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Hospital, Yonsei University College of Medicine, Seoul, Korea)
Koichiro Tatsumi (Chiba University, Graduate School of Medicine)

The past and future of PH management in Korea

O Wook Jin Chung

Department of Cardiovascular Medicine, Gachon University Gil Medical Center, Incheon, Korea
The perspective of the PH registry in Japan

O Yuichi Tamura

Pulmonary Hypertension Center, International University of Health and Welfare Mita Hospital

Additional remarks :
Current Management of PAH in Taiwan
O Kuo Yang Wang

Taichung Veterans General Hospital



£1HBE6A28 (&) F1L1E (514 7HK—J)

¥RV L1 Symposium 1 P.58

SR MAEZERE (X CTEPH NERB T 5D h~ CTEPH DiFHAICIES
JER - AR réfc (*W:%lz 3 A B E)
8 3% (TR beE A0 5ERe 5o I I i S e

S1-1 WEME% &b & O IEMH MR EREDBEKG
O B&EY, B F5?
RIS Ny N T Ve S ol R S S I o oy Ny N A Ve 495 it ol oy R (DA R T

S1-2 SMRIEAN FOFEIZL D CTEPH EEREGDIFH
OFE AV, IiE #—2, KH B, b 2V A sk,
Pl IERY
VSRR IEERE - IR, Y BT R AT v & — EREARL Y SRR e A B
W
S1-3  MEREICH T3 EMMEERMSMEERITY X7 EHFOKRE
Ox W

ENAGBR SR ZE &~ & — Loisii s R

S1-4  BiEmieEeMmEMEEOHRREER TAFI ICEB L a2 /NZ 4 2 2MERRE

Ofkcie M el Kigt, AR 54, T 2
PALR S RS R

INZIVT 4 ZAAHv 31 Panel Discussion 1 P.73

Fhg2AREAZ=AE (PVOD) / FEMMEIEE (PCH) OEKBBIEE EICDOWT
FER -V B (BERBORE: TEBR N
POk 1EG (Gtisdiks: 2ssds /Ao bk sk S se MEE)

PD1-1 8 BREAZEAE B & Ml N B RS DER R 2 M

OE 2. /P &1

] 37 3 BB R L L B3 v & — BRR RS S
PD1-2 PVOD/PCH DifRIED 5 R /- IE

ORIl fvL, K9 =7

G BB gR Y o & — PSR
PD1-3 GRADE ARXDEEHA K14 »5 K7 PVOD/PCH DIRIK

O¥E  W—HR

SR YNy N v 0 i ol o e N SR
PD1-4 PVOD/PCH ZWiDREE S & 3IE

Oy B3
[ERNTEL R A ks




Z>FartIF—1 Luncheon Seminar 1 P.154

FEE DR ET (KRASFr v 8RS TREXEE Y S —/
KPR FKF B RS20 5e R JEBRE N EHF)

LS1 Combination Therapy in Pulmonary Arterial Hypertension
O Olivier Sitbon

Paris-Sud University, Bicétre Hospital, Le Kremlin-Bicétre, France

HE: 7T VF 77— 2—FT1HhIVX Ty Nk ett /7 BRAFEKXSH
=Rk#E Presidential Lecture P.49
JEEE 1§ JE—HB (TEERF R bR Rk I B PR )
PL fi=MmELRE & D—HH—=

Ol £+
KR % % 2 /8R4 TRHEIR ¥ 5 —  KBRER B2 R R B paRr
2RI L 2 Symposium 2 P.60
RBEIRNZ AL —2 3V —FORHEIRR : BallE A 0P 20RRE
]BLT

WA AERE AHE IR EB AR
B8 BAACHR (JuMMRRske MEBteemEl)
S2-KL HMEREADALEDERMREOZIFR
OiLA &g ?
U E ALK BRER, P MR R IR R
S2-1 HRREAZER L/ 7O57 14> P L& s MEE{RERE
O%gHb  Na#. B A, HE 5%, Md. Elias Al-Mamun.

Mohammad Abdul Hai Siddique. KA #—. 1k K A EE.
WA R =H OB T EW

IR TR
S22 HEAAAKBIEHEMAEHEHEEIC K3 EHNVMNSMEESEEDRHRE
Ol K

MR FIEERZIT AR IR IE 1 > & — TEBREREE Y 2 & P IL AT 7858

S2-3 A7) =27k 3 HBMEMEEAEE Celastramycin DER
OHE e, g A8, 35 M. KN &—. EE KB
Mohammad Abdul Hai Siddique. Md. Elias Al-Mamun. 4+ E—, A &,
™I =W
B R 2R R E R TR
S2-4 RIEMIRIC & B2 A 0ROEE MRS
OmgA: wf-
PR PR BER 7 R FE R Se G Ban

19 _



4%5|4E 1  Presidential Session 1

PS1-1

PS1-2

PS1-3

PS1-4

The 6th WSPH & %g
JiER  JER WA (RRERRS)
VIR RN CREseRl K Bpsas )
FoHEMEMEEHRRS > RIILDLS

Ofkik  fit
e NE S R SR A

ZWEIE - BHMBEEODEEICOVT

ORE  Ld

IR B bR R LR > 7 — TEBRENFE

FHLWU X BEICESVWAEBEZIVIY I LDERICOVT
~ Say Good-bye to WHO-FC ~

Ot HE—

I PR BE AR AR R A2 PR - SR B R/ = R el s ML e > & —
ZEOH&E - CTEPH BEDEEICDOWT

ORI Hill

E SRR BRI X v & — TifEsRAH

2RI L3 Symposium 3

S3-1

S3-2

S3-3

S3-4

P.62

EMELEICH (T BHEOTEE - HEE~RIED 5 £ IBEEREITE T

| 2 MY PN O N o N e Ve =Y e A e L p S )
SEEP R (BINRFESTS B AR B )

Hfﬁl_].m]. ‘-—*)c-j-éﬁ'l.}

ORiH 7L

E AR BRERATIE > & — SR

fi=MELECH T 5 MRI & AV -1k 4 LA OHEREFTHEE
OHEM it

(Rl EWNES T 7 ENE AR

DIA—-ICLDAEMRE ERKEEFHMEOES

Oz A

PUBRF R RIER TEB A AR

HOE - BEIRET IVICEK BHLERD THREEDRKE
ORHT - B

EVAEBREGHRITTE Y v & — S BREhREHIH

_ 20—



£1HE6H228 (&) 24 (VA4 I XEK—I)

YIA+v > 3> (E&FK) Young Investigators Award P.85

FEE I $ET] Gk TERKRSEY) o< FRHBER Y 7 < it & — BER Y 7 < 5N
IHH  #i— GATTRaEEt Y ¥ —RLHERY » & — MHEENED

YIA1 EMEESEEERCFETFRICHETS T1 mapping DEAM
OB BRIV, X35 WYV, ZH OEWY. Ak S Bl
gk mExV i mIRY. o W, B kY. W R
V[ R BRER IR v 4 — ORI R L P E AR BRERIZ v 8 — RO
YIA2 BPA LK BMiESIMEXRERICH T 2 MEHRIRSE D IF DR M FE
OF HILY, Bl £V, &5 #KRE Y, AvkIH Y. mH Emx .
SO 27 G N /1)< SN 12 £ I 0 (AN 7 S BN/ i B
D B BRI v 4 — LA R, P ARSI L v 5 — R
YIA3  PAH (& T3/ 0FER EFRFRRT & & HEH(E~ — D — LFI O#%Et
OW Nl WIHAEY, BN HE—"Y, IH /X2, A0 BAY, B8 Ed?,
KA WY, MR MY, A ik
DRI AL A = R B S U > 7 — . 2 BB = B OIS > & —
YIA4 HBEEREZZEL -HESNEEOCEREL  DHHEOEEN
OHM BEY, HE BE™. Wl s, R Ay, mm &7,
il FEV. R WY, #® Y
R PN N 2 A e R R NI NS Ned i e 2 A AT e AR T

PAHEBI T —27 >3 v (EHEER)

PEE R BT (KBRR%EF v v 8RS 4 TR Y v — /
UN TN 7 e AL = oy T N e

WS-KL PAH 2Hf - /8# D Topics
OKXRIE
E TG BR em g £~ 7 — MifGEBRAL

GRS PAHEBIT— 3y T (7= 3y THRK)
7 — 7 1 BERMMENIRME N = MEE
JEE ¢ 4 IERE (BARBERKREREREERE 7 1oL — BIERARE)
WS1-1  FEBIRR / EEBIFR
OhtE 3% Gl K2mbs AT
WS1-2 JIL—7%%K
Ol TR (SRR EERE U 7 < F - BERNE)

21



F—< 2:IPAH #*5EHh /-—Fl
JER AR TRC (RSB LB > & — BRRRFZEER)
WS2-1  FEBIRTR / EFIFRT
ORAS  F—BEB ClbRzmb: 165 AR
WS2-2 JIL—TH%
OHBE BIA (AERKSEEZEE L - W)

T—7 3 BEREEE ST 2 MENRMERN S MEE
JERE © 58 JE—RR (TR RSB b W bR
WS3-1  fEBIRTR / EFIRSR
O HE (A RERmEE [ - 7 LV — s ENED
WS3-2 JIL—7HEK
Ol FIEE Gz 2k 9658 R

HE: T 7MY -#xAsHt

Z>F3>+t3IF—2 Luncheon Seminar 2 P.154
JER @ R R ORALR R HREREPRD

LS2 Update on Treatment Strategies for PAH Associated with Congenital Heart Disease

O Michele D'Alto
Department of Cardiology, University “L. Vanvitelli” of Naples, Italy

£ FEREAX S

Y5758 1 Special Lecture 1 P.50
JEE KB Y GREERRS RIS

SL-1 Chronic Thromboembolic Pulmonary Hypertension: From Diagnosis to Therapy
(O Marc de Perrot

Toronto General Hospital, University of Toronto, Canada

45703878 2 Special Lecture 2 P.50

R AT IEE (bimsEks: &% sds Ao i e s B ge it BiE)

SL-2  ®EMTECERICA~RENRS,. DERDEELEHT~
ORE /4§ &
KBRS R R SR WP 2 S B

JEEEEER p.52

JERe C T BB GRAER SR BB R TR PRERE R 53 5F)

YAl BEMEEICH T % L ARERFERA CaEEFEREE B1E U /o KERRIR Y EH EBR
ORB - el
BEME SN A PR B P BR AR R
YA-2 HIEDYN—-R UETY T %&BiEL aEEDGE
Oy —X
B PR B2 R




BEHZHAE P.53

JEEe TR R (BESRBOCEEEES BT
AL 7/ HF & BV RS IER A DR

OFA =
WK 7K BB B8 £ BF SR DR B
47=2>%7+®3F—1 Evening Seminar 1 P.159

JERe © P B SC (RRBOEE MEER 2R AL

ES1-1 @O IJ—-RTR3ALEEALKEE
OYNI'IN: 357
KB AR B 2 R ZE ) 16 B B PR 25
ES1-2 ZHIGtARROMSMELRES
Ot m##
BRI 3 B 96 Bt PR
HE: T30V - AR T4 HASH

Z1HE6A2A (&) 501, 502, 503)

YIAty a3 (BEE) Young Investigators Award P.87

WEE ot BRI (ENAEBRRewRiige -t v & —RFgeT A A B )
YW R—HE (TR FBRE e AL

YIA5 29 ) == 7Lk 2B EMELE A2 Celastramycin DH R,
OmRE o, M A 25 WEH. K . 1l KRB,
Abdul Hai Mohammad Siddique. Md. Elias Al-Mamun. #f E—H, BA 1FHE,
TN %W
PR A2 R 2 1 2 R 7
YIA6 S IMEAEIC & (T B CD44 variant isoform DIFEERAN DS
OBt Hib V. k% oY AR RV, mEE V. B B
A EAY, [l Azl ER HTY. ml Em—
R Y G NE U S Y S NI N S R 3 S Ry K 2 AT W o a1 St |
YIA7  FEDARMER S MR % R 7§ TBX4 B IR F OERIMBERN

O H Hi'\ WEH B, E Y, s E$3)\ WP oY, LR e
VOSSR MR, Y B R L 8 —, ¥ SURK TR BN A

YIA8 FE2HMEMEEICE T IMENEEREECFEROESR
Ol KV kB WY, 8T EEY ZAM &7 bR B,
ENTI N L RN - S = SN 31 (i~ U
AN PN N S P P RO G PN TP PN S i L S NN TP L R
74 THHES R Y 5 —




—#EE1 OR 1 P.97

ERERHFE 1
FER © ABAR WERE RLBLERRRA: JE5RER - R - AU PR i)
WL G GO ROE R ER T AR A St

OR1-1 EBMKABREE 21 f1ICH T 2 FENIREE & BIRGFIEZEORE
O BAT. 918 1Bk, B AT Wk R— T Wi, 2k ACF
W ¥ A IRf. b
SEHEPERRF: TRIR AR
OR1-2 HERICH 5 EHFRMMSMERECBY 51%5
OLI Y SENE ' S YNNI SNy L VRN =5 N N
frite WY
U SEARFREE R - AR, Y S o — TR
OR1-3  Z LB % & U 7258 B B85 il Bh AR 14 A 25 1L FE S 0D B R Y3
OmiE Y AT Fz?. FHik 0¥ HA LY e Y gk BeE .
ST N RN . e
U SRR R BRI AR BRSO BRI ERE PR > % 7 L, Y K
SEROFBELRFIRGERE PURRE AR R S0, ¥ R R DR AR R
OR1-4 UL ARBEEAN S MEAE (< & (7 5 FERBDRE
Ot &1V A =20 #A BEY, B #Y, mE g,
A B A A
VSRR MR B A, 7 R BT PR E  IRBARRE , ¥ R I R R R
5 0 2 A
OR1-5 BEMEEAHIMEREDEE—FMC OFAM
OfA wH. B K8 BE i IR PRk Tk E EE E
Mg et AR R MO PEE. Rl oSk TR
ALK IETERPIRL
OR1-6 hOXKRET 2V OEMEEICE T 5HAMDOERER
OIEF  H. KR Frifi. R R’
R B R PR A AR PR3 B
HBEHE1 Educational Lecture 1 P.55
FERe T ARAS FEA (ABORKZDEF PR (D, - 1 PR )
EL-1  FESMEEICHd 3 EHEDOERR
O® IEA
RIKEEBE 5 SR TS / KBRS A WP
$E#EE2 Educational Lecture 2 P.55
VER D A B (FIEREREBREEISE b LRSI
EL-2  FiSmEEREORIFHERE

Ol 1
THERF TR IR R - 5N - Bl AR

24



Z>Far+t3IF—3 Luncheon Seminar 3 P.155
R AT B — (THERFRFERBERRIR: LML)

LS3 Surgical and non-surgical advances in the treatment of chronic thromboembolic
pulmonary hypertension
O Marc de Perrot

Toronto General Hospital, University of Toronto, Canada

HgE N IIVERBEISH

ERH> T 7 LR (8519 ARG T ARHEES) P.91

Keynote Lecture
WEFe 1 IR IRER GERPSREAKT & % 448 4 bi)

R-KL RBERUESMEEZSEDESE EREDEE
OH9 K
AL HK B B - RN
FMEEEE PH (3H 5D ?
JEAE CAERE L (MO S SR BE AR
B BE GERRERE KRR )y < T - BERNED
TIAYTF—F— R JEC (ENL B R LR 5 — A5 AED

A 3R] AR REE R B - ALY

R1-1 it I B 4 (= K B — 3t 14 il B B 124 e 75 XL P 0D — 1)
Offtie  #ZBh. T B0, Hib ¥ Gl WA Sl . ki L
R BT
Y N S S R R R A

R1-2 25MIUF~Yb—7 S EEMERMEMHESMEED 15

ORBF FUT V. Wl Y. HEH BT R 175
U PR AR A BE SR AR BRARPIRE, T L GRR A K AE E ERRE

SEZRORAIPEET D EREHN S PH
FER T ARA FRIA (WHRKSFIE PRl e L - A PIRHR )
A EE GiaER)
TRAYTF—F— HE B (TRRFRFRESVIIEE Jou i e )
A B GEMEMERTEREESE V=T - BERNA)

R2-1 HIV B fifi = I AE D ZEH5EIR ~ Riociguat XU Selexipag DE 14
Omig 5V, & WY, ¥R wa® a8 T | -2 FW HER Y.
mH E—
V3 [ BRI A L v & — FRERERIEL, Y [ RS v 4 — ACC, ¥ E BRI v 4 —
BERIFge L > & —, ) BRI BRI

_ 25 __



R2-2  FERAE(C#E S BEMS MEE I KBIIRAIRELE H &6 L 7-—B
O+ ", Kok mHez V. e ARV om0 WA oY,

N
VSRR B IRERRRINARE, PR B R R B o R A A T SR R ER 2R AL A

fEEZSHL /- PH DBREWRKICOWVT
JEE B B (TEASERBRIE Rk Je 5 i £ L 5 € #62)
BEEP  SEW (BRI it demsbe IRE / SOROR SR SRR b i 25 I FE S A5 )
IR YT —F— KA EiE BORNED
AR E GBS SRR ENEL)

R3-1 SRMPIRABIRS v > MU a1 JIVEREHEITL 7= POPH O—F
OFH  #de, I Wi, =% Rk 1L HE KE FE I —K.
KA FHIL i 28 LR B, BRE 2H
BB N— k5 — JEBIERAR
R3-2 T RAMREEEHL /= CTEPH ICXF9 3 BPA %I Sepsis & & - 7=—5l
O/ HBA, H¥ W3, /ANEF SO B OBE, o s e B
AR ELT. HH 28, Ek B Al Az, B D
IR T VKRR TR - B - SR A
Heg mWLHEXaH

4 7=>%+37F—2 Evening Seminar 2 P.160
WEE  JEE REE] GEREREERR)
ES2 ¥7-% PAH BEZOENEE S ~EREMROMREZEERANE, I EH~

Offie  ~Me. 393 W%, A& 5 T AW
HCALK B - DEERRFPIRE - WP B s

HE - BAHEKRA

£1HBE6H220 (&) H421B (FERIL—LA)

—f3EE2 OR2 P.100

TEBIERE 1
R IO HEL (SEsy 7y FERRE U F - BER - 7 LV E— R
KT T2 GURAFRFERESRR MR S A 5 LS 80E)

OR2-1 L% /N5 & U -4 5t i IR MBS L O — )
OLTHINETL NN AT I ETNI S G TR T ST 718
BA FHTBE % Tk B FN R, BRSO 2
BT SR SA PR A0 P BRER - BRI - W PR
OR22 FKAMLBAMEGR (UCTD) (AL 7 MEMERED 1 51
SLREIPS BN T IE TIENE RS ENE TR RN T ¢ RN
W AU A ®Y.OKE EY.RE S, Bl %50
VTR A SRR )~ FIBEN T LV — R Y TR BB IR Y TR
R A TR M I s B P e A




OR2-3 ANCABBEMER &8RS0 U /- B EhBR 14 i = M E AE D —Bl
O Tl wh MEY. AT H22, B BRY., [ 595,
BE R, =8 Y,
U SRR R B TR R A BRRS0IE . P RO R BRI SR MRS IR S A 7 A i,
Y RUES KRR b IR TR,V AR ER R ) < F - BRI, © RO R A
-

OR2-4 ##ZASHEIEAE 2 B (NF2) I8 6L A Ris IMEFRE D —BFI
OfFE A | fE—. &)1 BIHA, IDHE #ER. 7 . KI§ R,
LI = N 1 7 N L N /i P
I s P A2 = E B OIS 2 > & —

OR2-5 DEEBFEMYILIA N—2 XIChiEIE% &6 L /-—5Fl
O . ARHE BE. FE M I 38 R EW. M B, 5 A,
Bk &
[ 37 SRR 28 & > & — b IR R

OR2-6 FHMliiafICE#%: L /-S4« 1E D CpC-PH O 1 fi
OFIH FE/RT. T E— T BEX BOF . 2% £Hh. NE #RER
R Wi, g B, Er B
B A O A5 P

—ff#E3 OR3 P.103

TEGIFRE 2
WA EHE B (B KRB A RS S MU S ia e 2 25 W sl i)
LS R SN T N2 N4 AVt 2 e S O p e F )

OR3-1 HIITEEICFES PTTM O 1 £E6)
OfN »BY Y. Bk E£FY. A% =Y & #FEY. NE R,
BPR OBV, MR AlEh?, gk e, B wy Y
D BN RSB B - B - IR Rl 2 IR TR s b AR B - IR - BEAREALRE
D K B Mg s e s BT
OR3-2 WLS|FHENARIMMAIES THMWL /= PTTM (C & 2 B E O —B)
O=R &Y, FH BE". Ex 2" fH HAY. KH #Y, g gl
KEFE Mz ? BA RKEY, WE ETY. HH Hk?
VORBUR RSB R RAFSERE I 28 - SaRbee, 2 KIERS DS A & > & — JEENEL ¥ KBRS BRI
F R TRBRERNER
OR3-3 IRFORT/—NiEE5hICEREETOHEAERD - 14
O 280, Eik i %t #FEF R I 6H HWwA
IR EE R 2B e I B DG B N RE
OR3-4 [#tERH7%E L /-PIIRETTEE (C £ S M EI R = MEFE D 1 Bl
OF MW MW, KT Fz. ¥ Fikk, KB IEZER. W V6 g Eik,
R OHOE. I W, BE OH. RN R
TSR R 30 R B AR N
OR3-5  FMBSEHEINRIENGE M ~ AAHEB & RIEA H=X L
OKF Y. WaW il i —kY. ha ar’ BA #T1.
B 4V, WA OERY, it =
Ve RS IR 1. P JRHERE RS KSR B AT SE B B A S B 2

7



OR3-6 EE®RNIKRITORXT/ —IVEEICKVEKEZRSH 7 IPAH D 151

Ojity #F 1 Asy. GHE 2B, AH B0a, PR 5. fEE i
AR A be D Bae R

—fg#RE4 OR4 P.106

EYRE
JEE R OHERE (R RESECEE S IR B E)
B YL GERERRE BRI E)

OR4-1 ANZ7OX MEREOFERICEB L L X NTOHFMHEORKRE
Ot iy, M BEY, g £ ® Y, WE w—mY
VR R B T b IR IR, Y TR S S LT I 2 W

OR4-2 PAHIZHTBUFIITT7 . v F 042 REGRAEE
OftiE  #2Bh. ki . T »BY. ik E7- gk 19
FISNCAVE S

OR4-3 [iEmMEEICKT % BEMBOFHLENROER
O sith V. A B2, K @B Y. 8% B4 Ik .
WK EY EHE BT, B ORKERY. i AT, BH &Y. T Em?
U AT B N R SR B S B S b B BB, P LR MRBRERNA

OR4-4 thEE X/ ffilmeERIESE TO DOAC 7O Ma—JLEAWEE
Oit BZ: K4 Wl EH 4 R B B BRI kR . 7l R
AR B T gE L~ & — A PR

OR4-5 [iEMEEARABEEOEAAREICH T HMFEFEE
Offcie %Y, Wb TV, BH R B @AY s 7912,
AN ®EY. AE EWY, AmEE £ o EEY. Bk e, JEs we?
VR LS IR SRR, Y IRAADERI S BRI - BRPRIERNEL, O SRARRRIR ANEA
DRI RN R BRIRRF S B > & —

OR4-6 U7 A OFEMNMEFEERICEAY 5145
Otk S, R ks, A BT W seV. S kY.
A MEV, ER OB OBE O EFEY. MR OBR—mY. B8R Y.
E

DR R BRI AR SE e IR IR Y TR R B B ISR B SV 1 MLV A P 7 W Al

S >F3>t3IF—4 Luncheon Seminar 4 P.155
JEE R 5 (P52 - AI AL T4 UHRASH BRAR T4 HVT T T — ZE)

LS4 PAH BEICH T2HEAEELE ~HAI KA1 DHETIPSRADE~
Ol HER
T30 AIAT TA YRASH BREARE A T4 ANVT T T — AEM
HE: T390V - AIR7T714 /RS




—f%EE5 ORS5 P.109

OR5-1

OR5-2

OR5-3

OR5-4

OR5-5

OR5-6

EHRWHR 1
JER ¢ ZFJE R UEMORFE S 68 EL)
EH L (SEASRE NERE - R h RS

1814 I+ 22 A0 4 il 7 L0 FE JAE OD il LI B PA) 2 i B A e 45 & #6BE DA

OWA  BETY, R RRE Y, i Y, Wi sel. 2l BE Y.
E BT R OB, W ERY. ® O3y

VT 3R R BE R T B AR R, P THER SRR EE L v 7 —. Y SRR v & — IR
PRRE, Y T EER R AR b S i v I A e

BESE X BFOmEFEHER

O¥ir . 8 SCGE, A W ILF #4&

FINRFESE EAER R A B
AZAFICKHT B 08X B/ ¥ —& L TD Pannexin DER

Owm #EY & s+ E=EY

VSRR SRR S A B R I AN VERE, P BB R SRR S i B SR T RS R B
BElMES Y MHT I ELEZINTETI T2 OHADR
OWE T8 &2 E£F. A &k, W BT 2% Bl

H A ikttt WF7EpH s AHs
SU5416 B EMFRE SHMSMES v MIXBZREMX T+ T— 42— D%
OfM  #dt, ko B, 2R Bl IEs

fEMR AR 2RI R e INFR2 56 — s
EMEEET IV Y MIRT 3RS H-1337 DHE
OFH B, & /R BR BEYW, #85K WY, il #r2,
Fl —5%2 Hi o sask .

