, = 30Torr)
MR X H G5,
1. BiFEAGEIARE DR (B N B oZEl, UIAMBIR P4 09K @ HkA 18 mm DL 1)
2. LEZOIK (CTR = 50%)
3. WGP EE ORI %2 (A4 AE B TE)




OLER

1.

AR AL K O B B

2. VVCOR=Z5mm XIER/S>1, V,THOS=7mm XLIFR/S =<1

(3) ERERRUERKRFTIR

O ER D B Y.

QBB A SN D ERFEIR (ZERONFI R EE, W, Kz &) 25, DancAdz< &b 1|l
FRROOENT WD,

Q)T B H IR MARIE % BE & 2 BRARRER (TR O MEIE K OE) SPAEHcA 72 < &b 1Pl k
BHOLNTWA,

COMBEF L TRl A P S S L
GOMEREEZ L, BRIMEE 2 /&5 22 Ao RE (Ip (D) FoJutE, I/NVE, Hsks
W, ZRFVRETDI L, PRlLb12) 1°H 5.

(4) BAITAEZKSE
VLT Ol T iE 2 23 A9%R81%, CTEPH Tld7 &, MifsIiE O TIEA S MK - BNt
EPEFLIDBDT, TNOHZBEITH L.

1.

© 00 N O U1 A~ W DN

—_ =
— O

Fr oMk X 72 13l AR B R i 5 0 R

- RBIEG LR ) T Bl R i 5 o 5

CERMEY v v MEOHEITAE D BRI e
o PRI TCHESE VA ) il Bl AR Al v M

. HIV G il Bl IR P4 v 0oL A

- FEF WS D Tl B AR it i A

- TR P 2, A o e A

- A D S A v O S

o PR R ) il 5 L S

WP g B O SR AR 32 MIAE L2 B ) Joli s i3

. ZOMOMEIMERE (P af F—=3 R, T 27 oy ZAMIBHRRERGE, ) > 7 SIRE I,

REPIRIE e, Bl O SE R VESR T, MEDIRIESE AN, Rl OFHEE % &2 X 5 2RI
Jili i ML 35 )

(5) #EEHmE L TH CTEPH BEEE
DT OEHE 23X Thilzd 2 L.
O B R

1)
2)
3)

6

DD 12O DA OG0 A T —F VAT R4 L.
ZWF D 720 O ROMiR - My v F 275 2R E2232 L.
WD 720 ORI O BiBIIRE T 2 v Lidi it CTiT R zie 32 &.
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4) BT REBEEDOTRTERIITEHZ L.
5) FAlrPERIZ 5UNZ BPA (PTPA) KT PEBIZOWTIE PEA Zilily 5 2 &,

@ Hrig
LAELINOA LS T — T VAT R 2w LiIdb T a—REfi REiL AT A2 L.
A. Fit, BPA (PTPA), Wil HLuRmSE, fRemRFEHise EOWGMIC XD, Il e O F2 R 38
BUHGR X 0 3R D L CRIEWMEIC R > TWTh, Bk E 2R AE, MblE L 7.
B. 12k AR ZEAR PENG & MU AE (&, B X 286G (B EH AT, HGIEEDEEA. H
L, BREG] 72 & —OIERI T, 4 HERD % {EEMERL L EOWROLED % R b%6
bdH D ET. EFOAE (GEE LK) RIBEGOA, WA EIILIEA.
1) Filr (MishiR e N 2 51T L7z 8561E, ZoOifTH 258 L TF 3w,
2) BPA (PTPA) #HifT L7235ald, ZOREHATH 2L TTF S
3) Rl &Y b EIEEZE LT BLEND LA, WKy »F 27T 2 R v LI s
CT i i 7\ LIZBEIIRE T oW iy 25k L TF 3w,
Mg EeHEIEE] (& ABRCL3HE BR) IHhEEIN. RE

FEDFEA. BU. BEHNQRE—BBDIEMT(E, £ AERHR SEEDRENTE
IRBHBEBHDET, BEMENTE (T LYl IMEEDH. MERERT .

it BPANE(T e
(EARASAIEIER ) (EHEOBPAlETRSD) - M BPARICIBITES

‘ ARIEYER | FhllEHLRE

l )L 7U> J
<+ <L -
k. FRITEIE U oK. BEITEIEDE
() ER. B (LEROBE, B

Ez b ESD

| l ! |

e Bl AlHT—TIVREMRE B RS T
BRRENAE 2l WRII-REOMRERR  HSLA. WERSHCTH
SEECHIE  HMEPERLDHELTVTSE (E B0 U R E iR s

BEICHO>TNTE) . ARED RN SE
| BERISS |
WEREYT wEmE BIEE% LIS CHGRE

CTEPH OFEEEHICRIT 5 #EIR

BERESH

NYHA (¥R &, WHO i i # s 048 (WHO-FC: WHO functional class) % & & IZ1ERK
L 7-Wige gt o EAEFE /3-8 % W C, Stage 2 PLEA XIS LT 5.
NYHA /0B AE 55 %]

ST AR ¢uSTT I NQIESEZTRIN

ITEE © 3l O GG E) CREIRFEE, S HRIEEIRRHR S5




MEE : Sl LUT O ARG E) TREARTEBL, S ARNENAE L CHIR S
VEE @ &A% S KIEE) B 5 W IZ LR T b RERFEH

'WHO i &5 1t EREBEfE 78 (WHO-FC)]

B & BBl 2 A R 0 7 v il e ML R S
Wl O L ARG EY TP N RIS, Mdia e e &2 E v,

o

S ARG EY (L D HIBR D & 2 Jifi i MU S

LRI HRERD v Hl O SR E) TP INEERIE 7, B fiZe EviE 2 5.

I

SRIE IS L RR O 2 2 Jifi i ML e

LI AR oL 5l PU N O E O L ARG B TP N B 57, i <0 et 7 &
A B,

IV -

E AT SARTGEY S 3R TEE & 20 B il i

INLDOBBERALAZDIERZRKL T2,
LRI D IPIRNEE S X O £ 72T A LN 5.
EAHEIGETH HREEROMEDL D 5.

(B B A 1)

HTBLH AR

ERRTRIN

=) ES] AR
(mPAP)

Jifi i 45 4K PT
(PVR)

e

S - A

PaO, (Torr)

i i D A5 P

Stage 1

WHO-FC/NYHA I

mPAP > 25 mmHg

O MRS §

Stage 2 | WHO-FC/NYHA II mPAP > 25 mmHg Pa0, = 70torr FHOEMIARS T
Stage 3 | WHO-FC/NYHA II mPAP > 25 mmHg Pa0, < 70torr FHOE RS T
WHO-FC/NYHA II mPAP > 25 mmHg DY

WHO-FC/NYHA III ~ IV | mPAP > 25 mmHg OB T
Stage 4 | WHO-FC/NYHA III ~ IV | mPAP > 30 mmHg EHOE IR ST
Stage 5 | WHO-FC/NYHA I ~ IV PVR 21,000 R OFMIARS T
dyn.s.cm ™’
(12.5WU)

(BT IF)
LI I—BRETHO= L h T AT D EIE
i 3R PR 0 | W (ubAP M EISH B T
(TRPG) (PVR)
Stage 1 | WHO-FC/NYHA I EHOFIIARS T
" Smgez |WHORCNYHAL | T T Twmotmcmss |
Stage 3 | WHO-FC/NYHAII ~ IV | TRPG < 40 mmHg | mPAP < 25 mmHg DY
WHO-PH/NYHA 11 TRPG > 40 mmHg | mPAP > 25 mmHg FHOA MRS T

8  IEMEMiEERMEMSIMELE (CTEPH)

B2 N
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Stage 4 | WHO-PH/NYHA III ~ IV | TRPG > 40 mmHg | mPAP > 25 mmHg FHOAE MRS T

Stage 5 | WHO-PH/NYHA I~ IV PVR > 1,000 dyn.s.cm ° EHOHFEIREST
(12.5WU)

WHO-PH/NYHA III ~ IV | TRPG > 60 mmHg EHOAEIZIRS T

HEJER, TRPG, mPAP, PVR, M4 9L 7213 HOT M, OHHE§XTEiizdRd S0
Stage % &R

(%)
SRAWGEPEESE (TRPG) Ofilx, HEHFHLOA 7 2 iifr L2GE12d, TiRThhETo
Mz 5.

X8, EROBEN EROEREEMHETEUEICEL LW ETH DD, BHELRERT ks
THIENPUELFZIZOWTIE, EEEEONE LT 5.




l 3. CTEPH IC9 3 EAHIBIHRERH

CTEPH MO&2HR

1. CTEPHREDESLEEH?

CTEPH i, #EALL 7zififeic X 0 BB IR AL R L, MisiEEL &L, R
FEIRE L CHIERE O BN L2 B0 b D TH 5.

CTED (f2EimtesefettiE) SIds g b Lzl X 0 Mgk ASPZE L, Mg 75456 722 © OIS
G EBRBIRE D BH A6 HH U LIS h 2o THIE L TWARETH H. 72 CTED 2B\ CTFINis)
IRE AT 25 mmHg PL Fo> PH % &4F L T\ 2 95iE% CTEPH &\ 9.

CTEPH (2138 212 2 it A 28489 (acute pulmonary thromboembolism: APTE) % /RIE$ 5 jiE
KBRDOOENLFE L, HODPRIERD W E TIHEBOMETAALN LB RN D 5. HEWE
fiE®D CTEPH Ti&, PustEEREE TR E 32 NRHIHREO A TIREOMITZ B <2 L2561 %
AT 5. Lo L FIEIIRIE A% 30 mmHg %8 2 2 5EF]TlE, PHIZRERIRE E & b ICEALT 5
BELEL R THRARTDH S, HAMINKAETH S CTEPH ICH L TIZ PEAICX ) QOL %
FHOWENESND L) o7z &) KA ICIMAEAFEAES 5 PEA IBEISFIIR LCidh 7 — 7
V& 7z BPABEEMIRIZHE. SNTW A, T2NEHNERE LT, MR cH )+ > 7
T b, L FIORTRBGEA L ), BRSO IZER I RE AR L o 7.

2. CTEPHORI Y-V JiHBE

CTEPH DA 7 ) —= v ZBABICEH LT, LT a—HREB L OBKINEY v F79 74 —%H
WA . MRRIE Y v F 75 7 4 —IEEICENR, A7) —= Y ZREICIZLETH 5.
VTE & CTEPH O KOMER L PH OFIETH 5. LTI —RAETIE, OEA~OEEMN, 7w
BRFISRTIS L7 TERES I L E B 7 582 W 7245 SR O AT B REFRIE A3 3-lin ik ©d 5. CTEPH
REES A, A2 —= v 7 LTLII—REIC L - T, PH %2 K3 2R IELS
LN T IETERIPWTRAED 2.8 m/sec LN KEVQE ) PZMHERT A ELEPEETHAL. &
5\2Mh> PH & CTEPH % #5313 2 BRI & A H A I KK s >+ 27974 —Th b, &
KTH 1 XBICBIF S I ATy FREZAEE L, CTEPH IZB) 5 I&[E96~97.4% « FFEEEI0~
95% L i ST b, APTE OBICHH 24 Td %5 MDCT 2t OFEHICIZFEHTH 5 b D
D, EMOMBEOHHAA T3 TH 5720, HIHTEIMERIMTEY »F 275 7 1 — L ik LTk
LAEL BB EDRMbNTWA.

3. CTEPH OBBICHBRMAR ¥ + L3 HEH ?
WAL - 1L % ¢ 1%, CTEPH B 50 TSR CT & ) BRIEATE <, BHILIEA ¥ 4 >
EHOBE, MEREESNL2OUHADORETH 5.
CTEPH A GRS CT L% W15 212 b 2 Bl 1, BRI s 65 2. I

10 (BMMmASEASMEMESMELRE (CTEPH) 2EAA K1 2022




3. CTEPH (3¢9 2 EAK 4 iERIE M

WA - M A ¥ v > T CTEPH % 1ZIZBRAEC & 2K - JERIEIE, 90~100% 35 & 1°94~100% & #t
HENTWEY, HETORABHTHY, MESHE IR OHV. Y VF T4 A CTRET
FZNEN51%, 9% THY, HH - MR+ v v id CTEPH 2 BAMVTE B EETE - T £
NUSOHE TS, PHBINIZBWT, 5K - MK A ¥ v ~1& PAH & CTEPH O#lI2 B\ THEE
REAL SNTW2. S512, A F v ¥ AEH TR CT Ttk % 8% 4854, CTEPH X 1
PAH |2 HRRILE & & L 72 W ENE % 5 2 5 LA 2.

4. CTEPH D HARIZMERERZ CT TRIEEH ?

CTEPH D #Z Wi ik CT 3o CHMTH 5. Lo LITEINRO R EICIRE L FAET S
CTEPH T Wi W 23567055 5. Ko CT T3 _T o CTEPH OB Wi ik & 1ZBR S 2w,

CTEPH Ok FIEIE, 02 —TPH OfFEDSIITMHERE L7ERNICIE, T39S - ks » F
75 RNELTS . WMLy ¥ F 75 A CTRIROMEKESFEL, WA v F 75 A TRENGRD S
N7z iud CTEPH 2558 R S N 5. KAHHEMIEIIRSEZ20E, MiBIIR A 5% e % 2 & Sk
LEHH 5. WERIIA LA T — TV, iR O & B E, B X0 PEA O
ISR 21T S eI TH -7z, LA LBIFEIZ80~320510 MDCT OFEIC & 0, FEH 5 #E -
22 REELIC T CNZZRT I O CT Mif§A5 5N 5 £ 9 12k o7z, & S IR % 1T 213 CT pul-
monary angiography b1ER W HETH 5. 13 CT 13450 A 7 — 7 VA Bl iAS i s & Teie L
TIVRBEETHL L2 L L, CTEPH O3 Wike LCUIAHEOBREREE VW S, &
5 CTAARICIE, MM A & oz, PHICX 2HSAMATE, MEEOZ, LIRS O
AIATE 2 &% K DR EEN 5.

