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SEFBILE (7 OXF—-4—+tv>3>) 1 Presidential Special Session 1

Japan-Indonesia collaborative research of the molecular epidemiological study
on pulmonary arterial hypertension associated with atrial septal defect.
Chairs : Masaharu Kataoka (The Second Department of Internal Medicine, University of
Occupational and Environmental Health)
Dyah Wulan Anggrahini (Department of Cardiology and Vascular Medicine, Faculty
of Medicine, Public Health and Nursing, Universitas Gadjah
Mada, Dr. Sardjito Hospital, Indonesia)

Introduction (Greetings)
O Noriaki Emoto

Laboratory of Clinical Pharmaceutical Science, Kobe Pharmaceutical University /
Division of Cardiovascular Medicine, Kobe University Graduate School of Medicine, Japan

PS1-1  Epidemiology and Clinical Situation of ASD-PAH in Indonesia, COHARD-PH registry in
Sardjito Hospital, Yogyakarta
O Lucia Kris Dinarti

Department of Cardiology and Vascular Medicine, Faculty of Medicine, Public Health and Nursing,
Universitas Gadjah Mada, Dr. Sardjito General Hospital, Indonesia

PS1-2  School-Based Heart Disease Screening System in Japan
O Taichi Kato

Department of Pediatrics/Developmental Pediatrics, Nagoya University Graduate School of Medicine, Japan

PS1-3  Electrocardiography characteristics of children with atrial septal defect with pulmonary
arterial hypertension in Indonesia
O Indah Kartika Murni'?, Taichi Kato®, Muhammad Taufik Wirawan",
Nadya Arafuri”, Kristia Hermawan ", Anggoro Budi Hartopo”, Dyah Wulan Anggrahini”,
Sasmito Nugroho”, Noormanto”, Lucia Kris Dinarti®, Noriaki Emoto®”
YDepartment of Child Health, Faculty of Medicine, Public Health and Nursing, Universitas Gadjah Mada,
Dr. Sardjito Hospital, Indonesia, ?Centre for Child Health-Pediatric Research Office (CCH-PRO),
Faculty of Medicine, Public Health and Nursing, Universitas Gadjah Mada, Indonesia,
YDepartment of Pediatrics/Developmental Pediatrics, Nagoya University Graduate School of Medicine, Japan,
"Department of Cardiology and Vascular Medicine, Faculty of Medicine, Public Health and Nursing,
Universitas Gadjah Mada, Dr. Sardjito Hospital, Indonesia, ?Division of Cardiovascular Medicine,
Kobe University Graduate School of Medicine, Japan, *Laboratory of Clinical Pharmaceutical Science,
Kobe Pharmaceutical University, Japan

PS1-4  Genetic backgrounds of ASD-associated PAH
O Yoshiki Shinya", Takahiro Hiraide”, Mizuki Momoi", Masaharu Kataoka”
”Department of Cardiology, Keio University School of Medicine, Japan,
?The Second Department of Internal Medicine, University of Occupational and Environmental Health, Japan
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The Second Department of Internal Medicine, University of Occupational and Environmental Health
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N7z Sleepy R~ 2 LR~ 7 ZDHHH 5. ¥ F T ARHAEORFNY ¥ BALIREDSIRIRE O ARE D —
HTH B EEMEDHER S, LKBI-SIK3-HDAC4/5 28, [EHRE % KT 55T /A7 24 O—ETHAH T L
AR ENTzo RFEHTIE, FIEAY: WPLIIS OFL &b O REIC BT A EIREEOBRANOBEERN 7 7 u—F
ZHNT %o
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Epidemiology and Clinical Situation of ASD-PAH in Indonesia, COHARD-PH
registry in Sardjito Hospital, Yogyakarta

O Lucia Kris Dinarti

Department of Cardiology and Vascular Medicine, Faculty of Medicine, Public Health and Nursing,
Universitas Gadjah Mada / Dr. Sardjito General Hospital, Indonesia

Pulmonary hypertension is a pathologic disorder that may cause fatality in congenital heart disease (CHD)
due to multiple clinical conditions. Although pulmonary hypertension is an important issue, the actual
incidence in Indonesia is not clear. This is mainly due to unavailability of wide scale registry. Therefore,
we initiated a COHARD PH registry since 2012 that registered 1968 patients with CHD. Our registry aims
to well define congenital heart disease and pulmonary hypertension patients, as well as to collect necessary
samples for further research. In this registry, we found that prevalence of PAH in congenital heart disease
is mostly caused by Atrial Septal Defect (ASD). Interestingly, we also found that young adult women are
the majority of patients with PAH in our registry. This finding is related to high maternal mortality rate
in Indonesia, as heart disease in pregnancy is currently an important cause of death in pregnant women.
As a developing country, Indonesia faces several challenges that contribute to high mortality of CHD, as
well as heart disease related-maternal mortality. Limitations of healthcare infrastructure, few number of
cardiologists, unpredictable availability of medications, lack of awareness about heart disease in new born
and infants among family members, and limited diagnostic tools such as portable Doppler echocardiography
in remote area are important factors that may be responsible to the phenomenon. In order to encounter
these problems, we implemented comprehensive screening program for early detection of CHD in children
and pregnant women in Indonesia. We also encouraged government and responsible stakeholders to take
part in this movement based on scientific evidence by our research team. Further research and
collaborations are needed to give a more impactful research to improve cardiac health in Indonesia.

| PS1-2 |
School-Based Heart Disease Screening System in Japan
O Taichi Kato

Department of Pediatrics/Developmental Pediatrics, Nagoya University Graduate School of Medicine, Japan

In Japan, “School Health and Safety Act” was established in 1958. This act promoted medical checkups at
each school including cardiac disease. ECG screening at school was subsequently legislated in 1995. Our
system has contributed to the early detection of heart disease, including atrial septal defect and pulmonary
hypertension. In this presentation, our experience with this screening system will be discussed.
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Electrocardiography characteristics of children with atrial septal defect with
pulmonary arterial hypertension in Indonesia
O Indah Kartika Murni'?, Taichi Kato”, Muhammad Taufik Wirawan ", Nadya Arafuri?,

Y Dyah Wulan Anggrahini?,

56)

Kristia Hermawan", Anggoro Budi Hartopo
Sasmito Nugroho?, Noormanto”, Lucia Kris Dinarti¥, Noriaki Emoto
YDepartment of Child Health, Faculty of Medicine, Public Health and Nursing, Universitas Gadjah Mada,

Dr. Sardjito Hospital, Indonesia, ?Centre for Child Health-Pediatric Research Office (CCH-PRO),

Faculty of Medicine, Public Health and Nursing, Universitas Gadjah Mada, Indonesia,

3>Department of Pediatrics/Developmental Pediatrics, Nagoya University Graduate School of Medicine, Japan,
4>Department of Cardiology and Vascular Medicine, Faculty of Medicine, Public Health and Nursing,
Universitas Gadjah Mada, Dr. Sardjito Hospital, Indonesia, % Division of Cardiovascular Medicine,
Department of Internal Medicine, Kobe University Graduate School of Medicine, Japan,

6>Laboratory of Clinical Pharmaceutical Science, Kobe Pharmaceutical University, Japan

Background: In limited resource settings where echocardiography and cardiac catheterization are not
widely available, identification of factors that predict the occurrence of pulmonary arterial hypertension
(PAH) in children with atrial septal defect (ASD) is important to decide which patients should be
prioritized for defect closure to prevent complication. We aimed to determine electrocardiography (ECG)
characteristics and develop a PAH score using ECG parameters for children with ASD in Indonesia.
Methods: A cross-sectional study was conducted among children with ASD admitted to Dr Sardjito
Hospital in Yogyakarta, Indonesia during 2016-2018. Diagnosis of ASD and PAH was confirmed through
echocardiography and/or cardiac catheterization. Spiegelhalter Knill-Jones approach was used to develop
PAH score.

Results: Of 144 children, 50 (34.7%) had PAH. Factors that predicted PAH among children with ASD were
QRS axis >120° , P wave > 3mm at lead II, R without S at V1, Q wave at V1, right bundle branch block
(RBBB), R wave at V1, V2 or aVR > normal limit and S wave at V6 or lead I > normal limit. ROC curve
from prediction scores yielded an area under the curve (AUC) 0.908 (95% CI 0.85-0.96). Using the cut-off
value 3.5, this PAH prediction score had sensitivity of 76% (61.8-86.9), specificity 96.8% (91.0-99.3), positive
predictive value 92.7% (80.5-97.5), negative predictive value 88.4% (82.2-92.6), and positive likelihood ratio
238 (7.7-73.3).

Conclusions: Electrocardiography may predict the presence of PAH in children with ASD. The ECG
parameters include QRS axis > 120° , P wave > 3mm at lead II, R without S at V1, Q wave at V1, RBBB, R
wave at V1, V2 or aVR > normal limit and S wave at V6 or lead I > normal limit. A total score >3.5 shows
a moderate sensitivity and high specificity to diagnose ASD-PAH.

Keywords: electrocardiography, atrial septal defect, pulmonary arterial hypertension, Indonesia

Genetic backgrounds of ASD-associated PAH

O Yoshiki Shinya”, Takahiro Hiraide”, Mizuki Momoi”, Masaharu Kataoka?

YDepartment of Cardiology, Keio University School of Medicine, Japan,
?The Second Department of Internal Medicine, University of Occupational and Environmental Health, Japan

Genetic factors have been demonstrated to be associated with the development of pulmonary arterial
hypertension (PAH), but there are few reports on atrial septal defect (ASD)-associated PAH. In 2018, SRY-
Box Transcription Factor 17 (SOX17) gene were reported as the causative gene of PAH in the large cohort
of European patients, and the rare pathogenic variants of SOX17 were demonstrated in the PAH patients
with congenital heart disease in both American and Japanese populations. In this session, recent findings
of the etiology and genetic backgrounds in ASD-PAH are demonstrated.
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#EEL SEFEBEL T~ BREROMSIEICK T 5 AR

Oy FHE
ALHURSABE AR A A it s

[ZTUic] FEMEROBEICEL )., ST CHRGWEHTH - 7N 28 B A& oM H 5 o £ 731
KELEHELTETWS, LA L, ZO—FT, L) RAZNT - MiRMNLE 2 A3 2 BEERTE, 1
AR (TENERERIEIREERIE) P HAER ERERE. ATFPER, & d) oce 2K TICXD
fiEsiiE (PH) %4k IifEEREEZ 50720 A7 05Em L, FOREHEIZEL ML TW5,

(PN B 2 MifGBRkE S]] 2kl PH o FEBTH 2 Pk BTN & e (PPHN) 13, E# O
S BEEC X B BB IRPEIRAN IO GBRES A Mlim MUTE AV RETdH 5 A%, i85 PPHN OB 2.
WEHIE R & By MRS X 2 il B E R, 5 NIRGE S £ A2 RIME T, OIUH E TI2
X AMEREENEG L TWnWh, BEEIE PPHN X, %5 5180 E (Chronic lung disease; CLD) @V
Z7WFTHY, EHICIEORMMBRENTFRICHDERLELEZI 0TI EPTE SR TWE, BE
BV PPHN O CTld, —M Lz HEW AR (INO) 22U T, B ZMEEH, #7353 v 9R—
]\ ﬁiﬂ‘%w@ﬁ) Z) o

[BVEBILLRR IS BT 2 MBS ] BREROEAFEOLH IV, CLD OFEFRIZELABMLTB ., £
fi 22-23 HIBTIXZDFIEFIZ 7T0% 2 2 T b, AIEDIHEIL, KRNI B X ORiRa MU A o % %R
ETHDHIEND, Rl - MR IZBE L, EMICh7 5 N TIPS P DBk R FUEME GBI iE . F
FEEE, MREERENKEIRIEE o TWwbh, FFICEME CLD Tl&. MW AN Z du.l & L 72t
PEER DI IH DFAET 5 720, MR O, Wi B o ik, M RstEo K1z X b S8 D%
Wi IMLE (CLD-PH) # &0 3 ARMI AL TBY, ZOLL I TFHRARTH S, CLD-PHIZHT 5
AR IEHEIL INO TH 55, RBGEIA D 720G 2 EFER L VOPHIRTH 57:0, RiZHE X
CRIEBRAN A E R 2t 7 b,

(B VIZ] HAOMRE R aR MR —Td % . PPHN % CLD-PH % 4% & 3 5 i fi§ BR & 5 0 Je i
BRI TETWa, BEENOPH I IZ, ROFBOAL S TEMMBEFENTRICORELEELZLLD
FTIENS, [BEELXAELF] 20T LT, PH OBFERKIIIEFICEETH 5,

=
NREB~ B A B B I I DX &

O+ HEZERY, /NE wE?, hE #HeEE?
D B S B v 7 — NRRE, D RBRAVERR A ER v v — N YRR N

NREBR R 2 WU B RIS, Wi MUERE PH % 119 e R CIRE OB ICHED 5 2 L 93% <. PH O#)l
RESEFEIIIBECTH b0 TMRIEWE SNE PG E 5 & MIEBRIIMARAIEER & ML L72R & 7 525,
MAE G O A% 30 HREE E TIRAN PH AT 5. 2O LIdE#KOEEZ &HLERE LK EOR
ROMMICERETH 5o HrAERINC EREFW SRR Z PR3 5 & FrE B S E PPHN & 20, B
PEBRICHEDL L 2 MATEIRE 2 4B 2 & L e B0 /NETIZERIEME / &S VE M BYIR Y 5 UE I/HPAH O &
AT EL IF WA, AR VERE R E UCHE L. FREPIT DN L 2RO S OB X R
WKEDRRENLEIELZ W,

PPHN % I/HPAH M@ MUE R 228 0 1 B S, /ANE Tl 1 BERBIIRVENG &5 ME PAH OSHEE A
FEHICEZVEEZZLNTW 2 LELZEDOHEDOL YA MBI &0 5, ANRIZBWTIE 3 B o fili il s &
developmental lung disorder {2 & %A PH OHE S L (. 1HEHEIZIIIZMAEFETHL ZLAVRENTZ, 2D
PEHRBEIZIE, SRR R R AL =7 2 EOMEBESE TN T VB, ZOENITY Y VIEERED
GEND T EDER SN, ¥ VIEBEREO 21 TR LI, nEOAR 2 S FTMROKEICH b2 #
ZFPHFELTBY., 77 VIEREFOMORAEALFHHTE LR FLELZON TS, LFRIREREREY
SEMEREICEE S PH 25, A ® 38 PH ~NOBATIZEIRIEVAS, FHIERZAHTH 5,

WA L/RB Tk, BEURICHE D PAH, EYEMAAZESY: PH, & L CAEGRODEEIZHES PH 4 &34
FED I 7o PH D22 R0 R OB PR AVNE &l N T ) fICid, BITEROBN S L ERIE
HCThbo

TRV ORI BHEMNICIZBICRAOIE ) A, MBI XD 34 hoTALV. L2 LA2S PH %
EPFT HRBELEBICIE, REREBEVDY D D, FREMIBMAZRA LY QENIHFIET 5.0FE P RRIE T,
NI URAIINZ PAH 2 &0 L3V o AR T 2 IR TR & 2o INBHIOER I E R 2 B IR TR & 20,
F 2 FDOHAEHEIZ LD treat and repair S HEN &) e &, FAIRHIRe AL & A Tl kv
B de MEPOLBEAND Y =LA L AB LI A M)EEIZE ), BITEBESMGICEGZ & 82 b,
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THRFR BRI TE e W2 R

AU E CTHRRMORE R &2 5/ &3 2 /N BIIZEE OB & MUEIE O BZE WA R T TEFLTVWD S
EREDITEINTHY, PRGN ERARB NS OFEFICED L Z LA Whr o7z, L LEFEINR
5 DOBEDEHITAH DRI IEE LRI 25 L TELFT 5 LR TE 0 MR IURER BT L
THEPHEITHS LTHIMEIC X 2B825Mb 0, EHITEFABDIEZ TLAIEIZE), ZhETDEHIC
BN o TH/PNBRHE DSBS B Z EIZIZRADPAE L TE 720 ZD720HER 2 AR 235 & #k <
PEPAELTE Tz ThEml [BITHIER] EFATYWS, 2272, EWHICOVWER) THY), 20
BATHIEIRICBE D B2 H 72 ) Fex WL RICET§ 50 2502 &2 TR G NEHE O 785575
SN 248 % B3R L LA SREINELZ §5 2 & Tlmz RO TWITMT EE R b0 FIERMOEE
oW TIE Z 0FZ HM & § 24T OIS X ) BATHIESICH L Tldd 7k ) ok z AETw a5
WP etk S RSB R A~V = 7 Je RUEMIETE, Se RSN 2 &) 165 2 47
EHICE L TRAEC BB TV D, TRHISHT 2D MAIZDOWTEH I L7zv,
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fieMESGHEROBREFIRD Y ) > T2 80 RE
Oofhg T+
FEVAGBRARTIE € ~ 7 — il AR

Jili 185 MU SRE 2 b D e D IR T IEFEIRIE A~ 50% & FEH I S IBDOEPHREY 27 b EV, TD720,
il s MU (SRR SR o —D2 &L EWAHD T A K54 VICHRRENTW S, iEIMERE % b Do
FECIERIE, AO0ARE, MiEME Y 94 ¥ A, MARERE. BOEEAEIREZ E23H T 5, 560 55 5k%
2PN, b o & DITERMILTAR &R TV, MiRIMERE% b DO ERIECOBRKT L LT, B A
PERF OB, MimmEDOEAERE, NY HA class 0872 EHE I N Twb o RIFICB A MEERIECE
BIRET R B S (HAERAFES) ORFHEGICB VT, OIIMEEBICE 2RI, 2o 149 %
D5, TOHRT, MSMEEIX3FHICZWERERTH 5. RIPICBITMMEMEENEKEEZ SN
HIEFEIAE T, AR I U AE % #) & CTHRE SN IERNIC S o HERPH R 200600 & 1 AR DI O &
43I VT TREL TV ASEHERANSZ W,

— 5 MM AR O X 0 L IS IIE A BHEIRO IR P EILE L T D, EOMRESHTE TV A,
I RERR 7% 45 ok 72 il v IR SEE O B R 2948 & 166 7 81 Al ML ASHE A 12 M i Ade SEAG PRI w85 M HE V2 k9 % Tl 8l
MRSV — VIR %2 & DOBEYFLE DN DEFLE S . PHRUFEICHKL Twb, TNHEBEOMERICI D, il
BT IEF#HHRERER TR E L TV ALMEICBWT, HRNEZHETIEAPHAESNE, 20X
GEWEZORBIFT AT W)y 70dh ) HiZowT, MrsiEshids v, KEEHTIE, 7Y
YRV T OHY e IRIKEHERNC B BB IO VTR T %,

| PS3-2

MR BRI MEEORIEH Y > £ > 7  BERENRE
Ol T
Fill LR 2 e B R AR

IENIRVENG B LESE (PAH) 9 b, &K E LB EBOEAEZI/RIET S 2 EXNTE 20 OIIFFE
BEEIRVEMI = MERE (IPAH) &5 SN, ZO—MICKKEBET L DO0BHLILMENTBY, 29
L 72 PPH &2 D s AT & D, 2000 412 BMPR2 #5125 2001 4812 ACVRLI #E{n 1A% JEN @
T & LTHZE SN, ENG R SMADS BIx T DRIENZNITHE 720 T DHBOMRHTIC X D Kk PAH @ 70-
80%. IPAH ® 1220 % 1A S5 DI TERZHFET A5 Z EAUREN, 2008 FED ¥ F KA ~ b 453 DL,
IPAH® ) L #E T EEPFE SN 0B L ORKEREDH S % b Old, 8 20 5 B IR 2B & i 5
(HPAH) & LCHIDHEEND X ko720 BIEE TIZ 17T BEZTF 2 PAH OJERBEET & LTRIE ST
Who BIZTERY AT LEEHTIX. SWREOERA L ) EE T, POMTHREIEEDOEA DD 5 & &
N5, —JF. HPAH iZ#EEERE L QOdE ot () SETh i BIERICHS 2 REELD S
HESHNTEEOBEDH D E S, WEME N 7Y b2 LT T EBRICHAET 5 D3P T 30-40%.
BT 14BICT E RV — 7, IBFICOWTIE, B EIREZ hiick 2 & AR 2 BYE R s h T
By, BIBEBEANAIC L 2 FHREENENPEHEIN TV S, 20720, KkOH A K54 »Tld. HPAH 23
Beb b BEITOWTIE, BBIYISEEFARAE 2T\, HPAH E 2 SN 288120130 27 0 5B
OWTHBIEFIBRE 2B, ZREFEICOVTIE, IFREW R LB —RELRETOEH 7+ 0 —%
THZ LX), BREICEH LRMBRICORIFA I AR ENTWS, LAL, HRICBWTIZ, #HZE
WICET A BEORASLHEMAI., REEMICDFIERZINICE L CORENERITREHI»DH ) . #Hin
FIRAETE R L TV, 29 LBEEFNREOMENZ T0EEL2o2b, MEXHLEINL B
SLTIEBREDORX Y v b, FAY Y MZOWTEBLALIRL, WOl [ZNd] MEEZZITENIZONT,
T4 A ¥ > Z (anticipatory guidance) b & ® T, BIEHEMRIC L A2 T0RBIEA T VX2 ) ¥ T 24T\,
BEOBEEREETWNITEIYATANNHATHLEE L D,
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Wi ME B ORE: - BTSSR EVTEETAEA

O/l 1z
FR R AR AA TR M R e JRRIERE

M MUEREICIIE RIS T ST RWEIFIE L, Vo 2 AMIEER EARIEERD NS ¥ AP & &2k, 2
FGATAEMEINLIEREEDOFED SBDANA FNUANEHE U TIMEIRICEDLZ E L H 5. MiElLERE%
B35 BEHRIE FET S L &, LT LRFFHIRIIV 20T HEZ 5. TOBMIZ. FEER T2 X
LHIEFATEHD, CopdNT Y ADENTMEREEZDHZTHLTLEIATREIH LI LE2 I A>T
L0 THD. 9. MBI FMIBALRFAMEER 72 &2 Z L C. M. B <D BRI, R
VR, KR T 0y 7 e ED Ol D O BINT 5, —#IWIC, %  ORBEESEIZARINE R 2 KT S,
DGR 2 HIT 50 BIRNT ZREEEIC X - T, SRt E S 51X LA S5, EFREL 21U, &
BIEICL A NTIPAE BRI & 72 275, SR I2HE 9 SRR R AN TIFIC X 2 B R3S A6 3R
BRI A 5.2 155, MERERIEEETH D, WO ILOH B MATEEO EAL 25| Xk 3
RS H L. T/ FMONFICL o THRWIIKRES L L, HELFHBEMDONE. R E2H D
RIEDHERE L. RN v AORBRIMELZ LD E b, KEHMPERM TN E 25E, ZOREIZLY
L Do BT, EFEOHROZAL S, [ERMHPRMOFELZE L 2 NEL SR v, Lo T,
BEORERM RIS UC siAmRLBAN. I IO@EYRE=5 1) ¥ 72T s, BRI IKE
FIMGE, 7Y F—Y AL v 2lisF it e B S22 R0 2 0 L, IEBRVEBEE 2 L TRIME =
LG 2 MEFET 5 2 ST RD b5, M ONE LR 2 P L IR 2 BE L 2256 F—
LEHE L CHHRICH AL EDRYUTH S,

ZZTClE MimmERE OREE - FAHERICB W TRHBETRE ALY, MEBRHEOHE» 5B R5,

fisMEEREICH T2 MBEFHEERORIK ERE
OWHW
PHURAAR R R i e I ER AR EL / B BE AN GiE it~ 7 —

MR O MBI 2o e (TR TEDARVE N 5 0 5E (PAH) BEOFRITFHICUH L7, /20 Nv—
> B BRI Ay D% AR B AR ZEAR VRN & LTS 122 < OFREFI THEIRIE O IEFIL2 o5 K9
o7z LA L. BURICB W T HBHEIEIUE o PAH Ml R B ZERE (PVOD) O F Tl 2 L2 &
LTW5, TAENZ B BHiBHITE O 5 AEALFFRIE 73% L FIE & LR TRIFCTH A A —FH TEg % K —
AR SRR 2O TRV OPHETS ) R IR 2 02 & 5 2 il & MU E o B35 Cld 3 4F %
b FEEPD R CMADOKEMELIESD Z L AN EERFRAENI B W TUE, B RS 8o @S L FE A E o 5
HIZHEC-HDE D20 hh o705 RN E CRBEICEVW-EREDERIEEINTE L, 22T,
SEEREIRE (mPAP) QKT % i3 HELIZH8F 2 FAsE Cld. WHO FRRES 8 (MEELL ). mPAP. (L4
BEGME L72#ISIREDMER S N7208, BEON— VBRI 2 o722 L2 5, FRRRPIIREB O EAL
RO TR & 2 2EHIDHHKR AT VWS, — T S SCIRRE R B M K 7 SRRt T % w»
TG, FREBOB TRMBESICEND 2HRERIETA2LEND D B IIMERE 2D W T b #in oMLk
DRBELATbN TS, T2 KRETIIEEN O EIEERLBMBEREZ 2 MIRL 223 T7TICEDE F)h—
Bt 238 fiE E A, lung allocation system (LAS) 2SHEV. L TWA DS, MiEMEREDO R THRICTEARZ
PVOD % EDBEIZDE L BRSSO IRAE I NS 20121F, HARMO LAS OffEVARD SN TB D, Bl
162 ORESEIZINT 722247 TH B0 Aty ¥a ¥ Tid, MiSMEREZ Po & LT bAENZ BT B
B EROBIRE N T H L L I, SBRBIT HIREFEIIOVWTT A AH v ¥ a v Lz,
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Year in Review 2023 (E#)

Year in Review 2023 (Basic)

Ol KA
FE AR BREHRITE & 2 & — WEZERT L A B

il 5 AL i 0 VU B C b 2 BB R kM v U i (PAH) OJRREIE L, EIZMER ENWERO 7 0 & b —
7 CTHIIEI NG ZEXFWSNE Lo TETWS, BIZMERTIX, BBKSY 827 2 827k (BMPR 2)
EFDQYE Y SV F 7B TdhAH ALKL, Endoglin, Smad9 7 K& k55 7 FIOVEIEIC X A IEIIR
PA) Bz S, 0 1L P HE AR RS ST D S B 50 & @ BMPR2AKAENE S 77 F VST B IR 0 DY BRI, ~F-v #
Fo B HEIEICHEDT A 2 7 F v & LTHREEST 525, TGF B ¥ 7 F VR I EYE > 77 F v & L THERE
3 5o 2021 4E NEJM I2#Hid & L7- sotatercept D4 2 MR RO H1E, BMPR2 v 7 F )V & TGF ¥ 7
FVDOFEPERZE RIET 5 2 & OFIMEE IR LT, PAH OERIERIZEET % ¥ 7 F IV EE O
WEECTHLZ L2 LFT 5, BMPR2 ¥ 7 FVREIELUALCH PAH LT L2 EEEE 2 S b @
HEEICHTAMEILZENTBY, HEEMFERICE > TPAHKRERSED X ) IZHE S s 008K %E
AFHTIIL Y2 —F 5, 72, BEMERICIA T, PAH 3, FEIELTEEZODRAE. A - L5
B, B EOMHERTH 5o FFICRIELEY 7 F L ofil#Hl o B w2 PAH KRR CHEE 22 % & % 41
A TENRHLNII o TETWD, —h, IL6ZEERIUE L) X~ 7D PAH I T 5 55 2 A ERIR R
(TRANSFORM-UK) TZOHMMEIZH S 2 TIE v & F 545452022 4 ER] TG Sz, K4 IXIL6
R IL-1 B ®m RNA 5 #1252 7% b % RNase @ Regnase-1 ® mRNA FEH L NV A% PH B #H O KA Il A%
MR TREZEL VDAECRTTAZ L, FO/TAPH OEERE LB T 5 2 & % Circulation (2 2022 4F
it L7z Regnase-1 O #iERRIFR KO v 2 215 5 & (KEEER Y - (bW & 72 LICHIE
PAH % H#RJEHE L 720 Rengase-1 12 IL-6 7213 T4 < IL-1, PDGF-A/B, IL-33 2 L olilifa~2r a7 7 — Y TH
mRNA 73f % #1952 & CPAH SIEZ BAICHIH T 2RI RIREI NS, TNIZH—DOF A M h A v,
BN T O O A Tk PAH JRREE TSI © X R Wil BEM: 2 /808§ % PAH 5 RETS BB 0 fR I % 5%
AICHED B 2 LT, PAHIRRROGHICHK D AR 2 HIMESH O 227 5 2 EBWIFFS N, RiHH CTIERIE L
PAHJRREICBLTH L E 2 —L72w,
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Year in Review 2023 (ES[K)

Pulmonary Hypertension Clinical :Year in Review, 2023
Ot H—HB
] B PR AR AL 7 W R BE 96 B 2 P R
2022 4F 8 HIZIX ESC/ERS #' A4 K I A4 Y #7212 E£ S N7z S ROYETHEH Z LD -0, Wil i iE

DEZBDRIBLERTHA ), AL, 2022FE7H3H LD 202346 H 3 HFETICRESI NN mE
SEFIIC B BIHIRHELICBWT, EEEN23DE Yy 77 v 7L Year in Review, 2023 & L CTHiET 5%,
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RIE - BMPR2 - 2R 2 HICEY HA FHEMERRD 20 &
OBH 1L
ZHERFETM BT N R

D S LT (PH) BF%2 2 459 72 2000 AR EEIE. PH J% R 123V C BMPR2 7F the first genetic clue &
LTESLL, BESANO PHEMNEBHESEASNOOH ), /2. KEHRTFLS, BRMICH FEBRWIZH PH
WD TWDEZEDRBRENEHZHEO TR TH o720 9. T v b PHETIVIZBIT 5 9 Bk
FHEEG R Th 5 NF-k B O&EIZHE L, MENEMIETO NF- « B O L, VCAM-1 ZEBEHE, %
JEMAZIEE. NF-xB OEHNC L 2 PHEHIZ R L. RERTOHEENOTEEEZ R L7 (Sewada H
Chest.2007) . % O Stanford K%~ Rabinovitch # 3% D78 = Tld. BMPR2 & &IERKF OB# I H L.
MM EMIED BMPR2 ® Y 7 F WK TFAVNMEARA b LAY 7 F V%4 L. GM-CSF %D RFEEY A4 bAoA
YOEAR Y VX7 HERU OV TRAE L, M REDOITLE, finoxrso7r—VREICEbLLZ LR
W L7 (Sawada H, ] Exp Med,2014), JiE#. SUS16 HKEE# (SU/Hx) EFVEH W, FiET Y kY
VEZRREPER < T v 7 T RINEERIC L ) imE IR B O REY: (Shinohara T, Am J Physiol-
Lung. 2015) <. #HANBEIEEIZB ) 2 FiE a1t OB S5 (Otsuki S, PLoS One. 2015) %/~ L 72,
BMPR2 & I2DOWTid~ 7 A% Wiz kEt (Morikawa M , Science Signaling. 2019 %) 12Hi&. I v b
1B\ T CRISPR/Cas9 # HIVvy BMPR2 Bin 112 1 ML A 2 R -CHID THEA L, £ PH OJRER T
BrElLsEsZ 2R L7 (Kabwe JC, Respir Res. 2022), $7:. JHEMNOEBHEBERZIZID, K
KTy NCLIMEREDPE L, B L 25T L %2/R L7 (Oshita H, Am J Physiol-Lung. 2022) . —).
BRR Tl HANBIERGF2OMEN 7 & LN - St g IRYEN &I E o BI85
FRMZOREN LA LAZ ) —= v 7 LTCoOERYHE L7 (Sawada H, Am J Respir Crit Care
Med. 2019). VLI, #) 20 F12H 72 ) FNATORBEZRHIZEHE L A ) T, BIC=ERFATOMET V—
TTHRT T E MR IR K Y e ST TnW 272 & v,
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LAL-1
WmE U ET U ST EHET BH 1k w -3 IEIBABY

Ospill ZERIY, e =7, Kb HEmS®. e¥F LY. fEH Y
VAR TG A DB IR, Y BSOS IR BRIRE, TR R 45 2 IR

Jit 30 R 2 A 5 ML VB S ) B 7)) I K o TREDSEEIE T 545, TP IR s hTw
vy, AR EF) VS OBEICES A2 E THO N A BEREIRE., I OIS REEH 2 HT 5
w -3 MENiEEORHWICIER L, M) €7 ¥ 7 OflElcH 53 555 F O R EEREF ORI %17 - 72,
FPEBEREMEIMEE TV~ 22 L. L O RIS oY) € F I 2 ZA@H 2179
L EBERZEICLY) R U Mbw -3 IR (1718-EpETE. 1920-EpDPE) ®# L WK P S iz, =
R¥ Mbw -3 BB D EAREFE Th 5 PAF-AH2 ORIE~ 7 A& ATl MUTE ORI 2 @45 &, K
W # R 5% PAF-AH2 KB~ 2 Cld, Bl ) €57 ¥ 7 &k o 2B &S T « A 00 B S h,
EEHED A L7z, PAF-AH2 (3 I BB L, A sF 20 PAF-AH2 RIE~ 7 ZICBWVWT LA
BERESMEOELZ RO L0, BmMRH RO =R F I fbw -3 BRI, MiliE ) €571 ¥ 7ol
AR ICH G L TW A REMEASRIB SN0 VETY ¥ 7l & U CliffiaicEze Lz e o
A, TERF Ubw -3 IENIERASKMEFEMNLD TGF- ¥ 7 F VI T 5 2 & TR G L2 3% L, i
BOEF) VIO ESTAZEBWHSNE o720 TRF U bw 3 IRIIEE ~ 7 220 LR I
DAL ZMEEL 728 2 A, KBFERFE L2 AR, PAF-AH2 KE<X 7 2AOWFRIZBWTYH, 1920-EpDPE
O H PG IE 2 8 S 872w Ml EE #2817 % PAF-AH2 OB 5% MGk L7z, 262
A@%ﬁ%@%ﬁﬂfﬁ%ﬁ@émﬁV—A%ﬁ?~9#a}%EM@%&%%T%%%%%%Lt%%\
I EPE DS wZO@ﬁER%CbiUme%W%Lto:h%@ ’;UEEiﬁ%L#T%%&L

FINbZ T T4 Eg%ﬁ%f%&w_kﬁwgﬁa&ot Pl X0, BisIMERE BT 2
AU%TU/7®%ﬁ%%kLT‘%ﬁﬂ%#%PAEMﬁ»ib?iéh%l+$/ﬂw3%%@ﬁﬁ%
R D FeH G AL 2 T B, E VI FTHA B = X LD S & o 72 (Nat Commun. 2022).

LAL-2_
#t5 C3-D AT -C3a BEUDY FFVEBREAETL BT B VR ET V7%
Y 5

Offie &, Wik A, Kl MemE”. fA LY mE E-Y
DNBIRACF PSS B PR, B SEACFEEER AIA,  REIER A 5 Do
VOB PUBRF RS L - L DI

[FR] CmEEEFHRAPFCEELRBNE 2o TWDLH, BETHLUESELEFBEERS N TnE, TOHH
A BRI B AREDHBED AT ChH O EHE R Do BER D, WABRIGERAENGHT 2 LR S
ﬁﬁi@;%ﬁgﬁmi&%T ) SMDOBEALZE D 7259, X512, MiElEEREREOERL EOAEAMNZ b
LOTHRBLTVEARTH D, 22 THAIL. SRS T AL 7 BB % o L HEARERR R 2 h e
VI TE L EEZ T

(] Bk A= 2 (12 W) OO E AR - EZ - DERENGT, 42787 LA X o TRBZHEETF%
ﬁ%ﬁtomm\%:Tﬁﬁéﬂt@%ﬁﬁ%$%u%%¢é#%%&to

i

ORI T 3B~ 4 707 L 412 X 2% mRNA FEBURIT T, Eﬂfﬁ%Dﬁ%wmm%m%uL%
FBLL T\ 7e Cld IXHIE C3 # MIKAR L Ca & BEAES %o 415122 5 Cld O 3 12 & » CTHERIC Cla 2% <
FEAEESNB EEZ S5N205 Cla DUHHINEBIZ T 2% ENI RN TH - 720

%giig%ﬁﬁ{; F v MO W2 T, C3a 2T % & ERK. JNK % & MAP ¥+ —tED ) V8
@ in vitro N7 MBI IRAE2RIC X B AEA LY ZE TNV EAFR L 72, WA Y 2 T3 PAC2 B#%ICHE VT, Cfd-
C3a Z#HRD T B AS L5 L7z RICC3KO v 7 A PAC 2179 & HEARORIRDVALN o7z, F72,
BHITOABASHEBEIH R 2B T2 HY T, HEMN< Y ZIZPACOEH DS ClahhkT vy T2 M 2
HL7ze2h, GEAEVEL LD o7z, 25T, PAC HOAEH R EELOTHMILHEALTO AV ¥ BRI O
WMEfr-7-8 2 A, C3-Cld-Cla SAMBEEOMEIZ L > THN Y Y A BEAROZFE/ ST X — & ks L7z,

UJI

[ ]
HARICHBEHL TS Cid IZAEAREORICHEIZREBAS EAH L, C3-Cfd-C3a 2 BHRM 2 5L d 5 2 & THER
A®ﬁ%%%mb h

SOMEIZL > THEAEDPUET LI EZ RH L7,
H AR 125 E-%%%ﬁ%%@%%é(%@ﬁ%%ﬁ)tﬁ%m%\%%$Lkﬁiﬁoﬁﬁ$$@%%%%t
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| AL-3 |
EEERAUK RS A RS IR OREROREIES
OIEAR 2z
WHMSATEIEN D AL O REERE L v 7 — TBEGNF / ELTEsEAN EAGBRESRTE L v & — M A IR

IE R EE M = IEfE (PAH) OFIEICIZEMEHIERZT TR, BEERE Lo, K, Y - 3%
WRFELR ORI ASEE L EZ SN TWwb, F4ld, HIEPHEFNVTH A Sulx 7 v MEBIZMT &
% SUS416 2% VEGFR2 FHEMEH LIS, FERIALKFEZEMAR (Aryl hydrocarbon receptor: AHR) i
N7 TZAMEEEZET L EOWEICHEH L2, PAH BE T35 12 L CTIiE AHR G LD A 5
WCE L BEX D HAERE TE (. PAH HIEE 2 KL L T\wize 72 AHR G LREO B W IEHE KW
FEICHE LT BRRA XY b BB - WAl - .OA% (BOAE) AB) 2ERICE CBIE SN, PAHOV#
TR S L 2 BT REME AR E 7z, Sprague-Dawley 5 v b W/ #E Tld, AHR7IT=A FTH 5
FICZ O R F# 5 L KR A IZF IR EROMERE %249 EiE PH 2358 L7z —F, AHR 7 T=Z b
W% A & 7w VEGFR2 HEF OGA I FE SN b oTze 22Ty Ar KIS v P2 /EB L, SuHx €
FNVTHETS L, Ahr RIET v b TId PHRREIZIZITRAIIH Sz, BIL, SulHx 9 v MIZBIF 5 PH
BAE - WIEALICIZ, FOA DAL E LTIRBENTWS VEGFR2 FHEMEH L 0 & & LA AHR i LA E
PThhHI EWREINTZ, S5 AHR OFEHALAHFES S PAHORKTH S 2 & /R L7, AHR K
HFHOPHIEHEA A= AL ELTIE, © MROT v b OGIEMRRFIAENT . RNA-seq f##7. ChIP-seq fi##T 5
L OE BRBALIZER S A 5. WA PRI & REHRAIIL O AHR 255EMAL L. MWL T AHRIZE D
BH1912 Endothelin-1 EIEF S BBFE I N L2 L, CDAIL21" THIER MRC1 v 27 a7 7 — U D4
AL T L EDHETH L Z EARE I N,

AHR ZERINAAET A4 ORI RACKFEILEMZ T T =AM T2 00, BRERT L PAH R
AU AEELNESTTHY, BIEI I F LV E2ERT S L TPAH 2% - BEfLS 5L %2
bz 72, IMiED AHR IGHALREDMIE A PAH OV # %2 Pl 5134 F~<—H—, 7 ), AHR R
ST OMERD PAH OEEREE LTHETH S Z EHURB Iz (PNAS. 2021),

L AL

RAIERZMTiE% AV /2 CTEPH 2Z#is. FHEEORRE
Ol =
TUNKEER B PRAEIRTERE Wi AR IR 2 53 B

IR MLEAE Ty FBWT - BRI IZ B W O U IR R E CBD o Twd o Al Tld, LI T
%ﬁo%%zf’zﬁiﬁﬁigiﬂﬁ’f7°U—9‘-?a’:)ﬂb\f:i’ill}$é§®#ﬁ%UDﬁ’*’HH’PHﬂi%JmEﬁE@%ﬁf:726#1%%‘59@5%&75‘&@%%%6:
< °

- R X B RN 2 F /2 CTEPH Mo B %

CTEPH &, #ZHELILIC & D IiTEERIEE & 53 2 PRARGRETH 2205, ERPIFFRNTHL L%, WIH0k
MEE DB 2 W E FICHET LI LD 5720, HEBWPBENLZ LD, FRARO—RNIZh>Twh, £
DOBERE LT, ZWICHEE L V/Q scan DHHEIMENZ E2%H ), KA CTEMi A B ELS X 2ME~NDT 7 £ ADHE &
AER L TWwb, Ml X s iEHorid, ¥R o dako oI ito e X Mgz o U, X gtk o ke bz
P 5 2 & Ty ARG A WD 2 L L GBI CE 2N TH 5. a1, Fapil X 4
HHENOF R EZ&bECTHI 52 & T, MEREOZM 217 ¥ A7 A% L, HimUEREIES 2> S5 CTEPH #il
B ERMEREE L2 2 A, MHER - MKy v F27 57 4 LIRIZRASORKREEZRT I EAMERI N, W X HE)
REHRs v A 7 553 CTEPH % ki BE ISR I 3 2 Ml (8 2 D AR 7 BRI B & 20 T RENE DS H B S & 2 i L7z AT R
iA@%ﬁ%%ﬁﬁK%ﬁ%f%éﬂ%ﬁﬁﬁéca%#vmﬁ%Lfﬁb‘%t&@%%&kbf@ﬂ%ﬁ%ﬁﬁmﬁ

TWwhb,

« MRI & W70 BRI A, AT T Ol

O MRI (3, JEAAS 7% < 220 - W3R e S < o MR ICBIE R A 2 2 IERE IS T RE & W ) FI A H D . il
5 MU RS Tl A O BERE Rl O B s & LTI ST b, Fix 1 Tagging MRI 12 & % Strain fi##r &
WT, BENHRTOLOEMEIY A4 %25 L, CTEPH TiZ, BPA M COREMFENAESSEMICSE L, EE0LE
HWOLBENTRMNDOBEEN L 2B 2 EVNMMANBEZ NS ERTO—2 L Lo TWnAZ L E2WRE L. T2, ¥/
ZRNTFH:Tdh B Feature tracking MRI # vy, CTEPH T34 @ Reservoir B8AE. Conduit HfEASMETLTHB Y, £
NABPAICL > THET AL, SOHICHEREEMY. LT, BNP R PVR 2 EOIEE BT A2 & 2 WMt L.

* MRI # H W72 4% 3D strain R4 Z 5l Al D% )
MRI % I 72 3D strain AT OBASE, Al 272 X 0 IEHE DD automatic 72 MRI A5/ BEREFEAN - strain AT OB
REITo T,



FoROE

LALS |
Wi M BE < 517 3 AT OFRENBRL T HORR

O%E  RERY, #RH MY, K8 WY
VRGBS v 7 — O PR G ERE, Y E AR BER R GE v 7 — HOHER

Wi MUEAE (X A O RS R WP B HER T T ) Z O 1ERE 2 3 S B MEFE SR ICB W TR K TH b,
L L. HEFAOBERLIGHMNR D 72D ICHOEEER O FHAEZ i 5 2 L IZAES TlE v, A,
Ll MR B2 T 2 I CASERAERTEAG, AR IR EFAM 2 ST Uy i 5 XL SRE 0 FEAR B 1Y 72 55 T 1A 37 R0 A5 s
REFRREDOMEIN%Z Hig L CTIIE 21T > CT& 72,

O2v— VBRI (BPA) #% b5%F3 5 4O BREIK T & 2o FHIR -0 %5

VA e e (CTEPH) % 61 Blxt L C BPA ZHifr L. et &4k 3 » A, 12 » &I
Ll MRIC & B4 BERBBNT 2 17\, MATEIREG R CPE ) A ORE R 2 BIZ2 L7z, Z 0%, BPA I
TOMBEIREET2ES N TH, 4 B EOBEE T ORI T 2% Ly SEREIRDFERAE L T iz,
% 72 BPA Ri 0.0 &K QRS 1EAS, BPA BIHERAT 240K T 2 P52 @iECAHZBETH - 72, &
512 CTEPH B 11 Bl OHM L O BEA NI & - Ty QRS MR SR LR L m BT A 2 & 21
S L720 Blh, AEOMEENSHET LB TIZMATERA S LT A0 ET IR IEEbE T,
QRS MFIZ AR O BEEDOREZ XS 2 A ZREL Z 2 b/,

QN ERPENG = ERE R H (PAH) OARLHEZe®{Ld 5 Tl <y ¥ ¥ ZikofE

il M E B IC B W T, QRS TRIZ A EHMARNER 2 LT A i~ —H — L EZ ON2h, L) AR
W EREDOENES ) T4 HEPLELEZ 2, ZZTUBMRIOFRTETHL TIvy ¥y FiEzl
R L720 MR %E OSSN TIEHRRII R Z K3 284 O TIEZ Fo TWwWb o 455 HHEIXHE < ik
7o WA & 2 50 72 O A S50 T AR N B T o 72 A%, ASKIEEINEBIMIEZ 0FH 35 2 & T i
AR TEICBW UMM TP ZE L CTHETREE 5720 TOJEET, PAH B#H 30 B, EHE#H 16
BOAE T HEZE L2, PAHEBZETIEIAE TUHESAEZIC EA L. A% THHIZA S R & &1z,
BNP fii &L IEICHIBI L TWwize S SHICHETTA2H ORI TZ P CE, MATEEZ & & QM L-FE T
HFThole TRACALTRELZEZEDERO T1 <y 7 EHBOOBMEILRORT A S, TLEA B
U 72850 TR LR W Z E PR S L7z,

| AL-6
Regnase-1 (Z K % B B84 B = I1LE £ 0§l #4548 0D #5BR

O"A ™Y, R Hoo?, BE SRR, M mY. EA Y. 6% mEt.
WEF LY. A5 WEHEY. ORI WYL bR BANY. ey BY

UDivision of Cardiology, Department of Medicine, Northwestern University Feinberg School of Medicine.
R T RPN N T R v B )7 Sk e NS e 11 N oy N 3 e v M Y [ e I

VE S AGBRESRITTE £ v 7 —FZET A AR BRI, O E AR BRI S £ v & — ke AR B AL

O A BRI £ > 7 —BFZET B R

ity B IR i v I S (PAH) OFSHE - HEBRR IS IIEMEY 1 M A4 v 2N L72B IR R SIEDSE S5 2 LA RE ST B A, Gl b
FPIIARHTH 5o RIEMBOTEHALRRIEZIRZ L 7L —F L L TOM) & % D Regnase-1 5124 H L. Regnase-1 2349 2 #iil % &
LT PAHHREZHIE ST 2 &V o IHAE VT, FRreOEE1T-> 72,

OBKEwTE PAH %REICIB 1T 5 Regnase-1 OG-« Ml MU £ E & AEH # O KR MFERZIRICB I % Regase-1 #fn TR R Z L L 72,
ZORGA, il MU RE B E Tl Regnase-1 FSEHEAMEEZ L RTIKT LTV Z LW ONIT R o7z 72, BliEMEREEEIZB W T,
Regnase-1 ZEH R NFEDO T A WEE L B L TREOFPRBE N E W) 2 LD oze KIZ, MiSMUEREDY 7 7V —7Th % B
W PE PAH SIS L CREMNCARET L 72 & & A, Regnase-1 Z63im & PN BIIRIE R 6 4 M4 AT HiBEA B ICHIBI L TEB Y. Regnase-1 A3
FILERE. FRICBERYE PAH OFREICEIS-3 5 2 LAVRIKE S iz,

@BERYE PAH OFiBLE 7V OERICRY) : PAHRENOG-27RE ST WS &IEEY A b4 v id, BICE#RMiacrwsns
Z &0 5 BRI Y Regnase-1l KIAY 7 A 2 RMEMFH L 2L 2 A, WRAKDOY Y AN PAH ZHRRERELZ. $72. ThETYY
AZAETFIVCTHBT A Z EAEEEE STz, BEiE PAH BETALNLMBIROFBIIFEZEL Tz, X512, BEHEEICEITS
Z D%, BliEIRZERE R DR DAL D S0 LCB Y. BEWRMEEE PAH OFBET V<Y A2 ) ) b LFEZ b/,

(® Regnase-1 12 & %5 PAH BB 20 : Lt 2 8o~y 2124l 5 i, il a7 7—Y (AM @ ) 12817 % Regnase-1 K
THb72H, AM OIZ51F 5 Regnase-1 RIEAPAHIHREZ G X L TWAHREMAIVRIBREN, 70 PO VBERLAEKRSGTHI LIS
L) AM O %FFE L7228 A, Regnase-l KV A0 PAHIREDOUFE Z B2, ZOKELD, AM ® 1238317 % Regnase-1 % PAH
TREERBICHIFT 5 Z &S L o720 KIZ.Regnase-1 KIE~ 7 A0 HHLEEL 72 AM ® LBk @ transcriptome AT % K& HT L.
Regnase-1 K8 AM O A& D X 9 2T % 4 U CIBIIRIESIIL O R 2B 25 [ SR I L Cw 200 &2 RE Lz, €L T, MEshi:
NT-oH 225, IL-1b, IL-6, Platelet-derived growth factor (PDGF) % & @i (s T-%% Regnase-1 |2 & » CilE$E, A @HIMI N, L 2HS
M L7z F720 VY7 FIVEHESEETIX, Regnase-1 K~ 7 AZB W T IL-6 X PDGF # [l 4 5 Z & TPAH RREOLE DDA SN,
DR Xy, i~ 2 a7 7 — Y1281 5 Regnase-1 %3 IL-6, PDGF ®@m RNA 5% /- L C PAHRREZ A ICHB L TWL Z & 21
L2 L7z o
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Jamieson CTEPH Award

FhEIIRAEEFERRAT 'O b 2O RZEICK 2 BEIRFEIEEICEEL - HE TR
D%ET
OFH #—". ®E wEARY, Bl &Y, il H2°. &% &Y, Wk 527,
wH O OSCFY, R OR—EY. HB OBEY. B OB, mE #?
DR AR AR OB AV, P TR R DI AR, P TRk SR P I 3R IR
DR A AR R b IR R R

EI=N=N

P
Rl R R AR IR A BR A5 11 50 X 0 47 ) BB AR s BRAlT (PEA) &, PR ik SRR Rl s I e V3 B AR A
RIGRETH %0 TARRAMEEE % 29 2 A OHE ISR LRI T 2 ERLGIHETH D, KL IEAL
/7['}\)‘1;7\3 FaWEWUELTCEHICEDZ, 40, Zhb7a b 2 VZEDOTFRIEEND 2 2 MEt L.
{
Yk T PEA 2175 72 87 Bl 2wl TBC X 0 3BEICT, TR 2 Mad L7zo SHE (49 B) © BRI
ML (20 70y 20C) + a -stat {5 M1 (19 61) @ MREGEESARRIGER 518 % + e frim A5 (S im—p;
Wi < 5C)  + @A pHestat £, M2 8 (13 1) : | K i S5 BEAR AR B 113 (7 20, 24°C)  + AR A8 (I
Pf@%%ﬂ;tlﬁ< 3C) +&HN pH-stat Ho WMAPHEIMEZ D) NEY 7= 3 Y 21T 5, ARSI IES)
JEFX Zo
ERE S
HHEE D ARSI BYIRIAT By 13 B EGE L7z, BE 2213320 e o 720 IMAPREEIX SEED AL 14 61 (29% )
IZA S, 13 FIDS—IEI, 1 BICRBENE 5720 STENTOME T, A PEBIZAEED 4 <. Jamieson type 1
BEAL L, PEREIEFER 2SR <V INRRFE A E D - 720 LB RN C. 155 1ERE (cut-off i 57 43) (OR L1,
95%CI 1.04-1.17, p<0.001) & Jamieson type 13%% (OR 14.5, 95%CI 2.3-91.6, p<0.001) 2SS FMKR 72572 M1
TEIE A TORRE R A3 < (4316 + 1198 75 ) JRAE V2 FF AR BRI g 1 WP 12 703 B2 7 JiE B 703 % 70 o 72 (17 1),89%) o
M@ﬁﬁﬁiﬂﬁiﬁ@iﬁ%ﬂﬁ“ﬁ < (662 = 18947) 54% DIEFIT 60 25U L TH o 7255 A THREIZEED R h 5 720
I DFAE 1 R K R B AR AR A BR A5 11 3 TR S WS OHIE T do o 720 AR HA 2 J1T > 72 1) K I AR A 97 B
EIEEZERIETRIICAEN TH o 72h% NLOMRHIZER L, S % OBRIIEARIC X 0 IR 5 1 0% 7S
DL T o ze —5 . BRI PSRRI BT IE DR, PRI R 12D 2 b 53, A BHE XD T,
PEERAE IR IE 2SI S M A ERI TH A TH 5 i RekAVRIE S iz,
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| EL1-1

O T Offi= MEERF R
MD &DIC K EEBARESLDELD?