VF ez 2y - 23 ¥F 7 ARG, Y SERFRFBEEE RV IR 75 i R 4 iR
VSRR AR W R B SR 7R A R PR I SRR R 2

—#3E%E6 OR6 P.112

OR6-1

OR6-2

ORG6-3

CTEPH 1
AR L T FE (TR RERESZ WU R 0
EW A OUNERRS R 155 - 10 - AiRom %)

Mt ER M EMEEDKREHEICET 2 EWHE

OFJE Y, AT FHz?, oAk HEY. HA HHR>, BEH Y,
KPRy, e EEY. my e

VAR BE A IR R, 2 SO R BRI R TR MU & A 7 2 i, ¥ SORE KA BRI,
VA AR, O RHERAGEIIT R (Hope). © N4 TSRS <=7 v b T 2 L AR
1814 M A4 S MESE D patient journey (CB8d 2 ERIFFTE

O H—mY, KT F2?. ok WY HA& HW BH Ex™,

RPE BED . HE ME. mN B

VAN R B R BR BRI, Y OB R KBRS R Je R MDA & A 7 e, Y UMK DRI
VBV AR, Y KB HGEIIIZe R (Hope). © /N4 TEBBASH <=7 v M T 2 AR
BPA E#i14 D CTEPH (Xt L PEA #iTVWRIFLER %157 1 iEF

Ol Fify, &S kAL R BEA. EWH EB, T g WA AL

HH o HETRR. ROL V. 40t 0Tl HE %

BORR A B LA SR



OR6-4 MMAR{L% - /- FJE CTEPH (C BPA RV PEA ICTH& L 2 7= 16
OTFF M3, Ry hpp”, 5 7, BN ERY. h5 HmA Y.
MR Sl BN B, o K=Y, B Bl G B
Vg R KA R TR TEBRRARRE, ¥ 4 B KA B TR i L S B 4
HE, ¥ AR BRI R R CBROVERE, R HE SR BE LRSI RE

OR6-5 EENAFALHT—TIVICELS BPA DRHRHIE
OWA H. B B8 B R A Ok WK T R R
(LS A 1L DN <E S N Y N LT A
HLR A AR B IR

OR6-6 CTEPH IZ3¥ 3 AR DB RV RC time DEERIIEHICOVT
Ol #—"\ Al AE YL BR REED. KPR, IR w2
PR VNN S I (S RNIPN I XA AT Rl NI N (R
P
VO RTR SR B DR AR SR PR I IR BR R IR EE, Y AR R

£1HE6A228 (&) B5%£15 (£8%F 602, 603, 604)

PAHEBIT—9>av T (7—9Yav7) (£H%E602, 603, 604)

7 —< 1. BERMHMENRMER S MELE
SEBIFRIR © M R Gl mib pakI)
TN—=TN) =& — 7 FH BERBRFEEEE )y~ F - BERNED
T—< 2 : IPAH »*&bhh /-—=Fl
SEFIPER @ A BB GRALR e JE5R 2R IR
TIWV—T) —=F— HE BE (RERKFEER O - PR
T—7 3 I BEFBEREZ G B EIRMEN S MEE
SEBIRT - JTHE BT (BAIRIER R IR - 7 LV — SRR
TNV—T) =% — il HIZE G emb iEERaNE)
HE: 7714 -4t

—WEE7 OR7 P.115

EFIFRE 3 (BIER)
WEE A BE GRERREER A RFESE ) v~ F - BEURNED
1A B (FIIRSFEESE MR - 5o - IR e RS2 )

OR7-1 ®ENMHEIEAED A TaEEL B /-BERMERMSMEED—F
o)l #Mw. Hige B, Al #. Wibowo Tansri. E WHE. X8 T,
WA B E BT BH O EE. WO
NTT Wi HAKBOREE 0% - 7 LV F— - BERNE

OR7-2 AU F_JICLZ3EBMMBMEEISEREDCEEFEHN -—FI
OmAa wHEY 8§ MY, A Y BE BRAY. W BT
A HERY. WEE B2V, BR O O#hiE Y. EHE O @EEY. o\ o wme . By @Y
VB R RR b G BREARE, Y B E R R AR B SR R R

OR7-3 IgA BIE% & 6f L BRI S MERE D —FI
O/ ez, FEAR Wedh, 8 KES. OHE B, A5 AL k¥ s
PH O, M BT NS OBAL il i
ALBRERL R 22 EBR % - B0 - AP - N




OR7-4

OR7-5

OR7-6

OR7-7

RENFEEE YA TT MR L - MCTD-PAH O—H51
OW# EKE. KRB ERF N SERL ghH e, R FHR, B 5,

A ORK T JRE S5, B B—RR. Y IEAL El ATE
K EREE > 7 — )< FBEWRT LIV FE—F

2704 FEOA THaMEEIXEL HEAMESHEERD 146

OFM ZH. = BIE &K MR, HH % B 2ok, #IkR FAE.
EE O RA A BT R ORE. HH BRIG

T PR T AE R AR ) o~ F - BIEHNE

SEIHEEEDA TERE{EL /= MCTD - SjS IZf#£5 CTD-PAH O—%l

OBA  #idr, /M EEA, HH %35, Tl BHE, 2l 28 Sl A

oK E—ER. N X R flz. BN D—

BRI T SR AR PR 280 B - R - i R R E

BETT7 1 IVBEMTHEL EEHREHMSMEED 1 5]

Ofl #. JIHE  #WW. &g B+ =8 /%, Wibowo Tansri, A R,
R B MmO Al Bl WM OE

NTT i HAKPGRR 7 LvE— - ) w<F - BEWHNF



2060230 () 1218 (5S4 7HK—I)

PRI L4 Symposium 4

P.64

ERHLhrobra3fmE)ETY THEOERRINE Y Y
AR - R BA (ENCEBRERIIE - v & —WFSERT M A B )
A —3C (IR FE 5 G5 N

S4-1 Overview ~0 5 X v v F7 v 7§35 PH ERWHE ~
OHFy  He—
] P LR 2 B 2 A B e N /= s B 5 ML E i o &7 —

S4-2 BMPR2 %/ U = #IlaEMEE(ER I & 2 i BIARIE & 14 HE 15803
Ol —W
MFTSERI R BRI g e

S4-3 HXRFSEEELZ /N7 DY) Y PAH ICH T 3MIMEY E5FU> S
O HE
FURRIRE ST BERL AR M S TR B B2

S4-4 EmMEICEFHU MEREICE T2 EPADRIREZTODES
Ok EY, iy —3 V. Bl 277, & BEEY. BHR @Y,
VL fRER Y. fEE Y.

VR IR R B R A TR R AEERBR IR, Y BT LR BE R ST e R AR BRI

REFNRF BRI AA W IER: L& S R
S4-5  RIEMY A MHA P OEIMEERREICSH T B1RE

OL V| N E TR )
[ AR > & — BRI I B

3) IE‘][J_]

4%5|4E 2 Presidential Session 2

P.54

FE : pros and cons
R T RS AT (RBORZREBR R % 2SR 165t 2 RHa7)
KAE Wl (ESEAEBRERTe € >~ 7 — ifEER,)
PS2-1 EEMAKBRICHTI3FTEDEFRNMREBRARIEZA DX A
Offts  Jits
IN O N DN A AT 2 i s A
PS2-2 FEXRE IS MENRMERS MELE D455

ORI HE—
VB A A B S O SRR PR /= RO B 0 Vi > 7 —

EF#43547 Video Live

P.83

Update of BPA for CTEPH
FER T VR IRC (R R £ >~ 5 — IRBRED)
KE ¥ GRS GRSV

VL-1 State of the Art BPA
Ot 14
TR 2= A5 25 N



VL-2 Global Experience and Future Perspective of BPA
OXH il
E L GBRESRITSE 7 — G EREH
VL-3 LUPRICH T 5 BPA BEDER
OTFNE A B A
B39 BEAR A R L LI R 3 2 > & — DR BREs AL

S>F3>t3IF—5 Luncheon Seminar 5 P.156
JEE VTR B G SRRy BRRIES: i K R B 2 R e R 6B B R 408 )

LS5 = MELE S D Next Stage
OHJE  HIA
AT ARK BRI RE = 2 O - A RSP, AR R R b IEBR it > & —
Hig : QAFEMKSE /  7IOTVF> 77— 2—F 1 HIUX v NS

2RI LS5 Symposium 5 P.67

-0 25 < S8 BE3E PH/PAH : &ﬁ‘“?RH’JHFHJIﬂ”’*?}KB‘E%G)ﬂJ%MEEéhé@#’?
£ D RCT ICMm (T £ DRREIC:AE
JER C ORES B4 (Elislzﬂjt%jt%ﬁmlz%ﬁf B AGEE - WS 42000 B e e )
TR OER (EREREROR R IR AAL)

S5-1  ®#EHAFF4> (GRADE AR) A5 ER7 33 PH ORI
Ok 5%
I 3755 B SRS . PR P

S5-2  FRIRERARE PH/PAH: (KBTI M EEHEH 5HEEDHEFICE E S
O wh— 1R
TRRFRAE BRI AT WP

853  EBAMER~MARBREH PH OBH - BEICE T 3IERAM
Oity —=
B R e P T

S5-4  CPFE-PH ($@RIVAE M E IR DEMEIS(C %V 5 b 7
ORl SRR
WELR K 2 B2 PR 2 P

855 ~Z—2Z2018:3#HPHICDVT
Ompk AT, M FRY. W W, % HmY
BRSPS At AL S N N e S R S e R e

SURIYILG Symposium6 P.69

2HMBEEICHES M MEEDKE - fKRE - A&
MR - OREER A (kli)iliﬂjt%wﬁd’ﬁﬁm 1 7= F BIE R AR
Mk e ORBUT LR EE 8 B R IR IR % AL

S6-1 BSR4 5 Bili s I AE D R E

ORW fik, #% %8 &
RIERRSEBEEH 1) < F B EAR P

33



S6-2 2B M EEICHF S MSIMELE & Atypical PAH

OWLE =
WK AR A BRE R FE R B OG0 B FS il g

S6-3 2 5 MHE{LAE (SSc) IZf S fifis ME | 8 (RBIRR)
O%M - F5l

BEME SRR TR V) o~ F IR AR

S6-4 LHMBERAEICHED 23 PH O2H - BEOHL &
Ol 75
W) T YFERKE )T - BEW - 7 LV —NE
S6-5 2EMBREICE T2 IHEMEMEE—FMEEEEEIZELDD
Ol #, ®H AR
TR AF R Wt - 7 LV —F
S6-6 2HMBEEICHEIRSMEREICH T 2MERE EREDERM

OXIE il
[ S AR BRI SE > &7 — ISR

$£2AH6A23E (1) H2LE (/4T ZXK—JL)

4575588 3 Special Lecture 3 P.51
FES 0 T BB GIICAE R BB R SeRE IR BB 27

SL-3 Genetic and Epigenetic Mechanisms in Pulmonary Hypertension
O Frederic Perros

Hopital Marie Lannelongue, Université Paris-Sud/Université Paris-Saclay, France.

Y55l E 4 Special Lecture 4 P.51
AR U IEB (S EABRSER B - BIMNEE)

SL-4 Initial combination therapy, risk assessment and survival in PAH
O Olivier Sitbon

Paris-Sud University, Bicétre Hospital, Le Kremlin-Bicétre, France

—#%E8 OR 8 P.118

BRRE 2 (BRER)
FEE - HHE 5 —ER (HARERKS: 7 LV ¥ —BERNE)
EHHE  IC GUERAE R BEEE SIeRE PIRF SRR R S 5

OR8-1 ANCARBEMERICH T 3RFETOT > KEEEDRE

O‘I%’*7k MU, FRE BT, O RV, WIS MRV, Reogg Y
U KB B M BB SEAEPIRE, ¥ KB S T U B W - SeAE PO

OR82 BFRF (CTD) (-t > BERBIRMMAMERIH T 57 ASR
O%M FMY. A% &2 W B0 N0 8. KE 0,
W EAY. B4 TR
VOBEESSEA R ) T - BEORNEL P HARERIRSE 7LV —BEGRNER Y ERE E RS = R
EBRBANEL, VI T ERARS BERY v F Rt v ¥ —, Y BEENASRAERt ¥ — V< F -
JRIEE AR, © B ERSERE 7 LV — B EE R

_ 34—



OR8-3

OR8-4

OR8-5

OR8-6

A8 R AE & 19 fir B0 e ok i =5 I R B PR AR D 4R B

Otz 6, He (BB BH) i, G H— B =
ALHREEPE AR BN - AR

AMBITION:mITT £ T® CTD-PAH H J#t#E R

O%4,  1FF Y. Blair Christiana®”. Langley Jonathan®. Coghlan Gerry ¥
UV HARERKS 7L AF—BEFRNE ? Research and Development, Gilead Sciences. * Research and
Development, GlaxoSmithKline, * Cardiology Department, Royal Free Hospital

BB £ > BB MR L FEAE | 4§ 3 B I AFHRSE ) X 5 AT

OBJF f6—ER"\ HUb (EDIZ, 1 fBU%, WA MR, IT g

R W—ERC. M@ RET R4 ERV Y

VHARERRS: 7LV F—BEIRNER P AR B R NEL Y ) 7 SRR Y < T
BB - 7 LV —NE Y B RERE RFIE S ) v~ F - BEIRNEL Y UK TR B )
DA NI PN R o AV A Al e e R SN e PN PN AV 2 0 i A ) L | AR R

CTD-PAH (2319 % s & #Hl#E % - Systematic review (Z & 2 &5

Ol BBV, e BEY. B &Y md Y I gEE e,

W WY, mE EE7. 4 EEY. ® E—m©

Vi) 7 v FERKRSE VT BEGE - 7 LIV E — PR PR A SRR ) v~ T - B AR
VHARBERAY: 7LV —BEGEAR, Y ALE R S B EgeR Y R FERRE ) v < TR
R B N Nl A e 2 ol N S A = e NS 5 9 N o Nl e e 11 A o o I R (IDAE T E - e

—fg#HE9 OR9 P.121

ORO9-1

OR9-2

OR9-3

OR9-4

OR9-5

ERETE 2
R LB BT (MR kB Se R iR TR AR)
PR 0 (KRB PRI

TUZRZ AV EHLVBERERSMERE €7 IV ERDOE A

O 7&B7, Ml Hw'. 6 AE. Mg mEY EK gV R Y,
STV IRR

U ENIAEBR BRI SEE v & —WRZEHT M A BRI, P KBRS R B R SR e Rl RS - SR PRl
Discovery of Emetine as a Novel Therapeutic Agent for PAH

OFNXEF TT7¥%V N4 74y o, g Al BE 5,

Md. Elias Al-Mamun. 25#h  NE#. KA #E—. M KRB, o8 E—ER,

PPR IEdE. EHOfB. NI AW

Tohoku University Graduate School of Medicine Department of Cardiovascular Medicine

HEMREREIC &K 5 EHPA S MEESEEDRRE

OFH B, W K, gk MEY, W BRI, AN HEET Y

Il EE RN dRm Y. B MR, B B, i mz

U HINKEFERF B RSk DEBR e AR, 2 JUN KR FBEGBR S A R BRI Z8 £ > & — JEomis sl i
M. 2 LIRS G BRI AR R BRI JE & > & — JEBRIG RE R 2R

TRIEHINE - FEREHIIERD (C K B IEERFRME LI

Ofals &Y. i 7 KH WY, g% =Y. %1 #5 7

U RBOKZ-BE TR W03 - SeE R, ¥ RICR A ME e RS

fisMEE CORBERANERERESI Y T2 THEIN D

Offita #wi V. T3 #KL Y. Pearson James?, # %11 Y. Schwenke Daryl®,

(T2 SN = B N 1

VRS AR BR A e v & — IMASAEFAEER, P E S EBRERIIZE L v 7 — (L BIRRRE R, Y o ¥ TR B
FIR Y R R T v v — . Y ESIAEBREIE e > & — il I A S S SR



Z>F3art3IF—6 Luncheon Seminar 6 P.156

PAH RFTOFEA
JiER  JER WA (RRERRS)

LS6-1 ARZX B+ Nice 2018 (CH (T 5 PDE5S BHEZEDMED (T

OWHN  Hi—

] 5 R S A R 22 IR 5 A B 2 P R TS I A ik O 2 = FH 9 e i v I > %7 —
LS6-2 New aspects of PAH pathobiology

O Frederic Perros

Hépital Marie Lannelongue, Université Paris-Sud/Université Paris-Saclay, France

#g: T Ao
INZIVT 4« AH vy 3> 2 Panel Discussion 2 P.75
fiEmMEEDTEN TR — A M BT F—LESE
JEE CORER W (ESEBRERAI  v & — WifEEEL)
B RN (EEBER Kb Bl

PD2-1 XV RZFIESMEEZSEF—LDBED-HIC

OBA  BiE, /Al HEz

ALIREE R R 2R 30 6B ar - BN - FCEPN - R
PD2-2 HFLZ7OXFZILOEAEBDE-FEEDS XATFLDILY)

OFR 2

THIERI R il
PD2-3 IARTART/—IViFR#EBAICE 2 SBBERORIK

O TV, B3 w7V A fEY, £H HER?, A ERY

MW FRE Y, E O JEEY §iN Y

U RIS RS GHR, Y BIEKEREE UNEYF—3 9 U, Y BIKERE GERaNE, Y BIGRSERS

e e st kR AW SERt EBR S N F A
PD2-4 MiEMEST7HRICETIEEHNTR—I X2 MIDOWT

OF MW KIk

[ N FE B 5 N E ST A BR T 78 2 o~ & — 7 By Pl
PD2-5 #ERAN>7L v 2RV -HalEESREICHT 2RERE

OBIME #7 Y, BI# GAKER?Y, B kLY. Al %Y. fn fiw?,

B BEY, EH wme

RV IR0 DN 1 3 N RO B/ = 2 ] ol 5 < S 001 b7 =<2 31 oy N el e ) el I e
PD2-6 HisMEEICH(TSEEMT 7

@I LN N I SN EO AN NN S =S N

1T S5 SN < S5 NN

VR ARBEITE L > 5 — B, Y BRI Y 5 — ORI AR > 5 —
A, U VAR > 5 — WA 5=y 3 Rk E R 4 — R



INZIVT 4 AH v >33 Panel Discussion 3 P.78

Treat and repair DENMEEIET > X ZHRFET 5
BEf VLA BN (W SRbRs: ER3ES:)
=8 FTIE CEERFRFBE S RIGR: 5B 7 /N LR 5F)

PD3-1 A2 NI 7ICH 2.0EPRRBEICH S M MEEZEOHK

OLA &g
VR BRI, AR B PIRL

PD3-2 Repair without Current Treatment
~ENAEEOEVERZAHPZ T~
OJH Jo. %E fir. fH B i &
FOR L ERRS: TEBR SN e E
PD3-3 HFHIH T FAEZRLRME VEBES S MEMREZEBEEDERK
O #Y, | B2, KN FEY, #\ BTV aA &Y, B gV
VRN IEBRRSRITIE & — ANRIEERRRE, P R R PR
PD3-4 HAXIZH (T 5 Treat and Repair DK

I NES ffﬁi%%%l’ﬂﬂ
PD3-5 <+ > MEREIARMERSIMESEICXT T D Treat & Repair DiE A%
ONE HEi

FRURS: PRI - AR EAEA TR

#oHEG6HA23A (1) 501, 502, 503)

AN tT——27+t3IJF— Morning Seminar P.161
FEE N @R (KBRS KB SRR ANER S KR A AR v 7 — /NERD)

MS PAH management strategy Up-to-Date: Lesson from the 6th World Symposium

O Carlos Jardim
University of Sao Paulo Medical School, Brazil

HE: TS50 - AIRV 74 %A

—#3EE 10 OR 10 P.124

FRPRifZE 3 (MEIRER)
FEE C Bl BRAHER OIER 3 KSR IR 2 AL
VERE TR (ATRIERB IR - 7 LoV E — BB

OR10-1 COPD (X # ¥ 2 fili s MEAE DERRAVIFE & F R OGS
O-FHr 3t STk BEdE, ARFT BB AR e, RE BRI Bl RE
% 2
ISP AR RE PR - 7 LV — BN
OR10-2 FiEmMEAGEE MR DZEICH T 2 MILEEDIREDFR M
Ok 1. ¥ —=. KF . ER . A B b 'E KK
S SN R SR
AbigiE R e PR




OR10-3 {E/aHE % 4 S & B4 Gt S MEAE DiRET
O#F N Fds, vEI B G #. ks s20 ) e, KR B EYF #A T
¥ isE Ak BEL Ak B JE AR
LK WS - 7 LV PR
OR10-4 H4BRICH T ZEMEEDFERAE
OmEH B Y. B BETY ek §I%Y. BA RV a6 Eav.
wH Y. =i —aR Y
YRR S e IR R, P AR R R A b 16 BRes PR
OR10-5 MIRZRAEEESH PAH BEAD iloprost WA A MR D&
OHr SR KT FH2? WiE eV BN sV fefE 3em Y,
IUEE BCHEV. BEHE BGE V. Ul sEEY. RE BV BE R, AN WY
U UK S R A R IR R b G BRBRINEL, P RUER RS REBRE e R MR S A 7 A, Y BRI
SR ARBRERNRL
OR10-6 FMIRZERAEEASHERE PH ICX T % PAH SEMEEZOEHDM
Ol E—E Y, # 2V, Hd Y, g 370, mm &Y B gEY.
WER OV R BV, ARE O FIY. qEiE #eY. AR BAY
U HARERK RSB EEICRE I AR50, P HARERRSEA B R b JEBREsNRE, Y HARBERRSR
FRRBEERI TR RS, AR R K F R FBBE SR IERE TiEEE - WP A e B e

—#EE 11 OR 11 P.127

2 - UNEY
FEE I FINT (RMEERFKSwEE B
B B CRBURFEE S b 1652 A

OR11-1 fiEMEEESRHILEFERDSEREIC L S/aFEMEHIFMOEEN
OB BZEY, e R, 2 =2, mik m . o me
V[ S B S B SR AR SE e 4 — e 7 WV 2 SR B e P A LA R R g
g — HHNEB. P LB S A AR BRI & > & — L AR 6 B
OR11-2 PG, s EDMRBEL TR ~FREBZODHNHEDRET~
OWA V. A 2V #HF T30 mEs HEY. B 522,
mge ETRY NI Y BE O RE?
U NHORINE# & > ¥ — FHiligh, © NHORINER £ > & — WRIRHFZEE
OR11-3 =& PAH D&5E
Ot mAT Y. | E2Y, Ak BV, HE BEY. A% Y.
S ORY. TR RORERYY. 3 WYY Bl HFEY. R R,
E
D TR IE TR b W I RE S, Y TR SIS L I e Wl
OR11-4 HBE CCU IZH1T 3 PGl s I i SR CR 2 BB ERE
O3 HEAAFY, i ®=r Y. | gD N mED Y B T
N A, FTE BAKER Y. AR miE Y
VUM RS R ICU CCUL 2 JUM RS bt 16 B Rk
OR11-5 BRAZXMrz AVWLEBERMEMSMEEDR V-2 Tk
OKA =%V B E—?. A BHY, AL EmY & s,
WA kY. Wk =2 kil &Y. BEH OIERY. P &m?
Uk R b EREE S50, Y IR IRB AR

I

_ 38



#E#HE3 Educational Lecture 3 P.56
RS AER  IE3E (RMAE MR BRI 22 R 22 BRI 45— S WS - ORI - 7 L L —

P
EL-3 REFRIFIRFEE L ASIE - MalE
OBE ik
SRR B BRIV SR R 07 e
#E:#E 4 Educational Lecture 4 P.56

AR TE HETE (AR EE MRS - 7 LV — g BNED

EL-4 EMELEICH T 2 AREEREDR A4S
OVaty  1EiR
AL I B AR SERT / ILiE K 4T

#EHES5 Educational Lecture 5 P.57
VER I $ER] GRS FERCEBER Y v~ FREL > & — IBIER Y v~ FWEHD

EL-5 fiEMEEZSHT 2BEROZEOKRS > b

O%4  1EkE
HARER RS 7 LV ¥ — BEIRNEE

Z72>Fa>t3IF—7 Luncheon Seminar 7 P.157
JEAE C HHE T GURKFRFERESIRR IR GEs)
LS7 SMEES KT SRENKA Up to date

Up to date on Takayasu Arteritis which can lead to Pulmonary Hypertension

O BA1
[ AR BR IR & — P 15 2 B

g PHARERA S

=Y RI 9L Short Symposium P.81
4 RSBSOS IMEE

[|=]
JU
FEE - FE R =RE GREERMERI RSB /N Ve JE P10 Mt 8 )
INFE R (KBRS RFBRE 22058 ANER S / KA A ER £ > & — /NERL)

SS1 FAERMOMENEREICH Y 3 OHEREEL S
OfmF B
AN 2 & Rt > 7 — Bk iRt

SS2  ERMBREAIL ST ORFHEIE L AR
OFJF HLH
NSRS S WA/

SS-3 BPD(CLD) O1g4EE & fifis mE
Ol H—
BARCRIGIRBE KA R R TR v 8 —



—FTEE 12 OR 12 P.129

FEERIR 4
JEE R EL FIE GBS AR B R
il IS CebdmEc 2ot MG BRI

OR12-1 FEEMRMEME M5 5 1 > X U ARG OH & & BRI %
OWSIl itk KF . HA i me &l 8K ZHT. BA T
W &F W 96 W ER R =
JeiEE R e P T

OR122 PDE5MEEH 5 sGC AIMEADEEAIH OMIITIIED LB
Ow%H MW", AT H2'. W0 0w fn L fE %m0,
RV, B WGEV. ROl SRV REFOED. AR MU, RR Y
VSRR AR A AR, P BN KRR IR BR BN R

OR12:3 MEME% &6t L - ERMPURAIEIRS + > FEARAEOYR
OMgits . K B B W RE R T RE. MR . R w6,
Bk HEfE CPE M. KB OE—
TR EEBR 27358 /Bt

OR12-4 BRRMEREIARED PA/Ao t & FREIIRE QRS
OfE I Sk B RM B I R E BRWI Bl b
Vi HEl
LR BE MR - 7 LV —HENE

OR12:5 MM 5 3HET KA, 5 MRNELE FHT 3
Okt A, B HIE. AR A B B—. % . A% g6
IR T HaA i
ANERKRFE DL PR

OR12:6 MEMEMESEC 51T 3MBIRR KIS 541 b1 MR
Oy SfF, ME L. R %W BE 6% BE Wb, wE
I VNI S SR L
FNRFR TR MU - 0 - PR A

OR127 BRI\ B MERDRIAERT %
ORIl Bi—. HUE HIE. AR A T A A% 6. R
W U EROMT. A
AR KRFBEFHS OB - M5 IR

—f % 13 OR 13 P.133

CTPEH 2
JERe T PR T RO S E
B BRI GRALR KRB BRI

OR13-1 EFUZALICH 5 12 mie TR M iiE MEE O F R OHRS
O=fy Fi ", W@ EE"™. J® &' il LY, ik BT,
L EE V. WA KT, B FEU. SR MY, s o
VT HERFR BRI BE WA IRRE, ? TSR BRI BRI S T L A P
OR13-2 CTEPH L& T 2 EHBEOMNBEROREM - AAMMEICET 5155

O b, B8 GAKER. Fi3F #z
FUNR IR DG B NEE

40 —



OR13-3 1{81%AhMieZE4eiE OEBIRFIFTRIRBIE ICXI 9 5 BPA DRIR
OfWl 15V, Rk Mems 2, EH FEEV. g sV e B Y.
Hi #HEFV. AW dHosaV. BB sTU. EE Y
R N VL S Uy N YN Y S e
OR13-4 MiAEMBERFTOBERMEMKESSRELLY X7 EFORER
Osk 712, Wil FE. G 8- i 6, s mE
B4 RV WER MRERY. A HEV. R WY, Mmoo B,
s it
U T RER PRSP S Ie e WP es R, P T-RER SRS BERE SR JE e 00 Il s L i PR ey, ¥ T3k
KA BT b G IVERE, Y T 71 vt > 8 — LIS VE
OR13-5 CTEPH B&I(ZH(T5 PEADRIAEELTOVIVTF T 1 IIVDOHRE
Ot #3r Y, Palazzini Massimiliano”. Gotti Enrico”. Pacini Davide®.
Suarez Sofia”, X#§ WY, ZH W8V, Manes Alessandra®, 7§ E3L .
Galié Nazzareno”
VBTGB ST gE o & — DI IEREBM. 2 Bologna University Hospital Department of Experimental,
Diagnostic, and Specialty Medicine

£2HH6A280 (1) FH4LE (FERIL—LA)

—#%EE 14 OR 14 P.135
AEREE
JEE A B (EINKREESE 8 - B - AR /B a R
KR Tl KBRS 5 e R 16 B2 R)

OR14-1 T1 mapping & CHAEZEVEMRMELH TR S h 7= S I EAE O &%)
O FH V. RE AT, HFW EWY, AR ZY. w42
R o N S 2N 11T B (AN 15 )P RN N/ S
VENIAGBR BRI IEE v & — DRI PIRE Y BN G BR AR ISR & — BURRREE. Y ENLIE BRI ge -t o & —
I B
OR14-2 FhEnARMEAT = IEAE (- 35 (T 5 /0 MRI IC & % A/ D1EEETE
OfE Bt ', Ambale-Venkatesh Bharath ®. Lima Joao ”. Hassoun Paul”
Y Johns Hopkins University Pulmonary and Critical Care Medicine, ? KKRALBEE R » ¥ — fGB2%}
¥ Johns Hopkins University Radiology. ¥ Johns Hopkins University Cardiology