5. CTEPH Ot E SRR
CTEPH o fililis&#% (PAG) 21X, pouching defects, webs or bands, intimal irregularities,
abrupt vascular narrowing, complete vascular obstruction & &t S72 5 DD RAH 5.

6. CTEPH OFESERIEEDKIICTOH

FOA T — TIVIRAC X % AT RE DM fz OV BIRAMTENIR & 5212 & 2 BTENIR A 0 AR o 54l 2
179,

CTEPH I25WC, MATENREA 5 O W ALEE I FI9MiBIIRE 256 mmHg PL_E72> DB B IR A 15
mmHg LLFCH 2 Z eh b, BMICH7zo THLH T — 7 VHRAEIZ X 2 MATEIREOWE XL TH
5. A OBIIRGERKEZICE L T, HAERZENPHLINTEY), CTEPH OMEZHIZH
\J BB TH 5. MBIIROILIE R #HE - web R band 7 E O OfEEZ IR T 72 Tld % <,
HHRAL - SRR X NS & 2 FATEISR 0K ERL BPAD Y — 7 v M OPEICEE L THLHOMATH
5.




| PHZE5E O DR/ BUR /SR FE |

}

DB E BARE(CKBPHOEEEE Y
I, JEIR. ERET. ECG. MEURHERE+AHILATEE. MEEORR
B@EEX-P/HRCT. BGA/REMNS FEER
ELREE/ EREEERE
| PHRUOMDOERBESMEREOZE | | PHEEL |
l | ¥2CT, MDCT | |RHC\ BN AR SS
| DR/ RBOREENE [ s/ mRAF TS |

PHOBHE, XiMEMRRIEDOEHE

!

PH& 0. BT RIERL | [ PHRL. RiEEmixiEs0 | [ PHE D, RiiEmiRiEH 0
PAHODSRHEAEE 1BHEARIISZEASE (CTED) CTEPH
CTEPH Mg

1. CTEPH Q&7 )3 X
2. CTEPHDEBBRIETVALANIERRIFA

CTEPHODMEEZH

FUBEZE (I-C)
ML (1a-C)

ST IGARET (BEPIHEERADIBT)
D | mo

PEA BPA MEILREE

(I-0) (1-0) (I-B)
|

PH#&TF ;

2

(I1b-C)

PEA : B ARPIBRIERR T
PH : i Mn/ERE

CTEPH &7V I X L
[AAREBR G S, DAL - WG 2SS MR SR A K74 > ] K051
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3. CTEPH (3¢9 2 EAK 4 iERIE M

LINA T4 VITBITF B L NV GRADE O 3ie L 572: 225, HAIGBR Y4 PH &
WHA R4 Y THHEINTWASIEHELIRT

IEFZALANIL
A (=) SHOBEERNL LT 2%  OIMELERRRBIZ L) 7= BH O N T LG,
B () VROBEZ WG LT HRENTHOMAEL IR, D B\ IZIEMAEL R £ 72 I3 BGE B8R o
BRONP LT = BHLNTWEYA.
C (%) HMROGESBIE D TEGRLE 7o TV B4,
#t2Z Class
I FHe - WHRPHER - ATH LI LIZOWTENER TV 22, &5 WIZRENE S —HL Tw
5. (ST WIG)
Il FH - HEOGHMY - T 27— 5 TR AME KL TR WEEDRDH .
Ila T—5 - RGOSR - ARTH RSV, (BETRE)
Ib F—% - RS X A - AR E U EHL ST w vy, (BELTD L)
11 FH - WEHBEIEH - BRITIE AL, BRICHEEE 22 WEBEITEH I N TV ED, HEVITAEEL
DRFEHR)IL L —H LT D. (HESEART])

3. CTEPH Mia# : PEA

WEALMAR DAL T 2 3RO REEE & M HRPUAH, SR, s, APHE%XZE L C, PEA KRS
B RAEHE % &t CTEPH 7 — 4 CT#n 2 HIWr 3 5.

FRFNIIEFMENCIL LT, (1) 4, (2) Efmk, (3) M2t 1200 dyn.s.cm ™ BL
TOREBHL N EHHE SN TS, PEAD@ERE, (1) MBREEHECEE CT & L Omifg
W XD, RIS AGEIIR - SEBIIR - X3k - WXk &I EDREEED B A R L,
(2) ZNSHAPEAIC X DIGITRER L) 2, (3) ZROAMNMABEITE L 890 Gt hTnb
A% Gl LIS 5 .

RO (DXIgk, XA O A SR ALIMAR AAAE) (20f LT, #EBRD B % fiak 2> & KR & [F]
ORI ZBESIME SN TV L 00, FRE i KPR eI EIS 2 EEIHB TR E T
bh. SHiEL YA MIIIET, EOBOD R CIER TIIMERTERNE L, FRABEISEN DS
WE W) R SN TE D, PEAIREEEED S C BRSBTS TH ), PEA EuktRDL D %
MVEHE % e CTEPH iIEHEBRDH 5 F — 22 L > THINI SN A RETH 5.

PEA X CTEPH B E O V2 WET 5 2 L AVRSNIHD TOERIETH L. Mg Eh g T Iz
F5E LT 2 M7, BACARIRIE B L TS, Ik & S0 IRE U 2= Bk P 2 308k L CHgkR 3
LFMTH 5. HHEDOE A LY L 5 TR CTHiATHIRS fid RSN TBY, HATH 5~
10D R TOHITHN TS, J#IEI1E NYHA I ~ IV T PEA 25H] B8 7 X3 A & M X ke i i 36 %
TICAELIEAFRD 5NL SO TH Y, Hin, FEMSIEE (G042 3BEcRize
N, BRI E LT, £ OEFITHREERIZER S, MATERED FWIck®E L, Tl

13




FECHITEALT LTE T 5. PEA ORERIL, FEATHRZ M ARESINTWDE 2 &, RENE
VEnZ E, GIFREDOFERHIIC X D BESAHIR I NG 2 &, BAFMREIMUERE I U TR D
LTz d2Zl L I EETHA.

4. CTEPH Mia% : BPA

CTEPH % & & PH OB W - {GHHGE L 72 NRHE & PEA IS L Z2AMRHEIC L 2 L E 2 =12 &
. PEA O#IEALE S 7z CTEPH JiEfl (PEA 12 PH AY5%AF - R LIGEAEZ &) 09 b, #il
BT X 2 NRHIIRHE 21T - T b NYHAIL EEDL EOJERD S O, FHRBEIIRE AT 25 mmHg 2L
b & 7213 A HEHTAS 300 dyne - s - em T BLETH A EBIAS BPA DI L %2 5.

BPA 1x, 200141218651 PEA A~iies CTEPH SEGIIZ R L ChitifT L 7285 12 2 T, 20124FDIRE S
ZARFR D O OFE DK E, BT MATEE & EB A OGEsHRE SN Twb. BPADE
BISGHIIW 52Tz, PEA & BPA O, AR, a2 +Ic3ili L7729 2 C, K
N (BLURE) 2"BPAAXMET 52 L OWRPULETH L. BEOLERAEE D DEFIT) A
J T OBRIN S NS, BPARTHIZEEH 2 A3 5720, BREREE AT IOV TS,
VAZPRAT 4y bR THLEZOARBPAONRE 2%,

e F I, PEA AN CTEPH SEFICHT LC, BPA LA iA#EE (DUEEREHRE AR D 2 v 13l
LU R & OPEASE) & OBAEALILEGRBRIZ—E b ITbh T v, JRERIAFRES D
7212 PEA OFBIGA 2\ & HIBE SN2 HA12 BPA 2 MGt 2 2 &%, HARERBFROTA KT
4 v TldClassla, Level C T, F—1 v/ NRIHFERDA A FF 4 2 Tld Class IIb, Level C TH
RINTVL.

BPA 13 PCI & [AJARISR GIRZEIC & O FHIER - SOHERLERDPR 2S5, H ARG AR5
LCTwW5 [12MENEh IR A ZERE 1269 % balloon pulmonary angioplasty @@t & E i (25 %
AT—=FA Y M IZBWTIX, IMEEFSHTH 5 ringlike stenosis, web and abrupt vascular nar-
rowing, complete vascular obstruction, pouching defects DNEIZ FHEL IR D E L, APHEFR R
MR EREL TS, F72, iEEREOGIHEDIZIZTETORMNIFHEETSHL Z LS
Mo TETWS., PLEXD, MBEIIREDEVERETO BPAIZEWTIE, FHREIEIEL, &
PRAEFEA AR L RE SN DIRE L EHRENICT ERETH S, HZIREISIEIIRT 2D % FEE
KT LT, HHRNRIZTLONPEI L.

il g2 oW i, Feinstein I&FEMIBIIRE (mPAP) 35 mmHg L EASY) 227 [HT-CTdh 5 Lk~
TWw5. Inami i mPAP & filim4E#$t (PVR) 25 % L 72 Pulmonary Edema Predictive Scoring
Index (PEPSI Z27) A 27X pressure wire # W5 Z 12X - T, MEEZIGRTE S L@
LC\w5%. Inoharald OCT & pressure wire & I\, NliBIIR OFREILREHH & KRS X 5 1HHE
ISEDENZHE L Tw b, BUR, MEEOSREZ RER R IR 9 2T KIRET STV 5.
FHREEDOH - MR OERPEEINS.

MR L BPAZIT) 2 EI2X o C, “PHMEIIRE I 25 mmHg K12 T L9 %. BPA#30H LA
NORTHIZ0.3~4 % THD, 1~ 2FEFFIIIT~100%TH L. NN FRHREGERIRIIR
AHTH 5.

14 (@MMASEASMEMESMELRE (CTEPH) 2EAA K512 2022




3. CTEPH (3¢9 2 EAK 4 iERIE M

5. CTEPH IC¥7 B %

CTEPH T34 MEIZ D7 2 PUBEEFESLETH 5. PLBtFESEIIMBIRNICB T 2 MRTEK, B
& O CTEPH (2 B1) 2 SAE9 E O W RELE DS S 2 BRESHHIR MARIE 2 P35 . HuEE$EAs CTEPH (2
A7 &9 DRI & ICHGE LIZAFEIE 2 wAs, 2K OAA FI A4 2 TIEPEEREIILE L ShT
W,

PUEEREIRIC B LT, #IRIAAE (SRR ZEARE) FEE 4 22 8 R & e 2 Hude BT e s |0
THREEASEIT L LR, @ETIVT 7 /75‘1@)13 ENha.

¥iBlo DOAC (direct oral anticoagulants) (&, Z2PENFZERIEDZEMNIC TR FHICH L THRIE
Wt SN TV 5. BRIRIIAREE (259 % DUt O R)H & A 72 5t @ meta-analysis Tlx, 7 A ~,
INV7 7)Y, DOACOWTNH I Fa— VI DRRIEDH 72205, R2EDHVBT ALY VIl
RIDFREBD TN S,

IR MAEHS B A HE R G, DAL B IFRERL LD D TR O L 5T 5.

6. CTEPH IC¥7 3 i EILREE G 5%

PH 2.0 OREEIE U7z F7ERIRAS L2 T 5. CTEPH (25 W CTHRER AR D 78D 51 5
T2 <, LD RWMOMIMAEIRYTE BLE L 9 2 MiMBIIRICEED 515 PAH & [FIBkZ lii im 2 %
microvascular disease & 575, ZHZxf L€ PAH TR S N AP IRENAR TH S L £ 2
LNTV 5. BB MATEIELZ XET 22 EAVRENTEY, V4377 MrABOEY
T6 0 MEITHMOARELNME PPROFELRETHIRENTNS. iz, BIEHNIETH L0574
BbUHET LI LHREINTVS

BN IS LT, WokiICBW T, PEADSBANIYICHEE L < Pty A 7 538  TRIT#EIG & 2 & v
FEB], Mreg b ES MEREAFRAE T ZIERI & SN TW D, HARIZET 2 MRS o @I X Rk &
FIMCTH 5. MMEILRER GO X ) BU#EIRASEE I T

PEA AN e X AXA 425547 - P56 L7z CTEPH ICBUF 2 ) 43 77 oA, etz et Lz
BRI 75 & AR EEMRILEGAER (CHEST-1) O E2vE $h, FEFMHEE TH 55416
WIZBIFSH 6 MWD ONR—AF A 2556 DOFEAbEE, EEMHTHERWEL/R L. BIKEHb
IH H oMM DT (PVR) OFE16HICHB T HR—ZA T4 U h 50 FELED AELYHEE R L.
T/, W PHERABICBWTDH, WHEMNRIIDE o2 00FEICHLFELL. LrL, WHO
class IVIEBINC BT 5 T 7~ A3 14T/ { PGI2 iR LM b ZE I N 5.

