&7l

H A il e 1L
R S e e [ TR B

28 WU 2 50 2 7 bl v i HE 2 9 - B 7 R IREARUS T 3 T

AR
28 ml HAS/ Db PR ER B FE 2
2022

7/2SAT ' 3SUN

@ HET IS RTIN wm
T160-8330 RIRAPH 5 X PEFE 2-2-1

F4 1L

HABERASE 7LV ¥ —BERARE D5 8%

AT HERE AT BE—

PALPAE R BlbER. EIPRE AR AL R P B JEER SR PR 2% /
WERER - 7 LILEF R EBARRB R EREEREALR A= HRE i 5 —

w JNEEIF SN

HABERR2E 7 LvF—BERAR A B

NGl w280 HAS/D WG FE & %

BIsR

PRUE IR

HAARBERR S NER




“TERUMO

INTERVENTIONAL
SYSTEMS

PUSHING BOUNDARIES

* B A D Bk

ZRIEPOREIRETT &
BB (C

g

RKHEMEBRED PCIDEEE IR~
HECEEJ 5 LUEWAEIT

[RABIEILTS

FRDFHI/LHIDFHS /

- N _ i TN S SR SO AN . “TERUMO i 7L ERRSHORESIETT,
FTIVEHRRE L T151-0072 RRMESKES £2-44-1  www.terumo.co.jp oD L5 b Tkt o B T

OT IV EMARH 201956 A



e AN

£ 7 0 HAMSIE - ERFEFMNES
~ZEH =X fcfhimMMESSE - fMfciSRHLICmI> T~

—

= R HF7O0BFMENE - HERFZFSZFNESR

B3P 1EE
(AERERKZ 7UILF—BEREERABRZDE %)

2l 2 RAE EBiE
(ATfEEREE BibE. MRS - 7 UL —RERRIEE)

HA
(EFEREURZERSS EREGATR 2R/
EREFEEARF=MREk MslEEt5—)

=BERBHF 18—
(BFERAE 7 UILF—BRRARZHE)

= H:20224782H () ~3H (H)
= BIRETSYIRTIV GRrfE) 4B

T 160-8330 RREPEXFEHE 2-2-1



7 P 3
By L S 4
A By e T P 5
BTN ZZEP weeevveeerneee et 6
T R 5 Y LV 3
FHEELE ) RN wvvveeereeeemmne et ettt 10
e Y 7 10
= I -~ = S 11
Young Investigator's Award JEZZEE «w-vereeeeeremrrmemmeii 11
B TR 12
A a3 P 19
FIRRASZE TS cvveeerrrrreeennre e ettt e e e 48



SR&EE

7 [0 H AR IUE - MEBRe A i
ok % IR

HARERRFRFEBEEZM IR 7 LoV ¥ —BEURNEA 58 KaEbeiiR
HAER RSB REE - iR >y — vy —FK

F7EBXMHESNE - BERFSFINERFRECH LT

OB, BT HARMEME - HifERFSFMESZ. BISREORBEREGE (KA RBRRPE) . T
—JE (EIBERREAE R AR A BRER N R %) L & DI IR Tw 222 2812k ) F Lz, BEWHNEE
ELTAZROFMPERZHB IS T2 DL, Wi TH S5 3 ol H AR S ME 2 - 5 4 ol H ARRif§ B2
G % 2015 4R ICRIfE S NIRRT A KD v = F - BRYGENFLOHF HMBEEREDKRE L) T3, £
DEEOEIZELLE L HIT, RERLEZ L EABOERFICIIE S L T4,

AT N E T30 4FELLEICHE - TRBIEG % U Tl M ERE OB # L iFFEicHib > CT& F L7z, Ml ILiESEDs
i C & % LRI 1990 £, BIEREE TS IMERE & 2 S b LB EEHRIEb TP 1ELrD ) T2
ATL7z0 M 20, 30 BACDOBHCLEAR A IIEL 25 RWEHOH/-DICL., K LTHEISZIELELHA
TL7ze —H BURTIIEMMER CHEEZ ZT N SEDIIEET A7 — A2 A2 L33 AERSRDFL
7oo THAOMY . TART O AT — V& EY) D ITVERHEEN P G581 O 5 7 5 %R 2 Wi L5 91 5R3E O i FH 2517 5B
X% D, EHIRZENLDORED S OPHFREDO L RARBMICTFHREAUEL T Lo A¥R2 I LD LT 515
& ESEMRAENEHEIMER LA F 54 ¥ 20 UdEIEEROHMEE, TREBRHIEIC L 29 R— 1 L HH
A LICEERL £ L7z DA EOMESIREN & EE S & O EGFRIIIR -2 o THBITREHY TEA.
0 SERNCPHEAT T EFTHET LR 2L RFICDHVERATL, SO ESZHML LK
PHIBEE S 2 N4 O3, Wil LB T3, MisEEFIRORNRIZE LD THEBEN LN TH D RSN T
Wz B BIEGHINER ANEERN FEER - BRIAVE e S HRIC F S A BRIREE 220 T KL B EM . SEAING. R
IR ELWHO T 27 4 H v, ERUIZEE. BES, B - BERHESTOBEIC L) EHFO#ELFER T
EZ LI TEHBL LIFFET,

FNTIE, 2B IEMSIMTREZ GRS A2 2 EARTELZDOTL & 9 4 2 IBEBREANN L L 720 s IR Vit w5 i
FERE (1 8F) SBvemima e mismmERE (475) OAT, MoK SHEO M S ERE TIEAR R IEREEIID D
T A MEIIRVER S IMERE (18) T, w3k LA AR T A0 O B R M2 Bl JEAZ A 5 il i85 L e D B 5
%P D atypical PAH 23 2 TWE 9, F72, Wil ) €7 ¥ 72 UWET 272 2 EHREN O (beyond
vasodilation) b EIETT o SO X9 ZARID S ERO FULABUIR O IS O B IE A B FI O AR IZED |
KEWERTT VA 7 AN =D HEENES>TWE Lz SHIICEBVWITBZNT00, Hfllaut o 4L A
G DOMF 2 IEASY) & EIE TS, Ml MU IR O ORI T 5 A2 DX RCHTH D M, B
T, VG EBZ TRIMT E 1RO THLFMEXIVESBL, FHoMEDIIN—F v VHEL LD F L7

COLI)BERDPOESNOEMESO T — <12, [0 2 2-MiE 2% Bz 2mRicmy <) 248
FE L7ze BATERAEWRTTA, AFURIWIHBHaoF A VAZWRTATL L 9. £DEITIE. VR (13—
FAN VTV TA—) OERGZEINETERLRLER, EFPEMINLGZLEMHECH) A, 720 &
O BRI MR B R O BB MU R L% 3 2 i e, BUliims ) 7)) v F B o#ES BRI NE T, FX
2. Br7e g oFk T,

7ur 5 A FEOITRIT, WLEVCEEFEEEZ 25— L, 2OoRBGTOEREMEEL-7T0r 052> THEX
L7zo BEpIGEE. BE#H. ¥ YRV A, Year in Review (ZHI A2 FERIAHE TR A 5 PH O FRREICR
CLTHOWGENSREZZ, NRkEH) BETFOLERE A TELINFIILTVET, T BHCHI
DL N — 2Dz T4 AHh v ¥ ar$bPro/Con REFRHF Lty YarydRIITWwES, KA M- a0
THHMEFIRDOH 4 D, BEVDNHIT 2 EBAUTRTT, 47 BHARNE ML - MifiBRF S = MR S5
B R WA 2 B8 R 72 WS K BB L - M BRBIRO BN L 25 2L L D Ho T E T,



SHBANDT 7R

HTE/ — o2 T—E SRR AR G1—aT—El 5
BB RASRHES T / J\jg‘l‘/;:/_iﬁ T 3
18 0 — iy . o
Toby ® T § ® aih E@Ex .
o b S 8
= Ry BB NES TN
Lo RN EZ FEIASUR
kol E5 oL X
e Uz | x Bl  ¥EERE ;(
B i
- N}
7 TEk F e
M e I N m g9 ESHEL 2
" HES BIRIvINE)Y
hy  ERAYZZT— PAREER | 7
o)l hER 20" mmTLave
| |
Hy N:E VAV
M TS T
HHYFSR
B g AETTSTS wiFERIEs N EaERE  PY ]
:E:-:-:c-ﬁ; JR # & ER ‘ o
ERR - XA EERAALRRIIT I:I e il:l i
JRINZY—ZFIL
o 2 Nabd i
REIF
iz
b RE LT
ERE
RBEDTERN
JRILFH REZSHRTIL
;ﬂj' ﬁ J: ¥§ T160-8330
” KIF# BRBHERERE2-2-1
% e TEL.03-3344-0111 (18%)
Z IS
G # vwER), (WE) (3
— % A
s 1) Chen
2 A OR¥TER. FBOTEESSSH
T = . -
ARG R R O=Tig - BRI - HTH (FR
m (N E &l X OO - BEHER
E RAAK E.E [#rEBR TEESSTD
z A OMESTF#R 45 TRIBR B
i A ERS
7 & AR ~ 5
7 i i PHRZEEDLS
m]- —_— L= -
= @ =25 TIRGIERA
JRILFRICEY B ZE. FTEERN
PIHZES Q@ LIVINRICT

RETSHRTILA



JO7<vvy S

4 B P C%ft
*r—F—— N —— D
EERT BREE(
o0 [ hos | Hoe
=3l =a N =5 1
siE N &5 || 55 I 21— r__|
A # | A
A | 7B | 7c | %D — C — 7 MK
I ! | X
| T
:] ' | 7
L L | k- 2
N - S e
Eﬁl . £ TAAL—4— iain
IXRAL—Z—
~ —— = T s2nin
2T R R 4iN|(R LK Z #
| I II ] II z
7
(FE B 2T v
¢ |17
& | =
EEARER »
0000000000000 000000000000000




SNEDEHEAN

1. &

- RS Es (6/1 ~ 6/30)

LRl - —f% 12,000 HJ
IXAT A ANV 5,000
WIARHEER - IR ISR 5,000
S (REFBEZBRL) R
lESINES (7/1~7/3)

PEHl - —f% 15,000
TAFA AN 5,000 M
WINBHEER - HIAFEER 5,000 1
FHE (R¥EBAEZERL) Eli

2. st
BBk, BN —BE LT WEBEHOAL LD T, AL TOSMELIVEITEZIE
WERBADTITEEL SV,
ZINEO WEBRENZE T T 5L, BEIEICIRE LA —IVT FL AT, Y HOZAEEZ ZF]
AWZ725F 9 QR 22— F(ENA VI KB FERA) 055G SN F 3.QR 2 — FZHIR-#i/ha ¥ —
L72bDFRIEAT— P74+ URFTLy PTERTEDLLHIICLTBRLELLZS, 2B 2
AFEOFFIRIT - BTV ERADOTI TR E VW,

(ZIFEEWIF D FEAT T 8:)
MHRY TR L. SRR R CRRIE, RO ) T,

ZAF 7TH2H (1) 7H3H (H)
RETZIS¥RTIV 48 [4E D] Ai 8:00~18:30 8:00~15:30
(FEIEOZAT ]

S SFNR =TV HNOF = A A7 7 =X ) FTatIlPIcgH Y v a— FLTL S,
KTV YIHDOADIFATER D T3, BEICLIMOBITIZIT I T RA,
AT - 20224E6 H1H (k) ~7H31H (H)

3. WigE
KEFMELSIEFEIT, WEB#4E (PDF) 7220 3,
BB E LT\ 72 w2512, WEB#4%% (PDF) % JHEiR 7275135 URL # %M LTHBY 3,

4. HELIF— (FSHELIF—. F2Fa2wIF— ATV TEIF)
WERBBEHBR TS A BRERICRD E LbEESSA~BRL (S v,
FvFareIF-—CTREAPRBEIN, £ 72073 F—5b0IdF 0%t ELIF—T
RSN T,

5. 2R8BH=
MilaaF oA VAREDIKZ P C720, Wik SETwZa T,



. ya—7
RETSSERTF VAT —7 % THHLZE W,

. BERETR

B - ETIWER TV 4B FED

WiR:7 A2 H (£) 9:00~18:00
7TH3H (H) 8:00~15:30

Z Dt
C RYNTORE . B, TEHZIEEIL T,
CEANE LT YN0 LIdfTv 8 Ao



B - BEOEHRAN

BRI PCTLEYT—2a VITBRY 5, BET— 7 AT 5L, TREO <THH OFHE~N>
TR,
HF L LY T a V0305 E TIIPCEZMEZF T HED 1051 £ TITKEE I IZE VT ZE W,
JEEIZ, £y Y3 yo 10 450 T (}tf‘ﬁlﬁ? THEWTLZE v,
TR RIC W2 LE 5, HFITIRICHEY, REBTFICSHELZZ v,
<FEFINFH >
A v IR ] BRI A TR
T S HEEFELDBED LEEZNZ TSR ZE N,
YIA {878 10 4 55 60 43
— i i 75 39 10 %
INEE 40 51 — 40 51
FRTEE 15 % — 90 43
Jamieson CTEPH Award 10 5 — 30 %
EROEEA

1. BEZMIITVWERA. HY Yy ¥ a VBT ERZ® 10 750 £ T2, SGNA T EICBE &
{728,
2. EATIZEEICEW L3205 BRESTICSHhZ2 B2 LT,

EEDEEA
1. SUHEA ORI T 2 HHHRE B W/ LE T,
2.§M§ﬁéﬁﬁi%®L\PC§ﬁ(4% fED) ~"BBEL LS,
3. BET—IOA VA FRAOLEOMNF = v 7 - FERIETRT PC 2 TITVWE 9,
V35RO 30 7RI F T2 FTETL S0,
CBEBLE. Ao E F L TEROERICHE S TLZ S0,
. RFEEXPCTLEYTF—Y 3 v DOATT,
HAELICGREINTWETT X - Ry REERIELTLEZE W,
6. BET—FII. NV IAVRRERERBINDED. AT 4 T TIRHBLZE N,
Windows D& T — ¥ FEAAR DU FET T,
Macintosh TYER L7 77— 7 O E1EZ. XV a2 VAR ZLTHEHS L TLZE v,
7. %EE BEIY) LT 3HEBRTEEZ D > THEWZLE T,

PC > & — 2 I8
TH2H (1) 8:00~18:30
TH3H (H) 7:30~15:30
KM H OFRTHIE, RERMZ W2 L5,
AT, A TRV LT, RO /BT ROWIERRHON 2E#ESIE TS
ERTIVETOT, HODPLOITTHRLILEZ Vv,

WZTEPEWLZE, KYNETHTOREEFICBES (2

Q1 W~

8. ZTHFEMMKEM O 10 708 £ TIZRY
Vo




9. BERIHAELOIY AL F =3y FETHYTHRIEL T LS v, PCHADEE S PCIIEHLN
FEFHHTOPCANRL =Y a Y FRAZIZREL, HAEOI T AL F— 3y FTY E— MREHWZ
§o HEND PC R LIFRRERE Y — VIR TE A,

XRERT— 2B EATh3HA (Windows DH)

(D Microsoft PowerPoint 2013/2021 TER L. RD OS fEH#E7 + ¥ b & TR K 728 v,
[HARFE] MS T v 27 - MSP I3 v 7 - MS g - MSP B#j
[3& FE] Times New Roman - Arial - Arial Black - Arial Narrow * Century * Century Gothic -

Courier - Courier New - Georgia

@) By 28 H 7T B T3 A%, Windows (0OS) & UF Windows Media Player 11 OfJREICETh B a—F
I CHETEZEH 7 74 Ve BRLLZS W, BT 7 4 ViE WMV EXZHRL T3,
HAEL THHWZTET,

@ 774 VH A RIIEE 7 7 4 VEED IGB B E LT,

® BRIHMT 5 PC OMFGIEIZ 7V HD (1920 X 1080) (2#H—L £

© ATFT4 TES LT A NVAEROEFDR D) TTOT, BHFOTA VAT IV T FTAFY V%
ToTL7ZE W,

DO REEOLOBHNY L7 =513, BRESRTHRICHELAFH-> THEVZLE T,

¥ PC LU Mac KF& CHBWVWEELAN
O =D — 8V Ay TEIAMMBOI R 7 ¥ — BB LEENRTEVETOT, LFEATIHE
L&V, Y TTHETAE I A2 ¥ —1Z, HDMI. Mini D-Subl5 ¥ v O¥FI2% ) 3,

@ Byl - FELMFAWEETT A PC v ¥ —ICCUTEMERREE 7o T 2R 0,

@ Wi DGR IZ 7 v HD (1920 x 1080) Z#E—L 3,

@D A7) —=vt—=N—, BENREITOMBEL TBTLE S,

G BETY T =0T THSLEEV, Xy F ) —TOZTHHIEZIN I TVORERELRD T3,

® PONy 77 v TTF—=5 2 BROLVWEEL L EHERVLET,

D RFERTREISEHNEFHHOPC AL —3 a3 yFAZIZTPC 2 TEHVZLEFT, AR—ZAD
BILR by BB TR ITERLPICBEIN) (23 nET L), Bz LET,

BEWVWEHEL
57 M H AN M - BifEERFR P e s s
BN RN I Rl S ¥ /S Wes i
T 1000013 RHEASTARHXEAEE 142 KEAEGEIBELEIL 14 B
Tel : 03-3508-1214 Fax : 03-3508-1302
E-mail : 7jphcs@convention.co.jp



HESZODIERN

HAMSIME - a4 HHEA
7H1H (&) 16:00~18:00
WETSIYFRTN 4B AT X

FRAROCRK

HAM S ME - fifi3RYs SFaRE R
7H3H (H) 8:00~8:40
WESISYFRTN AR W (188

A —
B ESEDCENRN
Japan PH Registry (1% - 4 %) ik A S

7H2H (+) 19:10~20: 10
HEZSYRTL 4B H (E1E88)

_'IO_



7O LER

Al
il Rk
NI BT
2 ik — HR
WEH R
TR
Hil
Fe fl B HB

Young Investiagtors Award EEZZXS

(5]

LA i
fHH E—
2 T

(F K]

Hr £
ity —=
A oA

(THERFREBE R A TERE 3G PRl )

(RFFRF S > 7 — KA bE M6 EREENF)