OR14-3 GERAEICfE S s EE (C & (T 50l MRI &R EDRE]
OFA A, Bl #h, KT 2, N Ik
SRR IR A LA IR

OR14-4 55t BN b= ML EAE D R EARY & M A IS S B-OREERAL
Offi &V, K #—b, &% #a". 5K w3 0k ok,
M st V. MEEP o sE V. BOE O PEEE V. R Y. w7V, T zmY
VLR IRBRERL, Y LR BT

OR14-5 CTEPH & PAH ICHf % R b L 1 Vi & AV - A OHERED B 5
Oy B, il IRE, Pl K ke W\l WE 2L 2R OB
AN OBESL, R R, RIA T
R IRBEPIR

41—



OR14-6 FliBhAR 14 fi = MESE DA ERRE & BB EEE - MTIRNEOREEN:
Oms ke, RF BV, ke BV, 9 40, B T
ML ERERY, P ER Y =0
VoA R L Y JCHEE AR BORRITRL, ¥ I B TR R

—f#EE 15 OR 15 P.138

IR XM A
JER ol B GRIRRSEER L v 7 — KAk /R
EE L (ESARBRESRRTZEE v & — Wk AN AEER SN

OR15-1 ffitdht=mENELIE 2 FEFI
OFEAR flE, Ak M. AE E-8R g % JEEE The, #f 2.
B FHoh, HE OEE
BRIk R
OR15-2 #4RIBMATARRBICH S S MEEEDOEHRNRE
Odety A&, #H #x?, XMg &2V, =48 HEY, NE LE Y.
&% kY. B RFEY. B BAY il —B2 Pl Y
D S KPP RS RE ANERR, Y I R AR, O DRI SR, ) SR > 8 —
P WU
OR15-3 HiERIBMARRICANT 2MBIERE T 2 SHMAMEE
OmE  K—Y, HE HEeY, Ik ®EY, B B, FiE EERY
e T EEE Y. BN BelY
Vg BRI R BRREREE, D AR AR Sakh O AR R
T IR R RE R T3 L > & — i P
OR15-4 MiEME % &6 U - BIREREE 5 ) 2 EIE AR DIKET
O®fH R, B4 Jnsh. B9E 8O, i . B3 E=R
SRR R AR
OR15-5 ASD-PH (Z%t L T Treat and repair #&{TH17#% T CMR T&FliL 7= 1 &
O £V, w1 B/, @il HY, b HEe P A mEEY. =i Y
VT SR B B RR, P ALDLEERI A 6T AL A P A R
OR15-6 HXM/OKRBMHEICHKIEL -HEMHRE %4> MEMEED 1 5
O/ FEy EH g, H% &4, A 5l B, e S,
LN || By
R AR 2 B /N B B R B

—#%E%E 16 OR 16 P.141

NSRS N
HEE BB W2 BRI EwEE)
TEE  K— BEBERFRFRESRIRR BEREES)

OR16-1 A{KEhfSHE % 1T - 7=/ REASAE DB BRI R = I EE D 1 51
O A", A E—Y. A wHY A R, EE B,
el AHEY, B FERY. 2o BY. ME s, T &2eY
R 8 N1 S S N ey N AN AT (K= 4 G S iy N 1l S A N e oy Nt o
AR A R TR

42



OR16-2 HFEALFKMIHEIRERGEE L A RBREOHSMMEED 1 B
OFF T#EY, g mkdT? Fil &7, AWl FMY, fE @Y,
A3 BUD BB B U R @Y. NME g okl m—Y
U RBKSFERF BB RFIERE ANRRRE, P 7 b /8RR
OR16-3 Epoprostenol 885> 5 Treprostinil R FENEE L 1=—/ 251
O BE Y, Kb B, mE a2 # &R, #E %Y.
o B N7 g I 1N
VWb EEBRR A £ v 7 — EBREE. P v b /NRREERR A v & — Bk RR
OR16-4 Epoprostenol 7 5 Treprostinil NDEITICEKIH L 7=/ '8 IPAH i
O BN I E=RE Bl B, W . 24 AmA
B ER AR 2 R = Mg i e /N Rk
OR16-5 E# 3> B1 RZICL3MaMEHL < EEH O -AES
OXEMy e, /DI i gk Fl, FB i MR B/, =i R/BE BiE B
3R H R IE X v 7 — TEBR R
OR16-6 /INRICH (T 2 s MEE A EREDMPEDRE DRER
OsH SRV, | #3677, NE mk®, Ik &Y. &7 3%
g AR Y. A Y. NH EmY. Al E—-Y w EEY, R wEY
VORISR RS BE A0 B PR SR B, 2 BB LSRR AR IR BRI, Y A B B R B /N R B
Bl Y EAREER R MR B RS B v 4 —
OR16-7 /NEEMEREICH T2 L X2 /INTOREM EBEEIRE
Oty Jmshy D ¥ B3 8N milH R, B3 =
FORFF R R B A 3R M I s e /N JE Rk

Z>F 3>+t 3IF—8 Luncheon Seminar 8 P.158
AR C B B2 (TR REREZIIZER 6o fE i )

LS8 sGC R & PDESFHERNDEVEEZ 5
OKRT FHx
HHRR AR EEBE P AR TERE MU R & A 7 2 2GR
HiE N TIVESEKASH

—WOEE 17 OR 17 P.145
B 4

R SEH S (RBORF R 7 A0SR I3 - S5 NRLY)
AH  HWO A EWRFEFBIIE R 652 AE

OR17-1 ElRIERaEE B OAEMREE (IC Kk B A B FEEIRIMARIE D—AEH]
Ok 58, Wl B, ki . /6 B RE WL HE 24
HARM W, 2R OB R R A ks
R R 2w be TRBR 2R N E

OR17-2 Epoprostenol 75 selexipag Nt Z2 ICHIH U 7-ESE HPAH O 1 FEHI
O BV, fgE BEse?, Ml 28— U0 SBI0 Mem s iss —zh v,
Zm o= ORI Y,
VR ST AGBRESRIIGE £ v & — SHIRE, Y ESIAEEREHEIIZE Y v & — ORI PR P B

A3



OR17-3

OR17-4

OR17-5

OR17-6

—#%EmEE 18 OR 18

OR18-1

OR18-2

OR18-3

OR18-4

OR18-5

L F I NTEANEEE T - 7= 555 b B R B S I RE 00— B

ORIl Bi—. HE HIA. B8 A, TR FEA. A% st % S,
HE %7 B B RER K. A %L

IR KR 2B L - IS N

REL 4L EXFF L DHBIRIBITIZNETHS

OWE  BA=, Ml FER], PEF =2, PHE FE3E, S K. THl B2,
B f&—. BE AR 3%

KPR R A= BE R 2 AW ge Rt Pl - S et

S BT ASHERE I nintedanib 5 % BEE QRS MEHHEE L 7-—BFl

O# #EY, FH BEY. Xib F=HY, =8 EARY. ExosY.
RE FAY. ORHE WY, o Y,k Esr?, oKa WY

VORBUR R bR R 2 RIFZERE IR 2R 008 AL, 2 EZAGERER X ~ 7 — Wil sRE;

R MR R IC 5 (T 3 IERE & &M E KIS IC DUV T DikE

OHTF . FR R, =i AT Ik #mk e 6. Sl 8%,

AR BEWL AR BME. KIH
] 37975 BE R SR B DR > 8 —

P.148

TEBIFRE 5
FERE  HJEL BN (AERRE DEImAS IR
EH AT EREBRERFERE RS ATIER ORI - & I0E A R)

PR SIMEECHT 2/ 070X MNEAE BV - SHIGRES

OABH FEY. 49 8%, % i, |mm Y. kE #H—7.

W MU, RN RERY. W &Y JE BAY. A WD, R BEY
VR BERR SRR DEBRBNRER, Y FRER RS A RS, Y D A s )=y s
VO RER R SAVEL S ROV, Y Al B SER  BE BE  ABIF ZE R il S ML 20 i A R A W
O 4k R KRR R I IR i b T BRESARE, T 2k R K SRR R I I i b SRS R
ELEINTERVESBIGAEEIZIU - IPAH O—F)

O®E% BT, L FFE & R

Zx RIR AL ERR AT B R BE J6 BR 2w N A

BT FEE O PG, 8% % BA L AVR % 1T L 87 HPAH O—%

OmNl BWHEFY, | M2, I A2, 800 BAY, B Eh?,
KRG FEY. RES MY, TR ISk

U B B S Am AL = s B W s T & > 4 —., Y ERSERERAL R = b ORI 2 v ¥ —
BHAIEEO PGL A AICKL AMITHEXENEEEERT IPAH O—F)

OWJ WHEY., | #E—"0 I0H k2. A0 EBAY. B2 Y,
KAE FED. MER MY, TR Ik

VB AR A = O B s T v 7 —., Y RS = R b OIS v v —
IRTART/ —IViEE I FIRIRSEETTHEAE & RAE L 7= —Bl

OFHER SEES. FIHE 3%, HA B—. 9 40X, FEE #4688 H—

e e
FHARER IR & 7z S BME 5 — IR

A4 —



OR18-6 IR7OXF/—JL- bLTAOXT 1 ZILETENDBITIERZEER
OfklE & HA ®W|H. B Z—E. B @=A IR Rk, midr e,
A e, BRIE O R, AR AORER. EHE AME. T =B
BULK S MBI

—f#EE 19 OR 19 P.151

TEBIERE 6
AR 3E B (ESARBRESIIZE Y v & — MifEEREL)
HI HHE (EEsEEEh RS = b WS e > % —)

OR19-1 LFEEAZINL 1 U > /BRI U /B A G I
O¥rtr MK, R 1z
BRHDR B 7 R B PR

OR19-2 ZHMEMIEICEH L AREMEMMHSMEED 16
Off WY B 77 B BTV g SERU AR Y B Y,
NI TN
VR R T AR O I LR

OR19-3 FhENARMAMEIEES I & V) ERTRSHT U 15 /- MBI AR B =R O —B)
OF/3 7 SN % NI 7 SN A1 IR RN S s SN AT = o AN JiE 3
VKB A A > 5 — WIRTRL © KBURBEA AL > & — 2R - PISHBOVR

OR19-4 ZFLfE(C & 2 ftfEZ MR NIEE (PTTM) O 15l
Ol HUE, /MY ERA NF WL B9 R9E BH OOE. A i,
SFHOER. A ZE D L Ek B8 W O
BT SRR - - AR

OR19-5 MIRIREDE(bL% & /- L - BFEEEMARICH S s mEED—BI
Ofl Med, AR W MR ey #F B R I 2R &'E o 5,
2R S ENIE V1 I U
KBER AR Bl AR B VT

OR19-6 AENHATHEL -4 HYF=TJICKZMBRIEHEMEED 151
Oz #ia, A EBA BE R AN SO B OEHL s B

WA T o\l %8 Hk SR8 A Mz, BN D
B A 5 - - FILE PR

45






% B

SRiEHE

STl
INEERERES
RIEREEE

F5RllEE

=f
IURID L

INRIVT4 AAvay

ZIVIRID L
EFZS47
YIAtvY 3V

]






Hp
wm
%F.fl.
i

ffiS M EAE & D—H—=
Ol E£¥
RBUKAE % % ¥ 78254 TSR ¥ 5 =/ KBRF R RO TB Rt

ALl v ML SE DB b 5 72013 2000 SEEHD S TH Y, £ OHEIR & AR THHE LN E
CHBERBDL L WEIEF 2 0. ZNE TIEEIODTER OCAEOBEL B TN, S 51130
BB M4 Y, HHIEERORICHESE L Twize LA Lads s, BOAEE CMiHIASEIE S .
MEBREENELORED 7NV — THBHICHEDL L 2 &1 0 L, EVARBRSR X~ ¥ — ol E ki
THREN272ERA S BRI BE C O M S ERE S & BldG L 7z M EE &3 [TIiBRESEw ] &
WO VYT NVRIFRETH 05 HHELRBIRSEI» SR Th, SNFETORBPENIINLIBOHEN
heterogeneous ZIEBHETH 5 2 & L ) EIRYET o 720 Alal. BRI BE TO—B—F O BHRER D 5 %
ATEZ L BN e RB L2 ve 1L D 2018 4E2 HIZE 6T — IV K Y RIYT AP — AT
BilfE S 7225 SRIEEPEICBVTHHEPRRHEMES) —F -y T2 e ), R L & I
RO T EF Y 22 MFIZRE L, HLOF A K54 MERICESTEL L) b2 2L 2w,

49



F55lEAE

| SL-1 |
Chronic Thromboembolic Pulmonary Hypertension: From Diagnosis to Therapy
(O Marc de Perrot

Toronto General Hospital, University of Toronto, Canada

Major changes have been observed over the past 20 years in the diagnosis, assessment and
management of patients with CTEPH. The incidence of chronic thromboembolic pulmonary
hypertension (CTEPH) is much higher than previously estimated, affecting the quality of life and life
expectancy of many patients with venous thromboembolic disease. Risk factors for the development of
CTEPH include large clot burden on initial presentation, long standing symptoms, age and recurrent
pulmonary emboli. CT pulmonary angiogram has become an important tool to diagnose CTEPH at the
time of the acute event and during follow-up. The presence of mosaic parenchymal perfusion, organized
mural thrombi and webs or bands in the pulmonary arteries on CT scan are key findings that should
raise suspicion of CTEPH. The treatment options include pulmonary endarterectomy, balloon pulmonary
angioplasty and targeted medical therapy for pulmonary hypertension in addition to anticoagulation.
The results of these treatments have dramatically changed the outcome of patients with CTEPH and
can offer cures or long term stability in a large proportion of them.

| SL2 |

I CERARICA~RERH. NEXOFEEEEH T~
QrE/ M %
RBOREER A BE B2 R 7R I & S N R

RIEOWHEIE, TUMF—RE, BOREREDOHEKE 251300 T, BIEOERE D265, &
PEHAM O L Y AU CTELBBA ST 28D REISCTH ) BEHEEEICBNTH, REY
AT L DOEMRE RN 2D AR ZSEIBNR Do AR OREMIEIE. 0IE Y AT 2 OR & ISR
WWBWTERGEWME LTE 2, 0D, 94 b H A4 v oFREZoHE ], [PD-1 % HIM#ME T M4
DREF v 7 KA ¥ POFR] [ HRBEGHCEFEOMI ] &, AGRY0A % 53 Z2OKRIEHIC
BWTHELSHKELRA V7 M EEZTW5,

Rt IF—TlE, BEREREOHFIIBNTIERELINSLORREEMH TS L LI, BEKLD
7N —THRY A THWDE LT 7 4 ) Yo THOBNERLRERH. T2 MEROH - RIEHFE
& L T? SemadD O FEFZIZDOWTHAI L7z

1)  Kang S et al. Nature Immunol. in press.

2)  Nishide M and Kumanogoh A. Nature Rev Rheumatol 14:19. 2018.
3) Hosen N.et al. Nature Medicine 23:1436. 2017.

4)  Nishide M et al. Ann Rheum Dis . 76:1440. 2017.
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Genetic and Epigenetic Mechanisms in Pulmonary Hypertension
(O Frederic Perros

Hopital Marie Lannelongue, Université Paris-Sud/

Université Paris-Saclay, France.

Genetic studies have allowed the agnostic discovery of crucial signalling pathways whose dysfunction
favour pulmonary hypertension (PH) development (BMPR-II-, EIF2AK4- and TBX4-dependent
pathways). These studies also highlighted the crucial role of some ion channels in the normal function of
the pulmonary vascular bed, such as KCNK3. We will discuss the importance of these molecular players
in PH pathobiology. Interestingly, mechanisms identified in the heritable forms are also involved in the
non-heritable forms of PH, thus allowing the innovative therapeutic strategies derived from these
studies to be potentially efficient in both forms of the disease. We will also address the inherited non
mutation-associated causes of pulmonary endothelial cells (PEC) dysfunction in pulmonary arterial
hypertension (PAH). Indeed, a majority of PAH patients have no identified genetic triggers and PEC
isolated from PAH lungs maintain their iz vivo characteristics when placed in culture, suggesting
epigenetic abnormalities.

Initial combination therapy, risk assessment and survival in PAH
(O Olivier Sitbon

Paris-Sud University, Bicétre Hospital, Le Kremlin-Bicétre, France

Olivier Sitbon, MD, PhD, is Professor of Respiratory Medicine at the South Paris University and a
consultant at the French Referral Centre for Pulmonary Hypertension, Department of Respiratory and
Intensive Care Medicine, Bicétre University Hospital in Le Kremlin-Bicétre, France. He also leads the
team "Medical and surgical therapeutic innovation in PAH” of the INSERM Research Unit "Pulmonary
Hypertension: Pathophysiology and Innovative Therapies". Professor Sitbon has conducted extensive
research in PAH and he is the scientific head of the French Registry of patients with pulmonary
hypertension. His investigational activities include clinical studies on factors associated with PAH,
prognostic factors, risk stratification and treatment goals in PAH, and the development of new strategies
for the treatment of PAH. He chaired the "Trials Design and New Therapies for PAH" task force at the
6™ World PH Symposium in 2018. He has authored more than 270 peer-reviewed articles on PH and
related topics in New England Journal of Medicine, Circulation, Journal of the American College of
Cardiology, American Journal of Respiratory and Critical Care Medicine, European Respiratory Journal
and Chest, amongst other scientific journals.
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DRIEG Lo TET ZOMBRERRERZ MK L T lili MU FR R 73BN 60 < BIE 7 85 Bl 2 3R
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BT AOAERAEIROGFAE, TLRETMIFICTH) A2 THY), IVRELE=F ) ¥ 7 LIEBRIT
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International classification of sleep disorders (ICSD-3) IZ & % & HE[RIFIL S (SDB) 1% 19 fdEdH b, B
P R RF S I (OSA) HHOAA A e HE B S I (CS A, HEE R B ARG S B 5 (SRHD) 7 I ST\ b,
HEHIR R A I, HRICHRAN O OSA IR IOIREE SR, BEIR 7 Wr & Sl X 0 SR B 25 cHE Ly 2 RIS
MEDFKIZ B & S, hEED EO OSA O 50% 3 FIIE 2 A6 L. mIEEE O 30% 3G 5
DOSAND 5 E EIND, EHICHELFITHHIEIIEOEIMED 60 — 80% D OSA VAT LI L TH b,
SEEMiEIE (PH) TIEMiEBIAE ) MK RMAE A E R S A AH5, B IAKER K I 2 £F 5 3 i i
JEB 2 SDB % £ 9 & 72 M OAKEE R IMAE 13 H AP ICARER R IAE O 2 WEH X ) & 20K, IKER R IAE 13 E %
WCHBDT, FEFLETHDL, 72, OSA, CSA (2 LT SRHD DM LW AR 2 k9 3T
PH OUGEE IR RO BN EETH 5 2 MG INT Wb, KA O DBFMEOIIEREC PaCO, HD
A E I PHIED EA-% AT NPPV 12X % PaCO, fEOMRT & 312 PH OB % RER 2 5 L T\ 5
(J Thorac Cardiovasc Surg. 2007)o 1 # PH CTH MR, F 72, FEMHZ &121d35 PaCO, MAEIZ 7 5
BEDRARL N, BRIEEANOIC S BEETH LW REENEZE S NS,
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i MESE % 58 ) BEICBWTHOH 7 — 7 VIRAEIS X 0 il TE R OB IZ L TH 5. — 5. Hitkhe
WA D% 8 2 W2 T BENG S M ESE DN D72 L Z 2 TwbnE b % v, L, V—F Uik LT
bbb X84 T x ) —, Mifkikeeitd (DLco) BRI A A 5547 720 oA Z Y FIFTH 222
EENLEHIMEBMEIEDHREEEZ 59 2 TEHL DL ¥ bHFEENTWwA, DLco Hiftid 0.3% O —
AL (CO) # A% 1Tl A LT 10 Bl o Bk OISR 2Tk o~NEZa e Izl
ENTHRNICIEENE D EATVWEIMETH L, LA L, ZOREIIMIED S HEMEIME~D CO #
A DFEFDOIFLHET % WS 21X ) Tla & MM EMILE R EORE 2 2\ 5, 2020, Mt %
XL DHRTIRASATA M) —DEHETHo THETFT 2, —h, LEPRRKIBRED XS kA~
FHYr v MCX o T AT 2 3R TIN50 S SIS, Ml M AE C 10l A <2 Il B R A
MBHFEREMEIC L > TEDICMID ¥ 7 FASR I 5 72, KRR MUE O FFAl & B R 5- O R I3 o#s / 1
WY v v PO SRS 5 2 LIXTE v, FPIIEMGRE Cm i OB Z IME 2 5 L 72 & A3
B % A PF U TR R IME 25 I SGE L 7ERI 28 S LT 5o ARG T A2 0BT 2 5
AT MUESE DIREE DI Z T % FEFIFER o Th ) 3 {FH L 72w,
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JBIEE (S UEE (PH) DA ) A7 EFTH D, €072, PH EZW L7z 5 BERRAIERIZ v

DFHISKD HN B —F BEREZZHTIE, PHORAZ Y —= v 72 % L CREIZERIZE D 24
LD b BERT i%ﬁ%ﬁ%mﬂff(ﬂm)#HT&<\EM%$@%%$GI%PH‘&@EE
FERRNE PH 7% EE R 4 0 BOBIR I H O PH v, REICHEBSRAET 50 $72, JEHRBICE Y PHY
ATIEDND Y, it%ﬁ?éﬁﬁ\ﬁ%%&éoéﬁﬁﬁﬂf(%&f)TiPAHfHT&( Frals
REREHEOMEAEMKECL 2 PHOALN, ThOHRGMB LV, —T, EHMTY 7T =T X,
RAEVERGHBIN, ¥ = — 7 L VEBERTIE PAH 29E8IMICZ v, PHIREBITI R T, BRI IR
WL A 7 —B%, INEBMIMAET R, S8R % & ORMREME, SEBMEE T H Ok % SR R
ZHRLAEDLE UM TRBERZ RS W EXRUTH L, —T7 BEWREE, FFIHERE A R
7 NI ATIHAE T ROKMEELTI—ICX A7) —= Y FPHEREI N T WA A5, 2 B HUREO PH JE R
RIFE DO TRV ZD720, ) A7 IS U2 2 5HIS 0T 2 L E D D 5o AR TIE, PHA
B CBEIR OGNS CRA 2 b, BEREZICBI 28R PHAZ ) == ZIZOWTHHT 5,
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Chronic thromboembolic disease (CTED) (&3 # H L L OPUEEREHEDC D b S FHRAFMARTE % 520,
HIERTH 25, iR OFHMEIIRIE (mPAP) 25 25mmHg Kl DIRETH 5o S e ZER-AE A
O 152 Vil AR ZEAR P I R AE (CTEPH) ~OEROHEZH 2 b DD, CTED OfF#EIEH 52Tk o
TV, T4, 42 Bl CTED KB IRNIEREBRAT (PEA) % BifT Lo L2805 <. 10 Bl o F4li k8
JED CTED 123 L T2V — VB EhIRILERAMT % fifT Lo L 728523 % —75C mPAP 30mmHg 2>2lifi
M HEHT 300 dyneesececm™ LAF CIEBT H AE DR 72 T 2 885E CTEPHL0 B % Pde i 0 & T 3 4E
i 2 18 - 7ot Tld, PIEELR EEEZRDO TV 5,
L BE T 1986 4EH B 2017 AR ICHI WAL LA T — T IVIRA T & v7z CTED X 13 %1 (41%). CTEPH i
305 BT BRM2SDBEHD 4-5% L [WETH o720 CTED #1E 536 = 155 7%. KM H (615%) T
CTEPH B & 213 e 2o 720 13 #lrh 3 B11% PEA % Jtf7T LIEMIHAHHED 2 < &FIAEGFLTB Y., 85 = 54
FEORFEMEBRZ TS, 46)1F 28 + 35 EDKM T CTEPH ~DOEEDHER S 4L, 580 6 #1i& CTED @
FECThHol, 5% CTED D7 — % ZEM L., @) R EHEIRE BT T 5L E1 D 5,

EMREEAN POFEIZEL S CTEPH EEFEG D

OFB FAYL WH ge—20 K 3R Y, s 0 B R, OhEE IEw Y
VSRR IR - BRRRE, Y RAT ARG Y 5 — BRI
D S BEr I AR TEB PR

CTEPH %, Vhi2 & 2Lt 2485 (APE) O G 0HE & B ST b, TOFERF & LT, il
BIROMAEICE D, FEFEROIMBE MM, MERED Y =7 A b L ADBRT LHHE, NG
AEFEL, MEYETFT) 7257250, MBMESIET 5 & Vo2 E 2 HAHLKE R>Twb,
FEBRIIEMBE APE 20 CTEPH OHBHEEIE, 3% FEH 5 L EENTW5E, 7272L. & TORERH APE
BRI L TWEDITTIERL, LI LRI Y - RO WwHld 25~75% &% ST 5o F 72 REEHIR
IMAEHE DA DESEE B 50% FREE & 2B Tld e v FRICARIETIE APE BEFEBI A 7% < g, R—A X =% —
B F 7213 0E - LbE Y v v M YD associated medical condition Bl wvwE E b, Fivlt, CTEPH
DAL, APE #OBACE MM X A HFEIIRFZEDO A TIE R L, RMMEREOMG L EEEZZ 5
N5,

L DFEETIE, CTEPHERD XA = XL ZOWTHREDHRZIE T 5 & 12, EBIZ Y FE TRRER
L7z CTEPH JEBNI BT, AMWFIEA XY M OF RN 2 FEHIZ 5T € OERFEEL O E D 5 iR
ML, TORKICEHLTERLMET .
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(5] WhmAeZERE (PTE) & O 9 B — 3 OIE B ARk A A VER & I+ E (CTEPH) ~NAT3 5 & it
553 . PTESEBITIZHIC CTEPH NOBITZ RFHICHE L S EDPEETH S, L L5 H% PTE
BEIZBIF A CTEPH BITAD Y A7 HFIEH S22k 5 T,

[Bry] ¥iE PTE B3#.2813 5 CTEPH~ND ) A7 HT2W 50T 5 2 &,

[77:] MFHZ PTE IS TARE L7 B CTHUB RGO 1 6 A H %0 3 — 12T =0 I i
(TRPG) %% 40mmHg VL I % ifi &% i+ (PHTTE) & TRPG 40mmHg i % JE M & Il i (NPHTTE) & & 3%
L7zo 2HEBITOY A7 NT % ABERE 7T — % 5 6 WG L72s $7- PHTTE B ) b3 &fA.00 7 —
T OVKRAL J OV AR 12 C CTEPH OEEZ W 217 - 720

[%528] 2002 45 12 H A5 2015 45 5 O 12 PTE ©Z Wi T 278 BIAS U A B, #1912 131 Bl PTE i
BERMRE L 131 6l PHTTE #2814 61 T3 ) NPHTTE #8117 Bl TH - 7. AFek: TRPG %% 68
mn Hg DL E. BXOERBI2 520 o260 HLL ED PHTTE #E~NOMY. L2 A Z7HTTH -
726

¥ 72 PHTTE # 14 #rp 13 #5143 CTEPH & 22l & 7z (1 BN M EIIRIE 23mmg "CHE SRl & 1
HIETH 72 )