PEA ANG#)E % 7213 PEA ~ BPA M R5RAF - 138 L7 CTEPH IZBUF 5 £ L F 27 OH M, %
EVEICE L TR T THRET L2 IEAH A2 S RE SN Twb. HAAN CTEPH BHE x5t 5 &
L CTHhrat L 72 JapicCTE163279D 45 R Tld, FEFHIIEHH Th 2 H20BIZBIFHN—=Z 574 V5D
i EHHT (PVR) OZALIE, 77 ARTEL IR L CHEER CHRAUE LR Lz (-98.2+111.3
vs. —4.6+163.6 dyn - s/cm’). TKEMIIEH & LT PVR DAL olimsTEiRE, 6 WMD, Hiihoit
J£, WHO-FC, NT-pro BNP % &Fii L7z, -OMAHiE, Borg BN OREIZAEIZL®EL /2. 6 WMD
BELUWHO-FC 3 ELRZALZ RO Lo Tz,

FAHIEBICHE], WA PHEINCOWT, VAT 77, L F I 7 UM S PAH HHRSE) il
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HEn, MimfreEeEBiaikEe W L2 T2MENALN TS, Tz, IEFMEIE O AR
IZBWTC, ERAXR PDESI A S N5 L9 IX 5 7D BEDOF4IE, DRioslc LT ReF
THHIEPREESN TS, S5, BEDKLYF VICHTHEAYTF ) Y ADREETY, i
IMATEYRE R B IN Z5 fE D e & 7R 7z L Wiy Sz, L L7ZaAd™S, PVR 51,100 dyns.em™® % i
Z 5B, GHHEE AT 2O NEHERERIE, KR LTRREHE IR TS, —F, Pl
SO 5 BHIIxT 5 PAH {GERICE L AR E TA5 5D H 5205, PEAEGEZESE L LI
DML, BBEZVFMO) A7 ZFETERVLEICHMHEHZEZE L TR, BPAGHEH O
FICBELTIE, BRO—H% A%\WA, CTEPH HiEfI T3 PAH {HRMHRZICITDNE 2 L 2%
V. BOROKRBUEL VA ) oG T, MiME LRSS L, JEFAERE 053.8% CTHA S TH
D, bAEOEGE AR EBORTEIEOME TH, FHiHlB X OWNEHARFIO 9 £52.2% Tl
HE3hTnab,

CTEPHODHETEZHT

FUREERE (MAEBFRETP. ZIRIMERETH))

l l

FEDARPIBRIEIRIT (PEA) JUL— > BEBARAZALAT (BPA)
SIS : AEBAR-PARED AR — p—
(RN ERETREE) G« PEANSH BT
mPAP > 25mmHg, PEAH7/% 85 ME
PVR > 300 dyne +sec - cm NYHA/WHO-FC > II

NYHA/WHO-FC > II

FEMEBIRGEEE (VAT ELF2)D)
& : small vessel diseasedDBH=%1FDCTEPH

BPATEIG. BPAfiT#AfF - BBFECTEPH
PEATNENS. PEAfi#&5%TF - BFCTEPH

CTEPH OaER B, AEEICHE
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4. CTEPH BEEEDUE SR T

4. CTEPHSBREBZEDWEIC@IFIT

MiESMEREDBW R D —2 L LT, Al T —F VA THIE S N7 FNiERE (mPAP) 25
mmHg DL 2SI ST & 7223, 20174E 1B S N7z 48 6 TR RS ILESE ¥ & R Y7 A2B VT,
mPAP > 20 mmHg 7> PVR = 3 i ~OZEH AL S h2Y, ZoBiE LT, @EFOIER %
mPAP 13 14.0+3.3 mmHg TH O, ZOFIMEA S 2 BE#EMR A 1 Tld mPAP > 20 mmHg (3 1E% =
REZBRL (758—k ¥4 VEBALL) Z &2, —Eo 4 5 VLR Bz 5 <0 18 kil 1AL 28 4 e
(chronic thromboembolic disease: CTED) £ TlZ, mPAP: 21~24 mmHg Td - T3d, E@iIR
EEIERERDDLIERENETOLNATVEY. ZOXBTOREEZIFT, I—1 v SRR
FREFEH S b I E MEAE OB WL E DL IZ 48T, CTEPH & CTED OIFRA & fifi i IfiLE i %
£ b L < I3tEb 2 BN A28 (CTEPD with or without PH) ~OZEH L E T 57,

AHOLHEHEL YA M) —F" OfHEA S, BPAIZX - T mPAP 22.5+5.4 mmHg ¥ T L
TY, WHOFCIH OARERBH I 7TEHZBRZ TV i bh o7 $72, 3ilisI1d BPAKIC
mPAP < 25 mmHg ¥ Ttz L 72 CTEPH24961125%F L CH O A 7 — 7 VR IE T Uil Bl £ i 3k %
A1\, 5 EIES O B C B S VR 5 MU AE 2 L LT A, HARS1E, BPA 12 mPAP 25+5
mmHg ¥ T3 L 72 CTEPH 6%t L C riociguat Z ¢ 5- L, ZEilE7251) © 7 GEBEE o {78 RE
DUFEZHELTVEY. ZhS50MED S, CTEPH (23 L THEHES A% mPAP < 25 mmHg % 3%
BKLTHLTLHIERILLTWAD L3R $, mPAP 21~25 mmHg THERA B L TV A4, i
BRRER) D) B EHETE D,

CTEPH 7217 CT7% <, mPAP < 25 mmHg %ii§® CTED JEFITH, B4 RIEHBI AL L - TH1E
I PR IR R T L 72 i BY T 2 BE AT 35§ 5 2 & AWt X T\ 5. Taboada & (3 CTED 424
\Zk LT PEA 247\, 40%IERI THPHEZ fR0O 72 b DDOBENIEL 0 BT, HEZLHEEKRE QOL
DYFEZHE L TWDY. CTED 123§ % BPAICE L Tid FA v LR LMD H Y, wihd
10~1561 & ABBITIEH % 5%, BEPBELE 0 Bl & ABHE 0 ~10% T, AR - BB A e - 225
MATEYRE DT 721 Tld 7 EBFRMM S MEEOSEZ D TWEY. FitoT sy ah
5, CTEPH O#WiZ b ICHRRERELZLER T2 LT, VS OBBEMNEROBELZIT
CNDWRMEDD H720, KA NI A4 MEfZBE %13 CTEPH O ke 2 mPAP > 20 mmHg
O PVR = 3HAANEH T LI L2 RET 5.

SE 30

1) Simonneau G, Montani D, Celermajer DS, et al. Haemodynamic definitions and updated clinical classification of
pulmonary hypertension. Eur Respir J 2019; 53: 1801913.

2) Kovacs G, Berghold A, Scheidl S, et al. Pulmonary arterial pressure during rest and exercise in healthy subjects: a
systematic review. Eur Respir J 2009; 34: 888-894.

3) Delcroix M, Torbicki A, Gopalan D, et al. ERS statement on chronic thromboembolic pulmonary hypertension. Eur
Respir J 2021; 57: 2002828.

4) Ogawa A, Satoh T, Fukuda T, et al. Balloon pulmonary angioplasty for chronic thromboembolic pulmonary hyperten-

17



5)

8)

18

sion: results of a multicenter registry. Circ Cardiovasc Qual Outcomes 2017; 10: €004029.

Kikuchi H, Goda A, Takeuchi K, et al. Exercise intolerance in chronic thromboembolic pulmonary hypertension
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100579.
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4. CTEPH BEEEDUE SR T

2018 CTEPH 22#&#% 1 K51 41k CQ1 updated 2022

CQl. AFMBETHELREEET S CTEPH BEICHWVT, PEA 2175 2 LI3RX
hadHh?

R

AR E T B R A & A 5 CTEPH BB I B W, PEA XM PHRZIT TR L, MM TE)RE,
6 s AATHIAE, NYHA/WHO BRE5 %2 3 5. —7J7, 8.2% [5.5,11] (huefii 1u45f#EpH)
OFMBEC R, BN ES ML, WA DHE, FRERTERIKIE 2 & DA HHENS R 5 b, PEA XS
BEL Bl 2 B L L, AVRHE DS X O OREBRS TSI T 5. ARORBRO B % ik 5
135 BT ORTHEIHE SN TS, PEAICHS L 2ABEZ &G ZHBOREMF— 21280,
EHEDR & FABIER O A PHED btk 2 B% L7 ECRINEIS 2 Hl§ 5 2 &, B X 0Pl
B d 5 Mgk CTM 2 EMid 5 2 L2 IS5, (GRADE: 1C, 3RO S [R5
¥ ADORERFYE [ )

CTEPH 2393 PEA

CTEPH 281} % PEA il & NEHAEBIOF#, MATEREZ LK L7 RCT i3 %2\ 25, Pigef#ko
ATETPHEARL SN, WHOLHEHL YA N YFIETIE, FVEHEREE O &GP B RHAEREEC
HANEBICRIFTH o7 (SEELFE 189% vs 70%). T 72, HARKEINAA S O AVEHE TR D
b BT NEHEEZ AT - 7EBIR O FRITAEICAR T 2 FAFENB U T TH 72, wTFho
I B VTS, WAHEEICH I BHGERETIE, MHIMATEIRE, 6 20 MIfriEmE2stk3% L, NYHA/
WHO HRE D H D A RICRIFCHh - 7. BNAEFICHET 285 TlE, 5 48AEF3F1E84% [80,87] (
Ll PUSAEHREBR), T0AEAAERI3T74% [72,75) (FPoefili PUSMVAERH) &l ST 5.

—77, FANBEECH138.2% [5.5,11] (Fofiil Usfr#ipH) L3 shTwab, 72720, il
B S W Hidk ORI L, LR TIE, Bk, HARL BIZ5 %A EBETrAALNS. &
72, HEHEGL LT, @MEMEIIEES 6 ~38% MisMEMOERICL ), MWMEBHE 6 ~24%
(REIEDFRD D0~ 4 %), FHERVEMIKE (3~45%), 2GS Tws. FROREIEE
72O PR FEHE T BE 2 REFNE TR AEIE X B, Lo LIAHREG M E B & Ok o T meiRic
AN D2, PEAICHGE L 724 VBHE % & & CTEPH G #EBR D & 5 ZHIBOEIF— 212 X -
T, HERE L PR T - ABHEOGRYEOW ) % 0t L RARE 2 ks 5 2 &, BIOR
B & % PEA FEfiffiik CFM AT Z L AR RS NS,

CTEPH IC349 % PEA : BiET 5 DBRA A1 K71 > DEcHE

20184F LM i MUEFETEIR AT A N7 4 ¥ TId [HMLEHZE 6§ 2 mHIC BT, B—Ihlisi
FEAE 2 I L CHOAEOTEZR X, EaPhezdaEd s 2, HICRINRAIIH 2 ZIEL
TBRFZEEL, BUh L2 EORMERZSNE TS 2 &2 HIEY. BHEARFICB W TE, WRHG
He (MAEPLRARER) - SVRHGHE - 7 7 — 7 IVIGHRDSEINIT e TH 575, BRI T RO 2 L
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268, 35D HHPREMEDSEE S M Cw 2 BRI B MR NIRRT O A TH 5. HAIC IR
MBS RN OIS 2 M5 L, @IS WG, F 71 e PR BRA 2 W2l & L 238 5% 3 2 &
2, AT =T VIEROBIE R T B EPRYTH L. I T —TVIBROBEILE %% 52 0WE
(I IMAS YRR & AT L, EERIREI RS 2 £ ) THIUIMBHZ G35 ] Li#fisnT
W,

SEOMADTHEH

(ORI RN T RE 2L 2 3 5 CTEPH BE 1B W, PEAIZEMG PRI TR L, MiliTE)
BB, 6 rMRATHIEE, NYHA/WHO ez gt L, REUIFHROBRGFTH L. —J, HFHOICE
EAREZONCE, MiEILRIE R NV — VB IRIEERM 25 T b S, W OB & 7% 2 BED
%, AEHYELETTRERA ZH ST 5 2 &, BERENC B 2 MM PR )V — v iRk
BRITEIR E ORMFHROE, SOICFMBERCHOER, WEO L 542 MANHIEFEINS.
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4. CTEPH BEEEDUE SR T

2018 CTEPH 2% 1 K51 »#ik CQ2 updated 2022

CQ2. FiBERNDLEL, T3 ME%RTPH»Y, ¥7:(38% CTEPH Z&ICHVT,
BPA Z{TO CERERBRENBZH?

Hedz

FHRBIED %\, F 7RSS MERE DA T 5, F 72137558 CTEPH I251) % BPA X, Fily
WIS OB HEHERBIC L LT, MM TEIRES, 6 4 MATHZd®HL, FHREEETL. 5
12, ZORWPBECTHEIZ0~14% & FMipl L FELTTH Y, RFPHIZHM L 72K, B X O
EULET—20b L, HEMEHRICBWT, VA, XA T74 v FEHELLLETHERTE .
(GRADE2C, RO E  §HWiEIR) €7 ZOMEME M ])

CTEPH |39 % BPA

CTEPH #2313 % BPA D RIEITDOWT, WEHAEEI FAAisl & T8 oZbe, 7#
I U7z RCTIAFAERE, $BAMEHIZEIC X 2 P, Mm TERE, 6 s MAATHiEE, WHO
PR HOZAL Z M L 7 ET O A TH 5. Hi— it N O LI Tidd %55, BPABID 2 FEAAFRIT,
NRHAERG] (PUBEFERRLEE ) 4 2 77 b DAL oS 2 — 5 H) Il <, RiFCTh 5.
W OHFIZ L B &, FNEHABBIO 3FEALFRIZTO% & SNTHBY, BPA ORI 0~14%, &
MR ERLHARDOZT— b A ¥ FT12/308 (3.9%) &, BifL w2z 2. T2, WTFhoEICs
W, FHMEINRE 36~56 mmHg & 21~36 mmHg, Ml 4EPT 8.4~12 WU 205 2.7~6.1
WU, 6 70 RI347HiE 191~405 m 7> 5 359~501 m &\ d FHPNCEk L, WHO HRE ok
FLHON TV,

AOHEE, ML, 397511 A S, BiEE 251, Ik 197, MiBIIRZESL 41, Bk i
M6, &4, MEAKT 3, MBIRMEZ 1L WG SN Twb. 72, WEOBMPLTFHOTRIZEY
EPHEDHEIMET A Z EAVREBENTWS. S 512, ringlike stenosis, web £ W L% &
FTAHEAIE, BNz APHESKWZ L HE SN T 5.