O I
I ALK I PR

B FERIZ, £ <D MD (Doctor of Medicine) (X/E#H S AIERER LM T L720CERIILL, ZO
72O DR 2 AER, b LEMMZEICE-EZ - T, £330 Ak Sz Mt 5. —F
PhD (Doctor of Philosophy) (. 20 fCHIF-72 & 3EEEFE 2 X Ld. 30 RICITTTICL L D% LT A 2
EDWHETH %,

FIKEaT T FRAEFA L. FORICET 2 PhD ICEB S NHGOBRAZ K U2, WHFHORZICE
iz ZIZT L [BHRR»SAELLHELBEIAPOERMNTEL2DIEMD 7215, VH—F34 Y FE2d b,
FOWEL LA THHL, SSHICHERERTELADH MD 7211 EEb, LEHICLREED S,

O FEBERF 723 AL o A TGS 754 2 CELLMAX #F2e0> S 8 % 5 BBk MM =5 1+ 5 (PAH)
D PR MR R & Bl & 7 — <12, vivo DAL % vitro TIEM L7z, & 2 CHRBMIZEOmA SFEE L, WHE
LTl BRRIRRED S, X OB & i ifiieo 7 a2 b—2 1@ L. BEELR L itz
BIBH L7zo BARMIC Z OFAUIVESRE G L L 72T ZEIC D 2035, EHICIN L DOMZEIE PAH I
EF 69, @ikt iim T (CTEPH) ¥R MRS BT 2H% 00 €7 » 70
ZEIZHEIE L. S O ISIPRER R BACAE O il T RE D ERIREBA I S D 72 h%% 6

INOHOREERE D LICHIEICES AN, MD 7206 S ZEM L HROM Z AHICATE kIR, 7o 2y bR
FA AN == RPN —TFE N E T AICVWDE LD FEKT 5,

KELZOF [&onF] & [V —=F~<Af Y F] THDH, BRI E SICH MR RICHOE, B
BT, REF#EETIIAS OB S, MD & L TOIRBENZEDMHE A X 28R Lz v,
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EORRICAH L L MBMEEDMTHESZ X 5

OffA  Wifk
ALWREERER - i8R Es - B0 - AP R

il MU AE = — A 0885 2 TR, 48 1 BE. 265 3 ~ S BRI B IRR B D W BRI FTh H 0 L ik
B, WERBAESMEE W) MATEHRE EOFRICE > TORERENTEY, EERLE VI XD, fEME
FETLHEHZ I LDLD, LW TENTED, Lz > T MoOBICHIEH S NS Mim MEREDS 2 B
I TENEZ G035 2 LG HFEBRRICBW CIEEHE ISR S ., WML mE LS Er L <T5
—HJIZHHRoTWb, —FH. LOAELLOHMTEZ S L, JFICHF p EF IZBWTIE, k4 2 2R A,
GOFE. EEEEICE TRAZRELEERTRPEANICHRREICES L TBY ., [HF p EF I2&0F L 7-0i& i
FEIE | OIRBIRS kT2 28 2 b MA T HETSEICH 72 - TUE, MR IERECR T 5
WL, ZLOYELAL. HZ HFpEF OJERANOERBRMAZEILIND E BRI > TH R &%
LT HMATHED ZOMPVE=ZF ) 7 L BELIEARD HNDL, &5, EOAEFNIR LTl
PR Z LD X I ITHV LD, B3O THERDEZ VT —< Th b, MlLEIRIED AR EDIIFE S N 5 5B
AT D202, MATEIREDIEME IR 2T Tldze < BERT L &0 - mEDFEM 23038, A0 HE
DGR, OAEHEBWENO RIS &2, WEHTIE % CREEMICETFM L TV LB H 5, A#EHETIL,
Swan-Ganz /1 7 — 7V & W CHLATEYEE % SR 3 2 B O B R R, 7 — 7 R L IRREIIR O R4 » b,
LT Ia—z2 e e =41 ¥ 7EonfEtt. 2 LT 2 B~ O & LS o @) 2 v 512D
W, FAR AR Z TIHHIR ML 2 A 7z v,
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EL3-1
BEH - EEOCEEICHS/NEMSMIE - ERKREGEKBRAIVIRE -
OFMH Mizc", =% #EY. KT WwikY, s s KiE %z, s wE,
K& MUY, R BSED. BUH Y. R AT, CFI HE Y
VARSI ANRRL P SIS SR, Y MG AR AN A

— I MUE (PH) (&, BEFRIC L D SBEICHOE SN A5 /NEPH CTlE. REMREE, ek ERE /K
A EETH D, SNOLOERREFE LT, RERICASN L EE M BIEE (BPD) 56K TEAE A
V=7 (CDH). ¥7 VIEBEM 7 EoRMEREIZ TN, FHF L LT KETur773I v 7ols
LR EINTW 5,

J: : BPD. CDH (29 PH#I. SR 28O PH BN B ARG L HENREZMZ725 v s PHET
VR RRET L7z,

K% - BPD-PH T, LB SERYs. PIZEMEIEIRFF RS2 X ), PHEMMEL S 2L, LA T T
HMESE RG] T B P B IRE 20-25mmHg & %o CDH-PH Tid. 2 PH 213 NO W A <0 il IfiL 55 95 5 38
ZHWER SR, ®BEY TR EBERTHENIRE LR O WEITH ., B AT K & 00k 4 B 28
BONERE LA 2RO, BRZ PHAKOLES Y ¥~ MITIE, Mk LI ORE &SR A0 5, il
$BHWREE PH 236t Lo FRENERMERBEHRO T v M TlE. BAMYY OEZEN PHAHEL, 20
B LTHBINREEHTOAFL—arTa 77 4 VOELEARE DT,

#£%% : BPD-PH #%° CDH E& 1 3m LI D HhiIC PH 2380, AL EESLETH L, EREF
VTR 7O 75 I v OB IRBENT, 2o OBERIHARBREIC X 2880 5 /NEIEER .
W NZHRE (EERARL WPsesl) S L7727 + 0 — (KA EETH S,
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BAH PH OZEHOEy bR—JL: /NBREBEHESEILODL Y A
O=% FHFik
ZE KPR AW SR EERT Y 5 —

JEERL NEOEFRE, BE L BEOREOM#ERICL ), £ OEREOMEEOBIEIRALICED,
NELOBIRBI CHEB I NS, T2, HiSME & Z OB KREEDEDN, FEREWN RGBSR ER D, R
PO B O @Y 2B W2 250 RBAIEED, MAMICBWTHLELEZ OGNS, UED 22005120
WT, ADNREBREEIR DSOS, A PHZKOE v bR —VIZOWTHEST 5, $Ei2, ERS & T
ik (2024, Barcelona) ZHilZ., EillO &% (2018, Nice) D% (Panama 7)JH%E) #¥ T 256, i
FIE DR SHH (Nice 7074H) ICHILC. Z20BOME. EBOEFZIRT 5,

1 # : HPAH (TBX4 etc). MMRMAGEERA. PDA. #IRINAEL ASD. FB5 MNSk IR BR o 52 %, CHD i 4.
FEREMRE (REBEEAE) %

28 s R zE (A BIER. CHD). =05l BMifIRER T BTN, ORI

S R EIE. MRV = Tt &7 CIEGERE. B R. BSRE . I R S

4R ISR A

SR ¢ XSRS, — MR BIIR R I, T EARNGREIMATES. Fontan fiifz. > I & — Mkt
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W ILEEAE 1 D BRSO BLR & SR

Offcik  Heln
FRUR A TR M R e e A e £ > & — IR Es s R

BB AR VEM B RE (PAH) 1203 2 WEHOGER IR & CHER L TB Y., MBRICIES 3 BIF 2 PRI
TELIERDPEEZ TWDH, —J7. WRHYEBSIRFUE L 225813, RIZ ) MBS RGOS E b, HA
B PAH ICH§ A2 MiBROBUIRE L THEITRXERIUTOEBY) TH 5,

1) WD Z 4 3 v 7 BB OB INEHERZ#REGE L2 E 8 ) A7 - XAT 4 v b2 RFEIZHUT,
MOHAREED FF—FAE2 5L 2R OES IR L THRE L 20 % 5 v, FEFRIR A3
—4FEL RS RAENICHY, WY T4 IV THiBMZERT 51212, SWEEIC PAH #5PME, #
MR D2 T HDONEFE L,

2) MBSO ERIZIEERE, TR F ) — Vx5 8, HAEAGOE WL R 2 vk L CEM
WIHIWT T 20 ERH L, IR KT AT ) — VREHRGFHATIEOHBELNS <, — RO BITFIC
R2ZAZENDHVEELET L, T RKTORT ) — VS e S EA#EYIC2 Y Fa— LT
ETCVWALEIAI VI TRIMZIT)LEND 5,

3) TARTB AT ) — )V KEHRSH TR - MM o# EnE2E8RNEFEEE 2o TWwAIEXRH Y, il
BAHIEO) A7 %5,

4) BEE, HEEREEBINT — 7 ICREMRRONLZ L 4 H ), MBHIZEARAS 74 3 2 73,
BHZLIEXLICTAIEICIABM) A 70 LA ZINEL TEMMIHI T2 L8N D 5, F7285KBE
WA, PAHEZEOZD X ) ZEFHICOWTESE - FIEISHA LEMRZ G TE L, MBMOIEAA L —
Al bo

5) MifhitciZ, Bl IPTIE T35 25 0EOREIZ T CICIZZEDL L LD T, OREINARKITERT
AHMiANE, @uifM b & A EORRE R KM MK LA ) A KICHE ) EoAes, Zhic
RS HMKE. @IEMREEOLHLAL, REICEELRINEL ST, BELNEEHE2ET 5, YT
135 central ECMO % %35 LI H B .0 weaning 2179 & & Ty AL — A ikiEB 27> TV 5,
6) PAH 23 A BRI MR BT 2B L D MY 227 (LI OAREICED %)) ey
FEDSEI VDS, —EINERED R B &Y ) AOHENIER DR . RF 2R TPHRIGTE 5,
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YORIIALA
BRHCBUBPHRIU—Z2 T — BEOXREVERTRIAD? —

BMHERICETRPHRAIY—Z2F

OARK 2, g HEll
OSSR B WS - 7 LoV SF — i BN R

SR EICBIT S PHOAPRHE, E& L TEMEPAESENMEE (COPD) RREMMER (ILD) 28\ THF
RENTETW S, BMMiEEIC PH AT 2885 & L <, i M4 bR o i A R0 58 22 1 o Jili i 45 i oo At
BB RN ST D X 5 i) €5 v 712k > THE| &R ENb 2225 5%, PHE S L7212
PEMREDOFRIZ. BRORBICE o TERLL LRSI MEINTWS, —J T COPD T FEH MBIk
J£ (mPAP) > 20 mmHg 25 FRISEET L L OWMEDDH ). UE OGS T L FR3stEmifMEE (IPF). BIE
R ILD 128 W T mPAP: 20mmHg 23 PN L 25 L LTwb, UErS HERICLE->TAZ Y —
ZUTEITIDIIRYEEZ B,

2018 4EF D = — AL T, 1BMEMiEEICAE S PH (B BMIMEE PH) o772 3k# L LT, mPAP > 20
mmHg - PAWP < 15mmHg - PVR > 3WU 2R &7z, KEOMiBHEEEE 2 WM cid. HiHo
EELIZPHZ AL TWB ETENPARTH - 7205 IPFEFCTIIHEETO PH &HFSIHERE X Y T
BARTH o7 b MEEIN TV L FEEDOETIZ L AL W HOMNREIRBICL > TRLZ L2 LRV,
E 5122022 D ESC/ERS 4 ¥ 94 ¥ Cld. sl BMMEEN S MEREDEFKE LT mPAP > 20mmHg @
WA, PVR >2WU &L FIFbh7ze F72PVR >5WU OHAICHEEPH EE2 5L L TWh, COEREDME
HEITHETH O ILD 2R L LR ORENTW S, UROFH BN ILD SR 2 x5 & L2 E T,
PVR > 2WU " P RICHbb AT LTEETH LW HEEIREINTW S,

i MU OFEEZ W IZA LA T —TF VA2 RO OSNTBVRENTHSL Z 05, FFREM % ) Thfi
BMEZEHELTVEIDAZY) —= v TR RDO LN T WD, HIREERICBWTITERERIC L > TRl
IS OMAERISHEEZ RIZT LD, XBELBROATOHKIZIHRETH 5. UFHTid IPF 23745
\Z mPAP = 20mmHg % 7l 3 % N2 Mt L. IR % (%DLco < 50%) + CT CTHHAl L 72 i Bk K B
DRIt (PA/Ao) =09 - BHIRINLAY R 504 TIEESE (Pa02 < 80Torr) @ 3IHH M. L2 FHIKT-Th o 72
EHMELTWS, TBHEBEA0-1-2-3T67-160-29.1 - 654% T mPAP @ bR %3072, 1BV
PHBIZHEI PHORAZ Y —= v ZIZBLTIE, 2O B22aT7 ) vV AT A2 O M7 Y & 2
5o

BEFERR — BERICBTSPHAIU—22Y

Ok =
R RBE ) 7= T - HEAF

BRI, T iRz (SSe) MiEIMERE (PH) A2V —= v Z7OR%E % 5 REWEETH S, SSc I
S Mg €7 ¥ ZI3EEEEORERE 7280, BEHSIEROZILICHK O XIS WizD, EHREN
POOREENN R PH A2 ) —= Y Z7OBIKRNERIIKE VW, FEE PH A2 —= v 7 &4 1 IFEEE &I
19 2 LI SScPAH O R & W, FH W H ICH 5 3 % (Humbert M, et al. Arthritis Rheum 2011,
Morrisroe K, et al. Arthritis Res Ther 2017) o HAK[Y 7 SSc-PAH DA 7 ) —= 7 /i LTRb TV
ZDEEZOH DETECT 7 VT X4 (Coghlan JG, et al. Ann Rheum Dis 2014) TH 5, ZDOT VT X
AT, — b FMidLHEE (DLCO). BMIMAE LR, it v b X 7HR, NT-proBNP. JRER. 15l {17,
AREHER ZRAMREEE L OBELHREG LALDAT T— T VRAEAO#IE 2 kD 5, —77. Australian
Scleroderma Interest Group 25EME 45 7V Ty X 23 L) 7V T, DLCO & NT-proBNP % ZEH iz
WL, BEELZI—MEZITHIZLICLVALI T —TVREOHEILZ R % (Thakkar V, et al.
Arthritis Res Ther 2013)o L#*L. PH ®%#% mPAP > 25 mmHg 7*5 mPAP > 20 mmHg (2T 4E%ET &
N7=Z &Itk (Humbert M, et al. Eur Heart J 2022). EFEO 7V TY AW SSc-PAH A7) —=v 7k
LCE%L#EY 0 L) DHGES 2 LB %, 4133 T, DLCO M / #9E (mPAP = 21-24 mmHg)
D SScPAHIZBWTHIELT§5Z & 25 L (Ninagawa K, et al. Rheumatol Int 2019), [»T I — {5
SSc-PAH JEG] (=5 FMiii #E < 28 m/s 22 mPAP > 20 mmHg) M K#% T DLCO DK TFAA LN
TEERLTVD (RERF—%)o AV YRV Y AT PHHERMRICBI 28 7% SSc-PAH A7 1) —
Z VIOV i L7200,
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YORITI L
EFHCHBIBPHRI -2 — BEOXREVBERTRE AL ? —

RIRERDIEH, S DETECT ZILdU X LDRERES

O HZ, dum  JuifE, A Sk Y 2
TCHRAE SEBERY R DR BR AR IR

i MU (X RIS R - BIEERF —RA Y e b 2 E3HAOFHETH P, W L TREICHE
MEFEEZ RO LDDAZ ) == VI LT ERELZHLL TR VODPBETDH S, T4 ESC/ERS
HA RTA 2 LET S N & MUTEAE O R FeAZ T & 20 ) | BBy IRV & 10U (2 F 3B IRE 20mmHg 2L k.
IHEIREE A 15mmHg LU R, Bl HT0 2 WAL DL EANE B E Sz, S OZ WIS X ) BB RPN e 0 A &
T SN BEBOWMBFHEEIND 05 i b 8% 2 2 OBIENRF I ) MBIRMEM S IMERED R 7 1) —
U TTHH ). BERIIEERETH O IFEIIREM & ML O & 7% S FE0AERE - %, & 512
AT EIR MASHE 72 EIEFIC LGS D72 A REZ UKL TBY . MSMEED SIS TFHREKRESEAT S
DEDAZ ) ==V ZIZBWTIRERZET S, LML, SMEED A2 Y —= ¥ 7128V TIE&BHE
DEWERRBEETAIMBEIZ L o TRELHEPELNTVEZ E V%L BV BEEICBWTRALY 7 —
TIVIRAE 2 AT ) N EJER Z R T& 2 8# L LCDETECT 7V IV X AHE L — BRI S h
TBY, DETECT 7TVIY AL EZHWAEZ EIZL o> TCUBBEEMEDOAIZL D A7) == 712 6T
REDE L, R LBP BV EARENT WD, Lo LETHOENRETH 2 EEEIX e X 7Y —
VT EBEEL, HADAZ ) ==V ZIZBWCDETECT 7V T A2 % T XRTOBEICBWTHHLY
AT 5O ZE AL TSN TIE R Ve T2 RIF TR DR R 5 720, DSk
WA DA 7 — T VIRAIZH T 5 — FVIZIIRE ZREndidb b &b b, Kty Pa ryTid, FIIB
FEROMSMERED A 7 ) — =¥ ZIZBWT, DEEEERELZ S ICHLH T — T VIREOERIZEH L T
TEBREFNEL OGO BEFSETHE, BAEHTETA XAy arLizwv,

HIESEAF - FRZEICE TS PH R -2 TOBRIK
min
RIS RBR S LA PR

FFREZEICR T 2T T FA LT T Ve b F 25 L) REEPALNTY S, WEBHOMIIE A, BT
WEREREZONTELL ) A HEN TR THEEORETH L EXHLNE R, HFRIIBITA
77U —=FbRKELSEAL TV D, FFREZIIRT 2GR RN 3 2 ARG &4 O PHEICH T 5
HERIZHT SN D, FKERTIE 2020 0 7 —XOVEZERNRO CHRIIFRICH LT, FEREII I 123
T HERPLT A IV AEEIE (DAA) 235 LE K OBE O FHUGEICEN > T b FFEZE CTIE SRS PHE
DU B A5 BEAKRR BB IR 7 & PIIRETCHERE (A 9 SEIRDS L o LR, S S22 T MR TCAERE LS
PES Bl S MUTESE (PoPH) 25 H SN Twb, WHEZEA A NI 4 58 3 UL HARELERR P & H AR
FRZEDVOTOEFETA FT4 & LT202 FIZHHENT WA, PoPHIZSRIOT A KT A4 VI8
THEREMEZE&OTHRINL 00, REPEBRIZBIT HBHEIZE L %\, PoPH OB ORI 5
DA ER TH D Z EDHEINTB Y., FFMAEIRIZN TV BB S FIET 2 HNH S 2% 512
DML DO HHE BB T L POPHDA Y ) — =V FHPEEE o TW5b, FFZIZBT 5 i S
PERE & U CIIAFIEBERE 2SI SN CB ) M OHH S BIRIMICEZE L oo T b, FFHZ ORI Cld bk~
GWREVBZINTEY, HOREWEIFRBEIIZVWET2HEVHSH—HT, CRFRRLIIZHELONE L
DHRLDH Y, SHREPENCB T 2 EENREERHESLELBb b, T2 ROEAEEEROBNE It
WKHEHENTWABIET VI — VIR % NASH) ICBWTIEHRBEARLVE Y EOBHELITFH SR TV 5,
HALZNFHE I EMMICOER, Wi X e2Hr T2 2 L AR TbhTuninr— 234, SEIZE
YhoFHEZHZERBNPOMEDLH T VITLNTELTHEELE LTHREADBZFIZHY A TS, HE
FRAT T IE B AR IS BT 2 N RKEIR O B2 038 CT (B 2 HEIR - AT KEPIREEM 2 7 &
# W T PoPH 2\ EIF 53 A% EDTbCTwb, HADRIZBWT, FELEHZDH H PoPH %k
BHIR L Tz a—72 E&2 4T L T IR HEMEICEIT T O, JHALSRFIROHL ) AT D W TR
Ly GHROENEA 7 ) == 7T CTEMEDON G LD TERZfAVnwEEZ Twd,
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EFHCHBIBPHRI -2 — BEOXREVBERTRE AL ? —

IWRF — ZROIERZICETBPH R =29

O=4 ik

SERFERERW IR B ER T2 Y 8 —
TR 55 UE (PATD) 1. #6Cdb B AN AR B 0 rh L IR A B C 312 48, NBBIT4124E L, 6t
KIETFHRRARBEE L LNTHS . Lo Ly BB LE SR oMk A & I BE 0L 72 i
TH P IV O L) FHRAUE L, EE B REYE PAH OB ARG L NEBIO 5 4RI 4
61-68%. 72-75% F CTWE L7720 —F. R OERBIZEMNIT LA PAHORERKE LT, LHEETIZHE
MR B O G A 2 TV B AS, LR HRHEIXKIE (ASD) DR RASERT PAH % &3 % BIASHAE D
W SN2, HIEY ML BEES 2 TS TFRARLRERTH ), FHROLED LI, BHIBK D
GO TNRIE VRIS LB L B2 SN,

HADWEAGEI S L TEBILE N T2 P2ROERBZ A, F5ElkEzM PAH & ASD O R 0158 A
ThHHHELERTEMERZRET 5. AiE L SEFAE (2018 583, B EM PO —H) . HH .
Bl s (RHEEMT) CThb. RFEETIE. WIFERROME & LIRS O H A o il 5 1T B R 535
TOEFRLERFIZOVWTHERS,
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SR L 2

>
BEREMSMEED FEERET SIS
L SY2-1 |

BRIRSAREHS R U 5 BRI S M EAE 2 B DR

ORI SHR
Sty R R AR A b g o e B S R

T DS P i v ML R (& 2 B3 A2 0 2 B T b 5 72 D LR C ORI HE L Voo & 0 72 D IBIEE NEL IR 2R N
MEBRZR AL 2 1 U & LS RHEED OB CTH 5o Ml PLRIE o <2 BB EUR B AR~ 0 @Y 72 155
MACE ) ZOFRIILETLTHH I ZREHECZNZOMBEZENTROEELRRAS ¥ P Tl Rw
7259 e — MM REEREFNEHE X BER BB OB Z L L BHEd B A ABEIRORERE R L &%
522 Li3HLV. COOBERNFIE L O#EELZLELT2H00, 43 LHE ISBERNEE
RLHEVEMEMiE R A2 FM & L2 NEHE 250 % DU Tk 2 o 2392k T H 0 BIEURPENG = I E 2 i w»
{OVDIFGS REBEREDSD 5 DITED 0,

PEBR BN R E DB RN S MTEIE 2 BT A 2 IR B DIE T 20087 — U h b, 12 HIZNE I
JEAE B8V TIFBR BN BN S 1, HRIRER O TRZBM O BRSO 2 56, 2 OB IZ&EME» S
B IMED AP E LN TRNANEINLLGETH LB BT BERZ Rk X WwA 7)) —= ¥ 7,
BERZEEHCB A KIET 5 5 4 X ¥ 7R, Ml & hnuR3E & G ikl S8 o BRI 7 & 2 1§34 N
BT & 2ATH LD, BHEIIBVWTIE, ©7 LHBEIHRANFED O ORI L IER S ThEEI OHEMEH S
DRBIH BB ZEDHEMETH D, EOIRETHAZLTL LI D TADPH T — T VEir) il & ith
FREDPH LNV,

ZENHITMA. ZBWREZ T TR OEHEEDO 7 + U —RRBOILE L LD LT\ & 3K & k3
T A2 L% ) DR v ARG T I BUTE O BB ISR PRI 55 LT RE 528612 380 A BRIRBLS; 0 ) 7 )V 70
BEZ 50 9 2 & TRIIZHCIEBR A NEL & BEURNEL & OB 28 IE» T2 L2 HE T 5,

| SY2-2
EE RS S 4> BRRUHENEEDERE (RENFIES)

OBl M&—H8. %% IEKE
HAERR PR AP AEFERE 7 LV F — BN R0 B

BIER Tl EH OB RENAE L S 525, T HEMEMKEEZZ ORBTRONS, FFicaytiiE
BEdE. SRAEEME . IR MR AR COMEENE V. MMM I HEST L 22 A IR AL 2D,
A FRICERST 5720, 2. EEEFM,. ETHo TN 2T 2 L CHREEICZ KT 5, BAEREN
Sk - AT oM EOBIR, 1BVERGH 22 2SRRI HEIT 3 A B 2 ARG & b R T
AT UA FB L OREIHISE 2 bR U 72 SR Eiiil i 2n@8 IR S . 338 TR dnilge: & Bukii bsedis
BRSNS, ST, BEWICBT 2 MBIIRMEMN ST Tld, UIE ISRV EMERZ R D OHFE L, e iR
PGB ORI A 2o THELRIZL ) 5. €09 b, BEMMRE L MESNEEOR T % A3 5 &8
BZREXZOREFTH Y., HESHTIIEBET S, 720 PU7 I 7 7 VIV IRNA AEEEEDURGE O %
S 5 95 R C U B R G R & R O A%, BHEE I A 2\ e 8 S il MUESE & BEAF 3 2 B 0 Hii5 A3 AEAH IR
WTW D, Tld, MEMEMEREDIAET 256 OBHETENIE ) TXE D, MESMEEOBE2rS6 RS &, 3
FE TS 955 100 9 C AR 1T 0 s RPN Il 4 P e LR BRIR B CH MR E N2 b DId v THAY WA &
VWA 2 B B RE O B R R ERIR A TR E N2 0D, RN 2 FHUERRIIR SN
TV, 72720, 1#EE 3SHOBERIIWHEICTTOoNE NI E DR R, WHOBEEND HHEIL.
B R CH R & BEMEDINT ¥ X% FE L RH S MIMEEREOMHORIEZME L Tnd Kz d %,
—J BEREMERREOB RS D L SRR / PURRHEILEEE A S T AE 12 & 2 F TOR R
LENLENICOVTIE. ZhTF—FDBZ LV, FFIEMZERL, Rtz LT 2L IN b, KR
WAL F 72 F 72HEDS L TRBREENER PER R BERANRESEEENICEDb > Tl 2 EBE TN 5,
ARG TR 2 IS BUR D 7 — 12O W TS T 5.
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SR L 2
BERERESMEEDFEE2KET 5203

| Sv2.3 |

EITH R b O EEERAKRE (PPF) OAE
OWBF #%. R FAC. BEE . U n BERUL TE R R A,
VOB el
NSRRI B AR T LV F — B

FEFEVERGRRAEIE (IPF) 31T % 23 2 BN R B DR FETH 5725, IPF DAL o P HEMiBE R (ILD) Tb.
RGBS b S 3 HMA L2 ST 5 —FF 12k LT, progressive fibrosing interstitial lung disease (PF-
ILD) % Progressive pulmonary fibrosis (PPF) &\ ) &N ERE I, FH IR TS, B ER
X COPD &N 3REMISIMEZ KT FEEL—RTH D, FIE M E D management (i ML O #7155
LOEETH S,

VR B S T 2 & 03 5 2 & 1d IPF 7217 T2 <. 2 OB EE B BV i % 72 & T FHRA
RZRL72MERH ), PHAHOAREIZIIEETH 5. MiSEZ A5 2 WM& ClE, w0
BIMEDER - HHFEEZZZ LT 70 —FHREETH L. TOFEKIZIG LT, MAELRE TOHRE, (KHE
FICHLTOEE, ILD 20 DI L TOEBREEZLLEND 5,

ILD HkZ a2 v ba— )52 2 L IZHEELRHETH AA I PPFIIx L C 2 HHOPURMEI L3 A0 AT
PIH R 2 BT 5 2 M S N7 £72PPFICBWTHHIIEREDEN - ZHEAPEI Y ba—)Lilh
WCHEL LT S,

L o#HE TIX. MimilE %2 &34 ILD ~O#Et 2 A% E 259 2Ty F#I2ILD @ management % H
e LTHmEIT) o
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ORI TIL I

K H S5 HFEAMIT = All-dapan g MEFEL 2 X R DBE
| SY3-1

JAPHR-PAH L2 X MU S5 DEFAMROHE EEE
OHAM  #—'. ALL Investigators?
U B R SRR AL KA PR AEER EBR 2R AR, PNPO B: A Japan PH Registry
JAPHR @ 1 BEOESFIEFNE 1000 Hl 22 THY, WRTHERDO PAHEEL VA M) o TnD,
RERZZOMADR LY
CEOHEBENL VR
- PoPH 1289 % JAPHR & 57— % fighr
- CTD-PAH (ZxF9 5 i Pl e o g2 g
EMETAHEELIC, VYA N B L 72E AT L TR %0

| SY3-2
BAIC T 3ELERBICH MEMEEOSROTIR L BE

OMH  H—HK
I B P A A R S s B 90 B e IR

FE O BACAE S B mEAE (PH-LHD) (&, Bl MERE O BRGHHICB W T 2SN TB Y, i
MERE (PH) O THIRDIENE V. LA L, Mo5HO PHICKEKE LT, BRF—2 b0 Tid%k<ib
EHEV. LTV, HARMEERYATITo 72 PHICHT 5 % ik kA 8807212 5 ¢, PH-LHD I3 425
% (43%) TH Y. PH 3D TRE Th o720 PH-LHD X0 M CBIIRVENM & MERE (PAH) &%
RO ol TOWIEDLED. IO WL ODDOWFRIZB W TH PH-LHD (26 L THEEICH L ToE
TV AIHE TR, FD720 2022ESC/ERS 74 K54 ¥ TH MM ILRE COHRBITHER SN T,
LHL., 20X RBURICBWTCHEEE OIEIA PAH & PH-LHD & o oMER, OBEEHEZ G
IR ORI BT BIIIEERNDIBBED LB 7 BRI SN TR WHREEI R I TwS, 2072

Db LT A M) —WIFEOREEI D LN T WD,
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ORI L S
K H S5 HFEAMIT = All-dapan g MEFEL 2 X R DBE

| SY3.3_
JRPHS FI DBk & BE

OmE %', WA #6°. WK #—" & T2 e 5
VTSR A R B b MRS € > 8 — P T IERE R B RN TE b P25 R
IR PR A BRI s PLRPAN . B B A2 = Ha b FRBR 2R AL

Japan Respiratory PH study (JRPHS) (. JRPHS 1 (2013 4EA*5 2016 4E). 2 (2017 4ELL#. mPAP20-
25mmHg # &) 225740, 2021 £ KT, 638 BIAEFE S, HIEM#ITHCTH 5o HIEMEMREICHE) PH
2B BRI ORI R R B & ENTWDH, KL PVR>SWU THEFEXEET 2414 FI4 Y 2UR
ENTze Alnl, BN 2% IP) & &NEA PR SAHERE (CPFE) 122 W T, R H - 0B, BLUOFH%
RS AL, FREGHOREEW S 22T 5 72D I % 4T 5 726 mPAP > 20mmHg. PAWP <
15mmHg %5729 IP & L < 1Z CPFE #8270 1 (IP192 %, CPFE 78 f5l) . Jili lfil & 55k 3 ARG 961 A% 240
BlaEIN Tz, BED 52% 1X PVR>5WU O FEEE PH, 52% 2ASEREEHAPEERTdh o 72, BE PHFIX, &
FEPHHI L D FHEARTDH - 72 WIEFRBEBHE (AT —T V%27 HUWN)ICRS &, 2R TERADS
Nhh otz EEPHBITIE, KEDSTFHREIFNTTH ) 0GB RBGHS PR B R2EN 2R L2, —H,
FEEE PH BTl NYHATIT & 8RR AR RE 525 P 1% B C SRR PR S B L e dh o e F 72,
W PH B¢l A IRE S B (PVR b L <13 6 7 MAAT B AT 15% DL E, 7213 NYHA A583%)
BITIZ, ZWHLHEHNEH DS D TFHRERIFTH o720 ALV, PVR>SWU OFER Tl IMEFLiRSE
WEN GBIV T H 2 EHELZ I N/, —H. JRPHSHIZERHED L VA MY — TIXMi{§o & w i ili 2347 b
NTLR WD - 7225, BBRBEIOMAT Clid. ML 2 H 3% PAH £ X PHICBWT, IEWIIAR
VBFPHEMET LI E2HE L TWb, BFE. Deep LabV3 & 720 0 1L % I B L OB o H &
I 2E O W AT KHREE (7 7 A F YT ) OB T 52 L 2R ATEH Y, JRPHS &fto1F 5 2
EICE D, BT - MmATEEE - Wi REO RS L OB#Z R L0782 5 EIF A P2l LTWwb,

All Japan CTEPH AC Registry DIRTE & EXF

OPFfER  BAKHER. #M)II A, CTEPH AC Registry Investigators
JUIN R Be JE B N

PP il ZEAR I 55 U E (CTEPH) (XAGEIIRIN I 2 AL MAR 2SR S AU MR 2SS S BB TH D |
FEINBER 4000 NOFVRETDH 5o BRERIIIRO A TR, BBRE LA X 240088255 L, 5 4EE
313 40% LMD TP HEARTH 5. CTEPH DHH I AKBEN 2 5 5-H3HESE S T 2 Puse BN 2.
AVEHI AR N BB, R 17V — BB AR AR il LA PEERIE DT b LT 2 25, W 4R LI IR B
B ELTETWwEH00, ZhZENOAHE - BEEICHT 28T AEAR L TWw5b, CTEPH OF
BT H Y KB o R EBR 0 E RGN EETH 5. ARiFFETIE. CTEPH IS % ZiBHOH M -
GEWEFMTALIA M) VAT L EBETLIE2HBE L,

KLY ZAMJIZ, AMED & 4% LITHE SN, 2018 4E 11 H X ) BB E 72 5720 D, NPO i
N JAPHR TOMEHICBAT L. RFEXFEIEOZ KAWL Sg5EHE L Twv 7z 230 6 2 Kl Em
HAE—=FT, #1000 % (2022 4EK) OIEFEFKRE#ER LT R=AF54 0740 —=T v T TF—=FDE
=5 ) AT LT =y R, PlEEREOAMNE L eI T 58 1 omXERTTHh 5

CTEPH B#AAHEETH LT RS 1000 FHBEOL T2 ) IZHRMIC B I KRBT — 5 TH D,
WRPSFEHENLE T —FRXR=R Lo TWb, S5HIE. B IIMER TOFEM R ER R RO 4 72 ik
BTIHHTELLILIY AN DR EITo TV 5,
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ORI L S
K H S5 HFEAMIT = All-dapan g MEFEL 2 X R DBE

J-BPA LY Z M —FRTDIIK £ BE 2023

ORHE il
EZARBRZHRITZE £ >~ & — i B R

T AR ZEA MR B UEE (Chronic Thromboembolic Pulmonary Hypertension: CTEPH) 3 &2 bifife iz
X D BEEI IR ASIEPEM Iz - BIZEL, MimMTEREZ 23T 2RETH . MABEDR R ITIEGTFRIEIAR
Th b Nl PR R EEG XA 72 < Zevae 2000 4R X D HAREMN T CTEPH JEFNI R L CHiEhIR S
)V — Y IERANT (Balloon Pulmonary Angioplasty: BPA) 7O IVERIPEA Hed: S v, WK O il & LA 36 5 5 1
ik b EADTAA LN T WD, BPA IZEIIN 2 HHETH 505, BURIZR & - M EReD 52tk & A7)
TPRENTVEDOATH ), ENEEDIEZ T BPA ORENEFDHEZIERTLIIETFT VY AE RV, £
CTJBPA LY A M) —Wi%EiE. EINTO BPA &6l %88k, e FMMEERFAT52L T, ZoOL
VF Vv A ERifRILER T A FI 4 VT 52 L2 HE LCEME S 7z, ABFZRIE H AR S
il LT HARMELESS . ARG A v 7 —NY Y g ViBEFRES, ARG S4 . HARERAE
oAk d] U CEN BPA MifTHiZk TO4 BPASEFIO L V& M) — 2ATWIRERS. ReMoiHMiiz {75
L% HiEE 9%, REDCap i L7257 — % #5844 # Y — I Research Electronic Data Capture) ZiGH L
T Y IA VY VIA M) =Y A7 2 %% L, EHN BPA BHEEH7— & B8 X ) BPA LD G PHE,. I
TEIRE LIERD AL Z L CEMTPHREBIZT 5, J-BPA #5813 2018 4 4 HIZBIsA S 1, 2023 45 1 H < 1300
BlzitB 2 2IERT— I BEREIN TV, GHOY Y RITATIZ]BPAL YA M) —OBUIREEEZ 74
ANy va sz,

SERVEURE % £ 5 B MEES| O $ MSESIZ 2H % JACPHR

O+ =Y, A 2, WHE FY, 1 1Y gl HFmY. mH HF—0
N EET R EY wmE w2, s el

D S R 9 PR > & — ANRRR, DU EERRRRR R AN, VBSOS B Sy —
DS BRI/ OISR S . O KR S R e SRR SE R N R,

OHIR KPR b > & — KA B T RBUA A G TR v & — NEE

YR TR RS MBI - e A e RV LB R, O SRR R R A lE /N ER

10 j i 3R RS ERIN IR

[ 5R] 2R eERGEE LD LR CEREE LS IiE MEAE CHD-PH ORE#E R IR % H 19122 Jiti i iE 515
T2 JACPHR 232021 4E 7 A HB6 & o 720

[H19] CHD-PH L ¥ & bV OFEHC X 0 Y] 72 il N B i 2 i 5 2 Lo

[xF 4 & J73:] mean PAP>20mmHg (Fontan T % TPG>6mmHg) F 7213 PVRi = 3WU - m2 ##2® 5%
CHD, B OB R TR XM b v, #IEESEE, Bl X BT 5,

[R5R] 2022 4F 12 A 1 HIREECTSINJ12 M 61 ik (9 b 36 Miak APl A 2 #¢ 1) BEEs] 120 61 (1%
MR BAER] 115 1) & 72 o T b, BEERERN 122 % (hYufl)) T, BPR43HI1E Eisenmenger SEERE 8 61,
A %7 LR shunt # 20 . small shunt # 17 B, ISEMRIRAERE 29 B, o032 B, HLLERE 29 B, IX
S MU 10 B Cd o 720 B ERIELIRT & JE DI AS RE 2 76 BIOMES Tl 39 B (51.3%) 7% 20% LA
FOFHRENRE DML T 2 380 Tz B #EITE L Z 2 515 small shunt # & IBEMBHICBWTDH 34
Bl 24 B350 HR Il R L O 238 % G2 T 7z, 34 Bl R S81E 1 Bl A TH 0 BEIHHE O R R AR
37z,

(i) S 5422EFAOEMICL Y CHDPHOIZE 7 ¥ 28I EZ HiEL T <,
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YURIYILA4
Al ZERER - RFRICEDLT

LYZARM)—FT—42% AlZAVWTEHTT 3
Of%h L KHER
FUL K229k e 65 2 N A

LIYZA M) —=F =7 13Eb SN Twb 720, Artificial Intelligence (AD) (2 & A AT IZILIRINAE S £ Bbh
b0 —H. LIARM)—DBR T =5 L LTED L) BERPPESIN T LO0IZ L), fHRE L
WD E ) PN Z U EORGEN L ER T L L v, Tz BT T AHNICERGEIRE L0 X 512479 OO0
b, vo 724, ALIC X 207, RO BT ALl QMR O S A W FEET 1T UH
Thb, Al D—DTH HEMSE (Machine learning; ML) DISHIEEEIZIEE > TWwb, ML I3 Zbiid» b
%3 (Supervised). #hffiZe L4¥ (Unsupervised). 51b2% (Re-enforcement) 7% %, Supervised (.
BEHDOANT—=% EWMNT— 2 CTETVEINHL, koW %2 FRHTE 579, Supervised % i1
L 7218 AR D 72 % FIHlE TV OVER DS A SN TWh, 72 Unsupervised Tld. ANIF— 7 okEn
Ty — v REHOBEEZ WM T I ENTRETH ), OAEBDTZFTAY Y V7 - THICHHATH S, BT H
VTFDICD 2= FZFERLZOAED T A5 ) v 7FORADPITHON TS, Reenforcement 12, ¥ AT
LAHSDPREITHIR L 20, Rl Y AT A A EB T AFEETH Y. BIRICHITRZEREE L TH S,
PIZ AR X 248 (Feature Extraction) Z 4% & L2, #ESH (Deep Learning) 2X 0, I~
Ca— ¥ —PHLFET— 7 20REEZMB L. PHNETVEHETEZZRHAFEIWRELE Lo TWb,
T2 T DA EOR N EBIEMIE (CHART-2) OF— % #iHH LT, ALICL 2T 217> TWho LAED
FHIR % e BRI RIS X 2 0 DASMTIR SN iE 217, BNP % &80 BRBE~ — 7 — - 438 - B kaE -
FIME Vo 72 BRETOAEN 10D Y T A —IZHFWRELRZ L 2 Lz, BT —7 ZHH L TOLAEA
T—YBH»o CIZH#EITT A2 FMETNVEMENTTH L, Kty ¥ a ryTIEIINT TOERL DY MAZ M
L7zvy,

TV AIETTERAW P AREICE T 3ERRIEZNHR

OHME W', il B&EY, AW ETFY. ¥ T, B REY, BER ETY,

W WY, R ST WR B2 A fwe?, swmo st

U EIBRBE R AR AL K P B FURAIEL 2, P BRI BB IR A AVRE . VB RSB I LB T

VR RS BT — B BEMGE v 7 —. VBEB R KR Se R

O | PR PR AR AL K BB R EL - TR E S A
HIRERY 7/ DFRRTHEAN O B 2 FE R W BSATH T 2B ORI 2358 1 S, 2hiliEo< T
LyPay - AF4 v VOREPNEEINTVwE, BADTL IV ary - AF 4 vy Eid. BAOGTEY
LN O ZOIRERZ PR L, EYREBEOIAS L —Y a3 VRAERBFEOTFT AN L — 3 Y 2I7H
EERMERICTALDTH D, Ll BADT LI Vay - AF4 Y OWERTA N4 Vi3 $ 72507 E
NTHWLRVOPBIRTH S, T2 WHENER AT ORREZ HOCTHABRIIBITL2 LY T3y - X751
VU OEMERFET A I NE TOREREB TR, BVBRERNAEHEIRENL I L3R, ELEL
NTwb, TOHHD 1 D& LT, FEENIIIBMZ 5 EMF A S ETE L, BICHADOHEITICH
G5 HTRYAF  ZENFAERHBETH L Z LT ON5, BAEOMEFIETIE, ZOBADHELTIC
B 5 BHE 72 i TR 2 52 BT A ICIEBADRD 2 DO0b L v, £2THRAEE. "M 74+~
T4 7 AR NTHBEZ b & LB Hi 2 7Y 7 V%2 X— 212, DA DOTREENGFIC G- 5 8%
BERNAT 2 A BENTT A2 LTy HBEEEN G TN A= — DAL L CBEM A 2B 5 k# %
HERIROFEBZHIBEL TV 5D, T2, BIRES, WBLSZWS, RBESE N AL V74T 147 A8 0o
TR LT 4 =NV RERE - WETLI LX), TV VEME AW BERFEEN N < — 75—
zelc B A28 o L2 HIgEL Tw b,
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YURIYILA4
Al ZERER - RFRICEDLT

ERZHMICHEWTAI ZHWTPH 2324 %

Ofii B
TR ke 6 BRas IR

T ML R W PRI CIE A 7 ) —= v 7 LT, W X B ESFETH 5o S HETH Y
HjICOFEWMTE L7 7 L AMOE ST, #APREL TOH UEEARONE v HHEORES LW
AR B Do —HTHREZICL VHAMICIES DXL L4, MAEHKOKE - HREIIE L v,

WA, NTARE (AD) @9 b7 4 =75 —= > 7% 72 BHGEENT DS R IR T D L Z BT T b,
FA =TT == FI X BERERIE. NCX ok B2 ITHEOBMEZERTLIOTHNIEIAY
WART, BAHD, RESHINHWT, Fx) PAET, Do LMOMERT7VITY XA X
DLEWKEZ EZBEEL LHMNCTH 5, M X MEHEOMSMEORMEZ I ET A8, ALVHEIT
HMREOMMZE_T 5 2 Lk E o7

R va v TR X MEEZ w72 ES I ERE OB IBHEA ORISR L OZ0HIZOW TR L, i
BB DOWT il 7z,

Al Z3ER U - EEEERER DR

Ot Me—
IR DR AL A2 PS40 IR IR

BAGRBEBTIZT ) 22 L2703y Y a Y AT 4 AVHPEEZ D TV A, DRI fHIE CldHE—
OFEEE L L IMILEREZEMETELERIBONTVE, T THEOESY ) T4 50T — % %R
WL2ZDBIALT 2 ENTELTFIVINNA T = =TI I NI A Y OHEMICEAPET > TV 5,
BRETF—=5Z2BEICATZIEHTAIET, REZBWMBET o4 F~v—h—%HELLD., FE
DOEEMDPRNREFRIET 2 EDFF I N BEWEZIFET 2 I EDWHEICR 2 2 &0 5. 5% ORI
TRELRHNE 25 2 e sN s,
REHCIEERBLOBEREZEH L AL T Y UL F~—F — B3I L 2.0 B O Ikt o 26 &
il s ML SR BRI B VT B HHIBAFEIC BT B AL 23500 L 2@ AL D EBNZ DO W TR T b0
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ORI ILS
BIRRtE PAH ORREREER» 5 AR

