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(4) FEDARIER = MERE (PAH)

2-1. HMTEEIC [FRE/ EEEMESRERSOEEZESA F 74> ] &2 EFELE
(http://www.jpcphs.org/pdf/guideline/tokuhatu_guideline.pdf BAMSIE - HEEREZS HP),

fisMEERBESA Y N—%ZEHA R 74 VFEICNAT, BEEELIOOZHL MR 7=,

S 2 £ 11 BIZ Minds 328G % 5 117,

WoME
REmEET—NVFi 8770 (Nice 2018)
i ESE: BIFOEEEER

2-2. HRICH T2 e MEEDERK - AROESEZELN L TWLWE PH 7—IL K 2RI A Nice 2018 @ H
AEER [MSIERE : R0 2k & 88| % European Respiratory Society O fkigET L L. BAMSIE -
ERFEEH L O HEIMBRIENEER L 7=,

2-3. AMED #f%¢ & &# L TERBERM R DZ1T% L 7=,

(BRI SR - RERHEET R EE) 2EBEL Y X b Japan PHRegistry @75 — & % F5EF L fh@h IRt i S M
JEfEICR S % Precision Medicine # =Y 270 3> 7 MREWME WFRARE  ARHE—)
AAmSME - ffEEZS 0 Japan PH Registry o5 — & #F)5EA L. AR i S MEE (CX 3 % Precision
Medicine #EEd 2720037 MEEMREERL T2, HHRMOMMEMEEZSEICERLTLND
SEREENSIML TWD,
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2-4. mHA - WREICE T 2EEZLHEE

2-4-1. Pulmonary hypertension with a low cardiac index requires a higher PaO, level to avoid tissue hypoxia.

Respirology 2020;25:97-103. doi:10.1111/resp.13574. (CERIEZE. fb)
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Pulmonary hypertension with a low cardiac index requires
& higher PaD; level to avoid tissue hypaoxia
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2-4-2. Psychometric validation of a Japanese version of the emPHasis-10 questionnaire, a patient-reported
outcome measure for pulmonary hypertension — Multicenter study in Japan -. Circ Rep 2020;2:255-259.
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2-4-3. Gut microbiota modification suppresses the development of pulmonary arterial hypertension in an
SU5416/hypoxia rat model. Pulm Circ 2020;10:1-10. doi:10.1177/2045894020929147. (E#HB1T. fth)
FhEN IR S M ERE D E T ILEM TH S SUS416/hypoxia rat #FAEW-TFR T, HETHH T, BR~A 7 0O
NWAF—L%ZZEZX 5T, ZRERTHLIMICE T 2MENEEDORELZRD T, Sk, FHREEEE & X
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Gut microbiota modification suppresses the development of
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(5) @tmieEetismELE (CTEPH)

5-1. AMED #f5¢ & L TERBERM R D EITZ L7,

5-1-1. (BRERWASY - RERHEEMIREZ) LY X MY 2 EA LM mEsEEEMsMEEICH T 2T FFHAN
Y DBISHIERDI-H DFENBEMEERR (WHRAKE  FEBLARER)

et mie T M MEEICH S 2VRERET FX Y ANV OBRIEREZBEHEL T LY AN UEBEREZFERAL
EMEERREERL TW2, AARMOMSMEEDEICERL LI 0EAREDSML TV,

5-1-2. A RBEAMCHARESE) BiENeELMhsNEEICEYT 2 ZERAERML VX F VAR BHIRA
=& © FUARBAKER)

aF
& "

AOEGISTRY PEA

llllllll Operable
CTEPH
Inoperable

Pulmonary

B PA ) S Vasodilators

181 MmAe =AM B = I EE | ﬁ?%ﬁﬁl%ﬁDW&@E%@%@&?%K%&/ZFU% RHE{T->TW5B,
DOAC DERMUABE 7 — A THERT Z-OICIENBEINETH D, WBEE L TCTEPH LY X Y H&IC
ﬁoﬂ%ﬁ%%éoxﬁ%%@%%mrrw“_%%Lruéﬁ@ﬁﬁ%ﬁ%Meréo