[%535] #)% PTE &2 B1F 5 CTEPH A2 ) —= Y ZI26 A H B LTI —3HEHTH > 720

IERFEH 2 S W E TOHM 2RV, b L {IZABEKR TRPG ST 5 ¥ PTE fERFIAS. #4712 CTEPH
~EBAT L 720

BMmeESERSNEEOHRREAER TAFIICEB L 232 N2 F 2 2MMER

F

Ofkikg e el KRB REAR B TIL B
HAER Y IEBR R

Pk A SR A ST E (CTEPH) 1358 - #%% - PAEC - MV/MROBERERE A3 OB IR b
HEEZONANTORABIFFE SN TR o 7o ITED BPA EHRIC L ) Adr FHREEE L7225
PUEEEIFE OB R 2o BN TS H L2 REARE TRBERIE ST, BERHEKN T
A7) == 72X, MERHESENA TAFLI O SNP 23R L7z, X512, f@HE PAH BEICHL T
CTEPH E#F A p TR TAFI (TAFIa) © L& (10 52 E) 23807 2B, BEM o mk 21X
TAFI A BED A9 PAECICIE. TAFI 2 L5 e v REY 2) VOB LA 2807, VLX),
TAFI %S CTEPH ¥R NEH TH 5 & O % . T LT OFEBEFE %2 F2 0t L 720 48 TAFIKIE~ 7 A
TAFI @FI 5B~ A, FFIBEFEWN TAFL#ERE B~ 7 ZA 2 w72 PH EFVEIY CoOMKEE, @ TAFI X
TR B 2 H W 72 B BRI 92 B0 & 2 IMERRMIIE O %5 557 @ b TAFI &H % v 72 BBk P i
TR M4 7 W P SR AG AR 943 R & 1, TAFL#EEIFH~ 7 ZZMEIAR CT (2B W THiBhIR & (% %
L3RBT 40% DKL L 72, & b TAFL &EHIUE PAEC &8k & PASMC 3% 2 18k L 720 2R
B HRIMAE X PAEC B2t L, ZOREIXMAE]D TAFa BE &M L7z, 12, in silico
screening (2 X VIR L7 TAFla FHERERB XKD 7 4 75— M, RO CTEPH ET VY7 AD
M4Ed TAFla %4 &8, PH - MARTERK - AfF3%2 8% LHBGHEE L L ToiE2 R L7z,
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A D BERE (I I B ORRE R L IS PR ERET 2 EELNTTH 5o MiEMEREIHE ) E
AR RIS X 2 RRAMIL, OHOYEF) V7 2HET 52 LIk - THOBREZ BT %,
L Lah s o 0AmHkT % &, FFREMA LAY RRICIIHZLZ L L1k D,
R IZAUE O OE TIROIE R R KAED L SN 5 DR L. JEACE L T U8 o R b T4l
MEREDOWPHRD LN L, EHAWITLAEMENRD H v 7)) ¥ Z B TIE PR 72TV 555
AN IR T v, T2, OF LNV TIRAEY L EREHOM T, I ba vy P 7iGtkmg#E
flipEE, p53 M%EB. HIF1 a -VEGF D ¥ 7 F Wisith, TAVEF -l EICKELRERDH L2 LD
IRENTWES,
XOIHLERZEZDICHo THEELZDIZ, ALEELLEIIMUTIHELRLZLDTHL I L, T20H
REIE A OBERE & AL O BRFE DM BRI 2 B F 2 TRMET RETH LI L, OTHEZHFL TBLL I L TH 5,
R VRYIATIE, BWETNVEMER LAEBENT7 70 —FTHLRIC MR ZHBAL. hio %
il v U S D B W R W IS - BB 512 h 72 o TR T R EHE 2 Bl2 oW Tl L 72w

| S2-1|
FRREEE L/ TOT A > P Ik 3 s IR

O M. g 2AiE. B 5. Md. Elias Al-Mamun,

Mohammad Abdul Hai Siddique. K& &—. £ KB BA IE@&E. 4 [E—ER,
= . T 2

FAL KA. IEBR AN ERE

B MEIRVEM R MEAE (PAH) (ZEFEMREATH ). BN 2B TH %,

FHid L gt o AR BRI BRSPS e & PAH 1SR IR0 A MiHE (PAH-PASMCs) % Fi v 7= f85#
B TRBURNICE D, PAHIZBUT AL, 7054 ¥ P DOLER (SeP >32 1%, P<001) 2% R L. ik
FIEGIC T PAHRADEHIEE E 2 O N5 KIBIIRPEEIC Z O EA BB Z RO 72, @FH (0=2])
W2 U TS M AE S (n=192) 1B Wi SeP @ EJ % 38 (7.3 1%, P<0.01), IfiiH SeP @Eflihs &4
My HRETFMNTHI L E2RLIZ. BEROBLRTRES 2 HCEHICE D, MB8T5 SeP HI0hhiE
MEBRICEEZETHSL I E2RLC, 72, & MHE SeP JI#. siRNAIZX S/ v 7 ¥ % SeP @ H|
PN X V) SeP 78 PAH-PASMCs O Z 3 2 & 2/R L. TOF L L CTPAH-PASMCs IZ8174 3 b
Y R THEBRILA L AOEHIE = AV F—REHEE, vy F 4 oA, NADPH + % ¥ 4 —¥
HKOBLA DL AFEZG SR T DR ENTz, WEIC, B3 3336 NS 2 2bEWMT 1 7
) =%V, N ANV—=T Y PAZ ) == U 72 & o TR E N7z SeP FIHHLEW S >~ 59 V5,
PAH-PASMCs D¥45ii % ¥ L. BEEOMiEIE € 7 VEICH L CHEIRZET A2 L 2R LT
Hiam o SeP (XM IR -1 M ML Sl 2 23 PAH OB BB EATH ) BIFESY — 7y FE LTHZETH 5,
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MImAS R 2 EIRIC B W ERE oS s E (PH) BEOFPHEZEHEL. —EOHEEZ EIFTw
B—H T EEICHEIT LA OALEMNE) PHEZOFRIIKRZIEFICE W, H-RBHREs—7 v LD
ELZDMNADNEOMETH 5 HTEICB T, A GHAMEOMIE 2 S PH OJREALIE ZDHA
W2 X B HEBR R EMGE L T\ b, PH BR IIREBHEICE HEMRN T v 2REEITT 5, 720 H
NS V2RI PHREOEE L PRIBETH D, INSOBKRERENS T v b EHW-Bi%E
Brae i, BT O PHETF VT v Tl WEBIICEHE 2 BEMEN S v 2AREPHEITT L2 L,
@ PHET NV 7 v MIEEMBRBIC L 2 BEMENAZIT 2 ) EFEWRMMEY €7 > 7z a4 L
MR TR BB LN L 2 L, @ AEAMETIVT v MIKEMREIC X 2 AR A 21T
) EAEERESREMICHRIEEND 2 L, O 3AREZHTY L, REMBRIILC X 2 RN X, PH
WBWTHIEIIRE L A EZNZFNCEBEN A RIMEEZ R T INE T WA R o 72754 RHET
Hbo TNARATFT 7 ) aV—0MEEPHELVHESIZBWT, AiB#IE PH BEORIFICE T 5 EHiG
PR IE~TE IR LIS 50

A7) —Z 27k 3 HBEE MELE A#EEE Celastramycin DFEER,

OHE o g Sk 5 . KA . B K8,

Mohammad Abdul Hai Siddique. Md. Elias Al-Mamun. #f E—HB, ¥A 1FHE,
T %W

BUAL K 2R 28R R 22 R 7 B

B BB IRYENG & M E (PAH) (. IEIIRE M (PASMC) O FEHGE & 7 R b — ¥ APtk 29%¢
MTh b, MBEIREIREICKBLZHEHABELZTTIEIRZ LW PAHEE L (. FiBGHEEOMB LT
N5,

FHiEAER A IHILKRAEEW T A 750 =L ) PAH IS A2 HBUEREEZIER L2, —RAZ ) —
= 7" ClZ. High Throughput screening {2 ). PAH #HEHFKED PASMC (PAH-PASMC) % 5562 1b&
W) CiaHE L i DM 2 HH) L7 80L& WA EH L7ze ZIRAZ ) —= v 7Tl BEMERER. »
T YE =T vk A, BERGEEREZ4Tv. PAH-PASMC O a2 PH L, v b HsR1EH PASMC
WBWHENEZ R v, KRETERILEM S M2 B L7z D9 b, celstramycin (CEL) 13314
SEVER, PUAL/ER. I ba v B 7HREEEM 2R L7z, CEL 2 RSB STiE~~ A, £/
yay ) EEMEREIESRES v b, Hypoxia/SU5416 i3 MEM S IMUESE 5 v MCRS-9 5 &, i iE
EHOUAEDYEZBDT,

S Feclx, ALEWMA 2 ) —= v 72X ) PAH-PASMC DMl 5 %2 #0635 2baWa2 AL, X5
VIS ML SE € 7V B CZ OB EAE S N7z,
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PPk RIE AL R B O FALICNH L TV B I L3I NE TEL ORI TR ENTE 72, —F THRAEM
Faizd & EOBNICHEAELTEBY . HRNEERZITI TR, MOH2OAFNERIHLOTIE VD E
EZle AFINFTIIITAETVZEAWT, LLEEAMBICOIENOFEEL TWEY 707 7 —
DS - WEHALLUEAMZE DY S OB ER LR EEL S ST LI o TULIREF A HER: X
NBEWHARWERELZ R L7z, Lo, GOREMIIBIT 2 ZEMBOERIIRS 5> Ty,
G, HOREAMICE > TED L) R EMBATEHL L. F724.0R12BWTH SEMIEAM S 50
EFEREELTWLO0 %M L7,

IBIIRALHELC & > THRHFIICAHLROERAMZ < A4T) & ZHOKIEMEAEINL Twiz 2ok
NCWE~ 2707 7=V BELZGEDOAITADPHLE Lze SO LIk, ALRAMIZBWTH O
07 7=V RFOFERAMANDBEIGICLETHD I EERT, ZOEEELTCLE~ZO 77— V0%
WIT AT I7AVLT) yBEORIUT 7 —VOEEOKRTTZH-TBY, FICFyy G2 L
DA DI EDOMEFFICEECH L2 /L2, 7Yy 74 L7 ) Vi FERERNTZHEKREZNLT
IFAFTUA3D) VLR TSI ETOHMIBHEOEEEZ EORE L. 402 AR 2 H 5k
FIZOHETH L Z EHTRIEEI NI,

WS IERE S 51 3 H0DRKE

OREH - #I7L
FE R EREHRIIZE £ > & — PR

HOAREIDHI 2 SR 2 BEENHWE LTHEAINTE LS BETHOHEETHL 2 LI ED
D %2\, BEATEO BRI D & EHEER L 72aabi S 2 5O S RO R RREL B L Tn b -0 L
BENDL, HOAEDOEROLLTYH & AHiESIMIEREIC X 2 A EBAMPMISMERED FHE RKE ik
T Do MFMEICH L THEOHIEE UMLK b, DERBEOMENTED H b i+
MBEIMLT 2 LR LG 0EIKEBICHA L, BMICHIT 255 M SIMEICHIETE %2 %5 &0
ML OBERB Y, ERERMECI T 5, —J, Wi IERER T b A 0A 2B L CHEhy R
WA 2 2 A2 ENTEDL EAUEENILEHEL, GLOVN=ZA)EFT) YRR LI ENEbN
T\ 5o (VTG BY R =5 e P2 A P A o3 IR s P2k P Pk Ml J 7 &N 25 JEA S A O il
FLESE 72 & OFIRRBNZ BT, BMEWRECI 2. CIEORREE S M L C& 720 AV UV RIY T AT
FEEOMBMED.DIEEE, I 7oz MfEs 5,
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OFsl s
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Lo MRI GBS DA AR, XX 232w T, #0 K LA fE 42 IR RS TH 5,
FOBEWERAL R, BEOKINCX 2z a—y 14 ¥ FyHIBRA R, MEMTOHBREIE VLD
FIHTHE, PAMRIEEVI Y M T A MNPRELXEL L. EEOAL LT HEREMTICH A T,
DBRBERHIIC A C HW BN T WS, HEROBEWEMATIZ, A= L R0 M 2RO EHRE Rl 3 N
WTHolzo FRICHBENEOIRE M) L9 2SS MEEZFICBVTH, HESAKLZHIMS (M#ETE
5 MRIOAEREEZE V. FMMI ATy b AMEEHWSD L, FEEE THEIROM R b EMHEICE
wCE, OEAEMATRR L P THENICERMEREZEH T2 TE %, EKFHIAEH L WwE
ENTWOERED ¥ AEE MM T %,

KBRS W #E 2 FEBNZ BT H ORI FE B & B © ZEITIT CREIRR MEIIR 72 SEE o mE
OHHEFHATRETH 5o

LI A ML A VB HEkED tagging B2 Tld, AR RTEOBWAZE TIXEHIKE: TH - 7225, strain
encoded MRI(SENC) #ETlE. GEDORATA b LA YEHMESWHRETH 5,

A Tld, MRI O ZMEHATFE, FHUOIEMEER HBEO 7200 2 7oy % FEBEORRRE) & 1283
L7200,

| S3-3 |
DI - & BAEME L REFEOES

Ol HIA
PR PR PR IEBR S E

AR, A SRR M S MEIE IS D 59, OAEEMRICB W TZOEEWDIEHRIND L H 1Tk o7
L2 Ly BHEOMRE S BN X120 2 e b 2 — O RE N L A SN TA LY. Lo,
AREOEREAE L V) BRMWICEE 2 FEIIRZEREN E LCnb, —FH, AREIIEAMICIIRETH
LN HEAMICIIASEZRT. ito T, AERERAEMEO TR ZFMT 2 L TEETH L, U
LEo X RBh S, AEEEL S OCTHIEFFG1E = Roe g 3D  FHMBiEA L E L & b,
ZFITHRAGZAEHOZRITEARY 2V T v F v ZERBIHE L. KB X > THER R AR,
Z L TR OREEENFERE & FIRFICEHI 35 2 LA RE & 70 o 720 DERDIRREL 2= Rl 5 10 O LA & 12
T A HETH DI LT, ZRTCALT A E I o THEROERZHE LTES A, MENH
DA 2 IR U 72 5-M S0 RE & 20 o 720 BT, BYOA S, R OEBANDIBH 2 A GO TV b,
T3, ZHROEFNIIB T EZRITEE CTHERBERETFMEZ 72w, REL R ET VAL T S
CEPEEDOHETH S, —H T, BHRICBWTZRITLT I — O S1ZIETA/2v. XoTo X01E
TEPEDSE < WA 2 A SRR IR IR 2 .32 Z L D ERMICHEELZFETH ). ZRKERICL 2T
A% ZPILLT I =R IETE 20BN 2 NRWGEL TOL LERD 5,
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FEAEBREGIRIIZE L > & — DREREYREHI

FOEOEBIZIGHE R B L OR RIS 25 v 2 (EERMER) CXoTERLTAIENTE S,
LA LA AR IIG 0K » TREBOHEREZIERFDO 3209 LD 1 DIT#E E L WAS, KR » 7
REDBAMIRAEEZ RE CEZ D BRT 2 D3 RNEAREBER TS 5.

— T TAOE & EF BN 2 WG ER O BIIRE O BRI BIIR 1 > ¥ — 5 v 2 TURBICEBT
&% WEIRA v ¥ =% v AR 0658 (KBRS v ¥ —% v A) Bk FEMERD. Bka > 754
T YA A V=T Y ADOHMAEDETH L EZEE T4 Y Ny B VETVTEMTE 255 KGR
TR Y 7RIS RO A TR T L2012 L. MERTIEZERI 754 7 v AL ~
¥— ¥ v ZADORBITEHTE 2w,

DEIFTAY VAT LELRXVOFREEZRT A, OFFRFEIZIE L T2 WIS THLEDOIRNS LT
HEFTLRELIIAY Y AREALT 50 HOEOPWRICE T, LEILTFRAY ¥ 2RI T 5,

NS DB NSRRI, AOETITRAY Y ALMBIRS v ¥—F v 2 Z5MHEEETHRETAZ LI
FoTBEWNIIRT ZENTE L, KV VRIIALATIHINSGDY I 2L —Y 3 YOREZRT,

Overview ~0 S5 Fx ¥ v F7 v 745 PH ERBHE ~
OmF  HE—?
U ] B [ st A 2 R A G B e R, 2 TR = O B s IUE i 2 > &7 —

Jiti 5 U SE D FEIBAC B TR AR SR e AN B S b T W B Y, WEDF—RBEMLL TWw b 720,
LoDEIIK KB TETWV S,

A T AE O SLBEIIZE IR 3 5 overview Z i L CLBRIE S IRFT OFEEICF ¥y v F7 v 7 LR < L.
S ) Ol S MU SE D SR SR D IAE M 2 FFE 3 5 Z L CTALTOMRICHEIKZ D > T H 25 X)W
BRI Pz,
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BMPR2 % 7t U /- #if3EM E1EA (C & 2 Bl ARTE & M58
Ol —1i
PR VN S RS R 2 )

Maintaining endothelial cells (EC) as a monolayer in the vessel wall depends on their gene expression
profile and metabolic state, features influenced by contact with neighboring cells such as smooth muscle
cells (SMC). We investigated the nature and functional importance of cell-cell communication between
SMC and EC. In SMC-EC contact, BMPR2 mediated production of collagen IV stabilizes y -secretase
complex and activate Notchl in EC. Notchl activation maintains EC proliferative capacity by inducing
the phosphofructokinase PFKFB3. This enzyme is required for citrate-dependent histone acetylation at
enhancer sites of genes regulated by the acetyl transferase p300, Notchl and its target MYC , which
are necessary for EC proliferation. Regeneration of carotid artery EC following injury is impaired in EC-
SMC Bmpr2 double heterozygous mice, and rescued by activated Notchl targeted to EC. Deletion of
EC-Notchl in mice worsens hypoxia induced loss of pre-capillary arteries and pulmonary hypertension.
Thus, SMC-EC contact is required for BMPR2 activation of Notchl to coordinate metabolism with
chromatin remodeling of genes that enable endothelial cell regeneration and vessel integrity.

NG SBHEZ NP BT PAH ICH T 2MEVET VT

O %
e SRAPRE NG o A e AR

PAH 1. Wil o> PR AN <2 i Wi 25 & 2 0 J{ IR CRE s, o) 57 v rhEkR sz
FRELTHRET 5. BIEICIIEEMNERDVPRECEBLTVD EEZONSL, L2 LS, MO
HBETHRERAONLVIEGA S VFLEHREHFIEL. S5 425MWMEBMHNLIETH S,

PAH 584 - g O —HI I M4 N EZ B & ORI @ Rho/ROCK & 7 F VA b - Tw 5 25, 4 1.
S RSN Cavind/MURC K~ 7 A KK £ 12 X 5 PAH ¥ Rho/ROCK ¥ 7 F Vil & & 12
WronbZ EEXIED, HRF TS 2827 121%. Caveolin 7 7 3 1) — (Caveolin-1,-2,-3) & Cavin
7 7 3V — (Cavin-12-3-4) 285N THB Y, Cavin-4d/MURC A RICEBR L TV LMY > 87 TH
Do L ST 5 M % Al o 72T DK R A 5. Cavin-4/MURC 13 PAH O EKEET- & LTHHES 1
Tw 5 Caveolin-1 £ 1# L <. il £ & X+ 5 T Rho/ROCK ¥ 7 F IVOMEOHIE L TnW5H I &
DS N 5 72,

DY YRY T LATIE, ERROEROEKIHH > TE 72, Cavin-4d/MURC. Caveolin-1 D 5 XF 5
B 7 > %27 L PAH OBRICOWTHER L, PAHIZBUT B A XK S S ¥ 37 B2 DBV % M-
THFUEL, EBoTwna,
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MEMEICEH U MEIREICE TS EPADHRIBEZDE

Ofck 5BV, i~ Bl BT BR JUES. WR fRiE L DR AR

P i

VR SR S B e g
M

WA IETERE IEBRBRPIRLE, * BRI VLK R BE RS AR e RE 8 BRI PR 27,
Y RIR SR BB A

WETERE (LB A A1 B

e

MEIRIE (£8> 40mm) (&3 v ¥ MEOEER, MSIEE, MERZETALN S, MiEMEREICBT S
BRI 3 T 525, FAREERMREEC X 0 2R DIEDiH 5 ERGEPHETH S, LALEDSLZFD
R, B ST HORMREE STV, T4 3MiE I ERE A 0F L 72 BRI <
xF LA LI 4l % 3 B4, A S 2Rk Ic B w . EEKBIRE CHRERTL TRy 75
IV ESZBRDOY T F 4 T AEPL) OB ERATz0 BEIIRIE EBAL TIXREIE AN 2 W ERAL & M Tk
FMEDIIZAATL L <. EPADSERB L Tz F 72 M B B\ CHBIIRE A OF il & L SE o B R M % 34
N7ze 2 A, FRRGMIME LRSI X 2 B8 2T OIS IMEA S LCTh, MR O K258 L Tw
720

D EofERZE T 2. ABETIIMEMELE AP L IBIREIE K OB e 5 %I S 2 EHER &
IZOWTIkR5,

REEMY A A1 > OB MR 5 (f 5 1%E)

O BAL fiidE
FE L ARBR B IIZE X ~ & — BFJEHT A AR B

Jiti B AR 2 i 5 IS (PAH) D FIERR R \Z WX R ZZAH 22 ;A% v PAH O SERE T 2 5EANIC I3 5 2 & T,
BANH SN TO LSRR TOBRBRELE R 50 L WIEREORBICEB» L L sh b, 41X
Tt 3Bl R 2 il 155 0L 95 D AR ZE I B 7OV BN C B A ARER KA RN = U SE (HPH) =7 A 2. RIEMEY A b
A4 ¥ @ interleukin-6(IL-6) & Z ® F i T IL-21 29K REIERICB W TEETH 5 Z & % Dilc#id L7z (PNAS.
112(20): E2677, 2015), F 41X HPH ¥~ ZEFIVDOR T, i IL-6 ZHEAYUEK MR16-1 285 L 7-HE Tl 2
v hu— ViR L T HPH OREBOUE % 2o T, B2 IL-21 24K (Receptor; IL-21RKO) 1% ¥
AFNZI LT HPH OB EEICHLE T A 2 A L7zs — /T, Z® HPH ¥ 7 A ITHERE O
BRETLAEET, FE PAH BE TR O NS NBEMHERZE L HEIRREFE OISR S N WA H %,
T, F 4 13 Sugen5416/ K% / IEME % 7 v D HIE PAH E 7 VO R T, BAE F TITIL-6KO % IL-
21RKO 7 v b 2 fE3# L CHpARI & LR $ 2 Z & CHIE PAHRREICBIT 2 RIEMEY A b H 4~ OBH OfF
HAEMEDTE Y, PAH HIELICB U 2 KIEMET A F A2 4 v oENIOW Tz v,
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VORI L
2#EH A NS54> (GRADE /AXX) »5 R/ 33 PHOBEK
OsF R

EIRVATE e e A R S

55 3B EIMESRE (PH) &, BB RO SRGEPICHAE L 2 2 A PHE T, 4044 % Bk LEshiit 21k o fl
B AEGFHMEOEME L 7-0FT 2 X0, BIRWICEELRKRETD S0 BRI 138 B 28 1% i e i
(COPD). H55sVEMhifiAEiE. SMEAPEMisiMEARE (CPFE) 124E9) PHICEMB T 2 WAD L v, £ 3B PHIC
Xy AR, BEE TSN EF Y 23w, ZOFHIE, PH 2 1 E L-hoMiziE B L b
@?L“(TET‘%%O SR ATFYT 4 v 27 LE¥2— (SR) Tlx., PubMed-Medline /% ' Cochrane
Library 225 #4357 v A28l L. EREERH (CQ) & LT [COPD. MEMMi% (IP). F 71k
GWEV%OPH$%LkwT BRI JLRIE A FI VW2 2 e AR I N L H ] 2#HIF T, ZoOMGE%E
fTo7ze HRDERIZH 2o TiE, SR EBETA FI 4 RO ERE RN TH 5 GRADE R % #
L7720 GRADE SR TR CQ IZ2oWTT 7 b A ZEEL, TORBIZHESOTNNANEHEX VN1
X OHERAER L 720 BGEEDOKE S, TCOPD. IP. %7213 CPFE (20E9 PH HEIZ350F 5 3RINf0l A8 3k
EOMMIE, PH & PP ZFHE RIS $ 2 B I MR & BRRBROBE ik TCoORBH S NL 2 L 2%
3% (GRADE 2D, #3205 59 HERLLV] / ¥ F Y 2AOMENE TR | OfIcE -7,

MRz & S PH/PAH: EEFMHMHMEEE, S mEOEINICEE S
Oi)e  #H—Hp

TRERFRFBEE e R &5 AR

BUE TIT A (PP 2R BB & 72\ R SR IE Lk > TR & B Bl ERE (PH)) O HRE <&, [hiEIRYE:
M IMTERE (PAH) 74 RIA4 VW5 7202 T) T L2 MERT 27— ] L ShTws (2015
ﬁE&MRSﬁ%F?%W Lo LFEBRIZBWT, 1TH PAH ICBREOMEEREEL S0 L 72ER Tl
BRI M IREOEIMGFEN TV AL, EZohMBE2EN T2 HEIIWELEHELIR TV ARV, 5%
ZOEH BRI AU, BiEEEEZE) 2O I E SNLIERMD LI, REIBOHREELZHFT S
HEHREIDHE OIS REIZ R 200 Lvkv., SHIIEHIFICB W TRZEANC X D IWHEBOET 2%
ENTEXDREELDS.

BRI OEINCIE, FTIHBIVCUIHOREBEZMBLEND L. DF 0 [ EIMONREBEE IR S
N7ZPAH TH LD LT, MHEIMOFEYEREICL S PH THAH. WE TIIHRAL L 720& ME DR RE
WZHEE D DAY, FORBOEEBFEIHS RS, SHIIITHIHETDH, BrHZENENIE R (COPD)
B PH & AR5 PERG AR (IPF) BIGE PH X, Mgz s Ayl oI in b,

Kty vag ryTldKr CB T 2WEBOEBERTEZMIL, FICUIHE SNLEND LN S PAH D%
R HTHERNZENT 27201280 X9 R Fetkaid 54, Wil E kB & OMEER 32 P56 i 55 o 81
EhS, W EZEBIUORRLEOEE L.
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EHAFHBR~IRBAH PH OBY - 585 2 5EAH

Oty —=
LB KA e BT

TEE) B A RER X BN R E BN AR DR T DR A = X AR5 ETHEHTH 5. IENLIRAE
& LCODER &R (Cardiopulmonary Exercise Test (CPET)) & 6 74T MAD D 5o IHBhIR
it B MUESE (PAH) R8P e 28 & MUE5E (CTEPH) & Wi L. i B A0 PH (Lung-PH) 1281 %
[ RBE DA M2 R T 13 v LA L. Lung-PH OJRREQ AR X 0 @Y 2 iGHEEBH T 5 L TE
A ABOFE OB 2 M IEE V. A#E TIX. CPET & 6 BT EICENhZEhIZOVWTEOR
7eARE R DRI R E R TOWH T EIT O W TS T %0 4512 CPET Tld. MAOEARFHEICH X, UL -
MR [FhEfe ] Ofte, EENREZ TS5 2 & THRONATEREENZIR LR SMHT 5. 72,
6 73 FIAATIRAE Tl AATEREE I 2 BT B X ORATH T R O - JEERFEEE O FHIlIC & - TSI
SEENHIFR A T2 HEW 5 % SO W TS %0 Lung-PH TIZHIZIMA 2 JE5E 9 5 7205 O RIS (21X IR
WA3d 0. H LWL o 72 R E O ER &G RIE OFEEDTR O SN T b, ARiEHE DY Lung-PH JEH]
DI - JEEREED X ) IELWHEE, £ L CERE FPRHROSELY BIET L TO—Z 2 EENTH %,

CPFE-PH [3:# IRV M EHREFED AEEICICKEY 55 H ?