BPA 1%, MitefRArlli s Bl L CO AR TH S 2 LA ST b, BPAD#EH & 7%
BIENE, FREER TRWEBZER & 32 800, Fhi#EH & BPA & H 5 RO DT
%. BPA OFHRIEFMBIE AT, SEEED MBI L, VA7 MRS DS, L L
BHL, ZREOFHEZLEEL TS, 72, 2o BPAICHT 2L, 3 CHM L 725 Mk
BODT =5 —Thb. ZO#MIEL BPAIIHM LM, PEAEERBL D 2MFEE &L
CTEPH it#t#kBR DO H B EHiliF— 2D b &, HMHEERICHB VT, VAZ XA T 4 v b EEZE LUK
SNLERETH 5.

CTEPH (C349 % BPA : FET 3t D2H\I 1 K51 DEcH
20184F LM i MUEAETRIR AT A N7 4 ¥ Tld [HMLEHZE 6§ 2 mHIC BT, Il
FEAE 2 0 L CHOAEDOTEZB X, EaTPRe2dE 42, HICIINEAIH 2 2L
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TRFLZUEL, BUh R EOHERZUET 22 &2 HIEY. BUEAFICBWTIE, WRHA
(MRS - SVEHEH - 7 7 — T VIEHASERITHECTH 2 2%, BN C LRtz Ek L
BoEE, b BB S T 2 R IR AR BB O A Th 5. NI
PSRRI O I 2 Bt L, SEISA e WIGA, T 721 R PR B A 2 L I w5 L 5 5% B 3
IZI&, AT =T VIRROBISZ R $TH5Z ENBRUTH L. AT — T IVIBROBEIG L % 5V ie
(M SRR A AT L, EERIRESFR T S X ) ThIZMBAZ RETT 5] LalilkshT
W5,
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4. CTEPH BEEEDUE SR T

2018 CTEPH 2% 1 K51 »#ik CQ3 updated 2022

CQ3. CTEPH SZIcH\\T, BIRMMOEEEEL LTIIERI PoNES 75—€
(UASHTR) ZAVBZEHERENZH?

R

CTEPH BB 23R E LTHRBE SN WBEy 7 2 VBBY 7 5 — Bl > 77
M, 1) F#EGOR, F2132) MERFERANEIEES Y, F7/2133) % CTEPH B#HIC
BIF5 T v ¥ MEBERERIZBWT T 5 L REEC I LB 2 300 5 725, ZOMH 25T 5.
(GRADE 2A, 30 [§5WE3E ]/ =¥ 7 v A OfEEM [H])

CTEPH [CHT2FBEIT-NES757—E

CTEPH O3 Wik L L CHBESI N0 EN T 7 = ViR Y 7 7 — BRI + 2 77 M, Tl
WO GEPMNEN), 3 & O PEAMIRAFA L, P58 CTEPHERIZ iR & L7z T ~
& LMEBGERBRIZ B W T, 77 BRI LIREH A A b o T 6 0 MBATHEE, P3ailis)
IR, MR Z S S €72, — 00, BARHPEFEERLIETRIL, KT HENZEO 25 DDA E
T hdole. F72, HEFRRIT I LRBELEDN L, #ZRPICBWTY, 6 0T DL
FAIMEFF SN FETA IS B L O R, SRR SN0 LT A ¥ 77 b O A
FENDN, FRAHEISH % 5O FEER ORI BI ORI BF OMEBLIZIE L TROLZNETH 5.

%P, 1% CTEPH OsE#id, PEA MRS MERE D IRTED S BENL, € D BRBUEER 3 2 & ik
RIREZ Z 5N B WFIHHR kGt LT, MimMEES T L2 a 2T,

23



GRADE system ZAHWE=EMEEICHITHIIETVADIY AT

T4 v IULE1— (Systematic review: SR) &k UZDIfLE

#& (CTEPH &7 A F T4 »20220 P CREE L E 2 5N 5 E¥ )

CTEPH : 189 e 224 Ml w51l £ 5 (Chronic thromboembolic pulmonary hypertension)
PEA : iliB) Ik PSSR (Pulmonary endarterectomy)

BPA : NV — ViR EEMT (Balloon pulmonary angioplasty)

PTPA : BPA & [i]3% (Percutaneous transluminal pulmonary angioplasty)

SR: VA5~ 7 14 v 27 L¥z2— (Systematic review)

CQ: [REEH, 2V =) x> a3 (Clinical question)

VTE : kI ZE/iE (Venous thromboembolism)

mPAP : Jili#Ik*F34)+ (mean Pulmonary arterial pressure)

KERNL R 71 DEFET - HE

1. BHBHA 51 {ERDOBR

SETA RTA VETHEOAHMNIE, REHHRTH S CTEPH ICBIF AT TOMALZMHAL,
SRS DRI, RS 2T 2 L CBBE T Y M LA OUEE HIET I L TH B,
REBRIAVIEBTHY, BRICETAIET Y AL vz, RSN - HBRENE O
CTEPH #IH MR DERZ H0ITlA AN, S SR EMRPEED, WY 22H B L OB
REBRTLLORGEHTEL IOMB L. 42, BERPRER E—RTREERESHED, B
HWOMAEB X OEHEEFREZROTHSI L LHEL.

2. BEHA 71 RV RELOFE

CTEPH # S ALK LT, Pk AM 2 PutEHHE ISR T, T T & 2 i Eh IR P s B ity
(PEA), 73V — VHBIRIEERAT (BPA), Ml ILERBEDS I TON TN 205, 3DDEE, HbH0iE
WENA 2 DD E LK L 72T v & 2L AR L v, BPA X TA#IG C 72 Wi B 2 5t
L LT, TOTHOGRIHE) BN EICX > T, BARTEMIZER, SS5ICBPALY ALY —
XD HRPER SN TS, 41, PEA BPA WEHAE 2 MAGHLET, AAAH, 8% QOL
(6 7 PIAATHINE), MiMfTEaE (MiMEHbii &), AEHFLL L, PEA / BPA /NFHAEFR ORI
WZOWTHLNZTHLEDND 5.

F 72, FHOEIG TR VIER B 2 VISR IRAT - 9% CTEPH B2, WEMs 7= Vg 7 7 —
LR TH BV AT 77 MIHE, 20214E12 PGI2 A TH B L L 3 I 37 h kA S
7%, ZFORMEEEWEHIZOWTHLNICT B LEDD 5.
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GRADE system Z W ESMBEEICHTAIET XDV ZATYT 1 v 7L E 2 — (Systematic review: SR) & & U'Z DifedE

3. BRI K71 DERHFEES B HRER
BIRAA K T4 o) BFE, CTEPHEETH 2.

4. BEAARFA MNEBRIN—T

HARTA NER T NV —T120%, WRENFHE, IEBRENFIE, OIMENRE, RBESHRE,
BEE (NPOEAPAH OERY), BHEAA P34 MR EEMR L E, BHRT 58 TOHEMK
TV — T OREF DD - 72,

CTEPH &4 A4 K54 YIRS THRE L7z CQL~3IZB L TId4s 1 = CTER L2022 updated & L
7o, RSEITA FIA40TlE, BLETELTCQUEREL.

CQUUDYAT~<T 4 v 27 LEa— (SR fEKERIITROLEBY TH 5.

CQ4 CTEPHIEBNZ BT, BEIUWINIMEILGRIE & LT PGI2 BMAIHEE (kL X I87) 2 H
W52 EDHEREI NG P
YAFIT A4 v L¥a— (SR) HYUEH
g E—RR TEERFEEEENIE L v & — AR T T Y = 2 b
B ER  THEARFEREHESRY > ¥ — PR R 7o Y = 2 b
A 7 TRERFRFBERAISERE W0 R R
Wik 56 TERPRFBESIEE MR NE

CQUBIHNA FIA4 MR TV —T7
PNANVEHE SR ) AL (M55 E) (COL DD 5 FHITRMELEICIISNET)
AR TERPERFREEZER WA (g NFL)
Se i —AR TERERFEWEENIE Y v & — MREARREET 702 = 7+ (FREENED
H#E 2 TERFEENEAIE Y v 7 — RS RREET 7o Y = 7~ (R ENFHD
AR BT TRERFREBERFIIIERE W g MR (IR ER IR
Wik s&  TERPRFBRESVIEER MREENE (F0g N
AR ER BARARZY=v s (—ENEDH
P T BHRRFEST EERENEY (IEBRENEL
RIS BARER  JUIH R BB I s bt FBRas A (TR BR 2R
R W ENARBREEIIEE v 8 —
IR L PR P P8 B - i v ML S PR 2R 7R (PR BR #R )
AW —=  JeilEERFRFEBEESIER W - 1§84 2 X—F 4 7 ) —F 558 (RN
T, VEBRERNFL)
WE RS WILEREE >~ & — ERFZEE (IsResEl)
KE ¥y HORERRS OIEIAE SR B GO A SRR
fide R TRERPEFEHMIERPE )Y 7= g U (BLAgREE)
M EAT  NPOi#:A PAH o4 fR3
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GIRITA T4 PAERITEEMEK
R PR RS BR A AL SRR
H A B b e AP B A% EBM 158G (Minds)

HVERERA 25 B
il g BUERRFRF R BRI e R AL 23 e PR 2 T T U B A B0 5 il O e R S 7
Pk B BAKREATAANT ) =y 7 deiE T s B4
JEH 2487 NPO #: A\ PAH 0%

5. BEDMERPHE

BHEOMEBRR AL EZR L KD S Z &9 GRADE system DB TH ), FDOKRLETA K
AV ANVZETIINAN) AP E LTHBROFIC A Tz niz HERJEICEEL, BEoff
B HE R ERBEDOVTORERZ W2 E, #HIEREZ 7o 72,

6. BEAMKNFMOFAE

KSGHEAA FI4 Y OFMEDS L ORI, CTEPH ZHICH -2 ME, IEHME (BE
SRR, RER, —ME, MEEMEZ L), M, AR EORBEFE L L 02 Otk T
bH5b.

7. TEFVABRBROI=HDRENLFE
IUEF UV ARBED 2D DM HEIZOWTIE, Bihds (W4 54 AR ITEORNE 2.3
IR, 3. T TF Y ATF—=F oA & LTt L 7z, P31BH.

8. IETFVANREIRESE
WIETHA > 28l L, WAL L L CTREBEO SR SR L7z, BIE-FIF7E 7% &R
FENZB$ B RS RRA L 72

9. IETF/ABGDHEX ERF
Bk 3% [T AOEOFHE, 77 M AERISHTAIET Y ZAOEDOPE] BIL O [
BOROOPMT— 7] & LT L7z, P31~33,44~452 14

10. #RVE(ERT HHE
Bk D [HA4 BT AN TEOME 6. TEF Y A SHEROMEE, 7. 5% VE&H] L LT
Ll L7z, P34~35%1K.

1. HRERICEET HEERERSE
Rl % [HEEDOZDOOPLWT T — 7 HEIRIZEE S HMMEBIE HHE] & L TRl L7z, P4~
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GRADE system # W =EMEEICHTEIIET ANV ATV T4 v 7L E 12— (Systematic review: SR) & & U % D3z

45Z 1.
12. HREFhEXHITHIIET AEOHGRERE

R4 % [HE3E, P T, RCTEmX 2k, 74+ LA M7y b, HORMIGS L OHERO %
KICHT 2R ZEML, TE7 v A LHEROISBRE PR L7

13. FAIRICE S5 285

HLEREEA & L CTid, W@ RN AT A B I A4 R EEME L LT, WA IR ISR
IREMEE LT, FHERTRICEESRELE LTEHEiZ THW /2. 205 OFFHfi N & A SIS Rk
L7z, VAR IEIG IS S OERIRBUS OHIB AL OBHAA R4 LT REEVH) T RA Y M2TH
&, CQUDMFHZ BRI L7z,

TWAA BT A4 AMEETTEEME PRI X 2HREHIEIZ X, BETA NI A VRO
BRAEdE Y —)V AGREE I1 1,2% HIv:7z. AGREE 11 13 6 #HI8235HH 7~ 5 72 2 B HH & 2 AREF 2 &
0, FIEH 7AW TRE SR, BT ICAa T AEE SRS, B — VICZF Ol R
ZNE

14. BBRHA 71V DREFHEZ

RSWAA ¥4 V3E S EFoSsEs HIET. L L, EELRMEIEONSER LY, &
ZUE U CHETR M owi B LR MO UGET 2 M3 5. RAA NI 4 &, 20224F 8 (4rF1 4 4R
[RGB B R e BB & HA PR BBORII e g3 [HRAVEFI B - il & e e 2 B 5 % 3R
AREgE] (WHFefREE PIREL MiBhFES |G X0 BE 2 7R 20D A TH
%, HARMEIME - MEREEOMN 2R THHRIUETERERET 2 TETH 5.