(B N EEHE & > & — BRI SRR 0 RERF 72 %)
(THERZR A BE R A FEBE IFIees N EE)
ORBIRBORSE: RFERHA I AR

(B JNRZE R 2 BRI i e PRl - I - S - WPRge L)
(R AR - e /N

(MR B R A PR 25 WP e AR 72l )

(hlchrmgs, Tit35E)

CLUEE PN S 205y
(B IEFRBAT: RS - IREAAFTER TEEREF )
(BEHEERIRS: EFE ) 7~ F - BEIRNF)

(IEHE KA 2R BIE - AN AL RFEA T AN v 7 — ) o= F - BEIFAF)
(b R R bE RAMETERE /I - Fi53RA / X—T 4 7 ) ¥ —F551)

(ANRARR AR ATE PR AREIE (DI - IS ARHEREY)

_'I‘l_

(b, ot E)



AfEx [1 BE]

»2022 7B 2A (1)

B15i5 F2RG
afE = 4FE 88
8:00
9:00Tg.00~g:10 BN
9:10~10:10 9:10~10:10 AE#%BIJATE 5
. . . ==tTAIIEIH
Year in Review 2022 in PH S MEEAROES ~RUh SHEE TO~
R IR R BE P LY
S L r e
10:00 1 TH E=E
10:20~11:50 10:20~11:50
NRIVF 4 RAwvay VURIIL
11:007 mpssrmD 3 HOAl-JapanfiSmEEL U2 kU ORE SEBUREBRH7RPH
BEEE #3 BE TA BR
W g Bl by
) 11:50~12:30
12:00 RIS
BE:RE TR RS HT SHET
12:40~13:40 SYFavteIr—1 12:40~13:40 SUFIavEISF—2
.00 CTEPHABDRIRE CNHSICDVTEZ S e e oy
13:00 e N o R 5 B < RRICHI BBEN DRLBACHD-PAHRBERL 14 ?
FEE R A BEIH AR
WE 2T P BB FE
He | BARERRAH/ Py T —vlRAH R PV ANIP E- s s
14:004 13:50~14:20 %E%/ﬁ
BER A RS RE IE
14:30~16:00 . 14:30~16:00
ARV —REvray
15:00 Cﬂh‘B@PAH%@@%@fEE%i% W ESEEE
EE %[ A SRR
me &r BE :8F #8h
WE E B
B &8
TIE #BA
16:00 i Py Ty —HRA OARRGR AT
16:10~17:10
SRFRITE 1
PHOFREE L U402V THICZEBS
EE L EA _
17:00 4 [ Z Ve 16:50~17:20 Eﬁu*ﬁgtj‘l
' B AR 152022
EEREH 9
17:20~17:50 BEE |
COVID1 9§ & FiE MR 17:30~19:00
BE ME RE RS TR BN _
800 BarpErSF— 1|
’ 18:00~19:00 - = Major lung complications of CTD-PAH
] 17=yTes—1 BE 25 TR
PAHE2EMHot Topics ~ Atypical PAHOBRFRIIERRICE F 25~ #2 1 Yannick Allanore
{%E 5&%;5 T Christopher Denton
BE TR SRR H Py Ty —BRAY/ OAFRERAL
19:00 N TIVRSHRAT

_]2_




B35 FA5 FERIG
AFE TEA AfE 1EB 4BE TEC
8:00
9:00
9:10~10:10
YAtvYay (Biff)
FAZESNER IF TR
B B
] 10:00
10:20~11:20 10:20~11:20 . 10:20~11:20 .
YIAtyY3Y (R —HRR T —HGERE 6
. s - CTEPH1 FrBhAR 4 1
FEZESHER 4F —=
= B 40 BE &S %9 BE R Sk L 11:00
B &b Sl = ’
125~1155 BB EE 2 — —
PRNERHS 35 : gsinsosmEosa| 0TI penes o 10120 peaem
EBR:FE FE  BE B 8% i o
1200~1230  HEHFEE 3 BE TR BR o T /=
fiSMEAEDIREFTRDRTT THE 6 s &
BB 1 T MBS EE  PUER shAER
12:40~13:40 12:40~13:40
SVUFaveE=+r—3 SVFIavE=ZF—4 _
CTD-PAHICB T BEis BRBRKOFE - 2 - AEORHIESE 13:00
ER: %E 75 BB % IERE
BE®R R -EE —= EE o RAD
i BHRERKAHT i PHREMRART
14:00
14:30~16:00 14:30~15:30 ] 14:30~15:30 .
—h%iERE 3 —h%iERE 8
<~ ymosy EPIERES2 SR - EORS | 15:00
_ YYRIVL2 EEEE YT EE T B '
SIEEICSHT 2 F— LAERE AN B T =
B BB 55
Bk
15:40~16:40 15:40~16:20 -
—HEE 4 — AR 9
CTEPH2 - MU#8%E UIVERE PN E RS 16:00
16:10~16:40 HHEE 4 BE IS == EER I R ER X
PHOSA Y2 & ESRUYIZN ? BIER BLAER
BE g M EE 80 5
16:50~17:20  Pro/Con’1 16:50~17:50 . 16:50~17:40  _ ones L 47
CTEPHOMBERSEFDOACT LD —#i%ERE 5 %R 10 17:00
BR:RE R IRE FE UNEU « 57 - BDEH AEBIRRE3
BB i —X BR:DH A
17:30~19:00 &M Hos BE B2
FRHEEII—2 18:00
B PR 15 18:00~19:00 o 18:00~19:00 o '
AAVTF—5— B B - R BYX ATZVTEZF—2 ATZVTEZF—3
ik AE-ER £ N—F v MREZEAA RS54V ZHmHEL< S MEEZEH UToDBE R RAISE
BEHE B4E - WT = ~IMERZE LT~ IC349 B Treat and RepairdBEE
. —OBRR BR:3E 15 BEEEH T ER:R ®RZ BE 58 B—
g BI=SRERN A HE  BATA TS5 VAR 1900

_]3_



AfEx (2 BH]

»2022 %7 B3AH(A)

F1515 F2RG
afE = 4FE 88
8:00 Tg00~840
AR
9:004 8:50~10:20 8:50~10:20 N _
' FRHEE=F—3
5~y 408y BE # Ya—hLoFv— )k =
YYRITL3 CHEE % Va—hOFv— B LD
PHOEMBEEZEICDVWTEZXS IXYTF—9— B Bt
ERER EF EE% ﬂ:i:ﬁ
BX Eth _ BA w3
10:00 BE EE RE
g MRARHARAAT 1 W IR/ AT 1 F v MR
10:30~12:00 10:30~11:10 FEFIMRET 3
BPA Nightmare session
.00 S~ 405y EBE 2 R—8-)IlE =S
11:00 YYMRIDTL 4 IXYT—9—: TR A - XE {58
FhS MEEDEGRIHZ
s iﬁ Z%EB 11:20~1150  jamieson CTEPH award
BRI ¥y BT Sl XTF-FE =N
12:00
12:20~13:20 R — 12:20~13:20 SyFgubSF—6
BHDNS VA=Y 3 FIWU PG —F ERXRRNDPAHBERREZE BIEZEHNRRNSEX HPAHEE
. BEE K Rl BRI 2 =
13:00 BEPE BA- =R S BT BB
HiE VLY TP —YHARI X T4 AT T T 7K i | HRERIST
13:30~14:00 EE ) 13:30~14:10 e
3BASMEEEED S IN\EEZEEE
14:00 ER#AK HIE EE I IRE #— EE Tl =
14:05~14:35 Pro/Con2
BRERIICHT BIEROTORI YA U VEE| vs BN SOROBLEE |14:15~14:55 —jnESE 15
BE A 2 /ERRH
= TEBIFRE4
14:40~15:10 HBEEH6 BEEE T-RA B
15:00 P EHRAREEIUSN DPAHA R D AT e
: BE: 1E A5 EE ZE S 15:00~15:30 SRYFRITE 3
= SMEEAEDES ~REEH 51 5@~
15:15~15:45 EWU@ETJ 2 %HMEE D’??@E} m% E%ﬁ%b EE§Z®
TEREBEDINFEDIE~ AT —RAIFEEISEELELS
EREH —=-Hp F8
. ~ . |\
16:00 15:50~16:00 et
17:00
18:00
19:00

_]4_




$E28MBFR\EHERARS

7:50~8:00 RSN )
8:00~8:40 8:00
i —higiERE 1
REBIFRES
R BH B—
8:50~10:20 8:50~10:00 8:50~9:30 —rEsE 2 L 9:00
. . — NEEE 12 SR
YURIY L 6 i HIRMEE
= o= B EBR RN Z
EMEEEFRYNEYUTF—Y 3y [,
’ = ER:R®R RRE
BREA B L) = 9:40~10:20 -~
w2 ' < SREEEE 1
T VI VER - 10:00
10~11: BR:KXE Bf
10:10~11:00 _gnomem 4 5
10:30~11:00  FERIARET 4 AN A2 10:30~11:10 .
AR ST BIEMAIECXT S 5PAHAR BE: EA% B —fi%ERE 3
R 2O - RE SRR B L BSREAZE
OXTF—5— ik P ek =8l ’ = AT )
FER B X - 11:00
11:10~12:10 - 11:10~1200  _ gnseg
— AR 11 fERE 14 120~1200 1S5S
RIS BRA B2 NURSSICHIF BT F LI
BE : T0E = ER RE 11;1:!5 5V IVIRGS2DEE|
ERN & no - 88 BR:NE G BEEA X 12:00
12:20~13:20 12:20~13:20 1220~1320  _ _
SUFavE=F—7 SUFavE=F—8 BERE-SVFaIvEII—
IR DAET v 7 — MM S T- RS AR E & S IEE Current Treatment, Needs and
B 2R R R RE S _Challenges | 13:00
BE T BS - tHE RE BE Ok RE R E=E8 & : Rolf MF Berger :
Hg N TIVERSHR A Hig  BANRN=U Y H—A VT IVNA LFRE Hig Py T —THARK
13:30~14:00 HBHFEE7 13:30~14:00 HBFEES 13:30~14:10 el
International CTEPH Conference 2021 | ~BHOEEYP Y 72213 S~ PHDEEE EEEE@'@ 2
B HEF ¥ EE RR LS R @A |/l BE DRSH M FERICHIT B IS MIMERE .
BRE - 5 o5 -14:00
BR:ET R
14:05~15:35 14:05~15:35
5 o~ mosy 14:20~15:50
YUIRIDALS VURIDLT
CTEPHE2EDES PH;_:;Q?;?%T %)lzution N2V A ZAHvY Iy
ER:0H #— i Y N L1
e KEMR {54 GETLIBR 15:00
BR:WE #E
B B
EN~1R" P
15:50~16:00 AT 16:00
17:00
18:00
19:00

_'|5_






777 A







#£1HE 7828 (1) F1218 F)

Year in Review 2022 in PH

YR-1

YR-2

JER @R BRI (S BAR R R 7 LV ¥ — AR
FE B (BRI
Year in Review 2022 (Basic)
OWE  Bh—ER
TRERFEREBERZAWFE BT s N
Year in Review in PH (Clinical)

O iE—"
B PEAALKE PRAE ORSRARIIRY, © ERRPER AL K = H b M g > 5 —

INRIVT ¢ AH w32 Panel Discussion

PD-1

PD-2

PD-3

PD-4

PD-5

EREREMEEH D -HD All-Japan [FEMEEL X Y DEZE
JEE R ] GRISEERIRS HARIEIARL)
IR BREE (B HE SRk 32 BE SN LR
JAPHR-PAH LY X MU &R U 7= PAH 39 21 IL-6 SR IEESTE KEBROEBE
OHIff e~
U EIBR E AR PR AR B AL, Y ERS e EAL R = B I MR v 8 —
CTEPH AC Registry DIR7EE Xk
OPMJER BAKER. M fitd, f3 #2Z2. CTEPH AC Registry Investigators
JUMI K S5 b A6 B2 PR
JBPALY AN —HEOHRKREEE
ORI T
B R B BRI ge € v & — PR B
JRPHS A DIRIR E B
OH#E B4
TR L A 2R B W U > & —
INB~BAICH T REREOVEREEFESHEMEL P X M OEfE
Otk E=ZEY, A3 5120 s 8. WHE ST S 322, /s HeY,
AH OFHHY, mH S0 e w2l Wk B, dE ged
U] ST B S R vy — ANERE, P BURE R RN R, Y B SRR N R
VBRI v & —, Y RBRENERE, VIR KRR v & — KB BN R
DT RN AT S AR BN BB, ¥ BT FIE R R B 2N BB, @ KB Ak R A X & —/NREE

4371388 Special Lecture

SL

VRS © F4 IERBE (HARRRSE: 7 LV —BERI RS
FikmEEREOKRICOVWT—EFEENEERE. i) ERERHMERSE. BHES.
COVID-19 —

OFT AT
YRR I AEDT eI B

_]9_



Z5>F3>+3IF—1 Luncheon Seminar 1
S S N E N e T e A L))
LS1 CTEPH BEDHRKREINDPSICODVWTEAS ~LUROELXINTDERZERZSET A
-(N
OV, WHB
Syt R R R il (8 B 2 IR

g BRFEKRASH / Y22 77— a4t

SRi#E Presidential Lecture
FEE 3 R (THEASIHEEN L ¥ & — RS AR 70 Y = 7 1)
PL BIERICHE T MEMEZEDES EFREL

O%4  1EkE
HABERKS 7 LIV E —BIER R

AR Y —KEv32 Sponsored Session
chh»50OPAHEZEORELZEZS
JEE ©2eR R (PR RSB ) o< F - BIERAE )
HIE (5% (TRIREERBEWb / TEAS KRR PR NRE)

SS-1 EMERHERRO-HOD LI I—RKREE Al

Ot Eth

TR b R B 2N
SS-2 fhEh iR = MEEZEICH (TR EEORE(LEEZD

OBl 1&—EF

HABE R R A BRI IR 7 UL 5 — B0 PR 5085
SS-3 fh = MERE D /A #HIE ~RHC OAET (T~

OTFIE  #A

BT ATECH N L BB T LSS > & — PRBRR R

HE: Yo &2 77— oH / BEAFEKASH

S R4FFILE 1 Presidential Special Session 1

PH OFRF&E#H< U40: FUOTEFICZEE S
FEE EHE B (ESTmbeke 2 R ESR L~ ¥ —RBIEAR
WA BB (R B 2 i PG B S P R
PS1-1 O T
TR LR TE b ITIL 2R R
PS1-2 Ol Bi—
DEE KT 2 SRR L - T PR

PS1-3  Ofkik A%k
PP R PEBRE IR

_20_



PS1-4  OFiH F
B ME SRR R AR DR BR A R

PS1-5 OHHN #K
S A 2= I B B2 P
HB#EE1 Educational Lecture 1
FEEE ©E RETE (AR AR RIS - 7 LV F — 3R B

EL1 COVID19 fii & & fibs i e

O R
V] 7. e B SRR e WP A R

LSS 1 =>4+ 3IF+—1 Evening Seminar 1
VESE © B NS GROSUCEIE IR B LA LA Y 5 —)
ES1 PAH £2#® Hot Topics ~ Atypical PAH DEERMIEFKICE X 5~

ORI HER
AR KRR R s e 96 BRes AR

HiE N IUVESKASH

#1808 7828 (1) FE2418 (88)

USRI <R 437 2  Presidential Special Session 2

fh = MEEAEDES~IREAEH SIREX TO~
JEEE C PhlE IEB (ZEk%)
T FEZER (B SRR v ¥ —)

PS2-1 Whole exome sequencing of patients with Primary pulmonary arterial hypertension in
Taiwan
O Kuo-Yang Wang". Kae-Woei Liang?. Ryan SK Chang”

Y China Medical University Hospital. 2 Taichung Veterans General Hospital. ¥ Asia-Pacific Specific
Disease Research Center of Excelsior Pharmatech Labs

PS2-2 MmMEEEEOES~RARH SREX T~
Ofkcig  fi
e R IR

PS2-3 /pEMESMEENES —50F &3 HPZ>T—
O fh
WS )= 2

_2‘|_



Y UERYY L1 Symposium 1
FEIEMTAY & PH
FER D VIA BN G skR RS BRRSESRIZES / Ak R e SR Fe R MG B 2N L)
AN B (FNKSEES AR G52 - B0 - A NE A IR

SY1-1 HEREFRE EHICEROREEZRH T 5 CTD-PH

Ol 2E TfF k=

FNN KR M - Gy - ITPURBRP Rl
SY1-2 EZEICER UBEICE - /- EiENN & s MERE

O F—Hp?