5-1-3. (EEAMEERMAAREE) EHmeEeMSmEEICH 2 BRI —ERTOEENE
TERONT 4 — RNy IV RT LEBET IHEEENE

MRAREE NIARE (EER  ABRED. EmeERERSMEEICH 2 EiR/ L — > ERifToF R
MZHRT 2700, FIMEEFMRZERL WS, SMHRMOMSMEFEZEICEARL TV 2 0EMRE
NEMLTWB,

5-2. Biff 1 FCHERE I NI REL

5-2-1. Safety and effectiveness of riociguat for chronic thromboembolic pulmonary hypertension in real-
world clinical practice: interim data from post-marketing surveillance in Japan. (Tanabe N, et al. Pulm Circ
2020;10:204589402093898-9)
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5-2-2. Selexipag for chronic thromboembolic pulmonary hypertension in Japanese patients - A double-blind,
randomized, placebo-controlled, multicenter phase Il study. Tanabe N, et al. Circ J 2020;84:1866-1874.
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(6) Fm#ERAREAZERE (PVOD) /PfiEHE M & fEE (PCH)
3-1. PVOD/PCH &2 H A F 7 A4 VB RERKIC

Minds O REF % =\ F 7= [ FhE#ARER ZEAE PVOD/HFE%%‘IHEH FARESE PCH Z2BHA K24 >~
(minds.jecghc.orjp H1TEAB 2017F 98 10H : Minds i4A K4 >4 77V)

[Use of vasodilators for the treatment of pulmonary veno-occlusive disease and pulmonary capillary
hemangiomatosis: A systematic review. Respir Investig. 2019;57:183-190. (MI%X#BH¥E : MRILE. LD
BE NIEF, REH—BL. BEELE. MHRARE  BE)] 29 TlcikLTWVS

PH 7 —JL K v L Nice 2018 T, PVOD/PCH ORIEFT T OZTALAIRIE X =, fE3kIL PAH & (15
nNiEsThl ., RS LOCEHNEICHEEOTENH 2HRELERIN T, 2018 FOESZETIL.
PVOD/PCH |£ PAH 2= 5 LDO—EREEZ ARV DTIEA LA CIBIEE N,

irh 5% ik B 28 5:E (PVVOD)
ﬂﬂifﬁﬁﬁlﬂlﬁ'ﬂir (P(‘I 1)

Declining P@gagjllapf&m PH

_,—-""_ﬂf

Decreasing Efﬁfgg;nf—Tﬂﬁéf’éﬂf’iH Therapy
_FFF"'#_#_F—F_FF

=

Increasing Side Effects o Targeted PAH Therapy

_h_“"'“-___
A B S i HE = B ISR

ZDEZICEDC L PVOD/PCH (T 2 /BRI EH D AJEEMENL B 5, IR7E. BE L Review % 1Ty,
HA K4 1ERZEE ST Discussion Z88HTW5,
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(7) # 27 —¥% (AATD)

7-1. BEMHOERBOELRE (F X7 —%) (HHT) O&EFRE
FRAT—RICB T IRERRELRT BHORERREERTF THD ENG, ACVRL-1-ALK-1, SMADA,

BMPR2 DEEF) BFTHMREBRINE S s,
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D. Z8
(1) U/ SIREREE (LAM)

TRE 29 FEICLAM 2B A4 K54 v &2 AFKEH (Am ) Respir Crit Care Med 2017;196:1337-1348) T#
V5, LAM Z2BHA R A VEHFOLZODIET v ZERICED, HTIEHICHTE2VRATIT (v 7
LE21—%1T\, HAMRZRFRFE ETRAL T,

BB 7y b R—LDL YR MY RTLEFERL T, LAM 8L AATD OEFHIE # ERRK L. ik
LTW3,

(2) PHREIRSEIREE (AHS)

EEOESICHEV, NERREOIEBUEEEBENRAEMICE THARTEZLIICAYBTHEREOEE
MATREINTWS, T 25 FINERFELY VNBEREREREET 2 BEOBTHERICEST 318
1 PREIN, BEFBEILFR 27T £ VNEEGFEEREBRTHEEIEETLVEE] AL, F
R 30 FEBICBITHEEIIEICET 2BE4 R E L. SPERRICEVTHIGA BB I N,

ZO LS BARDBEDHT T, NBIBMFERS CCHS (ERMPIFMERTIERERE) & AMEHRSE
&2 (AHS) OF D CCHS DR NEE, Hi—HwETH D, MIMERTIEEE (AHS) ZBHA F 74 U 1F
BICETEL RN -7,

