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VTE : E#iRIieZE4245E (venous thromboembolism)
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HNRVERKEF EEIER(C. 2015 F—0Ov/VLERFERRSNCMIRSEFSMESMELESN 1 RS>,
2018 FHABERSBRFS. BAMSME - ERFSEE MEMEESEN 1 RS2 (CHITD51H
Xk, 89 (New England Journal of Medicine. Circulation. The Journal of Amerian College of
Cardiology. European Heart Journal. American Journal of Respiratory and Critical Care Medicine.
Proceding of American Thoracic Society. Chest. European Respiratory Journal. &) SXUERN
DL Ea1— (Circulation Journal. Respiratory Investigation. BHAMIRZZFSMEE, &) ZTiX T
F—D— RERICKDBIRENIZHEIT TR RSO NT—IRROU—=Z20%70\ RBEZEBIEKL T
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BEEAEH A DT 2O RSAHEBIRE LD KBNS ARKICEARLSDEEE
DFEFERIBERICDOVNT, T ORETHBBERINRDOBEZEZ. 2B BS1 > OREN. BFRE
E(CAMERD LD A TIVRAIONMERSBOEE LWL SIC. HRICH T DHASENRCE
BDEIDICEE L. ZEAA RS> DHOD Clinical Question (CX1 9 DHER/ERK(CE T DREICEL
Tld. COI (CERULTITo /2. CQ LA /\J(CRT DIRENNALIRDIzH. BB RSAAF
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2N RS> CQ THRICUZ RCT X DHEEZEEZLUT(CRT,

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:34824052 ODHEE

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.C]-20-0438. Epub 2020 Sep 3.
PMID: 32879152 mHEZE
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F1E
2. R - EREENHE

CTEPH (&, 28 bUTZmiE(C K DMBIIRAVEMN (CRAEZEC L. MEMEEZSHU. BRARLEIR
& UTHIERIFIRRER R E 258 < RHDDEDTH D, AEDZHC(E. BOHT—FTIURBEICL DS
MEDZE EBC, MOMBRIEE E/ZIERBORNZENBE THD.

(1) WR&EFFR
@ BLHT—TIURET

1. EIRED LR (ZERFOIMEIRFIDEN 25mmHg B L)

2. fEiEAE (£O0BE) HIESE (15mmHg BAF)
Q@ AR - RS >F IS LFRR

BENMICEBEORVKIFEMTRDMARIE (segmental defects) H'. MASBHREEN (IFURERGE
17486 6 HAUEARZEHDVWEARE LA TED, HADIBE(C(E. 6 HARICAZEDHERNMVET
BB
@ MhENifERFRR

ML Uizmmig (C K DZE{EE LT, 1. pouch defects. 2. webs and bands. 3.intimal irregularities.
4. abrupt narrowing. 5. complete obstruction M5 DDOSEWRL EHB 1 DHGEAEN S,
@ MEkhiEss CTPRR

&5 CT (CT, B Uemiz(c K BDZ{EE U T, 1. mural defects. 2. webs and bands. 3. intimal
irregularities. 4. abrupt narrowing. 5. complete obstruction @ 5 DD3BERL EH 1 DHVEERA
=N,

(2) BELINRETIRABMR
@® OLIO—
1. ALK, LEFRORFAL
2. 10 RTSEICTHBIE (SR (P — > X EB WA ENEIE DO R (= A AUGEI TR A=
40mmHg k)
3. TAPSE (=&#=#miNiEEMRAI) DET
@ EHIRIVES AFRR
1. RREEH R MAEZ 4 DREEZRMAE (PaCO,=35Torr. PaO,<70Torr)
2. AaDO, dDBIAR (AaDO,=30Torr)
@ W& X #REE
1. HﬂiF"?I“BHﬂiEJJHJT% PRI (EEISOEY. XIFEMBIRTITRDOILK | &RAZE 18 m L)
. DBEREZDHLKR (CTRZ50%)
3. Hﬂﬁﬂ’éﬁﬁ%@%%ﬂ’ﬂ&% (AN I(E ETFAHET)
@ LHEX
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2. Vi TORZ5EMMMXIER/S>1, V5 TDSz7mmX (L R/S=1

(3) EEEIARUVERKRFIR

© FHEIFDEIN.,

@ HERCHSNDERARIEIR CERDIFIREEE,. f9fE. KE/RE) ' DETCAR < &6 1 EBLEER
HE5NTND,

Q THOREFFHIRIMEAEZ RO E DEERAEIR (FEDIERNUYER) MUEICAR< &6 1B ESR
HENTWND,

@ FHEFICTHIMEMMEN RIS,

® H'J“BH%’)J: fhS MLz RE T DIRZFAROFEE (Ip (II) EOruE, M/NVE, FMERHER
B, ZRAFERBEDSE, Ma<EE1D) Ii*Hs.
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UTFToffEMELEZZ Y DwAE(d. CTEPH TR, MEMEOWTEFEEREX - @14t 0 Z183%
LS3DT. INsZRFHIDTE,
1. PR F T (HET IR BIIR RS MEAE
REIRR (T4 S B Eh At = £ e
TR > MEORR(CHE S FhEN AR S M/EE
PAIRRE TLEEAE (T4 S A ED A4 A = I AE
HIV RRZ(CH S @i S /£ e
FH B4 D BB 4R S MEAE
AERAMEAZEAE . FhEHA I EREAE
e SR B MRS £ TiE
- DM ORE (CH S S MEE
10. MREREREBR U/ XIHMREESRMIAE (C 44 S Al M EE
11. ZOfoiEIMELRE (BILOA B—2XR 5250\ A MfeEEREE. U > ) IREMBE. KX
BIRAIEIRRY. MMEDERERE. MBIREFERNE. FhMmEDINEBR E(C KD RIS MEAE)

@90.\1.0\91.#5»!\)

(5) IEEEH®E LT CTEPH FREER%E
UTOEEZINCEzd &,
OFTAREREERY
1) ZWRDTEHDIREFFIROALHT —TIVUREFIRZ™BIC T &
2) ZMDIEHDOIREFRROMRS - RS >FISLRRZE®ZT &,
3) ZURDIZHDOREFTRDMEIERIPT R/AV\ U (IIERES: CT FRRZiEIZ 9 T &
4) RO INSREDIRTZFIICTED &
5) FrFEHFRSUIC BPA (PTPA) MATFERICDWTIFFERZEHIT D &,

13



OF 5

1 FUROA LT —TIRBEFMRZVWUO IO REMRZEEAT DT &,
A. Fitr. BPA (PTPA). FhMEISRER. EEHRRAEXEDBRICKD . MESMELEDIZERE (IR
sAlF L D (TS U S (FIEREIC/R D> TVTE, AERHENMBEMSE(E. MEERELET.
B. EMMIEFAEEMSIELE (L. /BFRCKDE (BR) EHDI/EIN REEFEDHHIREA. BUL.
PAEBIR E—EBDERIT (3. £ <IERDR K EEHERBEREDBBROREN R RDIZEEHDET,
AEIRHRD AR (Soia CHE) IMBEDH. MEESELLEE A,

1) Fl (ABIIRMASAIRTERRM) ZHETURIBE(E. TOMITEERZH U TTF I,
2) BPA (PTPA) ZhEfTUIEBE(E. TOREMEITHZSLEH L TTF 0,
3) AIBIKDEEEEE LIFRINENSHDBEC(E. MRS >FIS LPRRRVUIIIEIESR. CT Fi
RIBWVWUIIIEIERFI ROV I NAZEZEH LU TTF U,
M@t MR ZAD TR MERE | (F. SAEICKLDERE @RR) (FHDE/FEIH. A

(FESHFECEA. BL. SEMRE—EBBDAEGITI(E,. £ <AERDYE JEEDOBETHIR
{IXDIZEEHDFET . JAFEMENTE (GEia ¥R 580D, MR EEI .

F it BPAKET . e
(BRI PRSIEES ) (R DBPABIT =) i, BPARICHEITEY
PORIBAYE - FbIEIEESE. LTI 7 U
k IE R |
J L i} - - L
R BE ot e E T FEIR. BHIMITEHASODEE
’r‘ﬂjégz g%gf?w‘; fzfm( Egnéﬁu,m P .
fE% HFBHEI D
) “ WS SLHTF—FILREFRESE WS AR ST
EBEIREIN AT 2k BT O—REOFRRERRH IS I, BAEBESBZCTRR
(5E3E6 & HIE) SRR L DEELTLWTS GE B0 U (A Eh Ao 22
! ﬁgfgbtutﬁ)\%ﬁﬂﬁﬁ RN ST
DEIIB S | l
HEeERE TS SR B|AEEE LS THABTERIE

[X. CTEPH DsREERT(CREI DEFIR
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BEENMA

NYHA (OEED%EE . WHO fvsImEH#eED%E (WHO-FC : WHO functional class) & & (CYER L
TEARIIDEEE DFEZ AT, Stage 2 U EZWTRET B,

NYHA O
I1E
IE
mE
VE :

AED AR

BB OBREE T (PR
DBEOBNES TIEREIR. BRESINPHIREND

DBEUTOBRES TIERFEIR, BHRESHNEL <HIR=ND
EARBRERN DD\ IEFHET CHIEIRFEIR

WHO S IEEEEDRE (WHO-FC)

I1E:

BRTESNCHIBRDIR s ML S E

EBEDOEREE T (IIFIREERSS . R DORHREZE DR,

IE:

SRER ICEEDFHIRDSD DS MELEEE

ZEF (CIZBERAEANRV, EBOBRES CTIHTIREZKES. R KHRENET S,

mE :

SREENCE UVWHIRDSD DS MELE S

ZEF CERMERNRV, Ed T OEEOBAKEEN CITIREZ RS MR oK s
D,

VE :

INSDREFTAOAEDIERZRL TS,
LZEFIF (CEIFIRREES KU/ T2 (RPN HEND.
EARBHREB TEERIPRDBEN DD,

(FrARERGRRS)

EARBREBEINTER LR DB MEERE

¥ AR R
EHF

BHEAER

FAIFEIARE (MPAP)

fifi & K 71
(PVR)

ZERET - 2R

PaO, (Torr)

fifin E YRR

Stage 1

WHO-FC/NYHA I

mPAP>25 mmHg

EROBEICHRST

Stage 2

WHO-FC /NYHA II

mPAP>25 mmHg

PaO,=70torr

EROBEICHRST

Stage 3

WHO-FC /NYHA II

mPAP>25 mmHg

PaO,<70torr

EROBEICHRST

WHO-FC /NYHA II

mPAP>25 mmHg

EADD

WHO-FC/NYHA III ~
v

mPAP>25 mmHg

EROBEICHRST

Stage 4

WHO-FC/NYHA III ~
v

mPAP>30 mmHg

EROBEICHRST

Stage 5

WHO-FC/NYHA I~1V

PVR>1,000
dyn.s.cm™

(12.5wWU)

EROBEICHRST

BEAPR. mPAP, PVR. ZFHEF - EAK PaO2. MENSREDIER I N TZMEZ I REEL) Stage Z&ER
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(SEHTHF)

DII—RETO=ZR | AOLHTHETRDFIIAE N
i | WM EIAREREZ (& HOT
SEHTHS BEAPR R HE B E B £ | BARE (MPAP). ffMER -
(TRPG) 71 (PVR)
Stage 1 | WHO-FC/NYHA I ERAOERICEHSY
Stage 2 | WHO-FC/NYHA II ERAOERICEHSY
Stage 3 | WHO-FC/NYHA II~IV | TRPG <40 mmHg mPAP<25 mmHg (E35:E510)
WHO-PH/NYHA II TRPG=40 mmHg mPAP>25 mmHg EROERICHSY
Stage 4 | WHO-PH/NYHA III~IV | TRPG=40 mmHg mPAP>25 mmHg EROERICHSY
PVR>1,000 dyn.s.cm™ _
Stage 5 | WHO-PH/NYHA I~1V ERAOERICHRSY
(12.5WU)
WHO-PH/NYHA III~IV | TRPG=60 mmHg EROERICHSY

BEAEIR. TRPG. mPAP, PVR. FhMEHREF/Z(F HOT EA. DIEEINTCZWIZ I RERL) Stage ZiEIR

(&%)

=RAUEIEESE (TRPG) DMEIR. EHBF (CODTZMT UIEIBEIC(E
XTI APRDIEEN LEEDEREENRREF CT—EUL(CEHE URWETH DN

DWTIE, EEEMRDMNRET D,
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F1E
3. CTEPH (ZX9 BRI EIRIZH

CTEPH &2l

CTEPH (FED KX SIMEREM ?