RIERE & B REHRBINHICH (T 5 Regnase-1 DIXE

Ot Y, /A &V, Wi R
VRHRR R e TR BRALe 0B, P ENLRBRBRRARJE & > & —RRJERT I 4 A T A

Regnase-1 &, Se3EMIBIC B8 L, Interleukin (IL)-6 72 ESIEISE b %401 % 32— K35 mRNA %4
9% RNA fREFEZ L LCHRET 57 VX2 TH Do Regnase-liZ, 4 b AL VR EDEEZBST &
THIE - RIEBEDOTL —F L LTHREL, 7 AIZBWT Regnase- 1l RIS 2 L HELHOKRERER
£9 %, Regnase-1 13 mRNA @ 3 FERIRFIRICHAET A0 AT AV —THEEZ B L. ¥ v 237 BH#ll
FUAMKAE L T3 %0 £72. Regnase-l DI kB FF—XI12X %) VER{L HCE mRNA 537 &2 &
DAERICHIE S Tw b, T4, Regnase-1 DNEEERE KL BMEMALE 2 E M4 e MRABEICHEG LT
WL EDPHLNII > TE. S 512, MiEIMERERE T Regnase-1 FHEDMEHE B E XTI T LT
W5 Z &R, Regnase-l FHEMMEWIISIMERELRE TIX, KEDOTENIDEVE W) Z L2590 72,
M S MUESE QY7 7V — 7T OHTh BB B & i 5 12 B W T Regnase-1 53U & 5 B o HE
FEAHIZHIBI L T D . Regnase-1 23l i MUEAE 45 IS BIERRIE PAH OFFRBICH G35 2 EAVRE S iz,
F/o. COMAEBEL T, BRI D Regnase-1 KIE~ ™ ATk, BEIREE AT A LDL W,
il B R P 20 R Dol D RRAEA L D A B L 72 Ml 5 e 2 56 U IR0 BE S i il & LU E O e 7 v < 7
ALBDIBIEPWHLENE RS0 2D T AET I TIE Regnase-1 # KL 72Mil~ 27 a7 7 — VA
RIZ 5 L. Regnase-1 12X ) RS NZORIB T CBFNIELE SN S IL-6 X PDGF 23R EBIZ IS L T
W7z, L7225 T, Regnase-l 1Z~¥ 2707 7 —VOWELHIHT 22 & T MSMEEDOWHRBICHLG 552
EDVH L E o7z, AERIHTIE. Regnase-1 OFERE L . HIEHR B ORI IC OV TERER L 72\,

BRI PAH ORSRESEL I 5511 3 SIEMY A kA1 > D

Ol KAN
ENZAGBR AT TE & > & — WFERT A A B

it AR P Wil v 0 i (PAH) TR Y PAH(CTD-PAH) (345780 PAH %z PAH (2 L CTHL PAH 3
DS EPARB R MEM S S, FEAROMEINDE D 5o FFICHIZAEY PAH O FRIZARTH D, Z0OJHK
EFADPEATH LWIHREORBEIES Z L PZ TN TV 5, KBEWNEITERE (HPH) 7 AR T
interleukin-6(IL-6)/Th17 Ml fg /IL-21 ¥ 7 F VEh DS EE @ 2 5 2 & 2, 4 12 2015 4E 125 L 72
(Hashimoto-Kataoka et al. PNAS2015). $E#iDM 5 CTdh b 7 1) A% ~ (Pri) % C57BL6 ¥ 7 A5G- LT 4
H R SRS (Hx) B# 34 2 & T HPH X 0 Bl +5E O RIFAIAHGE L, Bl HERE o £33
HbbHZ LML T, SLE 289 PAH IZHBLS 2 LB 2 2§ % Pri/Hx &7 VOV 2 2020 4 12#H05 L
7= (Mori et al. Circ J2020). Pri/Hx € 7V IIPL IL-6 Z A APUAK MR16-1 ¢ 5- CHREELEA L S . IL-6 ¢
WK CTEETH L I EAURE I N, IL-6 ® PAH HIEILIZBT % EEM: %2 Hil 3 % HIY T, Sugen5416
G L E / FREAN 2 HAS DY SwHx 7 v bORTEHAR L IL-6 K48 (KO) T v b THKE %
5% &, IL6KO T v b TIRESEILASHZ ICIH STz (BUFERRIT) . IL-6 ° PAH O EAE{L TR & 72
BHERBEINST-D, IL-6 O mRNA 7 CTEE 2% E %209 RNase @ Regnase-1 (2 5% 24 T THF%E
AT o 720 KIHIMHAZER T D Regnase-1 DBIZ TR ZMET T4 L, EFHICH L TPAHBETIIAEREIC
Regnase-1 ODFBUIMETF L TBY, EREEE HZORKTFAIMET 2@ RSNz 2T 5 HECRHMIE
T Regnase-1 #/ KT A7 A% L7222 A, CTD-PAH \CHEP T A2 EBIA 2 HRBIET A L2 Al
L7zo 2O ZIEERFE R Sugen5416 O & 9 ALY EE O R 20 UISHEIRIRE % & € B ZE RN B IR w 4
BRI LH7Z20TH L, NMiFIRAZEEMROKRIGDE L2 2oy ADNili~ 7 a7 7 — I THIZ Regnase-1
RIATHFEZINTEBY, IL-6, IL-1, PDGF-A/B 7 £ ® mRNA FEHAZFWHIZITHEL TB Y, IL-6 SBEERIRIC
X % IL-6 8 X O° PDGFR FHESEIZ X 4 PDGF FHE T PAH RREEEAHH S NSL Z 2 RH L7z (Yaku
et al. Circulation2022), Z @ Regnase-1 5 #iEk:% KO =~ 2% CTD-PAH # D EhiE PAH JRREZ HIRTSIES
LHIETHAPOBETHY), 5% 0 PAH ORIFEMERBICEHTH S EMH SRS,
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ORI ILS
BIRRtE PAH ORREREER» 5 AR

O

BRI PAH O

OZM 75l
BEHERF R SEEE TR 1) w7~ F - BRI P RE7 i

BB AR o MUERE (PAH) 128 FEF 4 M) A =12 X ) A U A I N R A R A g i il oo B gl Ifn
OBHN X ) MBEAEOF/NC L DEIEERI INE, TR, iEEPT. WEHRED LA 24 L THEA
AR L, GOAEPETT L TFEAROKEELZ X729, KRB 7ot 2128w T, BEWHY: PAH
(CTD-PAH) TIXEATT % S & A L 7= AT O TUHE, M N BZHIE - FEa il o Hgh, #fE b7 &5 1
BOAT Y FITMATIHREBIZESTHEEZZONT WS, LA L, 205 EBPNE L2 EERHETX 3
MR EREEE R, BIRETIZTeRY 75 Yy, —BbEE,. =0 P o 32862 Hi$ 2 35
AR SN A MM PRI X 2 HERES TR TH 5. — T BEIFROIFED S AT, [RAEDHIEIZ X
HVETFY Y IZORMEL] Evw)art T ik, CTD-PAH IS T AEHO7 70 —F 2 £ 2 5BICHM
THhbo Hlz1X, CTD-PAH & CTD HED PAH BIEDNA VA2 V=T THbHZ &5, o PAH #
LR Y, RWFE - SR BATHIEN2 SEERCHNEIC 7+ 0—352 LG TH S5, PAHOH
PESEEEAS LIS W CTD TR AL DA 7 ) — =V I EMNThH b, F-EHTIE. £ H 5 CTD @
JHREANDOEEBIPEETH S, FEHEAE Non-SSc) Bl T BIED R FIZ VDI EH S, KA Z IR 720
W AS, — T SSc BITIXRAED SFAELICE 2R BHEITOBBENEE L # 2 S, BEICITEME L2
T 2 HHREINRNTH S, LI LI THRIEILRREEL reverse T& 2 RHEIIAAEL 2 d o 7225
TR TSP M RRAEIE (IPF) ICBWTHEHE T 70 —F OFIFEN A SSc A BRI MEM K IRH I N TETw
%o FRBIEIRFIR TS ) v~ F 2 LI AEY AR AR JAK FESR L & o0 TEENER OB E
I BIRIIBIFDBNRGTALY T Vb2 L2200, o b3H 20 L2386 R 2 & btk
BAvikA SN, CTD-PAH ICH I ENDO0H 5, T DIENRIE & ML O W )5 % HIEI W] 5 70 97 72 70 (RS
25 E XSGRO DL ED SN TWD, REHTIEIINSIZOWTHI L. SBDOELEIZO W Tikam
L7z,

BEFY PAH ORIEL EE EREORENS)

OBl M&—H8. %% IEKE
HAERR PR AP AEFERE 7 LV F — BN R0 B

B EDARVERG B I ESE (PAH) OIREBOIEARIIMENIR O WNIES 7R TH 1) . M RE % fE 3 5 I EFHEi B
X OB D BTl & HEAL A S 2 B ) EFY Y 7 X o TR EN S, LA L, Btk PAH & BE WM
PAH TIXREBS R 2, F—I12. BBRFPIT QMBS 2 2o Fe50E PAH BEMBIIR 0 95 B L
AR 720 T < N TR N O % A i o b, —J, &Ml IctE S PAH
Tld, WEIZHIIRE 23 Z L <. BHEMERIERS R SN D, D76, BP0 BN A S FIR A 5 LR 38
W EBMEEREEHZE LI WEW) BBPBRTFON 5, NI ) T =T AR Y 2 — 7 L ViEWR
W2PE9 PAH Tl BEBIIRE P SEMERIBR DS 5 2 L DEIMRBICHG S TB Y . RIERREIRERIC R -
TWBIEDRBENT WD, HE NS, WEXRIICL D00, &M% 7% %, PAH OJFREDMHNTIZ,
FHICMB RIS L VFE SN D EFVEW,. 550 PAH BEH RO coMEcH . MEIRFETO
WRREICHIFEDB.OD R L CWwWiee — )7, BEWRYE PAH 3 &5 W EO—HEHRZE & L TORIERF I
HS2LEEH D, T, BB OEE R EMEIIR 25 OB L E U 5, BRIRAM A 555
DBERE, PAHZIRICKE A U7 b2 L7250, EROTORTH A4 270) U HEETHSEL R VWE
SEBIDOFAER, PAFIRED D 5 72O FHA R e B R IE I ) PAH 72 K ORRRBIZIKRE LCTIEE 25
TWwhb, EX Y, BERRMEPAH TIX, IO M —X ZIZEH Lk MEILREZ T TR L, RIE,
B A R L 22 AR OB MR BB HRED ) RV Y a = v ' 8- NI & 2 E# RS
BEFNL, RFEHETIE BEHE PAH ORRE L IHEEREO HRPEICOW TG T 5.
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Fifi =5 ML FEAE D PRIRARRE . [EREFM D 5 & 7B

| SY6-1
COPD (ZH T 2= MEDFEREREA X — 2T

Ok H#ET
B R N <N il Ve 0 i ol Y e P e o

Filige BB AE S S MLERE (3 7 PH) Db T, OO R &2 5, 1BV ZEM i B (COPD), Hr7st: i s,
SME G PEIISHERE ISP S PH O HEZ#FICBIF 2HEEMIEE L, BRiEom ik, BEORETH 5,
SHEPH #5E) BHE L T, MRBEREMA 2 5 FH I NS D EOSER R REE, A/5f T x b)) =205 T4
ENA L LEOMIEEEED O, EEIR RIS 5 (BREAE) OFLWIKT BT oI5, #EHkE
DB 2 —#AE ik, COPD 1249 PH (PH-COPD) #iC BT b, Wit & L GERS WL 05 @RI
RICI DT+ BEPR L2 20WEERV R { v, —F. computed tomography (CT) _L & ili & i &) &
(%Low attenuation area: %LAA) &ML EE NI A B2 A OMEZ IR 25, %LAA LNlidLEseIfatEo
ROADP S, PH OFAEZMERT S LIZWEETH S, LA L. CT BRI SR H 3 2 CHM S 5 filjfil
BRATH Y. WA/ Ao IE O FEFHI S RETH 5o MiBIR / KEIIRIE (PA/Ao k) & PH-COPD %k
BV THAHAEIEE V. & 512, Matsuoka 545, C T AW b o> 4l ¥ T FE (29~ % Wi AR 5m m A2 K
it O Jili PN R R I 45 FR AR L (CSA<D) . EJiE COPD 79 A (the National Emphysema Treatment Trial
(NETT)) IZBWTInH L. Fin. 5. body mass index, PaO2, ®fiZ#E 1 fhdE, %LAA &M LT, Wil
# DLco, %CSA,<5 ASPHMIBIIRIE L A B AHUOMEL R T2 2 L 2 MG Lz, & 512 3 I Rl b v
FeL 2 0. BiNARILE A% (total blood volume) (ZXF 3 A Wi fE 5mm A2 A O /ML %G (BV5) lb (BV5/
TBV) O NI 138 AR X 2 G BRMiC BT 2 /h g ) €7 Y 7D LS 5 2 L AUR S,
PH-COPD % & & 7z MUERE DS - BRI B1T 5 R0 LS s,

ARFEIZB VT, MR, S S 2lifRAg o PH-COPD &l - EH LOBIED 5 VI35 HROK
HZE LT, HEBIZED. BT 5,

| SY6-2_
WEMEEDOT% - AEHRTAICS ! sHERTHISOTRAMN

OFEM r7", W& E', #H o”, mh %%, m# [FEY, £ -t &k meY
UF LR R IR PPUBRPORE, TR R R A BE RO O TSR R AR IR I

Jili v MU SE (PH) {EFIC BTy 1 B AR Y 72 il M D pR 3 A AR 541, 3 BRI JEE B OB A O
Thbo F72. 1 HICHARIBIIHHENLICZ L FRICHAIMTE I A~ v FOMITIC X o TERERFE IMLE A
WESLZEPMON, FEDLEV, 2018 EMEIMTEY v RY Y A TIE, 1EEE 3EOX 2 MU
EWETHT ) S 2R L THB Y, IPIRERAER A TIX %1 B 60% « % TG & 70% & BT 2 $fli R X
NTWa, L LTI NAHPEOMERE Z ) BV h] &) 7220 T, TILHIPE] OBz ki
v, 2F ), PHEENHIIRERE 24 T2, BICHiREZA0EL TWE 221200, MigEs
PHOENZ D7 18 L SHOXIIHEFERL FHTFMOBEISIZIEETIEH S 00, R TOHEINIIE
IR EWR 5, 2 THAIE. PHEZRO [FRAATHIEEMAREEG] (SEH L, 2ol =it 1
BEE SHOMMERENCER IRV EE 2T,

WEEIZ BT B 20 EMOA LA T —F VA UTL o9 6 1 BER Y3 B PH & 2l S /2B 157 6
XIS, ZWREOREE CT % 3 RICH RN > A 7 & (SYNAPSE VINCENT) T##T L7z, CT 1l : -600
~ 950 HU OMifEIE S22 5 5 #4 (% normal area in lungs, %NAL) Z K&, T - BEKIGEE ©
M 2 TRz, 3EAELFZ TS S ROC Hi# T WNAL v b+ 71 832%AUC = 0.73) TH 1,
%NAL 832% Lh LB T2k & IR T 5 FEAEFREIGREITEMETH - 72 81.7% vs 36.6%, P < 0.0001).
F 72, COX MR Z3HT Tld BWNAL 83.2% Al AV L7z PHRARK T TH 5 2 & 2R Sz (HR: 3.17 [1.23-8.16],
P = 0017)o M4 PnoedEE A #102 15% DL R M IHTIK T b L < 1% 6 o MIRAT BN 2 Sk L 728 & % G
LR ], ORISR o7- B8 % [IERREKSH] LEFRL-E A BESHIEIEEE G
BEE T %BNAL 2585125 < (90.0% vs 84.7%, P = 00002), T AT 4 v 7 [R5 Tl %NAL ElASE
IRBOSEEDMN. L72NTTH A Z L AVRENT (OR: 1.11 [1.00-1.24], P = 0.045),

PLE X D, R E AT TRD O NS 5 IEEMAERE A I1Z. PHEEO FHRERLGEHFRSME L BRT
LT EDNIRENT RWRIZE-T, SNFTERTH-72 1L 3HOWETHOENZ L DML L ) 5
—TFEIIRENEEZ TV D,
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Fifi =5 ML FEAE D PRIRARRE . [EREFM D 5 & 7B

1t M4 TAR MR S I FEAE (< 5 U B B IR DA — M O A

Oril %
TR AT R &2t > 5 —

Jili v XL S O S W - B E R X A0 A 7 — T OVERAAY gold standard TH 5H. L L. REM2LOE T A
FBRAETH Y, L OBFEITHBIITZ ABETIE Ve —H T GOH T —T VAL L, WEHR
E (EICCT) BERREISEKIZXFTHY, BHEOGERNAHIINIV, TD720, ERRICE W T
TRARA A s ML RE DFBWT « ISR & el 2 H72 LT b, R M iR 28 M % i+ 5E (CTEPH)
IZBWTIE, @ CT TOMBEIIRIIARDFFHAZE O & 2o Twb,

CTEPH (WhfsIEAE 4 ) CHFEIIRVENG B mERE (18 7 &I 2 58 A3 4 U 4 Bl s i e 5E <l 47
EHEAL T 5 E MM DAL — A - MEST L2 ML TWD, BRI~ (= #EHE) %530
TAH5Z LT, MSMEREDOEREE (=EHK) O %172 2 RN D 5o TEDIBFAMOFEEIZ LY,
WA TR O RFl A RE L 2 > TE TV 5,

WA TR (& Z2DOARY—M) OFHliZ1T) FiEL LT . Zo07 FTu—F0d b, —2dMimsE (i
BR) OMKEZODdOEHM - FHliT2 2L TH D, BAEMICIIMENICELZR 2GS L. I EE % &
W AZ LT, EBOMMEHEZHMNT 2. A0 T — T VREOFER L v 2 AT, iio CT-
perfusion %, Dual-energy CT TDO I — R~ v T2 HWAMEA A =T Y 7232l &EEN 5, EHFNIZ
Jili ML % 5741 C X AR S B 25, KA - BHMAS L XIVOFFMAHE L WE VI EEERH B, T2, ki
TR DL b DY) —20T7 7 u—F i, MILEOAE— % K U CTHE U S HREOARY—E (=
HEPLAELDLEO R L4ER) 23T A2 TH D, T OFFETIIMIMGE %2 HERIZEFHEC & 2 WRED
& % %3, CT-perfusion 7 & TOHli i 238 LA - BRI L XV TOZEALZ MEICEHE T X 2R 5235 5.
F 7o, FBR G BSER R e LICEMEi2S W RECTH S S HOFEHTIE, TS50 7 FTu—F 2w, W§HR
THMEDOAY— M2 &2 F T T X 292K d %,

| SY6-4 |
Al (2 & % Bis I EFE O 5F4i

Ot B
TR IEBR A R

it s M S L T L - R EE KB TH B, B2 ) —= v 705 b, WX BEEB L O
DT I — XA IFREICHEICHIT CE 2720, MSMED R 7 ) —= ¥ ZFREE R g IcHwo
Bo ME X MEETILOBRERHBTOINE, LI —MBRETEALRRLELRDOEREE/ICA L NS
FBEEHHT A2 CliEMEREZ T 2, L2ALIROSRIETEBMNZTMTH . AL HBIME I ME
Do 720

WAEO NTARE (AD) OFFEICL Y. HEEH - BB TOMEIE L Ve FTx DTV —TTH KB X #
HE & F o 72 Bl MU O LB, O 2 — IS 3B 2 Fili i 1 S S R L o0 | SRl H i ic oW T
DESE - RISHIZOWTOMEZEDTE Y, AL X AMimMEREFOBAE L, IFREZIZ OV TR
L7zw,
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YORIILT
CTEPH Dfsf&k - IMREICEN AT ~BER EFRKDELV ~

AEZEICEIEL /- CTEPH MR EFEDEL

O W—HB. WiEE 5t
IR AL A I B PR

M T 2o ? BRI ST (CTEPH) OHf% L 7 5 BEEA, €D X=X A
BWERDHELNTRL, RPN DL, T TICFK 41X, CTEPH & o i PG R £ 0 28 Z b il ke
AT, WIHRET O R TRMESE AL X ORA S B L NERHIIROFEEZRLTwb, L2 L.
INSOMIERED L ) ICEELMAETEB ST 200, KEAHLZEFETH S,

BUIR, WK & RFCIRISEHERH AR LY, S H5ICMBICASNAMBORED R b, RizbidZ
DICHER L. 74— V RFEBRBRNELE & ISP 0 ik %2 B2 > T b BN TIZERELS
SV DM, RIBTIEERELHEAZACTHOMBEIEMTH LI L2 HNWELTwE, b0
HEEE A SEMAICB L ANHAICEH LI DAEZD X S5 TIUE, MEDOEELA I = X L% fE
HTELLEZTWD, EHIZ, ANERIZEIT 2 ERET OB, 4% CTEPH GBI O %225 Y =
AT A7 A TV AT 4 v 7% BLOBRERTHIRICKE LTS TLZ erlifrsnid,

KRy VARI T AT, MBRTER T 02 2B 25 FAEWENE L OWREENT 70 —F12 X 5 RRE %3
R ST %,

CTEPH HZAEERKDE EERDIBHOEETS

OFIT f&
PR R EE R 22 R M I e 98 R e PR

18 VE A 22 PEm = £ fE (CTEPH : chronic thromboembolic pulmonary hypertension) 8 1L L 7= I
Kl & ) BB IR DI A2 R PHZEASEE 2 1 . BT HPLAS R T 2B TH 5. HMEHY 2 AR NG BRMlT (PEA:
pulmonary endarterectomy) 2 ME— DEHE I N T W2 25 Bi#IR S )V — I )E AT (BPA : balloon
pulmonary angioplasty) < CTEPH (255 2 FO MM PERIE DB X 0 iGHEEIT R & (b L7zs FRiZ
BPA IS L CIEHATKRE S #IL L7720 HATIEIPEA XV BPADIELS ERLTHBYD, TAY AR KAV,
AF) A% EDPEA A A ¥ OEA L AXHRFERIE D LR > T b, FFIZHA L WK CTEPH O
BELTOERDFEHSINODOH 5,

FAr @IS/ D CTEPH OMETIZ, HAREKCKO BPA LY A M) 2T 5 &, HARTIZR 80% 23kt T
HHH, WKIEB Lo TR v BIRIMAREOBEAEICE L Tk, HARIZ 13128 & 5205 BRRTIE 70%
VI RICBEHED D B T2y BPAIIKHTARIGOAD LEL L, HAREWCKTIE BPA BBRICEVSH L LEZD
TEZD WHDOT7 IV AhLDT7T—% (RACE iklk) 12X % LHfiMiE T (PVR : pulmonary vascular
resistance) 3% 60% K TFTLTHBH, HEAOBPA LIV A MY OFHE (66%) Ei#faliZzv, Lo L. BPA
HONYYMEIIRTE E 28mmHg 12& &3 ), HA® 225mmHg & #gd 5 & s T 1354 L Twb, PVR
DYFEEAWVIZFREETH . WCRIZEOUE & OB EDSSET 5D L. HATIZ PVR OUE R FEICED
WEICL D EZAIPRE VN,

— )i, PN CTEPH O#ET Tl Uo7 — 7 Tld T CTEPH OB Lot 137% . ke
FFCTH 5. PEA BOMATENED IS bRk & K& 22 ZBO L o720

CTEPH O Al @I i3 i & OREERIC X > CTH A 5720, HALFCKO CTEPH Tl s B & 0 E 4 % 5%
Wi U727 — % 137% { HARTHRMA CTEPH OE &K ELERXTLZVOPRIAHTH L, Ll FFICTF
WSO KA CTEPH I2BWTC, HA LK TIZBEEHEUEPSR 2 2 Wi H 5, Zoty ¥ 3 T,
CTEPH OJRREIZB T 5 HAR L FRKDEWIZOWT, CTEPH 12D B IRED N Hh HEER L1z,
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YORIILT
CTEPH Dfsf&k - IMREICEN AT ~BER EFRKDELV ~

CTEPH: ESC/ERS A K4 > %ET & FinA T D

ORHE il
EZARBRZHRITZE £ >~ & — i B R

P2 A ZERE VRN S U SE (CTEPH: Chronic Thromboembolic Pulmonary Hypertension) (& D% ?i# 1)
Jifi A ZE A 1S K ) Pk R 2 — WA LT U RIS EIL L. 2o OlimE OM%E. 5k
ZEDEENICRT A2 . T L CZONMEDORED OIS IEELY 272 L2IRETHSL, hFET
CTEPH (2 B\ TUEMii & N ERAT (PEA) 25ROk THeAT LEINTEA S, 1GHT §HE TR 0 IRAE I H &
WAMDTY Y TN DTholz. T0OH. MBINR NIV — 2 T (BPA) 25H A Z Hu S A I 58 R L,
B O DB X 0 ERERE LR L. 203, REom» S P TchN—TEhrWwEE
BV TOHRBIEEBITET L TRERRICHEOERMAPHEIIHLTOINLDH T — 7 VIHHESPH
MR PEH S FARTDONLG2 O HEFBBEREAIEKR L 722 LIEFREL XY v P oTWwh,

2022 SEFRIN OB R 2 / M ER 42 (ESC/ERS) 12 & Wi MLEAE 7 A K5 4 Y HBUET SNz @B
EIMUEIED A BT A4 2B TUIHEWESES OB W L HHRICEIRDP B AN TW2Ds, GHOWETICZE D,
X ) CTEPH HEAKDIFEAND T 70 —F~NELL TETWwWb, CTEPH & 132, ZWHEKIIES D5
RED, WHPICRIICZ L TARRGESLELREBRZ I NVESBMITLILNRNTEDLD, TH) Vo EEAD
AREZI o TilamlE 3T T ATV S, BFICBVWTH3DDESF ) T4 —=D8BH L, TETFT Y ZABRAICE
YL, ZNZENOHRFIGBER» SR E2 M2 O20oH 5, TNENOEBR L YV ReEME2EDOD, L)
A Z BT ZENZNOBEBOBERPE LR LM, IS b% L ko> Twh, 40 CTEPH ®
ZW. B BT 2022 AERRI DI 7 2% / MR 290 5223 (ESC/ERS) OWET O R HIE$ HHEIZow
TELLZ,
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NZIVT A Ahyrai
s MEERERRICE T2 EEHNERESHNERO7OX —7

PAH JREETZRL E EFMLEEICH (T 2 EEFENEHADEEY

ORf]  HEWG
PESEBERF R I 24 4 2 AL

Jl EY IR PE NG S5 L (PAH) (1280 2 BInFMER EAMERO 7 0 X b — 2712 X 2 HREBEEERF = ZE LT
B H725H 2 21E. PAH OBMLIEERED 72DICEETH 5, PAH x5 EIZFMAIE, FAETIE
WE ZRBGEIL Tld v L2 Ly WESE 2022 4R I25AT S 72BN ESC/ERS A4 F I 4 ViZBwTid, #
2P PAH BEOFE 1 B ERRIIED PAH BE R FERERAZE I THEIHORA ) —= v 7R,
FIR / EAIAE R Z 2 1 5 PAH(EHIR A 2850 / Ml B BEE ) O W 0 720 OBz WiRd & EIF2AK4
W7 VIVEROFEZE, E237 5 AT THEBEINTED . PAH IS T 2 EHEZFHRESEBIZD Y V&) ¥ 7
GHROFZHIIBVTLERNRERY)DDOH 5, FFIZ. BMPR2 #IZ R MOk AEE TIIMER I 2w
RNF213 #IEZFIIEETH), CAODEROAEMIZE > TPAHDO FRICHHEET LI L2 L2, HA
N PAH B#H DK 1 #1E RNF213 B I & L T gt by #E b A O — IS GAT N AT LD R
WL70 %8B, PAH OB LEBOHEEICANT T, TS OBEFANER AN ER 2 E D & 5 ITHEMEICH
HEHLTHREZEELTWL2O0ZBEHT LI LIZEETH L, HAld, TS DK TRD 2 BIEF
LREBBA L2~ 22 ER L. MY ER E OMELERIZB T 2RERF R Z By & U722 E805E 2 25t
L7zo AETIE, PAH B 2 BEFMERICIES BRMMR & Fo4 A IEEEFZE TRV ER &
70X b= 2T 5 A ROV TURENISRENT 5.

PD1-2
PAH iRREIC B T 2RI 7 FILDRE]
O &=V, A H?
USCHBRE SRR B - M (TEBLRAIRE) . PR RA R

Jili s ML SE VX BD AR 0% 19 ) B 7Y ¥ 7 OFE R MEIRE D L5 U CTHOAE % K317 - BEEoRR
Thbo MislEORBILHIZE W T BMPRIINIRE SN S BIRFREVPEELEE LR TnDE—H,
FHEPEM & MEAE B 2B RO S 2 5 BIEWERIT 550 2nd & v bAb 5 2 & CTHlim L % 5
JET A EEZONTWS, MilEY) €7 ¥ 7 OO —2 13/ NEIROETEDFH AL TH 5 720, Fa7z
BB/ LS O M4 YR M TR IR T 2 BI5 T OWEEIT - 720 T O Wit/ A N Rz g
AR M FH R O A N RN & JE_CT INHBA Z2IEFICE K BB L TWAH 2 Ehb A -7z, INHBA 1ZKE
¥ A< —%K LT Activin-A & 7% ), TGE-b A—/8—7 7 I — RIS L CTAEBIGER 25T 5,
A7 BHIEEENZ AR S 7z Activin-A (& BMPR-IL ZBRICH G L T2HRDO ) vV U — 2B 550k % etk
T AHKEE, BMPRIL ¥ 7 F V2 3kE5 L. MAEWNEREZREST L2 L2 /A L7z, & 5 1A PR Mg 52
B2 INHBA 2 /KIBE 7~ A CIRIEMERZIC L AN ) €5 ¥ 7B X OIEIRIE O 525805 <
NHZEXWONL Lz, MisiiE B O NEMIZEBIT S DNA X F UL e Lz Zo#HE T
13 INHBA 72 E— % — 0D XA F VLA T LTWAB 2 EAHESNTE Y. EBA B3NS TSR
DR ML P A Tl INHB @ mRNA FSEHAHEIML TWAE I 2R LTWwS, IhHEREPOIE Y =
AT 4 v 7 BREAIC K 2N INHBA OB LA, MEMEEZFI &I 3 2nd by MIR VD EEZ
b7z,

F 72 RNz B IS YRR B o0 2 AL A il s MR SE O B S J T 9 B D W CET Ly A R A
DY 7Y B X OiESMEZBE XS5 2 &2 B L7z, ZIbii% WMl Tl Notch ligands @
FHABEIM L TH Y. B 2 M g iMiino Notch ¥ 7 F V2 iGHL LTI R SO EE - BEGlaE %
BRI ST L T ENbh oz WEE MiEMEESRE OERIZHS 222 EAENZRLTBY, mMEN
Bz A AL I ML e 2 BEE S & 2 R RGN To—D2 L EZ bbh,
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NZIVT A Ahyrai
s MEERERRICE T2 EEHNERESHNERO7OX —7

| PD1.3 |

Ff S MEAE DREERKICH T3 70— HEmMDRE
O=k 2
B R LR TR PR

MM ESE S B B MEIIR Y €7 » Z1I2B W, MENIRE B O SIEMBEAEE 2 RE 2 R L B0, &
BRI RS E D0 7 a v ZICKRE K53 4, SRS 2 EoliE BEE TIE. LIZLIEIS
MEREEEPEL. =—ADHESHOFEMAHLRLZRTO X H = X 228 MimMEEIC S FE I N TV A,
RN THCOCHEMEAEEZ A3 2 G MBI 2R E R U a, B—2r u— VICHRT 2 M o Bl
DAMIMAPICBIE SN D, HEDT ) MENTEMOMEIICEI D, 2o [7a— i & BRI ES
EHEZEFZEICDED LN, ME L DIZHWMT2HLTHLIENHL LR/ LT, Z7u—r%
VEMCEIS SN MET AR, FrhEk, HER. V) v 3Bk EORRM ST D B X, ML L7 KR
MBI A ORERENZ L2 725 LT, T EF R OMBEEBOY 271535 2 E200o>TE 7,
Teriz, 7a— o EEMOBEETEROPTJAK2 Bz A H LT MimIERE & o2 e L7z,
sa—EEBEMIIBNT, JAK2ZRIZ, HEOEWRIAN—ZROV LD LTHEINTWAD, £
O TH JAK2VOITF 2 H i, A ALER L L CHE W2 JAR2EELZ5 a4, 41X
JAK2V617F 27 1 — > Vs it 25 5 ML 5 SR ORIT7 % W AFEAE Ly S MUhSHili s MU D 389 R eI IC B 5- L
TWAHZEEHSLNI LT,

su—PHEMO~ T AET N2 WG Tl g JAK2V6L7E (&, BliEh iR & B o i vh 5k 5 % 3
mEE, FHskfkoL S 27 —BiEER T A A4 Y ¥ME AL < WERY TFY > 27 &l T 5 2 34
X7z, JAK2V6ITE (& i o i i B s & Bl il o Bk & KA L X2 b3 4 126> T, ACVRLI
(ALK1) O3B 2 &E7. hz v —4 vy b LT, ALKL ZHEST 2 2 &A% B L 7 BBy ik & pe 4
EREEB X OCHE L 220 rh EREEAE 2 30 L. JAK2V6L17F (2 B L 72 ili & MUFRE DR BB D e sk 2 &
2SI L7z,

AWETIE, BRWKETTH 5 JAK2V6LTF 27 1 — > V& it oo fili 5 MU R (2 BV B IR ENZ O W THESL T 5 &
LB, ra— BN EER & UL & B D R ASA WREE IS O W T L 72V,

e EMEEICE A7 VILNA KOh—R o SBREDOEE

O BAY, E¥F FAERY, M mY, Kas mP
VGBS v — BRI A A i, P R ER R T k o 4 — LA PRI 06 SR

Jit Bl R 2 i 5 ISR (P AH) O RETE I, AR RRIIIN 2 THIER O 5%, L@ E i, Bk &
VEELRZHEZH), HAIINTE TRECHENLEZ LY TTIIELZED T, IL-6 £ 2D F i To Thl7 Mz,
IL-21 OEF:Z i LT &7 (PNAS2015), ¥4+ F 3 V2 BIKE LTHONABRERIVE V2 BIKOF K
HEBRIR ALK FEZBIK (Aryl hydrocarbon receptor: AHR) & Thl7 Mo AbHil#IZ B W T EEREZE 2
o Z EDHBN LA, F4 1L Sugen5416 FAf L AREERAMIZ X 5 Suw/Hx 7 v METIVICEIT S PAH HEiE
1LIZB W T AHR 29D CHE LR ZE 2409 2 & % 2020 FI12#HE L7z (PNAS2021)s AHR o NHEME7 o=
A MDFICZ % T v M THG L TRERRAMZ 1T L EIRRERORE % 1) T PAH 255E 3 N7z,
AHR-KO 7 v M2 FE# L CSwHx €7V v MRTHAETT 5 &, PAH HAEILIE AHR-KO TIZIZIZHH
N7zo FERVEPAH OB E 2 551X AHR 7 = Z F @ indirubin % ¥ 2 &/ T 575, HaE L KEREAMN
WX DBHAEMS v b TIEIHEEICL ZEAPBEINZA, AHR-KO TIREALSF ¥ vV E i, T2 4F
FEPE PAH H3E OMHLGEE C O Ry AR T, IWATBOMIE R M4 N ML T AHR OBNBAT. Fits T
DFEBBAHALNT, AHR EH L2 b PAH TR E N7z, PAH BH DI % T AHR G LREZ &
B3 5L, PAH BB TR 2~ b — 2k LT AHR GHALREESA EIC LA LCTHB D, PAH O EHERE,
FHEDHEL TV LERIEONT (PNAS2021), DL ED#ER LD, PAH OJRERE T AHR 1§ LIZE
W RkEZHFOZ LAURBEN D, —J, FR%ME PAH R BE Y PAH B5 1B WT, AHR Y 4> FA5E
HHRNOEZTHEAINTVWLIPREIAWTH Y, PAHRRERZ £ 25 ETHWOCTEETH S, BIE, &4
W ZOMIZOWTHHZH#ED TEB ). PAH ORIEDIMEIF & Z OB IOV T, KR Cldikmz L
72\,
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INZIVT A Ahyra 2
EAEROEEICHESI PHZSFEHIPSE LD

WR - 7RI - FHDEIG - PH&ZEDY X7
OkIE T

JEHEE AR N

AINBEREDERBOERE, HEHIIELELSLTBY, AGFEDAHFOREDMEL TS, 20—} T,
AT OIS PHY 2 L CTHTRFRAE PH I & D R 2SI 7 7 — X%, BIEECTOH A SN Twa, &
n%®947@PH®EE%K%%%E%%E%%%KomTu WEZH5IiEbhr o TRy, HED
TR CEBORAER, e - KHARE, 21 MY Vv I —1IRER I N L KB GERE R B SRR 8 7
ED, /NETPH 2 MEX SR T WEIHEDFAED, ZOMHZHATVWEEEZ BN,

AFEFTIE, MBEAF PHICX D TE Ld o 72ERIC B B HliHELE. Eisenmenger SEfERE & L Txf
B ENTWZANOPBEM AN HE & 72 o 720E B, JE RV L BT £ O R KA O BNP @i25, HIOFKFIZ &
% PH T o 720EH, HRMECEBMBRAEPHICX A20MEIRLEEZEZ TV EZ A, BbABENE RIH
BN o 7ER 7 E O BERBI &2 PR T 5o BRI NEOE R CEEIZHE ) PH OFIELR T 285 720
ﬁﬁﬁwfwé%%@%kﬁﬁ%%k@%%Lowf@%ﬁﬁnk%\%né;&#fénik%széo

EhREREEFE I 0EEBEZELE21 PV I—DERETE

OIFA WE#H'™, A WATFY, Bl B?, %4 SEY. %0 EHD, B eg.

NEORY AR fEw?

DRIy 2 & ke ORI AT AVRE, P Hb RS OIS AR, PRI s E e v v —,

VeI 2 &b ke B R R
21 P Y I —@RJIHEOEHVRAKEED 1 DOTH Y, PHOEHLELZWETIHEN SV, L) DA
Lk AT 50 Z S L7-9ER (AVSD,VSD %) Tix PH O#EfTA & SN Twb, 21 MYV I —
2B % PHETOERKNE LT, MEHREBEROMETO LT X, MEAKROKERK, F5E - FREE V-
7o ZR B O PAFRE 22 ELHERE SN TB Y, HANMLZERNTPHBETTL50EEZ LN TS, LW
BiE%Z4T9 2 & T PH 2SET HIERNL WA, PH 2R LI A BT LR b A S b Ml
RIEDHERDPE LVITAEICBW T, MEBREZATS21 NI VI —0EGTFHRIEIRE(EFHELTETVL LR
a2 M) v I—L KLz PH Of#H, A PRI L T HaiclmEE s i Tn vy,
AMETTIE 21 MY Y I —Hiifk PHRAEGTFRICH 2 5B 2 YO E,LOMRAET 5 & &£ 12, 21 b
)Y I —ERNC BT BB AR & EZRE TR OBERICE L THE TE I EE R T 5,

—62 -



INZIVT A Ahyra 2
EAEROEEICHESI PHZSFEHIPSE LD

EXRMUDREBICH T BMEMED 4 BICH T 5545

OmH &
HE AL v & — KBk AN

FERMEEBIC X AMEIE %2 X 729w, FISAEGERIC X Y I 2388m UNBIREDS EA T4 50
THY., WHEBHICIVEEEL D b0 MBI RES LI 2 5 OMIMEEIS LA L T EEFTH D .
XD HEITEOIRRETH 5 2 &5 5 o RMLE B X 2 BT TRAEIIRE X 0 M EETEsEE & v
25 R B O NS MTE IZ 53 A IRREICIE 3 OOBERDH ) ENENIMA A TIHHFET S, 1 DH
i passive BRI T, T ODEROMZEEE B CTHFIRE LA 12D 3D TH S, 220 HIS resistive 7 Z K
THMAEEI2A LA T A2 O TH D HREIZ X D MM R O R4 & B4 i1 3h b, &EIC
hyperkinetic 2 E X T 1), W EEITO LA 24D LS TN L 7272012485 S 0T,
COENPIRDLVEEZBNAS, Nice B TR GEBICB T AMiSIEEL 4 DD H T T —I2505
\FTwb, 181 Eisenmenger JEMERE. 1T #EIE R TN OL - AR, T BEIEAKI S I0E 2 2k S 7%
VNR RO R IR B ) DO, IV BREMBRIERE T 2IZHRTLLD, L3N TwWb, I HOL
ARG X 2 Bl & MUE Tl O PBIER SR AR 20169 & 70 2 25, B IKPto 52 4F 9 R <lidF
WO OWTHE T AUEDRH L, HET VT XL TR, S KIUREIC X o TTlE 2 Hked
HZENHERINTEB Y MM YRR EL AT WAE B Tl 454G O PASH R IS MLE OFRAF D ) A 7 H3s L il
MR THIW 3 %, LA Ly 2 ORERICB W TSRS AR S N 7RERI T b FSHMNT 2 17 - 7212 12
MEDFFHET L 2 B aIN57:0, repair and treat & L THIZIZHMAE LRI 5 SN 5, il
YR EAT8 WUmM2 % 8 2 2 HIER CIEEHMSHEMT IZ 22 & ST E 725 JL4F T I3 a8 % iy ai
KO 535 2 L2 X DO Z 1T 9 treat and repair. repair and treat &\ 9 JBFEHEIE AT A
BNb, LRALEMTFRIZOVWTOMITIEEZ T4 TR, 2 EOMimAEIRRESHERZ I NS 51T S 5

TR\ 2O X ) IGERMECEBATHE S Bl MU X TS & 2 PH8R720 T2 B IRREOMHIZ L Y |
SETIIHBESHEEE SNTEEMCH LTS T ST RREZAEEL X5 10> TE, 4N, Bk
AT N7 A BT 2SS 22 £ L O THINAT 5.

Treat and Repair strategy ZB I &t 3 1Z(3

OMmA %
] 1R 2222 AT FE BE 5 B S 223 DG BRI Bb 27

FEAR G O BB B B AR M Bl 5 1 9 (pulmonary arterial hypertension: PAH) ®EKNO—>TH Y, 74 ¥
YA YT X — R, EAEKOEBICME ) PAH, PAH ICAEA M OEBIMBIEMIES 720 o, ik
PRIRIZFRAF D L CI3FBIL 72 PAH, @ 4| Aﬁéhéozﬁﬁ%®%$cﬁoPMffiI%H#ﬁﬁf
HIUXEAEHSADTTRETH 50 LA L PAH DS ERE ~FHE T h USRS R EE T, Bl m 3 A58
LIGHEDPBEIE SN D o ZOWE I MAERENIEC X 0 EHE A HEZ £ TPAH 75%5(%"9‘"6&%75‘7—?&?‘60
2 WT IRg 1 P 8 AN T BB 72 25, ﬂﬁTI[[L“'S*“E’J%’C PAH 2SR AT 216H 78D 2 & % Treat and
Repair strategy & W\, JLEFEH SNTW S, A 2 DNEi% TldZ% < @05 H R K IEEE RO ZF H B K38 IE 12 B
M 7o~ PAH ICAF L, Treat and Repair strategy #FER L CT& 72, ZZTEHEONAE2S
Treat and Repair strategy 2SI 3 AAEHF. L WER], PASH O IR MBSOV, B AT
NO A OfFR 7 L1 W TR %,
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INZIVT A Ahyra 2
EAEROEEICHESI PHZSFEHIPSE LD

RAERMORES v > - BHEIEIIRIG S I E B OBITER

ONE Ew
HRURS e - RREdE A

B N Se KA L B (ACHD) BEOSFICIE, TV F v AD %\ EE 4 7 B S0 AE 15t U lb) 70 1R 4R
WERSN L, W, PEERIZANE - NBIGEREE - (N IR VR O Gk Z2 BB B 3 5 O3 WH T, 4T
IRIPE R EMOBEF O S LEII LI LB LL kv, 610, BAMERANBEEZ A L — X2
#} (transfer) L TWL 72 DICIZEBEHEOHY. - HEZRIBITHEREILETH 5, LRMELEEE (CHD)
TR D BITERAEHISEATHS LI TS, —F, iEi)E PH) DB TIXE D) TH A D H Fl
ZAE FEEETEREIIRYENG B I (IPAH) B OBATEBDORATIRIIL E ) 2o TV 2 D0 ? EHOREERTIL,
BATERB 2 it S N 7z/NBIISE IPAH BE 2 H F OV REBEL T v, BlZIE RAREBICBT 5.0 7 —
TOVERICRRE 2 L2 & /NEE & o In S A 0 W Rl (RERTREE) OE W EO SR, AR
B R Atz oE vz &, £ OLERIHICHE L CORBITHERIITONTWEDTHA ) 0 ? Fiz
L CTENLENC IPAH & % & PH BE 1B L TRERD 5 A BRI~ OHEF} (transfer) 3@ 1247H 1
TWbHDTHAH9HH»? ACHD- ¥ v ~  ## PAHGSPAH : /Y ¥ ~ P& BFIPAH # &%) Tl&, CHD &
PAH L W) FRIIINT S & ) GRBITEROIGITAL EN T 9, T4E, Treat and Repair &\ 9) IANAE T
TOY Y Y FHSBEV) MBI Z Y x v MEEM A —EBO ik TRBMIZITb, PR ShTa
Eisenmenger JEEHE T H—H > v &~ FHASHICE THRII L, WO THEUZEREIME SN TWS, FEE 4
BEflEBR %N EL O Treat and Repair B Tt & W S 7z de 18 B> ACHD-sPAH & (/0B kKR
13 B, L BEREE 3 B OEH R + BIIREBEAE 1 61, KiAFTEA7 1 1. 9 5 Eisenmenger SEEHE 3 61)
2BV T, Treat and Repair 12 & ) #EW 7% QOL %EZ B THLHICE->TWwb, CHD BEHE—HKIZB L Tid.
BATERO AT IZIMBO 5 LIEEICHEA TS, L2 LAH 5, ACHD-sPAH BED X 5 1M, DOH
MEPTIZE WIREBICB W TIE, S OITEAZRRBIFRN 2 BATRES LTI R 5, 40, CHD BITEED
Bk A TR L. BIC—35E A T ACHD-sPAH Z 612, & 0 SBIFRN L BITEROLED HIZH L TEBEO
JEBIZ SR L DS E & & HITE XL THRIZV,
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INZRIVT 4 ADByr323
BPA #FIL MC TBIEEhESET 20 EH, BPA DFHDOEE(L ?

BPAICAX = TEFUT 4 13EDL ? IVUS FE

O%fh
Ve 4 Su i L B G ER BRI RE, PR SRR TR MR s B 6 BR 2R R

M PEBE % (IVUS ' intravascular ultrasound) (S5 AER X OVMAEBE O WR % & WM EE TR § 4 1
BNARA=T 7=V Thl, EERLTTEBRICHT S 25— g 2 TIXIVUS Of AT
L RENT WS, BPA KD IVUS OFHEIEIHS 22 TldZe vwads, BPAIZ—EILL L OMEZRET L4
EZRHLEHRAT Y PEMHET AN =V OARDHEHETHLHIIBWTPCIREVT L3R L2 ), T -/5k
WLV, ZO L) BERICB W TR TIE BPA 12X % IVUS OF HPER R IEIZO W Tilkim L 72

BPAICAX =D TS T3 EHL? OCT DERAM

OMH  H—HK
I B P A A R S s B 90 B e IR

D 20 4FETIEME AR AR I S TR (CTEPH) 12xF$ 5285V — VHEIRIZE (BPA) OR)H LT S
Nize LAl WERICTHICHE) AIHERBPADI Y FEA ¥ FORELR EMEN L H 5, BPA T,
BB AR & 5 DT W HIRE O F L HPH 2 BWr 9 525, MENA A —T 2 72X ) M 2w E OB ABILE
WHETH 5o MEBRZFFHIRIC BT 4 M4 N HRZ W2 B 18 B R B 2 b I S e, FRISEBIIRA >~ & —
Ry a BT LREFMICR TR WEST Y 74— & LTRELTE A M NSRS R 2R
WEHWZET MRS (OCT) 1. A 180frame/sec L W) EW T L —AL— b2 HT 5720, Ik
£ 40mm/sec &\ EETO T INNy ZWHEE 72 ) B WWRRE & TN R ERIRZIrEEE & LTz
EN7z05 BPA IZBWTIEZEORMEMED O WIS IZMAENICH 5. L L. KBRS Z2 <
CTEPH @ AIIEBIRZ 72 &, IEHE 22 ML A5 22 O FFAM 2 M4 R O GRS B e 5 S AFFET o ML RE D A
TRIREOHM 2 ET HHEPRELRGER, NIV — VI X BEBEIENPZ L WIGAE R EIZIZOCT 2 Hw
TR R R E I CTH AL H 5. ZNFE TOREDS OCT OFHMEZ G L 72V,
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INZRIVT 4 ADByr323
BPA #FIL MC TBIEEhESET 20 EH, BPA DFHDOEE(L ?