R [ U T N 3 A bl A e At R By =<2 B e o
SY1-3 TPIRFIEMEEDZEICE T 3FRATRES U TORYEH

Ol EEU
HARBER KA ke HALds - PP

Z>Fart3IFr—2 Luncheon Seminar 2

JEEe ¢ B HEZRE (i ATBOE AR LR R B ER v —)

LS2 BRI TERELDORLE L ACHD-PAH #&2EL 13 ?
ONE En
HHURS i - e A

Heg: T4 M) AREKRASH

BHESE#EE Award Lecture
JERE AR FHA (AERARE: L - AR
AL-1 ¥ BIBERICHRET 5/NEHSMERE DRERFEE & AERR
OfAH  FHHI
INO A i S WIN R 2o
AL-2 = MEEDRKERE% Big LU - HREBYET ILOBHR
OffmE K
FUlL K TEBR B E
AL-3 RIBEEET (I & 28 M ZEe Mt S I RIS
OXEIKRK fEH#
FUIL RS b IEB R R
AL-4 FhEIMERE (< H (T 500 MRI (C & 2 A/01EE T
OfimE  Fetl?
DR Kb RSP RE, 2 LB AR B SR b W - BB A N—F 4 T H—F S
AL-5 EmeEEMRESmMEEICH T2 BRAAEEREELRREICEL2EE

O®Ik &7
TR BRI LTI WL B

_22_



AL-6 Refined CT 7’0 b O —JLIC & 2 & MMHEREE 1 FEOEKREMEDKRE
O FmAMY, R SBERY. Bl Aok, 2o Y. T BT, el s,
HHOKEY, B EEY. s mwY, ol B, KE P
RPN =P NE Vel ()R] 8 ol S M AT = NG 2 Nl ATty o 8 & S e
VR AR R R R R - AR, V2 B E R F B R SER U
VHtRER L Y Y —

fEBIHET 1 Case Study 1
Fiti =5 I £ A& 35 2022
JEE S H I GRS R R B 0G B e R/ B LA AR~ & —)
CS1 fiS MEAEES 2022 25458 RAE (< £ 5 B Eh A4 i il £ e

o &—m
HARBER AR Bl 7 LoV % — BB PR 25 8

LSS oL IS — 1 Co-Sponsored Seminar 1

Major lung complications of CTD-PAH
JER 4 IERE (HARERRERFERE R 7 LoV E —BIEIR R B

COS1-1 Screening and Diagnosis for optimal management of SSc-PAH
O Yannick Allanore

Paris Cite University, Cochin Hospital, Rheumatology Department, Paris, France

COS1-2 Treatment and follow-up for optimal management of SSc-PAH
O Christopher Denton
Royal Free Hospital and University College London

HE V2T 7 -vHARH / BEFEKISH

#£1HE 7028 (1) H321E (JEA)

YIAty> a2 (BEB) Young Investigator's Award (Basic)

BERBREE TR BB Ghrsps: BREEmE)
TEHD e (BERESESRE BREEE - BE2ERTZER IEBEE A
LR TR (BEHER RSB ) o= F - BRI R )
YIA1-1 Regnase -1 3 IL-6. PDGF NEE#BEEICL ) PAH HREX&ICHIET 2
O &Y, kg oY, &% #K”Y. Mg mY, Bk 20, 6% mEd.
22 I N S RN 1 S 1
VR KSR IR BRI, ¥ SO R R BEE SR Je R 0T AR AR sl b R AL 5005
9 R BR BRI SR L > & —BFZET A A B h, VAR A b BRI G B BRI gE v
& —TRJET WG SR
YIA1-2 EE3MEMNEETTIVOREERICETEINUFZIFDEKRE
O®H BEaY, ER  #KREY. &kH #hi—Y, &k g’ 3 &%n’ n #1Y.
BT OHERY, A HEY, HE ERY. SE may
UNER 3 R B3 WP e AR 2 MR SRS B2 BRI IR, ¥ IR SRS B2 R B BB,
VIR REE TR 0 A Bk 23 F R AL 200

_23_



YIA1-3  EREBIFFREY IPS Ml (< & B 5 BE MR EDAR 1 R 5 LT DR RE AR EA
OTHE k. Ik . %W &F W @i, Bk I8 7 A TT I
BE Eh
ALK AR B A B - BRAERIFTERE S - AR

YIAtv 3> (BEK) Young Investigator's Award (Clinical)

FRERBWEE 28 —= (emd kb Bk W - 1584 ) =54 70 % —F
435F)
HH I GRS 2 B - ENEE / LR X 7 ANt vy —
YT - BIERAE)
AR FE0A (AEIRAKEEEEE PIRb e D - 055 PIRLER )

YIA2-1 CTEPH ICH T2 MERZEDEREE (IFAEMBREET CEET S
OWniE FT-". g 22V, B &), M EEY. am B0 Bl B
wH OV R E—EEY. 2B O—EY. sk Rk
VTSR R B IR R S e i R 2, P TSR B A R R R B e I R > 8 —,
VTR AT 1 H Vb ¥ & — LRI IR
YIA2-2 EOERBICHESESMEEICH T 2NEEEDREEENESR
O ™, KA %%, Ml #?. Yogesh Reddy”. Frederik Verbrugge?.
Massar Omar?., Barry Borlaug2>
Vb Kb EERARNEL Y A4 I =2 ) =y LRI
YIA2-3 PVOD ICESEL 7-Ma88 CT iR 2 B § 3R ERE DTRIRMFIREIRE
OsFgr &Y. e Y. s BERY. R i, R MRV, g BT
it —=? BE Ew
VAR KRB R b - PRAEF TR S - ACHPIRRERE U v~ T - BN
D AeHEE KRB b - e b g PR 5
YIA2-4 HBERICHT S, ILD BEICH T 2 Hx EROMMITHRERADZE
ORIE  M%. kg AHL ¥ R®Z, b ReL BE R, iR /.
AAS AR, E R
LRSS ISR - 7 LV F — R R

B/ E 2 Educational Lecture 2

BEEE T fE PR GRS
EL2 fi S MEREICX Y 2 iiEHE © BRRBID S OAFEDEFE

OFN &m
Hli R AR R RSV

¥ B:%E 3 Educational Lecture 3

RS  PrIE HERS (BSbeRlRRIEH4 2 WORE)

EL3 fiEMEEDHRERREDRS
OBTER BAKHR
KRG TEB A

_24_



Z>F3art3IF—3 Luncheon Seminar 3

LS3-1

LS3-2

CTD-PAH ICH T 2 EELE
JEEE M FR GERERRFESS ) < F - BER R )
RREEOEEY ~BERIPOSHAEE T~
Ol =
T AR U 2 F - AR
FEIRZE - TRIRESAFIDIIZEHP S EZ DEEDRAL >k
Ot —=
JCHEE KR W - B A ) R—F 4 T H—F 58
HE  FHEEEKSSHT

ORI L2 Symposium 2

SY2-1

SY2-2

SY2-3

SY2-4

MESMEEICE T 5 F— LERE
FEE DR AR OURRBOR AR A 227
oA WEEE GRLBLEERHK: wibeissey)

fiEmMEEREICHT 2 F— LAEEICH T 2 EEMOKE
OmH - #i%
[ PR A A2 = I 7 R
PHBEICHT 2RAMOF — LERE
Oy
SRR MR il 37
AR O&EY) 4 B ERER £ BBREROREBRHRE - lEEF — LAEHKICE T HEE
EELTORE -
OMMH  fEY, 8H T, %8 b0s", Al AT, TAR BT,
(TSI Ie RN FURE = SN S RN L i 4
VRIS RRBE ) N ) T Y 3 Y8 PR B IR B R
VAR PR IR B C3/4 it
EERDIIEH S Bz PH F— LR
OKXS il
E BRI £ > & — N5

#HERE4 Educational Lecture 4

EL4

FEE KRR T (B A PIEL

PHOSAREESFEIGYEH?
osn &
R 2 25 5 W T s . G B PR

_25_



CTEPH O#iikE#A( DOAC TLLH
MRt BRI E (R SRR
AR5 KB AP B2 e B IR AR
PC1-1  Pro : {&{4 MRS MEEONRBEREIEZRONRERTLL
Ml Aty
MR b IR R
PC1-2 CTEPH OHBEMEZIE7TILT 7> HBELL

OTFNE #A
IR > & — BRI

SR g I ) — 2 Co-Sponsored Seminar 2
FESS T E T (SRR SR IR b 6B
TRAYTF—F— FIE B (RE R S AR
Mt B GRRBERHER AR 165 2R
W 73 (Bl 165 ME)
BH AR GRORSEBE R R TSR
C0S2-1 BPAET #5147 WPAZEEL> 2 —KiERRE O
Ol E4
T S e e Ty
C0S2-2 BPA (Z#(T % Chevalier BPA OF A
Owr &
SR EE R A BRI

#HE  —7O%RASH

£1HE8 7028 (1) FE4215 ({EB)

—fi%EE 1 Oral Session 1

CTEPH1
BER A W] Gk O SR

OR1-1  HFEDMEIR/ NIV — > Rl CO—BR{EERRAKEDEREER
Ol BARY, BA wmEY, ik Ak, B #AY, wmE B4AEY, fi FEA?
VR FERE v & — KGR G BRR T, Y B RSBt v ¥ — KGR 1G5t 2Rt

OR1-2 1EMEMEESEICHT 2 LEAE7ILT) X LDORE
Off KBV, Ghk Y, N B0 Y, il #EFY, 6 oAV, W LY,
BB nr i fY
VM S GBI AL, P AR A T AR B

OR1-3 CTEPH (%9 % BPA DIM{TEIEEAN DL (CRE Y 45T
OBA W, WwH 4, B S 3L BE, % @4 S8 . 5 3E,

adE HESS. AT IEA
WIKFBEHE Y 7 — KA bE TEBR S NFE

_26_



OR1-4 COPD %#4&#tL 7= CTEPH (2% 4 % BPA DX R ERLMICOVT
O w2, &0 & kW S, =8 £ &0 3F— A & FH
TR DS SRR i b B B A

OR1-5 RBEMRICHE D 1214 MR M S M E DERRAVFHB DR ET
OB Y, | &, H 2, A0 Y. SoF BB kR B,
ik e
VL HR B B - G NRL, YA A T4 Ak Y 5 — ) T - BB

OR1-6 CTEPH I3 3 /NI — > FhENAR L3R T D 2 M43 R D&t
OBt #—"2. #0 &Y, =8/ B0 I w2, o Y. A S,
TH "
VR R SR B SR TERT FE R BB BE, P R S SRR R B B SRRAEL. AR A b IR B R AR
VR BRI

—fi%E®E 2 Oral Session 2

B - £ERE
WERe t PR FESE (LB beh st Be W 23 )
THE A (RSt MEIREARD
OR2-1  HEIRME / HKIRAEDFFAEI B &Y 2/0 T I — IR I 2
Ok ", 3Ll —=7. g vl =il B Sk R A
P BEWP, OKF R, T RZY. 48 K
VI R AR B B R T e W AR
P AeHEE R R B SE e 10 - JEBRA ) X—F 4 7 ) = F 538,
Y B R R BRI SE b IR B AR s
OR22 OWEBERHBITEC & 3MEMEETHZI7OEMY
O W', FE RO, RN OB, W WTY ORI YL b
A TANVNITEE w2ENPY B TN
VHIRERR MR AR U NE ) 7= 3 Vil PALIREERRR SR R b
VRLMREE RIS MR e AR, ALBREERL R AR - BN - AP R,
VRLBERERL R A e, O ALBRERIR S bRt - A
OR23  BHENRR S & AL /- W HEHL_ R OF LV SRR T A
Ol #rt, Wl RAY, B OABY, WO BB, bk EAD BOF B
VRO RSB v 8 — KA G MEBR AR ARL, B EIBR BRI >~ & — ke IR B AR A
OR24  BEMFEBEILICHE > BB ERNED TS 1 7> DM
OFM i, B4 MM TN KR, MR BRI R, Ml E AT
MR PR PR e AR LB /N R
OR25 B MAESHIC 5} 5 WERBAE X & ORI FFF AT
OWG [V, & I, il ", Ml Y. B . DR W,
W OCT R RS R Sk JRE
VT BERFPEAEALR ARG WU 2R EE, ¥ T HER PR H MR A e U AR
VT BN R B b P 2R IR

_27_



OR2-6 MREICH > HEMMABDEEN CT EERK/NT X —F ORES
OZ M JREIE. sk IF. 8N BEA. S & B s, e R S Ed
LA K2R A BEE A B - B2 e S0 - R

Z>F 3>+t 3IF—4 Luncheon Seminar 4
W B4 ERE (HARBERKEAERREZRIRR 7 L v % — BER IR 5)
LS4 SRENRX DIRRE - 22U - AEORIIER

Owprhe] - EAN
E G BR AR SE £ v & — IR ZERT 1A A A

g - PHRERA T

—fi%ERE 3 Oral Session 3

TEBIERE 2
PER ] ST (TEER SRR
KA BB (AR IR - 7 LV F — BN
OR3-1 CPFE-severe PH (Z%# L upfront combination therapy % 17> 7=—%l

OfE S, =k |, #H R KA *©
LV RS RS e (LB - 25 I P R

OR3-2 AFRH& & 3 LS HERLMERE DT - HEDRER
O s, 38 IR %k ¥R Bk B30 dE 8 R fiz. iR e
BRHE SO A /YR
OR3-3 HHEIRAND > v > FE D A JVER E A - CTEPH O—BFl
OMF& M, ihH KA, soF R s0F 5 &l QI Rl #&A4T
i L R O A OHYL. N EA
eI PRy SR EPS ] R e

OR3-4 Klippel-Trenaunay-Weber fE{&E(Z CTEPH & L 7= 2 #i
OfARH BFY, HE E£%Y, BH e?, #iE HFE20. K8 &, 7 w2,
Bpft HEAY. ZHHE BLESY. B EEY. M AT BiE T
V-3 L A IR b, P TR A A R B PR PR
O EHE A AT AR WS TR Y v & —, VR R IRE RS W0 s R
OR3-5 FhENARIN A& A EREBR AT A E % (UM ORER 2 RIEL /-—B1
Ol BREEY, RS2 SBERY, %l fE—EsY. HH o OREEY, b gAY, EE BT
SR Y
V&t R R BRE  R e R IRBR BN Rb . P A RO R BRI R bt 916 B R
VL RER Y ¥ — B ERNE
OR3-6 COVID19 7V F I MMEREZRIE. CTEPH (CBBITL /=141
O¥H #Hk, HE B, BB 1H
I BN — bk v 7 — FEEREENEL

_28_



—fi%ERE 4 Oral Session 4

CTEPH2 - [I1&fE
JER N BE MRV = v )
BTEE BAKER itk 1EBassiE})
OR4-1 CTEPH IC& (T 2 MEREEIRIZ (CAVI) EOEVETY > J DREE
OfimE 1wV, GHE  $RmY, B3 mE?, Hk —u?
DHR AR EERE Y » 7 — B be INRH e 15 B 2a IR 2255,
DH KRR v & — Ak A B RE A
OR4-2 EMEEICGEL 1B ERMitEMELE
Offie eV, ARH FXEY. 54 H2. 1% B, 48 tEY
U E TR EE R IR 7 S B 2 IR S S A BB A RE, %) F I SRR 2 S T 25 Sl A i P S T 252 3 P
U P
OR4-3 VTE BEICH T3 3TEEED DOAC DEMM & LM e kigst
OL¥ #E., mH EBE. AN 8, AR 2k BEE Bd, ke BE KA .
HAM WL TE o EE, R
R K79 165 BN
OR4-4 AMMHEREBEDRRANI T & CTEPH HREDTFEFAREF
Oz &Y, dul B7Y, fk &Y, @By EY. BK Ang?
Vg A RE AR bE iR, DA SR OIRILGS £ v & — IEBRE A
OR4-5 ERETILI 7 ARETTHRIEL /- APS B8E CTEPH O—%)
OseE BV, B (Y, B eEY, Hm Y, B Y. EE B,
W Fhgz
VIb B KF R BERREENR YILERFEA T Iy ¥ — ) =T - BERANR
OR4-6 7’AOF 4> SRKRZEIHES 10 RDEMMEEAEMFSMEED 1 4l
ORI AV, BN #kY, IHE kY, =@ £V, 2| 3EBEY, |y gE—?
D RIS B R AL = R B OIS £ > & —. 2 BB B 2 = T el 5 L 2 > & —

—fi%;ERE 5 Oral Session 5

JNEY « 57 « BV H
FER WA — 30 (IR Je B bR B 36 0 I 3R eIl 2)
HH DO A (BHKFERE ME5RENED
OR5-1 RBERMMSIERE 2 FEFINDOEEFEEDEARF &R OKET
OAR Y, m¥ —472, mm B, g fEw?
VICHO Witk U NEY F—3 a v e vy —, Pk Kb, Y JCHO stk 165 A
Y JCHO Histibe KR
OR5-2 MiElEEREDESMBEEICTH I AXRZTOHE
OHll KZ5 /N B BB B R IER. AH 280 MY BEBA. SH O A
Nl #iz. AL KE, &5 R
BRI T 7 R IR IR B R B 2R A

_29_



OR5-3 %HEHEMEEF—LTHBEEEZLS
OFNI Y, WD MY, hE mEY. BH RV m8 k2P BT RS,
N HEZ . KB 2. AR BEEY
VALBREE R R MR i b B 2, 2 AL R IR i b S5,
VALRER KRR R U ANE Y 7= a Vb, VALBRE RIS IEBR - B - PO s R
O FLIEEERI R AR O ALBREE RIS Wibesst - A5y

OR5-4 FHUS5A LEOFEVE: TR7OXT/ —JVEEBRISER U =—F)
O/ HeZ™ . ¥ 0, kN 30, g Y, A9 k2. B Rl
P EY, KB e, KB B2V, A BEEY
VALBREE RIS B ae - EFIR - AR 3P 0 A PR A
DALMREE RIS SR Y ALBRE R R MR b Bt ALIRIE B Mg s b AR,
DFIRERF KB AL U AE Y F— 3 3 v, VALIREERIR S biee s - A5 Eey

OR5-5 MiEaMEFEBRENIEH S FTRIERICSHTIHMEI MYy X TOHE
Ol XRTY. 8T Sk, &l TEY. /b &Y HE BEY. Bk &L
VIR KK Frdbth, 2 ARER AR RS O - A5 I RHR

OR5-6 HE#HEBEH IPAH BEICE T EHEELEZEA UREMRKEG U 7-fEF]
OBl £, Hi  #E—?