CTEPH DX DU —-_>JRE

CTEPH DI (CAFHSRUIMIR A+ > (b EN ?
CTEPH D2l (3ReERiESRZ CT TRIAEN ?
CTEPH it &Ei&ssFh R

CTEPH OWEEZMRFEDL S (TITIN

o u s wWwNR=

1. CTEPH (X ED K SIREED ?
CTEPH (3. 881t Uzmiz(C K DAmEIARAVIEIER (CRAZEER U, SMEEZTEHU. ERKREIR S
U THERDORIINA EZRRHDIEDTH D

CTED (IBMmizZERRE) L(3&RBE(LUZMZCKDIMEBRNEFHAEL. MIMRI MRS U(THHTE
EHEROEREN 6 "AMULLCDE>TEELTWSRETH D, F/2 CTED (CHWTFIMENAREH
25mmHg B E®D PH Z&H L TL\3wAEZ CTEPH &L\,

CTEPH (C(3iBZ(C APTE Z/RIZ T DIEIRNEBDH SN DRER &, B SHMAEIRDIR\E FIRREDE
TN HENDBIREIN G D, HEHIEED CTEPH TlE, FUBEEREZ FRE T DRRIBIEERDH TR
RRDEITZ < T ENAIRERBIEFET D. UM UTHIMmEIRED 30mmHg ZEBX SEFIT(E. PH
(FEERRRE EEICHBILTBIBEEE S MICEITFEARTHD. FRAIMENETH D CTEPH (CXF
UTTIX PEA (ZLD QOL PoFRDFENESNDLD(CIRd Tz, KDFRMICIENFIET D PEA IEE
ISB(EX U TEDT—F)LZRLE BPA BENFFHEIZISN TS, FCARBYEERE LT, MIE
R CHD IASTT b CLFZ/NOMMRBER LD, BN DIFEEEAIERER SR DT,

2. CTEPH QRO V- O BRE
CTEPH XU —=—>IBRBICEALT. LDII—RBREBESIVIRKIMRS >FIS5 T4 —=2HNT
75, RKIRS > FIS T4 —(FREICEN. $B5ICRI)—Z"I%B(CIINETH D,

VTE & CTEPH ORRADIEES(E PH DFIETHD. LDII—RETE. LEADEER/ BSE8MHE
(IS UTEEREFE ML & RT SiaZ AV A L ROMITEIREIEEN M nl e T D, CTEPH &EEED
EBaECE ROV TJEUTLII—REICELDT. PH ZRMI BHEEFNEIEB IV RTS
EC=ZRATETOREN 2.8 m/sec KDKREZFVWNEDIHZHERTDCENEETHD =5ICMBD PH &
CTEPH %59 3R (CRBBARKRAE (FMRKIIRS > F IS5 T —ThD. RIKTH 1 KiF(CHIT
DERRYFFIRZEBEE U.CTEPH (CHITDRUE 96~97.4% - 4FEE 90~95% EFRESN T\ B,
APTE DR ICERIRMERE TH S MDCT (FIMEDEERRIC(FBERTHDEDD. FKEDMEDHEHENR+5
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THDicsh, BMTEMBRKRMRS >FI5 T+« —EHERUTREUNS IRB I ENMSN TS,

3. CTEPH OEZM(CHRSKIMTRRAF v 2 (THEH ?
S - MR AF+7 > (&, CTEPH B2Ri(CH UV THENES: CT KNDRBENS <. MIIRAF v >N ER
DIHE. MNEFIBEESNDICONBDIRBE TH B,

CTEPH FRAHEIT(IMERESZ CT LR EASHMIERDRAWING D, ZRIRHMIZENH D, Fiil
R+ MRRAF > T CTEPH Z(FFRIN TS DRE - FFEE (. 90~100%H LT 94~100% EFRES
NTVBN HLETERNZIEITH D BEZHIE(FR57R0. YILFRSAX CT RETEENT
151%. 99%THD. K - MiFRAF+ > (& CTEPH ZFFRIMNCTEDRETE D TLVZ, TN DIRE
TH. PHERIICHSVT, % - MAERAF+ > (3 PAH & CTEPH ORI [CEVWTERMEE S SN TL)
Do =HIC. MIMRAF+ A ERTIES CT TltEZsBHdi5E. CTEPH £D PAH [CHRIMIEZEES
HUZEIREMZZE R DREN DD,

4. CTEPH DR (IMIERERZ CT THIEED ?
CTEPH D2 (CHIERESZ CT (3O THEATHD. LN UFMEBIAROARMEA (SIRZENFIES D CTEPH
TIIZIMH R MZEN DD, MERESRZ CT TI/NTOD CTEPH DZRIN'EIEE & (FPRSRN.

CTEPH O22WrFIE(L, (LI I—T PH OFENIFHETE USRI (C (X, £IPRE - MRS >FIS
LZITD, MRS >FI0 S ATEIRDIIRRIBANEE L. BRS FISATEENROHSNRITN
(& CTEPH M58 <RIE SN D . FAHMERDENIRELAENE BRI E R EEE I D 2 N RERMFEND D,
PEREEOLHT—TIVRE. MBS CHEZESEEHE. KU PEA OBEIRFZITD &
W—RETH oz, UNUIRTE(L 80~320 5D MDCT MFSE(CL D, BERIDAREE - ZERIDFRRE(C T
NIEABIMED CT BURNESND LD (CRA> o, =S (ICEGIUIEZ{TX(E CT pulmonary anglography
EAEREIRE T D . 1EF CT (FALHNT—F) IRE/MIEEHRBA LR UTKDEEFETH DI &%
158 & U, CTEPH OZETEE U TITERAEOSUMEEEE VR D, &5 CT RAC(E. fMmEBSDR
Z. PH [CKDEEEREFAR. MEEDZEL. [REXZEIRNSOAIRIMITIERES < DIEHRNEEND.

5. CTEPH DM E&ERFAR
CTEPH mffnE#Rs: (PAG) (C(d. pouching defects. webs or bands. intimal irregularities.
abrupt vascular narrowing. complete vascular obstruction &&{HF5NTz5 DOFIRN %D,

6. CTEPH DWHEEZHR(IEDL S CITIH
AOLHT—FTI)URE(C KD MITEIRRDBIE R OWERFIMBIIMESZ (C K 2 B AR DM Dl 2 1T

Do

CTEPH (CHWT. MATENEN S DZEELE (XFIMEIIRE 25mmHg Bl EH DifEIIREEA £
15mmHg U FTH BT ENS. ZRCHIE> TRUNT —FTIURE(C KD MITENREDRIE (FHZETH
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D. EADMEBIGEREZ(ICEAL T, REQREMIHEISN TS D, CTEPH OHEEZIICHSITSD
SHENRE Ch D, FEIARDILIEEE - web ¥° band REDRDFEZRITZITTIFRL, HFiX
B - KB DX B (C K DFHNBICDHIEN® BPA DY —45"y hORE(ICER LU TEBADIRE THD.

| PHESED T A/ AR/ R |
|

DB ERREC L BPHDE]HEM 20

JREE. FEIR. fGPREIF. ECG. DFURPERE+ATHLATAE. TRRORE
B@EBX-P,/HRCT. BGARRENS
ELREER ./ REEER
| |
PHUAD OB 1= (IAH B DA | PHEEL\ |

l [ i&®CT. MDCT | [RHC. MBMRER |

| URER/BEREOREIR | | | RS/ MR v > |

< PHORMR. REMDRRACER > |

: |
[PH&BD. RIEMEMARMGL | [PHRL, REMMARMSD | | PHSD, REMMARHABD |

!

PAHODIRREFEE 1AM ZEIRAE (CTED) CTEPH
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CTEPH 0;A%&

CTEPH 8&E7ILT X

CTEPH DBEBETEFT VI LANILEHEIS R
CTEPH &% : PEA

CTEPH ;&% : BPA

CTEPH (Cx1 9 DU EEE

CTEPH (CX} 9 DAt LRI A%

o u s wWwNR=

[y

. CTEPH Qi&B7 I IUX A
2. CTEPH DRI ETVALNILEH#RI SR

CTEPHODFETEZHA

VsiEESE (1-C)
sRESE (1Ia-C)

FHnEICIRET (SBPIHEEA\DFBEIT)
»H 2N
PEA BPA M EHERRGE
(1-C) (1-0) (1-B)
l
PHE#%77 [ Er | )
fbiSHE
(11b-C)

PEA : A BhARAIAEHEBR T
PH : it in/=AE

CTEPH BE7ILTUX A
[BXERSGFS. BFRMSE - ERFEMSMEESES 1RS> ] KD5IH

ZEOA RSAICHITDIHRELRIVRED GRADE DE#EERRDN. PH A RS> TERS
NTLWBEEZRT,

TEF>ALANIL

A (&) ZHDBEZMNRE T DL < ORERIERAR(CIDT—INEFESNTVDIHE,

B () DEDBEZEWNRET DROSNTCHOBRIERER. HDVIIFRIERHREC(IHE
HEROBEBRDITN ST —FINESNTUVDIEES.

C (%) BRINOSENEIEOEERLRILLIE DO TLDIHS.
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#£3Z Class

I F - BENER - B THDIZEICDVWTEAESNTWLDD, HDWERFBHNEL—
BUTWD. (R EE)
II Fi - BEOBAY - BYMICET T —FFLERBEN L TLWRWNEENSS.

Ila >—4 - RENSER - B THIEEENEL. (BEINRE)

IIb =% - RBICKDBAY - BENZNEERHIISNTLVRL,. (BELTEXLY)

II1 Fik -BFENERA - BT, BICEE LD uEENEAENTLDD, HdN
FBELORENL—EHLUTND. (HEEAD)

3. CTEPH D&% : PEA
2RECIMENFIE I DEMIIRE SMMERE. R, Fiis. SHIEZERB LT, PEARRSER
HRIEZZO CTEPH F—ATEILZ IR T 5.

FMBIGIFFHRGICLLLT, (1) BE. (2) SFaumie. (3) MmEIEH 1200 dyn.s.cm™ LT
DEFINZNT EPBEZNTNS. PEA DEGE. (1) MBIRESHREES CT 2EDBIKSH
(L&D, BECMASH BN - EBIK - i - BRIBZDE T ICEDRES BN ETHEL. (2) 7
NBSHPEA [CEDIBHETRN ESH. (3) TNSHTMERIUEEL DAV ENTNBN L
KT 5.