15. EFMLERORT

CTEPH BEICHTAELF I NRTOIVEFT Y AL TY ATV T 4 v 27 LY 2— (Systematic
review: SR) ZA7\vy, EARMIZHEIRNZS B X O FiHZ B/R L7z, P36~37HE3E30d X OV S IH
2

16. BEOKBPRELOMEICK UERIRE

BHHA K4 1E, BETY M A AR HERZRET2D0TH Y, REINHE
BT L) BET LD TRV, EROBKBYCIE, KBHEINA NI 2 OHRORL
57, eI AL, VY =A% LOMOBER S EEL, KRG UEHERY HET 2. @
ZVARBIETA F T4 VIZEREHOGRE LTHHAINE 22 BELTESLT, #BEROHEIC
By LI L3N TH D,

17. BRI\ IERAEE L HELR
KBIEHA I 4 2B BEREER (Clinical question: CQ) 1Z—2TdH V), FHITxd e
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Il F LD, MPEETHAD DR T HRL. #IRO CTEPH 2%V 4 K54 ~
(20184F) @ CQL~3 IZA§ B HEIRIIZEE 4 2 LEN R WAS, ZFDfFEH132022 upadate L 7.

18. BHEHA KAV DERICH=-> THREER L EEER

CTEPH THMMEA R ENT2 2 L F 8T IIRBEZEOBSNTH Y, 74 NI A4 V#EHICH T2
DIRAEZR TDH 2235, A OBY) 2 EAIEEMERE (EME) CHONL7:20, ZoriIIEER
b, SHEMBHTOREMEOS L 2EROEELLRETH L. SHROMGELHRT 572
DI, HAMSIME - MBS & OW I %2 HESE - T 5.

19. BHEHA P71 &R IUHARENTI X

KBRFA ¥ I A4 VZEATGEHRFMEOMREFICBVCTZORRY E LTRINL,  H AN I
W - fEBRE A HP S CAT 5. 2884 FI94 07 7Y 24 (202243 H) 52 L1
$0, R ERE, MFHEEE, HIREE & T CTEPH I 2755 0B 2 Mkki L, Zr A F
4 v oORHREEZ BigT.

20. 2HA RS0 DBRICHT=-> THBEMLERER
LLFINRTRAATAIDPEL, HEESNLIERDLZ WD, FligEEONT VA% EEL,
INZERTOICREI IR D L2t L. P39S,

21. ROBRICHI=>TNDEZLI Y - EBED/-HDEHE

KGWHHAA B4 > OERIZEY, CTEPH BHEIZBIF 5L F I T 0@ ERI NS,
HVEHEE R BPA % & 4 2 SISO BRIl - — 212 & > C CTEPH &% O iR # 78t 22FIF S, PEA XAl
RO D 5 ik CEMT 2HEANTH Y, FMBHHELCEDM N &, FFMESEEIIBIT5
BPA DA CRIMITFHOBIFCTH DI L, WRHWIEHRE LT L F T WHTH B L 0k
MERTHIEPMESNS. el e LT CTEPH B&BOMNE L Ot L & v 37 OE w5
OB RAING. SHRIZHAICBIFSCTEPHL YA M) —F— ¥ OFFICE ViBHRE=F Y
YT ETV, REITPREOMREZRGEL T LENRD .

22. BRI K71 REOMIE

BIIA B4 AMEIERR, SRIEZERB LU/ AVEH A A ME—EoEE 2 B0 72
7%, ERNVEOMERD72OFEHN E LTHY. L TENZENoEEEZ D7, 512, HERREDZOD
WA 2 ASCHIZBR L7z,

KRGHAA K T4 1%, BAMSME - MifERe2 oW 25 TER S AT4 K4 A1F
WASE L 72 E 4, 20224R 8 (M1 4 4R 2) A7 @ A R0k 7e B mli B MR VA B BORI7E 33
[HER PEIP S R - Blves MUFESRE V2 B9 & W ACHEJEBE ] (BFZEfCE PR, wilhdises ek
—HF) BLOHARMESME - HifERAES X BRE 2072 2S5 0BEEMIE 2.
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23. FIEHR &F DM

BERFE LCoN TR, BHERTHRUAD T A F I 4 AAERERICE T % R
LCIE, B8P3~ 4IISREWLzLBYTHE. BEMREL LToON BT FEHER T 12
B3 B FIARAARCIE, #EWEH COL &4y COT3EIZ [FM 4 L] Ths.

CQUIHHT DS, L F I 3T aeath & B3N COL 1 d 5 FRITHEL M2, HAIKZ
B\ %5 CTEPH L ONEHEME IR E AL L F 387 s &k & %R COI 2780 TV A 7%,
HFEE 2 RO L CIEY 2B A A K54 SRR S HIRT L, ZHF A NI 4 VHEIZIES
L7

24. Uik
1) AGREE I http://www.agreetrust.org/ (20224 1 H BI'&)
2) HAREEHFERERTAMIARAE EBM EEHEN#0ES © AGREE I H AGEIRGRATIR ver.01.
http://minds4.jcqhc.or.jp/minds/guideline/pdf/AGREE2jpn.pdf (2022 4E 1 H %)
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BRI K71 AMERFEOBIRE

BRI EEBRRRE D O SNz 1 DOEREEM (Clinical question: CQ) ICH LTI AT~
F 4 v 7 L ¥ a2— (Systematic review: SR) %417 T2 H#R L Cw5b. CTEPH Z#IZBb 5 CQ
BHECHFET LD, BAEBTHL7-0T 87 AZZ L, SIEHM CTEPH %74 <7
A ¥ (2018%F) TRV EiF723200 CQITKWT, RDEELBDLNS CQLO2ZMY o7z, M
I CTEPH 2474 K54 ¥ OB X O updated 20227% JitifT L 7255 — 3\ BT B FEARM 2 1 Ht
it b, FE2EHEABMITLILETHLTOEBRBROMFICRLZLE2HFT 5.

HERDIERICH 72> Tld, SR EBEN A F T4 VMERO FEBEE RN TH 5 GRADE (Grading
of Recommendations Assessment, Development and Evaluation) systeml,2% £/ L 7. GRADE
system Tl CQIZDOWTT 7 M 2% i%EL SR 21T\, FOFERIZIEDSWTINANZFEA VN —
WX D HERE AR B R L 72,

1. EREREERI (Clinical question: CQ) M:EE

CQUIFEERBIGIZB W THRINICE) 19 b DT, HRERTI L TUHRBEOBEOEL HO
LZENHIFCELDDL LTHEESNS. L2 L CTEPH 3AAHEETHY, TEFVANBZL
V. GRIOBEATA FT4 VTR, FEDHRICBNTELF I 71200 TO CQDOAENY o
7z.

CQ 13 &% Patient, 4~ A Intervention, It Comparison, 77 b+ # & Outcome, ML T PICO @
ERXTENLE N (ITFTEH). CQIZBWT, TOMARHREZITLEHIIE>TEELEZEZD
NET I N NEZZHFETA FTA AMEREFEREITHREL, NANVEHE A A POKRBER. £
DEFFEIZ) RIFAE) ~1 (ROIEETHRV) ITHNWIZT Y7o bh, REWIZER (9~
7), HE (6~4), EETRW (3~1) IHHIN, TON, ERETY MLAEEERT
7 M AIZDWT SR #4775 72,

CTEPH CQ4D %
CTEPH B#I2B VT, EIUWAGME LRI & LT PGI2 ZARHIHIE (LL X3 87) 2Hv5 2
EDHERI N ?

A 3—7CTHRY LiF7- EEEREE (Key Clinical Issue)

CTEPH #H5 03k e LT, W 7o IVERY 7 5 —PRIBEE Y F 3 77 MIRWT, PGI2 224 iEE &
LEINRTRHD, TneHuinia e b LC, &, 6 oFR T, WRME tt) Fcol
W, BN DS, ZOMPIOVTHLNIT EUENH 5.

CQ DL EFR

P (Patients, Problem, Population)

PR fEn L

4t 18 L I

P - e i P LA A T v ML SR
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PR B PSRRI OHESL L 72 o3

Z DAt FIZZ L

I (Interventions) /C (Comparisons, Controls) ® 1 Z k
PGI2 ZH PRI L F 28

O (Outcomes) ®V A

Outcome DPI% W E WU PRH AR
01 FECEOKT e 9 py uf
02 6 73 WA AT IR EE D fi 8 puy i)
03 PRI EY IR T O S £t 8 J=i )
04 iIRER S ARDL &= Bt 8 M ]
05 ARSI SO T e 8 py i)
06 AEEHOHBH & 8 M nJ

fER L7z CQ

CTEPH B& 2B W, BN MAFILESE & L C PG2 A MAHIHE (LX) Z2H0b 2 ehffiEsh
L ?

2. Xhkie®

SR ERLZE B Cd 2 M 23 IR PR 75 PICO 20 HZEREZ M LT, BB 2 B L7z, 19664F
1 H~20224F 1 Ao IC5R S Wz Gk L% MEDLINE (PubMed), Cochrane CEN-
TRAL, EZFdhduiist (Egk) 2HwTHF—T— FREKL 7.

SRR O ALZ, GRADE 532X %2 PRISMA 7u—IZF L o7, F—7— FMEIZL )3
Wanzmy, 7728527 b CT—RAZ ) ==V 7 &2Fw, WEZBKRLTKRAZ ) —= v
TEAToT. WP LDTA KTA Y EBZEIILEDNS, bEEOERRENE LK L 2Rt
DYER AT > 72.

3. IEFURT—20KE

GRADE /& Tlx, I v ¥ 2 {bligilkr (Randomized controlled trial: RCT) 25RH S 72854,
LT — % DA % 7 F1) ¥ A% Cochrane ReviewManager (RevMan5) software ver.5.3 (http://tech.
cochrane.org/revman) % W CHi& S5, CTEPH I3 HEETH 5720, RCTIZEL F 87
@ CTEPH (26§ 2 @ISYL K & HIE L 2 FRRHER 2 fF DA TH o 72, £ LS OREFI HDESE, =
A— MIFZE, HAI0 S RERITSE, JEGIEMIIIER L, 7o M AT EICFE L OO CES O 4
DFNZOWTEl Y — P EAER L7z, 2RI D@ T— 2 2a L, @MY AT<74 v 7
L a—%f7o7z.

4. TEFADOBEDFEE
il % DFHLNZDOWTEDIE T Y ZADE % i i 57280, FHlis— M2 HWTN, 7T RAY X7,
JEE M (indirectness) Z#EFi L7z, /N4 7 AL, SEFIZOWTEHMEZEOHWICX Y, B A
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(=2), /8w (1), KU RZ (0) ©3ERETIHGIL7:. ZOHBHEEHGE O MR, RE5R
B R OB EZ T 720, 2HOFNEICE DHEL, WS RL LA EREZE
L#i— L7z, WATAYVAZEBKRELT, BEAEDR -2 THRANEYV A (-2), 3
FARCAGEGERNR) A7 (1), BEAEPODOEEREV AL (0) LHELE. JEH
PR S, L CHORA RIS (- 2), BARFEHEEDY (- 1), FEEERL
(0) &HEL7.

WNATANAZZUTOREBIME N0, £ B AL JIZERWICT ¥ &7 2LIEBGREBRIC T 5
WMETHBH, BISEMRICHBEHING. EIOAL 7R IR L OFEROMYIZL DAL BN
AT ATHY, FICHKS N HOMIET RN ARTEREF~OBREZEDNO TR ED 2 L2
DT NI AWEEEZTENATATHL. T 05 LB E L R 2 V256
nk, WRINLZBMOSIF ST LMMEIS L LR LGEITIE, BINA TANAEL S,

FATNA T AL, SNBELERREZOEMILTH Y, HEINLHETHA - 7 7T OFETITRH
W 208 A A LS. BEDT T RRRRERRMEZONL 7T A2 PRI L2 HWY
L35, BEMILINTORWIEEIE, TRHRICKITTIEZ T 5.

BN 7 2813, WESNAEETT 7 b 2ZMEISRRIN R DS 55 EIZE L5354 7T AT
DY, TN AUMEBFERALSN TN 0L xS 5. BISEWEOSAIE, 77 MhA
HWEDIEFET, @ RF A Iy 7 TIrbNTw S, HEitskd IEfED 7 &2 5Hli§ 5.

FEGIRA N A 7 A L%, WS WD RETHT RS & 7 ZIEBI DWW NSRRI %2 722538 2 56 1
L%, TNENOET T M A LT DT =PSBGS TV (ITICBI 2B X
OCBANT—22E5D7C), T M LDT—IBAREEGTD, FEGZ BRI L TV 2w & 53§
5.

FZ2OMDONA T AL LT, WEENLEHOT 7 M AON—WLIHME SN TR WS
L, HRORECBEDCIERZTVHME I NDL L) |ENA TAYKH L. 512, PR
P SN2 THA Y THRWIZH 2 b BT, H5WVIE#EYIZEH S 7z Adaptive study design
THWICHED ST, UWEIH S Nz v TUH 4 X &gz 3R FEH Sz & LRk s
NIERIRRER OS5, ARAERFHM S 2 R AN 7 20585 5.