BPAICA A= A T 1 1300EHD ? pressure wire (FHE

Ot 74
AR 5 AR 2Rt

ARIFTHEE L7z " Refine BPA” DEH;Z L - C CTEPH HEOERIZERE T L L. BAERT TIEWHESR
MEHEHE & BPA %= BEM 4 OFFEIZIL U CTHABGDEINA 7Ty FIEEZITONLETIC R o TWnh, —
7T, BPAWBREOBERZ TV A MESCEALTZEWV TR Y 2OH ), Z2O—20NF##% D WHO-FC 1
BEF CTHET & 2 WIEFIR "Exercise PH” I & 2 BB T 2328 1F 55, BIEITON TV AHEHEIC K -
C. CTEPH BEHEOEMTPHRUEZE L Vo ZHBEIZER L2205 505 £ 15012 QOLYHE L ERTE TS
LIIER RV, BBRETRIREDOBRBEILEZERT 5720012, —D2 0 & DDIREFNOREREN 20 0 % 3§
572812, pressure wire/catheter 4 KT? BPA #5jii L T\ 5, Kt v ¥ a »rTld. BARWZ:RER %2
RLZGASS, pressure B4 K BPA DU FEMEIZOW T L7z vy,

BPA (Z Imaging modality (322 H  Angio B[S —F

OFIT f&
PR R EE R 22 R M I e 98 R e PR

18 VE A ZE R MR & ESE (CTEPH : chronic thromboembolic pulmonary hypertension) Zx)3 5 fili )
MRSV — VI (BPA : balloon pulmonary hypertension) OARME, L4 L Ih>25H 10, ESC/
ERS 2022 DH A I A4 v TlIYHE, BPA £ il class I DI Z A ICE 572, LAL BPA ©OFEFEIC
DWTIIMB R O D ). — LI NT Vv,

Z®»—21Z, BPA H® Imaging modality D[ OF A3 5, Imaging modality & LCTlid, M4 HEH
% (IVUS : ingavascular ultra sound) . Y& T-# Wi &3 (OCT : optical coherence tomography). 7L v ¥ ¥ —
HNT—TIVDD b,

1) IVUS : IVUS I & 1), web R4 7% EOIRETALOMERR, MEFOWE, F 7200k K77 2 H L CTIiEo
KA FHRDL 2 LN TH S,

2) OCT : IVUS & 1) & SR EDEN 10 ¢ m HAL TOIME WA RETH 5o FBMl 2 BRIERZ 55
N5 b DODOIRIMIRER LD FATIEIC LI E 20 FEEEO BPAIZBWTHHMERZLWEEZ 515,

) TLy v —hT—T N EBIROGERAE LTS 27200 TN, A TH Y, WA RO EZDLE
WET S, Ly xy—HhT5—TNVeHWAEZ LIZL) BPAORENE T oW HiGbH b, T2, K
EOFERMNEZFMMTAICOERTHA )0 LEALEDS, WEIRE B2 ) ARz & S5 M T
It (FFR : fractional flow reserve) ®# v b+ 7MHIZE T > TE ST, MBNREIMMEEE 5T B EFY
T ERIDRT b,

Wz BPA BRI B W TIE, oM E a2 & & AR, TVUS 2 25E BN L CIBRIILE O 3F4f
ZiToTWwWize L LILEIZeEMEREDOGENR 2 Eoa 2R & IVUS O HHE K-> TETwb,
T YXFAMEETD, BREBOERICKL VIWEOFHMAWHEL o TE /22 &, MEFED 6Fr DHA T4 7 h
T—TIVERK 2mTH 5B 2 & LD IMEROMEEV R THAZENHHATH L, /2, MEFICHo72A
TV MABZT)LENI WD, 0.1mm B TOMBERFMAARNE LRI LDRITONE, Ly vy —7
T =T NV BENTIRE DTG RNV — VIR OEMZ AT ) BICHERTH 256038 55, EFITBLEIT%R <.
SEFI 2 BATHHLTWS, BEETIET ¥ FAMEO low HE, KT TomMEORNES, FHIRERZ &
OFEHE D LIZBPA #17-oTHEY . ZFOHEIZOWTHMH LW,
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INZRIVT 4 ADByr323
BPA #FIL MC TBIEEhESET 20 EH, BPA DFHDOEE(L ?
| PD3-5 |

BPA D&BEHE, /N)L— YA X($? small balloon method

OTFNE #HmA

FLEREY >~ ¥ — fEBRes R
PP IR SR PN 25 LTE 5 (CTEPH) (26 550 — ¥ WBIRIGHAR (BPA) 125\ Ty MBS L — 212
HIREEROPRIZ, MEEGOBRIRICHN THDHEEZONT WS, TO—F T, IMEINIV— 2 X LR
T EROTEREDY A7 & Ed 7)., HHRRORIIID R A THEIEA D 5o BRIPOLE
119 720 O B 7 BPA QBRI O W TR T 5,

_PD3.6 |

AWM KRR & (T B EEEY/ NIV — > BBHARTE B 1l 0D Bk BE
O A
TN RZARBE I8 B IR

UM R 229 B Tl 2012 4E Bl s i B P4k 2 Bk L. [WRE I8k i A ZE AR PR & U E (CTEPH) 2%
T BRERH IV — VHTEARTE AT (BPA) 70 75 A% B A L7z. 2018 4E2 & (/MR e NI Bty (PEA)
Tur 7 AL E L. IEEHE CTEPH (246, 1§5R&NER (ORI E E B #iflo CTEPH %5 —
L05EEM L. PEA. BPA. Blilfil% 53R 3 @ multimodal treatment ¥B& 12D W CEHE LiAHEE L T 5, 2021
I H A BR SR 7 50 E @ BPA /8 (FEREAKER) Z #3752 LA3CT&, HHITBPAMIE ZHRT
XLRHIZRE L 20234E 1 HETOMBEBPA £y 3 Y839ty va VIlE -7, Uk e LTix
PEA. BPA. BRI D 3 ODEHENWHETDH 5 2 & 25 multimodal treatment ¥HE 2D &, PEA
+ BPANA 7Y v FREGIAZ T &, BPA Ml ORI ILR M RS W2 L% IF 55, BPA OF
FCTIWEMET - WA OFM - )77 L A2 M#IRCT @ 3 RICHFAEE (Volume rendering, maximum
intensity projection) ZHWTIToTWA I WM TH D, T/ BRETEITA F 7 AF5F0 v 3 v 248
BICHIE L. MK L XV o@IRWIENRE 2 ST 5 2 & CTrisgAEAEZ KRR TE Tw 5,
Ok vy v a yTRIUNKERRICBIT 5 CTEPH OR#EENE X 1Y, BPA ORBEKRIE IO W TRINT %,
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INZRIVT 4 ADByr323
BPA #FIL MC TBIEEhESET 20 EH, BPA DFHDOEE(L ?

BPA (4 inoperable CTEPH P &G 745 « - o BPA D& F[BEREER DK

Ot K4

WK EEBE S v & — KAl T B s R
AIROM S MG A A BT 4~ 2022 FHITWET S 72 ESC/ERS D# A K74 » & 12 BPA & Class
I OHEFEL 22 5 72h5 ZOHINZ PEA B0 2MEIR SN TWwb, Lo L PEA operator 23 E5E 3 5 Jiti ik 1ZBR
LNTHY. BBED X HIZHMERK TIE BPA (& HARGEHR) OADEATITRER Z L1374 v,
Operable 7 A EBHRZS . K & 72 Pouch lesion TH - Td BPA TIHEHEEWRELR T —Ab% v, —H. [T ¥ —
A58 L 72\ bulky g bR . [VE5E# D pressure gradient 35%47 3 A %% |, [Cardiac output 23143
WML 2w R EHEEER TO BPA ORBDGFHET 5o BEETOFEMKROILA % U T operable CTEPH
O BPA DA% iam SETIHE 72\

CTEPH ;8% T PEA & BPA ORI AN ieiTrlEE L st E L TDEZL A

O #". fhiE 8", BB MY, d KRG, %kE Y
VHUHEER R R IRR, Y RO RSB LRI S

HA K54 v DHSES 5 CTEPHEHE T V3 XA Tld, CTEPH BEOBEHtREIcBWT, £
CTEPH O#Wiia# % S M & 3 508 WEOEMFRIC X ik 2 7. PEA WEENE ) 2% 5l X & &
ENTBEN,. ZO70—3KBLOHATELATH L, T2I—a v 3054 FI4 »id#dk 10 4£ T,
BREOWRETAFTTbNTWEY, —B LTI 7u0—0ZHIZh v, —HFTHAOHIKIZ., BPA BSHAICHE
WTHRELTELBHTHAZ L L, PEA ITHE L7NEHE S WBIGIZ D v E vy TR SR o K& & i
%0, BPA DAL E R LEHORZTHE {iTbhTWwa . PEA ZE SN2k, ARED S & T
DOARFEITENTED . L MPUORATOLHRYED 5, D70 HARTIZ PEA Os 25+ 3F-l X g,
BPA THIBEENTWVAREBM LA L VD TIE RV E W) R Y Vo, BEERKFHE T
CTEPH ®{H# & LT, £ 9 20124E 55 PEA 2SB#G S 7z PEA HIW D BFE DB % & inoperable
CTEPH LI SNARERM S LT HTL 5 L912% D), 2o ORERZNEHOIZHERET 2 LEEDIK
&L o772 2015 4E200 5 BPA % MG L 720 BPA BIAUANIEEREBEO L2 S b H 0. BEGEULE DR
HICBWTH, MBI FEETH-ZLEBETER V. LALARDS BPA OGRERBEZEAERLZ LT
BPA OEWIHEEEZ D . S HITEHEBEREEZRER IR LT PEA & BPA # RHKICHAEDLE THET S
CETRIFICHEB LS RBE2WE L AT A2 LT, BPA DAL 5T PEA OFRBEEELIMELTEY,
BIETIIRRERFR LIRS LS RMADOEET VT ZARMEL SO0 5, KEHTII U TOR
R A 5 operable, inoperable & W9 X451} T7% {, PEA & BPA ®Fik & fliviiriy, X 512 PEA &
BPA®aIS5KL—2aviZ&->T, CTEPHIZHT 2 L DI ROMFETEXAEBICLLWHEERD L2 L%
FRL72\0,
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YIAty 3 (EE)

[ YIA1-1 |
MEMEEAZEF IV I ABRICKBINIFT—H—DFEE

ORI #WIY. Olivier Boucherat”. BW #®%. Allan Lawrie®. Steeve Provencher?.
Sebastien Bonnet?

VR S WA R R K DB AR IR

?Université Laval Institut Universitaire de Cardiologie et de Pneumologie de Québec.

3)University of Sheffield Department of Infection, Immunity and Cardiovascular Disease

(55 ) DBEDDRYEMG 5 MUEAE LS B W THOAEIZEE RN TH 5o I MERE BT 55 O0AEIUEIL~
LT LT BN, F < —H— 12OV TRAW L EDZ v,

(FBEEER) v MiSWEENASE (2 ba—v, n =17 MREH, n =1L JFREY , n=11) LiiE (=
Yha—, n =28 BiEMEIE, n = 60) ZHVW/A SV RA2 YT =0T 05F 37 ARHTIC L0 B
DAELDAEEHEL-EZAE2FE L, €OHRT, Latent Transforming Growth Factor Beta Binding
Protein 2 (LTBP2) 2345124 OAEIEEAL & B L Tz, HAEORBMEN T, LTBP2 1345 S HHEA L I8
WHRIL T, 2HoA.0AEEWET LV (EIRERM. T2 2705 ¥) OFFTIZBWTS LTBP2 &
FREMOLAETREEI L7z, v MAEHRRO DML BT TGE g filii T LTBP2 OFEH AL
L7z IiH LTBP2 RS I3 MERE (B & UK Dafx— b, n=121) ofHO0HERE (OMRE. MiBgiikE)
R L7 o ZARMATICB VT, M LTBP2 8 (Nl SR kMl s 0 E O F % & A = R B A - 72,
(K55 ) LTBP2 &Ml R Ml & M O DB R PR EE L 7oA = —h — & b,

| YIA1-2 |
BEFEMHEMES Y PEFTIVICE TR I PO RN 7HEEEREE
OfiE KMV, MK %Y, m BAY, [E #gEY. i 20 A Wik,

feiE MY, Mark Gladwin?, ZH &Y
Vgt db ks 1B 22N RE. 2 University of Pittsburgh School of Medicine

[T 5] Ao B R YA 4E B (HFpER) (& ICim T 2 2 L. Btz 1460 Ml P BART
HHD. BWET VAR RBIERHEHTH 5,

[ e8] A2 KY) v 2y Fu— A48 HFpEF €5V CTh 5 ZSF-1 v b2 SUS416 % #5- L PH-
HFpEF EFNVEER L7ze Ty FOWMLEICR) TF L v F2—7 %8l LEBFE o MATEIRE 2 3:4 L 72,
B DOZEALII WM B TR TS - 7245, PH-HFpEF J v MEIEFRICHZEEOEW %2 LR %2 L7z, PH-
HFpEF 5 v s OMBIIR T 7 7 = Vg Y 75— sGC DIEBIAMET L. Myography % K7 % 3 VA4
MRI CHEEIIRPEFRFE E AR S, EEFRMEMIEME O EH &£ 2 S5z FEMEIREE MR TIiE A %
RV 7oy Fa—0%&FHLATVa—Z, VI F U A VA VHICE ) I ha v FY 7E{ER b
L ZH I L. miR193b. NFYA %4 LT sGC OFBIWMA L7ze I bay N 7HILX b L AHREFIR T
FIBERE A VAR T & —12 X B NFYA O#ifiE PH-HFpEF 5 v s ORiEIk sGC F8H & 5B 7 56 M i w5 i,
JE % s &8 72,

I EIIRD I b3 > B 7E LA b L A & sGCIEEBY A FEVEM S L ERE O A ) 2 EHEERY & % 2 S 7z,



YIAty 3 (EE)

R
Empagliflozin (BRI SMEOCME) €57 > J & MHd 2

OFM BW '™, Sun Xaio-Qing". Neep Beau. &k Hz'. HH #Y,
de Man Frances". Bogaard Harm Jan"
Y Amsterdam UMC, Vrije Universiteit Department of Pulmonary Medicine.

DI KA R A BE S SRR Se b 16 B e R

W5t Empaglifiozin (EMPA) (&8 BUBE FR 5 169838 C sodium glucose cotransporter? (SGLT2) FHEH D —> 72
B LFEOAREEENOFRYENEIRENT VD, BFE LTI Fary P 7HEEEEIIRER S TWY
A5 BEEIARTERT & ESE (PAH) OIAE Y 7Y ¥ 7T 2RI S Tnk v,
Jiik & KR PAH B L OVEEE (CTRL) Mgk o 8otz gt (IF) < PAH @ PA PEIC—3 L T SGLT2 ®
A ROz, BEM» S5 ﬁ’ibf_fy‘b’m\mﬁw&fmﬂﬁ (MVECs) T2 % > 7uv h%479 &, CTRL &1t
~NPAH TSGLT2 A bEF. I Fa ¥y B 7AGKOHIBEIKFTH 5 PGC-1 a LT L Tz, MVECs %
EMPA(I u M) THE#ET 5 & PGC-1 a DFEIHHI L 720 MitoTracker T EMPA (& MVECs ®FEfL A ~ L
2 % P, MTT CHUKSHEGE % 0] L T 72 SUS416+10% 3% CHFE L 72 PAH J v M2 EMPA #4859
% LR T Ly EvG 4efid & PA NBRA SR S CTwiz, IFICTPAH 7 v F @ PA HIRT
SGLT2 ®FH AT, EMPA 5T 8-OHdG 23l T T\ 7z,
i EMPA 13 PAH 8% ® MVECs ® 3 b a2y N THAGKREYE,. REHE 2. PAH 7 v FoIiE
VEFY Y72 L7ze EMPA 3 PAH ICBU A7 2GR INE 2 155,

| YIA14 |

RXR a (3 p53 ICX 2N REFEHZREN L CEMEEXET S
O RBE, A e
YOI EE AR IR

(55t BiiEMERE (PH) O#EICEBENZERPEEG T 5, LT/ 4 FXZHE K a RXR a ) TFk4 BN
ZHRARBEE Y ZFVERETLZEPASNTWASD, RXR a & PH & OBHEIZH ST itcw

(k) AF—r X—2 X ) PH BEHi RXR ¢ mRNA B ZMH L7z, 720 Mighikt: PHPAH) B X O°
SRBZIE PH ~ ™7 A€ 7V (SSc-PH) 12x5 3 % RXR a IS ORhF 2 A # =0, M0, 0T AEWFENFE
THET L7ze S 62~ A BB MRS X Oe M NBMIRE 2 v, R B ZEERIR (EndMT) & RXR a ®
B % AT L 720

(KEH - £%%) PH B#AMTRXR @ mRNA O T #3720 PAH B X SSc-PH =7 2128\ T RXR a i
PRGN A IEPT 2 3% Ly EndMT ¥l B X O E YV N—=2A ) 7)) Y &I $T 2 LRI NI,
F72NEAMIIEIZ BT RXR a i3 GAPDH NBATICHE D pb3 DAL % /i L THIZEAN iR (MEndT) % #%
B, AMEORFETH S LEZ LN, GAPDHEZNEITE MEndT ICB$ 2 d I F ¢4 <. RXR
a -GAPDH-p53 #%%13 PH O BGHREN & L THIFE I N5,
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YIAty 3> (BEFK)

L VIA2-1
Group2 PH JERIIC %3 B NO BFERERIC & 5 F# & 0T AL DR

Ofkfe K", REM B, B RIS, B @AY, A R kil 2,
e AMEY. A B—mY. gl Ry
VALK IEERARIRE 7 EBE AR AL A IR R

(5] Ao U Bk o Ml B MUFE S (3B HE 20 C Group2 & SN 505, WBHEDRIEY. TH V. M ERIT%E
P BUIFHEARTH %o EF, DA, BB MEREG RSB W T sGC JIFIEAVE A SN TWwW 525, NO ¥
7 FNAZHET B BUSED & F R0 0 H SO TE % 5T L. (GRS 2 MG 3 2 AT IS L T e v ARIFSE
XY BECHtEAT L 72 Group2 PHEBNZ BT A NO W A Fsif slli o SUBE & F# & OB % T L 72,

[J5: - R3] 2011 4E7 5 2015 4E 12 NO W A ATk ER % JitifT L 72 69 Bl Group2 PH BEIZB I A AL 1
EUNOERT L OANAEABDEET Y RARA Y M2 L7z FRHOT A 54 VIiZ# L, Group2 PH
DLW LI MBI IR LA E PAWP 15mmHg. “F¥Mi Ik £ 256mmHg DL 1 & L 72 34 1T NO W A %
PAWP @ FAMA SNz (PAWP 2L 326 + 222 mmHg), PAWP JE L ABE L L, EABETIIHE
HIY FEAL Y POFENE L (p=00019), PAWP & FHH 25 U T 1 FEHD BNP OWERISRATH - 7
(R*=0.3474, p < 0.001) o ZZERIEHTTH PAWP O LR FHD ) A7 HFTH o7 (p=0019),

[#53] NO BHiMAEIZ BT 5 PAWP ® 713 Group2 PHEBIZ BT FHO TR T L 4 5,

L VIA2-2
BEERLEREMM R ICABEL £ PH (CX T 2 MIEHREEOMN SR

Ofk wd, B PR I BT, KM H-. HW KA SE A,
T T, B5HE AIA
WA K25 B2 WP R

Wie] RIS B R PR 2 2 A0k L 72 Bl e SE (CTD-IP-PH) o F #2113, MiwZ %243 5 PH ohTiklt
BRI & s ST 525, Ml EIEREO A FRICE 2 5 EBIEH L 1 Th v,

[5#:] 2012 ~ 2022 412, Y4 Be© PH( P MBI IRE > 20mmHg) & W L 72w Z %2 A5 % 54 4E Bl %
CTD-IP-PH & 1&g % A & 3 5 8 (Group3-PH) (257 T, BT HIICTF 4 % T L 720

[# 4] CTD-IP-PH(30 51 ) i& Group3-PH(@24 #1) & Ik L CTHEICTFH P RUF72 -5 72 (P=0.007), CTD-IP-PH
BT, MM IRREEE AR 21 Bl P, JFEEAREI Bl & I L THEIZER L 72 (P=0.006), 1tk
FWEREITH O 21 BICEE - TH ., BHEEARO FHRIIA BB 5 72 (P=0.002), 15 L. BEEEHA O 5 H
W PRIERICHS L h o720 CTD-IP-PH B O L E =N Cld. Ml IERIER 527 L 7= F e N1
725720 —7 . Group3-PH T4 PEIRIESE 513 P14 1B 3 (P=0495). fEEEEHBLHE1TH D 20 1
WZBWTHERRDRERTH - 72 (P=0.962).

[#555] CTD-IP-PH (2R} 2B ILERE DR 513, A LH b 5O TTFHRE2SGET 2 RMELND 5.
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YIAty 3> (BEFK)

| VIA2:3
SEIR - HERDEIS R / BENRBIRGENEES B2 5

OnK FWI'™. FIIE #MAY. B KL
VGO IREIRIIR YRR Y 5 — IR

<EH - B SUEUR - HPE %2 22RICHE5ENE / B MENT B RN & ) E e (I/HPAH) 28%AET 5 2 &1 &k <
MHNTWBEDS, IR - HERE I/HPAH (2B 4 BRI 10 I2RE S Tn v, RIFZETIZRN T
TRy 4 271) r (PGI2) FfeaEiikom#ERIA % retrospective IZFFM L 726
<Ji - KR > M T 2008 4FE 9 H LLREIC PGI2 Ffeitii ik 2 i1t L7 I/HPAH 39 v, I/HPAH &%
Witk 3 » H LIS PGI2 FifeiiE &2 GG L 72 etE 18 Pl e bR & L7zo 4Ll - R (P #E , n=7) B X O'JEAT:
#% - e I/HPAHNP # | n=11) ® 2 FERIZB W T, PGI2 Fki i BaawT o M7 BRI > WHO-FC 12
HRAIRD LD o7z, PGI2 FifatiEts, & TORFE TMATERIEES L 08 WHO-FC OBE» 5 N7z,
MATEIREDIE AL CEFEMBIIRE <20mmHg B £ OHFMEHHT< 2WU) 23 5 723 EFNIE NP B 161 (9.1
%) 1ZxtL. PHETSH (71 %) EARICEETH S 9 2. PGI2 FifedEOBERL., R I L Twiz,
Kl > AR - WPERE I/HPAH 2B W T, FIY PGI2 Fbtifi ks 32 2 LAVR Sz, BH D1/
HPAH 1B B EEISE IS PICR LR > TBY) ., Hil KRB L A3 L0 RS H 5,

| YIA2-4 |
BPA FDEEIMICXF§ 5 A2 MTEDZEICEE T 5145

O#BIT E'™. ¥z Z#Y. Al AEa?. k| 2% w850 & med,
RN 1= R
VBRI > 5 — B, AR ORI, ¥ L ATERERIE £ & — MR

W5t] CTEPH 12K % 23V — VBRI AT (BPA) o MBI ZHEOBEWAIHED —D2TH ), L &
B RIEIMEE LS, EI9F VAR VWL BERIZIEMICHERTH 505, KEILITH XX MG % B8
FTHIEIRLHELDSEbRS,

[H Y] BPA HZA U7z xt U CEEMe & 47 - 7o RE B & RAEIIIE I & AT - 72EBI O E D% O R 8 % Miat 3
5Tk,

(5] Aoz A U725 52 & v o9 v & SR RE (36 B) & PRAFIIEHERE (16 £ ) 124317 T BPA % O#%
& R L7z,

DR ] M FE G M X IR (73%). web 62 (58%). pulmonary flow grade(PFG) 1(44%) 25 b % % - 726
SERTE L BRENEBEED 9 b extravasation 2SER TE 72D 13 72% vs. 38% L ERHETEHMETH - 72
(0=0.02) RHE T TITMEATHE LIESIZZNZEIL, 69 vs. 63% TH Y. &FICTHH T CITIEIIFERL 72
FERTED S H 30 K (83%) IZHHICHEEINTEBY, PFGIE2 & BPA TR L ViEL TWwWiz, /2. 20
9 5 19 B (63%) 1$FFE BPA 2517 S, Wihd PFG OUEDE S N7z,

[#537] BPA H OIS BE IS T EETF v 2K Y DI X B IMFERIIEINL %2 MBI T A, Z0%0 flow
WHICHBE LW EEZOND,
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7oF MOV E P REE EBIRETR & B 72 RE IR AE O — 5]

O Wi, Ak A6, B9 MEAES, RE 1S, TR B, A M
E G ER 2R SE & ~ 7 — MifasFEt

18 B ke FKIRIEE & U A AYE M i e 28 A P Bl 25 ML SiE D 32 W 23V — VBB IR TE AT IR 2 0 o - PR
&, TR O 72 D RAFCEME S A, Bk ZE A E & ) oK B R SR R A & ST S Y Bl e &
otz 5 CTITAM T RENRZ RO, RESHEHIRIAEEE X T REFIRPAH F CTHEE L Twiz, FRiEREE
Tdh V) PUEEREIEML 7 7 — 7T ViGEZ AT 9 2 778t & L7z, BRIk G LIS T REIR 7 1 v & —
BEo b, R AR SR, RS 1, NV — RIS T RIF R EEZ ST, HERERDMEL 22,
MAaFEREEDORERT v F ba € E L OCYVIR RO T 2780, Type I 7y F ha ¥y RZHEE
B L7ze BIZTHRAETT v F ba v ¥V BEEEET (SERPINCY) ICERED I A+ v AE R (ex]  c40A>G
D.R14G hetero) % D720 XED Type I 7 v F B Y ¥ Uy RZEDOZW T, BETHREICTHLI Ak
Y AERZROT . FEIIEO PR IR IASIE IS BW CEIETER OB G- 25k bi 7z Typel 7~ F b
O YUY REZIED 1Pl L -0 THET 5,

[ OR1-2_
SRR ICK L. MRS C MM A BHEE HIB L 2 7-—F)

Orf  FE—B8. JF &, Ml k. SR, PRE ERS EH O BERL BgF .
HA ik A% k. Kl H5
Ty )1 e vl B B 98 B & R

FEBNE 70 e oM. HERFLERL T IS 220K, P 2 560 L Tl L. bt S ze Fa sk € PEA H»
BVT &R0, 7RLFY 5, BRAMBHEIGETICX D #HFEICKDIT 5, MITHREALZETHD. X
BEfingk & 70 o 720 REERE OO SRS T, AO0RIER, EZZEEHED . &5 CT THiZERE % 72
D7z DRIV E MRk D . ECMO EA, #%4 7— 7 VIS | D 58t & 72 o 720 MARWLS 1T 7%,
—HIFE BSOS N2 b o0, IFEHZO T 3 —FEiTRFICIFEPHIZ echo free space 283 1) .
PSR CT fr L. HHEE 250 TR 207z, B 57— T VINEIRERM 2479 b, Hilla >~ ba—u
WIEE ST, BRI H IS S S I lifENiz% & 2 o 72 Ml TORBE LM, miTEEIILE L.
HaEBE, AkfGRBIghTH B, Al BTERIERRE N LTRSS 7 — T OV AR [ & IR 5 2 & T
—HEpiEEE 2 RIE L, FEBICE A Moy Fa— Va2 EEE L, SIS L2 B2 L -0 7T,
HTOXBMELRZRZ THET 5,
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RN AN, FERMESCBEEIC A6 U 7 i mEE O —f)

OKH #HFY. KT F2'. i R, mH i, &% V. g e

PP MRSV RRME WY, R Y. oIl sV R B

VRO RSB TR R i B IR BRERRE, YRR R A B AR e R MU E R ¥ A T L

EMREEEE T TEBR 2 NRL R
FEBIE 40 zctke 20 R & 0 Bz $5d. X-7 SIS THOREE 2 B4R LR, SaESEF kg & 2w s
N7ze €3IV B6DORIFITZL L X64F L 0 ARIMEREGIMAFHAG & 72 > 720 X4 4E, s To CT 1 L5 &
D EILAEDEEDIL, BT L — MRV E o720 X346+ H, MAEfE LA %2780, HiktENEZ 1
XM=Y REIBERIBE B SN, A YA VIEHEBEPHIBE 2o 720 X1 AEED S BB LY HE, X
b I — AT S MUEREASSE DL, RN & 7 5 720 D MRI Tld, T2 Wi 2 BONEZ7 0~ | —
TANHE S AL gDz AS, EEDGEREIZ RN T X+7 7 H. HOh 7 — T VA Z JitifT L. PAP
62/19(37) mmHg, PAWP 9 mmHg, CI 492 L/min/m2, PVR3.31 WU, hepatic venous pressure gradient 6
mmHg, Th o7z CTIZTHL DRMFEREIRLIZRD L o7z, SHIFK A&, BEEESRZFERMERIM., 5
PNtru< b= AZEHLZMEIERED 1 B2 L7, RRERTH Y 2 ITHKREEZ M5 %,

ERMMIRERIRY v > MK MEMEEZ &6 0 2R AD—Hl

OZfw B EM B3, xRk FE T IE—
BRE AR e /O P

FEBNZ 52 e, EEMES R BEEOEMEB., BREBMEEEEREE (FNH) OBAERH 5. 9 -tk
J8 S S & LB MEREASH B L, 440 IPAH & U 3HIPEARED B SNz, #BhICTH - 58
oo E HOhk LAEINEE D 720 Abt & 2oz ZOR, BHEICFNHA H 52 & &, #&% CT i
XD MIRICTERE & PIARARIEER > v >~ b &2 589 AT A2 8D 720 RIS THFEZ R MARIE TCHERE D PEFs 1 7 v
LOD, MIRAIERY v >~ Fol-ollid7 Y =7, BHBLEALHES 2L 20 BeFsPE il IR EE AL MR
DD o BHITPUERER D 2 kbt L OB R 2 2072720 HOT %A L7z WIREHIZ. ¥ 5T 74
VA0mg &7 7ty ¥ v 25mg £ ) FB Ll L. ERB X OMEIRIE OS2 R 7, SR RIE L
ZATOIRHAE T & AR ANORIRFFE, NIRICH T 5 AROIEG 2 To72 L TAHLUKI Y Pa—VRIFE 2D,
BAE N REBERCTH Do IPAH & L COEBRMEAPIS, BREMIRMEIEERIC X 2 MIRE T 2 2D 2 Pk
KAIEER > % > 1 (CPSVS) Bliis MUESE DB NIEBI T 5 Z LAV L7z 161 % #3285 L 720 CPSVS O HE 2 5
B EXINE S S OMET 5,
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S ORHEOARLTNEEZEL 24 27 —iREHHEIRO—F)
O&# fE3E", P FAY, K WY, B HEWRY. A FAY, I B,
Kig 2V =5 #FEY, wm g, e &Y
VAR TR R B R P SRR A R AR ¥ SRR R B /O

39 e S X b B Z M D B L Twizo 35 . IFEEIRZE (HAVM) % 38, F+ 25— (HHT)
LBk s iz, ZoBoEEEEZ R < IR 14 8 CTYULEE & B T MLIE o 72 3 24 B e i AR D& B A
HE N7z #THR 20 . CT CTHiBEIRESE PAVM) 23684 S L 7zo 4R 30 38 CHEMRGE L H 91 ABe. H71E
I D P00 PRI B e, Tl 0 B PR 2 5D, R X R T CTR 55%. M4 Fasstdnh, Mk 2 b 72720,
Jii v IR S B TSR~ S 72 T I —TCI 52 L/min/m2 & &0 044 (HOHF) & 2 L.
FRANC & AR RERZFIB L 720 LA LOARSIERIZEL L7720, 1R 35 B TH EYIRIC X % gL
ol BHOALN 7 —F VHATIECI 74 L/min/m2, PAWP 23 mmHg, MPAP 39 mmHg, RAP 19
mmHg, PVR 14 WU TH H. AVM IZ& 79 HOHF &2 L7, FIURANC X AR RS PO 2 1T,
ZOBIERITLE Lo R 16 HHTEBEE o720 AVM Z4£9) HHT I2BW ik, HOHF IZkis ) 22
BHY., HIRATOH Y ) Y Z&2TIBENH Y, T2, TOEHTRICB W T, EERMEEREBAE
Wb,

RAFEIBIE R OIS & & - A EEMSIEED 1 5]

ONm ik, @8 B WA U, =B 800 i &R K BRE A DR

Fron S S N XL G S S 3 W Nt N Rl

TR R 2295 e A6 B IR
20 AT AR, 44T 2 . MRS AT Tz MR35 6 H. RAEIC X ) o pdEST L2206
FRAEAN & D 72 O MBIk S B2 EUIB 2 51T, WiHE & IZ PEA & 72 0 1 iR 42 531%12 PCPS 1E#).
ROSC1B 6N % b KEMIM D & Y fEERE 2L 2 T BRI 2 B0, &5 CT TSR I 13720 5,
Z O f%. PCPS I EEACHRREIC MR FEF T &3, MEBLNEE 0 720 1 B U B~ Pt %, DOB3 y i,
PCPS flow32L/ & B T2 BT RAImmHg, Pcw9mmHg, mPA48mmHg & HEiE PH % #2720 ALY
MR X R4 SN IPAH 2 28I NO4Oppm WA, ¥ 7 ¥ % » 10mg k") + ¥ 7 7 b 75mg Wk % B G,
ZOHIARTORAT ) —VEPH L 10ng/kg/ 5 F Tl L7z LA L2559 o Il & RER R MAE SIS L
BEIRIGZE DB 5 /RIE S 7z, BHMKHT 5 D mPA M3 59 PCPS Z BB K2 2o 720 ABEHR
M OMERE, BEEOEATEM M % FRo KRN 2 2 Lz, EFIRERARTH ) ARMIBALE H 582 v & )k
ENTzo MR & HHE UL EREZ AT - 725 DIC, MOF OIRFEE 72 1) 45 16 9% H ISR IR L 720 BiEE THifT L
7= MR A A RS2 LI U KRR IS e & {720 PH ORI 2 HOEL LG T %,
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BERNEYGEICIVEAERZFEYEZ S NESFEIRO—BF]

Oftg M. LE . M R, Ad & KH B

PR TEBRZRNEE
MEIMERE (PH) 2B A HIRITE WAL CER, S35 L SN D P, RIS PH 2L T 256
Mo DIOAFAET Do FEMRIY 70 SEFE A & AMABREEE 1 X 0 KU 70 fin )i 2 45 72 Bl B R 14 Bl 15 M SE O AE BT D v
THET %o JERNT 20 L, 4R 28 JA 2 I % 328 PH 238t b N UBEABE L 7o 720 fHboh 7 — T VIR
A TIZIBIIRE 103/34(63)mmHg. Hii M4FHEHE 15.7WU. 2% 251 /min/m?. AFEFIORED PH TREMRKIZHE
CLTW/eZ &h b Bt BIAREEN & MEE DS b N7z TRT AT ) — VEEHE. ¥4 9774 V&
B L, E5MH IO~ T U 2BIMLz. MBIIREIZ 7WHE X DT, 18 HHICZ R
70 AT ) —) 27ng/kg/min THHBIIRIE 62/3245)mmHg. Wil HEHT 78WU, L4258 3.2L/min/m® & &3
i CTHDH L E2MERL. B20mH (LR 32 ) (245 /e T LB % iifT L7z V-A ECMO 38 T
WSR2 NO & 50 L LU 247 - 72 BRI A I %2 2 L 7225, ik o AT E)HE o
EALEEC, MR LE LR E SICHERBEE 2o 72,

[ OR2-4_
SHEIGAMEN T U RS | a BICHE S S IERED 15)

OWH Wik, dum  JEHE, I Bz, mE BY, Pl EZ Y 22
SCHRHE LR RS W IR i e P B PR

FEBNZ 17 ke EWABEER Ia Bl E WS T b, JHREMRSE 2 AL 225 LB R &K
MBESAEZ#E D R L7720, KA T2 - 7201, BEER Ta 2L & B0, AR CROBBIZ L 2> Tz, 16
W70 ) SPVERE R EIN SIS 2 8RIC % D OB AR A & BAT L 72T, RS L RE & BE 9 A5 OB )
RERDI72D BB R ol BBETOALH T — 7 VA T FEMEIIRE 53mmHg., i M4 #KHT
10Wood Hifz & A ZBOTE Y. ZOMRAA R & A bR Ta B AE ) MR & B0 L7z 7 A
FSA4 N, YT Y8, 5557400, BLIF IR BEHBHREEZRB L. BIGGRERE
FERIZEE, 1EBROLLH T — 7 VA TEEMBIIRIE 33mmHg, i fil45K4T 3.5Wood HLAL & B3k % 52
D720 BEEIRICAE O M MERE X IEE IS TH D B R EHIC O W T—ED RFIZE LTy, 4l
YRR IS CRIFRIEERI RGO N TV LIER 2R L 72720, LN ER 2B F 2 THEd 5.
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FERGRREN T U 72U > IR BB O — B
O Wik, HRE 5. 11 #BY. Wb HF AH SO, WH B

S R R i
BB TR

54 1%V 5AEM & U S EREFEIR R EEER 2 HE T 5 £ 9 10% o 70 ERIIEAICELL, 2 7 HRiCiE
WHO BEREH I EEF CEALL, FREFEDLED L L)1 ) HOAEOBR CERIZ AR Wi C T <.
VR OTTi A3 2 RE T 0D B SRR IR 4 % 5RO, VEGF il (1601pg/ml) 7= &2 5 1) ¥ 23R HilEsE (LAM)
WEEb Tz, T I — TS MERED b N7z LR 2 & % o720 FIBA LA T — T VAT,
mPAP:44mmHg, PVR:14.8 Hifi7, N TproBNP:2849pg/ml T - 72. Hif§ FIXIT I MR Z % 32
O72H, R FERE X ILER R 72 T 72 (BWFVC81% , % FEV:752%)e 7 %5 7 4 VOG- ZHIEL. 1 -
H # mPAP:37mmHg, PVRIIS AL TH o 72720, T F & yZ&EBMLT. B2 » HHBI2IE
mPAP:34mmHg, PVR:25 §47, NTproBNP:301pg/ml F T3 L7z FLERAYAHA R 12 AT BhRE % & 72 374
LS EEICEYEBEEZ ML L. MATEREZUGECTE 72 LAM O—fl 285 L 7272053 %,
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EFIERE 3 (amEisl)

L OR3-1_
SHEIBAEN R U 72 HIV BRI > BRI 3 I AE O — 151

OFERT %735, FFF E—. & 1. ek FE
B AR 7 e (LB P R

FEBIE 42 i e 2004 4F1C HIV &2l S, 2017 EICHEBEZ B S Tw %, 2021 4E 6 H L2 EB i Jsk
* EFRIOEEZ %% L. K Z B S YRR Ox I — BRI THEE A MBI IRE 6lmmHg & 3%
HamElz B z720, BEaARE Lz, HOh 7 —7 VRETIE. MEIIRE X 114/33 (734 56) mmHg
LR MBIRBEAE 1X 9mmHg & IEHETH o 720 75 CT RMlLiis > v F % & Chli ik e X 5
EHTH o720 BEIFSEOMOREE, DRBIZEENTH . HIV BEGEE P 9 Hili Bl DRl &5 i 5 &
T L7ze TARTORT ) — VI X B FEGe ek 2 Mad L7225, FEEAIEA SN Twiwvy HARE N &
DFHTHY, EAMGHIZRSL Z L Z2EZ2ZNRETOHRBEZ CHLEIN, VT VIV EITITTAVE
BIIE L. L3 I8 28A LR TIRA ICHE L. 4 7 HEOLT o2 — X Tz 3 miskE &
25mmHg & FHITIK T L, DR CTE Twb ZAIBHTIGEEDZD) L7z HIV &G PE 5 Hilish ik v i s i
FESE 2 2B L 72720, LN E L2 50 TS 3 4.

| OR3-2_
SEIBAIEN AN T H - /- BHE BRI MEED 1 5]

OFENl . ¢4 Jk. Brid Ak, s dck, B8 &, BTl =R, kil BEl
W R
JA IR B E ke B e

FERB) 80 £, Zethe FPURAE . TDUR OFIERROR A ZZ . KBk SpO2:80%( BN ). T I —THEH L
B 72720 M RHE A T3 —CTHREIC X B EEEYEI R 2380 TR-PG:7lmmHg & EA- %3807,
FHOH 7 —7 VT mPAP:3"TmmHg PAWP:lmmHg., CO:347L/min.. PVR:104WU "C aij &l i 22 i & 1+
JEDFT R %R 70 PUEPUARIESR T C T KOG > ¥ F12 X 0 B & OB 280 E O B 5- 13 15 8 S iz
Z DOMMFERRA D & b Wi MRS %2 X 7237 B KA W2 6 3RS M M B AR PRI &5 =5 (IPAH) &L, ~ > 7
% 10mg &% ¥ 77 4V 40mg &G L7z WA BGHZITERO BEIIVEER L (WHO-FC (X A Bk
IV % 5 T 1223 ). NT-Pro BNP & 8692pg/mL( % 5-Hi) 7 5 273 pg/mL & 4 L.0v. T 2 — T TR-PG:20-
25mmHg LT L7z ZOHRMEZHHH5 » HIRIHRTRE L o8 7Em L, T REEE)R L WHO-FCII
LWEL TV,

Fheh  EhEeE O IPAH K LITEIIRILERIE DL KO R E 24T W28 L7z 1 RER 2 ity L 72,
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IR7OXF/—IvF U LPERL -EGCHHEMERED 1 5

Ol HHECY. 4k BAEY, (% B3V, W PHY. NS EEY JIHE SR,
ISR/ S RN £ WD TSN 5 /SN 111 [ -3
VIR R ¥ 5 — KA IEERARIIR, ORI v 5 — KAl LI

SEBN & MUESE O RIREDSD 5 34 s 2022 FEDOEFEZH CLERBEE 2RI N, iEZ%3 L7,
DI A CTEX A ODZEDOI R Z RS, MEMERE DR TYEERIZZ L kol HHMAELIT-
7275, FEEEEE I ERD T, BHEIIRME MG & MEE 2 Be v, RS B IS BB ABE & 22 o 720 45 2 9% HIZA O
BT — T IVERAE (RHC) Z itifr L7z & 2 A, “FHMEIRE mPAP) i3 49mmHg & EA LTEB Y., EIZEME)
NRYER S MESEDBWT & o720 HEARANL YT F 5T 74V REAL, FE10HHICELF
T mBA LT, #5159 HIC RHC # F# L7245 mPAP 13 45mmHg & ii%i2Z2 L <. 16 H»1 5L
FINRTHREL, TRTTRXT 7 —)vF b)) 7 LAORiEREE G- % BIG L7z. 55 38 9 H A AESHE TR IS
Hickman # 7 — 7 VO A L O RHC OB % 17> 7255 mPAP & 3d4mmHg F CIKTF L CTw/z, = K70
AT/ —=lF M) A% 32ng/kg/min T THE L., 59 W HICHTRIEE kol SRIIIRTHRY
IO FETH S, RO RTO AT ) —)VF MY 7 A OFGEIRYE G- 23288 U 72 38 APl v MU 5 O 5
BITHY ., LM ERLLZTIZITHET %,

KKV IR OXRT/ —IVEALERETH -7 IPAH D 1 6]

O £ B ¥4, B sek, MIH &, PRI fE—, Wl Pl
WIRRAEPE A TR WA IR BR G N AL 2 0 B ORFR)

FEBNZ 50 At M. 2022 4E 4 HICERESINC TOBR B & BIE 2 F85 2 5 H TR OIS
WA THLOAMFT R Z RO, 07 7—7 VA (RHC) Of%R. FHMi#IRE (mPAP) =50mmHg
R MERE (PH) A% b ks H I TY Bt PH ORBEEIZELS . BEHR~——SBETH D,
Fiti B R 3 S AR A\ PRk AR ZEAR A 25 MU S V5 E & 7z RHC Cld PCWP=5mmHg, mPAP=61mmHg
& PHICHIEET, BHBIIRVENG & MLESE DB W & 7 o 720 WIRNIER DL, ¥ 7%~ 10mg & ¥ %
5 7 4 )V 40mg HE A 1 HEFLE TRHC 217572 & 2 A mPAP=39mmHg ¥ T, KAZFHHEL RS
O A5/ —)V% Ing/kg/min 2* S5 HIE L 720 H 4 lng/kg/min FEEHIE D, 45ng/kg/min THI - 2HIE VA
CARBY R EEASHESE L 2.7ng/kg/min F T LT HE L 7 5 7225, 3.6ng/kg/min ¥ THim L 72B AT
W, RABLERHRLS I RTORAT ) = VSR LA, L F 287 16mg/2x ¥ T &L
mPAP=31mmHg ¥ Tk % DBk, #RICTE L F 37 32mg/2x T THI# L RHC PEE L7zs K
T AT 7 — v OEABEBENE LTI E R D EOMET 5,
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IRTAORT/ —IVICKBBEEICHEBEZIENL F-EH
OFH AT MUl By—. Bk F=A. A% i, #5 3R 08 &5 55 5
VEH . B BE. mA %
OEHR RS9I L - LS PR

36 i LMo X AEZHTER TRV BIIRVEN &= M EAE & 2 S, MEX ) TR 70 A7 7 — VERG R
BB E NI, X+ FICFBREREICEV YA SN, TETTXF 2 — )b (19ng/kg/min) 5 FH
TCPEYIBIIRE X 6lmmHg TH Y, T KT AT ) — Va2 HEETLHiE ko720 6HBTZRST R
J—WV% 7Tng/kg/min FTWREL2E 2 A, BIRITHVLERBAEHT L L9k o7, TATNRUR
TaFTIRICEDOEREOMBEEIBRD L2 b BHREEHB Lz, LA LA S, HREOMHE)
AEIML, HERE ., KBRS, SNEFH. 778F V0, KRIRLY VY, Ahruar5IFRE
BRATBHRERBIIUE LD o720 X + 224, ARSI R — )b 93ng/kg/min THEBOBEEHN K 512
BimL7z. AEHESGZHAWE A, HESBOBHEIZFEMUETL, 72axX02hlkd 52N TE L,
IART AT ) — VIS MR G ICB W CEELREATIED S5 HEICHZ) TR HEER SEH
WCHES T ZRIVEHP MBI T2 2 Ed b, Sl AFEHEGICL ) BES2 RIFICEH T2 2 L3 TE2iE
BIERER L7722 Eh 5, HiET 5,

Hickman 75— 5 I)UiRE(CE##& LU 7-—5l

O #id". RE ", +H Y, HR Y. KT HFzY K| s,

PR ORI, OhE R MR RV, ol sEEY. SR Bm©

VTR DR M R B ARERRRNER P SO R BRI R MR & A T A R

VPHEE NALR AR RO, VRSP AKELS KB EE PR AR ER 2R IR

VRHBRFERF B TR, FPRARIVEE, RN KPR A IR AN B
Hickman 7 7 — 7 VIZRMRREDTHETH 225 7 — 7 VB MG ERAE R P28, B2 &2 & 0 Pedens
WBEE 70 %o JEBNG 40 APk, X-10 4R VB ARG B IRVEM &5 M0 e & B0, 228078 F ##IRIC Hickman % 7 —
TUHRE SN, TRTURT ) — VESEHERES T b T /ze X34, MiRIEOUEDP A+ TP
BAR L HWE S, BB B84 1T o 720 X 4R, 8B FRplkA> & @ Hickman % 7 — 7 VD
7z, HFINCHEERAR SN BIRNTORADOZOWBEDTES, 77— 7 VIMENICHE L7
T E, MR U LR IS S 7z, 22 L, R R AT SRR L 2 B U R Y 2 E R AT —
TVREALE L HINT Ly X+5 + B ARG Ml GRS UCa g mime FIsRE s 7 — 7 VIS #
BEZ ATV, BFTRE) L7ze Hickman # 7 — 7 VIKE AR BERIEBNC 5 5 Wi i34 7% < 4RSI 5
& EOIEGIOREBEPORT %o
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EBIFRE 4 (BIFEmR 1)

it b F—IVinfEBGHEREEICEGE L 7= PAH O—f]

OZLME s, A& EKES. BH B P AE. KBL REZ
RICFbE PEBR AR N F

FEBNE 70 iAo 20004ETA XD LA 2 —JERD Do 2017 4E £ 0 BEJAL, 2019 45 Ll s i e % Bk
WY & 7 o 720 SPMENIRIE (mPAP) (X 56mmHg. RO HEHit >~ M) I — VHURE 5 i 12
9 PAH & L7z =¥ Fv ) VBP0 PDE-5 FHEA 28 A L7z, LA L. mPAP 50 mmHg
EWHERZ UL IRBIIE A CEA L2, FWLKOHMBEZELTEBY.,. RSO R T7 ) — VEGRE
WEAEA L7z, O EIISE L AR D SGE,. HEBEED TR L 2 > 72725 mPAP 13 50 mmHg Hif%
THR LTz, BAK 1EH CIPFIREEE L, =R TT AT ) — VIEERFIRA % E177% o 7205, BA#
246 7 HTAKIRS NL7zo Bk v b+ — VPR YR REICRE S PAH ZHREF D LR FHROIARTH %,
AIEFTIZ, TBRE PAHIZH L TCZRTO AT ) —VEEALTBY, MEEICBITAHEHRKEDORED
G, FRERL7EERE ST 5.