OFM  ZAKAB
MK 3K 2 55 B I B PR

SIEA DN HHERE (Combined Pulmonary Fibrosis and Emphysema: CPFE) (. F3EE O ZMEMEZ1L
&AL O B AL AT B IEFNISH L Ty 2005 4E 12 Cottin & 252 L 72 B8 TH 5. COPD
REVEMEM 4 & iR L ¢ BB IS mERE (PH) 280342 MenTBY . MiREEHEE IS
CPFE O 7 # 2 BALE €2 —~HEZEZHNT WD, ENO 38 PH OBISENZETH . MO R
9 PH & H# LT, CPFEZfE9 PH (CPFE-PH) O F#HIIHOARTH 720 LA L. COPD R &
ige & _XTd . CPFE-PH (ZxF9 % BIRAY MG PRk IE &2 F W72 BB AO IS IZIER ITH v, T~
7 AL ILEBGAB & S D 2R EWFRIAT N TE ST, SRS & DB O % A 10 X e S O A ITH
2. BLHWEAMESHEICBNTY, MELEREOH S LA RENTE ST, BIEH T
CPFE-PH (233 A Bl LRI DI 5% X § 57— 713 %\ — T, PH 2 SHEICEIHT 5720,
% { ORI CIEIIRVER &SI ERE (PAH) EHCHES 2 M RE O H O RIEIFm ST b
DLHETH S, PAH IEM L 7= KM EIIR O B ZEMEREPENEERGZ 25, CPFE-PH JERI T b 780 H 7z
ET DD D, MO EICAES PH & kL C. CPFE-PH @ PH #E 2B W MRy €5
VYRR ZTERENIKRECOND LNV, TNA T, WEICHbEZHBIEHEERICOWT L E 2 TA
72\,
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Z—X2018:3EPHICDOWT

Ok @'Y, 1B BRY, W S, & Sy
VT HRERF IR EIIENE IR, 7 TR KR BRI b G o L e A

201842 H27THASL3H1IHIEHITI I v A= —ATHEG NS MERET — IV K v RBIw A5Ek
KN, REOMHADEE R LA RIRSW TN ZDONA T4 b O—205 i MTERE (i Tl i 5
PR S LR ) D E#F% [EEMEIIRE 20mmHg Y22l #$T 3 Wood Unit Bl | ~ZEE L., %F
S OFREHAZ T 72FCH b, SEHMEMEREICOVWTH COERIEM SN, & 5 2 FHMi#) kT
35mmHg YL EOFEFNIESER & K ENT20 KRV Y RIY T ATIEZ—AXETO IHEMBMESEIZBIT S
BRI OWTHEL Ly RIS BT 5 5% 0 3 FEME MU 03 2 BR O 7 kR IR RO H ) /512
DV RO TV~ I E 2 Tw5b,

B (S S M AE O ERRE
ORM - fit, B8 i, ® @10
KIRERIKZEIE S ) 2~ F IR

B S ERE (PH) 3. &8 5~ b—F 2 (SLE).#zsE (SSc) . A VERM GflEk% (MCTD)
BLWH, HBEY =7 L VERBEOAHOIEH SN TV A, PH OFEINCASL & MiEhIRPEN & i
fE (PAH) 2% WS, FRUAMIAE R, iR, MAZERREICHE) PH 2 &4 2L AL, L
ELIEHEST 50 AR O PAH HBED PR SWBEHRICHE) PAH OFRIZEES 2255, BF
BT DIHEO DI PAH IR T 5 L v, PHOBWIE, LZa—RELEDA ) —= 7,
FlA T — T VAN X B0 & EREE ORI, WO 2T b b H, BEHME PHICBWTIX
AT ) ==Y IAIERICEETH Do F512SSce MCTD T PH DV A7 H3E L, FERD R { TH @My
BAZ) ==V FRENEECRMBERICORD 5, 72, BENEYE PH OB IZE B OERRP T
BFIHICBWTEETH LD, LIEUIRHW 2% Ly, BESY: PH OB#IE, SEIH#E: L PAH A
PR ZHA G DETIT) o SLE X MCTD 7 & @ PAH (X GREHHIHBELH R TH 555 SSc @ PH IZ1E
FIEMHIFEE I H E VAR T% <. PAHRHRELZBELENICHHT 5, & 512 PAH DA BRI 25 %00
it ELR EOZREREZ LIELIXHRT 5720, 2HEFR LTV RS SREL (LT 5 2 & ATHE
TH b,
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25 EAEICHE S S MmMELE & Atypical PAH
O %
WHORFRF B ESSAWIZE R e DA S5 B S Rl i

4 B PEBRBZAE (SSc) (2 AE ) Ml g i (PH) (i, Hili 8 RPNl &5 T AE (SSc-PAH) PIAMZ b iR P ZEE
W VER B A PE D PHL 28O BIUCHE D M MESRE (PVH) 2 ERk 4 2 b O0H 5, TS OREIZLT
LOWREICXAITE 2D D0TIlE% <, Bl “FHMEINRE> 25mmHg 2> DM@ IR#EAE< 15mmHg %
W7z Ly 2O TIESScPAH LM SN TV — A THoTh, ABWIREIE O E R REAMN ZIT
T LICE D PVH BBELEEAL T 2 2 &A% v EANRERE X N7z, F7-. W% 13 SSc ICREH®S
~ 10 4ELLERSB L TH 5 PAH 2 385ET 5728, SSc-PAH D ¥ T PAH FAERFIZ SSc 25 RZMTH 5 2
LMD THTHELEEZONDNETH A, L, EBIZIERLTHTIERL 10ERDOL A 7 —FER
BdHY LB BEIHREEZZ Leho720, FEMEICLD2ZHL T TV L ) 2EE121E, SSc
HFAEPREINTVE Z LD kv, EE FREPAHREWCTHLA T —T V22T EBEHEDH B,
) FHEIC X B EMIC X ) 25%A8 SSc-PAH Bzt o b H b, —)TEE, PAH B
DI L. EET ORI Z b2 Dl “Atypical PAH” &N, B - B EHICEE2ES
ML L TIHFICHERZED TS, WIMBEHBEEEEORTH %A, SSc I2ffE S PH I “Atypical
PAH” LAARICHEE LR EHIROOSNE 72D KLY Y RY Y A TRZOEH EOTEFELIZOVWTTA A S Y
va v Lz,

£ (LA (SSc) ICfE > M IERE : |5 (BEW)

O 7l
B MBSO IR 1) o < F B R

L B PEREALIE (SSc) (B2 K OV4 By s O B e fiAE L, BUME RS, B OPUREAEZ R e 3595
BTHEH, TOHRAEBLORHREBIIHL TRV, MiEmELE (PH) (X SSc DIERH D 5 W idA Pk x B
EY HEERBIRED—DOTHbhb, ZNFE THDSSc-PH IZHT AW TIE AL A% c12. PH R
SHEOMENREMEIERE (55 18 (PAH) ). 25 18 (&EIRMZEERE PVOD)). 528 (LOREA
WRED BEMEE) . 55 3 AF (MBI ) Mim ERE) & 0 S i frbhT& 7z, LA L SSc i
EHMRBTH Y. EBIKTHRS SSc-PH IZEAMN IRED b O 2 & OB IRIEZ DM ERZE, O
R AR EOREN L IS THAET 5. T O3 PAH (PAH) &L, 552 H 5k
BHMETH B T MDD BEIRRERMAFEFRE XTI EALERONRT, —TPVOD iz %< A
N5y, iPAH LB 523054, 2o OMHED, Ml IEREOZELGIZH 225 b 59, SSc-
PAH % iPAH &It L. FHARTHL—HEEZON TS, L TFHREENDT 7a—F & LT, SSc-
PAH OHEN 512 % L EWZ &S, @R A2 ) —= v 72X 5 R BHOEE, F-—hiE#
g L U C, MiS e GEREREO B HBETER SN Twh, INHIZOEEED N Yy 7 2 & 0SS T
%o
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| S6-4_|
& HMMBIEICHES 28 PH OBW - AROBL &

Oy o
W) 7 UFERKRE VT - BER - 7T LVE—NE

Feb BT A B BB IE (SSc) ICFEBHEE CTA LN, MiEIEE PH) OBKNO—>2 L LTHEETH L, £
DOIFRBITOHHAEIETH D . EATTIUTEICIEREEZ X723 SSc 129 PH (SSc-PH) @95 & 1# (i
BYIR M & MUERE ; PAH) X R WIRBW & B 2 AEIER O BHIC L ) 200G P RIEET TlEdH 578
YWFEL2oOH b, — T EOERICHES PH (28 PH) 32 OMWERBIL. RN 2 &+ 1 -
VL TWA EIZVWndsizn,

28 PH IAODA T — T VRIS CTEEMERE > 25mmHg 222 i@ REEAE >15mmHg TH ) & %
FINDo LMRIRLHGY ¥ F 777 4 —3HPIZHELTHHTH S, 28 PHOEHRIIWHETH S
A SSc AL RBEWRTIE—ADOBEVPLE L UIHREZHEEMICAT LI L L, EBRISHINICIEN
ek 2 b %, /2. WhWw S combined posteapillary and precapillary PH OJgiEZE £ LT\ 53
A EE IR & G HEIERIE 2RO b b,

C ZTIEHBEBI % 8 U T SSc-PH OBEATIIRRE &SI BT 2 HENE, HEOHEL 3% K2 BRE L Ta
72\ve BIKET T SSc 12 ) ZEE IR E I L T — B 2 DA EHRBEI T b LD, Z ORI
L7z A8 A LB DUkME(L. SeiZ3il 20 & o3 H3 i B e 1 AE O (O iR O EATHIHNIC 5T & % 20,
SHROBEI N E 725,

| S6-5_
SHMWRRIEICH 5 3 BIENEE Tl ARELESE1 D

Ol #, RH AR
SRR T WP - 7 LV E — R

B PERBZIE (SSc) (2PE D MimmE (PH) (&—#1258 1 B PAH IS SN L A5 45 1 BELAMC B 465 2 B,
IR B U HESOICEAB R LR BERNPHE T Ly — A HLEEZONDL L) IR TETWD,
SSc IZBIF 55 3#EO PH XM B MM % (ILD) &961TH Y. SSc (2B L7z PH O THIFICTFHRAR
ThHIEPHESINTVRICHHDLL T, HEBLHBEENIIEME TR LI > T0BHEIEFE AL
Vi,

SSCILD IR AHEBEE LT 2707+ A7 7 I FOMEIVRENTWS, EHITEERSf T T/ L—
M EFT72NMDY 7075 A7 7 I FEFAFEOMPL L YVENLLREMIVRENT, SHITYVYVF I
T MV ART 2T TEOMBELMEINL, L LN oEFOMRERELGER RTINS L,
PH I T AR IIWHFE LIS VORHIRTDH 5, PAH EHEEIZOVWTE, 5D & 25 SSc-ILD-PH (2%
LCTHMMEZR LB E I R ve LA LERBIKTIX, IPFIZBIT AR Z £, %BFVC >70% Lk, Hii
FHEIREN D e EOFT RO SNAUEE 1 B PH ORENEMARE Z 2 PAH HEREOMH 24 E T
XDH, ) THRIFIIE 3H PH ORELERLEZEZHBIIEREICLL S22 L20VOPBIRTH A9,
Ktv g rTid, IPFICAEBET 2 PH OWBEBICET 52852 2Z 1L 205, SSc-ILD-PH IZ2WT D
S & BT DO WTE 2720,
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& M REICHE S BT IETE IC 5 3 MEHE & REDEMEY

OKXE Y
AR BRI > 5 — WG B

JE DS P4 il 5 L SR L D> PAH & L L TP AR E N E MO N T VLD, TOHRTHRD T
DA BE DS B PR TR B AE (2 B L 22 B IR VEIG S M RE T 50 ZOFEITD & D LA, BhEE
o ERkA BIBEREEL DT A 2 LS CIRBIIHMETH B0 F 72 EHMRIEM & 1L AE L2 35 v TR B IR
AT T A MICEIRTEEDIMEREZ; IR L T L2HEMESDIHRHINTBY ., TohTHEIR
TR DA IR DI, PREAR M2 LHEMN SN D, &F MR AE TR 2 o m A
ThHO. HIRHEDOHIEEL/RIE SE S PHIGEIKIUEL RO, FMiAEZE SR T 3H D, Kbk
DI FLEA I 72 WEAE TR IE 12 B W CTHHIRIFZ 2 J7 (CBHE 1R A 1IN B ) BRI R E o &3 %20 5
Yt b3 o B MR &5 0L RE O MR A 2 R B I e Hi S /E L, BRIV . HRE 2 L EET
HrHEEZOND, REFRTITEGVEMERE D & MR BV % 8RR Z DAL % R PLAE 1Y 7 Mo
FHODIITFA Ay v a v b,
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Fili &8 AREAZRAE - Fili 6 #l I ‘B REAE (O BR PR =2 BT

ORE RS, /NI EF
BRAZAT BB AR BERARE B L £ > & — BRIRIFZE TR

Wi IR ZESE (PVOD) /I BMImeE EE (PCH) (&, i M REFRIR 70 0 U BRI ER T S Tn b
MiEIMTE %2 & 72T RBOPTHRITHREETH L L FE R LN TED, WO & ITED J?ODJ__J,%L
v, BEIE 2 5N Twa X ) SERAELGE <, 72, MisMEmEGREIC X ) REIEALS 2 EF O Hh
EAREBIDZENT VDI & Eh s, FFISIEIRER & A & ORI OFEEDSHE L T b, HE—0
BUAHHEIIMBATH ), REOEITHEL L H N2 L2 5, MEMEEOH THRHICTFRARTHY, 7
MBI LETH L., LA Lehs, WHHET RICES CMESH 2 /5 2 L I3WETH L7200, R
WZERIRZ M 21T\, BHRTE 2 BINT 2 2 LA HETH S, PVOD/PCH JEBI DI 2T R &, BRARRY
WCEWT 5720DKA ¥ MZOWTHEEHT 5.

PVOD/PCH DOiRIED 5 B s ME

ORI AL, R 7
FE R EREHRIIZE £ > & — PR

it % R BF 289 PVOD (&, 5 78V il 8 R 1 i &5 i 9 (idiopathic arterial hypertension, IPAH) ®#
10%. AIT100 TAIZ01 — 02 AL DN TV BIEFICH TOLOTHRARLEERTH L5 ZOEEIIA
HTHh s, MTMMEERE PCHIZESIHE ENTWS, 2 $ TPVOD/PCH #HKRMICEZHITX 5
FHIZZ L L, FIMRRPLBHEHE I C B 2B COARZHIREE SNTE -2 25, KL IPAH
EZWENZPIZPVOD 2440 F IR Tuwhs EEZ oM, EBOPVODBIhTITORE LIS
WEHEE SN D, AR GG (BIEUR) A ORI S I RE O G 61 T LR ERIRIEZ O & DR 055582 %% -
TWAHH, HRBOFRBEALRER. 5 b IEIR2SIIER ITHERIL L PVOD #f & o 72T R Z RO TS, bh
DIUZFRE 22 FEED 5 26 4FE F CEFAEREREFHIEL L THASETHREENIZ PVOD LiEEZ
SNTRHEAE & BRIRTE A A L. IPAH & O 2 2. ZM1912 PVOD OJREDORH % 1T -
2OTEHEEIDRy gy THHIT S,



INZRIVT XAy ar

GRADE FXNDEEHA K14 »5 R 7= PVOD/PCH ORI

O h—Hp
TREREREBEE AR TE e R &5 N A7

it i IR P 29 B B A IESE (PVOD/PCH) I ZB S IEIE A2 23 2D CENAREEATH 5. MATH
R 7 LRI B AR PEG = e (PAH) L&A REETH 5. RIZEOIWEHRTIZHS 22 Th WS,
I PIHLRR I 12 3272 2 02 (L ERIR i e C b 1, MiBIIRIE A 2 Tdh % PAH L IR L2 ETH
L. FERR RIS PLRIEANORISASZ L L, ZOREMEIT S Fuv. 2015 4 8 HIZAFE Sz M
WgRF 4y / B F RO DA ¥4 > Tid, PVOD/PCH X T B & UC, I8 PAH [R50, [
=], [368, W, BEHFETR], TBER HIV BE | (2o Sz, AFBTIR 20154 1 A X 0 EAE
S O BRSO B, GRS B O s e HER & L CHi7z12 [PVOD/PCH) 2%@mE sz, F7z
L OHERFIR RIS [RFIRAS A2 2 FAei2e ] B (~ 2016 4F1%) (fRF SRE—HR) 10X -, #
95 B A S B 7 ARG 22 B PRSI 26 HE 25 L R S, FIEFEGFMMEN, S sz, &SI [HER PRI 259 8 -
it MU e L B9 2 B ASEZE ] BE (2017 4R ~) (L SEi—RR) 12k Dy, #YE#ETH S GRADE i
RIS o 72BHHA B4 Yk S hie.

Kty varcid, JEENEEOMRIREZE 2372 PVOD/PCH IZ2WT, AL F534 Y IZioTE
OBEE, ZW, HEWEMRHTL L H10, BEMRE L CTHET 2BEE T & B0 i O HRE B 740
WZDOWTHRGL L 72\,

PVOD/PCH 22D EIE = & X hE

Ol B3
FRBOR BE P8R & R

B, IPAH &S zplodiid,. EREDIEINRCIlE 2 < MiEHIRICD 2 PIDGFIET 5 2 L 25R
WRESNTEBY ., 1966 412 2 O R BTN EIRPAZERE (PVOD) &g S N7z. F 72 1985 41T HIRE D
il B (A3 A B EAAE iERE (PCH) & #itds Sz, PVOD/PCH 13 & < £ THRILFAMPT RIS X
LB T, TOBBIERIE PAH LHPLTWA, LA L, A IPAH I L TRHIROMETH
2T, PEAR, TR PAH HHE CIERDIEALT 2N DH D . HHEE BRI w2 &
HEBHONTE . ZOOREIZIPAH & PVOD/PCH & OB 2179 LEDLH 5, (K, WE
ZERRIIZEERN T 5 2 L IdW %<, PVOD/PCH O EZ WM L COATETHL L SN TE
LA LidE, o0 PVOD/PCH (23 % Wi 2k#EARIB S, T 6 TIZEET RR HRCT Tk, I
WebkRE (& LT DLCO) AR5 PAH GHESR K3 2 UL O 2 7 EANMHREE N O /-0 0 ar — < —
H—E LTHY EIFH5NTw5S, 7272205 0FMHk#E) PVOD/PCH I IC B W THE - T4 %
2L TV AT Hoea ShTuniv, AEFETIZLH T PVOD/PAH M OMEN 2B L. 58
OF R E 2 720,
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L7-BRNl, A, Bt SER, Rt BROE . MSW 72 o3 M HEE - B & f - 72
LWL B2 F — AEFROWENPKELEG LTS, %5, MisMEE IS 2E8%EE. 4 F
FGA NHE LT BRE R B — IS L TR TA2L) 0TI L TR, —A—ADBEITHLT
WY R EHAEEZHRE L. TOHEER* BIEL TH W 5 FEX v AN o aiERZ BT
H5DTHAHNOLThbD, RBEXMEMTZHETF— & &3, 28MIUICIZRIFZ outcome # T2 EASTX 5
F—LTHHIELREITTLRVD, TART—212IEWLO»0BHELEH L LI ICEDNL, BN
72 BB TR L TEWMIE ¥ A 7 2 OWESE, F— 20500 H O WIRE 2 £%81 510 & 7h= i 7 B ME. 3
PR ICEM T SNZEBWEFR—Y a3 v, ZLTRMNBLXOENN 2 BEZHEIORTILDOTE S
V== o7, HxThb, lxZ LI\ HA T 7a—FOETTHDHLHDIIURTHY, ThEhDE
FAREFIZERMDO LT, IV BEZHWF —2HEDZDIZ, SHDTHRMBETESD, IZOWTF A A
HvarTE LI RERERETCENILE RS> Tna,
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7220 TIE %L, N T O RF I VORRE TIEEATREELE o722 212K - T QOL M LIS T
Whe LML, ARFIC ML 7O ZAF oV EEA LZEBEICIE. REROISRZZITMZ T, A o #efi
L R TOR P, ERPEWEH OV T E= 5 ) v 7 Rutil, B K EROMISE X B
RN T THRLEE L, MBMERERGVERETH L7720, IS0 VT 7T E2EHRLTHL D
DEEIRIZOVWT, THIRHESIN TS LITFE LRV,

BUERT, MF IO T L 70 A F I VOFGE T Z2EA L7-BH LIRS H -7 Mbho
FHARELTIE, ABRTICEALZERZEHTSTOME L. MR ZENLERITLZETH - 72
ZFITAREYy varTid. BEIRMTHOCTEAL LS EREHTTOREEN ETI I TV L
HHZDIZDD [HRMENKICBITLE - FHEOHMADL D | 2FEIHEZ 5, WOOREICH - 72
BED, F7 BN EREZYD ., TRV 2255, HZrOHE2 25 SFITRAZPER,. HE»IE
HEfiE & HITHEEL B2 BRL L2,
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O =700 B 7V A RIED, REFOHERY, N BT, b R Y
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U RIGIERTEE B, Y BRI U Ty 3 Vi, RS IR

O R BB IR I IR AR

IARTT AT ) — VEEGREHEZ B AT HBRI2E. BE OGO Jeg Mk ] 58 20 BTGB S H B 2
ML 2 Do MBETIIME MERE OB M EHEF — 202 VIR TH 525, TRT TR T/ — L Frfii g
ANZEATS T REBI 2R Y IR Y . L RRAEEE O BUIR & FEM OZEFN OV THRE L7zo [FER] 140 AR, 2k,
WEBE X0 B ML E DSBS BE A ABE & 7 o 720 ARBEEE, WHOFC I ETHOH 7T —F VA
(mPAP 65mmHgPAWP 12mmHg) 7 & C &5 BE o i SR M i ME e & 720 S A, [ Rpe s sg A o 4§k
ol [MADRES | AREFTIE. ZWMEIZINT 200077 Ly A2 EREEOYE L. &
FiASHEEIRE 21T 2 & T BEORRICE S L WEN AT 1T o 720 BE IS, HRERLERE %
119 HENOARZ L . OAEIREBIZ L 5 HEF AR T2 D - 720 BB & FHEMIZEE OZ I ANKMIC
bR HRRME 2T, BRE LI X B B EE AT Sz, S 51 MSW I X 2 fEEiiEED T Th
NzkER, BRIIHBELRINZ SIS, HHEEAL Lo T [BR MO 77 L AERFHT 5
LT, BEOREMILENWTREE L D IBHEEAZ AL — X7 S W TE 2, Fifkliz, BZows <
Bz Zir ko, BEORN 2 IR USIRAE 2 SIS 5 2 & T BEMNRE 2 EISH AR
LIENTELE) 7T EITH)BEZHS TS,

EMET7HERICEFTIAEHTZ—T X2 MMIDOWT

OFH K
B FEBSEEA B AR BRENII S & — 7 BV

Jii 5 LS DGO CTIEREIT P G T 2 HAIOF iR ikiE, EHOMWY " nW7Z17 TR, ey o<
HT—TNVOERE GOBM R EZ BEDT ) LEND D, BBEOBREBZEOENZ IR 2 XRNEZ W
52 Ly ABRHICAT > TO BN ECTOMETE 5 X5 AN - HSHBER M - MSW - 31
Fillifize &, MR & oM EEEE 2 UG R AL & o THo T S,

eIk, BB ORGSR D 72 2013 4 10 HICHEEIMLE 7 74 R % B U 7zo SwbiAE R AS, il I
JEr T REZRY S5 LT ABRPORREZR T 272 ETOIRENTE, Ly IV AT —T VD
MRRANEIIC T2 2 & 72T RIEDEAE 72 & 4 1208 U723 T2 %, Lo L. EBED
A ZERERLD 2 L idnizn, FilFEE2? S BETOMT 2 SISt 2 2. JERZ BRI
BRIGERToTWh, S-MBEHEMPSIE, by s AT —FIVEREEOEFRIGER EI12onT
M2 235234, WERHERIMEEZITI S 03B b 22 C. FRFEME & OM#E %5247 7=
A=) 7)) A NRER L7 FEETOHCERICHT 2 RESICOWTHEZ L. BiEIE s 740k
TIT o 72AUE R ERFIHIZOWT Y A4 2 — L EEAEPHN TV S, 2O X HITHEFD, Ak 72
TR THFEERE L L0 L TR TE 2 X ) WMEEMUIEN Y A =T XA Y P EfToTW
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JUNKRZAIRBE DMl MU RE 7 — 2 X EE R, FHRERM, JEAIA, PR, REEEL ¥y —2 % v 7 THi
BEND, F—25ERNIL, MBS ICHRENENR 2L 2L T, BEOERLEZHBLEHANH o720 £
TF— LRI, ERFITHE— LI ERZITI LD TEL L), A7y 7B TE BIEH N
Y7Ly bR Lz, 28y 7 Ly MRS IUTEREORE, HREOED, ARG EOEES, Y570
RO i E e BHERA A MPETHIRL, BEOMMEMRT LN TEL L) T REZ L, 85
2. 2oy 7Ly ME ESMEEDBZF AL HWEZENTE AT TR, BHOHEHEEL wo
7eAREEHE 2 E X AAXE LT, A2 0BFITHIETE2RAL Lz, EHRME, covry7Ly b
AL, WFEOXER), BEH. B AEB L LoFEE LR EOEFICH T 23 ek 24 1L C
Wb F7o, MESIMEREOFIEABEA SNEER, EBAHTERSAL T 255 1A MR SET 55 2
L2k, BEOHEBIIHVAEMZ Y7Ly PORZEHTEL I HIBD TS, WETIC X A
Wo—iefbid. REFEONELH— L. BEOIREN FI2O %055 10, BEHK COHEILAICH K
VOEEZOLNA,

COWHBETIZ, Ny 7Ly FONEEZIURL., IRERESLUETONEIT O W TEAR 22 TR T %,
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Jili 55 MU O W 1 TREER) 70 e 2 R FCTB ) . NRHIEHR T H BEORMALTREE o720 HiE
MEFEDHEBED HIIZ BIREZ TIP3 2 LT TRLEBEHEICES>TOZ X ) T4 F 7547 (QOL)
#MET5 BTy TY) 22 ThHbh, THVEBWVQOL 2 HIET ETRUZZ &3, BEHIHEL B2 i
DRTIREDOIFADOPY 2 B L7- LT, SROBHEELTOLHGTOENZRLTBLILETHD, &2
TEDL)REHFEZIT T, EDLINITHIT L0, RIERPEBELFTELAEIZE (TENVA 7T -
TI=vr) d BEOBNEEELT TICENS,

BHEO QOL X, BN - B - LHMSNZMIASHERSNTBY), T2 ALY F 27 1) 74
HZTW5b, BEE WROETREIEO B, HETHLEHEOREZE L THCORE BT 5, K
W, PR R R AR, EARE RIS X A EHMERDE BB, A Y F a7 V2w DM
FoTQOLIFELLIKTT S, LY EWQOL Z#R27:0121%, ZHWMHEF — 2 TREEZLHIHL, B
R 2 SRR AN 2 ATV 2 050, SERARBROPICH 2 BB ERINEFTHZ LT ENARYITH %,
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PD3-1
12 RRIT7ICH T2 0EDRBRIBEICH S MalEEZEOBRR
OIA g
VR RS BRI, 7 AR IR