D B BRI = b AR, RIS B AL A2 = I LA £ > & —
4 7=>%+t37F—2 Evening Seminar 2
FESS RS 3 GRBERRAS: BN IIRL )
ES2 N—F 1y MNERZEHAIRNIA D 2HH#BE~MERZ R0~

Ofnlr et
H AR R ARSI EE 1) v~ T B A R

#1HE 7H28 (1) B5218 (fEC)

—fi%;@E 6 Oral Session 6

P EhAR % 1
ERE : HRL EIR (ABORASESH POREals O I PIRHIBI / ARORR S B £

vy =)
E BLEE (BER R TEBREENAL
OR6-1 PGI2 2UREE(IC K 3 MEIIRMMSIMEEDMITEIRBREHFBA
OF&E &Y, FIE WAV, =% 5", mab B—", A 12, 7 2EY,
NN
VNG BB R L E 2 & — TR BR BRI Rl 2 ER B R L > & — BRRRFZE 55,
VENRESERINER Y Y ¥ — U Y F—Y 3 v
OR6-2  Upfront combination therapy TD U F > 7 NOFRMEICOWT
O%H  fE—ERY, R SHERY. Wi BEY, HH K. b BmAY. SE &Y
VAR KSR IR TR, 7 At R AR R TR SR

_30_



OR6-3  Treprostinil DR TFiF %z 8 ENUIE 2 /-Fh B IR M= MEEED 3 5l
OmA BAV. HE B|FY, &W 7. W sV, BEE @EheY, B 5150
il FiEU. R Y, B ERY. Sk ey
DT R E R B IR B RE, P AR b IR 2 PO

OR6-4 MiEMELEICH (TS ESC U RV DIEDEREEFEMEIREDE B
OfA . & EKRE. A& . LH 1o, & PR K W
AR B R RT Se e v & — LI R

OR6-5 FhIMELREOHEAGAE LD TR U /- FhENBRE R = IE E O —B51
OHTF &£, s #%. RE ER g #, i# b, s B &l OF
7 B R SO B BT - WA > & — DR

OR6-6 EEIFHFMMSMEEMTTIVOMILE I MO N PH#EERESE
OffE KBV, ZEMA G0, I BAY. K 2D, Ak kY. ik SR,
Mark T. Gladwin?, ZH &Y
DRIk EERIBNEL P Ey v — r R

—i%EE 7 Oral Session 7

TEBIERE 1
AR Rl FIZ e Adbs 16 BR N RL
MW A5 A —r 270 = 2)
OR7-1 SwanGanzs 17— T IV COMBRES ZMERNBZH CEMEL /- 1 61
OB FW, w2 Z5 2l . B B2, AR &4 3% M. B =EA
WR OME—. R W bl RE. B )R
SURAWAN S TRVA S adly )= VD A | Fi - S
OR7-2 epoprostenol #EEZHIEBMKBR | 1G4 BEREBERIEL /- 1 6l
OFH %5, m=mtE B, ek il & HBF. B KiE ol K. HFEF g
HFERREME R 155 25
OR7-3 &/ EHEHIC selexipag 7 5 treprostinil A switch U 7= 1%
OFH %5, =iE B, FE4K ik, BE EE. TH ik, A0 K HF¥F bk
EFERREME R 165 2 FH
OR7-4 BEBEPGRE#HFNLUDLARLDOEESRL -EIE IPAH GEH
OFE 2V, KB ®7Y, b 2P0, A3 510 sn o 32Y, t =
D E R R b ANERE, D ENLE R K EERE Y v & — R
OR7-5 HADALERZHESHESMmMEIE TCRIEL -BBEFERED 1 5
Ofll 1V, #ra &Y, HRA AEEY. Adk Y. B mel, s,
g FE—-V, I OHBEY. bk EA?
V=g e A b MEBRat v 7 —, YHUIBKFER Y v ¥ — KGR 16BN R
OR7-6  EMiEhARIERE (42 R BIBHENBRTZ R 17 % BE1T U 7= 1 B

OREM B ol KRB AR k. ik & <l 1)
HLKZ: TSR FL

5

_3‘|_



—fi%;#@8 8 Oral Session 8

HEME - £ ORE
FERS P B (BHESEOCEER S 6B R
T (SEAEAFRESRNR 65 - M)
OR8-1 V¥ 7 aLICTHITEEAERLL 24 F = JRHE PAH
OfthH 44, k4R Mg, B SF. 7R FEA FHI W MHE - BEKES.
sy ZE, HIE BHIL WA A
KK Ll - T PR
OR8-2 #UF = JHRMMSMELEICH U MENRERE 51T o7 16
Ol Kb, #% &, ok S, S8 #mA Il JEs. i hld 1
T B KR B R AR 185 2k
OR8-3 7JVUJZF7HREHRICHIE /- MBIk MEED 1 B
OkA =20 B HERY. miE E—ps®. R M. m Y. RN R,
ACE I b SN T 1N 1 B -3 SN (Y TS
DA T BRSSO AR v & — . PR DR RSP S B B PR e
OR8-4 REMABIRFERM & OCAE—MBIRET Hy TV T
OFH #Z, #E 6%, |y ¥ AEH E B85 - il EBZ.
¥ MR M BA—HE
BILKY: 45 E
OR8-5 XEIRABBEMEZICIELS I HANEITL LS IMEER
OWIlL &l A ok, HE HA, M FEE HH &R B4R R
A B3R, BHE R
KRR LI PO
OR8-6 ZEFILERALY Y AOMEMEICH T 5 SGLT2 HEEDHRDi&E
OLAR #r EZH W A IS, WE M
PR PN 2V 2 By R e ke

—fi%;EE 9 Oral Session 9

NI PN
JEE © AN 3 (RUsCEERMSRER S MR
EEH SC (SmAE SRR b AL
OR9-1  FF#tE % 1T > 7=/ RPIAR R = M EAE O HE 7 1%
OfM  Ff. Bl . A B, BEE 98 A A B ek, SR T3
Fill %7, KB B
IN TN TN A B N L
OR9-2 FREHREIIMERMMSIEDEEDEREFTH S
OKT #EY. =4 ®EY, @m #x”, B8 WY, e o7 k& a2,
Pl s
VAT R B ANERE P SEA SRR N Rk

_32_



ORO-3  BEMEHKIRIEIC & 5% 1T f- AR B MERE D —Bl
OKz MV, @E M2, =6 %% HE WE w0 WF KE %L
PR ENE T =
VERRPRFBEEFRNGER NRRE, P SRR B R Ge R RIS B

OR9-4 IRZFORTF/ —IVHFHesIEEICE 2/ BIRER KR D%E
OB =Y, Wy H&Y. aA EAY, WHE 287V, FA BB, BA Hm?
VSRR v 7 — HEBR, B LRI S R

—fi%;#@8 10 Oral Session 10

EFIERE 3
JEE A AL (KBRS R S AR Fe A N L)
R W2 GRS R AR ANER
OR10-1 &EMm#r#fatstEs (S IME % FiE L 7~/ NERERLIE 3 6l
OKR# RV, BE &Y, i 20, mdk &0 M 320, b =Y
VR ER AR ANER Y E B B v ¥ — N
OR10-2 MRIGHEIESE 1 BUCAHE L s IERED 1
Ol 3D, =3 BAY, KT F2'Y. Bk b, i . &l b,
FfE BEBIY. BT BV, doIl sEEY. FE R0, AR WY
VR KR SR MR B DB ERAEL. Y SO R BEIE ST AR HUIRIEHE > R 7 2\ Sl
G MRS 88 TG BNl 75
OR10-3 EITHBLMRHERTREICEGH L ZEmEED 1 41
OmH E£&Y, b fﬂﬁ” Al HRY. EE BT, A BETY. OKH O FRHEY
VBRI RS A EE ANERR, Y SRR IR N EA
OR10-4 MiEMEEZZEICER I NAXTU 2 IFNF—0 2 EH
OABEH FFY, 49 Y. B WE°. R bR
VEHTRER R PR RIS BRI, Y R Rl R ST G B PR SR B R
R R S PAIRR o A R A 2 B P
OR10-5 Nottingham BE2RLEANE T/ OE VA ICE G L 7-Fhis MEED—BF)
O=i W', 1k B B HY. P& H-", EP?} G, R R
KE Y BA KEY. b —=Y 55 Y
BB (A3 PN o N 2 AVt i ol e Y R I 13T N 2 N ol A e i o R A T e
VAR R R B R TR W - BB N—F 4 T H—F 5B

CHOSER [ J =27+ 37)—3 Evening Seminar 3
FER C R BEE GRERSEER L v ¥ — KR
ES3 fi= MELE & &6 L 7=/ 0B R KIBAE ICXH§ % Treat and Repair DHzh4E
OEtr I‘%*
B LK 2555 B FE B 2 L

HE: BEZ1 771 XS4t

_33_



#2808 7A38 (A) HF1218 F)

Y RIIL I3 Symposium 3

SY3-1

SY3-2

SY3-3

SY3-4

PH DEZMBEEZLTEICOVTEZS
BEE B ET (KA v S8R T4 TREXEY Y ¥ —)

BE W (emike ke ek s - [ABIPIREEE)
T—IWRIVRIG LD S HESHBEELTEFORBLSEANDRE
OWF  H—"

D EIBSEE AL K PR IR BR R Rl P EIRSE AL K S Ik IR I S v & —
HPAH (ZE T 2 2B ELTEDESR

OFH &

B B A S PR A 9 B2 IR

MR E CRBEEICHEIMESNEEICES T3 2HMBELETTOHE
OEH X1

TR R FBEE EFTe b 0% 5% L

CTED/CTPEH &EBENANDRE

OTFNE #HA
IR > & — BRI

PRI L4 Symposium 4

SY4-1

SY4-2

SY4-3

SY4-4

EMEEOERAE
JEE YR BB (Taeks kb 2 ge s I 22 R
el K GRALKEIEE IR
BERMEmEIARMER S MEIEDRERRE IL6 > JFILh5E LD
O IEY |
7 AR BRI g b > & — FFSR L 2 A
HEMEE D U WREEBEEEDIES
Ol &=V, A #&ig?
DRI ER RS B - MU, YR BRI g 5
S MEEAENDKRARSTHREREYDICH
OfE  HY, Fa =Y. ANl 2802, WA ®Y. W BARERY. (i
EH Y
VNI B AR T, D)k B e IRbE, ¥ BRI RS R,
VIUNKEE Kb EBERNAL, DA B
S MmELEICH T 3 BREEE
OFI BT
TR R SE b 1T 2 R 2

_34_

i,



Z>F3art3IF—5 Luncheon Seminar 5

LS5-1

LS5-2

BHDORS U AL—23F V) H—FEREAD PAH BEEE
FEE KR R (EEERERIZE L v & — /W A R S )
EHE - FEICL3EHM PAH O9FH#iE
O IEY
7 AR R TS b o & —BRGE LGt B2 i
70— &M EfEMEE~#7-BEIMEEED 2 —F Y b~
O= %
TR TEBR s
HE: Vo2 T77—IBRRESH AT A HIVT T 27 —XKE

¥ B:HES5 Educational Lecture 5

ELS5

JER T SR R (TR R R R S IR SE eI 2 DI 2)
IFMEMEEZED S
OWR  h—HAB
FEIVREEEN TRARAR B A ERE Wz AR

Pro/Con2

PC2-1

PC2-2

EEFICHT2IROT7OXEY A7) L&A vs REH 5 OFED 3 FliGHE
VERE K W) (RISARBRERIIGE L > 5 — MRS

BHEGIIFEREOTOX 2147 D 8E| % T8 (CEEZITD

OW%®H %

SRR SR B NR / BSEE LR AR > 5 —
BESITH-THIFROTOX 217 ) D HEEEEERE . BHH S BOXEERGE
LTHERETDIDIIEDSE D BIEFIH ?

O HIE', Ml B—?. K %EY, &5 #7Y. HE 277, Bk 5a0
A% FEWY. R ERY. A %Y

VNSRS PORRE A (L - IEPIRHERE / ARG TRBLA L 8 —

D PRI BE A PRk (LM - I RSP

HBE#HE6 Educational Lecture 6

EL6

BER : LAR T (WK R IR - ) < )
i [0 & HRAR IR LS D PAH A D FIREM:
O%hi]  F5Hl
BB KRR ) o < F - IS PR e

_35_



fEBII%ES 2 Case Study 2
BRIBRAEDONFEDFE~ AL T — RIEEICEEL LD

B Tk —= (iR R R E R TERE 1P - JE5R A ) N—F 1 7)) % —F58)
HH W (EBRSEXAF 1 ANy 7= o< F - BEIRNE / L RSEESE IBER -
AN

CS2-1  Over systemic DEEMSMEEICEHT 5 “PH-pSAM™ DIEMg
O #BEY, B BY, ik mxd”. A &Y, mE —8Y, o e,
fwE wz?
VB SO BE A ANERE, YRR RS A B /N R R
CS2-2 #FBPIChEmMEAEEOHANSEE L & > 7= SSc &6 PAH DIEH]
OmsA StV KT FH2¥. Hik o g Y &N Ry, Wi sy,
BT OBV, N gD, ZE E—EY. RN WY
VRS PRSI R il DG BRI, P BUERR R BE E R eRh PR ol R I R S8 2
DR F BRI SR MR ¥ R 7 2R, VSN R 55 G B e N Rh e

#£20E 7H38 () F2218 (88)

RS FodfEt I —3 Co-Sponsored Seminar 3
FER v a— bLoF r— )L B (EREssoc B R
SHEREFRE AL T r— RIE JET AT Bek AR SRBRE IR > s — EEIR
A T—F— LRI B OFERSEERS - IPREN L v 7 — TSR NE
EHE IBR] GOAEEER £ > & — i frihs JEBLE )
HAR W (REREREZE L & — WESREH
COS3 BPAETHZM47T HHRAZEEL>4—XERKR @
Ol E4
FH KB v 5 — AR TR
HE B[RS DIRXDIAT v IR/ AT 1%y bMERSHE

fEBIH%5T 3 Case Study 3

BPA Nightmare session
JEE T AR BB (B B S ik H G B 3R B PR
N S35 (BHEes o R 00 G B 2 )
IXT—F—TIE AN (EwRbkss Mgt 7 — G5 ENED
KR RS - PR 5 —)
CS3-1 BPAHODOZHMEMICHTE TNV a—FT127T
O 14
BHRRFEAT GRS NE
CS3-2 REFMICHEKXT 2 RMEIIREICX L Ta () > T bail out L 7=—%]
Ol fi. = K, =% % ARH BF. K AB. BH Ei
[ 57 E BRI ZE X ~ 7 — b TEBRE I E

_36_



CS3-3 BPAKEITH & T= &b - 7= Acute on chronic PTE IZ& % CPA O—1f|
O/ A, il 4, B RiE. |A 3—
BEUE T KSR E 2 AR B - R - TS IR YRR

SEVERIRER  Jamieson CTEPH award
FER D K 3 GURERIRS ORI IR0

JCA-1  fi7airlatE CD40Ligand (3 CTEPH (CX49 % PEA DMTEFRINAF~Y—H—ICKY Z D
OFEM ", m# Y. w22, #m . g wmy. wmw &
YR WY, AH . HHE BN, 'Y, Sk sRRY
VTR RE B RSB WP A R, 2 TSI R R R e R 2% R
M VN = AT 20 i RTEE S R 2N B YN N UV ) i TN AR E A S
VIRFIEAFT 4 ANt v ¥ — LIS SRE

JCA-2  [fiEhiRinte R RERR TR DX FMS MELE (CX T 5/ V0 — BRI OF D ERe M
OftiE sea”. IIT Y, fak M=, BRY. sk £ NE EEY.
wE P EH KREEY
VRO R R R B IR BR AR, 2 O BB 2 b (LRI R

5>F3>t3IFr—6 Luncheon Seminar 6
JEE R R GBI R R R v 4 —  IEER R ARl )
LS6 BEFNREIPSE LD PAH 2E

OFHh Ji#
BB SRR AR PR A B M B A IR

g FHREKRA T

NEESEEE Yamaki Award Lecture
WEE L FI R (ERER R / k)
YA e MEREREEICH (T D RIEMS TFILDOERE

Orplii] - B
SR BRI SE > & — BRJET L 2 B3

—fi%;EE 15 Oral Session 15

TEBIERE 4
JER ¢ M T USRS B TR R S )
R B RBRERERIR ) < FIBER AL
OR15-1 CREST fE&EDZEH 5#9 30 FHRICHEE(EL S MmMEED 1 F
OFENl e, HE  FBHE. Bl Mg, BE Bk, JEE #f. sl FEE.
il BEL OB B
JA I B AREE R NE
OR15-2 #EAGAEEHLZIHL ~HIL a4 K — > AEES MELE DO —F]

OffikE . I F#A A ED, BB K
SRR MR O B &

_37_



OR15-3

OR15-4

CALR Ef5FZE EF AR M/ MR IMAE (C &6 U 7= Fli S £ A O —B5

ORA it B FM &b 5B, N R—. ol WA Wl BB 9l IR,
Ak IER

SCREEE R R 2 R A28 DR BRI R

BRI R, BREERRERRICE6 U /- IREAZ=AE D —FI

Ol BAKER, #ray  FE, A 59k KRR, AME E—. Thir RE

aAR = BE O MS. M5 BE —f &Y

ERhyLE ARk JE SR R

2R457I4E 3 Presidential Special Session 3

PS3-1

S MEEREDES~RALHSHEELZ T~®
JER CIUH T (EEEEERE BEE - ) TRy v —)

BIRRICHA SN 3 s MEEOREBRERN - 13UV EEIRMEBORED,S -

Ot m&l, ek BAY. g mu?, F0 B0, BW W, mm 1Y,
b —RY EH M - B O bR, =k HE, iR A
WA k. R RET. WmE T ZkoRnP

VRN MG — 7 > ik IR, Y ARER RS 7 LoV — B

RN PR R P2 N R T PR Y S S NI SRS PN S e
VRALEE R ARSI T R R, LR I R R,
VPR N AR R, AR RS, R BE R I

W BRI AT AR BE PORE, VRIS BB, B RS M - ) 7 < F R
DR ) < F - B

208 7838 (A) F321F (JEA)

S RIS L6 Symposium 6

SY6-1

SY6-2

SY6-3

SY6-4

EemMEEEFRIYNEYFTF—2 3>
JEE T EAR B (REERKFUANEY F— 3 VER)
VIl B GRag RaeBE s s - 7 LIV E— R
B RS MEEICXHT A UNEYF—2 3>
Ofipta &
TRKZELLERRE V) 7= 3 V3
MR E (D s IE
OZI =t
SRKFWERRE VN F—32 3 v
EREICEY RESMEERZICHT IR NEYF— 3>
O amY, A b, R ey, T Y. R Y
VST ARRE R N T — 3 3 B, VAR AR IR - 7 LV — BN R

iz RIEAHRIUNEFT—2 3 > OEEH
OXRE P

FARR AR MR ) Ne ) 7 — 3 a3 VR

_38_



fEBI#%ET 4 Case Study 4

MRZEE2E T MEMEEICKT S PAH GE - Fx08 - ESHSE -
WEE AF M (M AR AR AR b IR
Rl SRORHR OMEK S a0 2 Rk
A YT—=F— IR P (RERTEE ResAED
e R (AR EE IPIREE - 7 LV E — R BINED
CS4-1  IMEHRFREDER (C#ERE U 7= BB IR 7 B Bh Eh B4 Brh 7=, I 7 D — B
OBM Wk, HE £, sk BAY, /| f—mY, |a EY. klE Y
il FEY. EH T SR R—mY. #® O, Sk wiey
VT3 K2 PR SR I i e DR BB, 2 T3 UL 2k SR i e R 2 PR
CS4-2 MEfIHLSEZZMERBEHMSIMEEDAESEAREL GEEE
O%m  #EY
U - IH % A 2B EWER B S TS &~ 7 —. 2 T38RI 3 R R o b W e L