JEEHEYE (indirectness) 1XFEKD [HZ 41| (external validity) & [FHFETH Y, HLHW%EDL
LR ONIRERD, BUEEZ 2 T b CQ RERIRIL « £ - FE~#IR L) 2REEZ/RT. WIext
GAEMOE:, ADE, HEOEW, 77 M AWED#E:, OEHEICX)RET 5.
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x® NATRUYRY
Rxq> FHERE
7 ¥ 5 LD

BIRNAT X
HOMFIFORERE (3= X h)
BITNAT X SN & EFRE LS O BRI
BHNAT X 7 A AHEROERL
, RGEET o M hAF—%
FEBIR A /N1 T X

ITT f#T (GRFRARHT) FEFHE

RIRIGT 7 b 7 2
ZDMHDINA T X BB N4 7 X

Z MDA T A D FENE

5. P MHLLRICEATEIIET ADHEDRE

CQITHLTIEL 2 -EToMRMEE, T PALAZLIZHEL, TOoRRETLEDDD
I U T VAR (body of evidence) LTS5, TOTVET v AfKE, WDTNATAYRZ, Ik
BN, Zhiamz, FE—EM (inconsistency), AKEHE (imprecision), Hilii/Y4 7 A (publication
bias) 72 &, TEYFVAZL— K% FIF5 5 HH TRl L 7.

WNATAYRZ, FEEEZOWTIE EBRDEY) TH L. F—HIEL X, 77 A LICHELT
i S N OMEH TOBERRIEEMOIZ SO E DI L 2L, WA BB RIS AR
FIET DI L2 BEHT 5. AREE X, MIRICEINLEEH (TP A X) R XV NS
BB OIZT ¥ T RBREDNPRKE L o THRIEC OB % ) BEXERT 5. IS A
T AL, WIZEANRIRIICHIRE NS 2 12X - T, WIRICH 53 L EOREDIRII BNl
FREMKIHISNDEZ L2 V). KFAOHEHTIE, LT HEH (-2), % (-1), %#L
(0) EHELZ, ZORMPILEIYVZEFT Y AFL— FEFHIi L7z, %3, &A% GRADE 7 710 —7F
T V= F& RIF2 3ERGEHET 5725, KSHAA NI 4 0TSS5 BISZEFE L %
W7 L— F& 5 5 BHORERE L7

IETFYAREDOIE T Y ZADBEIITEROMBY) TH5LH. Z7L—FFT 355 8HICL DR
WaTY Ty ZOEPPE L%, SROMEE L LT Summary of finding table (SoF table) &
GRADE Evidence Profile D& Z 1 L7z, 77 M A A EKICHET AT E T Y 2D 1E, B8
AIVEFEICTHER SN,

R IETDAHBHEOES
A () : R OHEEM 58 S HE DD %
B (1) : AR OHEE ISP RBEDHERE DD %
C (59) : AR OEHAI T § 2SI IRENTH %
D (& THHW)  PRHEEEANT & A LFEE TS W
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6. TEFADSHROIER

HREZPRET H72012, T Y ARKICHT 25HE 2TV, SOICHEBDOT 7 M LT 5
IUT v AR E RLEL TEERICET 25 21T - 72, #IRE, 77 b AAERICEDS &R R
CTF Yy ADHE, FliglE - AHONT VR, BEOMMEB E A, &E (IZX FRLYV—R) O
BABH L CE Lz, BARMICITE O (Quality assessment) & RO ZEH (Summary of
findings: SoF) #2772V F Uy A 707 7 4 VETTICHED 72D DO PRW 7 — 7T IV 2 EK L7z 1
T, MEIEXREE L7

HERDI=DDOPW 7T — 7N TlE, T ¥ AOMENE, FligsE - BAHOKRE I ENT Y ZXICH
THMEENE, BEOMEBIRPHEDIILDE, TAIRY V=R Lo LEHIZOWTOMEFIH
ZRERL, T2 LIERZRE L. FRREEEDONTS V2, FREVEZERT LY
FIRHERRL L, HEOEFIDVPKREVE) LRHIFHEREE Lewv., I X MR Y —RZIABTOIIRE #
A, TNEHERLTOIHAE ) 1 ZEDORIEN D L 02 BE Lz, BICHROPEICH 72> TiE, &I
DBHOBURE AL OBET A F 4 v OHERLWZE L 72

HB220L, [T, THEROMS ], [ZE Ty A0MENE] O3 O0EENH Y, ZOHA
HGhETRIEINSG. [HEOHI] ZZOHIELITH) BN TH Y, [HEFROWS ] 35 (1)
MEIN (2) b, [ZEF 2 20 EN ] 12 A: high (), B: moderate (%), C:low (%), D:very
low GEHITIR) OWTFNATHSH. HEOMS, BLY, HELOLBGEOFZ I TICHTFTE
<.

1) BEPICHLTHEIL 2479 2 L2355 (1A)

= (BRWHESE, SRR <)

2) BEPICHLTHBL Z4T) 2 & 25044 & THEERT 2 (20)
= (FHVIESE, JHOIRILICEED L)

3) BMEPICHLTHBIZIThRW & 2T 5 (2D)
FHViESE, & THFHVRELICIED L)

4) BEPICHLTHEEI#ITbavwI L #mdEEd 5 (1B)
= (RWVWiESE, PREORILCIED Q)

7. NRIEE

INANVEHENA Y A MTIE, MRERAFIE, TEEREGMNFHE, (OBRIMESFE, —BRARE, B&E
2RER L, HRTLIHEMEINV—TOREEPSM L7z, L& P37 Bseatt & COI A3
HAHREREF ANV EHETOREZRT 2. HROWEIZEE - BCHIE LR HRINT 5 2 & 25
L, AREIEEOLDIBIET VT 7 4 EZHW. Fo5R ) A MUTEEINICER 256 L
IRV SRR HEIRPLE D 72O DEFRITH L COHRE T 72,

ISRV EERIE, 20224 2 H23H P 3REL DML 7. XAV &EETIX, GRADEZEF X7
07 7 AV TOEDOF (Quality assessment) 3 & 5RO EXK) (SoF table), HEIED 723D O Pelkr
F—=7N, WRLEROERZ T A Ay v arz#fiolz. CQIEHNLTTY I LDEEM
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DFHi ATV, FllE & FEDONT ¥ ZAOFH, AifEEO/NT O X OFHl, I A MR Y — XDl &
fio7zth, WROMS ZME L, RHEWITIRELITV, H#HIREZ Yo L.

BEKREON B TS, BRI S 2 0iEH %21 T\wb CTEPH B (BBIESRWER)
5 OEHRTIE, PGL2 ZBMHEEEL L F 2 VBRI O TEEwh L oER_IZBZTF o
720 BMED 51, ER] ORI T — %, Circ] OHBERT— % 12, BAARYEDEEZZIFTw
% CTEPH BH TlEt L ¥ 2870 EfEEhHEITE, Lo LIEWIH#EZ 21 T CTEPH &
HTIEMIMATEIRROUENTRD b b L DifIwHdH -7z, 51%, PEA / BPAR¥ERTo CTEPH 3
VIR B IR R ORERR, WA LR B R R OMERS LI L E 2 b7,

8. BEAA KRS DHE
BWAA T4 &, NAVRHETHRE LR ZICIC, KMEHEZ X O TER L2, B
N7 w7 aRXy B IOHEMEIC L 258 Z 2, okl 7.

9. Xk

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (%4 ~X) #4 K54 »+t % —. http://minds.jcghc.or.jp/n/
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CQ4. CTEPH BEICHWLT, ERPOMMENRFEE UTERHTOREYI 7) 28
HERE (ELFINT) ZRAVBZEHHREIIZH?

3R

CTEPH BEI\2 BT 2HWiEEE LTS NABIRW T O RS H A 2 ) V2B MER%E (2L
FI87) 1, 1) PEA#EIGO %, 2) PEABBAMEIMTERES Y, 3) PEA%TY, 4) BPA
BRAM B IMTERED Y @ CTEPH BH BT 5 T v ¥ 2LILERBRIC B W T T 5 L RERIC I L3
M2 RBO B0, ZOMHEIRET S, (GRADE 2A, #ERORE [§H0WIEIR] TV 572 2D
B el

I H=IA

CTEPH A4 K94 O CQ3IE [WEEr 7= Vvigy 75— (VAT 77 ) #HwbZ
EDHEIREINDH] THADH. CQAE [PGI2 ZAMANHIE (L LF I 87) VDI LRI
L] THH ZITIVFYZT el F 870 CTEPH # %15 & LR IZ 27z
O, EWHNROBELR EE S OEAZELE L TG TRENIBERTELEZRANUTH . &8, Y
F 37T ME20VFEITAKEE, L F I8 FIE20214E KR TH B DT, TET Y ADHEMbRIT
WS LBIZ Y ¥ 7T DT % .

VAT R LR INTHHBEEICE L THER I NG L) AE, BIRBI 5 O %
V. R LER IR TOEPE AR TIE, &L 8758396112461 (61.5%) T4 Y77
FASEATIR G- S, ST E LC 2 AIBEBEE £ L LRy MR 5B L DA T TV b,
L L, ERBEI RN L, 2HOWRRTZRE LIS Z I TuiEnI e Enrs, K
REICE>THI AT T e LF 70 2B & WATERR & OB 2D TR Z K
ST, —J, CTEPH IZxt L€ BPA Jif7 @it 2 #8573 AU, BPA I X Y limATE)E%
EOTHREROWEN 725 3N TWwS. LaL, BPABMTOEBEDROHREIZL %, BPA
BRSBTS 2 0% GBI M IERE DR S T . BPA 2 o il & 1R 38 0 F ke
DUFNEIZH U TS b3 CTa 5. BPANEATHI, PEAGITHIOV A 77 b, 2L F 3785
DHEMEZMR LTV 23w,

VAV TT MRV X IR TOEYHREOBLLS S OMM T EHEHIRE Lol 4%, B
BOWREIC X 2 REROBAER, WKRF— 7 OBAERICLD, WPHEBIH 2 35 03]
WA - PEHREOM VT, X 51213 BPA R PEA L O 2l G bE 2 M4 5 L TEE Lk
BHANERENDL Z ENWF IS,
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4] WA T = VEEY 7 T — ERIEEE BRI T a2 7 ¥4 7)) v HARMEB) 3
(A 7T7 1) (L F87)
WA | VAT 77 e LTl 1.0mg1H 3 MO | £LF I 87L L C1H0.2mg% 1 H 2 HAR
S O T 4. 2 MMk L COGHEIMIE A | RIS » 5T 5. AEMEZHREL 25
95 mmHg VA F CTIIMEFERZ R S 2 WEEI2I1E, | 7HUEOMBTLHEE LT0.2mg $omKA
2T 1 BHEZ 0.5 mg¥OMRET 425, | iHHE T CHE L CHRFHRZIET S, 4B,
EHEIZ 1M 25mgIH3MFETETS, I | mEHEidlimlemgetl, WIhof=ICB
MEWIIME A 95 mmHg Kl T HAMERERZ /RS | WTdH, 1 H2HERICKIHESS TS
WIEAX, BATORREHENT 528, ARIILESE
RERTEEAICE, 1EHERZ 0.5 mg Fo=
T 5.
AERE | BN, HAEESRER PGI2 BAI DR & U TR WM, ZHRIE
RIEDRSAY 3L, RAMAEE CHET S |, FTHSORMERA?% <, AT cHz
235, ARIME 95 mmHg VB CRIMEA R WEEIS | 35720, PGI2 #HIFA ORIEHSHAOER
WiT 5. ZO7:0MEROFIRIERHEAND | WL LT LETH S,
EBRVBS LA LETH S, R UARIMEZTA D I v
BrbgRERE g | MEOBRERESE (F LTIy - 2T IR | WEOBKERE (FLTFZY - 2T IR
15 mL/min ki) D& % F7213EN P OYE I | 15-29 mL/min Kiil§) GENTh O BE % & T
M= ), B5TiEhw
IFFEReREd | EEONFHERERE (Child-Pugh 08 C) OH %Y | EEONFHERERE (Child-Pugh 774 C) 0 %Y
HIE RS IS
TEEIREEH | AYERAI S —MRIbz % (NO) ft5#] (= bu sy | PCIASEIG S5 It L EEE KRS S5
BHE~O | Ve v, HEHEET IV, MRSV YVER, = | 7O RS LLERLFIRTOMMICEY, &
5. a5y INE) BRSTOBRZIIRS S L3 28 A @ Cmax B & U8 AUC A3h
g 285D 5 7200 HTE
PDESHHE | RAF YT RAF 55—+ (PDE) 5MHEREZ Y- | PDESRHESE & o bt AT fE
HlE ot | oBEIIEAED (%)
PEFEEL | 7Y VRMEFEA ([ b3+ V=, KYa | 7V VRPIEEEE O e
O | FVU—) ERER
HIV i3 | HIV /a7 7 —EHER] (Y MY, ¥+ | a¥+en - ) b FELE L FIRTOMHIC
EDOPEH | V) RFENL, A YVFEN, TEFFEN, | LoT, L F IRFMMFPLEEARIINT 5 HE A
HEFUEIL), FLEZZAEL - RYFTLY | HE-OHTE
Vo) b FE LV EES RO BE LIS

(%) YVFFTANBLIOY ¥ T 740, CTEPH 123t L CIZIEBMAZ S MCwn v

1. BR, COREOEEE
ALAE, % O INE MM LRI A FIZE S A, M MEAE B O PR MATHED L E 5 2 &
DRENTW S, MEIIRVEN S A (PAH) JEGITIE, BEOBIRMNG M ILRESEH S

W5, —J5, CTEPHIZBWTIZT V7 7)) ¥ &2 &L RIOPMEBEOMH MR I LTV A DS,

B

WA MAE LRI LT, WEtEr 7 = VvikY 7 5 —XRIEEETH L) + 77 P&, 2021

I PGI2 R TH L L X IR T PKB SN,

L LZEDIET Y AT ELHEE SN

T, 20214F 8 HIZt L ¥ I X7 I3 RREE S L7z, 202148111 CTEPH I3 5L ¥ &
INTEINE 3 M ERER D5 J % European Respiratory Journal (24 > 5 4 » 88k (SEEEEH  KIFH))
AN, ZITRBETA BT 4 VHERIIBWT, CTEPH & 128\ T, PGI2 Z7ARHl#EE &
Ld U7 EPUREREOIMHIC X 2 AR A EFFR (Mik L) 0L L, TOMRERIEN
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WZOWTHL2IZT LLEND L.