RAHEY (Xigdr, BXER D (CERELMENTFR) (S UT. ZEERDG DhEEeN S PHREL & FFD
BIFEAENIRE SN TS EOD, KRR THMERNSES (LB ZEE(CHETITRETHD. £
MEsZ L =R NUAZE T, AEFIEDAMR RS T IRFETENE <. FHREIGEAINZ N EWNSHER
MERESNTED. PEA FHENSBECEBRMNMVLETHD. PEA REBRNSINBEZZO
CTEPH J&EREERDH D F — AICK D> THIKF=NDRETH D,

PEA (& CTEPH BEDTRZHNET D EHRSNITYD TDBEETHD. MEIERVIFET (CHE
UATL O, BEARBERELETC, mitEH(CIEE UZiEpRAiEE Rt L CHEbR 9 2T
HD. HBEDESV\ AR EVE L& I DFMCHITHRDMF(IRSNTE D, BATE 5~10 DT
DFIHATONTND. BiG(E NYHA II~IVT PEA AV EIEE/RXIGA N S B XISROA AR T (Cas B btz
NEBHESNDEDTHD. Sin. BEMSMEE (B O0AE) FRETEERESNGR., BEDRE
LT Z<DEFITERMER(EEERSN. MITHREERICHEL. FINEERTREIFLETLUTE
TL\B. PEA DRJER(E. FEATHRDMEENIBRESNTND L, FREENESNZ L. BHERBOFE
PR CKIDBICHHIREND & EEMBSIELECH U TRORBRUFMZITDZENHULNWTEE
Thd.
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4. CTEPH Dja# : BPA

CTEPH Z5T PH D2 - BE(CHEBEUIZARIE & PEA (CRMEUHMRIEICLB L Ea1—ICKD.
PEA DL & =1Jz CTEPH E (PEA &(C PH h'%& 77 - BREUEEMNZSD) D55, JustEEE
[CKDARINEEZITD TE NYHAIL ELUEDIERNH D, FHmEIAREN 25 mmHg M E K7z (3
MEIRHFN 300 dyne-s-cm™ U ETHBERIN BPA DG 712D,

BPA (. 2001 ££(C 18 I PEA ARG CTEPH FEMI(CXS U ChtiiT U2k (CHIA C. 2012 LA
FCAINSOIMENERE . FFHAN (C(FIMITENRE S EENMHFREDENRE SN TS, BPA DEHA
BAEIZBASHV TR Z8D, PEA & BPA DiaETTE. IR, BREFZ 2 (CHALIESZ T, AN (B
KUFKR) 1Y BPA ZHRET D LEDERNETHD. BEEDOSHHRAEZE DIAEMNIEI R TMNEL
TzBR SN B BPAMIFRISERRIZERY D28, BHEREZH I DAEMICDVNTIE, URTHN
RI« v BB ESDFH BPA DIRERD,

IRFEETIC. PEA @S CTEPH FEMICXT LT, BPA EfthodiaEeE: (FustEESAE M 20\ (difs I
EAEAEREDHASE) EOBIERACIEEEBR(E—ETITHNTULVRW, REPLHFEZREEZFDIZHIC
PEA DBEIEH RV EHIMTESNIZIZE(C BPA Z1&F I D2 &M, BARBRBF DA RS> TlE
Class IT a. Level CT. 3—0Ov/\MERFEDH RS> Tld Class II b, Level C TR =NT
Wnd,

BPA (& PCI &FEARICHTIRE (CK D FHRAINER - SHEREZRNERD . HAERBRZINFEFIL T
W3 [NEMERHENIRIMAEZIASAE(CXI I D balloon pulmonary angioplasty DS & EEEICRIT B RT
— b X2 MIEHBWTIE MMEEFZIFE T D ring like stenosis. web and abrupt vascular narrowing.
complete vascular obstruction. pouching defects DIBICFHMINENE <. SHERERMENE
MELTWVD, Fz. MEZSQREOEGHEDFFETORERGFHEMETHDZENBESMNIBROTSE
TWd. S ELD. MBIARENRVERRETOD BPA (CHWTIE, FRBIIENES <. SHERERHEL)
ERESNDIREZEAFIEN(C T DRETHD. HERE(IMEIREN D DIEEET L THS., BE
RICTDDNEFEULY,

FHFEZE(CDULTIE. Feinstein (FEHEAEIARE (MPAP) 35mmHg I ENNU R ORFTEH D EbART
LB, Inami (& mPAP &fbIMERSL (PVR) MSEH U7z PEPSI X 17712 pressure wire ZH\S C
EICEKDT, MEERERTETDEHRELTLD, Inohara (X OCT & pressure wire ZRL\, FhEARK
DIRERRED A EZSRBECRDEBERIGEDEVVEHRE L TS, IR MRS OFAEZ BIFE/RR DD
A DDEEARMREFT SN TND, FREEOHIZBIMEDOEBNEFND.

@01 L BPA 2175 &IC KD T, FHHFMEIARE(L 25 mmHg Kia(CIET LS55, BPA# 30 HEL

ADIETE (L 0.3~4%THD ., 1~2 FEFR(E 97~100% CThD. REANSAFERENRIIRITAHA
THhD.
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5. CTEPH [CX9 B instERE

CTEPH TREECHDIZDMHRERENVE TH D, TEBZRSHEIRACSITDMmIERRK. HSXT
CTEPH (CH T DEERBDORIREIEN S D RAPFHRIMITAE ZHNH 3 5. FUEEZEN CTEPH (CBHNE
SHRIBE (CARET UTEIAFRERR VY, Z<DH A RS A 2 TIIIASBEFRE(ISNEESN TS,

FUBEESACRAL TE, ERIMIMASAE (S EAYIE) RIERTEHCERASNINEEREECH TS
WEZESECTDUHRL, BEDILI 7 UHMERENS,

$1#dD DOAC (direct oral anticoagulant) (&. SMMEREDEZEHICEBFEFH (O U TE EHR
EINTUD, BEIRIMADEE(C3 I DYUEIEDR % HTEBRED meta-analysis Tld, 7XAEU> . O
JLI 7Y > DOAC DWINEID RO—ILKDZIREHD e # 2 BDANTRE 2 (CHEARELD
SRZZBHTND,

RESRIMENHNITERIES. DA BNUSFIREDCRENDGNITE LEZRS T D,

6. CTEPH [Cxi9 2 i M LR A

PH Y210 DIEE (TG U T2 HESIRNME T3 D . CTEPH ([CHBWTHRERMIEDERDH SN DEBI T
R, KDKREOMMEIRTLZRE LD DIMMENRICEDHSND PAH EEKRMMERE Z
microvascular disease EMSAY. CNICHK U T PAH TERSNIMMEILEENEN THD EEX
BSNTWD, EEMEEECMITIHREZERET D ENREINTH D, UASTT7 4 NhABDIRET6
DESHITIEREOBR/MENE PVR OBRRMETHAREIN TS, Fo. BIEARN THINFERENE
ITRZEERSNTND,

BE(CRE U T BRICHEVTIE PEA DAY (CEE L < Fiff U X000 E < THFINEIS 1385730 VEFB.
M EIMRIMERENIAT I DA E SN TS, BRICET DIMENREDESIFCK LR TH D,
A EYRERIRSD KD RVEILIMEREN TS,

PEA AEIG X (FAii#&5%7F - BFR Uz CTEPH (CBIFDUAS T 7 hBE M. Z2MZiRst UTZERR
HETSRMB_SE5REEEHER (CHEST-1) OERNRESIN. FEHHEE THDE 16 BICH
(72 6 MWD DNR—XX S > 5DOFHELEF. EEEFCERANEZRUIZ. BIREHEIER ORI
B (pulmonary vascular resistance : PVR) M58 16 BICH TINS5 N SDFEHELE
HEERRERRUL. £lo. i PH REHICENTE., SEDRINEH>IEEODOERICEL
7= UMUL. WHO class IVIEBICHITDITEFT > R F+D TR PGI2 Fisp B EADFEREERE S
na.

PEA RNtz (3 PEA/BPA 11154 1F - BR UJz CTEPH (CRIFBD LT /T DEMME. Z2H(C
B L CHR TS TIRE LIZIRENBARN SRIESN T D, AARAN CTEPH BEZEXHRE L TR L
1z JapicCTI-163279 M#ERTIE. EEFHMIEE TH D5 20 BICHIFTDINR—RX S M SDRMIMER
1 (PVR) OZE{bE. TS REFE B U TERERB CTERLSEZRUIEZ (—98.2+111.3 vs. —4.6
+163.6 dyn - s/cm’), ZXFHMIEIER & LT PVR LA DRfMN4TENIRE. 6WMD. BHINDIEE. WHO-
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FC. NT-pro BNP Z5Hifi L7z, {OAHE. Borg BRUINDIZE(FER(CE LT, 6WMD &&KU WHO-
FC (IBRIRZLZBHIIN DT,

FFEEE]. MiE%E PHBAICDWT, UAS T T~ LLFS/TBSNIE PAH BEENMER S
. FIiTEIRECEEMEEZNE LI £ T DIRENAHSNTND, Tz, IFFMNEILDARIEICH LT,
ERA 1> PDESI HMEREND KD (CIRd eEbEDFBEDF&(E. LURIDAFICLEUTRIFTHD Z EHER
EFEEINTND., 5(1C. REDRTEAIUICEHTIAFIT7FUSADERTE. MIiTHRENESME

BEDWER RO ERESNTZ, UL ULRHS,. PVR A 1,100 dyn.s.cm™ ZBX 361>, Sf4HEZS
I BHIORREEERE L. MRE U TRRERESNTND. — A, FEEDHDEECHT S PAH
BEECEALUL B ETIIHEEH DN, PEAEMZIESE D ECDIIND. —REFBENFMDU X
DEHFBTERVEACHEREEZR LU TR, BPABEIIOERICEL TE. BERO—BEHDH,
CTEPH EfEHITIE PAH SABERMERE (CITHND T ENBU, BEROAIMEL X NUDIRETIL. Bl
MEYLREE(E. IEFMNERGID 53.8% THEASNTED. DHEDESAEE R BBERIATTIIDHR
EHTE., FMHE KUARREEEFIDDE 52.2% THEASNTLD,

CTEPHDHEEZ

FURERGE (MAEBFRTFIG. RMARAZER L)

I |

ABENRRABRIERRHT (PEA) JUL— > FHBHRRAZARAT (BPA)
BG - fhEAR-PAXERMAS s . 4=
(SHRIE BN BT AEMES) G P b
mMPAP = 25mmHg, PEAT:8 7 At [/ /iE
PVR > 300 dyne - sec - cm™ NYHA/WHO-FC > II

NYHA/WHO-FC = II

M EHRACE (VAT b ELF+2/D)

3BJG : small vessel diseasedDEZEAF DOCTEPH
BPAREIS. BPAfI#&5%TF - B8R CTEPH
PEARNENG. PEAT&I%ETF - BFCTEPH

CTEPH OiafZBIR. JaBBEILHE
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2018 CTEPH & RS- > #Jhk CQ1 updated 2022

CQl. SR RZER]RE/MREZ B I D CTEPH BE(CHWNT. PEAZITDO T LFHR=NDIN?