—fi%;ERE 11 Oral Session 11

BERE : BN IESE (R RSIRSEED PORH: 4 — i)
R 2 OWNBERASE: PIBHEME U5 - WP - R PB4 )
OR11-1 FEMmEA HHEEEMERICH T 2 MM ERE OREFIHN
OkA #", il —="0 g /s mi - il B OF B
WA RV, WA Y AW WY, He MY 5% Y
VA KR BEOERITIERE AR PR
PAEHEEK RSB BEAERTGERE WP - DEBRA /N — 7 4 7 ) 3 — T 5,
VAR KRB PRAERTGERE S TR VIR R Kb DR gEb IR B
VIR I P
OR11-2 [i&REEHF PAH (ST 210 IP REGIEEIROERARER
Ot AZY, AT HZ™W. Wi Y, A feht, RRtE Y. BRI B
GV N S NS T
UK AEEMBNBE DRI P SO B AT SRR MR S R 7 L2
VIEMR B TR PIRL
OR11-3 3 #imMELEICHf % emPHasis-10 EHEZEOE#M , ZLEDOHKE
Ok AL ¥ B2, Bl @8, Bm R Wi . RN B8 ok B
BHLERE WPWR - 7 LV — B PR

OR11-4 MEE MK BEERSMELEICH (T 5 Macitentan DfERZE&
OffciE  ZHL 0% 2. 8l S8 Bl BB, B @A RE B8 Tk B
LR AIREE PR - 7 LV F — R EARE
OR11-5 #AMMEIMMERE% £ L /- IRk SIEREO SR
O &, Ak FFEY, B By, =54 BEY. mll s,
PR HAY. BE EEY. BB OEHY. BE BT
DE NIRRT IE5E - B0 - I PRk, P IR IR S SR B,
DN KBRS W5

>

_39_



OR11-6 KEREIRERE & RICIERTERIEZ R L /= SSc-PH O—F
O me", = BAY AT H2, Il 3D, s 2R, wig
ffl SEEU. CRH Y. EHEE Y. FE R0 AN WY
VSRR KRR R TRIRIRIRE, Y BURSKE KRR ER, MRS % 7 4l
YRR H DR BE PPWERPIRE, Y SO A SR E R A b SR - IR PIRE
REUIPR S e e

S>F3>tIF—7 Luncheon Seminar 7
M EREDEET7 v T — M- AP SIEMET-
JEE AT BB (EIBSEE R B2 TEB R / [RIBE BE RAL A Fs e f
PER)
LS7-1 &AM PECHT 2 EY L AaMEEENDEENEEE%2% ~CTEPH »5 R /-4 PE ~
OWr L
SRR KB FR MR i b IE B R
LS7-2 tEMmieERMRSmMEEDERE ~ BPA & medication ~
Ol EA4
A S AN e N

Hig N IVESKASH

HBE#HE7 Educational Lecture 7
FEE R ¥ BRI SR 25 )

EL7 International CTEPH Conference 2021

ORI JhE
B SZ R B b B IR > & — FRBR &R

PRI LS5 Symposium 5
CTEPH Z2EDES
FEE A B— GHT3EAT 1 A0t & — LIBInEsED
R RER (RIS IR aE 652 R )

SY5-1 CVIT-J-SHD LY X kY » 5 &= XFBICEH TS BPA DR

Ofrx HBmY, vo &

DRI SR BE 30 IR R G BB IR B0, P T KRR b IR 15 B 2e IRl 5B
SY5-2  BhENER/ NIV — Rk fiTRE AR IC 3K & S h B FhENBR I P EE SRR T D 12 E

OFL By /NRE 8. Bl EZ8, BH K BR i ek B, BH O3

B R BR AR gE € v & — MR
SY5-3 CTEPH OE4ia#E (FMENRREE - EEE)

O®EN &HT

TR KRB bE W2 R
SY5-4 CVITHAA# BPATIZET®N3! ~BPANDEREPCITY =y 7 DicA~

O/pKF L, HE RIE, dal RZE, HE Z—

BT VKSR - B - IR R

_40_



SY5-5 BPATZ_&ETTZED
Ot 2k
FOHRR R >~ & — KAGHbE TS e PR
SY5-6  BRICH I 3 RMEMEREMRMSMIELL PEA & BPA O1E
O &Y, A WY, WH K, FH
VR AP S S MR BE BESRAREL. A KA DR S S MR B (L L

208 7H38 (A) 4218 (fEB)

—fi%7&ERE 12 Oral Session 12

HERMR
JER © BE R KBRS b ek MG B2 pI k)
NHY) S GRIBEERIR B S5 bR s b BRRZe 2~ 4 —)
OR12-1 ANFSEEZERICL D BMP ¥ JFIVERE & s MEAERIERF

Ol HE. BH i
SRR LB R A R PR

OR12-2 PHIRREZRICH T 5B BEIRRILKFZER L ERFFERFORE
O ", A Y, g BWREFY. KB WY, s ol ol ast.
ORI, KHE WY, R EAY
VN IE B B e £ v 7 —WFZERT A A FRAE R,
2 AR BR e et v & — il il v I S PR AR AEER / M B R
OR12-3 EIHMEMEEIFMET I ADORMEIEREEE L CAR AR EDORR
Ottt FZ. fiH i, vl BR. DR 1WE B ks
BMKRFESAT NFHFHE—H=E
OR12-4 BMPR2 Z£®M PDE5 [HEEAEANDHE 5 v b PH E7 /L TO#KE
OfFH 13", Kabwe Jane”. =% #%EY, KT kY. B8 #mFY. K& MY,
A TV ORKE 2V, il —BY, Fil e
V= RSB AN, Y S WA IR, D Al R TR AN
OR12-5 JAG1 BIZFERDT7 7Y —IVEERBFPHBIRKEE & - §18F
O %', Jan-Renier Moonen?, =% 3%, Marlene Rabinovitch?
VA RS R R AR A - NEEESE, YR8 v 7 — NREE R NERFA
VAR RIS R NERR
OR12-6 MimMESEICH T 3 ERMBHRERI F&Y > -2 DFE
O%A BTV, Gusty Rizky Teguh Ryanto”, #HA& #?. £H BV, H %=,
A g
Vi SRR BRI Ze R, Y BL e A Ak bR e v v —,
VLU LR R R B - MBI, VT KR B SR G BR SR B
OR12-7 CCR2 BIZFXIEZ v b &AW /-RIEHIEIC X % fifs MEREE DT
Off%r MY, Bl Mg, =4 #EY, KT miEY. K& Y, &5 Ty,
K Bz, —BY EIl Y
V= WA R b ANERE, 2 S E RN R BRI A
RE U NS N

_4‘|_



—f%ERE 13 Oral Session 13

OR13-1

OR13-2

OR13-3

OR13-4

OR13-5

) R
JER © BAER EE QUNERNKS: / LRI b A 1)
H BERR (AR RIE G B ae AL

AFBIC 5 F B PIIREETOAEAE (< fF > R BONRA 5 8 I FEVE S AR D BLAR
OHWF  #ikY. BN HE—Y. B3 SBERY. R BAKERY. ghk Y. ®  #E—0.
dE —=0 FH ", A #ILY. B Re?
U B I A AL S = R B A6 B B PR
DA R S BRI b AR BR AR NRL T N KRB EBRBRPIRE,
DMK PR E T, Y TR R F BB SR se b WP BB, O dbiE i KA e WP PR
DR RSB e 2R e b DRBRARPIRL S, ¥ AR SR S S PR 2 e A, - I PR ER
O [ 37 95 B I L P > & — DRBR AR
tBEEKEREEICEH TS PYOD/PCH11 fEFIDH%ET
Okt E—Y, &8 —=9 B FkY. b E&Y. BA w10, kg s,
IR OIRY. SR WV, K Y. FH O BfY. 4% #wY
VAbiEE KRB BRAEIRIE R PR BRI RR SR P AR K R BE AR ZERE U RS Wi R
VIHRE KRB BT W - AEBRA ) N—F 4 T ) F— F 5
BET —AN—22z AV EBREFSOEEO IR — MR
OXKN  #E—, Ju A, &% kX
Yoy 77 —<HAEH AT INT T 2T — ARG
Ffi %8 & (T 2 B EDAR AT = I EAE D45 © DPC 7 — 2 R 72
Odulit Fsr, KAy —
Yoy 77 —MAEH AT INT T 2T — ARG
RENFEEEZHAL -HCREENTR 22 PAH O—f
OEM EWY. BE FUTY. A FEY. 0m &Y. ik WEEY. e BEY.
i KD, wE Y
VIR R RS ) v~ F - BEUR RN 2 R PRI PE 25 PGB AR N
Y E IR R R e B AR AR AT

S

—fi%;ERE 14 Oral Session 14

OR14-1

OR14-2

B IEiw
JER C RE BIE GERIERKFESEE Uy <F - BEHNE)
NET $EF] (Rt TR IR E AL BIEG ) 7~ F MR

MDV Z& AU SR IS S Bk = M EE D2 EXRERE
Ol e, =W g, f% Y. R -0 o fE?
VAL KRB E AR e b S - R EPIRL R,
DX vy 7 —MREH ATFAINT 72T — XK
HEMMASHBERICH T MESMEDEE. FBO%E
Ol ZZ. ki AL R BmAELC, 55 oo, BH BH. iR @,
AR A, e HEE
DR ARTRE IR 7 LV — BN E

_42_



OR14-3 2ZMWiH 5 6 F#ZFBL /- MCTD-PAH (AEHLZIH U - 5EH
O Y, b BEY, —i FEAY, Nk Y
VR K2R D B3R A B T JE Bt T B PR 3R R I ) 7 ~ T IR EUR PR
PRI R R B B B SRR A S RHIG B P RL 7
OR14-4 FMRICRAHLERLET 2RO -BEFREMSIMEERED 16
OfFA %%, HE #Hz. B &P EA RKE. B %5, B fEd,
AN 2L M ORERL R . = LR, RW iR
UL JE BB DB R PIR
OR14-5 IFiRHE % 1T > /- SLE (J > MiEgiRiEM = MEED 1 1
O/ME BEEY, KT FH2Y. KA BiY, WiE . A ey, mE emb,
YL ERD. W Y. o sEEY. & R—-EY. RN EY
VRO KSR SR MR B B SRR RL. Y SO K BEIE S Je R HUIREEHE & R 7 L\ Sl
YRR TR R GBS0 - BEURIARE. VMRS I SRR R

Z>Fa>t3IF—8 Luncheon Seminar 8
WEE 2R SR (BRI B2 ) v~ F - REURIR )
LS8 B E &R & s MELE

OiLiE  FETE
O AETREE W - 7 LV F — B NEE

HEgE: BAN—D > H—A D HFIUNA LRSSt

¥ E:#HE 8 Educational Lecture 8
JERE MR FuA (AR U - AR
ELS ~BRIDEER T 7 %232(F 5~ PH DEEE (RFOEYEL. BPA. PEA. ifiEx &)
Om%¥
WRUR A S5 bR s e MG BR 2R / B LA & v 4 —

PRI LT Symposium 7
PH (339 3 IT solution
Wi © KT 2 Gk kbl iisest HIRER S 2 7 L )
KRR EH GRS b B A

SY7-1 EERAAI EF7ILTY X LDIEE

Ol KV, i 5t?

VR IR RIS R 74 AV IT v ¥ —, DR REA S B AR, P R
SY7-2 /IREHEIRFEEICH (TS AILH : BE XERICE 2 Qp/Qs EEROEX%EZICL S PH

(L E)Y// AN

O=% FE', BY B, @BH #xY, XMF B2V, Tl fEEY

B P TN A T T TN NS § N A T T e S (R W (R O
SY7-3 EEERERICH TS Al DOFEE

Ot Bt
R i IR R

_43_



SY7-4 ICT #7JVEAL e EEBREEEDER
OBl wEY, i BEY
U IR B AR = H b k. Y IR E R A = B B S MU > 4 —

£2H8 7H38 (A) FE5218 (fEC)

25 28 A HA/NBHEIRIAIFE S  Pediatric Pulmonary Circulation

—fix;E 1 PPC-Oral Session 1

TEBIERE
BER B GORAREE Y & — KAk AR

PPC-OR1-1 ECMO, IR7AX7/ —JVRAEHEE THE U BRI = IE DL B
O wyl, T ek, Ak MY, il FEY. EE Y
e PR S R N NS & NSV Re C) ARU TN
DRI DR B B A > 5 —
PPC-OR1-2  FiE#AREAZRIE ICH L CEGRMBETHS LB IRBR
Ot K3g", Wik R—EY, R G Bk OMEEY. CFE &Y, kHE Y
X OE-UD Bk B R kP, ghE R
VM AR PRI 2 b A bE IRSRAEL RO R B PP RS R
PPC-OR1-3 EEMEMEED RN B7EE NO BEDEA
ORtr ME—IRY, s 3V, T RV, IDE s, Ak 8D, iR FaY,

wG hE?
VICHO JuNdskz ANRRE. 2 JCHO JuMMdihs L as s Rk
PPC-OR1-4 ﬁ&zﬂ’g%ﬁﬁﬁ’c a?bﬂﬁﬂfﬁﬁﬂfﬁ.—,ﬂu —ﬁU

*%(Efﬁiﬁ%mﬁﬁil% "GEB‘ZFJ/J‘EI:}?%%’(’E

—fi%EE 2 PPC-Oral Session 2
EIREIEE
JER © SR (JCHO JuMR kN R
PPC-OR2-1 [i#HERZ &I h/-MERMMSMED 3 6h 5 & 2 55EE

Oik R, N &R G &1 BH &— BE %7
WIRKFEERR L > 7 — KIBHRBE /NJE R

PPC-OR2-2  #lirM A {RIBHREAREASHAE DES T &8
Ol o'c;:“‘ BH O OEEY, {Ilﬂ-ﬁ? kﬁ”\ IROBEY. A HE—ERY. JEE T AT
FNOEY RE REMY, IR
VJCHO Juliibe /NERE, 2 B /R

PPC-OR2-3 AALETERICHT —TIVEEEIT oL UOBRRRIBERED 161
Off #W, HE Bz, BEH @EE EA R w9 S, BIE A,
ANECEL M TR Rk ml, =@ GERs. bBH G
VAN R e ke

_44_



PPC-OR2-4 ZEHkHEIREE 2L ABEEHRIIBE. MEMEEDKE ALY
Oftk B!, W79k —®mY, B R, B BEEY, Jhk mY AW mEY,
LR RIS o
VBEESE R BE I AN R AR Y B R SRR R S P

SREZHEE1 PPC-Presidential Oral Session 1

7+ 232 EIR
JERe - KRG BN JCHO Whstwmils it &b n— bt v & — NEIEBER)

PPC-POR1-1 7 # > Z EIRADOIMEIEREOER & MITHREICE 2 5 E
Ode)l sy, FH B—rY, @3 2V, AW &Y, w82 /Fa gy
DRI RSP S BN R, 2 b B S R I A SR 25

PPC-POR1-2 EE)., E¥AT MRI CHIMARSE2FMELAT7 42D 161
O WY, T KEY, el AT, B Xz, mE Bz, A Y,
& Y. B RSV, W Y. e Bk, IR ==Y
DERRIE S 2 b ke IEBIERRE, DRI C &b il ORI A SR

PPC-POR1-3 E.OEHESEHOBIRER LARL% %KL 7= Fontan BIRD 1 6l
OWFR iR, AN B OHE 35—, KB B, BRI BT, HE G, IR 1.
wH
b/ EE G G v 5 — IR

PPC-POR1-4 BHBRRDEA THIRAFHKEL . Fontan FHi% 517 L8~ —6)
OFml #Y, WO EEY, mE &Y, A —%Y. kN B, gaa AV

Byl e FwP, W
VAR 5 — NI R 7 E SRR 8 — DU

—fi%;#@78 3 PPC-Oral Session 3

FRERIF R
JERe T EEH ST (S E AR SR BN R

PPC-OR3-1 AIICHI2ARMOEREZHEIHESNEENL S R M UFE
OfHF =Y NE %7, AH F0Y, #1120 BsH %0 q6% Bz,
N Y e Bt WA BT, R BeRY. bk E=E?
U BRI RL R S b AN RRE, Y B R U R o & —, BRI R R Yy —,
B U N E SN 3 VI Nl R R /) et AN N N o N e Y v S SN i e
KRB AT A ER v & — R DHRER T ERRY: MR - AR DR BB R, YRR
BRI ANERE, ¥ BEREFRIAK Y i/ NRR 2, WHRIR R ESR Y v ¥ — Kk N
PPC-OR3-2 /|NBEGBIIRI4EH S M EAE ¥R D MITENRE THFER B EF Digst
O g, Sl B5%, I o, M B B8 B EE T SN
JCHO Jusihsc /Niet
PPC-OR3-3 E#fHAIRIEIRE > RigMEmEEICKH T 5 AENE
OWM 72, ik mX?., A %EY, HF ke f8E sz he HeE?
VBERESS O MBS v v — | PBRIESRROE R EUNRRL YRR R R A /N R
DT IR B /N VR

_45_



PPC-OR3-4  ET MR (IC & 2 FiBh AR fiti = I AE (< &5 (T B B EDARARZE O FFA
ORRM  KiF. F#l BE
TR bE RS AIEEEE /N

4575878 PPC-Presidential Special Lecture
WEE R BEIR (HARERRS MR
PPC-PSL AEZAMLRARREICETS Gq ¥ 7 FHIVElE 2> /v RGS2 DIRE

Otk Jelh, WM LA, Fif 25 fE K
AR BRI MBI

HBHE-7Fa>t3IF— PPC-Educational Luncheon Seminar

Current Treatment, Needs and Challenges
AR ¢ B FEZER (Mo ATEOE NE SRR SEREEE S 5 —)