TRMOGIEBR (CHD) @9 b, ¥ v ¥ bAEZRA| L) EIRMNICDH 2.0 RIERE (ASD) & PAH % &
TREBWIEDNEL, LAV ERSRE L ST Wb, EREICHCERAIRICH VT PAH O JE K
ELTASD DEDLZEGIZE. LALEESA Y FAYT TR, =7 RHFEELZVWDH OO PAH O J5
e e LT ASD JEBIIZZ W E A BB EN T Wiz, TXTA Y FAY 7DV a7 Y v V¥ TCHD 12
P PAH OBSMZEZER L 720 4 ¥ FAYT AV v < ¥ KF(GMU) 291 7l & #p 5 K 240G B g N AR (KU)
163 B BF BN ASD % HEHET L2/, 4~ P2 ¥ 7 OfEF TR, #HFE12£ < (GMU 358 = 0.75.
KU 586 + 140).K#EFLAK X < (GMU 6.14 + 022 cm® KU 2.75 = 0.23 cm?) . “FHMBEIRT 255 < (GMU
398 = 12 mmHg., KU 203 = 0.7 mmHg). fli il 4 #EHL 297« (GMU8S47 = 0.7 WU, KU 167 + 02
WU). L W) SRR STz S HICERE 20 D5 40 ISR > T 5 & 4 ¥ KA 2 7 Tlhiish
REAZFE LBV EDBHL N o7z TNHDEFRTFT—FOECEELZHBE LT, MY AT A
RARBREFIEE 22 & % S 7RI OE N E 2 S TiH#m L7V

Repair without Current Treatment
~BREEEOEVERZS D Z>T~

OB 76, B 7 FIE B Bl R
FOR T ERIR Y B/ NERE

BERY IR I DS S S N5 B 2000 4E F Tl MismE 2 &063 205 f b KEIE (Atrial septal defect
with pulmonary hypertension: ASD-PH) i B {2 & 3 2 T4y 8 hos 1 Bili 4R i o b >1.3 fili i %5 45K $i
(Rp)<14WoodUnit(WU) - m* & TN T &7z, LA L&, TNSEFAOEMYREAL X RN F%ICH
THHEIL RV BERIZBWTHENARE 2 1T L 72 ASD-PH B (PH : “EMBIIRE = 25 mmHg., fifi
FIRBLAE < 15mmHg, Rp =30 WU - m?) 2OV THFTHMICHE 21T o 720 BRI AME H 1] 68
HRBAE, AHA 7 & NI ESC/ERS 7' 4 K54 ~ (2015) 12 & % ASD-PH & Tl #inR¥E T, BB
Rp< 6WU - m® TIEFA. 6 ~8WU - m* I3k = & oHWricEha S, > 8WU » m* T T IR 2 =
L3NG, MAEBFIESL L ENLLEOE Rp FEFIIZHR L treat and repair O {GHEEREEASEAA S LT
B0 INHBRBIID Lok T v Aid v, BENEEEOEWECTOFAEnIEHE ISV
AMEHEREGI OREIR Z ST, €09 2 THISHREIEE L L CHATOREMEEEZ WHAICHETRE
A ERERE D AATHET %,
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WRHT B (T B BREER M ORBAGHIHEIER%EEORK

O#W Y, hmE B, R FiED, dm B Ba &Y By e
U EARB R 5 — NEIRBRL 2 R

WRRC AR PAE DL LZ 2005 4F (Bosentan O HRHET ) LART I OPIIBEM &2 47V il B IR 25 0 355 A7 -
SRR & Il L 72 19 Bl (early #F) & E N DIIR I EHE AR IR £ O ili & ILE O 63 & DI OIBHE 2 17 -
72 13 f9l (recent #f ) % LK L 72,

early BECIX 1 B2 H 7 — T IViEHE 2 2T T L UAMINEF R TH - 720 3HIHFELELTB D, 2601
drop-out L C\72, recent #ClE 2 BIAH 7 — 7 IViaHE. 11 PHEINEL R CTIBIETH 505, @FI4EFL
TWwh,

BT =T IVIEER / PRI O A 7 — 7 VRAECTld recent BED 2/3 O 8 PITIE HAIGEREAEBTA F o4 &~
DS % ERA THEDI SN TV, early BETH PEIIH 72 L THFW - wFEfrbh Tz, &
Weh T —F NV TlE recent Bl 12 BIASEIEMIEIIRE = 25mmHg T PAH 255%4F L T\ 7245, recent BTl
4B AT, EH R I OB EIIRE X recent #E23 BB T - 72, Epoprostenol F#fe i iF: & recent
HECTOEAITR L, early HETIRAPITEAIN TS, 2HIHELE L 72,

Early 0D & 9 ([Pl 247 o TH M MENOBHRI AR TR IUEH % ) OHE T PAH A5 T
o TANRIEBRGERIZINETH 25 SGHRTRELR/NEM ORI E OB - G 2% S 917
)T EMRDOLN TS,

HA(Z & (T B Treat and Repair DIRIK

OfAR ®iiE. WA B— AR . BR BREE Il S, M . fhk O
i LR 27 DR Bt R

CNFE CTREM ST %) A SR OB T AHHERE LT, REILEZHHT LI L3RR LE X
NTE, KIBILEMT A2 LT, FRMMi s EAE & FARDORRRE L 22 ) 2RIED ) A7 AT S
L, ESHICANTOM M L2 RIBILESI Z 0 b O DRBOEEL KE otz &2 AHH LWIiE
VEBYHE DB 512 X 0 FEFE N 5 U RE A3 F #2253 5, i I % 4 - 72 e RO BICH LT HiE
WANREZMEFECTE LI IR TE, SHILEPRRIBETIE S 7 — T VHSEM AT TE 5 L)1
Y, NLOGHiZzHeFIcmiTEEs =y — LanoMilzETE 5 L9 ho7. AT X
I B EMEILE 2 &0F L 72 OB h B RIERE IS % Treat and Repair O FIIGEHRRER 2 MG L, 24
BERETH LI L, SHIEKEHEAIELZETESICMBIRERCHIMERNZETIELZ LT
X2 xHME L. LELEYS, EDX) 7% treat OFRNELTH) M E ST repair DF £ IV 7IZoOn
TEFETHLIET Y AD\ve SOITODERRRIBEL XU L3 A AR S IiE il & 0880
PFHRIZOWTIE, EHICTETFTVANRZ L. ZOLE LX)V O MM % £ 9 Ml E A R R D I
X}9 % treat and repair (2359 24 ORFrOREERZ FD, ENORIIZOWTHE T %,
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2y 2 MR EIRMER S IMESE (CXT T D Treat & Repair D@EAE

ONE JEl
RS IR - e AT

R (unre-) ¥ % > M YEREIIRVER S IMUESRE (s-PAH) OBBRIZRZHELLTBE ST, FED Hoiciddss
LTwi\v, TETFT Y AREPRADEKTH %25, REOHHREMH L2 HIFL2GE. LR TH 5
sPAHICHIE T ¥ 7 ZMEERBRIC X 22 85 2 L IXIZIIAMRRL DS 250w, 413 sPAH
A5 R BRRLRR S0 70 & ONCER A BOGTE IS B W TS PAH(IPAH) (2D T 2 5TICER L. 1B %
s-PAH(re-s-PAH) (X LR IFR 2 KD FHEE 2 fifT L7 & 2 A, TPAH DL oMo T B 245 R % 14
HIZE 5T, £2C, IPAH BRUAEGSWHE & SN A MATEYRERYIEHE 2 512, i PufE 7.5 WU Kl
#resPAH EWla v o — Vgl s L7z, 2% ), TOMEMEDTIC PAH HHESE (i Bk 12
X ary hu—) (Treat) N7z unre-s-PAH BH I35 ¥ v >~ FSH Repair) ROz to—v %
WHEICTAZ LIl A, 22Ty IPAH OALHEEENPVR IKGFETH 5 DIx L. sPAHIZb & D
TR DEBR L Y v v MO X VB2 2 5720, 4 OFEFIT Y v >~ N EHSERNIIGOE R EE
BRIz T 5 Z L 20K MRI THERE L CTB K BN D 50 RFEETILOE PR RIAE Z #1112 Treat
& Repair D R4 ATk %Z 7R L. unre-s-PAH BEHIIH$ 2 — W RGHET VT ) XA ZHHT 5,
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i+ REORMBMEREIC 5T 5 0EEE £ 5

ORE B
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FrAE SR O Ml AR V2 RIS [RE AT R0 0 R EERE R A~ OV = 7\ A F3 % 7 A Vo 2 T 12k il v i
JiE (PPHN) <255 8 o> 37 A VL 1s M it e JEL S 45 B 37 % il i I i (CLD-PH) 533 %0 39 A= Y 103 o il v 1t i
BB DO AN < B RERMmE MLE AR & OHT U CRBE 2 b M2 A0 U 72l v i e A
TR b 22 W ASREEASA R 70 BOIHT, A 3550 o0 Wil v INLE 3 938 S V3 S ML AN Y9 56 & T L X IR 52 1
EEZBIRT 52 ERBIRE 2N T ALK CTIMER TAEL L2 LW 5,

PR RN, DM - IRRMECZ L O S ORI B 2K & v B IIE SR ) A=K
RAEELAPLEPROBEL N L CARZOLREEL PR L CEELRWOAEE &L ) 5. T2,
HVZELZRE 9 7 Sl B 5 < RSB B IR PIAEAE S & 2 B LA 2 s IR S S22 X 72 L) %o A
ODAEN X B Wi MERE S LTRSS L Ve 2 b,

P4 xR VS oo il v I AE O FERE FE RIS AT AR IS b B T oo b a— R A A a7 L L /2
PH score ZiGH LT & 7225 EEIX3RICT 2 — 12 X 2AEEE/RLALZHR R RVEF) % Mz Tw
5o

2R VR T o0 il vEs ML FE RE O 95 REMR I & G ORI A2, GO SR A LR o Ol B 2 Bl LT K LR
W %o A7 ZEEEEE R0 D5 A RE O BTG V8 A Ve oD il 5 I 9 O 9 TSR I o B LS B L 72 3B IS D 235 &
ERWIFRFL TV B,

| SS-2 |
SERMASREAIL = 7 QBT & AR

OFH B
KOREF- B > & — /N

TRMERREANL =T IE, 2O THRO TP EAR LA RARHRE TH - 7228 TFETIEHAERTZE & F
A B O M o THFEBGR I L LT b, REEH TIE. AIED R ORI FoOME & 2B
L ORE D DRisg DEFEAIZ OV THE T 5,

AHETIE 80% LA EDFEBASHERTIZ M S b, HERZWHES Tld, EEZAIGER YR Rs of i
MR ORE A IS A2 212Xk > T, FOEEEEZTFUT LI LDPHETH S, HAEZOITIAT
. S SRR F I E R BRI AE &2 H AR L. AN LI 0 i€ &1 % ¥l 3 % gentle
ventilation 25T b 5, PEEE LTI, B W ELEMEM & T (PPHN) & DA EOF P EETH 5,
PPHN (Zx} L CTid, FiBIIRE 2 T S % NO W AHREE & A DAVE % i3 % 72 0 (X B RS O B AFAERE DS
bbb, T, W - ERORENZHE Lz LTI LY, HEREDY L I V7T DR
S WY PIERZHS 2 TH v,

2011 4R ICEHE S N7z 2 EFRA T, AREF AN 614 BIAFHA S, 520 B (84.7% ) ASAE HAR O Isolated
JEFITH D, ZDHH 437 61 (84.0% ) BEAF L7z FAED Ok Tl 37 M 214 B % 59 L 7245,
180 %1 (84.1% ) A% Isolated JEBITH V. D) 5 148 5 (822% ) 23HAF L 720 st @ 10 4EFIZERILIX, 86
Bla2 B L. 67 B (779% ) A% Isolated FEBI T, ZDH % 60 B (89.6% ) 23447 L 7=,
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Oty #—
ABrh YL WS e R B v 5 —

CLD-PH RS T % i35 D }1:1Z CLD-PH D Vi TdH % o € D 72 DT H RS | i RFEHIE 2 KY)TH % .
Jr4E, LISA(Less invasive surfactant administration). INSURE (INtubation-SURfactant-Extubation) 72
ERMRE 5 CPAP ICB AT 9 4% J7 . volume targeted ventilation 38 A, MW ALFH & %2 BT 5
Neuron assisted ventilatory assistNAVA) D& A 7 S0 d S b,

CLD-PH SVEIIHEE O rescue & LT3 NO W AHE: (NOI) %479 . LM NOIi i3 NO iR EDPA L E
W% BDOTHHTRE TlEZ% v, A T Epoprostenol 95 Z &%\, HMOL — b THILHTEGSE O
VA7 BBEKRT 57200 BHEICEET 50 rescue UL TIXEEZEKZ 512 2 T NO-cGMP #%#%, PGI2-
CAMP #%8§, =¥ PtV y2EAEELZ T 5.

BTl 2001 4205 2016 4E F TIZ rescue # %3 5 CLD-PHIZ 14 % TH o7z (B 8:%6). EM 24 =55
M, HARE 680 £ 1550, AEfFE 9%, LS5 % TH -7, 46 CLD MAIT, rescue & L TAHI NOi % fii
JHo Epoprostenol6 %, Z dAl Sildenafil3 #. Tadarafill . bosentan2 Bl T&H - 720 [ LHALAE - AW H
% EORBEREEIE 11 4T BEF D) b 4BITEEOREREZHE - T Tz, LR R HE
% (VAP) 12X Y CLD-PH @2 MEBEA A 57z,

HJE CLD-PH TlZ5GEHRZ DB GARIE X N/, CLD-PH X FHiAE—TH . BEREFICX 2070 ET
H5o
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State of the Art BPA

OfH 35
UV VNG SV S P

P if A AR PRI & LA (CTEPH) (X PUEE IR 2 & AR BRFERIE D A TIE 5 FEAAFE 50% Kl D FH#A
ROBETH b IGWMOLD B L LTI 2 MBI IR NESER (PEA) DA TH 575, a+ B Ll
IR FNAAET B 6 R BEOPAF G IHEIC X o T PEA IWEEESI A 20-40% FFAES %o AL4E
AF % v PEA WEEEBNZ 0§ % 7 7 — 7 Via#E BPA) IFHE T LEARZET T2, BEEOER
Jeash z 722 & ¢ HRMICH CTEPH ZHO T A F I 4 JIIEMLL TE T b, BPA 13K sk THE O
FHATHATINTB Y, HEEEREWREOIH O %2 50 TEREIZ SN TW AR, BPAE KD
OIT, b EELRPRETH o Mt O FHER LR E / iiAKHE 2 I3IZRkEho0H 0 FH EOREHIK
FEEACHEHLTR—3N22H b, 22 Tld, BPA 2B Ld 272005 IS 2 iR, 12PN i
fegéteiE (CTED) N0 BPA {GHEIS OYLRK O RETEIZE L TR 5%,

Global Experience and Future Perspective of BPA

OREE
FEAEEBREHRIIZE £ > 7 — i B R

Pk A AR VEM R EE (CTEPH) #2834 K& il z Mz Twb, HEOKE RBEHEOLILL
LT FRICENIZBWTIE A 7 — 7 VIBHTH 2 MBIIR SV — VI (BPA) 25HI W & F A H A2 T RAF 7%
W EHIFTETBY, TLREIR S TVAPIEF Y A2 FH 4 AR R, FHNOX Y & — Tl
7GR e LTSN TETWS, o TEACIZEER L ) BPA OFEH X L, 2018 £ 0 FEES PH
VUYRYTATYH BPAOMEMNITIZRKELSZALTETBY) ITETHRAPTRAONLEGHEEL L &
EZoNB, LYPLEBIICIZTREZBPA £y 7 —LIERBHiZIEITCBEONTE D, LB
2 WRINT X 2 F 72 operator DFH D T HEATOURVODPBURTH 5, KETIZ L 5 R LS DOERE % #
ATH LD BPA A ADEEDVPTTETCVENRREDL Y, €)oo a4 T THIEEE THD
FEI B R BEHER IR DO O E DI R D L) R =P L TELD. SHREBENICBPANILE S72DICED %
W DD, RAICESHRTELZ LA ZTA A Ay ar Lz,



MBI 51T B BPA AROER

OTFINE #wA B LD
ST E A B L Bt > & — IR AR

KRRz BT BRI AN (BPA) (&, AR PSR AT A3 0 & 72 © 7 v ig M i A4 2E 4 VI 5 U i (CTEPH) &
HOIER, MATHEL L OEGPHELEE S, BCHICHERICE R SNLICE 72 LRLENEL, &%
i [ CRE ISR BB RIRE. T BERCBWToOMELD ). BHIFSICBWTHEHOEIKRTO
BEEEALIZIEE > T v, 2O —H1Z BPA OFERANEL, REHEZLETHL I LITERLTWS EE
ZbNb, 72, MU CTEPH BEITH T % BPA G TH - T 4Ek. MATEIREC EE FHGE. PEAERE R,
WEDRAER Y 4 TH I A2 NTTETNTH Do REPDOHR BPARENE ZOJiiIcB VT b3
MTEDLLICTHIIE, FNEFNROMAICHDOET, EDLI RPN HT, E2%, FOREOREE
DNV — Y THIRT B Lo iz, BRI R ERBEOR—ALPLETHDLEEZ D, SHOETFF T4
TCUE EERR LR BT A FOBUEN S, BRHTRXANTH L LEADE L, HEBHTIT-
T 5 BPA RO FERE 2 MW/ 72 & BN 7 BPA S I3INICOWTERT LA L Lizv,
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YIAtvar (BEEK)

| YIA1 |
EMEEEEERVCFEFRICE TS T1 mapping DFRM

O BRI Y, R MY, HE W2, Aukdk 2. Bl Y g dEsr
sOBRY, il W, o oMk, 2l By
VBN AEBALRERTSE  v & — DR PR, 2 E R BRI v & — W

& O MRIIC X % T1 mapping #:13 2 A O AR MRS AN T RE 2 B T CTH 5205, 2D
BRI AW TH Do OB E IG5 I ERE O BEAEFE & B2 2 & 253l S, DEO O F AMERHE
ALIREECTdH A T1 LI & MUESE O EAEE K TP RO TFINAHTH YD %0

Jiid PAH B 30 4 CEMMBIRIE 41 + 13mmHg, 0 FRE29 = 09L/min/m*) & Flgrig & L CIEH
A 10 4412 3T Ui MRI ¥t % §i47 L 720 T1 mapping & MOLLI 02 TH#ef§ U O 28 NGk 1 Al 1% <
AT L 720

Wik PAHEE TIX. EEROAE THHEIZIEFHRA LKL TCEMETH 72 (K=, 1331 = 92ms vs.
1244 + 43ms, p<0.001; 52, 1364 = 52ms vs. 1217 £ 57ms, p<0.001). A% T1 X FEMiEIRE. BNP
i M LTz, F72/42% T1 41 LVEDVI, LVEF &, £ T11#iZ RVEDVIL, RVEF & ZhZhtf
BLTWZ, SLICEERMNCIIAE TH ISR T L EAROEAA XY POFETFUNHNTTH - 72
(F v X 1.09, p=0.02) -

Kiww c PAH BEICBWTESERVOAREEIR TIEZ R L, LEOVE AN R SN/, FA%
T1 N &S ERE O EAREEE & AHRA L. ML L2 PR PR FTh - 72,

| YIA2 |

BPA (C& 2iEMESXERICH (T 2 MMERSED IEOR2 M
O B Y. Bl 4V, @5 gk, kI &S ma Emx . i o,
BiOARERY. fEI mw Y. KE WY, Zem Y
U E G BR BRI 2 o & — ORISR, Y BN IEBR T gE v 7 — R

[F5] BPA HiE#HEE LT L-MimiEyiiE31x, BPA (2 X A i FE I 2 ik i s 145
WEF S Twiwn,

[75i] 2010 4E 5 H 5 2015 4F 7 A IC#) 1 BPA %47 - 72 CTEPH & @ 9 B, i il 953 o BPA i
HEHE ATV, BPA # 3 # H#£® mPAP 2% 2dmmHg DL F 2 38K L 72 41 JE6 % f# 8T L 720 BPA3 » H#&IC
il L PR E 2 Rk U 72 13 44 (P IRRE ) & Il i3 & fkde L 72 28 44 (MKHihE ) ICB W T BPA KT 3
HEH» S 1ERICBT 5 IMATHEKE, WHO-FC. BNP fili. MRI 2 & % £ 0 REIREE, 6 45 [ 417 (
6MWD). EBi 7568 % 2 BER TR A 10 X 12 L 720

[%5i %] BPA %3 » HE oL E) R, BNP i, WHO-FC. 6MWD (2 2 B CTHEAEZ RO Lo 72,
BPA &% 1 4E#4 b kB & kB T mPAP (19.0 vs. 205 mmHg, p=0.24). PVR (266.0 vs. 299.8 dynesecm?,
p=058). CI (280 vs. v. 243, p=021) ZEDMATEE I A EAE2 RO B o7, BPAKRT 3 7 Ho o 1EBRD
AR DAL R CHEEZ RO R o 720 FMMEPRESREPIEIC X 2 HERRIIRD Lo 72,
(%53 BPA I X D IBIRIEASR — % — F 4 Y BLFIAC T L7z CTEPH J 6 ¢l i 45 35338 2 e 42
IEWRETH - 720



YIAtvar (BEEK)

| YIA3 |
PAH (& T 5/0ER EFRFERRF & & 2 E#E~ — 57— LFI O#%E

O BAE Y, WA 20 i R, A0 AT, A Y,
KA WY, R OMEREY. AT IR
U IR AL = B MRS > & —, ¥ BRI = B b ST+ > 5 —

[B] F7- ey & U CONFERE o EEEASTERE S, FFREREIL A OAEIIBIT 2 EE LR
FHHERFELR->TVE, —F, BUHELOAEICHETI2HEZZLV2D, AOAEE M L THMME%
9 PAH BEITB W COTFE B OF-li % 17 - 720 [J7] #E % CIER BRI MiTX %
Real-time Tissue Elastography % H W 259E - 1A S M. U CIF ML 2 3F i T X 58 LF
index(LFI) # PAH #3#& 36 ] & & IR IS B W CEH L. PAH ORTEILA X2 b (6 55T AR AT EE -
NYHA-FC & 7213 MATEREOEAL ) & OBE % Mead L7zo [HE] PAH B LET IR X ) A =ZICHEE
R UM Lo T 2 )2 L 72 (1.24 = 034 vs 091 = 023:p<0.01)o F 724 N> FH3584: L7 PAH &%
Tl baseline ® LFI A & 128 < (158 = 022 vs 1.08 = 0.17:p<0.01). LFI=129% 4 v v+ 7,35 &4
AR NI B R 100%/ BEELEE 85.2% T HITTRETdH - 72 (AUC=0.97), [#i#k] PAH 2B W TEMESO
AT X BIHRMAL DA L v N REATHIRE S, LFL I PAH O 72 % T % T HEREE & 7 2 0l GEPE2S
AN 2 WA

YIA4
HESEMELZRBL /-iaEEDEEEL  DHEEODFEMH
O BEY, BB E2Y, WE 2V N HAREY, E% &Y. Bl HiE .
R Y, ' gV
TR R R S b IR AR, Y TR R e S F SR b s i L A e

i

¥

[HRY] Wil T 5 B M R 3 S B A, Z OB %2 WE L 222813 % o ESC/ERS
MEIMEIE A A B4 YTk, BREREOFHRLENROZE TV A03H 5 COPD OF7— 7 I2HD X,
BIRIMAEZESE (Pa0,) 60mmHg Al TOBRMBIME ZHEIE L TV Do TR A IHREIR AL o HEHE i & i
JEHE D TN T Th A RAHIRMBE DT (Pv0,) (2 H L. i MUE R0 0 G B 2 Mat L7z,
[751:] 1983 4E20 5 2017 4RI B BE T 7% o 724504 7 — 7 VIRAE 1699 E %2 %15 & L. PaO, & PvO, @il
SRR A 5 PvO, 35mmHg IZH 249 5% PaO, # 5 L. PvO, ICHE % 5 2 2N T2 HaT L 7ze [#4]
PaO, .0t (CI) 4. L7z PvO, OBUERTF TH Y. PvO, 35mmHg IZH 247 % PaO, &, K
Cl (<25L/min/m® #£T77mmHg. & CI BT 57mmHg T®H - 720 MiBh IR EM & MU, 122k e 284
PENR & MR e, MR B9 T ¥ 7 7 )V — FIAT T b MBS, & CIBETid PvO, 35mmHg (M 4§ %
Pa0, 75 CLEE & leEh o 720 [Ram] K CLBE TIZHIRMSIE % 2 BT 5 7201213 £ 1 B\ Pa0, 254
BThH Y., TohBERES L OANEE B S DI IEREOSEY R L BETH 5,



YIAtyIar (EmR)

| YIA5
A =2 JIC Kk 3RS MERE/A#E Celastramycin DR

O 8, il Ak, i . K #E—.

i K, Abdul Hai Mohammad Siddique. Md. Elias Al-Mamun. &4 E—HR,
A IEE. T %W

FAL R A 2R R 2 R WF FE R

5 M ARVERG B (PAHD) 1. BEHAR -1 A A HE (PASMC) OS5 1l & 7 R b — ¥ AIPUPE 2%
MThbH, MBEIREIIC X LLHBHBEZTTERALWPAHERZ DL ., FiBlEREEORBILE
N5,

JikE e RER 2 IR RFCED T A 75 ) — X ) PAH W T 2 EHERIER L2, — kA2 ) —
= v 7" Tl%. High Throughput screening {2 & 9, PAH BEHHFE D PASMC (PAH-PASMC) % 5562 L&
WCH#E L, D MBEE A PG L 72 SOb &M 2 EIR Lz ZRAZ ) —= v 7Tt MRS, 7
7Yy =T vk A, EERGERB 4T, PAH-PASMC O a5 2 0 L, & » fHRIEHR PASMC
WZHRWEE R R 2w, RIBECHR LAY S M EZ A L7, 209 b, celstramycin (CEL) 12914
SEMER. PURBALIERT. X b NV 7HRECGEIEI 278 L7z CEL 2 KM RFZ M S ERE~ 7 A, €/
rya g VEEMEMERE S v ~. Hypoxia/SU5416 7N S MLESRE 5 » MCHS5-3 5 & BisiiE
DYEEEDT=,

Minm o A2 ALEWA 2 ) —= v 712X ) PAH-PASMC Oflifatdsm 2 sl 25w R L. &5
VI L S B 7OV BN T # DRI RS S Tz,

| YIAG

S MmESE(C$H T D CD44 variant isoform DREEER AN DR 5

Okt w0 V. (E8 ool VL R MRS DL e UL B RE. IR EAY,
PO 2se Vs i FATY, R Y
VB FH R TR IREPIRE, Y BSOS PR SR SRR TS R

5 N I 3EdE (EndMT) (ZBFBIR TR & MUESE (PAH) O REDO R ICE S L TW A A, FRREfE D X
B = AN OWTIIRH I N T vy, CD44variant isoform(CD44v) &, vy I V- Y AF Y bT V7
AR—%— (xCT) ZREASE, MBANZ VY F+ LNV 2FI# L, NS & OCEE 2T 5,
FEROHRER o geta Tld. PAH B ONHBINRE A A IKIC CD44v DFEBIAFRD S, IHED a SMA
B PRI 0 —ERZ CD44v 2338 L. xCT & HLEH L Tz, & MEIRN A (HPAEC) 12, TNF o IL-1
f TGF BI2X 5> TCEndMT %2#%E 35 &, CD4dv o 5H b FH L72o FACS Tl. EndMT OFHFEIZfE
W CD44v ' xCT™ Ml As84)m L 72o xCT inhibitor TH A ANV T 735 T &I12X ) CD44v xCT" M IZ 3K
AL 720 SRSF1 KO3 1d CD44v 5B % i L Tw 525 SRSF1 K3 D/ v 27 %% %, EndMT I
X % CD44vCT Ml D 5Bl % X F & & 725 Sugen/hypoxia € 7NV~ 7 A TONi D CD44v D BLIL.
PAH O E WM L 720 ANV 7 7% 7 ¥ V4513, MimilE 2 3% L7z #am  EndMT 2 X %
HPAEC @ CD44v %8 EAH I, PAHOIME ) €57 Y 7Bl 54. AV 7 735 ik, PAH O
7o Bl e LTI s D,
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YIAtyIar (EmR)

| YIA7 |
BN BRAE RS I AE % SR 7= & TBX4 IEF DERIHEMIT

OFH HiY WHE 8™, bl —# Y s B0 b Bk, R B
VB FAR I NR 7 BRI v 8 —, Y R TR BN

[#5] E4E. WekoBEhIRMENM & EARE (PAH) B TGN T TBX4 O M5 T2 RAHE S iz,
TBX4 ORI T A METE R, BAABZICBIF2ERL A TH S, [HEE] Frst: Fiktk PAH
5B G e L, TBX4 @iz ToeT s v v B X O EHEIBROE IR %2 JuE Lz, Bl S h/zmy 21t
DI BHARNT VIVEREE 1% K 2 95 028 Sl & LB asiiia 2 v CRBE 2 AT L 720 [RS8 1 (4%)
THBIRRER L E 2 SN LB ELE RO VISTA T J AN AZ ) —=v 70 FE%2FA L T,
TBX4 78 FGF10 O Hl MBI EHEHE L TG 2 b2 2 L 2 WHOMIC L2, I ALV ALER
¢.376C>T (pRI26C) & 7L — A Y7 MR 768 769insA (p.L257T, £s*128) DI TIX, FhENLHEE
F10 DNA ¥ &8 BN RFEREDME T LB AR E ShTwio 27 v Vo —HIE#E# c.282-1G>A
DOBITIE, mRNA FHE O TR S N ze [Kieh] TBX4 Bz FOMRERAMAERIZL ) Tiwo
FGF10 0z E A E S, PAH BHAET 50 FHFE 20D TR E N,

| YIA8 |
82 BIFEMEEIC 51 2 s EERSEETERNE

Ol KPR WY B=F Y. A %72 A Y. ki FHk Y,
it N 1 SN e SN /3 11 I

RIDN [ N o N e o= 5 = O 2= R e Nl N 1 Ny N o Ve = v i o = e o
DRBERFEF v VSR T A TR v 5 —

50 55 2 BEMN S MUEAERE B (PH-LHD) \BUF 2 BiEs LE B S (2 T AR OERIIRZAHTH 5 .
FHidxwgid, BB TET 7V — ARENT R T 0 T — 7 OVERASC PH-LHD & #2 L 72 NICMS80 1 . BE
1B = A E BE SE 3 fx T (ACVRL1L,BMPR2,CAV1,ENG, SMADY) L @ [F] 25 & #2728 5 DAL o 75 A 25
(MAF<0.005) % potentially pathogenic variant (PPV) & €3 L 7.