HER

SRIEER]REIMRZEZ B9 D CTEPH BE(CHWT, PEA (FEGMTRIET T, MMmITEE. 6
DRESTIERE. NYHA/WHO #EEDIEZET D. —75. 8.2% [5.5,11] (FRHRYE MUDAIEEHE)DFifr
BEFET >, BEEMSIME. MEHE. BEREMKER EOSHIENFHS5ND. PEA (FEERFITZ
WEEL. IBES LUNMEROREEDFMSIEICRE T D, RFPDEERDS BN S (& 5% FDIE
TENMRESN TS, PEA (LR UEHMIEZ SOZHEBOERT — ALK D, SGFRIR & FiliBhE
TS HIEDBRIEZBIRE U L TFMESZ I D &0 BEXUFIERDS D% T Fitia =
MY EMHERE=ND. (GRADE:1C, MRS LR | /TES > XDMEENE [MEL])

CTEPH (Cx19 3 PEA

CTEPH (Cd5173 PEA HIEREEEEFIO T, MITEIREZLEE UTZ RCT (F72VLWA FLEEEIETEDH
TEIFERABRESN. 2L X NUART(E. SMaEEOES PR\ RIEEREH CHENERICR
FCHole BELERFE 1 89% vs 70%). Fz. FIRAIMIEN S DIEEEEBIEE(CENND ST R
AR IT D IERIREDFRIBRICRRT 2 F4EFE 50% U T TH ot WINDHAKRICHWTE.
ARPAER(CLEARSMREAERRF T, FMiTEIRE. 6 DEISTIREEN CE L. NYHA/WHO #EEDIEEER
(CRIFCTHOIz,. REIEFICEIDMETIE. 5 FEFEE 84% [80,87] (FRRME MU EERH). 10
FEFRL 74% [72,75] (FIYE MUDIEER) SRESNTUND,

—73. FBEIETE(L 8.2% [5.5,11] (FRIE MDAEERE) EIRESNTVD, ZIZU. EHERN
ZUWERDIETR(HMES . FEDEAITE. R, BREBIC 5% KRBEETHH»END. Fe. BE
FHRELUT, BEARMSIEED 6~38% (MSMEMEDER(CLD). MEHE 6~24% (BN X
BED 0~4%) . BERMEMKIE (3~45%). MHRESNTUN\D. FDORREIZU\ZHFMiEMEIEE
TMEBIFFMOHER =ND. UL UIBBERIE [3IMTE S KON OFMTaBER (CRESNDTH. PEA
(CRHR UTZHMRIEZ ST CTEPH JAFHRER(DD D ZmEIBDER T — ACK D T JBBNR & FiliBSEt
T - AHEDBRMEDOm S Z 3t UFMBEISZ i 2 &0 SRUREERDSD D PEA itz TFilr
TN <HEREIND,

CTEPH (C39 % PEA : BhEY BMMDZEN 1 S+ > DTk

2018 FEMBIMEESEI A RS> T [FINERZE(CH T DEBECHNWTIE F—(CEMmE
REZHH U CTRUAEDREZRSE. £aaTFRENEIT DL, BIICRAUMRMITZEIEL TSR
ftztiEL. RUNBEDERERZRET D 2889 . BIERIBICHNTIE, ARNEER (MEHL
SREUE) - SMREEIR - DT —F)LIaBEMNBIREIEETH DM, ISR T LD _RZER UISDERE. 9713
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HDBIREMENEEIA SN T\ SIaE (I MAEAIERER DA TH D &A)(ICIAEARIRTERRTOEILZ
U, BICHRWNEE. T (IMIEAIRERR M (CATRIMEMEAX T DIBEICE. BT —F)LEED
BISZIRET T DT ENZETH D, NT—FTIVEEDEIL ERSIRNEE(CFMEIRREEZMHEITU.
EEMRENEFR I DL S THNIIMBEZIRFT T D] s NTND.

SEROMAFDEIEEN

MR ELZER]REIMREZH I D CTEPH BE(CHWVT. PEA (FEmFRERIZIT TR, FMiTEIRE,
6 IEHATIERE. NYHA/WHO HEENRRZREL. RIIFRERIT CHD. —75. SRIN(CEIEREER
PIC(E, A EHREREN) UL — 2 BIIRILRMTAMTON D . MIaEDEFRAI LD BEEE <. RN
FERJRERAZIASMNCT DT & BHRHICHF D MEIEEY) UL — 2 B ILRiNEE & DREA
TROLE. =5(CFMEERTHOER. REDSSRDEANEFEND,
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2018 CTEPH &N RS- > #Jhk CQ2 updated 2022

CQ2. FHPEIGDRL, /= (3MiHgEE PH 0. F/2(3E% CTEPH BE(CHU\T. BPAEITSITE
(RN ?

HER

FHNEGDIR, FIZ (SRS MELEN AT I D, K(EBEFE CTEPH (CHIFD BPA (F. FHmEE
DEVAREEEAI(CLEL T, MMMITEIRES. 6 DEIHITIERZNEL. FTRZWNETD. =510, ZD
BHIFETER (L 0~14% EFMifl ERFLU T TH D . AFRICHERULZER. SXUHBEZSOLSHRE
F-LDEE, BFfERICHNT, URD RRT v v hMeBIREUZETHRETE S, (GRADE2C, #f
Boms HUVHER) /TESTXOHEEN [MEUL])

CTEPH (C319°3 BPA

CTEPH Z&(CX19 3 BPA MBRECDWLT. RELNAEFI>Fin & bMmiT8iRemZ b >, F&Zt
B U RCT (FHFEEET. BAMSIHARICKDFRERILE. MiTERE. 6 DRIZITiERE. WHO #ae
HOZEZ LR UTEAREI DA T D, EH—hEsRNDLEER T (I3 DN BPA Al 2 F4FR(E. AREEE
Bl GgEEEE U AS D7 NUSNDORGMEIRGESREZE —SMER) (CLELT. BiFThD. BIDIREIC
KBDE. WREAEFID 3 FEFRIE 70% ESNTHD. BPA DRHAZET 0~14%. REAZEZ®EHZH
ADRT— A NT 12/308 (3.9%) (F. BIFEWNZS. Flo. WITNOHKICENTS, FImE)
IRE 36~56mmHg H'5 21~36mmHg. BMEHH 8.4~12 WU H5 2.7~6.1WU. 6 HRIFHITIE
B 191~405m M5 359~501m EWVWVINEZRICHEL. WHO HEEDFHDWREEESN TS,

ESHHEL. JAELIEL 1,397 @ 511 Bl(CAH5N. ffEE 251, M 197, FhEIREEFL 41, FhEhhmw
fEEE 6. KD 4. MEET 3. FEIAREER 1 SIRESNTUVD., Fo. MEORBEDOFREDITRICK
DEHEDSHEEMET D ENREETNTUVD, T5(C. ring-like stenosis. web EDERFTRZE
IIBEICE. RINESNESEMHEMENC EBRESTNTLD,

BPA (&, #irf&FAFAEIELES (T L TERMTHD T EMRESN TS . BPA DB L12DAE
PlE. FHnERTRVEMZRRIETDEDD., FinEA & BPA ERRFRIBOESNFET D. BPA
DFREFMB ERAFT. REBESFMHICLEEL. U RITMEWEIEEND D, ULNLEHNS, Z%
BOFREVEET D, Fle. NS BPA [CETDRGHER. INTRRUIZEFIMENSDFT —5—T
HD. TOEAIE, BPA (CRERUTZERD. PEA EMEAEERN D DIMIEZ ST CTEPH IaBHERDHDE
F—LADELE. BFIMEEICHWNT, YURIRRIT v MeRIEUHIBISNBRETH D,

CTEPH (C3x49 % BPA : BhE T SMDZESI A RS > Di#
2018 FEMBIMEESEI A RS> T [FINERZECH T DEEICHNWTIE H—(CEImE
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EZHH U CTRUAEDREZRSE, £aaTFREWNEIT DL, BIICRAUMTRMITZEIEL TSR
ftztiEL. RUNBEDERERZRET S 2889 . BIERIBICHNTIE. ARNEE (MEL
SREUE) - SMREER - DT —F)LIaBEMNBIREIEETH DM, HIFR T LEED_RZER USDERE. 9713
HDBIREMENEEIA SN T\ SIaE (I MAEAIERERT DA TH D &A)ICIAEARRTERRTTOEILZ
U, BICHRWNEE. T (FMIEAIRERR M (CARIMEMEAX T DIBE(IC(E. DT —FILEED
BISZIRFT T DT ENZETH D, NT—FTIVEEDEIL ERSIRNEE(CFMEIRREEZMHEITU.
EEQRENEFR I DL S THNIEMBEZIRFT T D] LN TND.
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2018 CTEPH & RS- > #Jhk CQ3 updated 2022

CQ3. CTEPH BE(CHUVT, ERNMMEILERE S U CRIAHI 7 DIV OS5 - (VAT )
ZRAWDZ ENMERENDH ?

HeLS

CTEPH EBE(CHITDIEWAEESE U CHRESINCAEI 7 ZIVEES OS5 —CRIBEU AS 077 M3,
1) FHPESOR, Fi2l 2) MEEEMSMEIESDD. F/cld 3) BF CTEPH BE(CHTDT>24S
LELEEGRER (CHB W T T SRBECHB LB ZRH D e, TDERZIRET D. (GRADE 2A.
HERBOME USR] /TEFT > XOEENE [S))

CTEPH (CX 9 DuIAMI 7 ZIVEES OS5 —T

CTEPH OEYIEEE U TCHRINEAEI PZIVEES OS5 —CRIBER U A7 ML, FithEma
DIRY GEFAHER) . KU PEA fiiEEEFMSMELE. B CTEPH iEflZzxdReE LIS >4 At
AR (CHBN T, TS RBCHBR UM ENEREZ S D T 6 DESTIER. TOMMEiRE. MmE
BztESE ., — 5. BREERERDIECXL, K MEQZROHDIEDDBERTIIMNoE, &
o, BEBREITSUMRBEEENRL, BFRPICBVTE. 6 DRISTIEBtONE TSN, FEF
MBS D SOMREFR. EEMSIEES (C U TUAS D7 NOFERMER NN, FinEisel%
S HEBFDHITFIRVZDIRTCBEDMBEER (TS U TRODINETH D,

1285, B CTEPH DER(E. PEA iR (CASMEEDIREN SEllL. ZDRIURERZ SORAMR
EEZSNDARBERZIEL TE. SEENBRUIBEZET.
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% 2 % GRADE system ZAV\EEMBACHIBIEF Y ADIRAFIF v ILEL—
(Systematic review: SR) &SIV EDHELE

58 (CTEPH ZEHA RS> 2022 DR TEBEEX SNBEFHE)

CTEPH : 1242 MEIIERE (Chronic thromboembolic pulmonary hypertension)
PEA: fi@hARPIESERR T (Pulmonary endarterectomy)

BPA : J\L— > BhEhfRiEaEST (Balloon pulmonary angioplasty)

PTPA : BPA &[E% (Percutaneous transluminal pulmonary angioplasty)

SR: SRAFIYFTa vl Ea1— (Systematic review)

CQ : BgEREERI. U —H)LoUITw=>3> (Clinical question)

VTE : E#iRIiEZE4AGE (venous thromboembolism)

mMPAP : figiREaE (mean pulmonary arterial pressure)

DEHA RSA S DEAER - BB

1. 2B RSA ARDBERN

2B RSAEZEDOENE, IEEHMKTHD CTEPH (CHITDREFTTOMR MR, 2E
([CHEF I BEEREC, AFIEH TRM T D EHICHBET T MHADOWEZBIEI CETH D AKRERIE
BMEREBRTHD., BRICEIDIIET O AMNMRNzD. IFIREEAR - EIREENRID CTEPH tRIkERT
KOBRRZ TR THAANTZ, SS(TEEBRFBEN . BULZME LEaBRZRE I DEHL<E
RATE3LDEE L. o, BEVLREKLRE—MHREEFRESZEN. HEV\DIEFES JLOEHERERF
EROTESDSZEBHIEUI

2. ZEAA BSA HEDRSBR EDFRE

CTEPH BE S AICH U T FKAR IR EFNE(CHIR T FMTEE T H DAMBRAFEERR T (PEA) |
JOL— > BhEhAdEIRAT (BPA) . FIMEMSREENMTONTLDH 3 DDER. HDLENITNN2D
DB LR U T S > 5 MELLBGHER (F1F1E L&\, BPA (FFATEIS T/RVVERZXRE LT, TDF
ROBRCHSHER LICL DT, BRTRECER, =5(C BPA LA MJ—(CLDHMBELEIRS
NTLd. S%&. PEA/BPA/ARLEERZHEAESHE T, EFHE. BE QOL (6 RIS 1TIER) . bl
1TENRE (FMEEN/R L) BEFERAE. PEA/BPA/WEEEEDIRICDWVWTIHSHNCIT DHEND
Do

Ffo. FNEE TRUVVENS DL\ (I iieikF - 8% CTEPH &L, i@ I 7 ZILEES U5 — TR
WETHD AT T MIHE, 2021 F(C PGI2 ZEHRIBMETH DL+ /) WUOHER SN,
TR EBWERIC DWW TSN T 2HENH D,

3. ZEAA FSA 2 OBRANMEESNDHREM
KB RSA DRSS EE(E. CTEPH BETHD.
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4. ZEAA RSA AR IIN—T

HA RSAARRIIL—T(C(E, IFIREARIE, FEREARE, OEOENE. BE2ERE. BE
= (NPOSEAN PAH DRI E) . BBAA RSAAFRGESMIFRE, BFRIDETOEMRIIL-—T
DREREDNDD 2,
CTEPH ZEHA RS HIRICTRELTZ CQ1~3 (CAALTIFEE 1 ETERL 2022 updated & U
Jzo KEZESIARSA2TIE BLESLELTCQ4 ZRE U,
CQ4 DRFIT+A4wvILEa— (SR) FEREEBIFELDESDTHD.