(3) a,-7rFrU T rERE (AATD)

RS 7 Y bR—LDL YR MY RTLZFERL T, LAM L0 AATD O ESHE % ERAREA L. i
LTW3,

[AATD 22D F5| & | 1ZERREHR (PR 28 £E) Db, BEHA P74 VBHDOI-HDIET > ZHEE
BhHEME L7z, T 29 FEXR BEHRIMGELANFER S ATH >,

a,-7rF YT URZE (AATD) I3 2R EAOEYERICEBL . [BAA alpha-7>F ~ VY
TV RZIEEREICE TS Alpha-1 MP (Prolastin®-C) o Zett & EiEhEE. Respir Investig 2019;57:89-96.
(AR Hi8E WL | #RXAKREATHD, LHrLl. REZEHICEAL CEkERTHE, TET
ZEH% BIE L CTRAZRESUHOKRT 21T FETH %,

(4) AR EmMERE (PAH)

MBI BARER S MEESEAA RS54 ] O CQ &H#HRETRE L,

CQL. IPAH/HPAH ERFICH W CEIRMIMMENLRE (PDE-SREE : kL7 74, YT F 74, AR
M7 LB 75 —ERIBE: VAT R I Rt ) vRREERE Ry 2y 7y 7w g,
YUTFVRY TARKT S UV REK A OTOR N, FARKT T IV 2SR/ (P Z2RMK) 1
B L X2 NY) AERTLHE. BERARS E AR EOVWT AN HEREINE A ?

HedE

Rt B E IR S IESE (IPAH/HPAH) FEGIIC 3 W OEIRMME LR (PDES BER : 44
TTAN VLT F T4 AR T ZUVBY 0 7 —ERBE: VAT M T R v SRINERE:
Revgy, 77Uy Ey VTRV TARXRT IV LEE A QAR N, TORET T
v L,RRE (IPZRER) FBE L 2 /30) 2ERT 256, fHAEEREILT VX AMEEBRERICE W
T, BREREFHICERLEMEZRO27-0Z0FEAZIRET 5. L L, EROHOELREIINAIR b
NEL, BHEINDZERLZVWILEZERBLEST20ENH S (GRADE LA, #EomE BaVW#E] /T
EF > 20BEENE [E)).
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THEIE

BT [HEREERIES VA LMLBHARICB VL THIRSHICHR LEBAMEZRD S| TH B,

2018 FEHREEMEY >~ HRY 7 A TORETARTIL, IPAH/HPAH FEGIZ U X 7 558 L TRESKZ LT

DTEDPHRBINTWD, B~PHEEY R 7B L TIE, AEBRE A S EE o0& RN A bh M &k R 2K
HEEANTDHIEAERLELTVWEN, HEBEAZRBTIAREIFELTRROL I ICFIELTLD,
1) Ca EMEDOAT 1 ELLLMITHREDRENE SN LB, 2) HEKRETL EUEEY RV A#IFL X
B3 IO mERBATHBY ERLRADICLDZELTED Y RV BERZEHFEE L TWDEL 4) FEREEE
/FEMMERELE (PVOD/PCH) 0EZAEFT 2 Z N BbONDEE, b) PIRRETUEE% #5 8. 6) XML
RBOBENTDICHETINTWLARWEL 7) FHMEIRE<30mmHg, PVR 3~4WU, WHO-FC I, L= 3 —TH
EANERELBIEPAHE., BETH D,

T RTOD IPAH/HPAH EFICHBEENHEB SN RNE TRV, 7 X LAMLBHABONRE A -8 T
EHAREDEBUMERDIZ. TH D,

CQ2 IPAH/HPAH FEAIICHE VT, BIRWTMELRE L LTTRRE T Z7 2> 12 (PGI2) &H (=R
ART/—I) #RAWSEZENHERBINEN?

HeiZ

R/ EEMERBIARIEM S IERE (IPAH/HPAR) SEFIICH T 2EYREE L CREINAZTRR &7 T >
v 12 (PGI2) WHITRTART / —iF, 7YX LMELREARICEWT T 7 2 REFICHER LIRTERICEN
HERHB7=H, FICEEFICBWTIEZOERZRET 5, LAL. NATIX AR HESINIERLS
Wiz, ERICEBLTIEBICZORAEET20ENH S (GRADE LA, #HEDERS [BWHE] /TE7 >
2O &1,

CQ3 FRWMMEIEER SR ORERE/ECEMEREMSLEEENICEWT, 777V OERIE
HEINDEHN?