COPD #5:BH ICH& MEE % & L 2 H-ROH RGBSR EED 1 61

OARYF ¥ HA, BH A, & ER, ME #er. & a8 Em ®RE,
N ER, KA i
KIREFEFER R BE V) 7~ F BRI R

60 M. X-34EIC LA 7 =BG, REM b, Nz, JNEPEALEE, PUSEPURmE (PO RPiE ) 7
E HHRRAE (SSc) & Wi, X 4E 8 H X 0 ERE I R EEASHBL L. (Lol 5 DR AT (UCG) CHfE s il Bh ik I
63mmHg & EETH - 720 FHLH 7 — 7 VA (RHC) % jiifT L. mPAP 3lmmHg, PCWP 1mmHg. PVR
102woods T& V) pre-capillary PH & # Wi, BAIZ COPD 2352 2 EBL., XE12HI W VFF 74
NVEBRMGLZZEZS 6 G HERATHEES UCC TR oO%#EZ S/ L Ly X+14E2 A X 0 S5 VEREREIL R 8 25
b, RHC JtifT L. mPAP 4lmmHg., PCWP 4mmHg. PVR 86woods TH o720 YIVTF 746X L
FIUNRTANLEHL, TVEIFRIMNATY U, EEXRVY V2T A D, FES HIZRE L. 4l
COPD #%3# 12 PH % &0F L 22 8o CRBUR % SSc o 1 % #%Bk U 720 S BT AL OSCRRI £ 822 2. C
W3 %,
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2 FIBERBEE AR T > 7-MBUE I F 5 B ML EEAE OO — )

O&lE KE. Ok A, Ka K B HE. o 6L #T FS—8 B S8
BEBE 2R, REE RF. BT R, & L2
HEAIR SR D BRas AR

68 i lcthe T ERIENE IS UL EE THRIEAML T ST\ 72A5, TERMREME A I U, S7VERE TR R 3 & 5200 72
7eDYREZ S, (Ol E R CHEEA =L (RVSP) 75 mmHg, AZ=EMEZILE (FAC) 19% & i i
SEDSBE DNz, MEHRAE, BRI D SENSEb N2 H0h T —F VA TIX, MR 4.1L/min/m2,
FIMEIIRE 41 mmHg, B G0 72W, FiBIIRELAIE 11 mmHg Tad 0, SREE AR D i MR e & 75
Wre U7zo RBWIREERIRAERIE WHO 2B T ETH 1 Flae SRR A O Wili i 55 DL 5R3E 0 B W Bk I 9%
BOJetE Lz 1RIBE LT~ YT 7 v REALLEDY. BEER, OGBS ERER EowEIZZ L L.
XIT U VEAIPABLY LI IR IO ERGE Lize L LF 87 1 0 H LTl Lk
REFECHWE L, L X 878 AR L) S ERIE AR EE B Uy B 1 41 o D s & Jk A
3 RVSP 52 mmHg, FAC 25% L E RO T W5, L I 7 TREIEAEHEMEL Z0ds, FIEI
WETAZZEICEIVEMEHORBZRIBEL 272 V707 e LF I RTOUHBEENER TH - 720
B2 S Wl MU AE O — B 2 Rk L 727230 & SIS 3 %,

VXTI THEMTH > -2 BREFHBEEHRICE S PAH O—F]
O/ EBA. HE 5. K fiL B SO, HiE &
BRI T LR AP R 28 A BRair PR} 7l I

JEB 40 e, Llhe 10 melF I & B R AEVEBIEI 2% (SJIA) 2 580E. A M FLFH— FTHEI N TV X
411 A X0 SVEREIEI R AS I BL, 0 2 — C PH A3%Eb U4 BRI HE R

12H9 HALHF—7 )V TmPA54, CI188 TH Y. sJIA LS CTD-PAH DB T, ~vF¥¥ >y, UF
v 77 b ® Up Front Combination {&# % Bi#f. 12 A 27 Hm PA45, CI2.69 &z LBkt kT L ¥
T ZBMU72H, X+14E4H, m PAPA2 EWEPATRG THo7ze THRTURAT ) —VANDEHE L EE
L7235 sJIA DRIIETH 5 b ) A~ 7 &2 FHREOHHEILE PAHNOEHZIFFLEAIHD 7 + 1o —
77 Tldm PAP30 & FWCWFH, YA THEEN L2 EE 2T

L5 IL6 WX IEET A A A Y THY, PUIL6 RPN ) A< T 1d sJIA DEHEHE L 0> T b,
it AR Bl 5 ML AE 12 BT b IL6 OB G-I T/RENT WS, PAHICK T 54 2 @R TH %
Trasform - UK REETIZ. 2R TIEEIEIRIN G2 o72b 00, —FHTIEIRREOE VL ARV ¥ —25F
ELTWZHL RSN, BERRDPEETHLLEEZONL, S, b2 ) A THENTH - 72 sJIA O—
Bl % B L 720 THE L7z,
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eE# /MRS U 7= von Willebrand %46 SLE i M fE D — 5

O #i+. /Mt BF. BH A, & Bl AR Hid, Rk —F Akl H3E,
WA frsh. BHOAGR. EER HES
Y VA S NG S B

FEBNE 70K 52 IFICSLE E ZW I 7L Fovn v & THEELY 2T Twize [AEHIZ von
Willebrand 9% & #2 W1 & 1172, 60 EIC ITP & W S NSREIIHIA] Tl 2 520 Tz, X3 4E51ER RN
FHET A X)) EMLESEE DN KRG TH - 720 X 49 HRIHE A 0729 ERCP JitifT S,
ZFO%, W REEABIE L 22720/ Sz, LTI —ThHZEI KR E ALEYE. TRPG 80 mmHg & 7%
R 7z, BRI E L 5O T2 <. A0 7 —7 VT mPAP 32 mmHg. PVR 127 WU & I
F38 SLE WAL B IR S MUEHE & BM L 72o v Y F v ¥ v e LEF I X7 TOMBG 2 G L.
7 H#121& TRPG 29 mmHg F TIF. S77ERF AL G o3t U7z, SEFEARE, /MR 127 75 /ul TH -
T2, FOBBRFICMVIMURAD % 80, HHBEA# 22 HHIZI1EX 27 5 /ul T TIRT L7z SEHIE M/ INGR A
DOUWREMAEZEZ, YTy ¥ LI INTEPIEL, VYT MIERLLZEZ A, /ML 84
T /ul FTUYE L7z, Bl SLE 0BT L E L Tz, R BIZ von Willebrand J%. ITP, B X O°
SLE %A LTBY., M/MURDDFEFIZOWTIENELED GO THIET %,

PHAREICHEL-E2I D BI RZEGFEL /- MCTD s MED—F]

OZfw B EM B3, xRk FE T IE—
BRE AR e /O P

JEBNZ 72 e BRAMERG R C AR Y TFIE L LEROEED 720 UFHIKIN & 7o 720 LIEHEE R
HCHEZHBEEOFEH L LA ZRD, A7) —= v ZERILE BRI X D MCTD OBk & 7% - 720 F1EM
LB HFpEF OB d & 0 FIFRA & Pk 2 Bis U7ze BrAkg b M iE iz 2 < A0LAh 7 —T v
Wit 2 AT o 7245 By WED IR PEMG v MUERE DB W & e o 720 2HOBEZR D H B0 7~ FFIENE & ko
MEATOA FEBEATLTT ) dte otz TOBL TR OO D ). BMORKAED 720
WL TW2E s I U BIAMRIE TS 5 2 LAV LRI 2 BidE L 720 S B AG R IS ARHIE o Bt % 700,
ATOA RORTHBIREDIK T Z58D7. MIHOLLH T —T VT OAHED EARD LR TWw 2
ELES I VBIRZDVHG LTV WREMEZRIE L Tz, BHIERROM S-S MG L 72—
BITHo7ze EF IV BIRZIZCEAMEMEDOHRED H V. BHIWER GO0 T — 7V ORI 1 #
POGHE# % LRI E %8 % 5 K OET 5o
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NBFWMR IR EEFET 2536 7-BIER MRS I ELE O —5)

Offi #W, HE "’Z

=SVATN =2 R e
(] 50 etttk
[BEfERE] ftke) 7~ b —7 A MEh IR & I e 45
(BUREE] R % fa 4 S, FARTIEE B A S RBefBA & 7 o 720 AiTHT OO BEBEREA % U2 TV Al ) fE
EHIBT L. UPRETHEBERE TN 21T o7, MEEHOKM T TIRBIZZE L TWiz2s, 285K, My, EL
KT 2072,
CIRREEALE: &R /) IF 131/76 mmHg, 040%% 85 [l / 45« 3., Sp02 90% (V) HF— N—ffEE#E~ 2 7
10L). %% 26 1l / 45
[ ] ~e2rov 116 g/dL. 127 L7 F = i 088 mg/dL. NT-pro BNP:2153 pg/ml.
(OB S e i e pr ) A BRI R :69% . A58 - F R IEAMS 7 :45.2 mmHg, TAPSE: 188 mm.
[EERRE] SR, SMEMTORKE LT, iR, AO0AR%, MEMESOWREEITENTH - 72,
R E LT, AR X 2 M0K80m, A2 B L, MERRSEA L, REBREENENMEIB D,
RIS DEAGERIC A 5 7= LB L7z W0 E LT FUREICE ARET » PO — V2T, A1
HrRDT,
[(Z52] Wi e B AT E)
B TR 5%V,

BB 5 PBEDMET LT b 7280, FEOIRTFAIZ 31T 2 i st fiffi 12

b
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| OR5-1
RADISMEEZEEH. BFICEBARBRRZERDO - 20 KBHO—FI

OffA HW., fH i, FH Sl

=SVATN =2 R e
GEGI] 20 et B e [EFR] M. [BEARE] $FicdimEz Lo
[(BUmIEE] UPbekbeni H. B X ) 28BS 2 R0 7z, UBkbEUH, MiEZ 22 L. 1HRER L 5
b, YRR E ko7,
[ 24 ek B S AR /) IfE 125/75 mmHg, (0302 90 1] / 45, Sp02 97% (WA FEEL 16 18] / 45
[t ] ~e2rov 163 g/dL. 27 L7 F = 1 :0.70 mg/dL. NT-pro BNP:41 pg/ml,
(Ol e pe A i L] A2 BRI 64% . 4355 - A B 7 69.3 mmHg, TAPSE: 22.9 mm,
(75 CT #edt] MhEhiR M 72 Lo
[EpkaE] RAMFEE IS ABEE 225720 ABE 3 H B I ERIZSE M n 2 58072, Abt4 HHIZHOLH
T=T WA ER T o2& T A, PIMEIIRT 20 mmHg, Fiifil it :1.83 W, LH#E 509 L / 0 CTdh o 72,
L T2 BERMERE 2 SO 72 FMRAEE O BT R Th o720 AB7 HH. EE)E M CHE
HEMRAE LTV, FRAMS TR 25803, HEBRBE L7
[£52] 4. YECHKNZHET 2 2 LATTE 2o 2SS ILTERE B E O —Bl % 85 L 720 B R i
T TH—F & EIT)RE LS POV THET 2TV 720,

| OR5-2_
DIRFEHE 7 S5 ICRIE U 7 BRI S IERE 0D 1 51

Ol % bEH . WL BEEE, Kl CREREE. &B &R, FA @i, L R
BA IR, KEE W
E G BR BRI ZE £ o & — LA PR

FEBNEOIE D RIEE D D 5 38 Mo 3RS OAEZ SR L, ILEREALDGE & I S 7z, 24 sl 0
TR AR T H 09 CHBENFRA & o 720 B REOIMATEIRE X, mPAP 30mmHg, PVR 42WU & fili & il
JE%FRD72A5 PAWP 3 13mmHg & R R Bl TH - 720 R 2 iH# % O FEEEi¢1d. PAWP 10mmHg,
mPAP 23mmHg. PVR 4.3WU & Jili& ME oS % 572 37, 84T L TIT o 72 Ml ML AS 2 C AR B0 72 B
FIIFRD o 72720, status2 TBHIE Sk E 72 o 720 27 % HF 12 post-capillary PH % #8.&., 5RO AHMKAFIRTE
L) RV EI BN TO O 2 AR % AT - 720 31 RIS OIERALZ 1T L. (DB,
mPAP 21 ~ 24mmHg. PVR 25 ~ 35WU Hif& CTkal L7z. BRE 7 SEZ IS ER B s3I L, bz a—
TR IME T L2 8 720 147 EhRE X, PAWP 6 mmHg, mPAP 49 mmHg., RAP 6 mmHg., PVR 99
WU, CI 27 Lminm2 T®H > 720 FEAEDOR R, $538M / BB IRYEM & M+ 5E & 22 W L. Epoprostenol
FibiiiE 7 & & up-front combination therapy % B L. MATEIREOUEE %2 RO 72, LDIEB R I B IR
Fili 8 ML E 2 380 L 72 A D i B CH ) . TR 2B L2 B E 2 TG %2179,
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_OR5-3 |
E1EEINE BIBUIE 46 L 72 BE mEE D—B

O3t w2V, &I &Y, KW Y, =R =AY A - B 2R
A EWY, P Y
VIR SR R RERARPORE, PRI R b R

JEBIE 21 et A Geleophysic dysplasia CGEMREESUE RIEHE) &R Twb, HE 82cm.
RTE 11.7kg & 2% B L FEE205, FMICIXFERHLTH 5. AR L ) IS IMEE 2 i S hCnwiz, X4
OHE X D ER O BN SBE L, Yz b o7, Bk, BP 120/70mmHg. HR 108/min. SpO2
94% (&3 05L/min). $ES7VEIZ TP OFEIRAE < Wi N EREIE 2 3R 720 BMBEL . o — AT =
RIPHEANAIE 1X severe T TRPG 100mmHg & FRENT & MU E O Fr 7 % 588 /2 2= D-shape I & TH - 72,
BEAION S MFERE DM E L ZW L, MHX Y F7% 3 o5 2B L. FRKOREZIT-72, ABi6 H
Hibh=v5v% v 2mg #ith. ABE12 HH XD Smg &, ARIOHH LY ¥ %57 1) 10mg % B
ML 720 GPVERFIEIR R I L, 26 HHIC K 74 3 V2T L7z, #MEEL T o — X4 Tld TRPG
40mmHg ¥ T HEZ RO 20 ABE30 HHICRME B CHEBBEBEE o720 AERNE 2 %8 & RO KKE T
B0, WLE R AT EIL /N ERL & HHE L T1T - 720 Geleophysic dysplasia (FiA B TH 5 A3, NiliE MLUFE GE
DEPFOIMEZS HITP R, BEL—HIZREBL 2720853 %,

| OR5-4_
Wi IR A B DM & 7 - 1= BRI RELE D —B)

oW M%E, ¥k wH. &y &K, Bl A b IR R W
E S IEBR G ZE 2 > 4 — MG EBRFL

70 i BE. SRR R EE S CRTE ISR STz, T O — CHiEIMTERE A S b A, DY 7 — F VRIS
TR AL AmmHg, PR 3SlmmHg, CAR% 1.76L/min/m2 & §if “EAM i 2 P Ml & U1 2 529
MR L e o 72e BERBOILE Y A58 Tld PaCO2 78mmHg, Pa0O2 49mmHg & A-aDO2 1% @ 11 Bl
WA a2 g8, R E LTl dngtbiiz, R EIRILIREEER G, PaCO2 37mmHg, PaO2
80mmHg & M AN IddesE L. MATENRE & SEM I IRE 17mmHg. 0FR%Ek 2.78L/min/m2 & 1E#A L L72. %
&) AR AU X A S M & B0 L7z M Ao iR & L TSR X M CRiRRIEZs B2 Rl 772
DAFER R B A B, ARENEHIHA L7z CT TEBEEM OEMZ 2D, SO T E = 2 — o v EE
LB = 2 — v UREEEZ RO L L) AR R & SRS e O 2R B R T I 7
<y MR AN X 2 Ml UESE DSBS W 228% & 70 o 7 W B0 i 25 P 22 A LIE O — Bl &2 iS5 %
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| OR5-5_
WEAR % 5 & U 7 BIRS HAE A5 D N 7= — B

OVl BREEY, JEi7 BERY. BEM SRV, 2o Y. H Y. i B,
hEF AR, B A, ONEE MR, ol K=Y, sE &gy

DR KRR B RS RR IR IR, A R R RIS S SR B AR ER 2R

YRR KR B IE TR EIRS IR - S, Y 4t R IR R g e SR
DRBRAEEERE Y~ 4 — AR

FEBIIE 35 i ke X 4E 5 A2 5 OMHRIEIR 2 FFRIC X 4E 7 AICHi R 22, AMishIR 8582 380 2 Mish ik
MARZERRAE J2 O/ I IBCER R R IR AR RE A3 58 D L 72 72 o BUse [l R ik & e S 7z MARMERR O 7 1) —= >
FRAETIZIAN T A Y IgG YD HETH o720 12 HIZH 72 2 Huse B IC & ) SRABEIR AR D
MR 280 % b MIBIIRP G AR SN LD & B MRAZ D Fev T PET-CT Bk 2 hifr S M7z A3 i
O FDG HFAIIFRO SN o 7o MARIRZE & U THUEEFER D 2 M3 2 b MBIk G 52 K SHER AL 1 0
KR TH Y Y HHIBUE O BB IR AR ZE R RE D FE T X AR 11 HIS M BRI & % o 720 MBEMIB IR
D5 CT AT, IBYIRE~ Wi B IR EEdBI2 b 72 2 INHEPH 2 i KO R 2580, BZD) A7 %
ZRLULESARE L ORISR B R 2 & 0 72 2 ok 2 7w, ik teiE & LT
B S CIRAR R 2 47 o 7275, Al O AR BRI LA T 2 2 L AYHI L 720 #El A 513l
PR 2 E5E & LM IR HIE CTH 5 L 2 H7ze AEBIOREBIZCIAZ R 2 M T 5.0

| OR5-6 |

IR7OXRT/ —INEEKXBRIFEEEREEEERKL F-—F
OV ®IA. B #78, RJI o, Ak 3, B M. BA E— mE I,
A RS, A A
TR LT PRBNR S G BR e PO RL - i

FEBNE 50 itk X-25 4EEHD O 7 ERE B YIN 2 B X-22 4F (34 7% RE) 1R TR IS Ml =) 2 i &
ZrE . UEHANE o Toe BIE TOLH DA T — 7 VIRAE CTHEYMEIIRAY 73 mmHg & &, WHO #5E
SENETH 72720, TRTURT 7 — )V ORkeii ek 2 fiG L7z X194 37 &y ) THUIRBEE K 2
P HURIEARRE TTAHERE 2 7690 L 720 HURIEARAETHE ISR L Cld, HUHVIRIRSE 238 A L L7245, HURIG X
BRLTWwo7z, XEEY H Z HICHBHEEE 220 SFARL DEMEY 3 v 7 @@ bk R IME % £ 5 I
WA E % BD Tz RAEMEZIT V. AN TIFRZIC X 28 A2RGE L7225, BERHIRBRIEIC X 2 EAGEskZEH
HECHERECTH )., EREBHRERSRE L ZHAERE, FURETOMBEEZHEB L. L2L. T0O%
DA RIILGEEE T, B 12 HIC, WAL ), Sl EPET 2 E R HIRIBE 2 R L 72, =
RTO AT 7 = VORWER & L THIRBER DS HE SN TwAEY, REMoOZR7ax5 ) =528 %
FORHUIRIRIEZ K72 L, SRR E TR 2Pl 2 BB L2205 T 5,
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FIEEM R B MR % (DIP) (4 S Bl MFE£E O E1 4445
ORA Y, af WY, ®N waAY. EH FLY, MNE ZERY bk Y,
wa o HEV. ML Y. R DR
VH A4 B AR5 ke IR0 2N RE, 2 H AR+ A BB AR T b R

46 IFB . X-20 4F X D R MEREHASHIE L. X-16 4RI IESE NG A kR CRIBEERT R o L 2. X
T4 FIREHRCTh o 720 X-3 4 X 0 FifEE O CoisilE 3 P e A Tl B L RE 2358 b M 72 25 EE S T w7z,
X4 3H & IR O EAL 2 580, 5 HITHA M H IS YR & o720 MEE CT Tl F3g s T
D KRB O FAEIL I & O LI & Wi 4 g K By & R 720 BB 2 W H A0 7 — 7V 24T\ mPA 42
mmHg. PVR 1476 W.U.. PCWP 2 mmHg T& V. B EMImEE S mERE & Zh L7z R 7% I VT
TY¥ 774 20 mg/ HEVFIEL 40mg/ HETHEL, ~¥ 7Y% ¥ 10mg/ HZHHA L7z, FIRIER
2704 FEGEHT 2 S IR I CGEE 3, 565 26 9k H IS HEERF M LovEIR & 2 ), JEC A HERR L
720 MR O WIEILE % 528 72 3 @ @ Plexiform lesion [ $580 02 o 720 HELKIIAOAEEE Z BN,
3 FEMT S MU AE OB ENIR 2 ool & L 729WBRAT L. B X OY 3 BRI S MUESE DIEHIC DO W TELET 5,
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ORG6-1

SEFHM PAH OREZE | RmIFEAHERIES % 56 /- Case series
O FEY, SEH H58%Y. Bk Ay, BiE sl 2 Y. gk 152,
PR HEE
VB HE SE IR SRR EBR BN RE, VAR B TR ER RN RE, B ER R E ST S T NF

[H] SHEMEREEORRICHR TH 5 & SN 5 BEI7 O FH M EYIRVEM = 1EE (PAH) 23555 5 2
EDNHBNT WA, FHZ IR UMiMAEILRIE 2 559 % & MATENB I § 2 0% U 72 B RE 12 B
TAHHEITZ L,

(5] HANPAH BH 358 Bz g e L. SHEME BB L CTHENIRIE D & Bl & BEE L 72,

[# RIPAH O FIE IS FHFEDONIRADBI G- L T2 LI L7JEBNZ 5 I ThH o 720 SHEBI THENRZ Ik L.
F IS PR 2 -l 7268 2 AT o 720 3 PIEBUE SIS ILRIEIC X DWW 21T o TH Y 2 FlIMATEIED
IEEIRE CUh Lz oM ILREE 2 ik Uz 1O mAE IR %2 4 FEH LTIk L7225 6 » ik
DI 2 — AT PAH Z/RIRT 20T R 2300, MiEREREZHH L7z 9 1Bl RTax7 /-
@O T IERBWZ ATV, MATENREAE L 727203 2 ik L7225, 6 41212 PAH 2338 L 72,

[Rih] FEFZHNE PAH ICB W T, MIMEEREO P ILIIEEIHB T XETH 5, P LBz, &l
M7 MATEIEED 7 + 0 —HDHETH 5,

&4 F = 7 BB M EAE (<% U VA0 RAEE £ 17 > 7 2 B

Ol  Rif. 4% Adh, Mok silh, R #AL Ui e, i fBid T
IR R REER A BE B R B AW 0 R DR R EF P

REBI 1] 50 ek, 1Pk Bl A 10 LTy F = 7G-S hTwiz, 5Bk 4 4E H 29 ER v h
* ERICRANZZ S WEELIT V. 75 = 7 Bl g AR Al &5 i & S0 L 7ze B WTIRE o F 2 Bl B AR+
MmmHg EEETH IS T T U7y, UF V77 M X AR HBRERZHIBL2E 2 A, PRI
REPRE, EBHARE DIEFILL, 1ERO 7+ —7 v S THIEFILLREEZHEREL TW 5,

BER] 2] 19 . BEMEAmEIc Ty F = 7Rk ShTwiz, #5504 4F 0 IC a3l 2 iR
YRR I Nz BWIRREBEIIRE 34mmHg & B TH o720 XV T VIV, FF T T4 NICK D)
IR OB REZ B L R S MATEI R IE R AL LSBT AR b % Lz 74 0 —7 v 7T IMATERE
EFAELTREL Twb,

[(£%2] %95 = 7 Bl B AR 12 il w25 MU O F 5 R0 WG B L CUEA M 2 mids% v, G4 Ty =7
1380 it S R P2 il s M L L TR BE R 2 AT, WD RAFICRRE L Tw b 2 Bl R L 7272
DETOXNEZLEZ ED THET 5,
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Selexipag 2T #E 0O 3 FIGFA THEET % IPAH (CX 9 558X EPO EA

OfH  FHA. Ak B BEE 8. AR AL RE R, WE & OkH #
RICR AR BRI FER /NJE R

(950) Selexipag Lits, #1013 #IBHH TR CTE % IPAH BE LAY 545 RIOEOATIHREIC
PH BIE LB HRRIL DB E 0 b 7 — A BAEAET S0 L L Selexipag % iffti£ Epoprostenol(EPO) 12417 & &
5T ET. E LT Wi v, 43k 41X PDESI, ERA, Selexipag @ 3 #4FH THEHL L Tw/727%% PH 8§32
vy EPO S A %47 - 72 IPAH3 Bl 2 55 %

GiEBI 1) 15 %58 8, 9 kI IPAH # Wi Sildenafil, Macitentan, Selexipag #f ] C—H.t3E b Z D HBEIE |,
F89E 5 4E T EPO A, 44 EPO 213 Selexipag & % & 2 T\ 7245 WM O 72 0 & T X 3 it il E %,
GiEBI 2)22 i B % 12 %2 Wi. Ambrisentan, Tadarafil, Beraprost 38 A X 1L 4 4E C Selexipag 2 A { v
Fo FSIE 7 4FC Nloprost W AENN D FEE 9 £ CTHIE L EPO A, EAPAETRRWE D Selexipag iz F T
FEST,

GEB 3) 14 o 10 2 Wi, Tadarafil, Macitentan, Selexipag i A C— H I E D IIE 2 T
BAHE L 72728 EPO 3 A, Selexipag k&8 7,

PVOD/PCH IZXLTA~F =T % {ER L /- 5 EFIDI&ET

Oty MH—", st —=". B FHe". A BTV KE Y. OKE Y

SR HEY. W ZmY. AW EY. OmE Y. on

VALHEE K F K F B BEFRRoeb WP BRI Rl s

DI RF R R EETERE W - G842 N—F 4 T —F 558, VAR R R s R

VIR KR BEARAFTERE S - AR R
i &R R PA 2E M 8 (PVOD) / i BAIIM A IESE (PCH) (XM IRMEM = MEAE (PAH) O 25 AICTH %45, Mifg
HELIALORE L 72 iR 13 I FRIIA R TH 5, PVOD/PCH IZRIRIIC PAH & 809 5 2 & 255 L as,
MifEEkiES] (%DLeo) ASEIURMETH 5 = L RLUFMIN 2 CT BT (/NERFREED R, NEEFOMER ) 5 A
oo MERE Y VOSHEIE KR ) 2 RICHEMICE S b, PVOD/PCHIZK LT, Fuy v+ —FYHERTH S
ARFTHAENTH o2 THHMENMAEINL 25, AMEEEKRZOBIBIZOWTIRAHTH %, 2008
P, YBRICBWTPVOD/PCH EZHIL. A F =7 %5 L5 ERICOWTHE L7z, 568109 5 4
BIAS L, SEIGAERNE 67 (= 13) . %DLco 1329 (= 8)%. “FIMiBhRE 1% 40 ( = 7) mmHg Th o720 A
RFTHEGICE ) MATERNEE 2 R07201Z 20 0ATH ) BHE B2 ) ARBNI DR VERE 2o
720 AHRB. ERIBICOWT O EZRZ A, BT 5,
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| OR6-5_
B I SR Ak o PR AE 1R 3% % RE U - PRI RS ILEEAE D 2 )

Offcie M A FeAN & BB il JEeE. WA D LI K
BN N N R e e R s

SEB 113 54 etk o %X Child — Pugh AG ) @7V 2 — V2, mPAP 31lmmHg, PVR 505WU,
CI 327 L/min/m* @ FIRM &5 MUF 5iE (PoPH) 12xF LTy <~ ¥ 7 > % ¥ 10mg/ H TEEERIIE. £ 3 2521213,
mPAP 17mmHg. PVR 1.72WU, CI 447L/min/m* & &0 % 380, kT a2 — TN 7V 7 2 b DRtk
ZHERR L 720 SEB 213 56 7% Mo FE A B Child-Pugh C (10 f1) @ 7 )V 2 — v Y JF ff 24, mPAP
32mmHg. PVR 4.09WU. CI 342 L/min/m’® ® PopH IZxF LT % ¥ 5 7 1 L 20mg/ H T&HHERLG, Z0H57
VErE DR IMLAE D AT %2 380, # 1 4E#1213. mPAP 26mmHg, PVR 1.73WU. CI 5.65L/min/m* & &0
WM ZRD 2o RIS N T VT A b ORGMEE MR L 7ze FFIE G A © MIRM & MEE~N O RBATH O s 1%
B S 402 A5, PR 55 ML L2037 2 il ML e v P L TR I e e 2 6 L 72 B3 T 0 L iy L 72,

| OR6-6_
fim M ESERE & ik U ZPRFh S ME - FSAERES OIEIREIRE
Okt wUF. BH A Ok AL BE . Ak RKES T fb,

wH Ef
HRR B2 R R T e /0N ARt

[T95t] MIRAGESIE (POPH) 3R EDSRIN & 72 2 MBI ARVERT BZ5 UL T 0 . MEHE Tl 3 4EEFERD
60% Vi 72 7o RN & 70 2 FRR B O BHEEE L IS IE oW E AT, BBMo#ENE 25, L
L 725 S PR Ol & MUE B DO REBEZ DWW TIE—E D RfFED R\,

[H] 4 mlF 4 1325 B CHZH 2 1T L7z POPH 2 SEBIZ AT L CHFRALER (& M iRk o th ik % 3
TEBRENEE DZALIC O W TEHIT L 72,

G ] EB 1 13BAE 3 2 AR ICEIWER OFR 220 5 FEBI 2 1XBAH 5 4E R HEURA LA 1) ili 5 i iR 958k %
Frk U 7ze Ak a0 EIIRE (mPAD) (3ER] 1 T 40 25 43mmHg & 21k 7% 7> 7225 Bl & 3T (Rp)
X549 2°5 1110 - m2 & FIIEAL L 720 fER 2 12BWTH mPAp 12 30 5 3lmmHg & AL TH - 7298,
Rp 12554 725 858U - m2 L ¥#E 7=,

[£52] BRI X ZHME R ERICIIEMORMALETH L I LAIRBRENZ, Lizd > T POPH ¥4
(EIFREAE L b il i I WS O RN IRALEE T H %o
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L OR7-1_
BT — 4 N— 2% AV BB SN EE SR A ORERE

OXRA  #—. JLl i, &8 1E&
Yok ry77r—<HKREE ATFTA IV T TT—X

[ 50] BREYARYVEN & e E (PAH) (ZF54E2 & PAERE NSRBI SN D BUEMIR A TH 5o AR LRI A
5% H) % 7RG R X 0 PRl & BN B2 o BEOEIED HE S L Tw b (Hjalmarsson
C, et al. ERJ. 2018), AIBIZ BT 2 &l PAH BZ 0EFAEHRIT VT 22RW 2 H0% 0,

[HWI AT AN -F—% - ¥V a Y HEIPRAETSHL L7 % DPC &% U L -ENRKDEXILT — & N—
A % H\WTHARD S PAH BRRIR % 7R3,

[J5i: & R3] Bk P ke R 0 438 Mk, #3548 T ADBE 7 — % 55 PAH BE 75— ¥ Z i, 2008 4E
725 2020 4E12 BT PAH % (incident PAH) 518 % % #8572 ( = 64 % n=170. 65-74 % n=151. = 75 %
n=197. Wi 3 » H LN OWIERRC B 2 M LR 3E O BAEE < 64 % 58.2%. 6574 1% 67.6%. =75
i% 711%) < D2 T BT T A X —HLEMBICBCTHEIAERD 7V — T OELEREEL B 2 LR
N7 AR < 644 814%. 6574 1% 634%. = 75 1% 70.3% p < 0.0001)

[#555] HADY 77—V FIZBIT % & PAH BE 2B 2 BRFER AL THO TR EI I,

| OR7-2_
BRI 5 ML FE AE ( 3513 3 Bk B PR T O REFF R OBR RO

OkA TV, B —=". B FHEY. b E-V. FE B, EKk KT

i I RN S S R

VAL KR b PR Ak IR s R 2 R |

DIHEE KRR AR W - EBRA ) N—F 1 7 ) B —F 58,

D JLHEE R B B - AL AT A4 TV AR R S
Bt M ARTEM = MEAE (PAH) (2380 % —M bk ZIILEEET] (DLeo) KT OF R iR I B 2 0 REH
A,
i IR AR RE M A CHR AR E AT < C T CHi&UE - Mk b2 580 2 v PAH 51 1o Hb #i1E#% @ DLco &
TR A & o B H O FEHT
FEH  %DLco M3 + BEHE(R 1% 57 + 21%. WHO BEFE /4 1L EEDHEBI D %DLco 13 1- I EEX ) HL,
%DLco (TEIIRIMARFE 50 (75 £ 13 torr) & IEOAMHB. il B IR MR 40 E 2 (32 £ 15 torr) & HO
B ZR L7 (p <005 %DLco i 6 2 MIAATHEE (395 £ 133 m) & IEOMEAZRL (p <005, HEH
T DR MR AL T S ix/ VE/VCO2 (36 = 7 mL/mL) E B DO Z R L7z (p <005 . %DLco i
DR (44 = 14 L/min) S IEOMBEZR L7222 (p < 0.05) “FIMiBhIRIE R i il 35 # 50 & O I A &%
BT D > 720
fiaw 0 PAHJERBI @ DLco X Fid HEAEIR, il A7 A 2 = [ OV B 75 fE O B b & B L T 72, PAH IC
B1F % DLco K I OHAM AR T & #AUMT A A — R L TV DR D 5.
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| OR7-3 |
IR EIC S IR & B & N ARIC UBEATTT U EBI DS

O%M HE—HRY. L Y. WGl kY. 5B M. ML OBEREY. BB WAL
B ECO MR WK Y, i kY, gg m?

A PR LS AE R i U IR U] PPN e el A

A ST Y AN N AT PSS E N e

NSRS M & B S USRI A B4 S, #lIC X ) Y BEIEBREF N BN IG DR AT S 7 E R X
THEBICTd o 720 PEBRERREANEAT L 72 B O35 Wi 13 2 A0 2 U U S8 Pk Bl Bl R Pl 85 X FE R 28 5 B, PR E DT ot
VAR Ml M AE 25 10, S RO B (BIIIRAE B AP RE TG 36 1% ) WA 9 Il B R 1 il 85 1L RE 25 1 B C b - 72,
Z O CUBE B TR EERS A A AT o 72 BRI AR IS M By IR M B & MU AE 0 3 51 T 2 2 AUl I A RS
HIEHEDH 72 RO BR G 2L ET M D D72, 1PITIEE CTICTREREME Yy~ M2X b
hyperdynamic state (2 & ) BBIIRVENG & MESENAT L 72 & & 2 & IuhBbe TRSHMN % iifT S 7z 1 BITid
&5 CT TMIRKRIBIEIC X A2 ¥ v~ FOFE. 21U X 2 MIRETTHE S HE ) Mim EIE & 2. Bk
FHC TR I E o7z b ) TEMNIIIGEREFNE 7 + 0 — RIS EMRA 2 & CTRMEMBIIRILASE O
Wi & 7 0 PIIRINIE % Wk 3 2 0 B & F6BR U 720 /NIRRT & AL 7255 MU RE 0 W 2 1d 2 OB IUTHE & 8 72
JERAVH L 2 WA R, BWIREREO R CTHiz 2R B2 T 5 2 L&) THEE 2 FHli & OB
TEERBFNEBATRICDDLETH L EEZ BN,

| OR7-4_
i ILE O A I RIS BRI B U 3 —BMELER ERBOHE

OJIF Mk, /Mo Stk Wk R, e &1 wA &
WK~ & — KA /e R

Tt e Byl BHEPIRTENG =5 MEAE (PAH) o ZuHERfn 3 SOs i aBRIc B 5 —#fbaik (NO) MEoif
ITHEANOIEMIZ R 2725, PAH ORifEBRENREN O FUBTE D E W IZD W THRES L7z,

(5] SBzoLE S 7 — 7 VRAIC T NO B4 (NO 40ppm+ M3 2L/ 4r) L Me#EfM (02 10L / 40) %
FRELCAT o 72058581 B & OSEEME PAH o 19 B> T, MATE)HE & A ET (Baseline ; BL) #0002 L% %
L7,

(%] NO &4 Tl BL & 0 ¥ PA JE & MM KPUE %2 A I T, 1 b2 AR LA S8z, B
FAM T HEARIEY PA T, AP, 1 Mt E 2 A BICSGEE 87245 NO 26 To BL & oZH1L
REFEAIRO o7 CEEPAE ; -105% vs-9.1%, p=045, i M HHLAE  -11.5% vs-17.6%. p=052, 1
Wl -3.7% vs -3.2%, p=050). — K T, EHIMEEPUEIX NO B TBL L 1 + 169% A= LA sE
72DWR L. BEAMTIEBL L OB o7z (+37%)0 F72. SPERMA BSOS RER ChtkTH -
720X ITND 1BOARTH 720
[#55] PAH Of0 A 7 — 7 VRAEIZE W T NO Bff & ik L CHEAMN T b A Z IS RBIEOZLh s
b7z,
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| OR7-5 |
LhRICH(TD. PAHICXT 2 ML 7OXFZIVIRAZEAZER

OMNT - A, FIEE BAKHR

UMK 6B eIk
[H19] 2022 4F 12 HICARIRZE SN2 P LT O A F VOB AFNI O W T Y TRE L7 3H 25T 5,
[EERT 1] 39 7% HPAH Bk, ~ ¥ 7 v & Y HARBERICH LS TH o720 b L 70 AF = ViEHRTIE mPAP
52mmHg. PVR 11.7WU. 6MWD 580m T& 0. 3 # H#% mPAP 47mmHg. PVR 88WU. 6MWD 615m &
Y RO 72,
BiEF 2] 19 IPAH &t 3T Y, #5574 NVD2KIT7+a—LTwiz, bL 70 AFZIViGH
Wi 13 mPAP 35mmHg. PVR 53WU, 6MWD 527m T & Y. 3 # J] # mPAP 22mmHg. PVR 15WU,
6MWD 605m & xR D, VT v ¥ VBB L7,
ER] 3] 27 i IPAH Bk, L3 I BEHBO-OMGERETH ), XTTaX b, v Fv5 0, ) F
ST ID3KITT AR =L TV, ML TEAF VBN (RS 7R M) 1 mPAP 56mmHg.
PVR 89WU, 6MWD 588m T 0. 3 # H#% mPAP 48mmHg. PVR 65WU. 6MWD 589m & % & 72,
[£42] 3BI& LIEHES » AR TIATENRE - EHHAEROLELZED, 2L - 7T Ve T I VAR THY 2
ELLRERgRRETRTH L, LT O AF VIR AFNL, RIFIZBIT S PAHEEON -2 @R K E LCIER
WCHEHTH B RetEavRg s iz,

| OR7-6_
BRMBMRBE AL LB IEEDEERVZOFHEICOVT

ORgH sk, JEIL WREEY, 2% Y. P8 FAY. I BB, W R
EV I L
VAR R IR RTIRE IR AR, 7 IR SR DB RE

(i8] B B E S (MPN) @ 5-50% (2RI (PH) 2568645 L EhTwb, — )T, PHEEZEOHT
@ MPN Z5 & L728# (PH wMPN) O# & K 8, PH w MPN OF#IIHH 5 2 Tld v,

[58: B OSRE ] 2016 4E 1 H ~ 2022 4 8 A& B K2R =R E Wi Be PH registry 1288k S 172 330 % D
BEON, PHw MPN & 18 %4 5.5%) (Zild 7z T O CEME T G 2 7 2412380, T oBH Ik
ETCHHF =T H# PH Th o 724, KT 5B L, 58D © 11 4@ PH w MPN I2DW TGS 2175 72,
SEIAERTE 65.0 £ 11.6 7%, B R OIS BIRHEE 1 A, BYEZ IE 4 A, REVE/IMUEZEE (ET)6 A TH -
720 ET #¥% o PH 134 TEMEM MR ZEKRE (CTEPH) 12X 52 b D TdHh - 72, #MH D CTEPH & I L, PH
w MPN @ CTEPH (Z3EANI R 3 2 RIS AT EAF 2 @12 - 72 (A FHMiBhIRE 8.3 vs 134 mmHg, p=0.18).
CTEPH D4+® PH w MPN (Z\ o 72 ASEWHBRBICRIS T 2 b, T OHBFE PH 25HE L T\,

[%535] PH w MPN (& PH @ 5% 2388, ZO VP HRIIEBBIEE L TO S TR S 5,
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| OR8-1_

Fifi =3 M FEAE DR REFEIR IS B L TV 5 —Bl
OZil AV, AT HZ2W. @ WY, W V. &% WE. W
AR RREE V. WL ARV, RO WD, R %

VRERR B SEM E e A BRARIRE, IR R B R T SE R HIRPEIR & A T 2 S,
VRHRR R MR e S5 - BEIRINEL VBN KRR IR AN

FEBIE 30 et X6 H (E#R1638) WX ) BEEARICTEUNEZ R, XF9H (iR 29H) 2%+
YIBICCTHEL, ML) BUNSHEL 2, XE10 . HO00 7 — 7 VBRI TEAMEIIRE (mPAP)
98 mmHg & BT > 720 PLSS-A HUfk. P Scl-70 FLRIIBETETH - 72725, BER 2 RIE T 5 AP IZZ
L <. FRAED SRR EI IR S TR & £ 2 bhize =¥ R 2/ AP, PDES &S, —
ATV AT 7 — VERREHEIC T2 BgG S, X+34E 12 H12id mPAP 35 mmHg ¥ TIKF L7z. X+44E
3 H . BRFENG RS RS 3P H I AR, BIEIR &2 /R 3 % B RFT RICZ L <. SS-A Jufffii & BERFIZACT L
TWehs, HUEARICTEEF/RPAD ) S EREFH & BEERMEIL 2 380, Sjogren FEMEHRE & BT S, X+44F
5 H o iklE L2 ifr L7ze 720 DX W BREAETI 0 v 2BHsh, BEICL)IANEZOE Y S %
RO 7205, ARIMERTGRERF XD o 720 MEIMEREDFRKIZOWTHRISHE L TWE—FTHY, =
ZIZHET %,

| OR8-2 |

8557 4 VDB 7= ERE K BERE MR X A6 PH OS]
OMI fe—. Aok Wi EM BT, ¥ B FH EE RS FIA
JIGERIRE: ) =T - B

EBI] SEBE 68 ietcthe X-11 4E, BB MM I H 1 | Bk CHREESMEMRHEE & L CRaEEIZE, X410 A,
MU R EERETE B 0 . U ARS PURBE PRI L. X 4E 12 H YA Abt. SpO, 89% (ZFEWNA). B CTIUH
W MEMES B 1) L T8 Gottron 35 & UL O KT % i 720 Bl E (FVC) 65.2% OHystkRiE & |
LTI —TD shape T AH . HlHh 57— 7 Vi i mPAP28SmmHg, PAWP4mmHg., PVR12.0Wood T
Y. B2 R G S & B T E (3 BE) LW, ) T arydmg £ 21 A d4mg PR, TR
FHEZBHIB L 720 3 7 HORGETH T RGN L. KL-6 1018U/ml & 1) 576U/ml KT, WEE CT o
0 H T ARIIERE G E L/2AS mPAP35SmmHg, PVR11.0Wood & k37 < 3BE+1 BELHIMFL, #5571
WV 20mg B L7z FDH. 57 HO#E T, mPAP22mmHg, PVR4.0Wood ¥ Ttk L. WHO-PH #nE
SHLMEIYIETTRE L. UK, #5574 20mg WIRZMEE L, 2704 FE2BHETTH 5,
[EiRMEF] FVC QKT L 72 528 i 2 B IV B EE R A0 L 2SI E I B W T h . BRI &k
P c UG L e VWERITIld. PDES BIESROMIH 2 HEICKREHTRETH 5,
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| OR8-3 |
TiR% 2 (CHESMEES £ L 7-EFE SLE THEO—F)

OFF W, MWW WAL AilE W, B L. 2A FFE Ed L ER AL
R R
WK S29 e 96 B 2 R

SEBNE 20 AR, 15 ke ) 5~ b —5 A (Systemic Lupus Erythematosus;SLE) % J&4iE L.
A7 a4 FONRNBEE T > TWize 19 IR L2 T L, @kez BahWi L2720 25704 F
OWIRIZHRT SN Tz BUETORUNEZHRET S L) IR o770 EZZ Lze B X #C i i
FEDSBED Y B & 7 o Too FEMRE LG 35 A T SR E R 102.7mmHg. il 3 #HT 5.0W.
U & &R s IAE 2 R 72720 ABE L7ze ABEEOA LA 7 — 7V TIREINRIE 100/38/58mmHg. i Ifit
BHPLB8IW. U, MBhIREL AL 5/20/15mmHg & & BENl &5 MU AE % #8720 SLE 1233 2 iEHIE A 7 a4 Fo%
WVATHIEL, ZOHBIT Y N33 28A L, MEREEEY 57 4V 40mg, Y37~ % ~ 10mg
ZEA LT, WBEMEGE 3 » ATOALH F—F VT, WBIIRIE 45/21/29mmHg. i il 5 #HE 22W.U & %
HARUEZED . TOBIRICTHRGE L., S EEOREZR L T b, Sk 2 2RI
L7 SLE IS X M MERE IS Ly EHERBY Lz—Bl a2l W53 %,

| OR8-4_
FIAA K= RICEHEL 7 F IEE O —f)

OMM K A R—R8 BA —IF, f¥F & WE RE HE 2R, M 85
RN~ /117 e N &2 S 70 SR LI S N i P
e s R 08 A AR 7 B R B 9 Bt A

JEBNZ 70 R, 202X 4E 2 HISGEETH LV I A4 =3 ZA0BW. H4E 11 HICHET K E BUhoMED
D, 202X + 14E 2 HiChisiEdsE (PH) BV TURARN L o7z Abh T—T VigdE (RHC) T3,
m PAP38 mm Hg. CI25/min/m*. PVRIOWU & iBMsEY: PH OBW & %2 o720 Billiiy ¥ F2 57 14 —
TIREZ5HT 5 MK KIEZEO D, PAG TIEXH S 2 7% CTEPH #O T IEFED % 42 o 720 PET Ttk Y
OREEEMIF ) NI A G CEBHBEICERERD I, VAT T M YTV ELFURTO
WARIZIZ ., 7L F=va >y 30mg®EA L7z, 202X + 24E 1 H o RHC Tlx. mPAP35mmHg T® - 7278
CI40 I/min/m% PVR57WU & #2720 Va4 F— 3 AIE0ET 5 PH IR THh 5 O THE
T 5,

-100-



—fixiEE 8
EFIFHRE 6 (BIFEH® 2)

BHELBREEL SREIRRK (CH S MEIREERE (IC BPA BITH O 1 £

Ol HZEY., HE E2Y, HE BEY. kH #Y, &I 2A4Y. 8iE Y.

FeiE e, FIE @AY BE ke

U 1% 1 2B E IR B I MU & > & —. P 3R R B E e IR e R4,

S ] 37 s B ek B L LTS g e > & — DG ER 2RI
FEBIE 3 4tk X — 24FE X DGk, XAE7 H X0 ER BN, [KEXME S LCTICS LABAL Sh
B, 9 il 3 A M55 2 580, [AELHEATO bMECZMICES T, BN HE, L3 — 7Tl
EILEREDEED L, 9 ARIAZ#5. i A ¥ v & TR KIEEZ B0 % b 5 CT CHBIIRBASE O T R,
BE1 HOLHLH T — T VA TIE, PAP 82/17 (mean 39mm Hg CI 276 L/min/2. PVR 92WU & &
PH Z#® 72, HLA-B52 Bk, #%8H CRP A% < DR L7275 UKD PET TIdEMZ RO Lh o7z, Hili
BYIRIRASE MR D 720, FILEEE L >~ & — ABt. PAG O3%EHT L. TVUS @ low echo 7 FRIRALIE AT WA & &
ZENPREAVRIE S, BPA 2170 HIEEROEGEED G SN ze 8 7 H# O PET T, EATKENRFE O
FEREBMAIA STz SIERIL DB, REHHISEEHE BPA DY A I 7, ZhR% BIREVHI L E 2
W59 %o
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CTEPH IICE 7B DA ~v—EEEE EDBEEM

Ot ZZ2A. R Ot Bk B, #H ERF KA ®
HEVB B R AA R A e (OIS -+ i L P R

T8V IR ZER PR & LU S (CTEPH) (3 BFRAIE D R X ) 4E 4 FRERERABML T b, D ¥4 < —13,
SER AR ZERIEICB VW TREREZENS 00— & LTELBRETHE SN TWwS, CTEPH 125
WTH D F A —HMTRZMBOARMERZZ LVE ERTWAED, BEIEEE OBEEICOVWTIIAW TS
%o ARWFZETIXYBECTHEEZ W L7z CTEPH i 85 EF % BECHIME JLaR3EAE A S T W7z AR
(n=22) & MM PEIRIE 2 EH L T WaRIEEEE (0=63) L 120, KK T —% (RILF— %, G007 —
TIVTF—=%, LI —F—=% ) DFAX—HE DML HBME L. D ¥ A v — I3 RGBHFHICBNTHE
B TH o 72 (RIEEBE 178 vs I ARE 0.70: p=0.008)s ERMATETIED 54 v — 13K KT — %
EOMEEBD Do 72N RIEHEEEIZB W TIZ BNP, mPAP, RAP, CO, PVR & B &% % b7, D %
A= 74 7) VORENOET ) THMARBOEELZ T 52 L L0 BN ARTO CTEPH 128
WCIHIMATENRE & B LT\ A Z EAVRIB S 7z,

LSIM-CT TEt8IL 7= CTEPD BEDMRE T (X mPAP &£4HEEY 3
O K, WE B2 bk de, bk 3, S8l B g B, B B,
wmE ok
KBRS KA B RSB 6 B BB o

W] WERY 7 ~F 27 >3 2 CT (LSIM-CT) (3184 i i ZE#e P2 8 (CTEPD) &34 oD Jili Bl Wik 1 57 554 18j
%% X 0 EEICTHALT 280 CTH 5. L2 LRSS, LSIM-CT I2B W T T B REFRIE & MBI 3 5 N 113k
ZHET s N TB 59, LSIM-CT # v CIliATE) BRI L BT AR T2 Ratd4 2 2 HIYE L7

[5] 4Pel2B VT CTEPD &3l L7230 %%t 5 & L7zo LSIM-CT W{IZ 3B ) 2 M Mo msmi & L
T 0-10HU. 0-15HU. 0-20HU. 0-30HU o CT i % A % 53z it L. Ho4 292Bi¥ 50 2 Ak EA % 5!
HL72o TS OMTK T (DPA It) & EMiEIIRTE (mPAP) O BMRZE M L7z,

[ R] #Et L7224 2o DPA [k 9 5. 0-10HU Z i}l L 72 DPA It (DPA(0-10) It ) idm PAP &3 3 5l
M%7~ L (p =0440, P=0.015). DPA(0-10) il M4 HKPUft &  BaF 2 HB %27~ L7z ( p =0.445, P=0.015)o
FHEEIIR / KREIIRERIL E AR / AEFELZHEEL L THWAZZENRE T VIZEB W T, DPA0-10) i
7L Cm PAP MBS AT TH 5B 2 LAVRE Sz (B=89.7, 95% CI; 46.3-133.1, P<0.001).