CQ4 CTEPH fEMICH T, BIRMIBIMEILIRE & U T PGI2 SBARIEE (LL+2)D) ZHAWLS
ZENHERENDIN ?
SAFITAvILE21— (SR) BHES

8 E—B FTEXFEREFWTRT>Y— HERSRERHEHERTOS O S

Hig 57 TEAFEREFMRT>Y— BRS[EFRHEFEF OS> N

IR BF FERFAFREFANR FIREARIZ

Mk 52 FERFARFREEFMFIR FIRkasARiF

CQ4 ZFAA RSA AR TIL—T
)R/ RUR S (BFIDER)
fok B FERFAFREFMR WkaARZ (FRaaAR)
8} E FTEAFEREFARTSY— WRSEEKRFEFTITOS O N (FIRERAR)
B ER TEAFZFEREFWRTE>Y— WRSBLEAEHBAITOS IO N (FRERRD
IR BF FERXFRFREFAAFRE FkaPRF (FRaAR)
R = FEAFARZREZARE FRasARE (IFREsFR)
foK EX  BARBROUZvO (—fixAR)
PR 15 EMARZEFED BIRGARF (1BIREGBAR)
PafEB SAKER  FUNAFEZFERMIERL: BIRGAR (TEiReAR)
AR EfERESSRIR TS —
IR EAREBPIFERIRE - S METinEFATED (TRERasAR
TH —= AUBEARFAFREFWATR TR - BRA S R—5+ T US—FNFF
(FIRzARL TBIRERFIRY)
R e ELERT> 45— BRKHAFRE (ERGARD
WEF 19 RREMAT OREMESMIFEDE (OEMmMESM)
fE K FEXFEZSMERRE J/\EUT—S 3288 (BFEEER)
L #£8F NPOEA PAH D& Ak

2N RS AT IEERIR
=H H#iE EREWUAFETED HLSsHREFE
HAEREEESTIEE EBM ERIBIRED (Minds)
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HHEBEHIES
Il gk REPAFAFER EFARMMSEREFREREREEFERERBRT
R IR EKEEAT A DILIUZy O, JLBEMTIRERR BT
[REH EAF NPOEAN PAH O%=

5. BEDOMEFH-HE

FBEDMEEFRCHLZIRLUKROHDZ EN GRADE system DIEZTHD . EDTZHARZEHA RS
) FIEETIH RURXMEUTRESDAICADTUVEZREWE, HERECERL., BEDOMIEER™
HELREBEDIIG CTORRZVWEIEE, HEREZITOT.

6. ZEAA BSA 2 DOFRE
2B RSA 2 OFRES XOHABMER(E. CTEPH 2ERICHIZDEME. IFFEFE (HE2E
E. J|EE., —AizkE. MEREPIEQRE). GEM. ZAREDEREZFES LUTDNMETH D,

7. TEFT > XIRZRDICH DRI TTE
TEF > ARRDIZSHDRFNRITFECDNTIE, BRI D [HA RS ARRITEDOEIRE 2.5k
BER) EUTE#UZ. P36 88,

8. TES>RDFERE%
ART T ZHE L. BRRIATE E UTEEEDOR VRN SERA L. B FRFR SERAZ(C
EEERSE B Oy

9. IEF > ABADEEE SRR
BRI BRI NALCDNWTOREREMRICEITIIEST > REHHE (TE>XXTO0I 7)) ]
BELY MEEDHORMT—TIL] EUTERH U=, P47~48,49~50 288,

10. HERZIERT D75E
BT D [HA RSA ARG EORE 6. TEF > ANSHERDIER. 7.)(RILaiE] & U TR
Uiz, P41 BH8,

. WERERR(ICHIEOTO. @R EDHEE. BIfEAR. URD
1&“:@@“5 MHERDIZHDRIFT—T)L #ER(CEET DMBHREHRL] &L TERH LT, P47~485
E?:'

"o

12. R EZNESZIFIDIITET > X EOMGEFR
®ih9g B MR, #5) T RCT @YX &ERL#. JALXANITOY . CTEPH 7 MHOLARZIEN
L. IESF> R EHEOMGEERERECRUTE,
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13. BFIRICK DM BT
AMEREHI & UC IR, FRILBEREE (SN A RS A ARRIESFFIRE LT, BFIEREE (CERRE
FIRE LT, RHERFRICBERREKREUVTGTHIZIANLZ, TNSOFMIANT AR (CRIRUTZ.

2B RSA ARRRITEBFIR PILERTLE (CKDIMNBHIIC(E. 2T RS 2 FHEDERR
1R#EY—)L AGREET 1,2 ZRV\/Z, AGREET (& 6 fRisk 23 IREMSADERIER & 24T 5723
D, FIEB 7 AR CRASN, SRS & (CXAO7HBEHSND. ftEkEI X773 0~100% Dfe%z &
D, RBEDFREXRZREKRT D, RMITER 1 (CZOFHMIERZTRT

14. ZEHA RSA > OWEFHSE
K2 RSA 2 (RA 5 FBOWNEZBIET. UhU. EBLGHIRNMESNITHEGRE. RE(IC
&G CeRETHREADRIE LB DS 2R 9 D AT RS2 (E 2022 FE (B4 FE) BES
BERFMRERIE BoMPRBECRIATNSESE [#AMITRIRE - MSIEECEY SHEMT]
(AFRAERE FHEME, #SEEE FEB) KDBRZERTZRRNQERDIEH THD. BARAD
SIE - ERFEOBHEE TSRESETFEZR I D FECTHD,

15. EARNRHER DR
CTEPH BE(ICHITRICLFI/INITDIEST > XICAULTSRAFTITa v L Ea1— (Systematic
review: SR) Z1TL). EAN(CHBERASTZIRARUE, P42 HERESIE,

16. BEDIREDER EORECIE CIZEBRE

KEZBAA RSA2(E BEVD MOLASRE CRIITEHRZRHIDEDTH D, IRSNITHER(C
WIRDSKDSHRETDEDTIIR. REORKIRS T AZEIA RS> DHEDH25T .
EERPC IR~ UY—XRREDMDEREEZR L. RRICIEUIEaFERZHE T D, DI(CAZES
A RSADFERBHIOIHLE UTHRASN S CEZBELTES T BEDOHIECET DI &FE
tITH 3.

17. B5 (IR R LR

KB RSA 2 (CHITBERESERM (Clinical question: CQ) (F—DT&H N, ZTNICXT T DifER%
—NI(CFEESD, ANEETHDINZDNDYT BRUIZ. #MRD CTEPH 2EA R>5-1> (2018
F) D CQLI~3 (T T DER(IEE T ILENRVD. EDFFSL (L 2022 upadate U7z,

18. ZEHA RS54 > OER(CHZ > TOIRERR CREER

CTEPH TEMMUENRESNIZELF2 /T RRREZBEDBEN TH D H1 RS BACHIZ DR
EERTH DN, ERIOBYMER(IEFFIKE (BFIE) (CIRENDEH. TORIIEEER /2D,
SEREPIRE TOBMEDT SR BREEELRE CHd. SEROMKITZIBRI DIHIC. BANA
BIE - ERF S EDBHDAEHIZIBE - 59 D,
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19. ZBEIA BSA 2B RS ICFIRREDT X

KBTI RSA 2 (IEREFHBRIFAROMEE (CHVWTZORRME UTRE L. BAMSME -
FEIRF S HP (CTRAMFECTHD.FLBBAA RSA> T ITUZRER T D EICID LS EFRE.
FIEMEE. BWEZS6T CTEPH (CRY SESEEI 2 L. 22BN RS+ > 0F|RetzBis
ER

20. ZEOA RSA > OBERICHIZ > TOBENREREIR
TLFZ/WDENATIXMEL HESNZIEREZ ), FIFEED/NSREEREL. TN
ZEVPIDICRES FEDHEN DM R UIZ. P43 S,

21. HEROER(CHI> TOEZIVU YT - EBDIZHDEHE

EHNA RSAZDERICELD., CTEPH BE(CHITD L+ /U DBEBIEEANGFEND. 7t
BIEY® BPA ZEOEEBDERMF — ACK DT CTEPH ZEDGEAS D HIMISN. PEA (FFMHEER
DH DM CTRMI DHERMNTHD . FMEEFXTREGEN &, FEFMESREICHSITD BPA
BN TRIIFRERIFCHD L. ARIIEERE L TELFZ/IVIONB THD Z EDRHNERTD
CENEIFEND, IEEHRE LT CTEPH BHREDIENSE LU L2/ T OBEMBFIOEIMNN RiAZE
Nns. SEEBXKCHIFTSD CTEPH LR M) —F =S DFf(ICKDBRE-_FU>T%iTV\. REFF
BEOMRZARELL CO<ENS D,

22. ZBIA RSA AREDMIIE

2SI RSA ARRRIEEZEE. SRIEREZEES KU/ (RILEE/ (RU R MI—EDEEZRHTZNN
BEIAHEDHERDIZHIRRIE UTHIZIL TENENDFEZEDT, =52, HEREDIZHDIBIEZ R
XHR(CFARUTE.

KN RS 2L BRMSIE - MBERFEOMBHZE TR SNIZ. AHA RS AFRKIC
BULER( 2022 FE (%114 F£F) EESBHERNFARERIE #aRBEICRIAFSEE [#a
MEFIRETEE - SIEECE T SRHEMFIL (AFRAKE FHEME, #MhSEEE FEH) &K
UBAMRIE - WERFEXIDMRZER T, BEFNSOERE(EIEN.

23. F/HER & Z DG

BEARELUTON LICFH&. RRAERFERUNDE A RS AFREE(ICE T FIFBRICEILT
(E. BB—F P10~11 [CEEBLIZESDTHD. BENKRELUTON EiLFH RRSAFK. (CET
DTz (S, #ZFE COI. FHlhy COI HI(C ZERL] THB.

CQ4 (CEATDIREDR. L FH2 /TG LEEN COI W 2EE (IFEZRITT. BARICH
|33 CTEPH ZEDEPIE (FASHN L F2 /T IRGER SEFN COL ZBH TN BRIEZR
HEUTIRBYISEZES A RS ARSI S HIRT L. 21 RS 2RECEEMUE.