2. PR

2.1 BREHKS

Bk L72& 912, PICO 2> Sl S N7-BBEFEIZ X Y, 19954E 1 H~20224F 1 HORMIHE S
7 YeiED JE L% MEDLINE (PubMed), Cochrane CENTRAL, [EZ:rhiuiftnk (EErik) 2 Hw
THF—T— FHRK L7 (7. CBRRR L CHGEIRZ ). iR odiiiiid, GRADE 2k %
PRISMA 7 10— 2% &7z (10. PRISMA 7 2 —[XIZRT). MEBEOFEE, CQIZHHT 5 9 A
s hz. 2B, RCT UIMIDOWTHAD L DR LOMED BN % 1T > 72 0FRFNE 72 45 72
ZD 9 H RCT 2 fE% R AITINZ 72,

2.2 TEFT Y ADOFH

CTEPH O3tk & L TRz E N7z PGL2 A HWHMIETH 5 L ¥ 23 71%, F#H O v
GEFAER), B & O PEA MM RFRAA & e, %6 CTEPH e, S 51213 4377 Mo
Bt & 1387 ) BPARBRAFIIRIMERE 2 MR E LzT v & MMEREBGRERIC B W, 77 v REEICI
B UM P AREAEL b > TIMERPIZ WEZE I, 85 7 HOEIINIZETH - 72729, RIS
TR FEEROFIETE d 572", PGI2 7 u Z8ANE, #5002 EIC SRS
HERERPBEET LI EPMOENTVDEA, Ogom X THMAERTHY, PGI2 7)1 7 #H
CEBEAEDOHEEHEGEHFRDONTVS, LeALELF I RT7 oG8N HEHERIIBE SR
Twiaw’, PEAf, BPAf, I3 TRHENIATWDYF Y77 MEGHOMAIEGIAS L

BEER o0 il IS LR BEMFZE & IR L T L F 23 78 Gl O il A HKPT O A 23K - 72 2 & 25,
Bl A IEPTDAN O R ICA B A LZ RO Loz E 3 FEZ 6N A, EFM#EISL L Uitk
FigE, FRAFMIEMUERER], X 51213 BPA M1 OFRAFM m T AE (S5 LT L& 28 7 O 254
#3525, EBEOHKIZBLGORRLEZEOMEBICIE L TROLIRETH L. B, HH
CTEPH ® 313, PEAfiif% 7 > LiZ BPA T2 (Bl L RE O IRFE 2> & BEWE, 2 D% PuEe3E 2 &
ik KREZ 2 SN NEHGRHE AR L T, S MERES B L7 E 2R

3. HBRERD=HD/NXIVEE
34 PIMHLLRICEATHIIET VANHRESH?

FETFATMH £ 723472 7158, PEA/BPA # @ PH 3%4¢ CTEPH (2 51F % PGI2 &AM L +
YT ORRAEFHE L 72T ¥ & MLILEGREE, SRR L7 2 20ARTH o7z, Lol i
MAEEFLOLEZ KL T BMIERBEOLUEIRONI2E VD 7T b A ATOWTHEEIE R
77 2 RBEIERD SN o A EFH L O MBUITER D PGL2 8k & ML TH - 72, PDESH
E4£13 CTEPH ICIZRKATH LY, Th BT L L 37128 % CTEPHAA I X M
RRF. HREERCEETICHL T toa T €7 Yy A0 %W,
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3.2 FIBETFTHIBONFT L RSESH?

ELFINRTEHIZEY, 794V FRA Vb e LAMMERROUER 82 FE L wihE
RO O, EHICHEFEHOMBUIN KD PGI2 S8k L ABRETH 722 X0, RS
R b, LaL, 640 BAATHEE SEREUNOREICIIUWHE RO SNT, EBHAED
UGEEICB LTI BER A% - 72,

3.3 BEN(MERPHLEZES>H?

CTEPH ®ME 0iG# HAEIL, MBI AREOUE, MERSEOUE, BRBERERS X 0%
FOWTFThHD. —7J, BHERIREON ELFR,S, B S »OHH % %1 T\ 5 CTEPH
BE GEREREVER) 25 OMHTIE, PGI2 ZAMEEE L L F 38 7V BB R IRV 0 Tk
BV EDOBERBITON. BEMED 51X, ER] OKMEIT— %, Circ ] OH#BELRT— 5 ki,
3R E % 2 C\w5b CTEPH BE T L F V37 @0 EREERIRIZT, Lo LEWREZ
ZUF T\ CTEPH B TIEIMIMATEIEOLHZT RS b b L OEmsdh - 7. 51, PEA S
BPA 61 0 CTEPH #8126 2 {GHEAN R ORERE, i E IRIE O R ORI L EZ R 5
niz. HMEE BEOMES - HFRIEA LD DLEZ LN

3.4 EHROFBEDAR MPEBRDING VAR ESD>D?
PGI2 ZHMRHIEIEL L F V3713 A T A R ATE.

3.5 HRBROIL—T12J
[P MmAR 2R S MR RE (CTEPH) JEBIIC 31T 2 3:WinHt & L CH%E S 7z PGI2 22400
WEEE L F 3 7E, JEPATEIS S & O IRAr, HZMIRIMEERIC BT 5 T ¥ & AL
IZBWTT 7 BRI LB 2RO 5720, ZOMHZRET L. ] ZLIZe8a—HTHREL
72 (GRADE2A, HEFEDMS [§5\WiERR ]2 ¥ 7 ¥ ZOEEN [HED).

4. FETHOBERIS K1 DR

20184F FERG I MESEHIE A 4 BT 4 ¥ (HAEBE S, HARRRIE - Wif§BRY& BE1E) T
[l MR 2529 B I B\ T, S — IS AR 2 0 L TR OAEDFEZ X, ey
REUGEET A, BIIRSIMTRAIIHN 2 1L L TIRFE L2 UGE L, Bha o HREMERZ
Ty HI L HIET. BUEARICB WL, WRHAR (EIERRE) - SRHeE - 7 7 — 7 Vini
AEIRTTHETH %A%, BIR AT LEE O — R 2 )0 LIS % 169, T&b%ﬁmﬁ#i%éﬂfuém
%dﬂﬂ%m%Wﬁ%%m®&f%é.m@kﬁ#ﬁﬁ%ﬁm®ﬁm%ﬁﬁt B3 7% Wy

% 7213 R B BR AN 2 I S MU 25 AR S 2 55120, 1 T — T VIRIROBIL Z a5 2 k#
%%f%é.ﬁ%—%wﬁﬁmﬁmt&%&w%auiMéﬁﬁﬁﬁ%%ﬁL,E%&J%#hﬁ
T5 L) THIUIMRBMZMETT 5] LRI TS
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5. BBOETE=4) T L

Faefrv, TOMEHMRERGEL TW L LEDPDH 5.

6. SEOHMADTHEN

CQADAFAFHIAIZ, CTEPH EIS o il 4 Pl SE A 12 B 3 2 R o —# Z2 5ddlk L 7-. PEA
FizewLIZ BPA#EIEDH 5 CTEPH 12 BT AL L 3 I 87 O 50681, L3337 0
B L BERDEOFI P T8 O, L F O TREFMDID DN, F < — T — DL

E, SROMEFFEINS.

7. Nk & SRR
57— 5 N—AWFHF (GRADE)

LIENA R4 v OBHICEY, FEFAEES CTEPH ICB AL I 7ol s
b, KRHARIA 0= 7ML LT, /28O BRI A BT 5 6 HRER o
24k, HARIZBIF A CTEPH L ¥ A M) —I1Z & 0 BlEIRE LM A IKPLORENE /b= 5 ) ~

% 4 hv @ CTEPH

CQ4 CTEPH BHI2B T, BEINWIHIMEILRSE & LT PGL, Z&BFHEEE (ELF287) ZHw
HIENHEREIND D ?

T—=FN—=2A

(1) Pubmed/Medline (1995-2022), Cochrane CENTRAL, [E4:Hduizt (Eik)

HAY : 2022/01/21

BFEH - KT (52%—HF) / NT (HEBEXR) KY (UARBET) AN (NiEEsE)

Cochrane review

# TR SCHRE

4 Cochrane Reviews 0
Search (selexipag) AND ((“chronic thromboembolic pulmonary hyperten-

3 sion” or “chronic pulmonary embolism” or “chronic pulmonary thromboem- 7
bolism” or chronic thrombo-embolic pulmonary hypertension”) )

2 Search selexipag 128
Search (“chronic thromboembolic pulmonary hypertension” or “chronic pul-

1 monary embolism” or “chronic pulmonary thromboembolism” or chronic 249
thrombo-embolic pulmonary hypertension”)

PubMed

# ek SCHREL
Search (randomized controlled trial) AND ((selexipag) AND ((“chronic

4 thromboembolic pulmonary hypertension” or “chronic pulmonary embolism” )
or “chronic pulmonary thromboembolism” or chronic thrombo-embolic pulmo-
nary hypertension”)))
Search (selexipag) AND ((“chronic thromboembolic pulmonary hyperten-

3 sion” or “chronic pulmonary embolism” or “chronic pulmonary thromboem- 9
bolism” or chronic thrombo-embolic pulmonary hypertension”))
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2 Search selexipag 198
Search (“chronic thromboembolic pulmonary hypertension” or “chronic pul-
1 monary embolism” or “chronic pulmonary thromboembolism” or chronic 2822
thrombo-embolic pulmonary hypertension”)
RCT DA HAD & o ik 8 (i)
# ek SCEREL
7 (#5) and (AB=Y and (PT=#ERI#H%5FR<) and (PT=EEHL)) 1
5 #3 and #4 5
4 Selexipag/TH or £ L ¥ 3 /%7 /AL 99
3 #lor#2 1932
“chronic thromboembolic pulmonary hypertension” or “chronic pulmonary
2 embolism” /AL or “chronic pulmonary thromboembolism” or “chronic 397
thrombo-embolic pulmonary hypertension”
1 2 1 AR FEAR PR ¥ L AL or 18 I SE AR E AL or 182 Mili i Ax JE AR 1854
SE AL or 12 VERT B IR A ZE4E AL or P2 H il i A ZE A4 P I i35 i SR / AL
AKCQ THHRIZL7 RCT /3L

1. Ogo T, Shimokawahara H, Kinoshita H, Sakao S, Abe K, Matoba S, Motoki H, Takama N, Ako J,
Ikeda Y, Joho S, Maki H, Saeki T, Sugano T, Tsujino I, Yoshioka K, Shiota N, Tanaka S,
Yamamoto C, Tanabe N, Tatsumi K; Study Group. Selexipag for the treatment of chronic throm-
boembolic pulmonaryhypertension. Eur Respir J. 2021 Nov 25:2101694. doi: 10.1183/13993003.