[#53&] CTEPD & 12BWC. DPAQ-10) MIZEMATEIREEZ P L S5 2IETH L L E X SN,
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| OR9-3 |
HBEEM CT (C& 5 CTEPH OFXMEMERE R HEEDIRE

OREIT £V, fiie KBY, i &Y, BA R KE AR RER G
KW e, 2 R, mi R
VLR B BRI, AR IRBIIRL, YRR

(#55¢] 2 ke ZE Rl & U E (CTEPH) O Wi, 16HIC B W CHEBIIRIN O 23 B LIk O TERE R & O fir i
BT LI LITHETHHH, CTICX Z)ﬁl:iﬂjﬂ‘iﬁw@f%ﬁ W E 2N T 5, BERMCT 0%
M RREIZIEREL CT @ 8 5L m < M4 LB TOBZWERED M LR mEILEL SIS I Tw b,
[HRY] $ERAI CT &MERH CT 12 X 2 Xk B X OV X Ik s 28 o # H BE 2 i B IR IEEEMT (BPA) H e
SN EIRIMAE &R & L TRE$ 5.
[J5#:] 2019 4 10 H 25 2020 4£ 5 H 12 CTEPH & # Wi &1, BPA TiHE#H SN 7zki 24 % 0B H (HERA
CT FE124, BERMCTR124) 2R E Lz, MEHREE CT TOIWEIIML L7254 TEHii L7z, 1
B THRINENIZREDH b, R CT LRERM CT TORELOMIINEL ¢ 2 FlE THIE L 72,
(RG] fEskB CT TIXX AT 81% (121/149), WX J8iH: T 55% (140/255) DIRZEZ M L, W@Edsf CT T
W XA T 100% (108/108), M X I8i4% T 100% (193/193) DI H e v, BERHM CT OREMIEEIZA
B o 72 (p<0.01)0
['fn ] RS CT (& Xk, i Xk & DICHERII D CT & ik L CHEILMARIR A ORI EED T W & %
Zbhiz,

| OR9-4_
11 AR TR VRS I FEE 2R 12 5 (F 3 IO IE DR — M DREAT

Ol ", NI Z2, &% &Y, gl HF2Y. Al B0 sk Y.
W BN, Wl R0, R

DT HCEIS MR BRI 5 — D TRRHR GBS RbE WA

VTR 70T 4TRSS Y 5, DT RSB DRI

DTS R SR B PP RRE, O TR B e B RS T - BRI

WL HIY - R S LINC CT @ 3 Wi CORHI ¢, 18P miesgm it EsimEsmE (CTEPH) (2B W THlio
DAY —VEDE RO EREFERIIG BRI DL Z KM L TWb 2 & &R L7z. SN &l o= 17
W, B R RRET L 72,

g TiE RIS B IR NI ER Ml (PEA) % 1T L7z CTEPH 4 58 440 DeeplabV3 + & w7271
75 M2 X B LMD segmentation Z47\v>, CT texture analysis (CTTA) % W CTlliDi%EE ORI — % 2F
fili L 7z0 WEMIEBEH D 3 Wi oW - 58 & BRIE L7z & To CT WEM % PEA Rt TO
RHC At o FREIRFERE & MeiE L 720

Fa s i coME Mz, 3WHEHicoMEMEABEZMEEZR Lz, $72. &liTo CT & EIZ T
IENIRIE & B #2328 - 72

Kivm - MO ORI —VEIIMGERENEZ I L TW A RS H V. A —Mo CTTA 1Z PEA #2172
CTEPH BHDOMIGERBEDZAL Z 5Tl § 5 7O DR B L T E R D5, oW EfEix 3 Wrim sk <
OREMEMEEZRLTBY ., X 2T CHEEDN LE2 N5 HERD 5.
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CTEPH & ® DVT /N2 — &R

OME Jert". #I1 &%, I —mV, ok F?
VRIS B OTPIRE DATRS: IRBRPIRE

o BV AR ZE AR PR U (CTEPH) &, EISHRMEHIRIMLARGE (DVT) 12 X B ik H R EE R bh
T&7z, Lo L. DVT OBRAERH RO %\ CTEPH % $% <. DVT O 4 %43 4i & CTEPH E IR 0
B IO W TEATH %,

T MBET 2010 4 1 HA5 2019 48 12 F £ T, HBUC CTEPH &2 L T MBIk — o — A 2 920t L 72
1242 DEFZHRE L. BAHMS N L7z BEFEF, DVT 8% — >, CTEPHWE DA, MATH)E
DINTG A= =T E&FHi L7z,

R T P95 44) S 294 ) £ D 8% <. DVT Fathid 60 44 (484%) T 20 WS EALHEBIHZS . 40 Z o3
% CTd o720 DVT kst CTid D-dimer b5 (45% vs. 20.3%, p<0.01)., CTEPH HXIH% (53.3% vs. 29.7%,
p<001) 3% h o720 F 7z DVT #f & I U<, A5 DVT BTl J3% (60% vs. 10%, p<0.001), DVT
BEAE (50% vs. 15%, p<0.01). CTEPH HEHZ (80% vs. 40%, p<0.01) 23% %> 7z,

fiah  DVT 2895 SEBI R Z i DVT D&, CTEPH ki & o Btk 2sdh - 72 %72 CTEPH &
WCEELC. DVT iffED v CTEPHIEFI D LW L 2 BT RETH %o

EPTHROWRH AT & 5 CTEPH DI H HDET]

OMEE K™, KEM B il KRB, A& ek”, i 2%, B ER?,
EEOWEEY. Sk AWY e Rt gl R
UL KRR U NE ) = 5 SRk PR BB

(E ] e e 2 A 1 il v 11 i (CTEPH) (i BhAR N 23 B AL A 28 K TR B ILE 2 23 2 5B Th 5.
WA, B B EIRIZ AT (BPA) 12X D PHEOUEZ D S5, BPAIZX WIEIR=2 > 7514 7 >~ A (PAC)
VBT L PIEIAATH S, 720 PAC IS A5 D Gxeap[(VO2/HR) X ETCO2] TIEAZ HRAYIZHE 1T
BTHb, €I T, RWFETIZ CTEPH B D PAC & LBIEHIZ X % Gxeap DZEAL (A Gxcap) =& L.
BPAIZX ) TS DUFEHET B0 Mat L7z,

(5] 202245 A5 10 H £ TITY RIS TOME Y 7 — 7 VB % 4T L 72 CTEPH % T BPA {7 #
(n=19), BPA Kfi# n=14) Zxf% & L. PAC. Gxcap. A Gxcap #i#lE L 720

[#5 4] PAC 13 BPA Htif7# 12 X BPA KRHiifT#H CTHEICI T L Tw7z (27(22~30) vs 1.7(14~1.9mL/
mmHg P=0.0002)s & 512 A Gxcap (& BPA KitifTHEICHER BPA Jif7HECTHEIZEK T L TWwWz (6.2(-2.8~10.9)
vs -7.8(-225~15)L/mmHg,P=0.0056) 72, A Gxcap ® % » % 71 (3.335L/mmHg) CTHMj#EZ &N T5 2 &
M HETH - 72 (AUC0.79)0

[%#4¢] BPA 12X ) CTEPH & ® PAC i3 L. S 512 A Gxeap 12 & ) IEREEAYIZ BPA ORI EAHEN T
& W HREMEAVRIE X 7z,
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EfR. #RE. 21

BERRMEEFZ S FED PAH & CTEPH (CRIF§ &

OKH " BIR W, @& SR, AE s Wk set. e EE
il HEWL EH SCPT BRI, s R, A Y
DS TSR W EEAEE > 8 — TS ST B AR
DRI GERE W IR, R 74 e Y 5 — DRIV

(5] S IRAY M M A J B 38 B 6 S L7 B IR PR i v/ IS (PAH) 8 & OVI8 P i e 2 A 1 Wi 70 XL S
(CTEPH) IZBWTC, ZWiREORAGHIRMEERESIE (PvO,) O FHRIMHEIZATS %,

[E 9] SBIRMM IS RS 5% 0 PAH 3 X OF CTEPH @O EHI Fi4 & PvO, DBEZ B 522 T 5,

[751:] 1983 4E40 5 2018 4E 22T T Y B TR Mr S 72 138 4D PAH M 3 X 17268 4 » CTEPH % % &)
SL L. MK EE (PvO, < 35mmHg) BHDOAELFRZ BN L. S 512 2015 4O RN Ol 2% / BRI
g2 O3 A MEY) A 2 @b 4 94 » oliiTEiE~ —h — 1RO X TFRINT =T L7,
URE ] wIRAYM M RIE 235 8172 PAH B X O'CTEPH BZI2BWT, MEBREEZ AT A2H5HE5D
HAERIZFBICARTH o 72 (PAH: P = 0001.CTEPH: P = 0017), % 7: PvO, 1&.PAH B#HIZ B W\ TUMRELL
FAREELD D PR EM ML, BRI IMAEILREIRE Z %G5 S CTEPH BE BT 2 E—DHEE LR TF#%
HWFTH o720

[%53) PvO, & PAH & CTEPH I2BF 2 EHE L FRETFOWRELEDH 5,
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| OR10-1_
SHWRBE COERNHBIRMEHENEEZ 7 U —=> J D&

OFF f&—mpV. B PER”. 4% ER"Y
VHABRB R ERE R ERIGERE 7 LV — R AE B, Y B RAKFBEE )  < F ISR

[HAY] &5z iE (SSe) (2B 2 MR 2 — A (TTE) & & 2 &MY 7 BBy RYE M 25 e iE (PAH)
A7) ==Y TOEFROBIEEZHE L

[753:] 2007-2019 4E125275 L7z SSc & 510 Bl 5 B, Wi ME R (PH) REBWA 2 i & yrak S K35 5-
T 12 MM TTE # M L 72366 Pl st & Lize Hbh 7 — 7V (RHC) FEhtzki#Eix, TTE T
SENLHE W B IRIE 50mmHg L E. 37-50mmHg 2> PH % 585 EREF LS ). F 7213 PH DA CEHHO
DWW E S L7z,

[5] 366 B3k LEF 1225 [l (P39 3.3 1a1) o TTE 239 e #ald 21 1< RHC % 92H6.9 %1 (25%)
A PAH LW S N7z. 2 HHIZ 272 Frh 12 61T RHC 2 %06, 361 (1.1%) T PAH & W, 320 [ H 2
71587 [ilo> TTE. 13 lalo> RHC A% M. 2 61 (0.3%) T PAH 252W S hiz. MWW TTE UMDY A4 3 > 7
T3BIASPAH LB &7z,

[iaw] S A2 ) —=> 72X %5 PAH MuH S EE #0002 He_ T 2 0 H DB IR T L7z PAH Y X 2712
WU RA 7)) == THEDOMG B LETH 5.

| OR10-2_
BRI HE S B RS M EED T %08

Ok #i". AT b, Wk (EBWY, Lk 2"
VAL BB - SRR, PIRE X 7 kY 8 — U S - B

[ 55 )4, PH O EHZASEIMENIRIE mMPAP) = 20 mm Hg ~NEZH Sz, L L, koA A PH
O HF M PiiE S (PAH-Specific Drug) % F\: 7= i 10 1R DS LI R 72 I L B,

[ BRI BERHRICHE) HRM PH O FHEAWAO 2T L2 HME L

[ 51212019 4E 72 5 2022 SE O WM, BEHIBWTHLH 7 — 7V RHC) % fifT L 728 & 02 & B3 PH
BEZHH L7z, PH OHIE LTI LB T HIICKE L7z,

[ IRHC 12 52 #1ATbin, BERM PH X 13408 SN, B 14THY. SHmITES 4. RE
A AR 2 2258 7z, FIIn RHC KEO X 4E R 71.2[62.3,78.3] i T 0 BIZHIR1L 058 £ 5 3.94
HETholze HEMWNMREBEOESHA S 4T b7z, PAH-Specific Drug I35 SN T oz, L3
& (CEVENEE 2 %% &t ), PHAE L -BES 1457,

[A55E [PH 25 L 72BN 1 4 CTH o 720 BEIRICHE ) BERA PH K 2 IHEBICO VT, Hi72 2 G H
DMMATELZET YV AZAERQ TNV Z EPHETZ,
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gﬁ&ﬁﬁﬂi_ﬂfﬁ;ﬂmlﬁﬂfﬁ_%_m&ﬁ ‘:j\j"d- 6 t [/ # ://\"7“$§IJ;~{:_|\;§
O%k o WK B S e A B I B, NG . AL o
HE O RYE. HEL ®
Bl v B R e SIS

(5] A5 ARLARAE (RE 5 Bl BRI 5 MU i (CTD-PAH) (BRI M MR OB 2 HHIc X ), #
DFHIICEE T 5 AN, 5 Bz BE il B R i 35 M E (SSc-PAH) IZ FHRARTH 1) 0 70 {G G
DML TN T WD, 72, BHORREIRAET S SSc-PAH OEHICE L Tl EEICHANGHE TR
HIELEEESNTVD, BIRWT O AT YA 2 ) VZHEEFEIFETH L L F 237D SSc-PAH IZxT %
FHEITRENDDOH S H OO, HAGEOAF MM SN TR,

[5E] 85E A & PEE D SSc-PAH Bt 9 HlICxf LT L& IS HANERZ TV, TORIBRIZBIT S
HOH T =T VAT — 7 DR 2175 72

3R] 2L o875tk CAEER OB E, MnEFEIICEELREZ2BO Lo/ — T, L F
TR OV EIRIT (mPAP) 25298 + 12mmHg T& 5 O I2xt L, #5413 212 = 27mmHg & &
BhUEZRD 7z (p=0.0061),

[#55E] L VIERIBTIEH 2 D DD, BIAED HHERED SSc-PAH I 5t L F 8 7 HMEBHNER T
HAHUEENEDNE 2 Nz,

| OR10-4_
& HA O B AR I B HABRSE & e AR HIBEA S E R L 72 CTD-PAH

OmHE il il B—. 7k FEA A% sehl W5 B OB w i SR,
VA s, BB CEIR. MR A
INFHRR A (DB LAE AR

48 e X AEY AICHVER R R & ASHBL L 720 Y41 HICER & & S RO B CRIEEIC T AR
S nrze ABeth® UCG IME-OBEREZ /R Ly Y+3 HICKTE - I H R CTUHFRICHA SNz ARk O K
HECTYy =7V VEBRHOBRICED, HOH 7T — 7 VA R I1Z mPAP32mmHg, mPCWP5mmHg.
CLL72L/min/miCTdH O . & ARIAR I PE ) Mg ARYE S MESE & B L7z. F 72, 52 MRI T IR BE i
D G L Twize ROHEBERERI O 7z OB M ILRIEIX ¥ 75 7 14V 40mg OHAIZEA L, HROA T
04 R (7L F=va >y 30me) BEOTL Y R340 00 A% RRHEICHG L7z =¥ F33vo0r
A2 1M HERTERAOLHLY T —F VI RIE mPAP22mmHg, CIL297L/min/nf & It 47 BHAE 3 W LT
Wizo Arinly i LR B A BAG L. SR DR A R (S AT B B A IS O L 7SS 2 RRER L 72
s B ML LA O Ml Bl IR 12k il 55 U SR L2k L TSR O R RS S T % 28, Sk o B
G TRE 0 il ML AR 3R & D BE 5 7 LRI LI ST Wi e ARIEBNZ. 51RO KA HLERR ICRE
Jil 5 ML SRE D FR IR RIS D UL IS B E N e A EI L Z 2 b, HiE 3 5,
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BERAGHITEILEE KT 2 B RENFREORE T4

Ol A, REM E#. AR k. ik KB I #hig,. wk a8,
AR HWIL fRRE AOKER. WU MeE ZHOR
FALR S R A R

(H ] WRIE & BF Il 5 I AE (CTD-PH) Wl i 3R 2N 2 @b ez 3Rk (UT) AR TH %25, &
Wy %ICELCEANTH S, €2 THE, HBETHtifT L7z CTD-PH KT % T O RMF#Z#MET L7z,
[751:]12005 41 HA5 2022464 H FTIZY B TCTD-PH £ W L7694 (&8 5~ F—F A (SLE)14
Y =7 L VREBR SS9 4. ToM46 %) ARG E LT, T BOEMFHREZZA WX ITHE L7,

[ R] 1T %20 725 6 (IIT #) 1341 % (SLE 12 %4, SjS 5% € 0fh 24 %), 1T £jitifT OHEB] (Control
BE)IX28%4 (SLE 244, SjS 4%, 0t 224 ) TH o720 BEMRNIZ53 2H @2 H 12000 H) TH - 726
FZWTEE O I M IRE (mPAP) (2R CTH B A= %2 B - 72 (IIT # vs. control #, 380 * 234mmHg
vs. 345 * 184mmHg, p=0.27) 10 FEAGFHIL IIT # 764%. Control # 54.3% TH V). IIT FHAS B\ {0 % 52
72 (p=0.09) F72.IIT#H D mPAPIZ T £ 14 27 + 162mmHg.5 4 26 + 7.1mmHg. 10 4f 26 + 6.8mmHg
E I ESE OHE 2 FRD 3, 1T 2 FEEITT L 7R D 2D 2o 72

[#55] CTD-PH ~o 1T (ZMiEMEIEZ WE L. TORENEST L2 Ll RMIFPRZ2UE L2
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IR AR A 1

PR SR AR I £ S B IR D B R F (ST B4R

OfNl BAMY, ZHH HE", il HFE. w2, i RY. BE #ERY.

FH &Y. BH UMY, HB ERY

V-3 H 3 2B R WG b s U & > & — P -3 5% A 48 R b 2 Rk

DT RER R BRI GE b 2R PIR
TR E HW - PR gss Bt ) MimiEsE (R-PH) &, PVR 5WU OFEFNIIFEAR & S, M5 Lk
BEOHRE SNBZORGEZ 5 Tldn v, - RPHICBIAIFRENFERTICOVWTHIHL AT
v J7E: 2019 4F 4 A5 2021 4E 3 A4 BET R-PH & 2 W7 L7z 30 B ( FIRIEENG %5 6 B, S0 & BF i d e
JE 12 B, COPD9 fl. Z Dt 3 1) I2oWnT, HFMMICEHROBN. PVR 5WU 2 &L PR TI2oWT
W L7z,
KEH 4B T HOT. 25 BICHMASPLRIEA R G- S T\ ize 2 4R AE%K 63%. SR 32% EARTH -
726 PVR <5WU @ 10 BHZFETHNI 2 D2 o 720 HE RGN O R TIE, T-Bil. PaCO,. AaDO,. mPAP.
PVR. WHO ¥R FH EBME L 72, AaDO, < 45torr. T-Bil < 1.2mg/dl DHFEFNIZFETHII 2205 726
FEEE: RPHICBWT, PVR 5WU HH PRI T TH - 7o AaDO,. T-Bil IZIFREN L FHNT-& LT
HRZWREEDGD 5.

ul

| OR11-2_
FREAH PH B IC 5\ 2 HEEEME L EBUTH & OBF

O NI A, varly B, ks 58, K AT
AL IRy - 7 LoV F — PR

5] WS SE 2022 ESC/ERS %74 K594 2B\ T, 38 PH IR L T severe PVR>5 WU & &R
720 ARG EE T A A O PH L2 &S M PAH E 255 S NTEBNC OV T, K58 & EB UG & OB
ZRRE L 720
(73] UPeCHigEADE PH &30 L PAH JEIC X A2 EEMN AT WRIRHE & L T oEEhii 2 s sFii 25l
BT H o REBNC OV THE L 72,

G SR] Ml A0 PH & 3200 L 72 REBIE 53 Fl, #IlIGE#HEE L C PAH 325 L7-AEfNZ 22 fl, #h3Hw
& LU CHB R OEBI 2 HE % 57l © & 72ERNIE 14 B CTH - 720 14 BIOF3G4ERL 736 = 7.2 1. F% 10 1
(714%) o 5B IPF3 F. %A% 1IP2 . COPD5 #i, CTD-ILD2 #). CPFE1 i, LCHI BIT& - 72,
PH Z Wi O IR 1 315 = 46mmHg. PVR 6.2 £ 24WU T non-severe 6 %, severe 8 T - 72
BRI 6 20 TR AT HEEE 20m DL ook L 729 B1E non-severe #ETIZ 6 Bl 1 Bl (16.7%) THEENIL % 220
72Dk L. severe #: Tl 8 Hlrh 4 #1 (50.0%) THEIS Z D72 (p=0.19),

[Z2] A2 ELL2->72bDOOPVRICEAFHEHIIAHTHYERBIRELEZ bR, LaL
severe HECTH BBNI P TH 5 72 0FEM T L OMGHIEETH 5,
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IR AR A 1

| OR11.3_
LRI 1 B R MR A SR E M REA DT LR E

OFlE %, i FEH, A B8 R &, Bl BB, 0E £2 b B4
OSSR B WS - 7 LoV SF — i BN R

L DURAMEILER (AFD) X HVE AR B (ILD) I2 B 2 G # (FVC) O T 2 E5E 5 Z 6N
TWBH, BhATEIEICS 2 5B AHTH 5,

Jiid: 2012 AED 5 2019 412, AFD BHAGHT 1 DL A LA T — T I0VI2 K 0. 2022 4 ESC/ERS D i & IfiE
St PH) 74 ¥5 4 12 CTPH CEEMEINIRE mPAP) = 20 mmHg 22l &I PVR) =2 W) &6:% 3%
Wr L7- ILD T. AFD B4 1 5% O M- RE & i AT SR o 2L % @ L 72,

R P RUE 11 B (IPF 7 B, 2 oft 4 B ). P LEONRIZ=> 75 =7 N4, €V 7 == F > (P)7
Blo AEWE 675 5. B 1061, FVC 24 = 08 L. % FVC 746 = 236 %. mPAP 275 = 3.2 mmHg, PVR 34
+ 12 WU, MR (CD) 3.0 = 05 L/min/m* % FVC A5#E6MiE 5% L . & 5\ i& PVR 23HxHil 20% L o>
LR EZBL7-b 0% BALd L iddss,. ThbAzifiRel g3 5 L. FVC EAL 510 PVR EAfb 3 6] (N
1B /P260)/ R LI N 160)/ 3% 1B (N 160). FVCHERE 4 51 PVR AL 161 (P 1 61)/ #FE 3651 (P 3
Bl), FVCUE 2 B0 PVRAER 2B (N 1651 /P 1 #1) T o720

Kaw - SOV BBOBETTld. PURMELSEEH F T FVC & PVR OHfERIGLT L b #EE) L kb o 72,

S[ESGMEHE & OFf2kY PHZE2 L HEFDGE

OBA X, &l #R ME A & BB JIEe &k
TR AL D) SRR PR > 7 — PEBRER IR

SIEAPEIRAEE (CPFE) 1 30% FEEEICHim mERE (PH) # &L, PHRARL S Twb, BEOALE
£ CPFE Bl Z#%ER L 72D T, 8L L HITHET 5,

FEBIL 70 MaAC M. BUERT A O MiHERE CIERE 7 + 0 — ST\ 7=25, RAERTD S BYIIUER S E L 72,
PR AR BRI ICHER S LD b, e (DLCO) 12 36% &Mz~ L. CT Td LI o&NER & Mok
MALDS AR SN 7z0 T 3 —RMRAEATIIAEZSEEOKT (EF43%) &fimifiER & (TRPG  41lmmHg) 2% 1)
A 7 —F VAT pewp 23, PA 47/23/31, RA 8, CO/CI 2.58/1.63 THlifll i 4#&Ht (PVR) 1 366Wu T
DARERFRTH o720 HEBIIRIC 90% PRAREN D O . FERIC OV 35 2 /T LARE L C 'RV 5
R UBR L7z, BB 10 H H WU K 3 T A Bt pewp 19, PA 53/28/36, RA 5, CO/CI 2.87/1.83PVR
592Wu & Wil & HEPUIC AL DS o 720 SGLT2 FES, F 27 E MU MANLVF LT YEOLAENEE & B 12
IR VP RAKRYIATFS—FYHERIITOZAS ) 4 F2IEXENL, HOT & A F T MRC3
DIRFETHEML T b,
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IR AR A 1

FfEE mAe 4/ NI EE IC K W S MEE% £ U EEED 2 6]
SUT N PUNE /SN RO AN C I RN VTN

VNS M N RS PR RRZE AT AL B bt P2 A RE, ¥ — i R N A e I 2 I
9 Sk R N A e B

GEFID] JEFE 56 B P X-14E 6 I FEEMBE (cT3N3Mlc. StagelV. Z£35imE) LB L7z,
X 4E 4 B 2 ERC AR, JERNAHOEEOMiEMEREDSER L, WAL LA 36 9% H 1258
T L7zo HRRAT WL C i il o> AR Ml B R P s N e 555 2 A & PRS0 A PR IS 2 580> i MR 055 ot e 2 e D i 45
#E (PTTM) & 3L 7z,

EBI@] FEBNIZ 51 . X-2 48 10 A IZHBRHE (cT4N3MO. Stagellle) & Wi L7z X4E1 HICHE#%E
2L/ OB 52 B AN AEE 23 5. W& CT T &G Mg IRZEMRIE % 58D ko T2 Rk
[>T 3 —T TR-PGH3mmHg Ol MU & A LR R A2 R 72, MilEIC X % PTTM 28V 2 HIC L
VAV ERERLIALFHE AT U720 6B ICHOAZITEICHEITL D s MIFRERELZE LA F
13 9 HAC R F3 5- 2 MM LIS 132038 L7z €% b PTTM OFFREITEVWL U X YEFH 2470, #9180
HoOAA #1372

(%] PTTM (3 OM/NBIIRNOIES AR L ) 2R ENEZ KT FHRARLIKETH )., HHFEL
. SN T, SHFEL IIHBEEZIT 72 PTTM D 1 61E ., B OALFRESHGICAE TH- 721 Bz
BRERL 72D THIET 5o
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CTEPH

| OR12-1 |
CONUT X a7 & 38t mie et S MEE D 7% FE

O%E M, R EES. ¥ FAA. ZH AR I EREE BRI ROk, 2R B9
Bty KA R A I e 9 B2 IR

(35 5] 2Pk AR ZE M il & 1 i (CTEPH) USRI X A FHRFMOWIE I v . RBFFETIE the
Controlling Nutritional Status (CONUT) A2 7 Z /W T PHE M L7-.

[75:] 2006 4 11 H %5 2021 4F 8 HIC 44t B KR HIMME R Be TH LA 7 — 7 VIR 4T Vil L 72
CTEPH B#oift 157 flz x4 & L, CONUT 227 O L , ML & FENOAEABEOHEE T v N
4 v MERET L.

e 3] BIgiM o yefiix 1164 HTH 0 , 11 AOBEHILLE L7z, CONUT A 27 D554 & 0-1 15 (n=76),
24 5 (n=73), 5-8 L (n=8) TH Y , BIAA N PDFAEFIZZNEN10 A (13%), 4 A 6%), 4 A\ (50%) & #it
FWICHEELREEHDT . (Loglank test, p < 0.001). Cox ILBINYF— FEFITIE, CONUT 2 2 7HS 1 pid
RBTEIHEANY M HNF— N 1412 £ 720 , CONUT A 2 713437 L 22 Pl 72 5 72 (95%
CI : 1.020 - 1.955, p=0.037).

[#5%] CONUT 22713 CTEPH BEOFHTIMICHEHNTH L EEZ SN2,

| OR12:2_
ERIEE £ A0 U 1M AL MRS B M EIE O F 5 D15

O%E M. AL AR, ¥ FEA. RH fE—ER Pl BB BGE Rk, 2 2
Al BRI AR MR i be P BR A R

(5 5] 18Pk M ZEr PRl s i 5E (CTEPH) WS #iE S (Mental Disorder;MD) % BifF L 72555 O FHIEA
HBECTH Y, RFETIIHRAMEITTFHREME L7

[773:] 2006 4 11 A 225 2021 4 8 A IC 441 R KR =30 MR Bt T2l L 72 CTEPH 3% o e 157 fl %
gk L, MD Z)V—725 A& non-MD 27 )V —7 132 AD B4 720 MD O E 3 I OR R~ E @bt
iR OWNIRZM 2T ok Lz, FEFMEEE IR T L OAEICE D TFENABREOEET Y FRL
& L7

[R5 3] Bl ohyeiiix 1164 He A A XY bOFEESRIZMD 7 v —7 T8 A (32%). non-MD 7L —
7T10 AN (76%) TH D MD 7))V — 7 THAHFIINCH RIS o 72 (p < 0.001)o BIECIZ BRI D 2 2o
72 (12.0% vs 6.1%, p = 0.311)c “FIMHBIARIE. AR B KPTIE. EERTER & SIS TEI D - 72
Cox HBINY— FEF I Tld, MD 13807 L 72 fEFR I 1-72 5 72 (HR : 5418, 95% CI : 1.882 - 1559, p = 0.002)o
[#5#] CTEPH I MD 2403 % & PHRBEVEEZ 5Nz,
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| OR12-3
CTEPH (2T % Riociguat DINEHEEEFRIE CAVI (CXT§ D&

Ofe 5wV, MG & ghik a1, mep HEopY, Wk —mY
VIR 5 — AT BE IEIRAFIIRE, AR > 5 — (A AT A

% L OMBIIRASPHZE L T 2 180 AR 284 PR B ML E (chronic thromboembolic pulmonary hypertension:
CTEPH) |23\ T, Riociguat I3l & v & &5 DM\ EMNIHEH T 2 MDD 5. ME AR
cardio-ankle vascular index (CAVI) (X Ifil+ IFARA-PE D BIRBEVEIBEE T, REVRILE 2 5 A H F TOBIRGHE
T, 500, MEFEMHODGEB X OiFRIC L 2 MERKREE KLY 5, SO TIE. CAVI ZHWvwT
CTEPH %} 3 % Riociguat ® 4= & ML LRk VEF % 574 L 720 ®F G 13l B IR AR 55 12 riociguat %= #¢5- S 7z
CTEPH &% 13 %o Riociguat #%5-1ii 2 ® CAVI, MATEIEIREE % LK L 72o Riociguat #% 5- 52 @ Hr Jefii 1%
3mg. KG-HM oYLl 42 H TH - 725 Riociguat 2 5-%%. FHMEREIZAZIET L7225 FORE
WZRZETH - 72 455 = 11.6 mmHg — 419 + 102 mmHg, p=0.03)c Z DK, CAVIIZAEIZKTL 97 =
1.3—9.1 = 1.1, p=0.009). CHAHEIEAZEICHENL 72 28 £ 0.8 L/min — 3.3 £ 0.8 L/min, p=0.007)s CAVI
X Z DR BRI B AN & KIS %, Riociguat D4 F MAEIRIEMAIC L ) CAVI 2 &A%
BAMAEIL S A, O EDIN L 72 REED D B o

| OR12-4 |
CTEPH (2339 % BPA R DOFEHRFEIRE & EENMARE - F% & DEEE

Om¥r #., ¥k wH., &Iy &K EH 4 b IR K W
E AR BRAmIIZEE ~ & — I R

Tir] 2022 FEICHRE I NN OGIBIRFZEZDO T A ¥ 54 7 CHli MU E O 75 W 25341l 8 IR E (mPAP) =
25mmHg 75 mPAP > 20mmHg G E M7z AWIZEIE A BT 4 Y ETHitR D IL#EZE b &\ 18 Mk sEk
PER & IUTSE (CTEPH) (26§ % 73V — YAl EYIRTE A (BPA) % mPAP % Jghfb L. iy g P & @
B IZOWTHAE L 72
[J5ik & AEH] 2009 45 7 A2 2020 4F 12 H £ TISMBET BPA 258 Ly A0 7 — 7 VIRES CHli 52 3R A 2% it
18N 7z CTEPH B# ® 9 Hifitk mPAP 30mmHg Aiili Td - 7z 236 B (*FI94FEH# 64 7. B 22%) 25 & L
720 BPA #£® mPAP i X V. mPAP 20mmHg 2L F (Normal # : 111 %), mPAP 21-24mmHg(Borderline #f :
79 1), mPAP 25-29mmHg(Residual # : 46 ) ® 3 BTG L7z 3HEEL b BPA %12 6 S HIAATHEOUE %
R, ZOHILfEIx Normal B 480m. Borderline # 450m. Residual # 418m TH V). 3 M THEEZ D
P <001)o —H T, 3TDOIHEE 5 HEAELFFRIIFETH o 72 (96.2%, 98.7%, 100%, P=0.43).

[fam] 3 BERI TP RIIFASTH - 72725 EEI R I E 2D - 720
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— SRR 12
CTEPH

| OR12-5
PEA #ii#2 OIEEM CTEPD 2339 5 BPA OF =4
)

Offie eV, I @Y, mis &&Y, sk Y BE AT KB Y nk ks
B CGRIPR T L R T N S I P  BNTK e E

5 MBI R AR NG ERAT (PEA) (318 AR ZEr NG B EAE (CTEPH) (2R3 2 BHENIEHETH 5,
5 F2 A ZRE R R0 il 5 ML SRE 258 AE 3 A 505 U . PEA 12 OFRAF M & ML AE (283 % 2NV — > Jili ) IR I B Ay
(BPA) OoFREPHE SN T WD, Fz, FEFAM#EISO CTEPH 7217 T2 < Mg T % b 2 wiiE Btk
P2k g R (CTEPD) 128 LCTH BPA OFMEIHRE SN TS, LA L. PEA BOEMENE
CTEPD 1249 % BPA OFAREIIAH TS Y. AWFZE THE 2175 72,

778 : PEA #O%EfE!: CTEPD 123 LT BPA #17o 728 124 32ty v a v) ZxRICERT— % (&
BOFE. IR MATENE ST A — % dSEFEEE) 2 IUE L. BPA Hif2 CHIR L 72,

A CFIMEIIRIE (198 + 3245 156 = 32 mmHg, p < 0001). 6 7 HI2RATHEE (345 = 177 5 414 +
110 m, p=0.076). WHO #8546 (I/1/111/1V: 0/8/3/1 75 10/2/0/0, p < 0.001) X BPA fijfs Tz L7z,
FHEICEBEIHERX 2y ¥ a > (63%) 2Dz NLMEELEELE L72BEI R BT LB L5
726

#iam . PEA #2 O%EMME CTEPD 12603 % BPA &, JEIR. HE)FEEE. MATE)RE ST XA — % 28389 5 W REE
V5,

| OR12-6 |

=k CTEPH (CXd % BPA & PEA O LEBit&Et
Ol &&", fHE 2A0, IWF =Y SE gAY, HA Y My —®Y M| mEkY.
BIE MY, K BY. 5k KR
VBT BE RIS TEBR Rl P B E R b ORI A R

o 1 A PR ZE P B 5 0 A (CTEPH) O & i 8 19 2 BB AR 2N v — > JiskAls (BPA) & Hili Bl Ik i 42
WIS ER (PEA) OF MM EHE SN T 5, BREFEEMERORIERER, GHER E2ZE LERS N
AN, EEEEIZBIT S BPA & PEA ORBEBHERICOWTIEE L2 d 72 v,

ik ARFZE L 75 DL L o Es CTEPH 3% 27 A (BPA #: 12 A, PEA B 15 A ) 2> SO FEM. MATE)
ROI/INT X =% EOWKRT — & % U UIRIT 2 17> 720

W MATEIRED S5 A — & LRI RN =254 V- 710 —7 v FHEE HICMBEERTRE 22EI13R
SN drolz. MABRMMIZ PEA BETHEIZED 572 (245 [18.0-355] vs 53.0 [465-71.0] days, p=0.003). &
R ORIR T — & % WK 3 2 L W CFMshARE. Bl & 3P, BhIRMEE & ffE, WHO #hE5EH o
WEPRON, LA L 6547 HE I BPA BT L7228 (2397 = 1091 B X 07 3350 + 938 m.
p=0.021). PEA BETIZAELUFH IO Lo 72 (2685 = 1209 B X 07 310.3 = 123.0 m, p=0.125).

FEE O SEE ICB1T A BPA & PEA IFEIR, IMATENE ST X — & 2003 S 525 PEA B CTld AREI i 23
F . EBIHARRIIYEE L o7,
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B meERMERSMmMEE ICXd 5 PEA & hybrid BPA JBEDI&ET
O Y, NI MBY, 2l Y, e BmAY, B BERY. 2 k=Y
VA i R R R S B R o B O AR, 240 T B R AR S S i b P B g N RE, Y KPR e v —

[H1®9] CTEPH 2%} L C PEA 24— &I UEH TDH 5 A%, IL4E BPA & @ hybrid iH#IC X ) FHREGEDS S
NTW 5, Yiak Tld 2015 4 (0 & I HHER M & PRk % PEA ) O BPA % #tif7. 4l hybrid (G % &6
TR BRI D SR 2 4T - 720

[xH5e] 2015 4F74° 5 2022 4E12 PEA % Jitif7 L7z 38 Bl & i 5e itk 6 » HIZTH 7 — T IVEREIT V. MASk:
RRFERIZIE U BPA B2 HIWF L 72,

(5] #rAnseqT BPA % 2 BiftifT. —J5 PEA #fiftk 71 (18%) (Zx L BPA % JitifT L 7zc PEA only #f 29 i,
fir# BPA @ hybrid B 7 10 B TR %247 - 720 PEA B, hybrid ZERIIZ B\ CLERG, PERI, MARTEZER.,
FEEWI . Jamieson I A B2 X RO 2 h o 720 B WiKE mPAP (& PEA #. hybrid # % 4 39.7 + 9.2,
52.7 = 11.2mmHg (p=0.003) Td - 720 FMHEFIC =T DT, FMIETIEME L, M mPAP:170 + 46,
222 = 47mmHg (p=0.002). #7# 6 » HF#< mPAP:179 + 38, 287 + 34mmHg (p<0.005), 7 1l BPA %
M7 Uy SEIR KOS PAP B3 2 15 S N7z itk BPA 2B L ERNICB W T, Sl CRUIBEE, ikt 1
W FE R S L 2 BEEAVRIE X . Hybrid BEOBRAERRIHZICOW T, M Rk ORI E S
e DA AN Z WS %,

-115-



—H%ERE 13
ek

| OR13-1 |

BPA GEIEHNMEE T3 CTEPH AD/NA 7y KEEOF M
Ol #W—. 9 5, B 2BV, i ET. 41 HWwah, W .
AlE T RHE %
% Ny Nl VRt o g o e I S

[%F 4] Poor subpleural perfusion (PSP) # &4 5 CTEPH fERIZ. BPA 2% L THEBERIE:TH 5 & Hih &
NTwb, —FH T, PSPHEEFNIX L CORERPMIMEILRAI & BPA DA 7)) v FEEORHBNRIZE T
AHHEIT RV,

[J7:] CTEPHI43JEBI D 5 B, B WilFIZ PSP % i8® e b 72 105 Bl & A3 5 38 B /1T, I iEHE &
BPA oA 7)) v FEEEHT#Z O IMATEIRE % i L 72,

[%5 %] PSP B CZWiH O MATEIREIZFE T o 72 [PSP vs. Non-PSP; mPAP: 38(31-46) vs. 43(38-50)mmHg, P
< 0001]o WHEILIINA 7V v FIHHEIC X - THMATEIRE X235 L 7225, PSP B CIHFEIMAT B L H o 72
(20(16-22) vs. 16(11-20), P < 0.05), B Z L RR T & U TR LI 2175 7275, %o
mPAP (2B BH % D% h o 72 [22095% EHHX [ :20-24) vs. 21(20-23), P > 0.05],

[#E5E] PSP IEBNIR LT 3 iaH L BPA I X 5 E#C. IE PSP HER & % MATEIRE DB kD 5
WHReMEDY D % o

| OR13-2 |
BPA BB EDOFEYEEPILICKLZMITHREANDZE
Off HekES, HRE 55, M1 5D, Wib %F. GH Hos, W B

Rk BT R
MR ER PGBk ar N R

WE] WG K O BPA RIS X ) L mPAP < 25mmHg ¥ Tt L7 CTEPH SEFNIZH LT, 3
HEPIEROMATEIEIC G 2 2B OV TIEH LI > TRV,

[J73:] 3EMiGaH#E J2 OF BPA JRIIC X o TR mPAP < 25mmHg OIRAEZ 1 4E DL FMERFC© X 72 59 FEH1C
of L CHWiRg Ik L, ka0 mATEIRE O Z LI L Tl L 72,

[(#52R] 49 BTl L HPEHPREAS I M S v, PDES FHESE 51 B, = > ) YA AERHI 50 ., VA2 7
7 b 3BITHH SN Tz BWHHET LI X o TCEYMEIIRTE A B2 2D 2> 7255, PVR LY
ORBUI A M 7 AL 2 526 72 (BPA # vs. Wil ; PAP: 19[16-22] mmHg vs. 20[16-23], P > 0.05; PVR:
1.9[1.5-2.7] vs. 3.0[2.1-3.7], P < 0.01, CL: 3.0[2.6-34] vs. 2.7[2.4-3.0], P < 0.01),

[i&EE] BPA RHRIC X D IER 0L < £ CRERFMATEI RS L C o EWIHENOULEZ A L 72 small
vessel disease 137847 L TV AW REMEDDH 5 o
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ACVRL1 BIGF & SOX17 EZFDEEICL 5 NO RIttsE IPAH D 1 B

OWM pegs'®, sl Y, s FALY. B Y, ik oY, 8 KEY.

M s, E=H s

VICHO JuMdiiki /NRRE, 287 AT Bk A S e b R i~ 7 — /N
EBI] FRMEZREERTZ Lo 10 MR IMER B2 U, T35 BIIR 290 HE & O Jk e & 458k
Mg TR (IPAH) & 2M L7z, DD 7 — 7 Vi TIMiBiRE 53/26 (36) mmHg, UM%% 3.63L/ 2 /
m2. i M HEHUAR R 8.27Wood BV - m2 T o 720 NO B 2L 145 SUGRER (AVT) 12 X b IghIRT
28/10 (18) mmHg &% 0., # ¥ F 740, kL FIRF, 3 F 07 VICXVMELBGE L7, 20 kD
Ul 7 — 7 VBRI IEIIRIE 86/47 (55) mmHg. 0MR%k 6.87 L / 43 /m2. Ml i KHUER %L 7.43Wood HA -
m2 Th Y. AVTIZX ) IEIIRTE 41/18 (27) mmHg & 7 o 720 WIRETIZHFEHHE LY ¥5 7 4 L&
H L7 BETHRAETIE ACVRLI HET I Ak v AER (c652C>T) & SOX17 #ET I At v ALR
(¢.807_808delinsAT) %##b72o
[%£%] ACVRL] #{ZF3 TGF- B 2B hD 1 2THhAH ALK-1 a2 — FL IPAHDEHNE SN B BKERD
FRIEME IR & i ST v B, —75 T SOX17 #1ZF13 BMPR2-SOX17-prostacyleine #8450+ % a2 —
Ui LA P A s B4 2 K B b B o SOX17 2858 IPAH I3 HHKBUMED S WV E M SN TV B DARL R
FRIEE IR T, NO BUSYE IPAH O EiEG % 00- 72,

OR13-4
DET—AN—XEAVWEIC Nt OSBREEREON S ERE
OKF  #H—". Makanji Yogeshwar?, H# 1%, Yu Dae Young®. Tan Jin Yu?.
Lim Sooyeol”, Kouhkamari Mahsa H”, Casorso Jeremy”. Wu David Bin-Chia?.
Bloomfield Paul?

VWotvr 7y —<latt 257140 7727 —RA, ?Janssen Pharmaceutical Asia Pacific Medical affairs.
-3 IH% A 20 AR B B S I SE & >~ # —. YProspection -

BRI HAOY 7V 7 — v KI8T 2 BB AR &5 e AE (PAH) 1234 5 =2 Fv ) V23K Pi3E (ERA)
DRLFEFEREIII S 2TV,

[HW) 254 AN F—=% - EVa YHDPMRAT 5L 17 h% DPC %2 W L - N KELL T — & N —
2 % T ERA OfkietE (L5 BtG2 S8 / il £ TolIi ) 234 %,

[ & &5 5] 20082020 412 ERA 2L & 7- PAH BB F— ¥ 24, =35 v ¥ » (MAC) KRR #12
T THARAT % FElilic MAC ZKGERTIC 204 %4 D PAH BE DS ERA DI % 1 Twiz [Kt ¥ ¥ ~ (BOS) 153 %4
77ty (AMB), 51 % Jo MAC K 1Z 450 4@ PAH B2 ERA O % %) Tz (MAC 331
%, BOS 284 %4, AMB 91 % )o MAC KRBT, AMB, BOS DALk R\ A B2 IR o 72 (#K
Be i R el :AMB 19 # . BOS 10 # H )o LA L. MAC &Z%I2HBWT, BOS. AMB IZH# LT MAC
e 5T D MERE RN A B (R ARG Jefl : MAC 18 # H. AMB 6 # H. BOS 8 #» A )o S5 ICT¥5K
T (AR Ve WA B e &) 2 L7210 2 2 73T MAC O #EBEDSE BHICE WS L AVREN T2, (all
p < 0.05)

[#ia] ERA 128V T MAC ORGSR 2 L AVR Sz,
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TRTOXT/ - VEAERIC S 2B FRREETFICOVT

ORE HiE, S BERER. W KB k¥ S5, A% Hoh, KW HEE,
PEY R E o N 75 SN =) SN P S )
TR TRBRE R

D] Il DRIl w5 i 2 S (PAH) 1 Epoprostenol $5fe w1 I8 Tl S KPS0 I M BY IR E O &3t 720
THLFHRILET L2 EPHREIN TV D,

[B] UBETo PAH ER % xF 5 & L Epoprostenol 3 A %17 - 723454 IS AROFEARKFI2OoW
TR L 72,

[J5#:] PAHREB 2% L C E%E B2 2 T Epoprostenol (A #E) D L < IZPRINEE B AE) 28 A L 72
Epoprostenol 3 A (30 HEAWN ) 124 X MEIE L 7ZERNE ED & 95 % HTFTh - 72 % 5Hili L 72,
3] P45 51 k. B 6 44 etk 37 %40 A B 16 4B B 27 %40 MMAEHTIZA B A BECRAE (A B 953
+ 443dynes - sec - cm ~° vs. B B 437 + 430dynes - sec - cm °, p=0.002) « ‘FIMENRIE D A BECTEMETH o
72 (A B 582 = 165mmHg vs. B #: 349 + 138mmHg, p<0.001). M#EEIZHBIT A AEF B TIE, ABICBY
T AN 2 MR X 2 EIE 1 X D HFE L 720

[#:55] Epoprostenol % 38 AWML A XY NRIEZ M 2 2 EHETH 5,

SEA
KEIEKIZ KV Epoprostenol 7* 5 Treprostinil NERE U 7= IPAH GEP

O/ EBA. HE R, A fi AN XU Hib &’
BT AR A P22 DR SR PR

FEBI : 40 At Bk

HIEIZC IPAH @2k (m PAP50) C. Up Front {Z#%11 3% % Bi4f. m PAP37 & LBked . R4 (21
B, TRTTRXT /=) (Epo) BADH MBI Epo ¥ EA LK 1 » H T 20ng/kg/min T &,
AFKAZT 30ng/kg/min T L72& 2 A, A IRERN, KB, BEE CT I2TRABEAKZ D
720 WEAKRZER 2 BRI SE0E GRE : Total 70) 3 CICHEHE L. ALV =725 BKRHEZZO 5 X9
Z7 o720 Epo ZENOWREME# % 2, PL 70 AF =)V 80ng/kg/min (Z¥I D&z 72 2 A, BEAKRIZMWEEL
7o MATEYRED 2 LRH L T b,

#£%% 0 KEO EPOMHEZ 10 A — 23 ) — AT, 3 ANBEAKEZE2HO, Wb ERETED ¥ HBE
TR 87 REARTHD., 3L BHLAEORERLCKBIE 2O TFHENDL LD L EOBEAKERD
TEMEEINT WD, T2, KE 19 ik OFAETIE, K Epo B ORIEH & L T% < Dlitiik TRER
AH Y. FHOAEOELTIE R L Epo 12 B# Y 2 M4 & M VE 0 ok & IR OIRICERN T, 2 Z2 57
TWwh,

$EFE  Epo M OKBIEAICKH L b L7 HAFZADY) ) #2 CHADIE I L7z —B % &5 L 72,
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PGI2 FF eI REERER > TOH/EBREICOVT

O B&Y, Wi =", &0 &Y, Bl HEY. &l Y 2 wm—iY.