34



24. ik

1) AGREE II. http://www.agreetrust.org/ (2022 £ 1 BRE)

2) BAEZEHETMEE EBM EHRIBEIREF - AGREE I H ARFERHAH TR ver01.
http://minds4.jcghc.or.jp/minds/guideline/pdf/AGREE2jpn.pdf (2022 & 1 HHE)
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ZBRIAM RS54 A5 EOEIES
E_B(IEERKRFENSHESNZ 1 DOBEREER] (Clinical question: CQ) [CWH U TS AFTNYT
14wl E1— (Systematic review:SR) Z{T> CH#REZIERL TS, CTEPH Z2E(CENS CQ (&
BE<FHEITDIN. FIMRETHICHIET > AICZUL, SOIEHMR CTEPH ZEHA RS>
(2018 £F) TED LIFZ3 DD CQ ([TIRWT. REEEEBOND CQl DZEDIKD 7z, ¥R CTEPH
ZENA RSA 2 DOEHNS KU updated 2022 Z T UIZE—E(CH 1T DIEANQBHRIEH EDE.
FL2BZEBBIDETHUTEEBROMIFIC/IRDZ EZAFIT D,

B (CHTIZD TIE. SR EZEHA RSA AERDEBREERER TS GRADE (Grading of
Recommendations Assessment, Development and Evaluation) system1,2 Z#B U7, GRADE
system Tl& CQ ([CDWTF I MLZFREL SR Z1TL\. TORRICEDWVWT/ARILEEA >/ (—(C
KDMRZVERR T DHAEZHRA L.

1. ERERZERT (Clinical question:CQ) MDiXTE
CQ (FERARIZ(CENWTHIRTICEK DS LD/IRED T, HRZRT CETHRRBDZEDEZEHDZ
ENHIFTEREDE LU TRESND. UNMU CTEPH (IFEWMERETHD. TEFT>>INZ UL, S
2B RS> TlE NEDBEBECHNTELFZ/I\TICDNTD CQ DH=ZERDIRDTZ.

CQ (FFBE Patient. T A Intervention. L# Comparison. 777 k73 Outcome. B&L T PICO M
R TEREENZ (UATEER). CQICBENT. TONANEEZZITDIREICEO>TEEELEEXISND
PO RADLZEEZESA RSAAFREERTREL. )\ RILEZE/ RURX NDERZE/Iz. TOEEE
X9 (REEE) ~1 (REEETRV) ([CHEHMHICS>ODT5N. =ENICEKX (9~7). EE (6
~4), EETRRL (3~1) [CHFEENZ. COAR. EXRVD MALAEEERT I MIALICDVNTSR
ZITDTZ,

CTEPH CQ4 D&TE
CTEPH BE(CHUV\T. ZBIRMFHMEIIEE & U T PGI2 SHARIHE (L+3)W) ZANBITEN
HWREIN3IN?

RXA—TJTHD EIFI=EEiRKREE (Key Clinical Issue)

CTEPH 8E20OZEYEEE U T, I 7 ZIVEES OS5 —CRIEER D A0 77 MIRWT, PGI2 %
BHRFEECLF2 )OS 5. TNZAVRVEE SR LT, FMERKL. 6 2SS TiER. FRK
EE (FEL) FTOHR., £FHERENS., ZORRICDVLWTHEHSHCITBINENDD.

CQ DBk ESR

P (Patients, Problem, Population)

31l BERU
it 18 A £
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RE - ARk 121 MAEZEAE AT S M ETE

HOIBAYE{F BRI DRETZ U f sy

T DA FICIRL

I (Interventions) /C (Comparisons, Controls) MU X

PGI2 BRI L+3 )

O (Outcomes) ®UX

Outcome OHRE WHEH B5EE RATE
01 6 TR DTE Ay 8 = |8
02 SR ENARE DTN E Ay 8 =8
03 fif M EEHF IO E Ay 8 =8
04 ERPRIEBFAEZDET Ay 8 = |8
05 FETROET Ay 9 = |8
06 BEFRDOHR = 8 = |8

YER% LTz CQ

CTEPH 2&(CHULT, SERMFTMEBILEE S U T PGI2 SBHREEE (TL+3/D) #HNBCE
DR EIN3H ?

2. XEiRZR

SR YEREE T DHINZZARIEFEFIEN PICO h'SEFREBEHME LU T, MREREIEHUTZ. 1966 F 1
H~2022 & 1 HEAORM ([CRERINTEHREDREHX " MEDLINE (PubMed). Cochrane CENTRAL.
EFMst (EfES) #HVWTF—J— R&RLUE.

XHMRZRDFNE, GRADE BH(CLD PRISMA JO—H(CEFEHTZ, F—T— FRFRICKDERE
NnrzswmxX(d, 7IANSO RT—RROYU—Z20%70\. REZBKRU TCTRAOY -0 %17>
2o BINDSDHA RSA2ZSE(CUIEN S, DREDORENERBZER UIIBIRREOERZITD
Iz

3. TEF AT —9DMHE

GRADE AR TlE. >4 LfbtbEEkEk (Randomized controlled trial: RCT) MMEASNIZHBES
WY T —HFDASF T F YU X(E Cochrane Review Manager (RevMan5) software ver.5.3

(http://tech.cochrane.org/revman) ZRAWTHE SN D, CTEPH (FHIMRETH D8, RCT (F
L F)\JD CTEPH (Cx19 DML AZ B UTZERERER 2 4FDH TH DTz, TNIUIDIEFIXTER
AT, JI7R— NATE. BAESEMRIATT. MEGIEBMINARE. 7 I MOAS EICEFEHSNIEES
DAEZ DI CDWTFHIS — bR UTc. ZNICKD@mYT—FEHRal. EENSXTIT+ v
oLE1—%&{TDTz.
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4. TEF > ADBD:H

&l 2 DI DWTEDIEST > RDOEZ T D/ch. (il — hZEBWT/I\A7RUX D, IFE
#% (indirectness) Z&HiI LTz, /A7 R(F. BERICODVWTCFHEEDHIRTICKD., @URT (-2).
th/&E0 (-1). IRU R (0) D3 EFETIHMIiLIz. TORIMTEEHMEE DN, X5k, FPItERR EDss
BEZTIDIH. 2BOFHAEECKDHEL. HMHNRRDSECEBEREZRAELKE— U, /\1T77X
UROEEREUT, FEAEN-2 DBEFETERARURD (-2). 3BNREUDSEEERNIRU R
2 (-1). FEAEN 0 DIFBEFVURIIRL (0) EHFEURZ. FEEFHEHTEREE. ETERRARIEE
EESD (-2). BRRIEEEMED D (-1). FEFERL (0) EHELZ.

INATZAIRDEUTORZSBENTZV & RAADFEARN(CS A MELEEERER (CX T DR
THDM, BEATRICEBERASIND, #EIR) A7 X EFARHROEROBD (CLDEL D/ AT
H 0. FICHESNDBEDARIRNTALERE FADBEUNDRTRIRDZE(CKIDTDI ML
WREZRTD)\ AT XTHD. IFS > MELLBERERCELN MR ZANDIBERE, kBN D
HOTTSFTIFENE LB EERDBAIC(E. ERI\ATINELS.

KT/ A 7R LG SMEEERREBHEDOEIRIETH D, LLEBESNDEFTNA - T7DRITICRHN
1RENSHDHEICELD. BEDOTSTRHIRPERRHED/ A P RZHHFIDEzBNET D,
BERIESNTORWNEA([F. ZNARERICKFIHEZHD T D.

R/ A TR EF EEESNDEFCTT D M LAE (CRERIREN S DIHZE(CELD/\AT7XTHD,
7O SALBEENERIESN TSN ESHZTE T D, BERAFRDIZEE. 770 O LBIENERHE
T, BYRSAZ2JTITON TV H, AIELENERNVE EZFHEY D,

FEBIRA ) A 7 X E (S LB SN DEF CTREITII SR IR DAEBI DR (CRFIREN D DB E(CE L D,
ZNTNDET D MAAICHT DT —INTEISIRESNTNDN BERICH T DEAS LU —
HEEHT). I NALDT —INRTRIA 8. FEFZIFRIN U TORODZETHES D,

FIZ7OMDINA TR ELUT, BESNIZEEDT D SALDHA—EBUMNMRE SN TULVRVEERE,
RDOAREZTVEEDNWMERIZITHRESND EWVWDSIRE/ A T INHD. 5IC. DREIFBITHGTES
NIEFTHA > TRWIEMNS T HBULILEL)(CEHE SNz Adaptive study design TRUWCHRE
N5 HYFtESNIZD > T ILVS o X &EE T alCRIRMNEEB NIz & U TRt SN TEiRRRER DS
&a. HRMEAFHE =N D EHERP L/ 1 7 ZANBD D,

FFEEM (indirectness) (IMERD [HHIZH ] (external validity) ERE&ETHD. HDHFTHNS

FONTHEREMN BEZBX TS CQ WERKRIAN - &M - RFANBIGLU S BEEZRT . AFHIREM
DELN, TTADEL, LEEDEV. 7D MLABRIEDEN, DIEEICKDIRET T D,
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x J\AF7RURD

RXA> SHIES
‘ S48 I\EFI DR
BRI PR —
20 HFOIER (T2 —ILAN)
RTINAFR SHIE & ERBEOSRIL
RN 7R 77 N LBIEE OSBRI
\ RRLT™Y NILT—5
TEGIEA ) (A PR
ITT AT CARERSH) IEhE
BRI 7™ NP AR
ZOMDINAFR  SREERERTIE) (o 7R
T DD (A T RDETREM:

5. 70 MAOLSMICETDIIET > ADEDRE

CQ [CHUTIEUR 2 TOMTRTREZ. 7D MOLAZEISFHEL. ZDERZEF EHIEEDET
EF > X#K (body of evidence) &R, ZDIEST > k%, eisbT/I\A 77 AU, FEEIEHE.
CNUCix. FF—8M (inconsistency). A5 (imprecision). AR/ 177X  (publication bias)
RE, IEF>RIL—RZETIF3 5 BB THHE L.

INATRAIRD, FFEFECDNTIE LRODBED TH D, IF—BEBMEE. 7T MOACEREL THiL
SNAEROMTE TOBERIREEEDES DED LZ2IE L. BRANDEFIR(CERMFET D
CEEBKRT D, MEHEE (. ARICEFNDIBEYR (B2 TILTAX) DOARD MO ES(C
S LRRENKE 18> THREEBOHEMENERDIEREZEIRT D, BIR/\AT7X & AT
BIRM ([CHARSN D Z LK DT REICH DT EEDINRAREH (SE/ N\l T2 (LBAFHI SND
TEZEWDS, BROHETEAE. ETERA (-2). RA (1), 2L (0) LHEULUZ, TDRERICK
DTIEF>RIL—RZEFHE U, 28, A3K GRADE 7JO—FTE@IL— Rz LT3 3 BERGHE
TN KZESA RS> TEEET DIEEAANFELRNEHT L — RETIFD 5 BRDHZIR
sUrz.