PPC-ELS Management and prognosis of Children PH
O Rolf MF Berger

University Medical Center Groningen

HgE: Vo277 —vHAsH

SREYPEE 2 PPC-Presidential Oral Session 2

HERICH T A S MELE
FER G AR BRI S &b ke MR EAL
PPC-POR2-1 RREMEEHIIRZAT > MEBEEEOFIE h—EM S > M
OBH B, FW & I JOE, IHH  Ped, Ak B B HE—RR 158 AT
IS R R RE R JUNIR B N
PPC-POR2-2 BAfERG|[FEMEEH S PPHN #HRfE L ECMO TR& LB 1 H4ERH
Ofizk  #FY, 3 BIgY. EE Y. HE HkEsy. wig FHaY. 89 &Y.
KH EAY, ek 2. 64 BAY. B fesY
U HARER KA IRRBE NEE Y HARERR AR OISR
PPC-POR2-3 FE{AMABEIBROEMICKH L TINI /U HFEMTH - 73 RH
O”: BRY. A EARRY., EH OETY. AHEp &Y B SEY, N EANY,
Bl
VR BREERFSERF RSB AN 2 K BR PERRAR A e /N DR R A AR
PPC-POR2-4 18 FY YV I —ICH T BHHTEIREIRE
O3 BT, J= &Y, i Y, Ak #Y, HE 5 B KA,
P FAIY, BE MY
VIRt amke. 2R R E S E R, P JCHO il deiibe, Y JCHO S

_46_



INRIVT 4 AA w3 PPC-Panel Discussion

AERLARE
JERE R BRGE (BERESRBOKEE N ERE)
/N R CRBUAE - AR > & — AN - Bk RRL
PPC-PD-1 PH and Right Heart Failure
O Rolf MF Berger

University Medical Center Groningen

PPC-PD-2  ACHD-PAH A IC$ (T 5 A EEEST
Ol B, VB Bl
SRR B TR IR I P65 PR

PPC-PD-3  AEFRRIIHT 2EMWEE
Ofi 7
LIRS IRBRERARL

PPC-PD-4 AEALRLEHE (POTTS Fii2&6HT)
OMn
Wi EBRR PR A I » & — /MR

_47_






W &%

cRiEHE



BERICH 1 2 IEIESHEDES EFREL

O%%  IERE
AARERKRS T LV F — B PIRE

O TBERIAE ) B mEsE (PH) X324 3EDHNICIZIZEFINRTT 2 FEAROBEMHRETH - 72,
1999 4F DLW L2l i 55 R SE A B AR T = U AE (PAH) 123 AiAHEE & LTk & LA SIGEBIRZRE, AT
BRBICIMZ CEGTHRILE L. T2 PAHY A7 2 AT 2 &G WMEE TR LI —I2L B A7) —=
YUBPER L, BRI L BENADPTREIC R o 720 BIGHEE PAH I LT S Ot #ERS TR Te X 7
J = VOB R SR T 70— L) RIS EGE Lz — T BEIROFEEAS PH S 72
R ATV S, QLG MEREEICHED PH CRBIBOBRSHEANRAE L, a0k 2, DRl
WX DA, BB O SEMLRELZ BT 5, 20720, S IREIE A X VS - e
CARRZ &850 5. BB TLITRERLHERERNOENRL L 2 Lh b, AL QITHIIBREEZ1T) O Tk
7o\ REH 22 SRR REAN & SREETGIE 2 UK L 2B RO EEIRO 5 b, @ 2018 FICHE I N T — L FY VR
T A CTHITBMILEY: PH 0 €% % PiEh IR E 25mmHg Ll EA 5 20 mmHg B2 ICEHE$ 2 2 L AMER I N295,
BRE - LG ERREEIASEE Lo BEURTIZAZ ) —= v 7T D & ) BRBERBIDBAOHD B A, M ILERIC
X BB ADRLELRBNIZ L e @EHETY) Fv b—F A, BEMHBAHMEIR, ¥ = — 2L VEREZ &0k
9 PAH OFIABICTIIIRREA HVED & & A% < 5T 7 Se e diilfd: & i i S IR o L X 0 iHm s ifEc &,
P A PERRSE & O Syl SEAMBE A SN D, S 51T, BEURTIICRIEA SN0 TREMIEO 213 PH/PAH I
U TR SN HHIE TN D, AEEHTIE, BEIRICHE) PHOS 545 PHRUFED-OICLELEHED
B fHAD Tk L 72\

_50_



L

YnlcEE



5 5lAE

i@gﬂuﬁ%ﬁﬁmﬁ@ (EoVWT—EfREmEHRE L) > IRERHERE. BEES.
VID-19 —

OFT LT
YR AR e R A

FRMARZERE (VTE) &, AFICBWCGEAEMNENICH 5, VIE DR E LTiE. bW Virchow @ 3#&
BN TV EOMEEEERETLAE, @IIEOEN. OMENEMEEE, OS5z 5N Twb7A5 2014 £ I2HE
&7z JAVA study (the Japan VTE Treatment Registry Study) {2k 5 &, VIE BEIZBITAL ) A7 /T L LTk
EMIEED 2T% &b % . IROTAEIREE, Tiif. OIETH > 720 SFICEMIEE I, ME EHESE, ZE0F
0y FF—YHERIIMLZ, REF =y 7K, Y MNEEELR EOPAHBREOMART LY [ASA BB AL E ]
DAL TETWD, 72, WEBMHMAIEA TS0, IBRNIBOA 7)) —= v FAE ClitEpt: o VTE
DWW SN D L) o7z Pl EREMGEMO VIE XGHEMNATEZ L0 Lo 7205 mikid FHROIEE LR
BRNADOMATE & HIEBEMEE 2 2RSS CE L DEEN SR L 2 25605 5,

JAVA study TIRIIAEZERIZD T2 4%FE L HE I N TWAED, FERICIZZH S Tu i wE et R K SR
HEDWFERZ LOPIIhL ) EENTV S EBbN s, FHENE, BREMEOSA L. MARTEDORKIRED Y T B #ia
Mt EROBET —EIXEHT LI &2 BED Lz BREMEEERR & LTid 9t v IREPURERER (APS)
DVIRDEETH Y, AR APS & SLE % EOREMERBICAEH L THET 65N APS ICHHEHI L5,

ZLTC wiiFEHEN T 200888 a0 -7 4V AEG: (COVID-19) IZHPET B IMAETH %0 D7 £ v A&
YA R CIMAIEFIERDE < Mgk IMAEZERSAE (PTE) R %Z Th b, i CT 2 EOWgEZcorb~r o
MAEHED A7 55, BAMEE L XV Oy OFAE D M TOBRE 2 S 52k >THE YD, DVT 256 PTE 25
FET DA D il B NI U722y 2S8R LoD I #E 5 2 L TPTE 2 %ET % in situ
thrombosis 7% COVID-19 D4 CH %, X ZNTIC X 5 &, VTE FIERIFEIEABCEE T 22.7%., B - PE5EARE
BETIIT7.9% EMEIN TS, COVID-19 IZBIF L MBFED TH - i5HIE, 5k e BEOEGTRICERT S
EELPETH 5,

A, BRI EFRE R APS, COVID-19 &\ 572 VTE ) A7 T2 EiF, BE0HAIRE THA Lz,

_52_



L

cRIFRITE 2



SRFFRIEE 2
i MEESEOES~ A, SHEZ TO~

| PS2-1_

Whole exome sequencing of patients with Primary pulmonary arterial hypertension in
Taiwan

O Kuo-Yang Wang”. Kae-Woei Liang®. Ryan SK Chang”
YChina Medical University Hospital. 2 Taichung Veterans General Hospital.
% Asia-Pacific Specific Disease Research Center of Excelsior Pharmatech Labs

Background: Mutations in specific genes could be identified in subjects with primary pulmonary arterial
hypertension (PAH). However, reports using whole exome sequencing (WES) from southeastern Asian PAH cohorts
were rare.

Methods: Subjects with primary PAH (N=45) from two medical centers in central Taiwan were screened for PAH
related gene mutations. The genomic DNA was prepared from peripheral blood lymphocytes. We performed WES
for all patients enrolled in this study. All identified gene mutations were validated by polymerase-chain reaction and
Sanger sequencing. The clinical and hemodynamic data were compared among bone morphogenetic protein receptor
type-2 (BMPR2) gene mutants, PAH-related gene (other than BMPR2) mutants and non-mutants.

Results: Seven (7/45=15.5%) was identified carrying BMPR2 gene mutations, 12 patients (12/45=26.6%) had other
PAH-related gene mutations (2 with ACVRLI, 1 with ENG, 3 with AQP1, 5 with EIF2AK4 etc.) and 26 were non-
mutants. Subjects in the BMPR2 gene mutant group (N=7) were younger at diagnosis of PAH (32 = 10 vs. 48 = 13
years, p=0.026) than the non-mutant group (N=26). BMPR2 mutants had a trend toward having higher mean
pulmonary arterial pressure (PAP) (65 = 18 vs. 50 + 13 mmHg, p=0.055) than the non-mutants upon initial diagnosis.
Subjects carrying PAH-related gene (other than BMPR2) mutations had similar age and mean PAP with the non-
mutant group at initial diagnosis. Pulmonary vascular resistance, cardiac output, as well as functional class were
similar except right atrial pressure is higher at PAH-related gene (other than BMPR2) group among the 3 groups at
initial diagnosis.

Conclusions: We identified 15.5% of patients with BMPR2 gene mutations and 26.6% subjects with other PAH-
related gene mutations in a Taiwanese primary PAH cohort. Primary PAH patients carrying BMPRZ2 mutation
presented at a younger age with a trend toward having higher mean PAP at initial diagnosis.
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R EREH) ') U CEH L%, transforming growth factor f (TGE-B) %2 E#HS —7 v M & LTGH
L7=Wge 7 & faA L7z,

¥#1Z N Engl ] Med (2388 S 1172 Sotatercept @ Phase2 itEfiE. TN EHAEREROWME 27 525, TGE- B B O
PAb% ¥ —47 v MZLEAITH Y, BHE ) €5 ¥ ZICEBHEE 2 5. 2 5 ReMEDSH 5 HCHBESH . 5%
RIRTOMRRERD PHENDL 20, ZOIBEE R 2HERT 5o

F 7o, MRZENFIE & UCEH LR, BRI INOS 2 RIBS ¥/~ 7 A T Ny afliahstk PH 2 )
Hill U720 7E, BARAMEIE LS £ 2 RS IMESEICBWCTF 2y 2R, ¥ 3 F—E 12 HEMNRESY —7 v MZhb
RN % R L7208, COPD-PH TO-UiRT BRI Suv420hl 12X 2 ¥ Y = 27 4 v 7 FAHi OS5 % 7R L 7215,
% EE5BOBIRICHICHET 2RO H W7 IR L7z,

WM IPEBREEICED LM L LT REERELWETH L. TNO DT ORIK - B 7E0—B)
W20 IS S HIZE K OWFERRD G S N5 2 L 2 FEL TV 5,

| YR-2
Year in Review in PH (Clinical)

OMfy  HE—"*
VEIBR PR AL B AR BR 2R R, Y BRI C = IR RE R I AE > 8 —

AEETIEZ O 1ERIZ BT 2 S MU O BRR R EOWIFE T, FRBMOEETHBIZTBVW EWb D%
EEL, TOMENE - BRI L THEEEZT) TETH 5,
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PURITIALA
EISERTRY & PH

| SY1-1
BB & & & ICEBOREZ A 5 CTD-PH

OWwE e tiF HE
BN ERILNL - S00E - PR BSPIRF:

BIER L, RERFEZIEME LT 250 RELIE ) MEXLTRETH L. MiRMERE (PH) (X5REIE,
RAVER AR, 8N ) F =T A, Y=z — 7L VR EORKGHBES (CTD) 100038 L%
DHEMTFRICKE B RITT . EEH 4 O IEREDO BISERBW - IGREIEO#ERIZ L v, PRARL
N7z CTD A btllissiiEsE (CTD-PH) O F# b L Twb, CTD-PH 1 #® PH > % ) PAH T SuEiniilsE
ENHRD THRTH H LMD L, RIEIIHIREE AT S MATEIESEF LT 5 2 L 3L h T ERT 5, Ly
L%A35, CTD-PH OGS 2 g T 23 LIZLIZEIET 2 2805 4 BB XL 2 0 flio) PH #ESER -5
A6 5 72D IR DAMC S Bk 4 20 1RG22 LD BN H 5 2 & 2 HICEHICEN 2T E R SR, 20
B212 CTD-PH (&7 L7245 PH MR T AYRREIZIRIC B 54 5 7200, B4 O S MR H S 80 1% < PH
DORRREE T HLENRH S, Lo TCTDPHIRAY Y RI Y LADF—<Th L HEBMWIZ PH2 %25 LTI
WD CEY RN RIEBTH B0 EO PHIEENTHIHFAEL, EOREME L TW A2 A2HPEETH L,
LIZZEDRIZED &) BRGEIZED L9 RIC, PH B#IC ST 2 ENZNOFIREMRIZT V¥ FFREH
WZOWTHHERIEED Ve RY VR Y Y AN 2 PH O &80 8%E S5 CTD-PHER (BIEHE O FE
BThHr LM EIHEL A L. KRR L & 312 PH OBBOREIIIBL T 24E6) 23R L. MEBRENEL
{L2EPIEL U< F R 2L E LZEROARY Y YA M EF A A Ay ¥ a v LTARZV, ESIYRTIT-oTw5
YA DAL VT = A A% HThd 572 PHNL T —H— 12020 THIR Lifm L TA7zV,

Wy

B
SN IR U AR > /-SRI 72 B I

O B—"
VIR BB AL R R B BR BRI, SR AR BR 2R P

M5, % < OMIMAEERIEO BRI XY 1 S UERE (PH). FRICHRZ NGB IR R ST (TPAH) OE# I
W25 OZFIPEHBEDS LR E 2 D, 1990 £ L 20O FRITE L WHFHE L RO TV 5, BEYH PHIZBW
TSRS & SR PIHH DM A G DEOEEDFELL T b L L, ZOHREICHED 28 PH M-I
9 38 PH IZ B W RIS ILEE O GRIMEATE. L TV n—7T, EOEBOEHE 2 #5725 IPAH 2l
2R AT 5 B PH 7 &SI PH 3 2 Ml A LERE OIS % Ped 2 9 2Ty IEHE 7 8251 22 W <0 16 0 AP
HRDOOND L% o TE72, BULD PH BB TIE. BIER O IEFE 2 SIS Bt 0 57, 3540 72 -0 B
A, OB ORI % & 7 RS W e BT ERER b & O AT BN R A 2 1T 2 2 RA IR ETH Y, TTF T2
R oW PR R iR AR AR D SN B E e o7z b WA B Al BWFICHRE LIBIRICE o 72 Sl b
7 PHYEGI %2 L C, BEISROONL PHBHE T Ah v ¥ a v Lz,
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PURITIALA
EISERTRY & PH

FRA 5 M FEAE ORI~ 4517 B BFBRPIRIE & L T OERY 4

OEJIl - IEH
AR R Be (Las - FEiPIE

LA, AUEEYE - FEACAEVERTREZE R 3 2 SEM 0 FUIRIE TCHERE L5 % IVR IGO0 HE F L. IMEERE
DOFHR QOL IF#HE L T b, — 7, MIRETLHERE IS ) FFAMRZE O —> & L CMIRITE MEE (PoPH) A3 &1
TWB A, HLE - FIRNBHEICB W T, ZOWRBRLZIEIC OV TE THICREL TV 5 LidF iy, EWN/Lo
et T MIRE TTHERE 3 o 2-5% R C PoPH % & BF 3 4 &L i ST 225, PoPH O A BRI T T g %2 FF
HALDOHERIZBIEN L W L DAL DI h > T b, — /T B HCRIEETFROEGH. WO n—HiiEH
7 &, PoPH OAPHCEME$ 2 ) 27 HF MG SN TwWb, B, PPHDOAZ ) —= >V FiED—2k LTI a—
HIMAEAMESE S T 05, LS - IFIEAIEHEIC & > TTRTONFEZE H 2 I PIIRETTERE B #1200 T — KR
T3 A L IZHEETH L Z L BRSNS,

Z 2T, BUE, SEOFEAR O Z iR 7RI BT, 8 500 BIOFRIZBE I L TE W R ICEBE R LT
I —PIRA % AT L. O I — XA TS 5 7z TRPG fiE & A EZ OF RKE T L OMELZ TP CTh %, I
EHEZDOH B, FREEYHOMHEIC TRPG BEAISAB T L2 ThUE. L) PoOPHOFEY A7 OBEZITH
L CRIERICOT I — MR Z fifT3 5 2 EA5CTE, ZORH PoPH ORMIFRICEL Z L 2 UfF LT3,
KtvvarTid, WEHRROE2 5. LS - FIRAFHEIZ BT % PoPH (23 2 785kICO VT, 72 FRE
BE75% 2 % PoPH OFBWHED THRICHT HH ) AZ IR EE T2 &, M MEZHICED SRR P
TNEL BEURNEZ: SRk R T F A= FORAEFT O TERE W E 0 EMREL TV S,
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YRV IL2
fiEMEEICE T3 F— LEE

[ SY2-1 |
WEIEERE X 5 F — LEHIC BT 5 EREDRE

OmH 3%
Rl B EE R AR A7 = R e R

ZWANZ & B T — A ERIHIROEALTBI. FABEROMT & AR O RiHE, QOL S, EHEHIMZ &AM
EEDN TS, FEMIIZRLIGHREONY), HEAFEOI R, BEELE, FBE~O ACHM 2R THEbo
THY ., IR - EBOFEMF OMEEED (I, BEDV L) BB 2 5N b L) MR & 15z L
LT 250 L HH T b, T AERIIBWUIRMAR Z 0% CREHHo TV 5D, 72, M & X
THRBLETOIMEORHL L, BRI Lo TI—FEREREL L) BHBEREZMELRL TV E V) HAH
H5bo

i MEAE % D% IR B TR OBEEIE T 2o TV 5. BHEDORH E L T2040OMEICE < FE L 22,
RN FREZ LTS 2 EAEGERR KA T RWHl 2o TW 2 BEDPL V. —T5, WHERE LTOEY)
. B IR AR EE HMEHNERCERDENEER LI ENZNIELH ). EROEHESS
2 LTI D5 L VI ED H 5. ARIERDIVELS 5 & KEN TOREOIRE, HHH)RREH O RE,
ADL DI, #HAARRI) D - ARZEBD D 2 ENDH D720, FEROBALEALD VP 2 SHIZEGEE OB
ESAREAT) WEN D 5o

T, TRTURAT ) — VERGEHERE & EOBRBEIEO a2 Ol S MUEAE DGR — BB % & P
WThH D720, HHREIAHTOTE R ) BOERR CREIERR ORISR Z TV, MO IRLETH 5. 1h
FERRBED 72D DI AL LTy BiESERIEORIEHI AN O, FfesiiE - BT ESREDOEETTOER, OASHE
DT R AEREE & AR — MERIOFEE, WIHANO 7 + 10— 7% EORFBRENLEE 2 Do