HE EE%. # E—mY, &k weY

VT3 R A TR M R i B R L, 2 T3 U 2k R s B B I & > 8 —,

S EI RS E R AL R = R R IS MUEHE & > & —. VT KPR 3 M e s b G B Ee N Rl

DT RS MK L 4 —
T M B R M i 7 U V2R3 % PGI2 BAFFRE A IR SHIAMRIR E L CEERIEH TH b PGI2 BANFRFEER
HEOEEH AR Y 7121d, CADD-Legacy PLUS K> 7 (AIAXF 4 AV« V¥ 8o HX&tl) & CAP-10 &
7 (=T uaBRat) Bhs. By TRRAOMIC, Ny 2T Ly v, HEoOMME, hF—F ¥4 X,
R TOMBEL ) FEAEIH R L, @A G-R0 BRI 55127 2 WIS W CTiRA S0 CE e S
NTWVBED, EBEOEGRAZIIOVWTOHREI RV,
FTA I TERBU EOBRBBREOFRZAEHREBEL, By FRBMOLRTHREL D 572720, 3Hizk 1560
IRTO AT ) — VBRI EETOBREICB VT, 7y MRERTERBROZIIOVWTHE L2,
P OFIFEFET 56 £ 51% T, FHREORKMIL 20% TH - 72 EBRICHEEROZE#HNH - 72
BEZ1IHIOATH-7zs &8 CADD K ¥ FHHFIZHRA L 7225, HEEREILOH: - 73R Tld. CAP-
10 R FICEERZICH 1 HEGREICER & 2 ) BEEROZIL MR SNz, 5 REITREE T
RIGMEIZ 22 o 72h%, AR N D 5 EDOFMIFEETH ), FRH EDTHET S,
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Interleukin-6 Z1&(Z & % b= T FEfRREFZ B D HH

Ofiide  Mw, A AUZ. W HAF. T Ok WEE B hkEg B
BN IEBR SR ZE - > & —WFZERT 1A A B

FENIRPERG B I EE (PAH) (&, JEERAH CHRiZNENIR 2 B IR (2 k22 R0 PRZE DA Uy MBIIRIEAS 173 %
ELRIEETH L, Frid, BELSHEED PAH 7V Th AEBEFFEM S MTERE (HPH) <7 A€
T VNI B W, Interleukin6 (IL-6) 2SPAHWE XA T 20 THHEZ P 5 2012 LT &7z (PNAS1I2:
E2677, 2015) o A4 Tld, CRISPR-Cas9 @R TIL-6 KT v M=/ L, 4D PAH I v METF NV %5
M LTt 24T 5720 ZORE, HPHETVRE/ 70 ¥ ) S IEREE 7V CTlE, IL6 KIET v MIZB
WTC PHIRREOHIHIA A E O SNz, X512, HIE PAH BETAONS L) L EEOMIMERE 2T 5
E 5 IV TdHh % Sugen/Hypoxia (SuHx) EFNVIZBWTLH, IL-6 KIEHTF v b Tld PHIRRED A B 2 A A
S A il A T P 0 SR 255 BN I8A U EENG MR E DB R R WENA LD STz, DL EOREN S,
IL6 ¥ 7 Vix PH OB ICB W THOH 2EEZ A L. BEENNEREZOEKICOHGT 5 2 L2AUR
37z,

fhSMEERERKICH (D CD4A BMHHEBED IL6 > FTFHILVOEEM

Offs Juz'. fh #ug'. W% e, &% SRR, Mg MY, b A
VI BT L > 5 —BFJERT A B, Y AR B GE > 8 — R ORI

[F&] & 3 IMERE I BT 5 interleukin (IL)-6 ¥ 27 F )V O HiEM: % #Hidy L T % (Hashimoto-Kataoka,
et al. PNAS. 2015) 25, W NOMILIZIx 35 IL-6 ¥ 7 F NV HMliE MUERE DO EILRICEETH 5 2341
S0 E o TR,

[72:] IL-6 2B E/ERT 5 gpl30 @ flox ¥ 7 A L CD4-Cre ¥ 7 A L % HbE72 CD4 Btk T MifaEs
H1Y gpl30 K~ A% T, KRR T ZEMENG S A (HPH) € 75V Z VRS U Fili 555 10 A 955 78 % Al 3
5 & LI, N DREF RN 24T > 720

[#5] CD4 Btk T Ml As 519 gpl30 K~ 7 A Tl HPH KRS E L7z, Mlio7a—34 b X MY —fif
MrCld, KEREEWICL % CD4 Btk T MB8T5 STAT3 Y Y kA CD4 Btk T MII4F A9 gpl130 K
HY 7 ATIEREIIF vy vevdh, KEREAMICE S T helper 17 Mg O3 & #iil S 7z

[#aw] CD4 Btkfiino 1L-6/gpl130 & 77 F W id, i MUERE OWRETLBIC HIETH 5 2 L AURE S iz,
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MCP1/CCR2 /Y U =i RE (X PH #8% L. tadalafil ;5% RT3

Off4r  mZs, W Moz, Rk A, sEfy Sy RIE B, =4 38 Pl e
SRR R A BE N R

TR PAHCH L. FERONG M IERIE ISR EANE M R 2 R T HAAHTH %,

R © MCP1/CCR2 %4 L 729U e A3, tadalafil D RhH: % BI5R 9 % 2HRGE L 720

HiE T EBLCer2 (/). FBHAERM (WT) 9 v FIZMCT #5 L. MmATEhAE, M4 %2, qPCR.
Western blot TRl L 720 FEER2:Ccr2 (-/-) 72 WT 5 v b® MCT-PH OAfFEHR, B X U tadalafil %5
LA % 5 L 720 tadalafil 5 F TOMATENRE % 5¢-li L 70

FEAL D EBR 1 MCT 5T, WTIXASE, A=A, MmEHZ, miEEMEo CDe8 (+) v~z a7 7 —
AL 225 Cer2 (/) TRHRA L 7ze MBI, WT O TRIEEY A4 b A4 > @ mRNA 5 i,
BMPR2 #% 9% 0 (BMPR2. pSmadl/5/9). NO #7255, Cer2 (-/-) T L7z Study2 :
Cer2 (/-) v M&, WTIZHUAGERSSEL, Cer2 (/-) ~O tadalafil HEG12 LD, S SITEHFRIY
¥ L72, tadalafil i3, Cer2 (+/-) MCT-PH OfA%E, AXEPRZET S8/,
#MVCGQWﬁgiém&rﬁmiPH%%mL\é%Lummm@w%%%ﬁLto

TT7—HLREYICE 3 BAMERER & s EEERIT

Oy /AT, ME RV, A s0HY, WiE Y. WE R—IY. g EE.

B Y. Ak Hhe?

VEESEHAL - flHE - Iger 72 F o) 7T Y 2y b, VTR R S g b M SR,

VBRI - JHE - RBIGEIT A V) AFFA v Tu Vs b, VFEESEES R WY 5 —
155 P T 3 S 50 R OBl 2 & o EF T O RRE A R Ly ﬁ&&%$®”WV%bé*kﬁ%%#&&o
TWb, E. BT 7 IOVRMim e B ChHNMEERESFAEL, WL ORBEREZ R THERD S
ENTWb, 77 =725 PHGG) &7 7 — am%@ﬁ%mﬁf@n THIR AR B B AR R
e LRI —#IGE ST w2, PHGG (X SHIRNIER O BRI % A LI B REER ST 5 2 L
5. i M ERE O AT ENHIRI A B D TR W EIRFE % T lo Pk 1d SUSA16,/ 5 35 M 52 il & 1L i
E7)V (Suw/Hx) 7 v MIx LT, SRFKICHER L7z 3% PHGG ##:5- L (Su/Hx+G # ). 3B (ZImATE)E L
& T N5 B SR O NT 2 17 - 720 Sw/Hx+G BTl A ENGHIE 1 Su/Hx # & ik LA Z I
TH . MiEOHEE) 7Y ¥ 7 ORI Stz FREEEGHTI X0 1 o 8 PR #H
WA B T EDH S E 572 (p<0.01). & LNV TOMGES Tld Su/Hx+G # T Akkermansia, Bacteroides
S24-7 7V — T 7 EOMEMAFED BNz PHGG IGWNMEHZOEE 2N L. Suw/Hx T v MIBT A MG
HEE O e S8 % Ji 5 2 W B E DS B % o
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OR14-5
A7 ORABEORERMEEE P GNEEFERZHRET 3
O®RE AN, AfF ME”. W #Y, fE . HA wmyY bE s,
oWt REE WY, R A
VSRS AT Y 5 — IR, Y RSB > 4 — AR

BE S IMERE (PH) OWBIERICE VT, B FEARIINA TRERNFPAREELHEBRERFTH 5,
s PR AT 35 22 25 31 32 0092 R0 o PRI AT R SRACE D21 L 0 Bk A4 IR O JRRRICE S L T 5,
HiEEfER 1 16S X 77 7 Mg 2 T, fEHE (n=82) KUO'PH EHE (n=89) DNHMNAMlW#E & LIEPHM
Wi & AT L7z PHREZOBENMREE L. a 2R B EHIEIMCT Ly Actinomyces. Streptococcus.
Rothia. Veillonella 72 & O TIENMRE 2SI L Tz —F THENMEE CTIX. o 28RO B LR IX
IZEL L o7z ST PHEZEOHEEA NV b (OAS, MifghE, J80) J84: L BT 2 B NHIR %
HFEIICIRIR L72o T OREK. HENMEOADSFEAREEEL TWe, £2°C HENXS T L7 —
o7 OENEZAEL AT LZEZA, a7 ENEZ 2 7 28V BERIZIERICTFERERRE (p <
0.001) T. BNP RJRMER EDMAp /N F~—h =L M Lz FPRTFHMRETTH - 72,

Kiam © PH BB W Ta 7 HPENME OB 8 NRITEE A FHEE L PRBENRT-TH 5,
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ERHR 2

PAH (Z BT 3 KBREMNEHRZ S F Stanniocalcin1 DR E

O/Nil BEFLF'20 inge @, ik AU b —3gY B B Bl BT
VHCRE R RS M B0, YRR E RS W B AL B, TR KR A SEHE R
VRS R B SR A A JE R MG ER 2R Lo
TR BB IR RN U E (PAH) (2B 2 FHMEIIRE O LA1E PAH JREEBIC EE 2R EH %) 2 L8
FRENLH, PAH BT 5 EEOEENIHS TR,
[H] PAH BRI BT B IE DB DT DR & 2 D,
[J5id: - A5 3R] 2 B IINEREZRE L, BEN T CORMMERBE2 L Lz, ZoEELHWT
PAH & & OB Bh IR 4 15 Wi %2 3528 L C RNA seq 247\, PAHBEOATEENIIKIG L THMT %
Stanniocalcin 1(STC1) #fzT % Wi L7zo 22T, STC1 RiE~ ™ A - AR~ 2 % Fw TR E F 581
Jili 5 U € 7V (FiO, 10%. 4 J8R ) Z24E8 L, O a—, DA 7 — 7V, MERFEFM 21T 5 720 2 Of5 5,
STCl RIEMEMETET N~ A Tld, AR L g LT EISEZNGHEIE. gk EREE 2 LA L 72,
[%iaw] PAH BE MBIk -4 A0 Tl E IS BOGS LT STC1 A EH- L. STC1 K4H13 PAH ke % EAL
SE7. INLOFENS, STCL BEEN» SHILZRET 72020 ENTWAIRENDNE 2 bz,

AHR KR ICREBE S h3HME Y 57 > THESFORR

OR#E H, 1F Wk IR 2, A ADZ, flE 0, &E KRR KE Dk
HRE R
A BRI > & — I A PR

B EDAR MG = 1UE5E  (Pulmonary arterial hypertension: PAH) DIREEIZ I 1L (E R R DA 25E L F#
B EOBRBENOMGAIRBINTWE, ZAIZINTE T, FHEBEFRILKEZEAR (Aryl hydrocarbon
receptor: AHR) OGP PAH WWRE RIS HE 2 xdl 2 72 L, HREPH €7V (SulHx 7 v +) T,
I BT B IRE L D I 8 PR BZ AT o SR Ml © AHR ARAA RIS RIENE S 7 F Vo F 258 8 b T L 23 L
720 LA L7, AHR OIEHEALABEINE ) €57 ¥ 725 &R I$TH0TF A = X252 bh o Tni
Vi,

ZZC. BAMB X O Ahr-knockout (KO) T v MIx} LT SulHx EF NV A/ER L, fliflfk% Hv 72 RNA-seq
& Chromatin-immunoprecipitation sequencing (ChIP-seq) #17v>. AHR Fitn T 2R L7z ZORKE,
D F v b TRBIFE SN LD Ahr-KO TIIFE SN2 VBIZ RO RIS TS Tn e nF
F—EEREE L7z, AREETIE, ZOFF— ¥ NEHERIRICEDL L REEL L L7-0THiE 3 %,
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| OR153_
KA R BRBCEIE (31§ 5 SR DB

Ol #". Moonen Jan-Renier”, =% 33, Rabinovitch Marlene?
VR RS B R - NREES:, PStanford University School of Medicine Pediatrics Cardiology.
Rt N N N YRS

W] EEY I 2 b= a VEZRICL ) KHEMmEIRZE (PS) SISWWE Y = 7 A ML ANFEL TS
ZEAIREI NI,

[REE] RREPS BRME Y =7 A M LAWK ), AR (EC) & 4 P i il (SMC) 2374 %
WBREEAR SRR S, SMC O SR IGE. HrAEMNEDE U PS 25179 %,

[Hi:] 7u—RY 7Y A7 A% HCTHREZ —HEIGRT S, & M#R ECICIEH Y =7 A ML X
(15dyne/cm?) 72 13WME Y =7 A b L A (100dyne/cm?) % 48 BEf5- 2 720

(s8] E% Y =7 A ML ZAREUIMENR EC 1I2B W T, W OMKEZETH LTI AF >~ (ELN) DR
A% GFE L7z, ChIP-seq RHTICL ) ¥ = 7 A b L RAEZ WG KT KLF4 °ELN 2 %3 &8 Tnwb 2 L 28
IRENTzZe —HTHRE Y =7 A ML AR ELN B8R E2K T S5, S 512 KLF4 BHICE L IE 20 -
725, EOIKT ERG OFBPA I T LTz #IZHE Y =7 A ML AT TERG Z #E7H 3¢
% & ELN pEEDBEIN L 720

[%63E] KR PS# D EC ® ERG5BlZ L AF 2 — &85 L, ELN AT S, WM O
S L Z B &, KR PS O#EITHZ SN D REMED D B .

| OR15-4 |
v b PH OAEHEFRLICH TS Bmpr2 ZEDERE]

OXRK A, HH WX, =% & P WP R i KIE Bz Rl e
SHERFRFBERFAITER NDRE

H5t] BMPR2 % Mg IRVEMG & ME (PAH) O EE @m0 A7 W TH Y BEEEERCEGTFHD
EAL L BM 5, TAEDOHE T BUPR2 ZE %3 PAH & 13 L THZELHR ORI EZ 525 2
EAIRIEENT WA A, BMPR2 ZEERENE BT 2 A EHEREOFEMRL A 7 = XL IEAHTH S,
(i) Bmpr2 ZR %4555y MEIBHAMS v MR THEEEMET LTV

[J71:] CRISPR/Cas9 %/ LM THEB L7z Bmpr2 255 v b B X OB AERMEBEFICBWTE/ 70 %
) ¥ (MCT)- PH €7 V& AER L. PH #EATICHE ) G ERBE ORI Z L 2.0 o — Tkl L 72,

[R5 :] MCT 5% 21 H H & CORHli CIEMmARICA EE I 22> 720 2325 H H ORI b 43 S0 E
WCH BRI R Do 7205 Bmpr2 B85 v NI AERIF AT & ik U A S0 YE, ORI A I T L
TW7z,

[£%2] Bmpr2 2585 v MIBARFEBA L L, REORMERE TS0 EAMN T b A S0
DI EDS L VKT L P RELE OB E 2 b7z,

#5351 MCT-PH &7V 0% B BB BT, Bmpr2 255 v M AERE BT & LT, FEoF
AWM CHHEREIL VKT T %,
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OR16-1
SMERMERAECX LA T — T IVIMRRG|# 2 EITL - 161
O=M £V, AT &Y, KW Y, B Sz, A - B 2
A Y
VRS R IR A SRR ARE, AR DR A B ORI - TVR

[EB] 40 etttk

[(BURIEE] 7 EYIBAMTIE AT S M7 T BIIREERAN R O T 3B IR H ABE L. 15 &R 2shifr S
7oo F 7oA RO N BEAV AR IR IE L0 L TR P E T H o 72 ARE 18 H B ISR & & b ICIRER K I
JE. BRZE 2 L7z DRSO LA O a2 — KR TOAHOAMIT R X ) 2N ERE 2 B, 5%
CT % AT U720 MM EREIIR 2> & XIS LTS TR & %8 9 A BRI % 589 72, Pre-shock 731 %
WTHAHE, BEICEYEYHEZA LBIMEED Y 27 v, KR HOFMTPRZ2EL CnWLHEE
L. 45 AV R s e Puke R o C o I (38 . h 7 — 7 VIR RS |4k % fidT U720 2R ol
BABINT 2 Z L2 L. i X DA 2 v s mE 2 Lz, FMito b a —RREICBWTD
A DB RS B 12805 & fR0 . Bl KA 72 7230 ABE 22 H HIZF 52l O e AR I RS I AT A3 HEA T S 7z,
[£%2] BUK PTE (KT %4 7 — 7 VEYIARLS A3 86 L 724053 - MR I BV TORMEIT SN TB D,
KRIZIECER LT, Gl ARREFNS FERO A5 14 & 5T L7z 5 Efl 2 2. € of %%
R

1

IEFGEM O EER S ER T D CTEPH (X U T BPA B ER L =—F

O #eX. THUE #A e omke, B Sk, AR ISR BE Sa, ER IR,
M B, 2 #z. B L2
BRSZAT B N TR S5 b I L & > & — JEER A R

SEB 30 P i A ZE R PRI 5 ESE (CTEPH) (28 U CHUBEEH DO A TR TRMBIZZ I T2 7 8L
o 20XX 4E 10 BAZA KB SHERE T D 72 O U Be~Fak Sz, SRBERE, iU 1X 129/90 mmHg, < A
2 6L/ 5 DIEFER ST T Sp0, 96%. T =% — LK TIEIEFRMOEHN (NSVT) AR L Twize Il
A TH BNP. PO R=VIDEMHETH - 72720, BEATLEY 7— 7 VIRE % 61T L7z, EBEREZ Tl
B EIIEHRE RO R o 7205 FHOH T — 7 VIRAEATIZFHIENIRE 34mmHg. AR 151/ 4. Mis)
J0R 2 52 V2 C T il o0 RAH BH IS & HR O S B S VERT B R Ak 22 - PAZERT WL %2 728, CTEPH (20 ) RO e fE &
ZWr L7z BATHEIR SNV — »ILIEMT BPA) % JifT L. BPA #7255 NSVT XK L7z €Dtk U F
DT FOWHRE 3MOEN BPABEHEIC LD MATEIRE, MEILE DICSE L. 17 9 H IS KBRS S
TIN5 N TAFHEESRMN 2 7 L. 850012 NE Y HIZEERE & 7 > 720 CTEPH 124k 9 .0
SEBEREA I THIZE T A NSVT 12K LT, BABPA LU F 377 OB HIFEDER L7ER 2 88 L 72,
XN E S 2Nz TS %,
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| OR16-3 |
Kissing balloon inflation technique % & L 7= CTEPH O —#l

ORI Mz, dum e, 5H Sk BB B8, e EEZ B 22U
SRR T BERRR A B I e 9 B2 I

JEBIZ 40 A M. & ¥ b a X 7HURBEMEZ B S M Tw 525, B IE Raynaud JEIRD A TROBEIZE & 72 -
TWh, I HVEREIFIL R BB U, %9 1 FRNS YRR & e o 720 8 CT THiZERIEZ R 72720,
Prt 69 2 Blas LRE 2 W7z 3EWG B La 4 & HARER IR IERITE L L, 8 » HRRIC 7+ 1 —
THifT L7250 7 7 — 7 VA TH mean PAP 32mmHg & #EMATH Y. CTEPH & 2, BPA TiHEHE
THHEERY, ATEOREMEREIIH L THEBRL TR o720 SEMEHLITIEFF I . A9 IZ wire
% Cross L.k 8mm @ Balloon T POBA . [ &R DI DO FEBH % 15720 5] &%t & A10 |2 wire % cross L.
4mm @ Balloon T POBA. [HEM. O IMLGE DB % 157245 A IZMZE L 720 A10 OPEERIC X 2 I ER1f e
T MIEABLDEEZ SN/, HEMINEIZ 6mm @ Balloon T Sequential 12 POBA 38 L7225 W5
M & b RBIEZ Bz, A9 & AL0 O 4K Z (2% L C Kissing Balloon Inflation(KBI) Technique A3
PLL %z, 6mm*2 K Balloon TKBI #477% o> 72/, 24 & b RIF R MK % 372720, FHERKT L.
KBI technique 23F &) TdH o 725EB 2 #EER L 72O T T 5,

1 421 5 L FEOEE (= % U Y8R 2 R BAARA AL 4T % HG4T L 72— 51

OmfE ZA. sk fhi—. ki sek, ok B R I IGh B8 R #AL
R MR il AA—RE
PR PR AL K22 R 2 R IR o B IR BR A IR

SEBIE 64 e e 1 AERTIC 2VERG AR 28R O BEE DS D 1 o FIER 2> SN 2 IR N #EORER 2 HE L T
Wizo HIE TS IMIE 2 3644 S N 728 B E A Z IR LTz R4 ST HEEZ2 0.0 2B Eo 3
E3d V) R QIR REEAS B L 727290 BRA~H - S U H ABE L7z, ARk, O g — A%
F G R AE 63mmHg TH > 720 IFRBIIGITEIA - B 77 I a8 L OFIRAF T O % Bt L7z,
816 W H A O A T — 7 VBRI TR ENRIE 42mmHg. i By IR 3% 572 C X3 ~ i X8k (2322 2> & B
FEIRE &R, MR - MKy v F 275 7 4 TRBYEOIM T KIEZ 80727260, 18Pk i A ZEAVENR & iLE 5E
EBWILT VAT 7T Fomg/ HBEX L F I3 24 mg/ HE Tl L7 BB 0OMBERGZE L,
85 30 - 37 W H I/ NV — VR EIIRIZ R A 2 2 WMFedT L7z EEMiERE X 42mmHg 5 25mmHg F T
RRDTz VNEVDSUFEE 2D 5 39 9 HAZHAGREE L7z, EEAOAS L B L 218 ik ZE ke i = i
JESELSKT LTy BB L — BRI Ay 2 517 L R 2 6 2 15 o o — Bl 2 fEBR L 72,
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| OR16-5 |
BPA (T PCPS B i RIgE & %2 > /7= CTEPH D 1

Offf Y. vl 2. I B2, —# 322, X% Y. BA HEY. HEe O MEY.

R a1 N

UHIS KRBT PRl I BR s INRL 20 B ORFR) . PSRt~ & — Kb fiiat v 7 —
FEBIE 40 AU ME DART & 0 57 VR0 R R D SRS Tl 8 &GO R PR I & 551 S v T 7z 2022
AE 5 H RSB A BRI IR R B % FF 2 OB EEa G . RBHNAL Y 3 v 754 v & 7 ) 4B 3 REA~RG%,
DR IED S 8 73 Ttk 2 . 17 43°C PCPS BRENBALG . W RE O LB & 9 R A5 12 T D-shape % 788, JEh
&3 CT A ZAT 9 b PO MiM A ZERIE X B S, DBRIMEZVEE & D 17538 L I B 2o o0 8 e 13 i s
CHIWT L CEATH O T —T7 v (RHC) - i#hiki&Ewmt (PAG) #4T7- 72, RHC Tl PCWP=14mmHg.
mPAP=42mmHg & i & MFEFEIC FIER T, PAG TIXXEBAMEIIRN IR 2 320, 1 X D KHEIZ web %
subtotal % PRSPk ZERVENT S MESRE (CTEPH) @ acute on chronic 2% < $Eb N7z FFICHIEEDS
W Rt A8 & Lt A10 O AR WIGEIIRIZEE M (BPA) % 17\ Pk B 2RI EEE 12 X A MR E L e &
L7z 5% HTH PCPS 2 5 HEBLEETH v 8 BPA 290t L 10 X% 14 552 % {68 i IE I % 3250
7o DSEE IS TR | &2 4T85 7 9% H (2 PCPS 2 S Bl & 72 > 720 Acute on chronic @ BPA (2B LT
LHRIE LS B F 2 TEFIME 2179 o

i I FEAE A VR R T 5 > - REIIR % D — B

Ot A I Bek wiF Ok may B #0006 e 2k
) FHBRGER Y v 5 — IEREGNE

JEBNE 50 A, Lo FEFRISITN R, % 1 4RI O 7 VEREFPI R 2 5 L. LB TS S B & 7B 1
SN, WAREIZL2IEEZ IO Tz, SEIRDEP L 2720, KA H 11 SR 22 N/ &
0 LTI —KHAT TRPG 41 mm Hg & EH L TW/eZ a5, Mg mERERS A H I SR~ & 2o
720 BEMFE S ¥ F 75 7 4 TRAEIOMFEREEZ RO AOH T — T VA TPAWP 6 mmHg. m PAP 26
mmHg, RAP 6mmHg, CO 4.0 L/min. CI 2.3 L/min/m* PVR 5 WU & Bl MUTHE %2 326, 72 BBk &
SOMAT T 9% 58 ) Mg IRk 22 2 2D 720 ZOHROFERAIC L . MishIREkZz2 & 21 X 2 s i+ i %
PO EREIIRIE L W L 720 WEEIIRZ O SRS PRI CTld e v LA L. BEEREDOZE 25
5-10 4F- 2 V2 Mili & M RE B A FE R 2SN B9 5 Z & 2% <L IS MEREZ FIFIEIRE §2 2 L3 hwnwE ahT
Who Al B4 3HE ITEAE 2 W5 RER & 3 5 EEBIIR KD — Bl & AEER L 72D THE T 5.
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FhENAR ARG BR TR 5 FEF 2 S -IMENMRAERED 1 41

OMi®E Y, Kl #yL™. K#F FFY, A Y wmE EmEY. ORI W2,

AT NN /3 s 2

VESTAEBR BRI v & — SRBLER. Y ESIIEERESEIIZEE v 4 — WEEREL Y ACEA AR R AL

VR E RN R S e UL A AR
T MBEIRE SO NIEANE A AR TH 545, IS X 2 MBIRPAZEO 72Ol iE % 2 L. BIRIC
PPN AR ZE R TR S U (CTEPH) & D8R %2 %23 %o MBI PSP I o #2255 W |30 BRALRR 27~ 19\ 2 AT
AN EEAICZ LW A E S WEE R Z & 255 5, 4l 2 18] H o fili B Rk P3G B o B2 A 9k B2 11
LW HHEE L 72 B R NS O 135 B & 55 %0
GEBI] 60 fCH M, FEIIG 2 CTEPH & L CHEBIIR BB 2 520 ) 72, [HE 2 RGEBIE0h. 5 ERICHIE
MEASFEFE Uy 2 18] H o il Bl R P 55 B B AR -C il B IR P B A B o0 35 I A3 7 L 72 Ab“p i idinsiBn & 7z
AR T, #B X U2 M H O FMEEAIZ CTEPH & L CIIIEMAI 2 AR R 2 2 L Twiz, B3
IRF D Fi5 BRALAR VS L BETE I 2 A T U 72z A RLRR o 2. NP B R e o 140 2 R 72 # Il D FAfT iR 1%
FRHER 7 R TR BB IR A TR TH - 72205, 2 HORERZ B F 2 BMOUR 2R % & — IR OfF
TEATRIE E N7z
(i8] WiBhIRE S P A IE L2 3503 2 36l 2 R FRES WT D ML I DWW TAEREV. ST X 20 F AW F R O
EART-ZW & &0 M E L2 N2 TS 3 %,
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acute on chronic PE %@ CTEPH Oi& & 5% D& 5T

ORI IR, ik MEY. WE RAY. A WY, kg FU b B,
ks EERU. R SEEY. bR IEAY
VHOHRKAR R £ > & — KM ORSRARIRE, ¥ R SRR BE ISR

FEG] 0 50 AR BEAE C BIE IR USRS

BURIEE © 2021 4F X H 5 SR 4 1CHEAT§ 2 5 ER o AW 2 B 1 4E#£ 0 2022 48 X H e & W05 2 £ 5k
MU BEABE L. acute on chronic MiZERIEDZWI TT EFH NI X BN Z 2T 72, BB 4 2 H B Ol
MY vF 974 TRERT S MFTRIEGRE & & D7 ERER T LI X 2552 - HEZ R L 72
HloA T — T VIRA T EIIRE (mPAP) 35mmHg. Mi#REZAE (PAWP)13mmHg. Wil Pt (PVR)
6.7Wood HAZTH ) CTEPH L #Z Wi L. 7Sv— U IigRIEAM (BPA) THEET 58t E oz,

BPA (Wil Bi IR 1256k L CTARE 8th session MifT L. A HNIE AR O ke ZEKIHZE D% PRSI B LT 5
th session 257 7+ 7 ¥ 02mg 2T ZE A L7z, 6 7 447 5B & BPA @50 (508m, Borgl3) # 5 8th
session {6 (595m, Borg7) &7 1) SPO2 KT et & 30072

2 B5E T M X B A S B oo Ui i & T LS B AT Y — v (Radwisp®) EEA L TWw b,
Radwisp® (3 Al # LE L3, KERTH VY B LMRENGETDH 5. BPA I X LI HE OB %
Radwisp® & oM CaRfili. ik L7-f5 R 28R T %,

BPABTTY A J7 hDEMEEZ 15T L 7= CTEPH O 4 fI

OBEE RV, fEE 28K, BRI BOKERY. =i Y. o FHY, & wEY,
LSRN O
1>{Eﬁ[’£*‘l’ﬁ? G ERZF N EL 2>{E_ml£$+j(,?% 3 PR} A5 B R 3>§%|I—{T]I,—|E<ﬁj('—%" T——

[HRY] 1k gE e PE G B I E (CTEPH) O# & LT, 7Ny — VIliBIIRIZEEA (BPA) & w77 = v
W25 —YHHE) AT 77 MDA, Ty FEERERE %> Twb, BPA if#IE CTEPH B#F DI
THRELZWE LS L7720, MEREOBRE 2 2L X2 HESIEH S hT\wb, BPA REHIHZTY + ¥
7 bolipigEZHE L. V4T 77 bo&GEREOLEEIZOWTRRET L7,

(5] VA v 277 Mo CTEPH 8% 4% (B 14, &tk 34) #3502, BPA G & BPA ih#
T 37 RIS, VAT 77 MHEIHD 6 STERILL. LC/MS/MS 12X DiBEZME L AUC,,, # &
L7

R U+ 77 F 1 HIREER 1 3.0 mg Y3 %4.7.5mg A% 1 %40 WHO Hili& MU SEARBE 0 13 e 25 I T
mPAP 1% 31 ~ 35mmHg T& - 72, BPA{E# 3 » A%, mPAP 20 ~ 23mmHg ¥ TR TF L. &fEH T
WHO BERE - HHIZ T 3% L 720 BPAWBIREI R DY F ¥ 277 b AUCys, 13 H 4. 397 — 611, 709 — 1790,
249 — 334, 203 — 190 ng - h/mL 1224k L 72,

[%53] 4T BPA ¥ 3 » H® mPAP (3 25 mmHg PLF £ THCF L. 4 fEHI 3 56T BPA G914
D) F 77 b AUCs, 1& BPA (BRI & i L CEfETH - 720
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OR17-3

BPA B¥(C pressure catheter PR TH -7- 16
OB/ ARV, B 42, kW FEV. hE ZFaY, BEe &Y, | EY.
VN B SENEE 2 N o T N
VI RUR AR A TR R i bt PERRRR 2R BIIR, ¥ LRSI 2 B IR v b I BR 2 B

SEBNZ 61 B M. AT @M A ZE AN B TR (CTEPH) OfBWr T N v— Vg RN (BPA)
#ATH) 2k ol EMBBIIRICHT S 2y ¥ a v HICEER (A3) ~OBEFELZ T L7 #E L
WS DR % B LIS %= h 5 72, pressure catheter (LLF Navvus® I catheter) ZiH L CllE L72%K
W& EMOEDIIE 037 LK T 2RO 7720, EBAEDE U B ER5IIx LSV — TR U724 8. EiE
3076 FTEALZ

BPA Tid, ®WRIMEZ 2 H A5 2 LT WEZMIIL UINEEIT) o —H MBIIRIE 55 H <o k2=
ML B TORBEHHOREIRETH S, X o TREBRIICHINZRE L THRE R SN0 HICX -
TIERE ML U CERB NI Ly BRI 2 HAOWEZ BRI LEZWEEL H 5. ¥ TIEhE
7% BR Y Navvus® 1T catheter Z il L. JEHEOFEZ MM L, E#EA T CdE% HIET Hste LTw5,
Arlal, 25 O S EE 2 E BN R LTy Navvus® I catheter THIRAEZMERT 5 2 & T WEZ BB LN
PR o 7B & Bk L 72 720 %o

HKEY =) LERE| & pressure catheter Z{EH L /- BPA

Oficiig MW, Pk Ml W BEHES. SSH JAs, Wk —%
WK B > & —feaimbe PRB A

FEBNE 60 B 5 AFERTCIZERDOBEEDN D ). 2D b 5 EREO BN &b 3 — F il i i A3 Fie
L7z “FHMEIIRIE 67mmHg, B4 HHT 17.8 Wood HA & FREN &5 I E 2 AR L. BliBhAR % %2 TR ’fL
M % 2 Bk 72 2 & 5 508 A 284 P& MU+ JE (chronic thromboembolic pulmonary hypertension:
CTEPH) &M L7zc KA CTEPH TH V. 7NV — Y HBIIRIZ A (balloon pulmonary angioplasty; BPA)
ZATO HEE Lahs, SNFECHEENR S — FEEAICE 2FHE0OBERH ), 99— FEEHOMHEST
Holze 2Ty I—FEEFORBELELT, FF) =y aEERA MR L7z BPA Z5H L7z, Ll
Bo. AR =T A& OFHEICHIRZESD D, DG TBPA 2179 LEBH - 72720, RIEHFT
1% pressure catheter # i/ L T BPA %4772, Pressure guidance ® BPA 1%, #&EE 1 & LR EBEER
PEAEMEEM AT RECTH b . IEERIOHIBICH N TH - 720 &FF6 M BPA #47\v, FhigIIRE 36mmHg
FCeFE L. HEERSUHEMEINTH S, CTEPH IR LTH K = A5 #]3B £ O pressure catheter %
7z BPA ICBT 2 #5134 7% (., BELEMN L ZZHET %,
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BHBRFEEEICE (T D/ — 2 MEIARFZ T O BN DZE
OFIIT HOKER. Wi Jesk. @F WY, b EA
PR AP AATR PR

T Bk ENRiEE (CTEPD) BEISKHT 2200 — VBRI (BPA) &, S K&
W57 BPA IR L L, BRI OBEBRSLETH S, BIEEEF (CKD) B&EICBIT5
BENOBEIT T ICRET S Tu v,

T W%, Yk T BPA & 1T LB EIE o CTEPD % 57 4 & MR & L7z, B HEAERE (n=6) [ HEE
SRERIAIE M R (eGFR) <45 mL/min/1.73 m 2] IR HERERE (n=51) [eGFR = 45 mL/min/1.73 m 2] & L.
BPA G % TR AR EAL O M % 374 L 720 eGFR 2SR & B L, #2THILT LT AU B ey
EHE L7

REH B AR IR E AR BB ISR, N— 2 5 1 @ eGFR 25K\ (353 [33.1, 38.7] vs. 65.1 [57.5,
726] ml/min/1.73 m 2, p < 0.001), KEHERERIIIEACTREER: X V) A5 BPA JfT5205% { (7555, 9.25]
vs. 50 [3, 7] P=0.029) BPA1 [Hld 72 ) oA RSP 2w (147 [124.8, 1639] vs.175 [154.4, 195.3]
ml p=0.023) . BPA {f# 7l #% T eGFR & T I KB B T WIS B - 720 (K HERERE © 1/6 11,
16.7% vs. I HERERE - 20/51 91, 39.2%)

KEeh AR OIRERERE & FIHTIC BPA OFE G2 BT 2 I 2 v

LT
G

RFRRREY T ASHERBRY. BPA THié L8/ B4 CTEPH D& EEH )

Ofdt '™, e w7, B Y W FY. il BEY. i i
RER WYL EME AU A fREEY. B RV, AL ERY

VBEIPE R IR ARR S, 2 LB R R B BRI,
VHRALPE R R RS PR - ) v TR VR RHE R R IR B - SRR,
QIR RS R S N AR RS

SEBE S EE AL (BMI 60) @ 43 i, NYHA IV B0 HEiE A 044 (BNP3470 pg/mL) TABEE o720 A
L1 T — 7 VEIAE T over systemic O IfiESRE (PAP 120/28[59] mmHg) % &2 L. il o ~ 75 ¢ e B
IRk 54 B 2 2 A 9 18 AR ZEAVE I 55 U iE (CTEPH) & 27 L7z, PidtiEe, w354 5 d miTHREDS
WikE U 727250 N IR a8 72 0 R R T VA-ECMO %38 A L 720 Fofiy H 9 oz 1 it BRI Aty (BPA)
AN 2 MfE T L. VA-ECMO OBEBIC I L7ze Lith. BEAFECH 2 Bliki %12 4 #IBEHIHEEE, BIGER
YUV Y IREPURIEWEEE (CAPS) %tV K OB ZICE R AT a4 NiE#EEZITo720 TRTB AT/ —
VA B 8D 72 i L I S 0 6 B SR R 6k S O3B N BPA % 4 [WlfitifT L. 14T BEhRE (PAP40/14[28] mmHg) 1
% L7ze RFTRREET VA-ECMO #ilh. BPA CTHofy L1572 55 B G 0 CAPS %t R PR A O 85
CTEPH Z#ER L 72720, CHMEBEZE$ 2 THE 3 5.
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BIEHMEED CTEPH BEICH T 3 EFHEEHIEOEEM

O I ML, MA& KB, WEE B8, I Bk
FESEDERI R 5 2 B e

B BEEBETCAERE B OB RE & IEFE ISR 9 5 2 L SHETH A 05, T ORI G5 F 72T 12 &
nNTwuiwv, BE7yF by LY 2% Y2 (ATR) X, 7oy ¥ VEETERZREKNE L Ol
BEIREANELHEETH H. T 2 Tld ATR I X 208k ZE4 PRI & UEAE (CTEPH) BT 2 SEBI 2 #3550
SEGIBEEE : CTEPH #2Witk. 7—7 7)) Y& 5247\, 2N )v— Vg IRIE BT (BPA) % fifT L 726
RKBOFFKIZZEL T2 RET—7 70 VEBRPICS 200 53, BPA O 1 » H#BICE G 28
N2k % B L 72, rotational thromboelastometry(ROTEM) % H W CEeRFE AR ABIRE O 34 2 FRERA0 L, Pkt
HPEEZEELLEZA, I N—OF NIV T 7)) YO RETH D Z LA L7z Bt
Fe L P 212 BPA 2 TRz e L7z,

Kivm o BEEIREIX 2B CTHRAL-TBY ., BRIFEEFERETH 722 00, BEFNEIEERS OWRENED
%z bh7ze ROTEM, &EREREDE 5 B 10 LB OB B AEBIE 2 5Hli 5 2 DICHEH Th - 72, ki
FERFEDFEGIIZ L. BEEBE O TFRE 70 2AH 12 360 < ERAL S M- BB BB 0SB S U Td 5,
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RIMIERE DB IC 51T 3 Radwisp® EREFIRE & DHEHRE

Offciie 24 MH KA. i RE. B W, s &l 5 L2, PR EA
WHERF AL v & — KAGHw e DR B2 N

AR, Ml SEARRE D BHRZWNIC BT, JUHBRZREE Y — 7 A7 -3 Y7 u 7 F A (Radwisp®)
PEH E N TS, Radwisp® (&, B X #iaZ BLEh ) 2> O il B85 1 5 0 B I 2 2L o 2 it L. & %1k
ZRILCHmE LTUHLT 42 0H 5, 2MEMIMEERIE (APE) OZHicEB W Tid, CT pulmonary
angiography (CT-PA) 25IEH A TH 2 25, Wi I Rl Al 2 LWL T HREZEIMETH L. —H.
WMGE s >~ F 279 7 4 HMEBRETHVBWHREZ A L. EEH 7 LIVF - R BRERESICL A TH 575
KA O B RE S S 2PN ICAT 2 2 A Tld 2 v Radwisp® (IR EIEDSAE T, JEEE - [KRET
AT RE A TH D . HIRER - AR TRiE 2 DRI BR 2 5§ 2 2 L S BETH 5. APE IZB1T
% Radwisp® O & L T.CT-PA & OW{RIHM Z /R 3 Hi513H 50 KRRTH LMK > F 777 4
E MR L 7-WF%81E 7 o ABFZEIE, Radwisp® & it > » T 7 7 7 4 &7 L72%kid APE BHIZHB VT,
WA O K 2175723 D TH V. Radwisp® DA HTEICE L THETO XMW ER 2B T 2 THRET 5.