TEFT>RBADIET > ADBRE(ETEROBO THD. JL—RIIT>TD 5 BER(CKDRIEN
RIEF>XDEMNRE Uz, SR DFER E LT Summary of finding table (SoF table) & GRADE
Evidence Profile MFRZE/ER UIc. 770 MHOASRRICEAT D ITET > ADEF. RIEMIC/\RILETEIC
THEREnrz.
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XK TESTABMARDOIET > ADiEE

A (58) : SHROMEEECHE <HEENDD

B (F) : HROHEEIEICHIZEREDHEENHD

C (59) : 3IROEME(C I DS SIRENTH D
D (&THESHL)  NREEENE LA EHEE TSR

6. TEFT > AN SHELEDIERK

WRZREITDEHIC. TEF 2 ABARICEAT DFHEZEITL. E5ICEEDT7 D MAICHIDIITE
TRz RE LU CTRARICAT I i EIT O 2. #HEIE. 77D MOLAEKRICEDIEANRTEST > X
DE. FFEE - BIEDO/N\S2 X BEOMBEER EiFH. ER (AXMPUY—X) OREERT LT
RE UM, BARRICIFEOFHME (Quality assessment) EHEROER (Summary of findings: SoF)
EEEDLEIEFTORATOAT7AIVETISHERDIEDDRMT—TILZVER UTc £ T HEBXREZ/ER
Uiz,

HRDIZSDRIT—TILTIE. TESTRDOMEEN, FIREE - BIEOARSSENS D X(ICETS
R, BEOMBERIFAHDESDE JXAMYIY R ENWDTZERICDVWTORETEIRZSCHEH L.
TNZBEN(CIRET UEERZRELUZ. FIREEDO/NSX(F, H/NECEEITDIHEFHEEREEL.,
EEDEFINAREVNKSASEHER UGV, AR MUY - (EHRFBTORRZEH. TNZEPIOD
(CREDSEEDHENH DN ERET U, BICHRDIRE(CHIZD Tld. RIBOZEDIIR EEIHFDZ
BHA RSA > DEREHEL.

HESZ(C(, MERoAmE]. [#ERoME]. [TEST > XDEEMNE] O 3 DOEBZRNSHD. TOHEIE
DETRREIND, [HEEDAE] (FTOHEZITOINENTSHD. [HEED®RE] (F38L) (1) MEELY
(2) h\ TZEF>XOEEM] ($ A: high (), B: moderate (41), C: low ({K), D: verylow (GE
BLRK) OWLWINNTHD. HEOBRSE, BXRU. HEEXOEEH S EDZUTICETTH <,

1) BEP (CHUTERI 275 &Z#RTD (1A)

= (GHUVVER. SEUMRRLCE D)

2) BEP (CHUTARI ZIT5TLZ2ERMAMIETHETS (20
= (BULHEER, 5UVRHLCE D)

3) BEP (CWULTARI ZITHOR\WC EZ#RTD (2D)

= (BUVHER, ETEHRILCE D)

4) BEP (CHUTERI ZThRnWC &zEm<iERI S (1B)
= (EVER, PREEDRHLICED)

7. )\ =&
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J\RIVEE/ (RUR M, MIRSBRARIE, ERSARIE. DEmESNRIE, —fHRE. BE2A
FRRE, BRIDEMARIIL—TORERENSI U, L F2 /TGt EFEN COL HDEE
() FILSBECTOIREZ B ITC, HEDREIEE—HCHEXEZHFIRIZCEa2FAE L. &BF
BDTZDIAEIEETIL I 7 A EZERAW . FH/CRU MMIEESERCENZRT L. /(RIVRERICHE
BREDCHDERICH U TCORREZEITO .

J\RIVEEIE. 2022 £ 2 A 23 HF & 3 BFLDRELZ. /\RILSETIE. GRADE TEF>XT
O2J7 )L TOEDFM (Quality assessment) SXUHERDEHR (Summary of finding table: SoF
table). HEDIZHDRIIT—T)L. HRENEROENZTICT A ROV 3> #7071z, CQ (CHUL
TV MHLDEEMDFHIEIZITL. FlsEED/I\NS > XD, MBERD/ S DEDFHM. JX ~°
Y — XDl ZEIT O HEROMSZIRFT L. RERNICEHREZITV. ERZREL.

8. BEAA RSA 2 DHE
B RSAUE ) RIVRBTREUCHREZT(C. BEENZFTEH TR L. BR/\T
Uy OOXY bEIUOEMRICLDIEEHEZZ T, TDRREUT,

9. Xk

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (X1>X) A4 RSA4>t>45—. http://minds.jcghc.or.jp/n/
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CQ4 CTEPH Z2F(CHT. BIRMAFIMESRE & U T PGI2 BRI (LL+3)D) ZHWD
CEMEREINDIMN?

HeLS
CTEPH & (CHITDIEYEEE U THRE SN PGI2 FEHRIEE (TL+/W) (& 1) PEAE
JEDIRN, 2) PEA I FMSMELES O, 3) PEA B, 4) BPA B EMSIMEAESD DD CTEPH &
BCHBITBDS A MELEESER CH W T T SRR LB E R DTz, TOERZIRET D,
(GRADE 2A. #3E2msa I8500MER ] /TES > XDOMHEEN [&))

(NEE AL
U

1. B8, COMBEDELE

IR, B4 O@ERNATMEILRENHER N, MEMEEREOFECMITEREBNNET D ENR
INTUVD, MBIERERTSIELE (PAH) GEGITIE. EHOERNMMEIGEENMEBEIN TS, —
/. CTEPH ([CHWTEDILIT 7 U > EOROTUREROERMNHERE SN TSI, &R EL
SREE(CRAUL T, AIAMI 7 ZIVES S —CRIBETH DU AT MMIHiE. 2021 F(C PGI2 BH
HRIFETHDELF/IONEREINZ. UNUEBDIEFT > X (EEXTHESNTLVARL, 2021 &
8 BICtLF )\ U (HMREAGREINI=. 2021 € 11 B CTEPH (LRI 3L+ /) WENE 3 H:RER
DFEERN European Respiratory Journal (CA> S > 188 (FLHEEE | K =n/z. €2 THRZ
B RSA RERFICHULT. CTEPH BE(CHBUWT. PGI2 SBRARRIFELZL )T EHUstEZED
HAICKDEFRDPEESER (HMRE) ORERE. TOMREBWERICDWVWTHESMNCTINEN
5D

2. R
2.1 RREFE

AR UTZL SIS, PICO NS SNIZARFREE(CL D, 1995 F 1 H~2022 £ 1 HOBE(ICREER=N
TZRFEBDIREm>Z MEDLINE (PubMed). Cochrane CENTRAL, EZFHoUss (EFEE) ZAWTH
—J— RREUZ (7. XMRZER EXEVEIRSRR) . KEMRZRDFRIL, GRADE 3 (CKD PRISMA T
O—K(CEFEHz (RMIERD . REORER. CQ (CEET D 9 oSNz, 1&d. RCT BMID
WTHARNS DX DIRZREDENZIT 2 FEHERAM(EIEMN o fz. €DS55 RCT2 H2ERfaICiX
Iz

2.2 TEF> RO

CTEPH OFEMENEL UTHFE SN PGI2 RBERRIBE THD L F2/JE FnEADR F
Fin@EA) . SKU PEA i AFMSIIELE. BF CTEPH EH. =5(C@FUASTT MRaIORR &
(IR0 BPA BAFMSIMEEZNRE UTeS 24 MULEBERER(CHEWT. TSRBE(C R UiRET
FHNBEREZE > CIEENZRESEL. 15 s ORI TH DTz, BRRIERFRER I
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CROFHMAETERN D7z V. PGI2 77FO0REG. HE5HACE(CMENSRICAESBEEERNRSE
FTRZENHMBSNTLBN, Ogo X TERERRIERTH D, PGI2 7FOJREHFEODBEEERN
BHENTND, U LELF2 /) (DRS8N SBEERRIFBRIN TR Y, PEA . BPA
#. FLEITICEASINTVNBUAS T T MESEZOEAEFINE <. BIFROIMMEILIRZEA & L
LTl F2 /TS a10MMEIRTIOEMEMNMEN > e EAY mEEMUNO I XNIEEICER
EZRBDIEINDIEBHRHEEER SN D, IEFMEICS KLUMREFR. REMSMELES. =5(C(% BPA
KEAT DI FMEMERE (X LT ELF2 /T DERMNMRREIND A EROHIRSIRIZOIRR B
DAMMBEER (CIS U TRODIRNETTH D, 125, BF CTEPH DEZE(L. PEA #ii#&7/20 \U (L BPA i (CAbie
MEREDIREEN SEER. TORTMUERERZSORAREEZX SNDIARNEEZMRGEL THE. MSMmE
ENBREUIEHBEZIET.

3. HERERRDIZHD) I EE

3.1 7O MOLERICEAIDIET > RDEFEESH?

JEFMPEA T (FAMEBF. PEA/BPA &M PH 57 CTEPH (CH(TD PGI2 SBERFIHELLF+/(
2 DR FHI LTS >4 AMELEBERER (E. SEHRR VIS 2 DDH Th oz, LML, FmmEETT
DWEZRTKE T DMBRIBEOWUENESNIZEWVND T I MAALICDWTHEEREFEV. TStREE
(C(FERHBENIIN D TEBEBROEIRIMERKD PGI2 584K &~ EIFRE T D J=. PDE-5 FHEZ (L CTEPH
[CIIKRFERETHDIN. TNELETDETLF)/NTICEDB CTEPH NMATIXR MMIWROFL, RRIEE
PRERETICEAUTETDRIET ANz, §5LMERE LT,

3.2 I EZED/INSR(FEDIH?

TLF2)WUKREICED, TSATYUIY RIRA > b & U ERRDONER ELE ULVVIRMNER
H5N. SSICEEFROHIREAERD PGI2 FEAREFIEE TH O LD, HEDME (58 <R
Do UM U. 6 DEISITIERE SIEFBYINOIRE (C(IWMEFFRHONT . EMEEEDHNE(CEHLT
(FRERINIE D Tz,

3.3 BEDMER AL EDSH ?
CTEPH DiaBEBE&RE. EEMEEDNE. MBEREEDUE. BREEFRERS SIUILTEDERT
THD. TORTIEYERBRFCH S DMBER LIFFHTIES DS (FAMRN,

3.4 EROHFFE L TR MERD/INS D R(EEDIH ?
PGI2 RBARIMELL F /T ENMAORX &L BUVERDOTEEMEN 5D,

3.5 HERBDIL—Fa >0

MEMMREMRMEMSIMERE (CTEPH) SEFIICHITDEYBAEE U THESINIZ PGI2 SEARRIHE
LF2)\WJE IEFMNEIGS KOME%T. BRMEMEE(CHITD TS LAMEEEEERICHNT
TSR LB UBAIME 2 RD DTz TOERAZEIRR T D, | C E(CE22—TRE L7z (GRADE2A.
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RO [55VHEER ] /TES>XOEER [&E1).

4. BET DMDEZESIA RS+ > DICHE

2018 FEMBMELAES 1 RS> (AXERSGFS. BAMSIE - MERFS B8) TE b
MERZ(CHT T DIEFECHNTIE B (CHESMEEZFEL TAOIEOREZHE. £ TRZWE
E£9DT L BICMRMAMNIGZRIEL THBRIEZREL. RINRECERERZRET DL
ZBEY . BERFCHVTE ARLEE (MENSKENE) - SREEE - BT —5)LaBENINEIRAIEETH
BN MR T LERDZREER USDEE. I1DSIREMEN AN TL SRS MR
BRI DA TH D BAICIMENRBIRMOBISZARET U, BISHRVEE. KIZ(IMMIERIRERRIME
(CHFSMMENEIXT BRI DT —FTILEEOBILZRT T DI ENZHTHD. DT —FTI)LiakE
DG E1R SRS E ([C(FMEIRREEZMITL. EEIRENFR T D LD THNIMMBIEZIRTT T
D] LE#HNTND,

5. JBERDEZSY > EFHM

KB RSAZDERICKD. IEFMEISS KMk F. BFRMSIE CTEPH (CHFTd L
F)INIDERMSEREFEND . A1 RSA>DEZSYUITEEL UT, IEEHROERKRASEAE
([CHITDERIEFEIDZIL. BARICHIFTSD CTEPH L= X b —(C K D AEIARE b EHEHIORER
ZEDEZFU>TZITV\. TOEANREIREL TO<KBENS D,

6. SERDIAFOEIEEME

PEA Fiili72L\U(E BPA #iE?D3 D CTEPH ([CHIFD L F /I DMiERHESOEME. L+
2 DENE BB DHIBIR TR O, TLF+ /IO RFADIZHD) A AN —H— DR
E. SEROMFM/EIFIND.