K PPV 11IERNICEESD (PPV(+) BE) L 5RO Ao 78R L, BEAN OO e 5K 5 f 7 B3R R0 VT
B O L EERIN R LI 2 RO Lo 728, DIEZ WHAERIK 2 - 72 (309 + 94 vs. 404 + 150 %,
p<0.05) . 72 PH-LHD & ZBWriE o> 34 il Bl AR =2 il A5 KT IS 2213 58D 70 02 o 72 PPV(+) BE L, LFE
ZWi7r S PHLHD Wi h s T TOBMIZEL (21 = 27 vs. 5.3 = 55 4E, p=0.03) , FELOALETRER
DI - EZH AN LT OHE LVAD) 2% b B 5 - 72 (log rank p<001) LVAD 2% 54 BIIZFR 5 &,
PPV(+) # (n=9) &, MEOLEHBIGERZERS 7213 14 H U Lo FHEROEO MRS K1 o 72 (222
vs. 57.7%, p<0.05) .

el o M v OO S P L5 TS S A 2 BRI W IR % 2297 NICM D FRIRFR BB L T v A W REME 2R
Bz,
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EFAT 7 LR

BEFMIENESHEOLE L REDRE

O 9]
ALHRAEPE AT BRI - ISR

D P s T S VS B B IR IS B U B M1, 1987 4R IR A U E i TR A VEAS Grflikm | FRACHE
e EHE TR X N6 - HE - ST ST 52 VR ABRNTH A S, 1999 FEIZ K70
AT ) =R T 7 A ASE SN L AE (RN S e O & BREIC, 2 LT 2005 4E A S 1Bl ENIR T
Wi M AE (PAH) (29 2 B xh A2 e R RHREN R A LR TED LI 2o 2720, BERME
PAH~OMLIEE T 0 IBERLE PAH OZMRIE LA LIBHTHED UM X btk Lz — . K3tk
PAH & R TRBIERME PAH TRIBETFEDNL o T2 2 & h 5 BIGEVE I 5 MU 5E 0 9 5 0 2 BME e 4
MEVE2SERARE S A0, BB IRUR PRI S ML E T B E 2 S W & WA A EE 2 2 L SRR I N, E 0
%O EBTFHE FO DXL PAH GHIE R GOEIIHISE ORI 2 RS A STV T, 0 H K
PHEFTELHRELAOND X912 o720 BAETIE BEGHYE PAH O B WY X 7 B, 2 L TH—
¥ —F5 4 v EFEAEE PH ST A5 ADTEMEIC S LA ) IChoTEe ZOMLEEMD
WENERT S22, SNEFTOPAHDERD LICHEINTELBERI AT AN, F—F—54
VELGEHEEPH 2SR LBEY AT AOWENLELE RS H, Tabb, TORMO, FREAR
OGN B L OCEIEEZBW O, TROZ2FH L THBEAMAZIEMT 5 2 DL ETH S,

Fib & 8 (= K B — 3@l Bh A 14 firb /3 I FE A 0D — B

Oftig #E2B, T 280, &t #1 1 oA PR 7, i .
HIE 5T
PR BRI R B 16 BR e

43 P 2017 4E 7 H T AU 5 5 555 O T A AT TP - WAl - SR % 52, 3 055 DK
THERII LS L7z BB THER X MR 2479 & BT ISR S e o 720 7 H 23 BRI AR
THAMEIE - PP - ARBY A2 520D, ATEAFEH% S 7z O o — MIBRAE THORTIT R 2 380,
filb A 7 — 7 VBRA T ENIRE 38mmHg & @i % 386 720 NICE 3858 1 o) i Bl IR i v&5 10 i
ARNONEE ] RV kw1 -3 BRI A B

MR TH o 72460 A 7 — 7 VA Tl ZEE o MiBhIRE 3% 8PN T, B FI90B) IR E
30mmHg & I ERTH o 720 Ml > > F LR CThlimMERE DK & 2 ) 9 2T i 2580 7%
Do 720 RFESG- O A THIEIMEAEA T LCTHB O Ml 58565 1 & 2 — 8 PRI E)IR L & U AE & 35
U720 HEFEVERG MU0 109 2 BRI IIME . SN TB 53 AER TI3 B AR I TRl LT o B3
i 2 o 72720, FEYREIATHOTICRBBIE 2TV BUE S THSIIEEO PR Z B L TW»b,
Jili ML L K 2 — Rl B DR Al s ML D — B 2 R ER L 72720, WS T %o
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|_Ri-2 |
SHMTYFY b —F RS BERBRMIHELEED 1 5]

OREF FLF D, WE SR, M Y R 75
U R 2K B 2 BRI K 20 PR

JEFIE 21 et HUIRBRFEAN £ 0 HURBRASAEAR FAEIC T X 4E 10 H 20 HIC ABE. ABEfRIC A 7 1 —EHiE
BEREZ R0, WEOMELEGVETY) 7~ b —F A (SLE) £ 2. 7L F=va > OWNRI;EIEE %o 720
TR Z D, LTI —ICTERAMFTFEAED FA 665mmHg) & AEILAKZED2720, 11 H 30
HIZHOA T — T VIREZ T L7z & 2 A, FHIEIIRIE (mPAP) 1X 55mmHg & &ETaH Y. SLE (21
I MBI ARPENG B MERE & B W L7z FT7 ¥ I VG FTY ST 740, <3705 VONR. PLTEZX
FENVOEGERG LA, 12 1 HARBIZOHEIEIREE 20, 5 HEOREA.OHiHDEEIC L 28
AR L7z, M/MGRAD % 580, MEMER/NIE R E D SED I, MRS IT- 720 EOBMENIRTE X4
TUFPCREE S S Ly 12 H 21 HIC AT 2 Bl L 720 L 78 A F=)Vid 40ng F Tl L T\ 7z
A MIHHOEHIZE L WERTH o772, ELFISFZONREZRIGEL L 70 AF = VIRl T
L7z THROAELY T —T VHRAETH mPAPIImmHg L ETH ) FBIXRIFTH o 720 4Slul, i
7R RE % 5 U IRHEICHERR L 72 SLE 12 X 2 IS RPEN & MUEAE O 1 B 2 fER L 72729, i3 %,

| R2-1
HIV B8R = I EfE D EEFIE IR~ Riociguat BV Selexipag NDE zh1%E
ORI Y, & A ?, EeE Bme®, A8 @Y | -2 R MY,
fwm m—Y
D SRS L > & — B IIER, RS SE £ >~ 4 — ACC,
D ERS BRI v 4 — BRRE L v v —, ¥ BRI IR B R

FERF] 56 ek, EFR PP A e, BLRIEE 200x 4 1 H 2 5 S5 ERE ISR R 8 %2 F 3. HIV EGSEIC T 7 +
O —rh, FERBED 720 5 JICEREIE 2 2%, LB & T TRPG 4 59.8mmHg. iAo
D-type compression % 72, 6 HFEAH K TARL, BEAE :198x 4E12 HIV EAYE. 199x 4E 2R, A&
TEIE PSS, B 15 AR /day x 20 4F,

HIV EHE P b £ L 23 (ART) OMESIC L ) PHRIYGE L, SHRIEGYERE ORI
HIV (2 B35 2 /MU Rl i ML | X S R B2 £ £ 2 5N bo ART 2*PAHICAMTH S &)
HEIERZ VA HIV 74 VAEZER IS EBREL &), PAHIZOWTH ZHIEH PAH iB#
& ART € BNPmax(1400pg/ml), CD4, RNA-Virus & % H %12 TRPGmax(120) - CMR 2 & % &4l T A #
% 8AE & v ) FEEEIEE T & TV 5 HIV B B I 2 WEAE AR 2 Tt LB A OMGT 2 47> Tw»
72o The RESPITE Study % %% 2 PDE5SI @ Tadarafil 40mg % Riociguat 3 ~ 6 mg (Z#i## L. Beraprost
180 u g 2% 2 T Selexipag = W38 L 1.6mg ¥ THi{& L. BNP 146 — 37pg/ml TRPG 116.1 — 66.2mmHg
FCUE L7z. 41k PAH BEIZH LA AN informed choice THEH S Z2 g T 5o



EFAT 7 LR

|_R2-2_|
B R V1 S BRI AE (KBNS BEAE & & L 7=— B

OFME il kah Bez . P gEY i w0 A oY, RIE He Y
VORI IEBIR R, Y R BRSO B R I A AR IREARPIR

SEBIE 79 1%, V. 69 itRE I B2 BRR ALY 4 By Pk 5 Bz A & 55 S M7z . 78 ik E I NYHA class T O/0A
SHEIRASHE | OB PRSI T RENRFASAHE (Vmax 3.16 m/s) EMliE TS (TR-PG 63 mmHg) %
B 7z BUAEIZIZ NYHA class I & BEAL , KEJRFHRZ2E OB E (Vmax 3.78 m/s), Hili & I E O AL (TR-
PG 88 mmHg) ##D72. HL7h 7 —F VEAE T, MBRE 100/36 61) mmHg, ¥ EIIREEAE 13
mmHg, LR 293 L/min THh - 72 . KEYIRFAIAE & BBIEGHE IS D IEEYIRVEN S IMLERE & W) HED A
ELHMEWTONZEEDEIL TV D . EWERE TN IERIEIC X 2 MKE R & S, KEIR
FEARAERENZ T A BRI A S K E Rfafz 9 | SmBE S E 9 B IRYEM & T 5E (SSc-PAH) Dif
FL, MEER7C T T KA R F 26 LGl 2 LB 03H 5 . AREGI OGRS #H % 8 U T, SSc-PAH
BT FHEBERFIZOVTOHERLW.

|_R3-1_|

ERMPIRFEIRS v > MMIX L O/ IIVERZHITL 7= POPH O—
OFH k. I W0, =% 4k, ML W AW B IH A,
KABE UL W R R ORE BR A
e BN — bt > 7 — PEBRER AL

57 Mo 30 AERTICIAE. 2014 4E MR & AERFEIR~D ¥ v > b & §8¥H, TRPG47mmHg & &1 b KKt
2015 4 I R B AS B, 2016 4F Sk REYIR 8 C U BER) 5. ABt. BRFEAUAIEE 88%. FHM A LAM AT
REEDZ CTTMHDO Y v ¥ PRIFEEZ /R 3 AT A, MBIk b 2o 3. RAIOmmHg.
mPA50mmHg. Pewl4mmHg, ZPEIE SR IZ B, CI2.87L/min/m* £ T L PVRI6WU & @i T
& 0 MiFE R ORI D v EHW . FEIRERZ 7mmHg & E5A.. POPH & #W#i. DIC, A 7u—¥
KEERE 2 PR3 2 D ORAFIYIIEE COGE. 43 90 HITBPE, 5D v FIXIER. ik > ¥ F 33RO KI & 4%
FOLED D 1A HBICHAR. ¥¥ 7% 2 10mg. #5574 )V 40mg, X770 A b 240 u g H A,
24 £ 12 & NYHA T, 6 45 [ 2~ 17 B B 503m. NTproBNP316pg/ml. RA5S5mmHg. mPA23mmHg.
CI35L/min/m’. PVR2IWU & &3 % 7830 = #I0F SR W G R AH &) & FIWT. & & 7 oIk, AT By
Z HEZMIRARIEER > v » Mt L a4 VERZ 1T, 1 7 HHZ Ol TR 66 — 12 u mol/l. 7~
E=T7 73250 p g/dl LK TF D720 CPX IZBWTH Peak VO2/W 1 18 = 21.6ml/kg/min & &3 L
Tz, LW ERZZOTHET 5,



EFAT 7 LR

P72 AMRZE % &6 L 7= CTEPH (C%49 % BPA £I(C Sepsis & & > 7=—i

O/FF moA BB s, AN S B SR, S Wie. e BERLG
BA EHET mH %8 dk B A Rz, 1 Z—
BT SRS PR DB - MR - v ML PR

SEFNE 77 . X9 4, BRI 2 30 L it B G, X-3 4F CTEPH O Wi T BPA2 v ¥ 3
YHiAT. X-2 EICHEBEE H WM. X-14E 5 AICEMEN SR 2 30E L REWGE., PuBtERE~HM L. 6 A
WZBRE. 4L X 41 H BPA HIIZ AR, Maio45.04 77— 7 )V CTld mPAP 32mmHg.PVR 52WU T& -
720 Bl Xt X A MHEINRIC KT L BPA MidT. #ite® CT T 22N Z %2 326 72, 7 H D& I Fs 2
L SRS DF M % 1 57-% 788 Sepsis & o7z, MERWIZBEETSH ). BEPER AWM S, PUAEARTF
ZHME U720 Sepsis ZB L7z 0DBE 20, didEHloRAES 205 E L,

AIEF OBE & U CTHBIIR MR A B Td o 7230012 350 72 & % 2B IS &g 2 B & L 22 MR 4
ZIELTEBY., ZOMHEEAH BPAIZ X ) M AEE L7272 DWW E DK & it &G %t Z L Sepsis 12
BozbDeE Tz, MROBEIE, FEOEGZ G0 L 72 KA EIIRE B xS 2 M IR R IR
Bahb, LaL. BIfEE T2 BPA BICHIRFTO KGR LIUIEICE > 722 Wy S id (. BE
IR & #2270 A,
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— iz s

EBMAR R BE 21 51105 1T 5 FHAIRLIR C RS IEOE

O BAT. @18 1B, B ASEF. Wk R—. L1 Bk, 2k AR
B R A AR, B B
TR PR RS DR BRAR A

T5t BB % (UC) o R IIIHER O h T, FEOWIRSEN ZERA R H 5. L L, HFED
BIVER & L OB ER 2 EOWMALBEBSA SN T W, i, Wi EEs T 72 28EH E LTIER &SR
TWAHY, HEOMRISRIINTA2EEBRIVS TRV, Sl o4 13 F SRR & /EE5R 2R IE L o
B & MRaT U 7ze iR - MBEsEtE G RN B o UC BE T, 8L 18 AL EWIRL Tw 55
ot 21 JEBI TGS L 720 A5 HE © “FI94EH 45.1 % (1% 15 1), 73 UC MBI 114 4, FHESENR
WIM1Z 606 2 H TH o 720 PP WA ME (sBP) 12 1274mmHg T, LT 2 — T O P393 & i B Ik -
(ePASP) % 19.7mmHg T - 720 R RIGHED 2o A CTHENIRMI M & MBI 2 #5113, sBP(R=0.559,
P=0.004) & ePASP(R=0439, P=0.046) DA Td > 720 ik : HEZWRL T3 UC HZICBWT, HE
PRI B & 3E 2 0 WU W I B IR e OSDG AR LT & ORI %2 38 720 FENIRIC X 0 MR % k5]
REMEASRIZ X 7z,

LIS & T 2 EENFH R MM S MELE (CBY B 1R5
OLIENE SN S VNN I SN 7 N VRN S N SNl ST
VST R - BRNRE, Y BRI Y 4 — TR

(7 5] 8 Bh 78 1 il w25 XL ShE (Ex-PH) (Bl Bl AR i w25 1 S (PAH) O @ & k5% d o & LT
HEANTWED, TOWHIIRENTH 2720, BWEREIIHE L SN TE ST, BRI T itR
TV,

(58 - %52] oF 51356 i (SSc) % FEREHEHIC & © Ex-PHI7 ] (CE394E# 703 + 108 . B2 61, #«
% 15 %1 )o Ex-PH % %¢ i b5 S 35 il ) IR & (MPAP)<20mmHg. & ) B MPAP>30mmHg, 7> (& 8
MPAP- % MPAP)/( BB RELA & - ZFF RO R )>3 L& L. EEhEi s R A L (PAWP)
20mmHg L EOBEE DT 2 BT BEWE. LT o —51E, IEIEEREIC OV THEA ] X 12 HKE L
726

LRIOME CTRIAE L2 RO LIEIX 2 H > 7295, PAWP = 20mmHg B2 B T, IR E B 358
R (E) MKW 2R L7z,

[#%:] ) PAWP<20mmHg ® Ex-PH # T3, AZEILREEEORE ISV EHRB I,
PAWP = 20mmH O# X ), W& ) €57 ¥ 7 &KL Tw A RetkrsE 2 bz,
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OR1-3

ZORBZ B0 U 758 R E B A Eh AR 14 Rif 55 LA O B PR Y451
OMig w0 ORT F2? HlE o HN e, Rl EB Y. B seE Y,
B R RE BV R BT R Y
VSRR BB IER TRBR IR, Y SRR BRSSO SR HURPCHE S A 7 2 SN,
D SRR R R, ORRE AR R S, ARSI B IR BB

G PEMBE (SS) IFLREZ MBI ICAI L PRAR TS 2 WHEMED HE ST A A% 5B E B
ST MR PR i 25 MU SE (SSe-PAH) (2B 2 AR BPHFE D BRI O W TREIAM R G% v Sl HEEICE
V% 25 JEBI D SSc-PAH & IZHB W T, WA GBI Z TDIe'(sep)<6em/s, MR, HEEEL EO
RS L IERBIRAEE, £2230RMECREOVWFh»OEIFEER L, ARBGIHE 1561 &
FEE PR 10 B ORRIR R 2 LWEMGET L 720 PR IEIEG DR & L L Sl T OB o 508 03% <\
BNP Bl TdH o 720 {GHRATOMATENE G 0REE TOAREDMEAME T, MM DT (PVR) 25RETH > 720 il
I DL IE A B A S, WREIZ B W COPIIEIIRE (mPAP) & PVR OUGE 2 R 722, (GHEEZIC
BWTH ARG PHREICHE L T mPAP & PVR PMRRAERICEMH TH o 720 7272 LR, AR
DAE, i) o MOFEREZE LT, G068 & IRE I ICH A Z RO 2D o720 SSc-PAH IZBWT, il
AP EIFGORE L B L, MBI IR CTH - 725 AL YRR E 2 17 9 FATHk,
TR Z RO R WITREMED VRIZ S 7z,

IR 28 RS 5 L FE A | 35 (F 3 BRI D138

Omfs 70 A 20 A WEY, B B2, pil MY, mE Bl
P A

VAR B B RR A MR BE SEAIH % A BT P RR R A TR PR A

) L RS A I ML P 2l

HE] PR B ERE OB IMEA 2 Pl 5 7200 BENGRKE X F 2FHE ST Tuw vy, JTE,
AR BEE & B IIE & OBEAEH S NTB Y. T2 BREIVEMEZEENRE (COPD) 0EHED
G TFRICBOWTEELZRTTHL I EPHMEINTWVS, ShlFkL 13, EREHE BB 2B 5 i
JEGPEOPRME T & L CTORRBOEE I OWTHRE 21T o720 [HEE] i5id. 2006 4E75> 5 2010 £ D[
WY B TR M RE.L T O — & AT LA Az, BVRLPENG % F 7213 COPD H & i f5 386 Bl = 2% Fp I #¢ #%
40mmHg YL E&MliEiie (PH) #EER L7z, ER] IR EBEDH B, 424 (109%) (& M A2
D ONTze BERBAIHERNIX 127 4 (329%) Th o720 BRBOEHIZPHEHEICBWTAEIIEERE TH-
720 WAERMAT CIXHEMEIR (mMRC 247 —)V), BRI, BNP > 18 pg/ml 2l i+ 5 & 5 & B L,
SR BRIFNTICB O THRIG M L2 PR & 22 5 2 EAUR SN2, [#Eam] BERI% I COPD. M1
M REBE BT, MiEmEESIEEZ P LGS 2 L 2R L7,



| OR1-5 |
BALIER & HHITEIE DA BE—FMC OF Ak
"'7-4‘L'\'_A

OFA wH. N BB R fRAv. IR Rk TR L R aE. e et
M se. WOE EEh. ek SHE. T R
HALKRA: PEBR G2

(5] #EEE T BIRINEIEZ 50T 2 EXHMON TV B 25, TN OBETIE, IRIMRAE DS 7
<& B D-dimer 25 EF-LTW5B Z L5 V) it EHE ORI LK EIHE T 5 FH05H 5. RWFZED HIYIL,
EPEEB AP L 2B E R I BT, RO~ — 51— T % Fibrin monomer complex(FMC)
OHeR% % D-dimer & IWBME§2 2 & Th Do [HELERR] 20154 1 H25 2017 42 9 H £ TIX4FTh
HERAT o 7SR B TS 2 50k L 72 82 Bl 2 f RICHET 21T - 72 (63 + 16 k. 1% 57 B (70%) ) -
Gt U7 EENE S (IR R 24 61 (29%). MEHESS 16 B0 (20%). T =48 1461 (17%) &l NFF R NE 5
DHFEDTE o T2 WIphe & B 1 AR %2 D-dimer & FMC O 2 illl€ L7z 24 Bl Tix. Hi2iE
WHHIRBRICABERE T 2 A L Oz (D-dimer :11[621] 75 6[3,8] 1 g/dl. FMC 7[3,53] 25 4[3,5] 1 g/dl.
12 P<005)s LA L. D-dimer ¥ 1 B b EREF TIEHMEU ETH > 720123 L. FMC 1 87.5% TIE
WA T L Cwize [RERE] EMEES IS A BE L 72 EAAERNIC B VT, FMC IXIBFERBEHR R 5
T ZRL, PUBEREOMRH EICEHTH T REMED D 5.

| OR1-6 |
FACREY 2 UL OREMEREC S 5 HAMORR

OIERl B, KE  #ib. g R
RRIPNE SV SRR RS R R A R S|

Tt oY AREY 2 i thrombin & Protein C DAL % A U CEFFRERDO A A — FIEH T %
MM REE S 5L S b, LALIE Ma Y REY 2 ¥ EHifEREIEDOFEICOW T
B ORISR TW RN,

i YBRICBUT A400 T — 7 IVERA 2 JitifT S 7z iie 100 5EB] (B 38 B, SEIGER 689 = 120) @
BEENIRE & BEEMER A A — FICE Db AME~Y—H—, Y KREY 2 ¥, Prothrombin fragment
1+2 (PTF 1+2), total plasminogen activator inhibitor-1 (tPAI-1) & @M I DWW TGRS L 72,

FER SHEFNC B A FIMEIIRE (X 251 + 131 mmHg Tdh - 720 FIHRBIIRT 122 -2 i IR R A &
tPAIL-l & ORICIEOMEAZ D72 ( p =030, p=0.0019. p =027, p=0.031)0 —H TEDOMHMD~Y—H -, D
MENEFED o 72 FHREIIRIE DS 25mmHg LT O# (173 + 43 mmHg) 28T A28 Tld. Fihl
FIRERME b Y RED 2 Y EIEOMBEZ D 5 (Ave. 31 = 1.3 FU/ml, p =043, p=0.0098) — )i T%
DD — 71— & DMBIZFRD o 72,

#EEm MLY% Thrombomodulin (XM E MERE O FRIZIEWEER CHH R NA A ~—h =L %) 9 A5
PEATRIE S 7z,
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L XD NTHER U 4R E AR b s I AE O —B1
OFE SBM. A A WE I N SO SR R L,

HEAR RS w8 HEk SR8 A Rz, HE Z—
BT LR A R B - B - I PR

SEB1E 59 i L e 10 2 HATA 5 @O WHO FCII @ ¥ 2 EFRICHTIE 2 %%, H0hT—TVIZT
mPAP60mmHg, PAWPl4mmHg, CI1.41L/min/m* PVRI3WU T O . iS4 li es fiE 5 & 20 L 72,
LA —IERRYIEDURGYE L & % D35 OB Wi L8 1L 72 S 37 2 OO E D RS . fesetEit
BYRPENG &5 MUTEE & W L7ce BFERG. ¥4 7740 40mg. X7 ¥ % ¥ 10mg DHNk% LG L7225
mPAP5ImmHg, CI2.18L/min/m*. PVRO.6WU T ) X Z LA o7ze TRTT AT — VB AHI
THBEANFEBE L7225 FEAE S 7 — 7 VIS LIWIES R H o 72720, v L X U7 Z2RH L7, K&
ZEWEHNZERD$ 3200 u g $ Tillils L72o mPAP & 50mmHg & Bl TdH - 7245, CliE 294L/min/m”* &
EEHELTBY., HEMEKRSL 6MNWD, BNPEb L TB Y HEBBEE Lzs D% mPAP 1. BBt 1
» H # 12 43mmHg. 3 2* H # 12 34mmHg, 6 2* H # (2 30mmHg ¥ Tt ¥ L. 102 H #% 121X
mPAP26mmHg. CI4.30L/min/m* PVR4.0WU ¥ Ttk L 72,

ENEDMHRBETIEZ L F 837125 5 mPAP O T iE 2mmHg FEETH - 7225, AN Tl mPAP 23
24mmHg L SHF IR T LCTEBY ., BELRIER & Z 2 2720 LN ELE 2L 2 THiET 5.