TAPSE (& CTEPD BEDNEBMBEEDIEEE LY S B

ORZE M. A e W Bk, fEH K
KBEAT K TP

TR ZERE (X = M B E O FH TN T TH 5. AWFZE T, Bk EedmizEi (CTEPD) B3 26
% (BYES5 AL &k 21 AL SF4ERNE 655 7%) 123 L 6 - HIAATHAE (6MWD) 2 17\ BBl A sE o481 & L.
HO AT — TV, R C R & R AT, MR TR O NIRE L DM ZHE Lz, Bz D
6MWD ®Hryufiild 400m T, BNP & 26pg/mL Td o 720 FEMEELIEBE ST IR AE T ASIRERIIRE SR
TH ), TRPG 2 45mmHg T& - 720 TAPSE 1% 20.3mm. £ A& 17.6cm2 T 0 4 E NEHAFZILR RV
FAC) X 353% Td - 720 IEMIEIITE N 2 1To72& T A, 6MWD & RV FAC ORICHZRHEIZREO SN
otz Tl HE-BBRA v 7V ¥ 7 OETH S TAPSE / PASP RMi#ilika > 754 7 v 23
6MWD & OMBIZRD 5N eh 5720 —J5. TAPSE i3 6MWD & A& 2B %D, CO / CL TH#¥ED
HBERETEICAH B TH o 720 TAPSE BIAHEREE/ ST A —F —D—DTH ). CTEPD HH OEBHZAHE
OF AR TH HWHEMEDRIE S 7z,
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EifR, RE. 2ZH 2

| OR183_
WHBEERRES R > L HELEE. FIREEOES)

O%% STV, WA FERY, wf§ RV, Ik M. me o RY. RBE s
VA A AR E T BE WP R, ¥ RO I U T MR

JEBI 1 41 e S ERE B, 38, BRI A A MAE % £F ) KR #E E T%#. HOAT—T VT
mPA=37mmHg, PVR=541dyne/sec/cmb % & L7z, I BUFIAAIZ X BHliE T & LT O NIPPV % &
ALHESER, O 32— EofG0 8D SEE Lz, DEIFRAZDOERPAHTH - 72057 5 v hISR VT4
77 % & - SR RE SRS (DCR) CAMRRIE O W B AR T % 326, AEFE AR 25— R & el < & 72,
F 7-REREIY 24T - 72 DCR Ol i € — ¥ (PH-Mode) "CHifi L M {5 A%0n T = — _F o> i 8l R LA 9 S0t L2 ik
V. WET S EANEHRT & 720 DCR MG ERFEEE O R KRE B L OEH RN EICHHTH 2B D
%o

JEF 2 51t A RO L BN, Wi CxP. MM TN B, &2 CT Chlig
RPN IESS R % 300, BBIIRINIARE & % 2 &1 72. DCR Tlid PH-mode T34 E3ED M K% 72D 72—
FEE— FTRBEUIIR72 T w7z, DCR I & DBl - MR D I A< v F 2 WHEICTRH T & 2 W hEtEDs
H5bo

| OR18-4_
Wi ILFEAE (< 45 1 2 988 CT DEBAAT © B IE %3 DBRAR AR

Oh# EY, \mH V. HE B, WiE s b %Y, B mhe,

B oc?, il HEY. W RV, B O, Sk REY

BB Y N R 3] R Al S R Y S oy & Ve )R T R Y

DT B AR R B I R
(53] Ml i S (PH) B3 12 LTS CT o @ & 2 i A 7o i a4 0 < Ak U 72 Bl ik & 38
(normal area in lungs. NAL) 2563 % R ERIIAHTH %,
(D] MBS BT 582 20 EROLOH 7T — 7 VA 4TI L D 1 RER O 38 PH L0 L7z B8 & %)
BRIZ L7200 BWEFORE CT % 3 R ICHAREFENT > A 7 & (SYNAPSE VINCENT) T###r L. NAL(CT 1 :
-600 ~ -950 HU) 2SR 12 5 2 E 4 (WNAL) 23K, Tk - iBEOOME & OB 2 #HX72,
[R5 2R] X 4dat 157 60 (P8 0 531 k&, &t 111 Bl 34EAAF % Fill3 % ROC BARICT %NAL @ % v b
F 7% 83.2% T (AUC = 0.73). %NAL 83.2% Ll Lo BH TIxZI R & XS EAGFRIFEICBIFTH
D (81.7% vs 36.6%, P < 0.0001), COX [MIJFHHTTlx %NAL 83.2% AKiii A, L 72 FHRARKNT- 725 72 (HR:
317 [1.23-8.16], P = 0017) F72. B3 D Responder Tl non-Responder & R %NAL 25F #1275 < (90.0%
vs 84.7%, P = 0.0002), @ Y AT 4 v 27 Al 550 Ti& %NAL Bl A% Responder O L 72H+72 - 72 (OR: 1.11
[1.00-1.24], P = 0.045)-
[#556] Wi CT & v s b L7z %NAL (X PH BEHD P& - GHRUSEOH 72 PR FI22 0 2 5.
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s mMELEICH(+ 5 4D-CT

OfBF 2V, =M £47, kH F#Y, B m2?. 51 &Y, mE

B OBEY, VLA &R

BRI =P NEYNE S e Y VS oy g e TR s N V= N N 1 Ve =Y v B R S e U

IEE VoSN e e
[ B9 E4E CT B O A L ), —EOFIRZ EHL Y IZ T 5 4D-CT 2355 B THRIRIGH &
NCTWb, MiEMERE PH) 128V C, CT IZMFBIIRIMARZERAE, (OIS OTLRE, MidEyt, Ml IREE % 57 ©
E L ORBBHRICENTH A, FHMEIIRE mPAP) 7 L OIFTEIRE/ NS 2 — 7 OHEBIZOWT DA
POHEIRENTH L, FhlFK~4 13, PH OZWIZBIT % 4D-CT OF HEEIZ O W THGET L 72,
[XF5E RS YIS THEOL.L A 7 — 7 Vi (RHC) 25547 S L PH LW S 7z 13 61 (B4 2
B, SEH63mE). Db 1 B3I, 28 26), 3E 16, 4% 7], CT & Siemens 3 SOMATOM Force #
i, AN 20mgl/kg/ # x 5 BTEA. 1.5 FRIFEIC T 20 MR L 72. MiBhIR E 530 & 425 (2 B O %
RE L. CTHORKAIE S mARMGOE, kA 2T LRM O L, RHC IZTH SN mPAP. F¥HE4
BEE. MBIREAE PAWP), LR, ORE(CI). Ml Pt (PVR) O & H O BI#EIZ DO W CREl L 72
[FEH Az BT A 02 E PAWP 3L O'PVR, K50 E CLICHELRMBZ D72,
[ K5 UD-CT & mPAP OHEEICIEES L was, PAWP, PVR, CI & ORI S 7z,

CTEPD 2KrlC ¥ (7 % Radwisp® ERIMES > F 757 « & DB ET

Offik % H KA, A RS BA WL S Fl B 32, P EA
WHRZ B~ 5 — KAk MR8 2 PF

WA, B 28R E O WHEZ W IC B VT, WHEGEZHEE Y -7 A7 —va YH7u 77 4 (Radwisp®)
AEH SN TW5, Radwisp® 1&. FFER X A& 18D 2> & i 5 1 5 o N 2 2 bl 2 i L. 2021t
ZEMLCEEE LT 2d0H 5, Ik - IREBERTHITTREZMRAETH . WM - K E Tl
FEAD RN A BR 2 5Fli 3 5 2 & DS HETdH 4o Radwisp® 1. 2PEMNMARZERIE D ZWIIZB W T, CT
pulmonary angiography (CT-PA) & ORI 2R3 HE1EH 5 2%, @M msesEre iz & (CTEPD) T
DO IE Vv F 720 CTEPD Tid CT-PA ORI HEL <. ZWITEREIZIKRE LMo A2 D 5,
CT-PA TEWICESL Lh o722 LTS, CTEPD OWREMEZEEIHRT 22 LIETTE WO, EHIRT
EIGRE S > F 7T 7 4 BHRGIH aEE RS TWb, Bl » 577 7 4 TORHiiAY CTEPD il 5
WTIROFFRENE L, DERUREMAE %o Tnwb, Aif5Eid, Radwisp® LMy v F7 571 %
Mt L7224 B> CTEPD BEHIZB W T, MREDIERE 21772 D TH 1), MilllRERIEZHNIZSE T 5
Radwisp® OF I LT, AT OXMMWELEZEE 2 THET 5,
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OR18-7

FROUERZ e NEOFRRRICEARHL ?
ORI #& A
BUA7ATBGR N ISR BEGR REHE A A 2 B e /N LR

Wl ES IS (PH) (R W s mE & S, FROBMZ OF I RIE I N TwS, Lo L. PHRIEE
FIER IR L FROIBRZ OB I B W THZE K RVH) OfHEEASEYIZ T b TS 22 n Tl
AHTH B,

KEET 2RO S — RS O ER (/N4 8743 Ay Wag4: 3118 N ) @ RVH 5\ L % Sl sk e 1o ko
EMETL7ze MBS IE (/e 42303 A, HeE 20298 N) ICHAT S 72 DRSS E 2 v, RVH @
B & AR D W TIGET L 720 2022 4R B 0 DA B8 R % SENCET L. RVH OB WA Z 4 TH -
7o EHET L7z,

— Rk LR O RVH %V O X 0.29-0.34%., & FLigE %0 RVH B\ 0.06-0.075% Tdh - 720 RVH &
LGk E B S NERNE 1 BIOMRTH o720 2022 4B, /IFEATRVH BEWIZ 15 AL R L0 o7205 N
5 NIkt Z 72 L T ho 72

ZRBRZICB W T RVH O RE L L2 O REESR S Sz, BEEMADIZE A EHIER - FHEA
%kéhf“t#\HMWH#LﬁﬁT%%g&%%i%k%ﬁ%ﬁ7ﬁD~?%ﬁﬁ&ﬁ%%k%i%h
725
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| OR19-1 |
FRMEE MR X BEORMSMERETFAICE T 5 MEKREDE
OFfRE 4. 4R M. i ¥ Ik Wk IGE EME ET GG Ak R

PIE R, AR R TER. SR MR
g RL IR b M 2R PR

BE e B - RRZEVE VUMM 48 8 oo Bl U FSE P B W TR A O BRIIFER SN T nizo,
AT %o

g & i BT 2015 4F 4 H 720 2022 4F 9 HAZHRFSVE RV PRI %% & 22 W0 S A R BE Lo ig 5 9 A (T TE)
Z 20U ES FERIOBRFTHEN AN T LY 2 —%4To 720 BWES - BEN - £1iLZ & ORERIZERYL 720
ME > TTE 1. itk 3 2 HICAEMERZEZ LTE 5T, 2 2o=ZRfMER2 (TRPG) < 35 mmHg 3
D& L7z 2 HUKED TTE TTRPG =352 2 L7235 0% BFEIC X & FMimIMERSERER & Lz, #h
TTE B ORMERER AR / MM (RDW/PLt) 7 & A3 UFE F8 A 2 25597 % 0T L 72,

RGO 49 BISHII X, 9 B 9 BIAHS 2 [0 H LK TTE © TRPG = 35 mmHg # 5% L7z RDW/Plt |2 & 5 Jifi
e L FE69RE 0 F B BE 7122 T oo ROC Hiifiid AUC=0.703 (95% CIL 0.5332-0.8723). RDW/Plt D% » +* 7
% 0572 &9 5 LRI 1.000. HRREE 0425 & 7o 72,

i am o RIS T R MG 98 8 @ RDW /Pl (il i i E59E F NS B CHH W TREMED D 5 .

| OR19-2 |
CPFE. ZDfhDEIE MR (ZHE S S MEAE (CBEd 2 LesktREt

OHT #. srR R, RHE FAR B #, g flid, JIlE 1B 8H &
] 75 B A SR O B I 3R - It > & —

5] CPFE 3BV MER75 & B L CFHRAREZZ SN TV AED, FHlliE—HTIZ v 20
MESE PH) &R FPEARKTTH 555 CPFE 1249 PH(CPFE- PH) B X UMMl fi R VAt B2 Ak 9
PH(ILD-PH) DR GIZOWTIZIIBE LTV AR,

[H1y] CPFE-PH & X OF ILD-PH D& % a3 5,

(V7] MBECThHOH T — 7 IVEAR % 4T L CPFE-PH B X OF ILD-PH & W SN 7ERI O MATEIRE DIRIE %
W3 %,

[#%] #EBIZ CPFE-PH 10 %1, IP-PH 20 6, WM& o K44 (hJefii ) i&. EEMiBIIRE 29.5/32mmHg.
i ML A5 HEHT 416/570/dyn/S/cm-5. LARE 2.69/251L/min/m2, 1 31 & (SV)64.5/41.6m. Hi#ka > 75
47 ¥ A (=SV/ RHE PAC) 1.29/1.89 T, SV B & UF PAC 7% CPFE-PH THEIZEMETH - 72,

[%%2] PAC IZMHEIIRMENI S MEREICB VT 14 22 5 L PHREIFE OMED R ENTW S, BIEVENZRE
2B 5 PHERFNIIBWT, PACBIUSY ZiHili§5 2 & THA-LWMEIHEOLNLWEELTD 5.
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B OVFIRER AR 1 S B METE (4 3 5 B B AR D F At

Okl B—. HE EIR, HE 8. FK FSA AZ sl M @ HE 8
A F&hh
ONERRR 2 L PR

B AR, PSR B RE 9 Il v U A o0 FRERE B A3 2 M) Ol M LR 3 oA s S hTw
5o MPBETIZ TN T TITHIREHE B OB TR L 2 WIESERERNII R U T EEREZEA LT X 72,
Jik: 2012 4F 1 H 06 2022 4F 12 H £ TIZ Y BE T ABEEE U 72 W g R 5 Bl &5 00T AE 0 FRe i 19 & xF
L, ERCICHET 5T &2 MEEL 720

FEHE 20 91 (67.8 = 106 7% ) SR & 2 0 L 1B PEPAZEVENIBE R 5 B, BVRTEMIgE 9 Bl S A BEIGRRAERE 6 5.
WHO BEfE B3 T EE2 6], ME 5B, NE3BITH o 720 MilEILKREDEARIZEE% TH o 720
Baseline O FSNENRTE & 38.0 £ 79mmHg. MM #EHTIE 9.3 = 4.7Wood units TH - 720 FI3 24 + 23 4
DB I I CTHEBNZ 15 BICTh - 720 HARN T FIEIIRE. MKyt MEEAE,. 6 4
AT R OB EHAE, NTproBNP, £ 2 BN CTIXFHMEIIRIEDS ST EBET LR Tho72 (LT
p<0.05)c ROC Hift & 0 RO 7 FHMEINRE D » b F 71X 41 mmHg Tdh - 72,

Kl PR g B 2 B ) Bl v MU S 0 FAE B TR WA BEls O3B B RE 25 14 & B3 %,

| OR19-4 |
fiRBEHMEMEEICH T2 EEHEEL FEICBEY 24457

Ok iV, k¥ —='"70 Wi -V, ki B, Sk Y. S8 1

VAL K K bR R g bt I 2 PR S 8

DAL KR B e b I - JEBRA ) X—F 4 T H—F 558
H Ry - g A DRI & MU RE (LungPH) 38 O 47 ZHRRE 2 JEN & MEAEEH] (Cont) 38 X OVl Sh IRV &5 1+
iE (PAH) B3 L I T 5, F72. WL PR L OB Z T3 %,
FHik O T — T VAR B X ONOE MRI 12 X ) B L7z LungPH SEF O 4 EEEEEFREE (IUHEE (Ees) « £
ENH B IR HE RS (Ees/Ea) » MifERE (7)) %, Cont BXU'PAH B E LI L7z, FIBEE FH & OB H %
Cox BN — K E 7V TN L 720
R 0 xF4d LungPH % 58 A (% / % 34/24 N, 4E#s 66 = 12 5%, COPD/ HIBTEMBE I / AU A DA
HERE 14/30/14 A) . Contl5 A, PAH ¥ 27 Ao LungPH HEH ® Ees 13 053 = 0.30 mmHg/mL. Ees/Ea
12057 = 031, 7% 38 = 15 msec 72572, LungPH ® Ees/Ea i Cont (1.74 = 0.90) . PAH &3 (0.77 = 0.39)
X0 DHEBITEAEZ 57225 | Bes & 1 12132 > 720 LungPH BF G BILHIHIC 35 A2 L. i
EVER)THEE L 72 Cox W — FETFT IV TP R EAE LB Z R LA SRBIRIE L 25 » 72,
kiww - LungPH BE OB, MARRE IR SN Tw 525, AEMshIRER X E S 20/ E X PAH
X0 BuED o720 LungPH BEFIZBWT PR EARICHET 2L ERBIBE X 21> 72,
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| OR19-5 |

M ERREGEZIT> e ESHAEMHMERBEOFERF
OF®E & ®RJH WA, w8 oo, I FBZ. BE BE. A f&h. R 38
THE R
SALFRATERE RS - 7 LIV F — R AR

[E] M & ks 2 ¥ 5 U 72 0 iU & DR VLM 3 8 (PH-ILD) O PR R T2 REBET A &

[53:] 2007/5 ~ 2021/12 12 PHILD & W X, 2022/10 F CIIHGMAS IR 28 A L7 128 BT, BHY
SRR SR DA BIGHR O PR~ UT 3 58 % 53l L 72

[R5 5] B% 82 f8), IPF51 . JBJEGRsE ILD (CTD-ILD) 38 9, &g B AaIE o 4E i rh Yol 67 7. WHO-PH
class I /I /11 / V1x % 1/54/31/28 Bil, w9 fili T FVC, DLCO @ % ¥ il fif 1% % 68.2%. 305%. mPAP
3lmmHg. PVR 425WU, PAWP 10 m m Hg. CI 282L/min/m’ 6 % & % 47 i # (6MWD) 308m. BNP
420pg/mL 725 720 %25 BEMT T IPF - 6MWD (Al A3 447 I M S5, CTD-ILD AVEAAM LR, 6MWD
XM - BNP B2 DA AR E COMMEHE & BE L Tz, W% 3 » HE O 6MWD X ft 5 B4 ik
QOL. m PAP, PVR ®ZA{bE. FihE OMHEIZED SN Lo 7:

[R5EE] Wi PEmRSE % % 5- S 7z PHAILD 2B W T, OB 6MWD 25, L2 PHRETTH - 720
B 22 B OSE CIE R PHEZ PN TE 2 h o 72,

| OR19:6_
BIENREA G IERE 57 3 Wk ERABEDAFEDRILE

Ol Y, 4 AV, KN AV, F00 &Y, il drhy. kb #mz.
Bk EFY ORE RERY, KIE AV A BT, HE Ry
URhSHFL N TRIRARIIRL. R R LR R b AR I

i) Tlie A Bl 5 0L A A~ 0 il ML 5 9 B 5 L R 3 S AN I 1 g T & 2 IR R AL AL D SR & 2SNl &
W AL AL G- 2 5 B 2 IR L 723 B 7 v,

(752 ) S Pl R Bl 155 IO V2l AL 9 RSB C A A TR & 4T o 72 83 B DRI % 14 A ) Z A ZRIT &2 17 -
72o TV FEY YEPIEE (ERA  n=29), " AKXV T AT 5 —¥ 5 HES (PDESI : n=56), Hii 2 70k N REE E:
(Dual : n=33), 1 @70 & MEAHED: [lop : n=24) O EHHATHE THOAN 7T — T VIREZ TV, BT RE 2
B T ER IR & Wad L 72

[#% %] ERA vs PDE5i vs Dual vs Ilop H{E#ICE D PVR 1E-106 + 34 vs -128 = 31 vs -256 = 53 vs -55 *
33 dyne*sec/cm5 &3 L7z —7J7, Pa02/FiO2 [tid -252 + 125, -7.7 = 11.7, -29.0 = 19.2, +585 = 24.3 & Wk
B CTHBFALITEAL L 7225 Top WAL W BREIILOLEN RSN MINT ¥~ M Qs/Qs 13 ERA &
Dual T 25 + 37%, 1.1 + 3.1% HAL L7245, PDE5i & Ilop T 15 + 2.3%, 7.0 = 3.3% ti# L 720

i am] W A6 PRI LE U AT BY RE 5V T 1345 % . IR R ALLE 25 & 7 CHL A e de & /R
V2 &0 Rl A B S U AE B~ SR ASIE T & B,
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/NJ2 PAH. CHD-PAH DR EHL3RE %

| OR20-1_
/| R BB 8 I FEAE V=34 4 B ARG AR D AT E A AT

OfH: iV, i Y, #n 3gy, . E=Ep?
DS B R RIS ANRE, 2 B S BB v 7 — N

(B3] /R SEE o Wil B iR 14 il 5 U A PAH L% 3 2 AR B H IR ORI BRI OV TORAFIZBE SN T 5
374 15 ki< PAH & 200 S v 7= e

(5] PR / Witk 2 SERF O IMATEIRE IOV TG

U] R SEBN 9 Bl B Wiks 7.2 % (R, Wi faE 4 60 / Fe 58tk 4 60 / MIIRYE 1 Bl 35T,
SEEMTENIRIE mPAP 63 (29-98) mmHg, il #iPitrEL PVRI 20.1(7.2-48.9)WU -m2. /L1 & Qs 29 (1.6-5.2)
I/min/m2. #MIGEHIZHA] 261, 2/ 361, 3#] 4 BICTHA S, WHGEE (W43 r H) BETQs &
PVRI OF % UE (Qs 40, PVRI 109) %707z, ZWitk 24 (194 ~ 271 » H) W &BLHIGEH (3 #l
VLE 76, EESAER 36 FC. hikEE I LA R L mPAP KT (mPAP 43) #2755 mPAP
2540 K T TET LT ERNZ 4 B172 5 72,

[Kiam] ANBIIZSRE PAH 2B W T, MIANIRIAEIZE 5 Qs DWEL . ZDHO mPAP DT AR Sz,
mPAP 40 Kiii~ME T U7ZAEBNI BRI T THh ) SR OEROREE £ 2 bz,

| OR20-2 |
2FEFDOARSFEOD S (CHHEHEICE > 72/ IPAH O 1 £

OffA MAY, FH FRY, BRE REY. Bl Y. AHE RV mm Y
FOREY ik Y, i Y, Rl Y

VMR R BEBEAEROFERE ANERR, 2 KRB R BB RSB DRI SR,
DRBIRE RS RGERE WP HhA

(5 5e] e e i B R 4 Pl 55 LS (TP AHD) &, Bk 4 2 WG SE SR W RE 22 BUIAEIZ B\ T D IR IC & 2 7S
FAEL FRICFRRIIIE O R WIRAECIX, BALEID 2 HIBr3 2 R 28 L v, SRRV LA L 2 4
YDA T AT I G ERTHBAICE > 22 #5535,

BiEsl) 18 me k. 8 il EBIRE D 2 ph 2 2K IC IPAH L 2SN, TRTORF ) — L EE&H7 3HIEH
FEDBIE SN2 BNPAIEF L D LI NI LA LED25 4 I ¥ 7O 15 SR BRGS0 - 72,
LA LAOAEPHEIT L ITIRE DA T3 T I VREHECTOABRE 2o 720 17RO A1 7 — 7 VEA T,
mPAP 101/43(64)mmHg, PVRI 192WU-m*CI 25L/min/m* T - 720 2 40 ABEFEORM, G044 S
BICHEAT L. 7737 I VY HEA EEFNOAREEEEZ B L2 18 RRFITINIE N — 2 & O A1 T
ANz, WEBIZLEOAED 20 V-A ECMO EH A E L7205 Witk d » ACTEBEE 2D HEL TWwWh,
[£%] NEIPAH IZBWTIE, MATEREFREICI L CHEBRIERICZ L 2 & 05% L. BHIFHRE SO
EEICHRHT HLEND 5.
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/NJ2 PAH. CHD-PAH DR EHL3RE %

OR20-3

BIRERFEZE § HRAMSIELRE ICX UEYEEEIT > 1-—Fl
O=f —i". ®mE K", Kb B, Bk wig’, &M OBV kB e
KE BV DT OEREY EE RKY R KU B kY
VEEHEE ARG S RIS ORI IRBE IR, TSN KB R REREER - ¥ 5 — TSR

FEBNIAFRL T R EWED v 62 B e 12 H B2 S48 4 (SHIE S 2 S5V EE R0 I % 32 3R 12 M Bedb ok & %
B U7z WIRBREIC T RRIE & 45 2 Th g AR o NI MES 2338 0 . Ek7E © BNP 1774pg/ml. &R HL A
X MEETLIEKRERD, DAEPEREDNAREE & o 720 T 2 — TNk E R D5 A BT 2 3250,
755 CT C 8mm R D BIR I BIAE % i860 720 A0 H 7 — 7 IVIRAEE T FMEIIRIE 34mmHg. il I3 #Ht 6.4
wood units T V. BIREFBIAEIEC & A M MLERE DB & 7 o 720 BRI BIAERE RT3 % B8l 2 MGt L
TS IR RE 2 iR 25 17 CH ) REIIIRZ T SN2 & 5 B oG & L THIRNEZ BE L 72,
BEERICS YT 7 v, RIRBAB 9 » HRIZU VT F 7 4 v, GHERIG 18 r HEICE L F N T2 EA LR
&2 A MEIIRE IZEAL 70 < M U 720 B BING 4 4 H W5 5T 3 M IUF5E O BB & 2Tl e o 7225,
NYHA 1 OS5 VPRI R 54 L RIS PASEM 2 L S, MBRISHRA & 7 o 720 A

BN D BYIRE BIAFAE AL S I MEAE (X LR L < BISIIN 24T D 7 b o 72 & ORBC T 2 B4
Wiz, TN ESREZREZ TIET %,

iy

s MmESSG L 7=/ 0FE PR RIEAEIC Treat & Repair BZ=Ih L 7=—»5l

O%H  fl—HRY, iz RERY. FEiE Aok”. ZaE /Y. Wb BEY. o mAY

NEE HEEY. R s

Vo RO A A B e S BR R NEL,. P R R B S R A BR R IEL

DR R B R SRR R4 SR
FEBNZ 40 RO RTEE TORBMTHTOLCFEREREMI T L >~ b7 Y BE 2 185, KA T 2 RILKIEO.LEH
P& K ABAE (ASD) % 320 Y e ~GH H TR & 72 o 720 BB OA LA 7 — 7 VA (RHC) T3 0liEh
BRIE (mPAP): 63mmHg, BiEIIREEZAE (PAWP): SmmHg, (L1 3 (CO): 6.02 L/min, Al &K (PVR)9.01 w.u.
Qp/Qs=388 TH > 7z F 72l BIIRIE I TILER L 2B B AR 1C X 0 A BYAR #8584 75% A2 2 B 720§
" ? Repair (ZEEE7Z 726 ASD (2 & A MERE (PH) (2xF LT F IR PR 28 A U I fTEREc % %
HigL7zo BUIBEHBEEL LT YT v YOG L. ¥ 57 74 Ve RWITEN,. 4BRICTE L F 28
DM e T o720 ADHBDO T 20 —7 v 7O RHC Tk mPAP:45mmHg, PAWP:8mmHg, PVR:5.07w.u.
Qp/Qs=2.69, NO 4if % [tif7 3 % & PVR4AS6w.u. TH - 720 LIEAEE SHE L. BEBGEI K6 2 HE
V2O R R FEBE O BASH 72 © DMK L 72 BB IR O #4720 © O SRR & fifT S 7z it
RIFCIZHEBEE o720 PHAEDE L7 ASD NOERFEOHIKICIZHET L2 20 H ) SHERTIX
Treat and Repair THI T & 720 DL ESCRRAUE B £ 2 TR T %,
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—fiERE 20
/NJ2 PAH. CHD-PAH DR EHL3RE %

ASD with PH (X9 5 treat and repair # DR EARK &

OWH #%. #E 1. KB P 0
WKL IR b 6 BRas AR

[ B /) s IRV v i S (PAH) % £ 9 O HP R R FEIE (ASD) 1233 A 884 7 — 7 VY ASD B SHAR - {69 (treat
and repair) IXENTH 5. LL. MABROEMHLERIZOWTIERZHLLIZEN TV 2RV,

[J71:] 2012 4B & 2022 4B\ Z Wil K TR 7 — 7 VY ASD B8 2 A 72 10281 D 9 B, treat and
repair % % L7z 4 6% BB L= o — 2 X ) 2 FEiERE (mPAP) 22 LG L7z,

[#52] ASD PASHIGIC 2 BlIZ HUAIER L, 2 BHEZFIPERFRE A T, HiFl 2 ik F 72132 #1020 5 PAH 3
ZE LT, ASD SIS A 1-2 FFH L TH mPAP OUE L RD 72,

[#53%] PAH #4E9 ASD B3 treat and repair #%. mPAP 2543 Uil ) 2 W EMED D 5 6
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—iE—E 21
FTAEVEHA, AR RS I

A R AR R & £ S 7288 30 B R T O TEIRENRE ST
ORM F%. #H ML FH WFE. KK MM G AT OKE B2, S8 KK
I i
SHARFREBEE R ZER NER

(H ] #r A D i v A b 5 Ml i (CLD-PH) (3R E R O PRUGERFTh 225, FH - HHREIEAR
ML CH %o LA 712 &Y CLD % bF ) FRE )R DNl fi BRENRE % 5Filli L 720

[J5i:] 2002 4205 2023 12407 7 % 4T o 7270 NG 30 A CLD S % #J5 $HIHRET L 72,

[F5R] JEBNZ 1560 (55 9 0 & 6). LRI (hdefil (#6PH ) BLFIR ) 13 25 (22-29) 38, HIZEMKEE 721 (528-1049)
g 7THNZHERMECEE (CHD, ASD5 6, VSD1 #1, PDAL#I) 250 L. 9 b 2 Bl THRAMAKRE 2 G50 L 72,
HOHEDZ 8 BIE, 6 BIATABEH & ) MMk E L FEA L, 25K D.L7 7 T mPAP 19 (13-22) mmHg,
PVRI 253 (1.76-2.72) wu'm2 Td o 7zo 2 BT BEER IS E KRG BB KTPHE L, BFEMAL
CHD Z&1t3 % 7 B, 8 (5-14) 7* HFEIZ mPAP 315 (21-59), PVRI 346 (1.21-9.12). QpQs 1.85 (1.35-2.89) Td -
720 TP MAE PRI IR & SRR T 4 BTSN 2 1T o 720 5 BIAVE MR 2 1T\ 5 (2-12) RIS
mPAP 23 (12-31). PVRI 3.28 (2.19-4.5) TH - 72,

[#5%] CLD % 95 R R TIE, =il & & o TIBIIRE, MimEHEsssm <, BUA S g Lk <
CHD 15484 o @K 2 HEICRE L. Z 7RI OMPFIRIEERE B S E I & & 2 72,

| OR21-2_
ERXMHEREAILZ 724 S EMEDHKRE]

O wi, W MKES. LM s8k. EH HFil

TR R BE AR MR i b /N LR
Wa e HY] RMURREEEA LV =7 (CDH) O®&BEE LThlimi+EsE (PH) 253 0. £ < 3Bk T
WCEET AHH, & EICEBY F CHRAET A, PHIZCDHO PHARKNF L b —Ji T, PHEAGZ FiHlY
HHTAIZOWTORENIZ D 0,
[6f % & 5] 2017 ~ 2022 4E12 Y e TR L 72 CDH FEBI D% BIMGET 2175 720 o/e LHR. JeRKYEL¥5E
B (CHD) oA, HAO T a—Fi RIZOWTHE Lz, MaHimidt MEZ WP <005 245 E L7,
[R5 ] A7 B0 (21 1)) EFETH 4Bl) L DOHETIZ o/e LHR ZEFTHY AZ THY AT TIIRSTH o
72o PHIEFRAEE (18 B) L3RAHI (361) & DI TIX, o/e LHRIZ#IX R, % 3#1Z CHD #46F L
720 ASRPEMEE (LVDA) IO WTHEAIE Do 725 LVEF 3G O 5 H3H E I h - 72,
[£%¢] o/e LHR IZFECFUICIZARTH % 5% PH 5RA7 & O BIHEM 3K A > 72, CHD 1 PH 5&A47 & OB 5- 2%
R EN7z, LVDd - LVEF I3 2 B OB HR e R 5 2 SO L. PH 5RAF & B35 2 W ReEASH 5 25\
FTNHIEF 2R LIS PLETH S,
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—iE—E 21
FTAEVEHA, AR RS I

| OR21-3 |
lloprost & AU = KMEEEEANIL Z 7 2 HETE
OJH k. EHE iz, K& ff, S5 W s . KIg &2, =48 #E

=ZHRS NEFR

(5 WA PGI2 3T 5 lloprost # PPHN (B W 725 258U 5 28, e KM R~ L = 7 (CDH)
(IS AVAS S R /AN

(F5 & F1)2001 4F 1 H~ 2022 4F 12 H 12 4B CThis L 72 CDH56 i, Tloprost fEAHIE 4 6], 46 LT It
0.08 &iiiiA*> Liver up Z#%., HFO %8, WA NO. PGE1 #5#|Z i, AfFEE 15, EBEE 16, &
e 2 B,

GEFI 1) fElnB% 3882 H, 2676g THiA, BEBEMAETEIRE IGLEY v~ b MEKFEE, Ol kK
A & 72 V) Tloprost WA % Bil#h. O IR T/ & 7 o 720 EtR 7 H CHiRRIESEM iE1T. 422 0T
Tloprost ##& 1. A% 3 » H CTiBEi.

GEBI 2) fEMEE 35 M5 H, 1842g THiZk, IR 775 v el A k. A% 24 BRI LA D . SpO2
BB 20% %8 % Tloprost Wi A % Billf. RIS EB M & 22 0. Hiw 3 ICAERRBEAS M ETT, i
# Tloprost. PGE1 AT L7225, 1% 7 7 H G PH crisis 258 %%, Iloprost B L72A% BUGIZBREN 72 -
7oo BT A H 23 HAET BB,

(#%% - #53% ) B=AE CDH JES) @ PPHN EFIZ B W T loprost i BB L RERZZH, EM T EIZEDLD - 720
XV ZBBIOBE 21T\ BICEHZRENZHMH L T T EPEETH 5,

| OR21-4_
SERMORBERES 21 MUY I —OEHEICH T 2 HELELRE

OdbNll EwV, SFH F—EY, a2V, Al SV, mi #Y 6a #eY
RPN Wi Ry A/ S N k= b s

(T3] 21 bV Y I — 3RO B E L) BT < JERI 7 Ml B BE o T2 8 58 R0 Ml I 45 R 0 9 A 12 &
D IE OHEFTR RN ERM SN T WS, — T BRI BT 2 S EEEOBIRRL FHICE LT
I 5% v,

[51:] 2015 ~ 2021 4R ICAE RSB THZE L7221 Y Y 3 — T, BRMEOEBISH L TR A Z 1T -
729ER) (n = 36) Zxf g & UEAT A B, MATEIRE S X OV P18 2 1 T IS L 72,

(R ] ERBECEBIZOETERERRD S L 14 6 (389%) TH o 72 i B O F39 i 8 Ik T 1% 29 =
12mmHg., il PR 2.7 = 1.3WU -m* Td o 720 Mt I —FR L 28 W AHR % B L 72 5E 611 7 61 (19.4%)
T, MM AE LIRS 28 A U 7-0E 613 17 B 47.2%) Th o 720 MilEIERZEA LERT7+0—7 v 7
WHETH 7216 B0 S B, Mtk O FIHBIEWIR 35 £ 1.7 40 R4 PR3 A 11 T & 725611 12 61
(75.0%) TH Y. FBTA2H6]H - 72,

GiaE] R OIEBZES 21 MY v I =Tl FEMINCHin & ks % 223 2 HE T v — 1T itk
VIEES IILE OB % 5830 BHER b D7 { iz, Y 2B TOFMAAB L OCHEINIDSITFETH 5
LEZOND,
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—iE—E 21
FTAEVEHA, AR RS I

IRTORT/ —IVERERE & 1T - AR OREBHTE 2 ZLEH
ORBF MW, W U, FOA UKL B RRN. UM OSTEEE. B OEOKER,
TS
By RES/NRER Y 7 — TEBREFR

[ 5 - H] XM OEEFNZICEEOMSIMERE PH) 240 L. =R 70 X7 — VEHEEHE (Epo)
rELZ2ARMEHmET S,

GEF 1] HobB. BE=EPhEKIE. PH. gk o 30 H LB, MimEEPT Rp) 702 TH o 7z RN
BYLIRA] (Oral)2 #1C Rp 398 &tii L7279, LB Amm fenest) 217% - 720 LHNBETMHZ, =
RIPHGE 4.8m/s LA & 72 1) Oral THEAHEFFCTEX 9, Epo 2Bl L7z 6ng/kg/min TILEMEFEATH #E &
0. TEERICELF VX T ICEBTE 7,

ER 2] B2 bE R, PH. 21 trisomy @ 4 20 H % )2o Rp 651( BREZAMT T 3.17) ThH o 720 LIBE T,
REEIZEEV CVP EH - ARIEARF (PH csisis) 24D & L. Oral D& Tl crisis Z# 0 & L 7-c Epo % FilA.
5ng/kg/min T crisis 1ZIH& L7z L F INFICEBR 2T 5T b,

[Z%] AL LTRAN Epo EAMNRETH o720 Oral O A TIEMATEEAHER AN EE 254G Epo 13A
ThHYZOROHRDIEEEEZ bz,

| OR21-6
JIVTFT7 4 IIVDERS LUEORES T 2 BEFMEYEIREENR

Ofm sV, Il &Y, A TV 4 KU, W BeY. W FHEY,
PR BEAY. O ERY, ME BY, T Y
DHIZSI AT & 2 b B v & — TRERBR, P RRIRIRR S RSB g 2

Tl Y7+ 740 (SIL) ABISHEIBDH LK TH 5D, LUl v id SIL O & ERNE S £ 4
DOREMEDEE (PPK) EFVEKRLONEBEFZICBV TR FIMEEZ S22 L 2805 L2, 4HIE,
RO OEEGNES-OW IS T 5 PPK EFVEHETLIEZHE Lz,

[ - 8] SIL OF5-% 217 TWw b 42 AOBFZEOIMAFEE % LC-MS/MS #:42 & ) il L. NONMEM ®
(ver.75.1) &M\, SIL O#¥G K O HEB N 52663 % [H—0 PPK €7V 2 R85 L 72,

] RIOROBEBNERGEFEL, ThEN 28 BI04 ATH Y, PIkEIX, 124 kg (HiPH 2.6-36 kg)
TN 704 kg (33131 kg) THoloo MEETNVE LT, RIOKLGTEFHI V28— b A ¥ b, BHENES
TIEHRI I IS— I A Y MIEFNREFNELLLE I O N— P A Y 2L —REINENDE D E LTz, A
P OMEAR R ZE B3 F NIRRT 7V & Hl 72, Prediction-corrected visual predictive check D%,
FEHREDIBEAR Y I 2= a3 YED 90% 7 A VFRIXENC 7Ty b &z,

[#£%2] PPK EFNVICL Y., FEBPHRS O MEHRGE0HEEINDL LSR5,
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—fig e 22
NERFRBOMBIRES

| OR22-1
O% ilh A —d Sk AOKES (i AL OF A HE B—EL R i
KAE R
JCHO Hratishe /NERER &Rt

[ R] e KmEENAE (TGA)3 Bl IMATENE 2 A3 2 ER T AR —BIiEEIA T2l -725 00,
BRSNS X B F7 2 — ¥ L7272, BB ImIE (PH) 2 U —BICE - R 2 85 L 72,
6] 7E0G 40 38 4 B, 3056g THIAE U724, TGA3 B, FEEMBIIRIAS & 2. SpO2 13 75-80%( ENE)
»H Y, —HEIRE MR O TRBBIEL L, Ta— TR~ 12 PHSELHD 25 SpO2 13 75% il T\
H i 8 12 1L B ZE B 2 64T L 720 NO G- E AT o 7225 Sp02 iZ EHE3, PH HHEALL. H# 17
TPHZ V) —¥lhol, BRAY Y ¥ M2 PHIZSE L2 ZOB—OMIMERS &2 o/hs 8
MREMSELZ-Z EICX DMK/ NS Y AN b L9120, HEmb7(Mrik 41 H ) THEEL, MABIZRE
i,

[£%4] TGA T3 RN H/NEIIR O W] 8P N BAEE 253 & A FHARI S N TW 5o ARBICIEARL A
JIZE D F 7 7 —¥h G L, REEE G E OMRIEBRIIIC & 0 B IGHE. PHIE/LICE 72D EEZ D,
(%53 TGA TIZF 7/ —¥I2X % PH EALDOBEHDH V. MilLiEA IS & B ARHEHE M 1 2N T 5
HPLF L,

| OR22-2_
BIEREME % 5 BEMHBIEEICHT 520U AXS KRS

OH 7", A& Wk, AE U0 R FHED N AT A BIRERY,
FEH B
PNUTREE S RN e NN TR I PN N R e

Hit] MisIRZSE IR TR DAV TERALDOEETH B, Al IR 75 M o | ISR pe 22 %
KUFEBNIH LTy A AEHES 217572,

GEBI] Wil iigiRezz 20 R L, 2 MOFFM 2T, Ef4 2 ARRCER - A0 FIcHLE - AT
IiERIRD 2 R L TA T~ MR (Tmm) 2175 720 T ORI T 2 ROMiFHIRAZEZ B 72, ZDHD.
TRz )KL, H LNV — VR ZE L2720, BB 102 HEICY ) 2 ZWIRZ BdG. PIIREH
WGEHT D& S 7 — 7 VAR TIX Pp/Ps : 1.1, PVRi : 97WU*m2. TPG (mPAp-mPVp) :37mmHg & i &)k
PERGESIE (PAH) O#EATH 580720 Wtk 4 2 H 2580, ik b Fipkze 2 580 525, Sk 2 29 % 1
Mo & PAH ot (Pp/Ps : 057, PVRi : 44WU*m2. TPG:12mmHg) #if®7:. LA L., WECT T
MDD 7T « 7L 7ORKE KL6 O LA %7872,

[5E] oy A ZEMEIRKAEED A% 53, PAH IS T 28R WFHFETE S, L L, HE5BEHHTH Y.
MiFEDOIRE D &, HERVEBBZESLETH S,
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—fig e 22
NERFRBOMBIRES

OR22-3
EREIRTIBENDORBRENEMERR) NEYF—2 3>
OEM 7=, EN . B8 MBIk ok, IDHE pegs, Hd . W OKHE.
B FARIL
JCHO Juitdwbe /NEE
iEBI] 5B Z BRI ARV ) 7 <= F OBW TR TH o 72205 Il X o i iaHiE 0 5.
LT =ML X OER CT A CAEMBINRKIE, AREIRE B L7z, BILE R0 72 DY 7 — 7
WVIRASCHMMEIIRE 21/6 (13) mmHg Tdh - 720 KEJREZIC X D AT FRIGIEZE MR I N2720,
FEPZ A ZE B EOIR LA T PR 2 206 L 720 BB L 72 AEBIREICA T~ + (Palmaz Genesis 5mm) % 2 AREAHIZ
R 7. AMEIIRIE L 109/71 (85) mmHg (55%) — 86/56 (73) mmHg (6 %) — 85/45 (20) mmHg (8
%) —54/40 (46) mmHg (107%) BRI THAD 5720 0D, KON IMAE PR 57Wood HAL + m?
Tdh o 72 (I MRIBEH) o ZEMBIIR 88304813 3.3 = 80mm ~NEE L 720 #fdh . GIFBIIRIT 1221013 % 5o
f:o
[E52] BREWEMEIIRY NE ) 57— 3 Y 5 EMBE CTEMBIIRKE 2 157: b OO LGB A E 55
LIIE 2 MM ENIRTEZ A ( EMEIR - AMEIIRYE ) @S TlERwEE 272,

OR22-4

Fi I &R 2 A% H 1 Fontan @ Mo 5 (< 23z U 72 B0 Z=FED 1 51
ORJE &Y. km %", 31 B, kg @Y, wE s H &%
ARE RV B RV, R R, R BRY. SR Y
VAL B ANEITER R 7 AL DI LR N

(5] — O ABERER CHiE LT O % 3% % 72 S TR ZE % 29 2 /0 Sl & i3 2 i 4% 5 B (pediatric
pulmonary hypertensive vascular disease; PPHVD) 2575 Uil MUESEAR 1 iE#E D T b IvTw b, Al Tl
K T LS ek U 72 2 R L 72 0 TR T S,

GEBI] 2miclde MEWUE, AEEHLGE, LlEER. MEIRKAE, iRz, Mnsng L, 6 2
HRE AR FMIE 2 R0 720 A1 7 — 7 VA TR IR R 22 A3 D U BEfE S0 7 2 HIFIZ 7 L > Tl + il
IR 15N + BB IR ACPEMT 92 . Tadalafil & Macitentan Z 3 Ao 1% 1 2 HRED &1 7 — 7 VA Chli s I+
FUGEME ), & T EREIROIER & T REIR~OMENIATEE O K % 580 7 L Y PEERA AT & H I,
Selexipag = B llle 1% 7 22 ARED A 7 — T VIR CTHiSMEOBED O . NEATPEO MM i 23 H K & % 2 Fili
BYRAHOAT & MR 2 Foltio MiAMEORE R, MiMERZL 27RO T 5% Fontan Fiixz FPEL T b,

[£%2 - #5E] MiA#75 Fontan FATEIS %2 P 5 LT & %o 72 a2 #%5: L7-. PPHVD 23%Ebh %
B B M M A B 5 O Gl CEERE OB 72 Ehk A 2 7 70— F SRS A RET A LBV D S,
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—fig e 22
NERFRBOMBIRES

SR BIMITEIRE D S MENFRIRE D B U /- ZREERED 1 41

OMH =5, SFEAN & B 22, HE KB, IR K, ILH 2, 25 #E—ER.

EE FAIL

JCHO Juysbe /Rt
GEFI] 11 &8 LMEERERE. R R IEE. A OB, KEIRAFSH, T REIRIRKIE &2 LA
# 10 7* H T DKS W& & Total Cavopulmonary Shunt (TCPS) % Jitif7. #E % 91% Ta - 72 SpO, (347 6
PHTT5% T TIET Lz BRI Z & F 2 WILE O @IS & 0 MBI IR A 3E 2 i IS 38E L Tw»iz,
1% 7 7» H T Total Cavopulmonary Connection (TCPC : IFiftlk — & itIRIEFHEW & ) % itifr. SpO, 13 MAFFIZ
& EHAT 4 SpO2 82% 725 720 LKA 7 — F VAR THLLEIRIE SmmHg., (MR 4.8L/ 4 /m® T,
F NGB IR (X2 5 D MBI IRE DT E L T ize FAED SMIRAIEER Y ¥ ¥ O BRI E Y iR
BRI & B IEDERIRIE & 2 W NV — Y PAZE T A b CTMIRE 10 = 21mmHg & #F 75 #iPH CHMRFIS 210 2 1A 7o
SpO; (X 6 DM T 95% F T ko LIEEIRBE OB A TRIE S iz,
[%%2] Glenn #i7° 5 Fontan #fi £ T, 72 TCPS 75 TCPC % TO % Bz B THF#HIRINL % 7 & 72\ LA B)
MRANETET 5 2 & TBIEIREDFEAET 5 2 MO N5 05, #Y) 2 Mt s B & IR LRI %, £
WEBERE TIXMIIRARIEER > ¥ ~ POABEOE . BIET2F 7 /) —E¥OBTRERITREGIEDO—DOTH
%o

OR22-6

XigtEfh S MEAE (X 9 2 S MEAREZEDIEDEL
OWH  #eFV, ik mxc?, A %2 W #we¥ 63k 81 Al FH°.
EHOE-Y0 UNE e, R OBY. I EEEmY. R BeEE?
DRSS B & — NORR, P BEHESREC B ANRE YU SRR R A b R
Do R RSB AR P KBRS R R AR R N R
VR KRR v ¥ — KBk NIRRT R AEIE A EE Y v & — NEFRR
YR TR TEE RN - B ASE R TR LR, R R S EE R v ¥ — NRR

FEARMAEIEIIR (MAPCA) (ZRE 5 BRIl v i (39 % Ml MU (PH) WEEEE o R1E, — 58T
I EIR DR T % 3250 B e b FAE LD REM TH 5 Z & FFIZ 22q11.2 RIFEBERE (229DS) DFERITIE &
SICHEINRDNE D &%, EEEARETHRE L2, S EFRBEOREESEY 27 4% T4 ik
TOME %217 - 720

CHD-PH ® % it i% i 515550 72 (JACPHR) D& 5k 7 — % % 72, 2023 4E 1 A BAEESR S 724 129 Bl 5
B, Xk PHI2 Bl & x5 & L. 22qDS # 4 51 & JF 22qDS #: 8 B % lLigkat L. 2 BEICB VT, i, &
FERE, PH HEHEEAIR L BRI O N olze L L. B Wik & B8 crhub gk % 7213 E
BRI B IR E 2 U5 U R 72 5E Bl e Lz & 2 A, 9k 22qDS BE T 6 B 5 B T Wi IC R TR SR
RRZK T LT 7225, 22qDS #ECid 2 Bk 2 61 & b 10 mmHg DL EA LTz,

X3 PH K $ % PH IGHEEOPIIREN TH V. 4512 22qDS FEF TIEIRIRIEZ LS, FE 22qDS HiE B
T ELD LML DH D, EEBEOY) 7 VT =V FF— OS50 5EBITRO LN,
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—figERE 23
ZD. kAR E

| OR23-1 |
TAVI ESICH (T 3HEIMEICDOWT

OBl AR, M k", #i AV BAR EMY NE RV il s
VR BER R T DIRAVEE B RBERKEE 6RO

[ERJASIZx$ % TAVIBEAEA SN, EE. N4 U X7 0O AS b BAFRIGHE KK T AS 25EH ] 6E
Ehrotze 29 LIEROHFIIIMRNICEEMSME 2 A3 2ER D H 505 29 LIZERIAN TAVI OfH
WCED L) BB E G 2 50A L7z, TRPG IMiEMEDNTRIE L LTHOA T =T VR > THRLN
LY PAP # R CT& %5 &L S b, ik o TRPG & b L Ik L7z,

[ ] 4k T E CIHifT L7z 98 Blod TAVIIERI D 9 B, ArEi-Clg S i A Tl S 7z TRPG % b
EIZEND AT OERRTT 5 & OBIEME, W EREEIC G 2 7B e LI oW TEAE, M L7,
[RER I rat O Fls, N7 % 3 y#5.. NYHA 508, hEED EoMIETHEA4. AS OfEE, A= EF &
W3 AT TRPG IS LTz, firAT o TRPG IEA B AL 2R L. ﬁTf(é MACCE # i3 Lo & ¥
B iR & ATHT TRPG (24 B 72 BB X320 O e 20 726

[ KiaE 1407 ET TRPG 25 OIEB I EIE TH D 2 A%V, LA L, WBEOREICEEL2 RT3k
{. TRPG "B TH > CTHMABIFISRB L, /2. TAVIIZX ) IiEME X BIFC8E Sz,

| OR23-2_

E R B OERBIOHTIC & B LA stiffness SEREF A EED N 7= GEBI
OKMh IEF, MU B PR SAL K% JEML #H BTGB B, 6 .
W g EUR L. A
N ARR b BRIHE £ > % —

75 i, WM. X-12 4F & X-13 4RI FAEM LB 25 L TR IO BRSO 25 AT S M 7ze XAEIS DD D

RO M2 R IR 2 R S ., Lo O — A THEE OB IR ¥ i & B - 45 B o fFIE
TAHERR S A, AEZEBRIERIL 59% &Rz T 7z HEIERIZFRD 2 d2 o 72205, MR35 & Bl By IR 708 i
DORERIMBEE AP E Br o720 HOH T — T VA TIE, BFBIIREAY 48/1327) mmHg & & TH 0 . Hlish
PR3 C 15mmHg. v 913 28mmHg TH - 72 A EAM I THEEMEIREAE & 20mmHg ¥ T.1
AU ZEDRBICHE ) B & W L7z. F720 ARAMREOLAZEERMEX 15mmHg & LHLTH
53, MEIIRBAE & ERPRAEIEDSTERE L Tz, BEROHBEBM%Z TH . LA stiffness FEMEREA
WIEIZEE DNz HEIERDZ L <. RAS FHERZ 8N L TRABIL T TH 5. JE, DEMENIE L TR
B2 W D BE ST A3 AN AT SN TV B BEBHETH A LA stiffness JEBEREICDOWTIZFEH SN TW 2w,
PR B DR BEIAT OB AE N, ARIEBID X 5 ZpNIBM L TL 2 2 PRI N, FEHIREFETH 5
LEZ, OB, BT 5,
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—figERE 23
ZD. kAR E

| OR23-3 |
FCDIIFBLOEHRIEEFAEL /- ILD &£ SSc D 1 4l

Ol MR, KT F2'. %A BHY. &% Wz, g ¥ HN g,
FRfl SEBHV. MR Y. S oot bl gD RJE R
VSRR R A DRTRERARL YRR R BRSO MO S R T A,
UK R B S - IBRNER VRN B DR R B

FEBIE 63 et X37T4EX ) LA/ —HR %, X194, REM{L, 8RS, PLRNP KR 25 —F1I
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LEFID)] 60 1% Wtk

[#.0:75 57— V] PAWP: 13 mmHg. PA (s/d/m)55/20/34 mmHg, RA:10 mmHg. CO: 441 L/min. PVR: 48 Wood U
[ > » 7] oA - MK A~v vy F42 L

[Dual Energy CT] 4 A3 4 A5 45 A8 LK FAs5%Ebih

[1st session BPA] #i A9 10 1Zxt LTIk

[System]

BPA 2nd session

Rt femoral vein approach

Target : Rt.A5 Rt.A3

Guide wire : Athlete Bpahm 0.6. Athlete Bpahml.5

Guiding catheter : Profit 6Fr MPR.

Guiding sheath : Parents plus 6Fr

Imaging/Physiology: IVUS (Eagle Eye Platinum ST) , NAVVUS S £ v
FL 7 ZX2F =2V FFR AT =T

LEFI@)] 70 1% &tk

[#5.005 7 —5 V] PAWP: 8 mmHg. PA (s/d/m): 47/12/27 mmHg, RA:1 mmHg, CO: 251 L/min. PVR: 7.6 Wood U
[ > » 7] IRFEHICZHOBIROMA - MK I A~y FH D

[Dual Energy CT] Ji#iPHIC ML T 2s5Eb 5

[System]

BPA Ist session

Rt femoral vein approach

Target : Rt A8 Rt.A9 Rt.A10

Guide wire : Athlete Bpahm 0.6. Athlete Bpahml.5
Guiding catheter : Profit 6Fr MPR.

Guiding sheath : Parents plus 6Fr
Imaging/Physiology: i L
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ESC/ERS # 1 K71 > Y& & B % A - BADRBIRERE MEESEDSH

The updated 2022 ESC/ERS guidelines on pulmonary hypertension - What is new?

O Stephan Rosenkranz
Heart Center at the University of Cologne, Germany
ESC Task Force chair of 2022 ESC/ERS guidelines on the diagnosis and treatment of pulmonary hypertension

Pulmonary hypertension (PH) is a hemodynamic state that can be caused by a variety of underlying
conditions. The pathophysiology is complex and may involve several organ systems, requiring a
multidisciplinary approach to differential diagnosis and management. Recenetly, the European Society of
Cardiology (ESC) and the European Respiratory Society (ERS) updated their guidelines on the diagnosis
and management of PH'. This presentation will provide a comprehensive overview of the most important
changes in the updated 2022 ESC/ERS guidelines, as compared to the previous 2015 version. Special focus
will be given on (i) the updated hemodynamic definitions of PH (including general definition, pre- versus
post-capillary PH, isolated post-capillary PH [IpcPH], combined post- and pre-capillary PH [CpcPH]), (i) the
clinical presentation and classification of PH, (iii) the diagnostic approach - including the re-structured
diagnostic algorithm and recommendations on echocardiography and right heart catheterization, as well as
(iv) specific aspects of pulmonary arterial hypertension (PAH; group 1) - including risk assessment,
treatment strategies and management of “PAH with comorbidities”, (v) PH associated with left heart
disease (group 2); (vi) PH associated with lung disease (group 3), and (vii) chronic thromboembolic
pulmonary hypertension (CTEPH; group 4). Regarding the latter, the specific diagnostic algorithm and the
multi-modality approach to treatment are being presented. Finally, for each of the PH groups, clinically
relevant aspects and adjustments are being reported concisely. This will include new evidence on PAH
phenotypes®, the value of the echocardiography-derived TAPSE/sPAP ratio’, and the potential value of
risk stratification for patients with cardiovascular comorbidities’.
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