7. XHEMRZERIL & XXHBREIR
T —IN—RRFHER (GRADE)

4 ~L: CTEPH

CQ4 CTEPH BE(CHWNT. BRAFMMENRE E U T PCL REMRIEE (TL+2/J) ZAL
BDTENERSINDIN?

F—4ANR—X: (1) Pubmed/Medline (1995-2022). Cochrane CENTRAL, EZFroupists (Eh:E)

H1d: 2022/01/21

RERE . KT (BE—BR) /NT (H8ER) /KY (LFXEF) /AN (RE=)

Cochrane review

# | RN SCRHRER

Cochrane Reviews 0

3 | Search ( selexipag ) AND (("chronic thromboembolic pulmonary |7
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hypertension" or " chronic pulmonary embolism" or "chronic pulmonary
thromboembolism" or chronic thrombo-embolic pulmonary hypertension"))

2 | Search selexipag 128
Search ("chronic thromboembolic pulmonary hypertension" or " chronic | 249
pulmonary embolism" or "chronic pulmonary thromboembolism" or chronic
thrombo-embolic pulmonary hypertension")

PubMed
RER SCHRER

4 | Search (randomized controlled trial) AND (( selexipag ) AND (("chronic | 1
thromboembolic pulmonary hypertension” or " chronic pulmonary embolism"
or "chronic pulmonary thromboembolism" or chronic thrombo-embolic
pulmonary hypertension")))

3 | Search ( selexipag ) AND (("chronic thromboembolic pulmonary |9
hypertension" or " chronic pulmonary embolism" or "chronic pulmonary
thromboembolism" or chronic thrombo-embolic pulmonary hypertension"))

2 | Search selexipag 198
Search ("chronic thromboembolic pulmonary hypertension" or " chronic | 2822
pulmonary embolism" or "chronic pulmonary thromboembolism" or chronic
thrombo-embolic pulmonary hypertension")

RCT BMSHDBAN S OXBMRFEFER [EFEE]

# | ®ERFN SCHRER

7 | (#5) and (AB=Y and (PT=TEfI¥RERR<) and (PT=IR&HX)) 1

5 | #3 and #4 5

4 | Selexipag/TH or ZL+/{J/AL 99

3 | #1 or #2 1932

2 | “ chronic thromboembolic pulmonary hypertension" or "chronic | 397
pulmonary embolism"/AL or "chronic pulmonary thromboembolism"
or "chronic thrombo-embolic pulmonary hypertension

1 | 12HmisZEE RS IELE/AL or 12M4FMZEIEAE/AL or 24P ZEARAE | 1854
/AL or 'EMAhEIARIMASZASAE/AL or EMERIMAEZAS A= IMEARE/AL

AR CQ THZRICUTZ RCT 5w

45




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: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.C]-20-0438. Epub 2020 Sep 3.
PMID: 32879152
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BD:Hii(Quality assessment) FEERDOEH(Summary of findings: SoF)
z ShNEE EUES =
7 1R | — | E |[IE | fit a S 4
w | 1| R | B | & B O @ ) Jisho)
= > || B X, B #8333 (95%CI)
5 S | (95%CI)
7 AL 1 FEEEEARE (MPAP) DiliE
% Diff 0.47 e
RoIR ||| ifference-0.
2 0 60 46 NA PP | EX
i I I I D (217t 1.24) |
™=l
PO RAAL2 FMmEEST (PVR) DifiE
by Difference - DD
x Y Y Y Y
2 B2 I IBIS| 60 | 46 NA | 98.56 (-156.27 | @@ | EX
2 to -40.84) =
PIORHA3 EHE (CD) oE
g Diff 0.49 e
R R 2 ifference 0.
2 0 60 46 NA PP | EX
I I I D IS (028t007) | _
™=l
PIOMHA4 FBEERUNDIZE (WHO-FC) Doz
2 | 7/60( | 4/46 OR 1.25 19 more per DD
x N N N ¥
2 | 9 SRR 2 S| 117 | 87%| (0.33t0 | 1,000(56 fewer | @O | Ex
2 %) ) 4.70) to 222 more) o
PIORNAAS BREKREEBFRERDET
8 more per
pa 3/60 1/46 OR 1.37 1,000 (18 @O
RAIR | IR|IR PR | & /
2 0 5.0% 2.2% 0.18 to OO | X
ol A A A R S (3.0% 1 (2.2% ) fewer to 169
) ) 10.62) 1K
more)
PINHNAG6 FUXRDET
1 more per
pa 2/60 1/46 OR 1.04 1,000 (19 @O
RoNIR | IR|IR PR | & /
2 0 3.3% 2.2% 0.12 to OO | X
= L L]lL A g ( o1 ol ¢ fewer to 142
) ) 8.80) 1%
more)

TONALT7 BEBROEHR
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340 fewer per
7 | 57/64 | 26/48 | OR 6.73 DD
X = 1,000 (500
q z | (89.1 | (54.2 (2.49 to PP | EX
= fewer to 180 .
2 %) %) 18.21) =
fewer)
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HEBDzsbDRMT— )L (Evidence-to-Decision)

HER (CRIE I BMMERR L7 (IRFTLIER D7D MAOLBIIC, —EDMEHRZEET D)

CTEPH ia(ICHV\THIMERIOWNE (FRIER FRDE(C DN D LBESNTULDCHE M
EENENN. NS (CHEEMFTD. FLEF LW MATHDEEFRADOHIRIG PGI2 38K
HBEDEREEZI SN, BAETEAKFIECHIHTHEIRT ZEDOTE>RVIEELNEV. BEEREZR
HACENE Y 3 C L [CERVMIMERNENND N, BRI (IC(HEEREROIECERZET 352 &(ICHELMEE
BNBENMN D, 2022 FOKRFRTD CTEPH FEFIIE. FI PEA TR\ UI(E BPA IR EDEERZE Y TITRIFTTUL)
SHEEEMENE <. N5 PEA. BPA BOAFMEIEL/RV\U (SIS IMEEDBFE(ICH I D3REHAFT
&,

BRI MALERICDEDZEARNIRIEST > ADE

FEFAMDEIS T (IMIEEFE. %7F CTEPH (CHITD PGI2 ZERFIFEL L+ /U DRz HE TS5 >
A MMELEBERER(E. SERRRUTZHAT 2 DT, MICERERORMRZH > kS F20. LML, bl
BIEADNRERET D MACHITDRNGD D E(CDVWTHEEEEFEVLD. DIREBENTHD. B
SEADEIRRELEFTULIBNT I MIARRERD PGI2 358K EFIEE THD. —73. ANE(CIFRAGET
HBM TATDR S PDE-5 FAERL DG BERBEDPIETRET CEAUTIRIMERRDO DA
TEFX(F3< FOHRE LD,

HEOEEDOHE LUTFD4 BEIEOWCHEL, TDHRAZLHT D)

HR DS (CHT 2ER HIE B

%L\EF(E»“:P%FEO)%@IE?)Z m (T RCT (X 2 {RDHTHDIM. TEF>
(&1 F2E& TR OBDOIEF>XRI(FHDH?) O WWR | ADOBEN BV CHEER 125,
EHRNRTIEST > XDELNFNFE, EOERDOTEE
MNE <2, TET>ROEMENEE, FMEGSE
/ BBUVHERDBJREMEN'E <13

FFEEE - BIBO/I\S2 X (T DR m(dn PGI2 RBHRIMELLF+2/(J(C
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(PO RHL1 FHBIIREDINE]

Selexipag Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup Mean SD Total Mean SD Total Weight IV, Fixed, 95% Cl IV, Fixed, 95% CI ABCDEFG
Ogo 2021 222 38 39 -17 46 39 83.0% -050[2.37,1.37) [ITIITIT]
Tanabe 2020 20 64 21 -2B 42 7 17.0% -0.30 [4.44, 3.84] o0000®®
Total (95% CI) 60 46 100.0% -0.47 [-2.17,1.24]

Heterogeneity: Chi*=0.01, df=1 {P=0.93); F=0%

Testfor overall effect Z= 0.54 (P = 0.59) il - . : 1

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
e g

(7O AL 2 FhMEERTIONE]

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 ABCDETFG
Ogo 2021 982 1113 38 -46 1636 39 864% -9360[15570,-3150] B————— [ITTITITTITTIT]
Tanabe 2020 104 191 21 26 180 7 13.6% -130.00[-286.38, 26.38] * CL L L L 1T
Total (95% Cl) 60 46 100.0% -98.56 [-156.27, 40.84] [HE——
Heterogeneity: Chi*=0.18, df=1 (P = 0.67), F=0%

100 -a0 0 50 100

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

(7O bBHL3 DiAtE (C) DifE]

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 0,363 0572 39 -0.124 0409 39 89.5% 0.48[0.27,0.71] W [ITTITTITITITY])
Tanabe 2020 02 06 21 -03 08 7 105% 0500015 1.15) - CL L LT LT
Total (95% Cl) 60 46 100.0% 0.49 [0.28, 0.70] L 2
Heterageneity: Chi*= 0.00, df=1 (P = 0.97); F= 0% k 1 t J

-2 -1 0 1 2

Test for overall 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

(PO bHA4 FSERRUINDIEE (WHO-FC) MDifiE]

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
Ogo 2021 4 39 3 30 B7.7%  1.37[0.29, 6.58) [T T TITTT T
Tanabe 2020 32 1 7 323% 1.00[0.09,11.52) LT L LT 1T
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=0.33 (P=0.74) 0.01 o1 1 0 100

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



(PO BHALS BEREBEFREERDET]

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 ABCDEFG
Ogo 2021 1 39 1 39 60.0% 1.00([0.06, 16.58] [(IITIIT]
Tanabe 2020 22 0 7 40.0% 1.92[0.08, 44.92] = LI LT L1
Total (95% CI) 60 46 100.0% 1.37[0.18,10.62] ——eailiiBme——
Total events 3 1
Heterogeneity: Chi*= 0.09, df=1 (P = 0.76); F= 0% =U o1 U=1 150 1UU=
Testfor overall effect: Z= 0.30 (P =0.76) Favours [experimental] Favours [control]
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
(7O AL 6 FRTERDET)

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
Ogo 2021 1 39 1 39 58.8% 1.00[0.06,16.59] [TTTITTTT]
Tanabe 2020 12 0 7 41.2% 1.10([0.04,30.00] o000 ee
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%
Test for overall effect: Z=0.04 {P = 0.97)

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

(PO bHL7 BESHR]

0.01 0.1 1

10

100

Favours [Selexipagl] Favours [Placebo]

Selexipag Placebo Risk Difference Risk Difference Risk of Bias
Study or Subgroup Events Total Events Total Weight M-H, Fixed, 95% CI M-H, Fixed, 95% CI A BCDETFG
Ogo 2021 35 39 20 39 747%  0.38[0.20,057] [TTITTTTT]
Tanabe 2020 22 25 6 9 253% 0.21[0.12, 0.55] B e — o000 0ee
Total (95% CI) 64 48 100.0% 0.34 [0.18, 0.50] e
Total events 57 26
Heterogeneity: Chi®*=0.78, df=1 (P =0.38); F= 0% i 05 ) 05 K

Test for overall effect: Z= 416 (P < 0.0001)

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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Favours [Selexipag] Favours [Placebo]
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