HE

BIRMFA M EIGRER S5 oRRE/EnEBREMRSEE (IPAH/HPAH) EAIICEWT, 77 7Y
YOBEAICOVWTIE, HFRAEOEECI/MREEZ R LEEICEIGZARET RNETH D, BRRTIE7L7 7
Uy ZFERLBEWT E%25B<HRET % (GRADE2D, oM [55WHE] /TE7 v X0EENE [FEEIC
EARY DR

BEEL

F M EAREEARIORBRICEWT, 7L 77 U Y ERANFREE LT EORENH D H, RN EIL
RERESHRO IPAH/HPAH ICH T 2 UREIREOBHIEICET 5 RCT IIFELT. TET VY IADOFIFMH T
BL, ETRAOFELHRELBLOAMAOBRENH Y, BEMIZEL, —FH. BEL L, PGI2 B EEEH
TREELHNZ 27 LERBFEIPTREOEE L H Y FFRROBECM/IMEEZ R LEZICSEIGE
RETNETHD, BRTIE, TL77 ) %EBLAEVWI 2B HEET 5,

(5) 18 mieZER MRS mELE (CTEPH)

CTEPH (CEfR L TigEmieE L EL (CTED) OB IFAFERBINT LS,
et meERERSE (CTED) (&, CTEPH LEEROFER & MRKIBARHE T 2. RE#FED PH Z{Ebi
W, IR7E. % 6 [B] WSPH 0 PH a2l & 948IZBI$ % Task Force I2& » T, #-ABMED PH (£ PAP
[MPAP] >20 mmHg) & BIEMIMEM PH (mPAP > 20 mmHg. FiE8IRIZ A E = 15 mmHg. ffifl &4#41 [PVR]
=3Wood EI%iE/~7) ICOWTREINTWS, INOOHERBRELZRET 2 +0HEIET Y ADNERE
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T%ﬁ\CEM4tCED%h%hmw%ﬂiiﬁﬁ%éﬂfm@m LA LREMICIE, 2o oA
EAELBEPH ICHBERINSZABEMELADH S, CTED (CH T2 EEFIRIT. MBRE - REEROAE DM
S EBFREM PH, Xid. ZB1{LixHEl ﬁ?é%nézwﬁM%ﬁoﬁmtm®EMmfn#-il?%
EINTWD, FREHOFH/-ARRREOBL L, FFREOMMRIIEN, SMMELRER ICIISEEICED
N, ZTNEFNBED 30% & 30~50% KRBT &b, mEDwmni%&%ﬁﬁr&fil%taé
ERA RS, EOMOESR. IBE,. $20WETarTA4va v SICBELTWIEREERATEIHEE L
T, DEHEFTRABRE 0TI -—NICLZFHEIHEINTWS, FED CTED BH (I FHENIRAEREERMT
(PEA) WEZE & 72 B AIREME L B U\;ﬂi%lwﬁﬁm & CHB AR N BRI BRI A AT S 72 8B 1,019 f
42 5\ CTED BH A BT LIZHARICE VW TRENT WS, RMETIE, IR - #EEHHE - QOL offittoeE
NRESI N/, LH L. Bmmftt% RN -27-H DD, TFR—bDAORBICERBEHELSFELT (NI REE
ETmE, SEVIR). BRARBERTTIEZOBROEEODBEEFHEZENET 2D THSH. CTED DBER
FEIEZTRBATH Y., CTED A CTEPH ICETT 2 WS T ET Y RIFHFEELA W, BHEAT, CTED B2F(3. fE
RBEMEEBOSORIBPOMAEMELTE—ETHD, CTEPH DBEHA K74 % CTED ICEHT
NETIEAEW,

(6) FhERAREAZEAE (PVOD) /FhEMIMEELE (PCH)

%6 EfSMEET —/I K> viRYw LFBEF T, fHERREZEE (PVOD) /MEMMEREE (PCH) &
1.6  : B EMIME (PVOD/PCH) JFZDHIS H 2 fgi# 3 PAH ICITEL T3,