01694-2021. Online ahead of print. PMID: 34824052

2. Tanabe N, Fukuda K, Matsubara H, Nakanishi N, Tahara N, Ikeda S, Kishi T, Satoh T, Hirata KI,
Inoue T, Kimura H, Okano Y, Okazaki O, Sata M, Tsujino I, Ueno S, Yamada N, Yao A, Kuriyama

T. Selexipag for chronic thromboembolic pulmonary hypertension in Japanese patients - A double-
blind, randomized, placebo-controlled, multicenter Phase II study. Circ J. 2020 Sep 25; 84 (10):
1866-1874. doi: 10.1253/circj.CJ-20-0438. Epub 2020 Sep 3. PMID: 32879152

8. IEFXRA7O7F7I N
(PobhHhL1 FRCEDET]

Selexipag Placebo Odds Ratio Odds Ratio Risk of Bias
Study or Subgroup Events Total Events Total Weight M-H, Fixed, 95% CI M-H, Fixed, 95% CI ABCDETFG
0Ogo 2021 1 39 1 39 588% 1.00[0.06,16.58] [TTIITITT]
Tanabe 2020 12 07 41.2% 1.10([0.04,30.00] Peeeeee
Total (95% CI) 60 46 100.0% 1.04 [0.12, 8.80]
Total events 2 1

Heterogeneity: Chi*= 0.00, df=1 (P = 0.97), F=0% 50 01 051
Test for overall effect: Z=0.04 (P =0.97) ; y
Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other bias

1 10 100

Favours [experimental] Favours [control]
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(PIbhb2 FMBARE (MPAP) OUE]

Selexipag Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup _ Mean SD Total Mean SD Total Weight IV, Fixed, 95% CI IV, Fixed, 95% CI ABCDEFG
0go 2021 22 38 39 -17 46 39 83.0% -0.50[2.37,1.37] [ITTITT
Tanahe 2020 28 B4 21 -26 42 7 17.0% -0.30[4.44 384 Peeeeee
Total (95% CI) 60 46 100.0% -0.47 [-2.17,1.24]

-10 5 0 5 10
Favours [Selexipag] Favours [Placebo]

Heterogeneity: Chi*=0.01, df=1 {P=0.93); F=0%
Testfor overall effect: Z=0.54 (P = 0.59)

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other bias

(7IbhL3 WMIEER (PVR) OBE]

Selexipag Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup _ Mean __ SD Total Mean _ SD Total Weight IV, Fixed, 95% CI IV, Fixed, 95% CI ABCDEFG
Ogo 2021 982 1113 238 -46 1636 39 86.4% -93.60[15570,-31.50] —— eee ®@®
Tanabe 2020 104 191 21 26 180 7 136% -130.00[-286.38,2638 a8 e®
Total (95% CI) 60 46 100.0% -98.56 [156.27, -40.84] -~
Heterogeneity: Chi*=0.18, df=1 (P =0.67); F=0%

200 100 0 100 200

Test for overall effect: Z=3.35 (P = 0.0008) Favours [Selexipag] Favours [Placebo]

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other bias

(7obhL4 DIAEE (C) OXE]

Selexipag Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight IV, Fixed, 95% CI IV, Fixed, 95% CI
Ogo 2021 0363 0572 39 -0124 0409 39 895% 049[0.27,0.71]
Tanabe 2020 0.2 0.6 21 -0.3 08 7 105% 050[0.151.15] T
Total (95% ClI) 60 46 100.0% 0.49[0.28,0.70] <>
Heterogeneity: Chi*= 0.00, df=1 (P = 0.97); F= 0% ' 1

ot

-2 -1

Testfor averall effect: Z= 4.58 (P = 0.00001) Favours [Placebo] Favours [Selexipag]

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other bias
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(7o bhL5 HERBRYIDERE (WHO-FC) DiE]

Risk of Bias

Selexipag Placebo Odds Ratio Odds Ratio
Study or Subgroup  Events Total Events Total Weight M-H, Fixed, 95% Cl M-H, Fixed, 95% CI
Ogo 2021 4 39 3 39 B7TT% 1.37[0.29, 6.58]
Tanahe 2020 3 21 1 7 323% 1.00[0.09,11.52]
Total (95% CI) 60 46 100.0%  1.25[0.33,4.70]

Total events 7 4
Heterogeneity: Chi*= 0.05, df=1 {P=0.83); F=0%
Test for overall effect Z=033{P=0.74)

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (atirition bias)

(F) Selective reporting (reporting bias)

. )
0.0z 01
Favours [Placebo] Favours [Selexipag]

10

50

Risk of Bias

(G) Other bias
(7I7hhL6 ERKREEREEDET]
Selexipag Placebo Odds Ratio Odds Ratio
Study or Subgroup Events Total Events Total Weight M-H, Fixed, 95% ClI M-H, Fixed, 95% CI
0go 2021 1 39 1 39 60.0% 1.00(0.06,16.59] +
Tanabe 2020 22 0 7 40.0% 1.92[0.0844.97] =
Total (95% CI) 60 46 100.0% 1.37[0.18,10.62]

Total events 3 1
Heterogeneity: Chi*=0.09, df=1 (P=0.76); F=0%
Test for overall effect Z=0.30{P = 0.76)

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of pariicipants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (atirition bias)

(F) Selective reporting (reporting bias)

(G) Other bias

(PIbhLT FERROHER]

0.01

0.1 1 10

Favours [experimental] Favours [control]

Selexipag Placebo Odds Ratio Odds Ratio
Study or Subgroup  Events Total Events Total Weight M-H, Fixed, 95% CI M-H, Fixed, 95% CI
Tanahe 2020 22 25 B 9 340% 3.67[0.58 23.03] -
Ogo 2021 35 39 20 39 66.0% B8.31[2.48 27.88] —u—
Total (95% CI) 64 48 100.0% 6.73[2.49,18.21] ‘.‘
Total events a7 26
Heterogeneity: Chi*= 0.54, df=1 (P = 0.46), F=0% oh oh 5 P

Testfor overall effect: 2= 3.76 (P = 0.0002)

Risk of bias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other bias

Favours [Selexipag] Favours [Placebo]
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: ST . FE R DI
I (Qisellty eeznE (Summary of findings: SoF)
AR I AN N B R S o oo
4 (27| & | ® | # | Wi . ity s
oy K V4 ; 7 selexipag | placebo
v FO I GO - ) (95% CI) (95% CI)
Ty MLl HEROKT
. . 2/60 1/46 OR1.04 1 more per 1,000 ®000
7 BLU AL || s
2OIRCT AL AL ALV RA BES) | g g0y | (5.29%) | (0.12108.80) | (19 fewer to 142 more) | & | T
T AL 2 CPNIBIRE (mPAP) Ok
N Difference —0.47 DEDD
7 7 7 7 7
2 RCT | %L 2L | &L | &L | &REEDH 60 46 NA (—2.17t01.24) 5 [ UN
7 AL 3 BiEEST (PVR) Ot
N Difference —98.56 DEDD
7 7 7 7 7
2 RCT | %L 2L | &L | &L | &REEDH 60 46 NA (~156.27 to —40.84) 5 [ UN
7 MaA 4 it (CD ok
i - P
2 |RCT| %L | &L | %L | %L | %5825 | 60 46 NA Difference =0.49 | @®HE | 4
(0.28t00.7) =]
7Y M5 GEREDNORE (WHO-FC) D
. . 7/60 4/46 OR1.25 19 more per 1,000 ®DPO
7 U | &L ||
2RCT &L AL AL A BEES | ) 200 | (8.7%) | (0.33104.70) | (56 fewer to 222 more) H BA
T ML 6 BRBESEROIT
. 3/60 1/46 OR1.37 8 more per 1,000 ®000
7 7 7 = | 7
2 |RCT| &L |2l &L BA 23829 (5.0%) | (2.2%) | (0.18t010.62) | (18 fewer to 169 more) % EX
T ALT HERZOMB]
. 57/64 26/48 OR6.73 340 fewer per 1,000 PEDP
7 7 7 7 7
2 RCT ) &L AL AL BEL BEES g9 100 | (54.2%) | (2.49 10 18.21) | (500 fewer to 180 fewer) | 5 | "0

9. HIBO=HD:REFT—T IV (Evidence-to-Decision)

LIP3 BB & A (AT L7287 7 b A 250, —doftififlz e 5)

CTEPH O E# 2B W O M IKPLO 8 # 3 RINA G TR OSEEII D05 L HE ST 5 720 5 W lifEBI AN E
P, CHLICHEENETS. FAEFLLAWT Y M ATHLIAEEHONBIL PG HEkitBmodig t %
AoN, EHETEAKELECHO THET 2D OTIZ AW RIS . FEHFHSLLZRUICEM T2 12 E
WM EIASE A 25, A B IZ R ERIE TR 2T 34 2 S ICEWIMEERA BN 5. 20224E D} 1 TO
CTEPH JiEfl13, %3 PEA 22\ L3 BPA 72 KB Z 3T CTIXZIT TV A I REMEZSE <, 275 PEA, BPA 0%k
AR 5 U9 7 W U 5 MUEE D TSI 3 AR b Wi T X 5.

BRET Y N AERICDI AN EI YT Y ADY

JETAGEIG £ 721352 %, 7845 CTEPH (2B % PGI2 ZAMKRIEEEE L & V87 OME 25 Mi$ 5 T~ 5 214k
TR ER I, SRR L7298 2 o C, MCERBORMMEE Bo2MiEd 2w, Lo L, W&otz
ETT ML TEIEDND L EITOWTHEEIZEWD, RBRIIRENTHS. FEMEHOEHLRELEZT L
Ty b AIIEKD PGI2 8k L MR TH 5. —T, ARIEIIERAKETH 525, /A3 X +id PDE5H
EIRL )RR, BURMERTRETICH L CERMEHZO T 27 v AE R, ViERE 25,

HEROBIDOHE (DT 4HEICOWTHEL, TodH%ZERT %)

HEAZ DR SR 5 ER HIE Wi
FHVWELIITEEOHOIE T VR [ QR RCTIZ2HDATHHH, TEFYAD
(] 72 (] OBOZEFTy 213HbH?) [ wWW2 | B2 EWzomuniERs 5

ERN G LT Y ADOHDPENITE, WO HERO T REPEA
H b, TV AOEMPENITE, KA E G
ROWREMA G B b,
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FZE & E - AHONT v 2T B HEFENE | EEQR PGI2 ZAEMRRIBEL L 2371280,
(FIZEAVERAHE LS H D WIETE L 2 EIZHEXRD | [ Wz | iEERowEz e, 2 LR
b ?) BOLN, SHLICHEEHOMB R LY
YUELWRIEE LT L RWRIEOERKE THITRE W FLL VIR DEIRE L, HEED
3L, IO SHHRL & WA=V, IEROFIZENS BRI 2B,
RETNEKEVITE, BOHEROWFEENTEL 7 5.
fili it & 72 B 3w | CTEPH o# AL, EBHH A Ow
(R5E SNAEBIS OV THRE DD 5%, FENER | 0 ez | 3%, §IfERBEOLE, KRR ERER
CBWTHEMLTWS 2 ?) BLOHEEROKTFTHY, BEMEOA
Bl E HEIIE 5D END T L, F3MEEIK EBIE HEITIE SO & 13w, BEYA
EVIILE, BWIEROTREEIEL 2 5. FOflifEfl e HEITHEN R UETDH
5. TORTIFEMREBEFEIIBIT 51
R T D 5.
RO O 3w | PGI2 ZHEMHEIEL L X 2 8713 A
(HHEINDEFIIHFINLFREICZAEI 2 ?) B vz | X PEL, VRO REES D

MADIA FPRTF IR NTE, ThbbiHEENLE
BV ez E, RMAHIEOWRIEN S 25

5.
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10. PRISMA 7A—[

46

FITE

Ao —
-

PRISMAT O—X

F—4~R—2Z ( PubMed, Cochrane review,
EHES) BTN SIFE U@ (n=21)

SR HRHIBRROKEMAE (n=17)

S

HEA

}
ROV—Z2J Uity |, [N Oy et g
(h=17) (h=0)
1 . BRI LTz SR D
bt v s ik ] O ~
= ~ 8 (HERRIERRS D)
PR DEF (n=17) (n=0)

BIRE (CHIX TEHATL A
(n=17)

|

SHHE (XF7FUZX) (T
A TTHAFRDMAFER (n=2)
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AGREEI IC& 58 A 71 ¥

AEAE - Al e (2022.3.23)

5.

AGREE- R
Bl JHH M x> b
i NI A TR 3 :§ .
1.;;;Z2/1%®E%ﬁh%mcﬂﬁ 7 L b
I e s mi Eomi |
%; BARBICREH S TV 3. Bem :
EHI | 3. 4 K54 v OMHIRE SN D54
M (BE, —iiRAE) 2SHANICE 7 Y EBbhE .
WENTWAS.
A HA R4 AT N — T, R [5. %%®ﬁﬁ@%%%Jf%%%@ﬁK
.5$T®$W%fW~7®ﬁ§%ﬁm 7 lofﬁwtﬁwﬁﬁﬁﬁbii.%ﬁém
boTwb HOTHAZTF 22 LIFHREL L& Bw
Co ES)
K24 BEAEREOT PO ED LS L TERYEH -
v 9 720, TE¥V—=FRLDOTHUHETHIL,
e FRLTHFAENY — LR UF L —
%#% 5. MREH (BFE, —iliRieE) oz 7 (R & i ] & Fediasd ) 9745, Minds
@%m REN - HEPELEEINTWDS. OVEE~ =27 IV CTHHEME T [l &
= TFa] A5, B3 02020 Version 3CiE [l
Bl HLICEEINRT LADT, FRICH
ZTCHLDBRWEEDbDN T T,
6.§1£a4>@ﬂm%ﬁ%%u%%én . ) B
Al -2 SRR 7 .
7.;;%;éiffzétbc+ﬁ%;ﬁ 7 W bR
8.§£zyxwﬁm%$ﬁwﬁuﬁﬁéh 7 )L b E
9. TEF YA (body of evidence) D e L
[ 2 BRI S S LT 5. 7| ENEEbRET
fag | 10 MSECRABES BIEAIHCRRIRE R | e
V3 TwWh.
RO | 1 gessrofeiic b7z <, el ORI, ‘
ks & BIMEFL, 1) 27 B8 S T 5. 7| EGLEbRIT.
12. ERLEENZTFFTEIET LD .
71 Rt .
SIS RIS A SR 2 5 7| ERLEbRET
13. T4 FI4 Y ORFITHV. - T, HMR .
' gL .
= & 2O A S ST b, 7| ENEEbhES
14. A4 FI9A4 YORETTHE PRI T . ) b
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CQUE TTIVIEIE (PR S HE38) | T [
FHAEL] L SATOETH, HROMEEH2
g g |15 HIEDRKITH Y, ER TR ER B ETORMEE T, 520
’ baE. A OBKBYCONEO T
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