OR2-2
KMEEEHEBR (UCTD) ICE&H L S mMEED 1 Bl
OB KD, M . mis Fk. B Y. B s g Kz
S Y. kHE Y. BmE M, Bl HzY
VL SRR U < TR T LV — B, 2 TR Bk PR,
DT HEREIC MR DR RE

EBI] 74 etk [323R]) S5 ERETE [BmEE] 2009 4 & 0 MR CRGLRESHEDR (UCTD) O3 WT.
7L F=vuar (PSL) 5mg/day THRBEIZE L T 72, 2016 4E 5 H 6 X Y S5/ER O IR A3 4 I IBL L
7ehs, BT d o 720 2017 4F 5 HISHVEREIPI AL L, 0> echo #45 T TRPG 98.3mmHg & &, M
FEBERRAE T %Kco 59.8% LT L TWwWizo FHOA 7 — T VAT mPAP 37mmHg T& . UCTD I2&BF
L 7Bl B M AE & 35 L 720 SERRBERT R & 0. F 3 iimlk 2wk 352 h¢te L. 2504 F
¥a& (PSL 40mg/day). T ¥ F¥H 20V 2AFE 2 1T L7z, L2 LEEAEP I HCV-RNA Rk 25
L7720, ToaEiisk il cd -7z 70HBOLHLH T — 7 VA Tl mPAP 30mmHg
AT L. SRR I — OB RIFED SN HBA T, S5 BEHEmILE LT, v VYTV
7 v EBME L7z, [£%] UCTD 13 1980 4£ 12 LeRoy S A% L 2 B &Ik O L ¥ hTw b,
UCTD-PH IZRZHEN D% L SR ELE L L2 THRET %,
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ANCA BREME X & 38R (S &6 U F- BB AR fih =5 L AE O — B
O JETUNE VIS RNE S S AN TSN T LN RPN

= R,

U RURS R AR A BE S SRR e R PR BRPR S0, Y RHRR R e R R > A 7 L AR
Y RSB R R e BRI, Y RN R ) v < F - BIFURRRE R,
VA A b

PUF R ERMIIL PR (ANCA) BIE I % (AAV) (& iR B /N i 2 42 3 A BB R PE G 5 i 5E (PAH)
DEFHIHE LB ZBDOBLDATHTH S, FAE. AAV B X OWESAE (SSc) (2&PET 5 PAH ©—
Bl 2 fEBi U720 37 e EFRIE S VEREIFIL R B, e X R B oo iR & MPO-ANCA Btk 589, 4
bz izt Lize FIRORBEmAL, it v o x 7huRBEE. &EAK. R Z 2O, BEMEENEZ 3
BRBLOSSe LWL, MMM % h o720 L2 —T TR-PG 67 mmHg, HARIZLAHAR
DOFEHEZFD, 405 57 —F VT mPAP 34 mmHg, PAWP 2 mmHg T& 0 ki &k B PAH & 2o
HERATOA FTHBELZE S A, EHK. KM, MPO-ANCA Nffildges L7225, L3 — ko
TR-PG I E L aho7ze T TPAHIIK L, RXT TR A M, KLy ¥y, YIVFF 7 4 VEHTGEN
PEHL72E 2 A, TRPGIIEA KT L. 7HEZOLLH T — TV Tid, mPAP 29 mmHg 2K F L 72
BHEIX AT T A4 FIRBRICHIG L7225 PAHIZA T 04 FIEBICHSEFMiMEER2E L2225,
ABNZBWT, BEIX AAV L BHL L 7248, PAH 1 AAV & I3BE-83 SSc LM L7- & # 2 b7z,

FHEARMEIEAE 2 B (NF2 ) ISR U R IEE O —B)

O A BN HE—. W50 WIHA, IDH R 2 il KIE i
il R RE OHEEHEE. TR BIR
Il B PR e p K2 = Hw B Ol s & > & —

FEBNE 44 . =2 1ER L) BWh% B, EER CTHEINE % B Sl shiz, Wk
mPAP38mmHg, PCWP10mmHg, PVR7.02WU O 5if &l M55l &5 U 2 2D 24 4900 U AR S8 12 il o8 DR 14 il
SIUERE (IPAH) & LT L 72,

RIYTUE /T TT 4N/ L FINTOIHIPEH T mPAP26mmHg ¥ T L 2AS BRI IRE
ZIERLL 72 & A b CHEAIREHENE & piRsRiE 2 Fe S N TB 0. KL DA S FEAFEERNE - FhfeHs
MEREIE & 2 ST iz,

PLEO#EEH & phiRHEIESE 2 B (neurofibromatosis type2: NF2) D&tk b L7272 0 BInFHRAE 1T -
720 BMPR2 OZRIIFEO L NF . NF2 OJEH#EIZ T TH % merlin BI5F D Exon2 FRD AT T4 ¥~
T RF—=ERENE Lz, MRRRMEEE AP 2 IEIME I = — 2555 8 - iAW R LK T0 2 5
Z AL M MLERE 2 P S T W 5%, BEAF O s ARSI AE 1 &) (NF1) (26 0F L 7256l o A
TH Y. REFIAMRH O NF 2 124E ) i S MERE O TH 5o B IC café au lait BEE OFT A %
NF1 & 57 ) NF2 3/ Lo Z b2 RBo R L bbb, NI IPAH L2 SN TV S8 fEET
LIRS H ). XMW E 2R Z TS T %0
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| OR2:5 |
OB LA K — 2 R CHEIE % &6 U 7-—8l

ORI i ARE SR, SR M dl 25, K B W s R A
Bk B
7 R EE SR S > 5 — i BB

REB -

63 Kk
B PR Al -

REHEZ W CIFERIN T OHE R S K OTRIRME OB Ml B 2 Fiadil S A1, 20XX 4R 8 A MBeiin & %%,

Lo T — R CI A EG RE R A S FH WA 0K 2 580, Ml e (PH) &8Iy > 7 fA0Ah 7 —
7 IVBAS (RHC) & fif7e WL > > F Tl 242 2 <. RHC (& PI3NliEIRE (mPAP) 18mmHg & PH @
FAEIR T Eo
20XX+1 4FE 9 HEEPHREDE T H Yo Ol MRIJEATL 728 25, (v aAf F—3 ADIFEDFEDN 720
#if T FDG-PET CT.UiERai§ 2 a0, B HCOMEME fifT. [T 572 RHC Tid mPAP 28mmHg
& Bitives il P S & 50 72,

O AERR D S H BN A SR 13 R0 72 2 o 72 & D DF W HEA LT /L2 G880 720 BRARHT R & Lol BR R
PNaf F=Y AEBWL, L F=vur 30mg/ HEXVRMGL, SOHEZERR L A3 BT L 72,
2
WHE LTV, F=2Y ATIIAEEPHA 2 Z BB RF & L TR L AER TR O RO H
T ez, TNz ->THY, Nice 3BT 5 HICHOHEIN Lo IAFERMLISIELRES L Ol
I % A B U 72 2 DB RBRIRPE YV 3 A F— 3 2D —Bl &35 L7272, STk & 23 %,

| OR2:6_

ST (< 5% L 7= MR KO CpC-PH O 1 B
O%% 8T BT F— T Bk S0 M. B¥ A WH K,
feks S NEE FLUL BERT B
R i (B L PO

FEBL 84 etk MREOBWEOAEDIZOUFABEE % o 72, DAL b S MU (PH) 255847 L.
WBEORRY = — 7 L VIEGEREISHI, .05 75— 7 )V T PCWP16mmHg, meanPA37mmHg & 4
J ST P I ) R PRl s ML S DBl & L7z, BEifiHEE 2 G0 L TB Y, ERD BN D, v 7% v
#3 A L meanPA25mmHg L & L7, ZOHRPHPSWEL, #5574 VZ2BINT 4 b ILILEkKRL o 72
DRRBEREE, XF 7T 2 b NaBhz & Ve Lz L LOBEHETRIME EAIC X 5 CSI OOLAEZEEH
DHRIET A L9 127% ) FABE. PCWP>15mmHg. Uik MRI TULFHIEDHT AAH ) . O BA IO
TV CpC-PH % 5k-72. <7 v % VHAILE L72ASPHE, X702 b Na#iAc L2825, PH
RO REOAEZ RIS TREBEGE 2o/ ThEME2ETA2EMOESTT S LHEL, BAER
PCWP12mmHg. meanPA23mmHg. NYHA2 ORBECTAGE L Twb. EFE,. HEWEOME 35 PHE
BIASEEM L CB Y. AREFTIIMIMAEILEREIC X D OAEsEE S, MERME. 20O RREIEED N
T v ARER L IEHIERRCHER: U7e. JEAI IPAH % HFpEF-PH 238 L C & 728LkAH . STk
MEZED 5L OMET 5.
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OR3-1

BIALARE (S D PTTM D 1 FEF]

OFIN »8Y Y, Bk £/, A BZY & WHEY &E AEY. BE O BEAY.
MR FEd?, g E%°5, mEs wn Y
D K BE S0 IG5 - B - MBS R, Y I KR SR R R b W R 2 - B - ABAEALEL,
O F K 3R b I s 5 o PR

PTTM Ol BB 55 ik PRSI e ) VS BY IR O f/ N5 264412 & 0 I SS IUE % 2R 9% REC 2 I IR
M k2L, 2 REMHTIEET 5, CT WA Y ~ F THE 2 RBE LN 5460 H 575
% TR TOMEZIE 5. BRTOMENRDEL (. BERERLAL A B 2 & ORE ToHE
(& % HSHIVIRIE TOME I o FEBNZ 67 OB, B IR cT3NIMI stageD2 @728 GnRH 7
YH TR MHBIEE 7 B o PAER ORGREIZE O FDG-PET M THEANDEER & By, BE Lo EAL,
M/INBEA % 3280 BB KR Sro T 2 — T TRPG50mmHg & 5, &% CT THiBghlIk P MARHT /oo
&, MEIZAY I A ERO PTTM il o7z AboH T —T W2 L) PCWP $RILZ 1T 9 2F class
2 THBWHZ O, bR & PUBe e 2 fifT L C— B ISR C ) 2 9 (b 4 7 — )V H
WCAD . PRI R A, 5 H © TRPG I WIC LA LKIR S N7z FREEE cHAlY 2 PTTM T i %
3720 BEIXEMELY CEA OFEMEE 2 L. HIMROFIZRE - FBHIRNOESHEED CEA BYETH > 720 il
VR E LIRS TH Y. SROBI - HEEE 2 S L THRIREWIER & EbhiET %,

%3 MBI ARILRIES TRWi L 7= PTTM (< & 2 B lE O —Bl

OZR &Y Fm Bz Bk #Y &m0 HAY RmE WY, o wm
K% e BA FEY MR BT o #we?

U OKBER SRS RO ERE WP - SeagpaRlar, ¥ KIRENEA A & > 5 — BB PIE

Y ORBR SR AT ER IR

BEBI] 63 sk

[(BIE] 20XX-2 4RI /A B Eh s 56 o 7L A} Paget i Stage [IL O Z Wi CHLARNES YRR - BAES#&Y » 3
H RIS AN M OV 8 0) 2SO AR IE R & 52U T 720 20X X1 4E 12 H D S EMASHEL L, R0 N 3 2 B
T5 LI o720 20XX 4E 3 HMHERDP2HITEAL L2720, YBEISHERS SNz, FW KRR M
SE L MR IMLE 27 ) — € % K7 LR OBCHEE) T I N LIRS A2 1T - 720 5 CT M <. i
BERIEDF RIZAD L h o 72, 8 2% HIZ Swan-Ganz 7 7 — T IV & A S CTWH[ L 72Kl Bk i oo #i
fais % AT U725 3 B AT IR 23k i & 11 pulmonary tumor thrombotic microangiopathy (PTTM) & fi§
EZWI U720 NOWAIZ X BRI Z L. ESMHIIT SN e SHEFE CITIBIIRN IS 2 B o E S
FEReZ RO, FLEI Paget il X 5 PTTM &2 L7z,

[(£52] 2WUCHETT BIPFAS RS IEOEN & LT PTTM 2483 5080 H 5. $72. PTTM
BIDZ% { HERNC K B BWi 72725, AIEFI O X 5 IHEIIRIMMIZES %2 H v 2 S AR Riic A Th 5.
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| OR3:3 |
IRTART/ —VESRICERLEEOHEAE B 15

O 280, kg i ik ¥ Rk 7 6H H0ai
IR AR TR IS i e PR AR

SEBNE 22 B M. 2012 4E X ) SERF O BN % 320 B X ) 127 1) 3 BE CHEFS PR IG Bh IRV I s U S & 3
Wr X7z ZDREONFIGMBEIRE mPAP & 83mmHg TH YV NIk E Ll RTa X5 ) —)L (EPO) D
Frft i 2 B S iz R4 2320 7251 2015 4E 5 H121d mPA5S0, 0T I —TAE M [IVS) 1%
18mm & M TH K Z 2o, 2016 4F 9 H 1213 IVS29mm. #EE (PW)17mm T - 720 2016 4E6 H X 1
CRP 5B 2%k LT PSLy 2016 4E 12 A 12 mPA39 TEPO 2*5 ML 70 A5 4 =—)V (TRP) ®Oif#IEIC
ZHE L, ZOREIVS2l, PW16mm T - 720 AL OH O KIZE 4 1A L. 2017 45 10 H ® mPA26.
2018 4 2 1213 IVS9mm. PW8mm & (3(F EPO BIMGHT DIRE L 72 5720 EPOIC X % L b 2 E W/
KO K % 2D, PSL % EPO 75 TRP ~NOEH CTUY i L7z &% 2 DD THi 22 iE B 2 #28k L 72 O T
595,

| OR3-4 |

AT 6 7577 U /- PIRETUESE (£ 5 B AR AT S IMERED 1 51
OFH MM, AT Fiz. 00 AR RE ECE MR WO R BE HGE,
PO R R L OAK W
UK AR AA TR PR ER S B

FEFNE A7 B, C RFARZS I Uy FFRBAEH IS S BEfIr & o 720 Bl 7 — 7 VERARIZ T, mPAP
39 mmHg, PVR 4.6 AL & Sl 2 580, SHRA X 0 FIIRE TTAERE (2P - Mli Bl R 14 il o35 0 e & 20 L 72
PGI2 ¥l , 7 74N, 770ty &l L. mPAP 32 mmHg, PVR 19 HiA7 ¥ Toss L.
AR RAIAR S HEAT S L7z BRI 2 » Hi2121Z. ¥ %9 7 4 VAR FIC mPAP 28 mmHg, PVR 2.0 H.f
FCYHEERD TR, 2 4E%I121E mPAP 31 mmHg, PVR 4.3 HAy & AL % R 70 BRI TRHT
I CEUBEFROERZ RO, LISAY L/ VKRATELVZRHBL, MSMEEICHLTEFFAI Y b
DEMZAT > 720 AT A I ZIF AR D Wl & LT O FRAT % 728 72 PIIRIE JTAERE W2 A 2 I S IR P i 5 L
D 1ER ZREEBR L, TOHBFEEEZ Z ZICHET 5,
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| OR3:5 |
& RBSEM BRI ~ SRR RIEX A= XL

OKF W0, Ml #L2, el —R. he %l bR T e
WA R e —=Y
VAeHER A VR T Y AL R R BE DR AT e e B A M e PR

T AT i A R 2 Pl 5 OO0 SRR 5 D T A ol & FERERR P 1 B 3 2 FRAEFEBRAE R IZ O W T T %0 30 %At
DEEERIG S IEFE O BRI R #E % R 2 . B C IPAH & 3k, XF 71 X b OBIEFRICY
FHIHB Ao R OB EIRIE 12 48 mmHg TH - 7225 X572 A 120 u g DR 3 2 HHICIX 17
mmHg T T, "I 78X bHHGEEL L CTIEEESBIN T, HEFEH 2 RBER T2 25, 11
WOHFELENL TB AP L7, HEOEIUITIEL, Z0%XT T A ML Twa AT
PH O v HEOEIERZWHSIT 720, T v MEEBKBIREA (NE>%) ZHw
THGES L7z ACh 2 X 2 WA ostbdR SO L, HERZDERSTH % Indigo DEILE I X - T,
BB &Nz —J NO FF—THr=ra 7Ny FF M) a2k 3 sGC R & A L 72tk SO
BT FZNVBY 7 5 —BiHMLETH B 7+ VAT VIZEBMEGIE. FREEEL 2T hh o7,
DLEofERES» S, HEPIZE N5 Indigo A5 MENEEEZ AL T, KA (NO KFME) ok
KIsZHH L Twb &2 S5Nhi,

| OR36_
EE#QIRTORT / — VAR &Y iiKIE% 857 IPAH O 1 5]

Ofgit # TN »B0. Fhi 2B, 51 Hwa R 55, kik Mt
AR B 16 B2

AR o B, R RIE 2 BRI L E & B S T 34 . BTG S T— T IVIRAE T,
IEIIRE PAP79/25 (40) mmHg. “F¥4AERE (mRAP) 25mmHg & £5/.0A4 % £E 9 A& B il & LE 5 %
BLTW, 974 VHIREZEAL, TRFT X5/ — )V (EPO) #Hhi iz L7 2 AT, B&
HEWR Q7H) Lol ERIZTYTU Yy yEBENL EPO 28R L TWizA, EREHIETE
Wl 72 Wi A % 30 720 R H S Wik ZERE (PVOD) 23EHETE o 7272, EPO ik & L,
AT A K2V 2 E 4T o 720 MiKEOSFERIZ, PVOD & LCTHSETORMBEZ kK L TWizds, #Efx
T4 T BMPRIL IR FHETH D £72. TOHOMAT PVOD ITHHIN 2 AT WA Z L w2 &b,
TEZW O 72D OMAABS LI LR L7z AO0h T —T7 VEFLHRAE L, EPO OFd 512 Xk A Hik
[ DFEFE R T AT > 72 DM KB EFED e o 72720, FE EPO B ZE AL, BRIF2EREEEZE SR
TWb, FEMO EPO BRI, HiliZKE % ok L7z IPAH fES %2 53 %
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— iz s

OR4-1

NZ 70O PERSOFERICER L L X 2 1NT OFMEDKRE
O #ieT ", Hm #ED, mE fEY. & E-m wB sy
U T HERFRE IR IR PRI, Y TR B s e L e PR 2 5 e

[(F5H] ELF IR T7@BROATOREHA 20 VZRHEBET, HEHLE, XTTTR 25080
AT AIME ISR [HE] ¥V F 8T 28A L7 20 PO ERELE, GO0 T —T ViRkx
BmfETT L7z 9FER (RXF7a X M50 E 2 72 transitioned B 4 B, Z DMl add on # 5 #) DI TE)
ARG L 720 [RSH] ZetE 18 B, Bk 2 6. 4E#RIE 50.7 + 190 i, AEHLIC X ki3 6 Fl,
281725720 ki B HNIE R 2 B, JHALEHER 2 B, BEBANERER 1 B, d95 1B AR 1. I
WARREIEAL 1 6172 5 720 EBDELEEFIT, XS T A v L F 87 ZFEEHIEH L2263 D 72,
Y L & 2T o513 transitioned # 1640 g, add on #1967 ug 725720 BMAFIHZTHH L D
EIEMEIIRE 1 Z 2 b 22 Ao 7228 (+1.5mmHg. +08mmHg). M4 #PTid transitioned # +61.75dyne -
sec * cm-5. add on & -50.725dyne - sec - cm-5 & add on BETWH MM - 720 [Hidw] L F I 872k
DR 7a A IERGH TS KPIASGE T 2 WHEED S 5 o

PAH (X BUASTFT b, v T2 BHAEE
OftiE 2B, FIE # 7w 280, il #ET7. gk 15
PRI S B IR BB PR

(H1y] GG IR R & MU 0 2 )+ 3 77 by Y7 v 8 v RGO $ % Mgt

[778:] 12 Bl PAH (50[46, 61]y/0, male/female [3/ 9], 4FF&ME 8, CTD: 3, A 1) IZHifT . &£HHNL 5 =
4 H ORI 88 = 129 HERIZA LA 7o Wilcoxon fEAT % i .

[ %] mPAP (& 4738, 56] #* 5 33[30, 43] mmHg, p<0.001 ~#, PVR ¥ 130[7.6, 15] to 6.0[34, 84])
Wood Units, p<0.001 ~cg# L 7= .

[F5am] FE PAHISHT AU AL 7T b VT 0¥ VRIBHE AR TH - 77
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W MEEICX T 5 B ENEOTFRYEDROER

Ot ety A R—I8 HA 3. B B’ IR PRk Kk F ER g,
b JROKEB. e AHE. EH O @ TIORY
HALKRA: PEBR G2

Wit ERIEEAEIC X 2B OAERE TN T 5 B BRSO PRIEGERIZIA MO N TV DA, i)
DRYER I ERE (PAH) JEE R 2 OB IS E ) Iis £ (PH-LHD) BE xS % Bl oxh iz
—EDREPHE LN TV,

Jiik 1999 4E 3 H 5 2015 4E 1 H F TIUFECTOMR Y 7 — 7 VA 2 1T L 72 PAH BEEe 129 JEf] &
PH-LHD % #5t 314 fEB 2 Mii) L7zo FEAMMEE H 30T, OB X Ui e L, “FIoEgtm
X 48725 72,

R 5 ARG A EFRIE PAH B3 T 685%. PH-LHD ¥ T 658% 725720 £ZABMITIZE VT, PAH
BETIZBEYE. ks, BMI 185 A, WHO #8786 II/IV. A IR 0 EE % A (Sv02) KAl A,
PH-LHD &3 Tidhns. WHO #aE8 HI/IV, HEFSRERAEEE (eGFR) RfH, SvO2 Xl &% ¥
BARKEF 7207 (ZNENP<005), BEKENNIE PAH BEHEDOA XY MY A7 2 FBEIIHMSE/—
Ji T, PH-LHD EEFE D) A 7 24 BT €7 (PAH: PE5). E#. BMI. WHO FH#E% 8. eGFR.
SvO2 12 X BH1E#® HR: 272, P=0.008. PH-LHD: #fi1E HR: 059. P=0.03. & HAEH P<0.0001)

Ko BUEWTIR X PH-LHD BE O F#H % 3% S8 5 W REMEAVRIE S 7z,

hEE X 7MMEERERE TO DOAC 7O a—JLE AW -AE

Oit BRI W, EW A gk ST, EP EORER. VkIE SR KHOR
E G BR BRI g £ > & — LA PR

T RS 2 2 Ml EARE R E ISR LA X ) DOAC # w70 s 3= VoffEviE, el
RRRPLEEMED D725 T WD D 5o Fik: R 2 7 i ZERAE B R~/ » 5000 HAp7
FER 2 BE SR L #R R 2 O H 5 DOAC ONIRE MG T 5 & w9 DOAC 71 3 — V&KL 72,
DOAC 7u b a— WL TV T 7 ) Y EECTOGRERNE K LV U CHIBMGET L7ze ABERE I ONRFE
B CT LD RV/LV & BNP & W CEGEEE # WGE L 72 ZatEICB L Cidim A X b & Lz, fHH:
2012 4F-5 5 2016 4F £ T2 80 B EEEE) R 7 iligefiE ABEEZE D 5 % 31 61 (DOAC 71 b a— Vit 11
BTN T 7)) CHE20B) DR E o720 MBI TABERFIZBIT A RV/LV IR BNP ICA B E 2RO T,
DOAC 71 b 2 — V#ETRV/LV 1% 1.38 = 041 205 084 = 0.16. BNP (& 250 + 203 2> 5 33 = 33 pg/
dl EEEICEE L. TVT7 7)) YEIZBWTRV/LV IE 132 £ 028 205 095 + 020, BNP & 157 =
157pg/dl 2°5 50 + 85pg/dl L HEICKFHE L7 TV 7 7)) Y EET2HIMMER EZRE L, Kk b
BE ) A 7 B R B HEICBWT DOAC 70 b I — V& H Wiz iEEE, AR m»-o%4eTh 5 ik
DRI E NIz,
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W MRS D A AABE (S5 1 2 MR

Offeilg %57, Bip 87V, BH Rue”, B @10, s T2 6l #17xiY,
ETEEIN =R AN U ) ES N A 0 SN ¥ NI NI - 0
BRI, Y SRR WRPRAEEL - WRAEEIRL, 7 RIS RRA MR
VAR BRRIIER B > 5 —

[R] EmiEHEE=%"1 27 (TDM) TIXEFHEOIMBEFIEEZNE L, EWBHREFIY 2 AT 2 i 2 $%
BN X2 %, fiEiFEsE (PH) HEEIZOWT, HAANTOEYFIREOKEZ P S22 L TDM
NIGH L2l A v, A2 Tid. PHIGRFER G HOBE BV TR SEYREZME L. TDM %
1To720

[ 77 &) PH & # 3£ 6 ff (sildenafil, Sil; tadalafil, Tad; bosentan; ambrisentan, Amb; macitentan, Mac;
selexipag) &G HOHARANENEZ (105ER) X DRI (128 XA b)) #iro7z. IO DY LK
PR OMBEPEDRELZME L, SEYWORKERA Y a—T7r =2 XD IMFEPRET—S LD
Bx21T-> 72

[# 2R - £%] PHIGHES G- BH 2B VT TDM 247w 1 22 12 1 R QM CRREICHE L T,
WE L7z BFEoMIFEHSEYEED S 5, Sil. Tad, Amb., Mac %O Mac OEHAHY (Mac-m) O3
MAER R = B2 ORPANIC D 2 HE1E. TNEFN63%. 72%. 54%. 45% KT 31% Th -7z, #Wis
flICEX Amb (10 mg #¢5-) & Mac 13ffii % . Mac-m &l % /R~ 3 WA H 7z, PH BHEEO I
BHREEIZBWT, EHEDI OREET 256 0H 5 2 LAVR SN,

OR4-6

YT ORMEEFEERICET 21RE

Ostiptk 988, Pk Ry A BTV NE g B KRV, M EE Y,
B BTV B HEY WR Y, mE BEY. # Y

VTR BRI W AR, Y TR BRSSO EBE s I A e A W e

[#5t]

XV T ¥ I ETVETy B ROIERINWEE I (ERA) TH 5. KBUBLERIRER I 3 THiB) IRV &
MERE PAH) 1T 2 BWAEREIRENTWS, —HTEBIRICBILR YT V¥ Y OREIZL R,
[B1y]

RYTVY CORMEEEEFRICH L THRE T 5.

e - )ik

20124F 1 HA 6 20174F 12 HOMIZ~ ¥ 7 v 7 v 235 L 7-is i+ 4E (PH) B3 62 61 (4Fin 58 + 14 %,
5042 1250 B, PAH: 2 OAtiod PH 4319 #1