SHMUMEIER ED, PAH ORRFE L THNONEEZDRBICEWNT, AL A EIIERE O,/ X IZEH M
ERENBEINTWD, TNETONETIE, PVOD/PCH IZMIL L7477 L—7¢ LTREBEMIFHNT
W7,

PVOD/PCH & PAH IZUT 2[RRI CEEEEZHB L. TNoDO—HIT LY BEELFHIK/ EMHOERE
ICEEY ZEELASVHOD, RETH D, BED PVOD/PCH A, EREYEIREEF 2a ¥ +—t 4
(EIF2AKY) BEFOMADOT LILEZRICERT 24 ELZ RT MEREICHEWT, BHEINTWD, B
B FICNY 700 F L UoAOBEUREIC, ERABRAVCEMNERE M4 BEMMEYE PH O
fEEDREARD LN TS

B o e fiiERAR B MERE (PVOD/PCH) OFFE L. fbteeia®E (—BIbk RMILEEE (Do) 1'% <
DIFEBEHRED 50% K IIET), BRNA X (SEEBRERME). BHBESORED Y £ a1 —2ERSE (NE
PR, NERLEDTY A7 REE G, MY o EER) ICEOE, B EbN D, FhERIREMMm
ERENZPRTH ST, FETRN D, PAHBEANDORIGHREN T, INODBEICLD2MAKEDY X7
IZBEEY %,

PAH & PVOD/PCH |28 %, (ZIZREEROMITEIE T A 7 7 AL RUBRKERERXE L TWD, SFBITNES L
LT. MADTLILD E/F2AK4T£1%H% BWT, EPRAFERY ETY v IhrBRESNTE Y, BMPR2
(bone morphogenetic protein receptor type 2) ZE{REETIL. fEFEEROBH Y ET U /AR HLN
e HD, RERTEELDIE, BIEBMMEN PH IZH T 2 R/ EMMNERZDOBRKNMUE DT TH
%, L7=A'> T, PAH & PVOD/PCH ¥, 2 DOBRREICER 2 EBEMTIEARL. MIIBEEEDX Y F T L
ICEFEFNDBEEZOND, [FR/EMME (PVOD/PCH) BZEDE S A% RT PAH] %, PH 958X
ETARODTUET PAH (5 18%) ISR BT EMEBRINATWLS

(7) #27—f% (HHT)

BAEHHT ICEWTHLMICENTWEEERTFEEIZ, HHT1: endogling HHT2: ACVRL1 (ALK) . SMAD4
DI3BLETFTHD, BKTIEZD I DDEBELFEEZE IRV HHT EFAIAK 20 EHN TS, HEADE
PRI Tld, HHT 82& D 90%4° endoglin (HHT1) & % UL\ d ACVRLL (HHT2) oW hihzEd L TW5b LR

24



EZNTW3, SMADA BRFEEIF, BEEMABRY K- X &2E6 L7z HHT BHICREINTWLS A,
ZDHEEIED TEVLWDOAEETH S, BEATIEH 10%D HHT BEDORREBELTHRATH 5,
ZOESHRRAOF, FRXT—RFICB T 2HRERRETT BERMORERRELFTHD ENG, ACVRL -
1-ALK-1, SMAD4, BMPR2 DEEF) BITMRENE SN, SHBOT—REBEZ/FH. BHRDOER%Z
SMCTERENH D,

E. f&#
D2 FE, BAMTRBELR, helEEICE Y 2 BITH - MEamiR 28 L <. 1) BFEEH FEE QOL
DRELEDER, 2) BEFBHEOERBRICEAL D 2MEONEZBMNE LT, WREBDO—FICEIL T,
[E2BAARNZ A DER] ZEBLT, TNODRERIFIICHM 3 FEICH &HE, [ERBEKIIEAL
D BB OINE - ER] 2@ L T, [BUAMTRSFREERE QOLA L] ZHET,

F. f2RfERIFR
BELTNEFREGL

G. HRHExR
[ 2 FEFRKAROTITICET 2 —8BXR] ICHRIAL LD EWmIeLHL 1.

H. MAEAEIE D HEFE - B HIKR
1. FafEUS 4L

2. ERFEEER LL
3.z 7L
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