BHEORRIZEDE THEHAO 2 WHPHTRE - HRMHZR) R L TH 20ilid, BHEOEGEA Y L ViZabt
TARRED B B A ADLEETH V) . ZWAERZ G LA L T 2 EPUHTH 5. BEVHEANDEF X —
YaviE<Hb QOL M TE 5 2 & 2 HEEICAAL TV 2 UEEDFHEDO Y fADRI & F— KRBT BIT
5B HEMOREIIOWTHBNL,

| SY2-2
PH B& (X9 2 EHFEDF — LERE

Oty i
FORUR AP AR I s B A1 B0

BAOEHBBYCIE. ZWMED X T4 HVA Y v 7 L 2 OERICH 725, F—ARENREEL STwb,
F—AEHE L EBCEMEEE A, UEBE 5 - - Wig T 52 LTy XD REEN. 2OoRBOREERMT S
T2ODOTHRD 1D ENTW5D,

il s R SRE L2303 % ¥R 1 2000 SEDURRIC 2 < o 3ERIDSBFE S, #HE - WIRD A7 375 T - A & BRI
MEASIEAS > T B o MR MLEAE DIEHRIZ BV THYF I EART R T, AL 20 A7 e 75 v AnExR
EHEFERE L TV ) A TEHETH 5,

BEOEAFEZT TR, ATAHNVAY v I~NFROERIEAVPLETH Y . HHEREOZHEICL ) 7314 X
O EFEFN DSOS LEEE o> TV Do B MERFEEI O 2 B TIIFTBEER OEADZL <\ 2015 4E2 5 fili
BIMERBFEANOFMR 2 A AZ L Lo, ZREE L & B ITIHBERL - b > T b, MR TORFIMIC X 28D
HMAZRBMNT S LT BAREOTI MR & OMEHEIRZ AT %,
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YRV IL2
fiEMEEICE T3 F— LEE

AberhOiEd) i BB EHA & BREOEEBRSNE —MSMEEF - LEEICEITS
HE AT ORE -

O ALY, WE BT, %85 05", Al »0AY. TAR 1Y,
P B0 Y il #EEY, gk Y. Wl B

DEMKEESIIBRIE Y N 7= 3 Y5, DRI R RS R
DRI BRI C3/4 b

BliEs i sE (Pulmonary hypertension: PH) 1. AR EMLT 2 2 & 44 <, HABEE-QOL oz Hig L 72 F—
LERNPEITH 5o BB, BB N 2 B3 OGBSO O FFHM & BB X D 7w, F— A
WTIHIRE AT 22 ENEETH 5D, UbETIE PH OEEMGR > OB E 2 G T5 2L bH S, PHEHR
R ERTIC X DIERCIHEOEAL 25 SR TREMRMELD D . WEOLRE L TR WIEEIG IR CEELE
EEZ Do Ny FEAMOBWER b A LEAT 2 L, BAMOIHET b BYINRRE R RS DT % 580 2 ER %
RETHZ DB —H Ty MBI R IGENHIBRIT B BRI L ) SRR DR BB ARO S S 2 2K T 25 &k
FTIELH D, TDD, HFREIGETEM I A MFRIEER S 2 5Hli L CHRES AT A =Ny 25562
&L BIOHEEMREEN &S 8 LW COMWBI 2R3 5 2 LAk 5N 5,

MBI EE SA LD S 2 LS WHERETIE. BE S AOEGRRICMEERZ IS 5 2 L 25RETH 5. B
Beth DB EIR 2 AR 2. ABRROAETRE 2R L, DELTEZR/ET LI LREETH L, BEHMIIEO W
BB OEEAE L RET A I L2 UETIIRTICL TS, BAMICIE, BB, BE S ASBRRRICIT
W72WEE - B A HEGCE L CTHS EMEA W CHER L TWwb, PHEEREGEDOTH L, k- B8 - KH
% ERBEBROHEREL 2 2EE b4 TH Y, LEL T IHEHENLSHEELIRTDH 5. BEEEOEEEEMEHEINS
ZEBEL, BEMERTLOORBSEETH D, FEHZ X 5 IMATEIREZR & ORI, BEpEIc L b
6 AT 72 & O IR RERH 2 7 — AN THA L. EEIREET-> Twbo ABEHIZEUTS L 72 MRS %
%\ M MEAN R CREGERY IS 2 Eiid 2R EME LA L. O — AL A% F — AERORMESEEL E 2 5,
HIRTILBRE OBt & L CoMBn2Bb D IZREMTH 55, SRIINRINEY) 7= 3 Y RELTON
BOE=5) VIOV AT LEREEE LT, BEHLOEE BRI 7B OGS RO 5D EE 2 T,

EEADIIHZEH S R /7- PH F—LERE

ORHE
EARBR G TE £ > & — BiiE B Rl

B MR i 25 MILESRE 33 2 OV A SEAR Ak i 3 ML e B % A 3% & 9 2 Ml s S X e e A A R T b 0 A AR
MPRFNBAEGTFRENRLZEBTH 505 BROBERICEL ) PEIUEL TE TS, 2 O IR I — i 7
PEERBHE B O L W LR 2 i3S v, Ble L C— i MifS BRI DA OB O E SR 2N TR L 2 il
BRI, 72085 BB TR T, WA, FiliRde 55 7% & Ok 5IEEI NI L 7 5 ih#
Wb Z L L EPMEMESERROEHRED—FITH 5, L LZDLDIIZLELRERE BEOMEO L THIFIC
119 S EDRHRSM L LTRIATH b0 SN MEREIXEMREE 2> TETRBY, BEDO—HEDTAL T ANV %
RIWZCINLOEREEMCDZ-TBIRIDENH L, TNEDHEROEALELN BB T, EAE
BREVANIZE L V& —Tldkk A RIRFECRD ) 2HH, HFEL ) ARSI EL TRE L Tn5, Bl LTYHRDNE
MLE S 7 AR B\ TR S U AE G OB M AR 2 b O FH M & & b ICHIRE 5-FOERVPLE LR BEOEME S
HERHZLZT Wb, TOYYRITATIEIING DYBREORED S PH F— AEBEZ RO 574 A0 v
varvlizv,
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YURITILS
PH OZMEELEICOVTEZLS

[ SY3-1_
T—IWRY PRI L5 & -BHBEELEROREE S RADHE

Okt "
VIR B AR B AR BR PR R, Y IR ERAAL  = HRRE A A £ >~ 8 —

i MEREDERITIINFETIF A NN—- bR E U THRRNISGERDZ SN TB Y., Bl I ES BRI
XBPHOAHER L ZFD—DIZdH725, 0I8FED=—ATIONLHEERT =V KL Y RY T AIZBWT, FH
iR OB % 20mmHg B2 T, 3 _XCORTEMILE M PH I L CTRilllERI=Z SWU DA v v+ 754
EEBIHRTH I LAIREN, PHORERICKELREE S Mb o772 TNETOIE TV AT E A LD NE)
BREAS 25mmHg VL ED S D TH B 720, T OEFIIVIRICHIRN R ZFOH L 2 5,
AREHETIISHOBIEIZ OB - 2R E L I, EHIKEOBERSLHFICOVTE N HON ),

| SY3-2 |
HPAH (CH T 3 2BEHEZTFEDE

O HH
B ME SRR A PR TR B S N R

FERMEO MBIRVER ST RE (PAH) L 3BWsh/zBE 09 b, PAH BIEICHEE ST 2827 TH L. 2RFERSY ~
N7 ZEAREIET (bone morphogenetic protein receptor type 2: BMPR2). ACVRLI. ENG 7 &\ BB L% A
T LA, EEKEREE AT 551N PAH (heritable PAH: HPAH) & #3Wis b, HPAH ® ) H# 79 #)
\Z BMPR2 DRMZEAL % R0, BICR & RFC BMPR2 FRINZALOBEIIFL L T\ 5%, BMPR2 OFFINEALEHT 5
HPAH KRIZBWT, AP EL T LIC L D EFETHRIET 5. FIUEAE (genetic anticipation) 2% X T 5 [ HEME:
B0, LX) FEINIEBW L TR EZ T 2 2 EPEETH S, T 2004, SRR Z V5 2 & TR
ORI RRE E 2 M3 202807 b TB 0 . BEEREYE O BMPR2 36 LRR E LEB) A5 PH o7 Lz Y
A7 ThhHIZ EDVWHE SN, BIEFHMIEWZIICEHTH L —, HEH %L\, BMPR2 JRINEALDRER
28 (WM RZEEROTHHIEIFIE LRV ) THY ., #HnM & RBRNICTHED D 5 TICHET 5. F72
PAH 3HBEHR CTH 5720, BIZFWMALIT ) B, EEFWFEMEIT) 2E DAY v bRT A Y v b & HFH
ENH 5. BIZFHBREORIHICIE. RAAB LORERISHT 2 A0 - Ky - WK — M EELE %
%o [HPAH ®#WiE, BIZFHZHZ2HBEMNITL2I0TIELW] LOHELEEND D, KRARLKEBR IEIEZFIIMR
2T BRI, EENLLERIIMA T T BEENTHIR 8 m 7 v 1) ¥ T ERAT 2 A BRBEMPUATH

%o HPAH OBEE, BERFWRAEZIT) BRLTEBEHNZEO T, SWEEEH I TRI D 9 % HPAH BER R
NDRER RS,
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PH OZMEEZEICOVWTEZS

FPIRERAR R & MR (1 S T IERE (< B\ 3 BB ETEOHE

O®EM X7
TR KB eI 2 PR

WP B FBA P ) Bl s MU RE (3 % PH) (&, ZEMEEHICL ) PH BEHAZ AHELEZZ SN Tw5h, HERFITIX
mPAP21-24mmHg (Borderline PH:BoPH) @ 30% 7% 3 # PH T& 1. 3 #f PH ® 15% #SBoPH 72> 7- & 5 L T\ %,
Steven D. 51, mPAP = 25mmHg & >20mmHg D#EW T, JiBHEEREEICBIT 5 PH &R Z TV 5E, Z
OHT, @SB E (COPD) T 52.4% 75 82.4%. ¥FZMEMRRHMERE (IPF) T 47.6% 43 73.6% & KIRIZ LA L
7275, mPAP>20mmHg @ 9 HIHENREEAE < 15mmHg & &Pt (PVR)<3WU TadH 5 [Uncategorized PH| &
Al ENLHEED, COPD T31.6%. IPF T25.5% 72o /2L #ifi L Twh, F72, Uncategorized PH i mPAP <
20mmHg B#H & #1213 7% . IPF T mPAP < 20mmHg + PVR = 3WU #® J%5 Uncategorized PH X ) & &
FICTPBEPENEOMELH L. U ELS, SEEPHIZBWTIZ, mPAP 23 T4% < PVR A HEELHTF L LTER
TV BN D D725 9o 3T PH OB A OV TR E U TR B8EX v A4 BT A4 2 I2HEy mPAP
= 35mmHg DER % MHNHRET & $ 5 7% HI1E, FRIEL T ITE ) IR ANOEEII I T Tl R E L3 Rnwz &8
filbNb, 7272, HEOEFIZ L % PH BEBOKIELEINL. EERIADH ML A5 RCT RGO B EHIE
HERGET R AR L0 6T E 525 2B TVRENS,
Jaafar 5. mPAP = 25mmHg & >20mmHg D:iE\\ T, MEIEIZBIT 5 PH A2 ETEB D, 51.1% 2¥53.7%
WCEALT ARRETRERBERI Lo b MG L TWh, 7272, £ OMEEIFR— 7 —% 25, BoPH IZEBiT
Eﬁ‘EﬂiT’? PH~NH#ATT 2 ) A7 EEDH 5 L ENTHBY, MEAEICHIT S BoPH OFZEHIILIET L D AIS L TWw»
%o 8% AED BoPH (213 pulmonary veno-occlusive disease % 2 £ PH O RiERE & TN TV L EEM2 D 5 D
THERATEEZAS, B MRl w55 ML RE % RE D BT ERIRBL S & L C BoPH 2> & DRI AP REE %25 TH A9
HEOETIRELZEFEII LD LG,
VHIZ LR 2 &, ERRO—BIE %5 X)) BNEEZBEZTENIEEZ TV,

| SY3-4 |
CTED/CTPEH &EBENANDEE

OTFIE  #A
WL & — RS RN AL

SEEMEIIRE (PAP) O L& & MARZERIEIC B 2 A AR O FICIZMBIRER2® . normal PAP & & ik L T
borderline PAP A& D TRDE & W) WiEh o, BRI IUEsE (CTEPH) (28 A MimEiE (PH) @
SWiBkHEZE ¥ X, CTEPH BE O Pk ’)72675‘6 ENRELHFEINTV S, E512, LD PAP 28
25mmHg Kiiii & E3% X115 Chronic thromboembolic pulmonary disease (CTEPD) BEIZBWT L, FEHL 0B
Rl EBY T FRBRC & B DR RE DI T A% H i 5720, Hﬁ?ﬂﬂfﬁﬂﬂ%?\]ﬁ%ﬁl‘%ﬂ?’?ﬁﬂﬁbﬂ}ﬁ/\)1/ /?ILEEWI\ Mk
B CTEPD ICH AR TH B L EZ BN TWD, SOty ¥ 3 v Tld CTEPD O#W. HHEMNAIH T 5 ERRMY
HRLZOZBIHLT, YiRXICBI2RBEE T 25 7w,
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DURTTILA
Fifi = M FEAE D BB 72

| SY4-1
B E R E IR = MR DREEF R % IL6 > T F IV HEZL D

O] BA
S ARBRIT A > & —FSERT L A B2 5

P BN RV &5 U S (PAH) T & S P Bh IR 12k i 25 1M 5 (CTD-PAH) (S AEFE B IRl &5 i 5 (IPAH)
258 fn T E AR VEAG B MUEAE (HPAH) & KL €. BEDOH PAH EAOUSHEDS ML TRETH Y. FHEART
Hbo FRTHMAEICEED PAH (SSC-PAH) I3 F#AE (. CTD-PAH 23 L COREMPID A, MEFILRUSN T
OF L WIERERESL TN D T FEEEME S LT € 7V < 7 2 O% T IL6/Thl7/IL21 ¥ 7 F VO FEEM:
x Uik L7z (PNAS2015). SLE Bj¥E 7V OFE CTHRE SN TV 7SO 7)) A ¥ % C57BL6 % 7 X
’&'éul,f 4 BE B SEMEE (10%MEHE) BEL 4882 2 LT EEREMEMESIEE X O Wi e £
(24 % SLE-PAH (Pri/Hx) €7 MERIZEII L7z (Cire J 2020)o Pri/Hx €70V T IL6 HEX 3 5 LIHEL
ﬁJz IS, TL-6 AR B S-9 2 W BEMEAVRIR S 7ze HOL. T4 13 IL6 B EMEIICE b 5 RNase TdH
% Regnase-1 % FIARGGEMILR TRIBT 5~ A% CTD-PAH B FBIR # HARRET 2 2 L 2 Wl L7z (Bl
Fid)e SO~y AEBEAMRLEDHRG 2352 Ll WEIRZER PRI 2 0 ) Mgz - EmEx 2
LC. HICIIMiFEIRAZEE (PVOD) ORI 2L THBMEOBVETVEY TH L, ZOYTATH IL6 ¥
7 F NV ICHEDHRREIEEICES L THB ) JIL6 ¥ 7 F Vi CTD-PAHMHREIC B W TEHE R XS 2 Z L AVRE S hz,
F 7o, AEHETIE PAH HIELIC LD X ) 5 T2 TH 2 1IN TH kRS,

[ SY4-2 |
WM DF U RESEBRREDRR

O =", A #iR”
USCHRHE SRR AT - MO B, Y AR PR 2

2005 FFIC T v R V2 BAREEPUEESMIS MERE I 28 LWin#E e LT LTMEE % OB E‘J‘%#
BAZE S A, T U AE O TG HE R BRI B L7z L2 L BUIRAEH € & 2 AT & THMBEIEIEH I
THgBIRE 2T S8 A/EHRFOEYTH O, &N ) 7Y ¥ 72 EENIC ﬂ%‘ WETE DG fﬁ%@ﬁﬁ“iﬂ
MCEFNTW S, M) €7 ¥ 7 OREO—23N/NEIROEITEDOHELTH D, T2 o DIMmERE X
P72 TRDO SN, FOMOLEHDIMEIZEFTHD 2 EDFETREFRTH L, F 2 TR BRI S
DIME N AN CHERMICRIT 2\ T OBRREIT o720 FOREE, Nt e N B At o> M4 S o A& Y
Rl & le_T INHBA ZIEHIZE S REBL TWA Z b o572, INHBA IR EF A v — % L T Activin-A
7%, TGF-b A—/%—7 7 I ) —ZFKIHEA L CTAEIET 2 883 5, 7B IdEEICAR S 7z Activin-A 1X
BMPRII ZHARICH A L TRHAERD ) VY — 2B 55 H 22T 2858 BMPRIL ¥ 7 v % 855 L. mrxm
PRERE A 55 2 LR RN L7z, & O RHIEARRIC INHBA 2 KIBSE7-~ 7 A TIHERFREIC
&Y €7 7B L OMEIRED EAPHHIENS Z 2L E Lz, INHHEED S Activin-A @Kﬂ%biﬂfﬁ
FIILERE LSS 2 H 72 R G RIE & LTHETH D LEZ bz FERE ActivinrA DIFA T Y F T v 7L LTHE
Ji3 % Sotatercept O MUEAE (2R3 2 BIRIERASBIEETHTH ). SHROBRICASRKIHRES NS,

F 72872 B A P BRI O MR ZA L A B MU E D FETE N R T RHEIC O W CORET L. A PR EA b Al i 3
VEFY Y IBIOMIBMEZESES 2 &2 A L7z, ZALME ML Tl Notch ligands OFEB AL TH
N, BEEET A IMEFEHMILO Notch ¥ 7 F V2 EMHAL L C 2 S MlaoEEE - B2 BRENTESIEL 2 &8
bhrolze MBENEMILZTPERENICEIL Ly A TREBERZICL 211E) €57 v 7B X OHBIRED E
AVEELTEY, TRHRFIE Notch ¥ 7 F VOHER 24595 2 L THARABEET L Z LWL E B o7
MAE N AR ELIEE M EDOREL EESELHEELRATTH Y. Notch ¥ 7 FIVHEIIFCEIE IZBIT 200
BIESEDRREME - L CHYEZEEZ b5,
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PURYTILA
Fifi = M FEAE D BB 72

W IS BN ORI D REM OIS

OFE BY, BH BEY. Al 2802, ik ®Y. W BAKERY. i #°.

SRR Y

DR PE B A A B2 2 3 )| KR P B AV RRE, ¥ S IR A B Y U RS R s B B 2 P R
R SN

Wi UESE (PH) &, WiBROBIGE & V7Y ¥ 72 & ISR ET I LR L, Rl ThHMMER & 72
TR OMBERTH 5o RIRERE S EH B IEREEOMELZ HIE L, 2T Tz, ORBIRERIRE T
%24 HE ¥ Ophiocordyceps sinensis (OCS). @ X 7 3RIEECTH L 2Ry ¥ TV (EPA) KRUTZFDO
WY Resolvin E1 (RVE1) OJRRESERN R ZH 52 L7,

AWM E R Z T 5 FTY-720 & Transient receptor potential melastatin subfamily member 7 (TRPM7) F %
ANVOREERZS ). TRPM7 IZOME Y €7 » ZICl5 35 2 L2%HbnTnwb, PHETF VT v B XU PH
BEZ oM, TERE, PREES X ORBRIEZEIALIZ TRPM? OXEB %2 8072, LAREEdskE S oS-
I2& ). PHETVEWIZBT % PH ORE - AFRE2YE L, T2, ARBEREERESE. PH B HRIGE)IR
RSB AL o5, EHW B IRR IS A IC B 5 TRPM7 AR R, 155 MiEhIRKS 2 P B g o P B i,
IL6 3 XU PDGF ¥ 7 F MEZEZPIH L7zo & 510, LRBFRADRESE, IEH e MBIRE B EAIC B W T
HMFRAEH ZR L7z TRPM7 J v 27 77 b= 7 AIIBWT, PH O#EITHIH S Nz, AR BEEBFRK S5 & TRPM?
L. PH OIRELEET S 2 LAVRBIN S,

EPA ZE##x535 L, PHET IV T v MIBIT L. AfEEIYE L7z, PH 7 v MHDEINEIIR,. E% v M
BRFEHAEARIZB W T, EPA B XU RvEL XM REER 278 L7z EPA B XU RvEL &, PH MB3E H RS IR
WAL O, IEE RS 28N B o B 3Edmie, 106 ¥ 7 F IUEEZ PRI L 720 FREOVEHIX Sre 7 7 3V —
¥F—¥ Fyn ORBIHNIC L > THRDSN, —J, PHEF VS v + B L O PH BFHHKOMEEAIZ BV THiBhIk
SER R TR Sre ORBITLHE R 072, EPA X Fyn OHEIZL ) PH OREBEZUET L 2 EARBINS,

ARFFEATR L7 AMBERERE G B L O EPA @ PHREBRESEL S, MBEV €7 v 72 EET 5, et
OEWITEIMEREFESE & L TORRE G HRIED OF A2 IR—ET 5,

fEMELEICH T 2 EAHEE

O®I &7
TIEREFREE B A TE BP0 2 7

iR LA VS 3B\ TR 2 Bk 2 TRRd B2 Jhill L 723 B 2 L SIS O ) £ 7Y v 7 Th b PR
DORE % & e WEFBIROFAME R LIAZEZ RSHNE ) €7 ¥ ZOEKRIZOW T, BT RN OM, RiE
PR ET 5 EEZONTWEY, ZOEMBEEFICOVTIEH S ISR TV ARV, T, BIIRIELR Bk
P MR B ORI L BNMEERESEE L 9 5 2 PR S hTw b, BiEMEREICB W TH Subdle/
K FEERE (SwHx) PAH EFV., £/ 27045 VEFIV, EEEEFENEILE T 7 U2 B\ C B PRI B 2 5 257
ETHTENMOENT VS, S HIIMIEMEBYE T IVICBT D5 TlE. PRSI G-RERAC X 2 1 N
CCZE 2SI Ve IR AE % O 38 7 > U HSIE X 2 JR5E 253000 S AL, 15 PN PR 38 S S 255 I ESE O BB L 2 % 5 2 5 W] g
PEDTRIE SN D, fll . PAH ¥ . CTEPH B IZB W THHPIREHERESHFAT S 2 L shTwnd, Ky
g YOI SR DO FSAE & B3 2 SAEVEREE & B NAIIN 3 580 OBIELIC O W TR L . 512 0% W - [HHInH
DO REMEIZOWTER L7\,

_7‘|_
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DURITILS
CTEPH 22ENDEH

| SY5-1 |
CVIT-J-SHD LY X kY p 5 Hf- KFBIZH (TS BPA DI

O#x #BE", #0 K”
VIR S B A IR AR BR AR PIRL E * H K2 K A e PR 5 R BR B PR 2255

AL A ¥ 7 =XV ¥ g ViEEEES (CVIT) &, OISR EEE T T 2 H» oL e h 7 — T VIREOH
FERE, BXOBHRMZEEEZ BN E LT, BARLED CVITs 2Rk THOAL V¥ =Xy a ViRRL I A M)
BIToT&72 JPCIVIY A MY L & BT, J-FEVT, J-SHD (Structural Heart Disease) L' ¥ A b 1) ZEEI L TV 575,
JT4E SHD $HIB O FEHDSFE L\, JSSHD @ 57— % £511&, PTMC. BAV. PTPV., BPA., PTSMA, ASD B $#1fr.
PFO RgHftT. PDA PHSHAMT. RRBz IO OH RS, BRRZMEIER 27 ) v THOL T A M) 2f7oTwb, TOHTH,
VEAED BPA O BUINEFICE 2 THB Y. 2019 £ 1T 1016 Hi2 DI 5,

2018 EDPH Y — )V K UV RTY 7 A TR SN/ CTEPH OEHFET IV T XL TlE. TIHEIS & SRS -561
MAEPEREFAT (Pulmonary endarterectomy: PEA) , FHASEIS OB S 133 WEH 2N 2. T BPA 258N & s b,
H AR AV OERIFEIC L 5 & HARTIHAER 50 FlHi £ O PEA 27N TE VEMEIIHIE W TH 2 25
JSHD L' Y Z b1 @ BPA oMz, wEHARTIZL D E @ CTEPH BENF BPA RFEZ 2T TWAZ %2 X
HLLTWALDERbNE, 720 BLIAMIIZL B L, PEA RS &HIBF S 2B L. 61% ASEALERHZE I
X % PEA e, 27% DEEIZ PEA SR Y X7, 19% BEZFETRICL 5D L SNz, BPA OADHER 2019 4F
FED 1016 1. IMEIRE AT 21% & FHAHE ) AHEI R D L0 o 7225 BENIECRRa T, Bz ZE L
TEPHEIZRRO Lo fze F-MMAAREICB T 2IBIZOVT, MEDOA GENLEARE) X644 (6.3%).
NIPPV i} 33 (3.3%). KEHE X 1HFOA (0.1% ) TH Y &M E L o> TWwb, BPA RifTHH DER
FROMEAS 70 1% (5977 % ) TH A Z Lo, SHREMATH 5 S CTEPH BHICB W TiX, PEA ORI
BEL 2 BUREED S 5. PEA #ILDOBEIC BPARHELAIT) 2 LIILT LAIMERTE 2 0wAS, BPAOFHRIZZ D 10
FETRELMEL THERIED 2V, BPA IMEREE»OEBRIBEOE S 205, CTEPH BHFOBY TS B L T
FIIASBEBRINTWAERDNSE, BTV RITATIH, JSHDLYVA M) 2 &2, HRIZBITA) TV T —)b
F o BPA #f#i#i L4 CTEPH {9 & BPA O&ZENZOWTHEF L7z,

[ SY5-2 |
FEERR/ )L — > FERASR ISR b 5 h 5 BEBIAR I PR SRR D 5 2

Ok Bdr. AR BRML BRIl EEL B EOK. R B fEek BUL BE B
1 BRI > 7 — A5V

[#5

PV AR ZE RV 5 LT V203 2 BB AR A PUBSS B ART 12, H A4 CAER 60-70 B & SEBIEBATR SN T W 5B, JE4E,
BEEIIR SV — VTR (BPA) OHIEIC X 1) FEIIR AN BRAT (PEA) O@Iic e SNo2H 1), PEA O%H]
EHETLLERD S,

(5]

T FRAT I 5 MU 1253 5 BPA % B%A L 72 2010 4ELAREIC PEA % 47 L 72 115 61 (“EI94EHY 61 + 13 7% - &k 74
Bl (64%)) % —IRT Y FEAL ¥ FEFRIEC. IR Y FEAL ¥ 2B iEOBRA L L TR FEIICHRE L7,
[E2]

WIFTEEMBIRE (mPAP) (%45 = 9 mmHg, Bl HHT (PVR) 1% 952 + 402dyne/sec/cm® Tdh - 720 ABEIEL
X360 (2.6%) T. I d Jamieson FHDHRTTH O fiiHi mPAP (& 50mmHg DI ChitDIAKAFIREETH - 720
FEIRNZAEE: B SE VR il B R R GRG0 2V B T T 3 0 BB VRN ML 526D 22 2o 7

1 r ARADH T — T VIRE % 112 BIHETT L7z MRS IE (mPAP > 25mmHg) % 38 1 (34%) 127288,
mPAP PIEHAL L7z 74 Bl L IR L 72 & 2 A, HZERFNT TIEFRANN S MUE A DB Tl 7T mPAP(49 = 8 vs. 42
+ 10, P=0.001) & PVR (1081 + 397 vs.888 = 413, P=0.001) 23A & (25 < Wil F ¥ ORLE MR & B IS0 72,
%5 AT Cld. mPAP. PVR IFEAMIEITEDOGERRKT-£ % 53, 45 A5 (Odds ratio: OR=3.8). Al0(OR=8.9).
£ A6(OR=9.4), A8(OR=6.7) \Z5&AF3 2 MARAS, FRAFNG MLE O MG RN T-CH - 720 BAMIEIMLE I %
it BPA %17 72 B OB IZZD e h o 720

[KE]

it Bl R M AS: PR BBSA BR AT D T B L X AL DB TRIFCH - 720 BRAMIBILEOMEATHETH ) . Z OGN
THMEMNEATT 2 72D IHVEHIN TR ER LAC < W IR E I o e DFRAF L BRI L CB 0 . AR PR 0B % 5
ThHEEZ LN,
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DURITILS
CTEPH 22ENDEH

CTEPH DS (Ml E k3RS - HistEs)

Ok &7
TR KBRS PR

e ZER R = T AE (CTEPH) &, MiBIRPS AR 2SIEEI RN C e b LIBIIR 2 2z - BAZE L. Mliviie 2 sk
TR TH b s biitez MisiikA o HEE - B3 % MR RM (PEA). 480 % 7 7 — 7 VISR S
%73 — CREIRIZIANT (BPA) 2%, BEBIIR OFAEE 2 Wy BRI IS MR B3 4R RIEHR E LTV LT b, —J K
R CTEPH 7 & PEA JE o B %2 407 £ 8 7 il 225 ML FE S 5 o) Uiy Bl A LR 3RS X 2 iRl h T b b4
CTEPH IZX LCIZZ 7o VERY 7 5 —ERiMEE ) 43 77 b, IP ZBEEEHE L F 287 2R TAH M
D SN, AFFTHRBGEIS & 72 > TWvb, 72, CTEPH RIMMBMIBTH 5%, 25 DR BRIEEZ 1T ) B
Pl LT, PURESICE D2 HEREZT) TPV EL Lo TWD, EHRIICTNV T 7Y v EDEY Y I v K Hibt
## (VKA) BPHWONTE 72, T CIREZREH DS ESE (DOAC) OB Rk HE SN TWwAH A, CTEPH IZHT
DY ERRE IR S TV, At v ¥ g v Tld CTEPH (2813 2 WG OBLIR & 4% OB
WG L TAIZW,

CVIT ftiA% BPA TZZE TN 3 | ~BPAADEIEPCI 77 =y 7 DA~

O/ EEL BE R, Wl kg BN S—
BT SR AP AR R A - T - i R

CTEPH (249 % BPA OB IIFEMRICBWTIZ PEA ICILH L, A PHEOAL ST QOL wEE HIEE L2k
Lo TWD, TDDIZiF. MBIk OEEMITHEEZ HIF T LE1H ). PCITHHSINTW SR KT 7 = v
IHERBRYFaz—a VIEBT S, GBRICBWTEMEPCI 77 = v 7 %2 BPA WG L7z 3Bl2 ki3 %,
FEG 1 AT T e —F 5 TR, K. i Al0 DSEARZEIRZ A BPA % 11T, A7 DRI T A10 ~D Bif 724
BIMATEE 2 58D, WATH 7 70 —F % A7z, MEIMATE 2> & Caravel MC O — T2 B-Pahm0.6 T#f74 (2
7 A Y — %@l S, Naveed taperedl10 ICEH L2 EMERELOWEBIIEII Lize A T4 ¥ 7 hT—T VNN
randezvous %, Cruise300cm T externalization L. ME4TPEIZ 2, 4, 6mm ¢ SHIDEN THHIZHLER. K& % Al0 D%
EPAZEDO B L 72,

JEH 2 : Kissing Balloon Technique (KBT) ; 59 i B, 4 A8 @ 3 I 12 BPA % itifT. & TOF D ALERIC
B A2 % 88, triple wire technique T2 KBT Z#EERIGAT L. %) 2 & %< 35 TOIFREISED Lz,
FEB 3: A N2y AT ¥ a Vb3 ik Bike 41 A5 DEEEKAE BPA % JiifTo B-Pahm0.6 TIHZD MBI S
SHIDEN 2mm %5883, Sapphire 1mm (2258 L 72258 L 72 02> 72, Caravel MC 134 & @8 L. FFEE Ilmm
N— Y R AT EB L e h oz I 2mm TY Y =NV —VF 7 = 7 ZRKAZH, Imm NIV — VIidE
WL %A o7 Guidezilla ZHEHL72E 2 A lmm 2NV — > O@#IZEII Ly 2mm. 4mm EEICHIES A 2 L 5TE
720

FRDOXHI, FHPCIT 27 =y 7 OISHIZ BPA ICBWTHMAGZRES 7Y a vichb 20N, L )RR %
BPA Z HIg 372012, RY URI T LA TEHKELE L2V,
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DURITILS
CTEPH 22ENDEH

BPATZZETTE3

Ot &4
WK TS ¥ & — KGR BEE B 2 AT

CTEPH {H#E D E—R#IUL PEA TH b, Lo LAWEHNZAR 7 70 —F 2Rk KR O B E, PHHEZ FFo BER
EWNE 72 & Tl PEA RiAT 2S5 2\ BPA IZZD X 5 R BHEANOHR ACEEEE LCOBEDET DB
TEHEICHIBLTE 2, —HiEAE, CVIT REZIBDE LA T —FVIBRZ M E T AEMAPE LS AL L
X0, EEIRS KRN DEIRT 7 = 7 « TN AP BPACHIBHENE LI o TETWE, KR#HHTIX
o7 BPA O HEME &R S N7 iE 2 Rk & 36 L 72w,

BRICH | 51 MAGEREIEMERE PEA & BPA DRE

OFM &Y, A #&|RY. WH k. Fm Y
VR R IR IR IR B AR PIRE, A RS SR L B SV

[B8Y] @i ZE i mESE  (Chronic thromboembolic pulmonary hypertension: CTEPH) DiGHE4E—3INI
BHENAR PSRRI (Pulmonary endarterectomy: PEA) T 1. FH#EIs/ CTEPH I FHRAR E SNTE A5 B
BRSOV TR (Balloon pulmonary angioplasty: BPA) OEBHZ L ViR EEE o TETW D, & HIZILEIL
DB LMMBENIRIE S B L. CTEPHIBRFIIKE CHELLTETWD, BEETIE 2001 FE L) PEA ZFBL. /2
2011 #£ X ) BPA #BIE L CTW 5, 4D CTEPH OIEHHE 2 Miat L7z,

[J5:] 4 BeC BPA % Bigf L7z 2011 4E 1 H 225 2019 4F 12 A4 ke T CTEPH & 3l S 7z 143 A& WISk L7z,
3R] HRBEDS H A1 % (29%) DTS TH ) FMRIET SNz D95 22 AA5EINO BPA B % 547,
3 %78 PEA Hi® risk reduction @728 PEA §if BPA #%\37- (Hybrid #). 16 & FHMTH - 72 (i), T
WEEIEIEZ DI H 90 %4 (63%) 13 BPA HAGH TH ) (BPARE) FR D @ 12 ZIIREIBREARZ SN d o7,
FhiEE. ETFMEEDOZNEFND 5 EALLFEIF90.0%. 86.9% (p=0.58) TH V., X 52 Hybrid HIZEBAELAFL
Tz, FAfifE. Hybrid #. BPA O ZNZNOEFEZOFHMEIRIE L 20.5 + 6.7mmHg. 17.9 * 4. 9mmHg.
20.7 = 4.6mmHg (p=0.07, one-way ANOVA) TH VY, EOEEEETD MATENREIZITITERLZEE L7 T2, &)
SHMPIC 144 10%) DBRENTL 2ofzdss F09 5 3L4IEEOAEI, 9 ZLITEREE THEEL, 20957
%1% CTEPH #Z Wi MRS X2 ST o 7,

[#45] CTEPH IZxF L. PEA 72\ L BPA DA ¥ # =XV ¥ a YIEFEFWHETH D, LBid 90% L EOBEZENA v 7 —
NY Y a VikEEZT 2. PEA, BPA 2@ T 52 812Xk 0, PALEE - ETiEE 2 b3 CTEPH O F#
BRI EE L, MATHREDIZIZIEFILT S I ENTEELE o TWb, S 5121 PEA & BPA @ Hybrid iH# I3,
PEA O3B BPA 12X ) & 54 2 MATHREOUENFTE, PEA BIIZ BPA 2479 Z &2 X ) MY 2 7 24K
WRTE %, CTEPH k2> & Xk DUk ¥ TR LIMAEASERE L T\ 5 Z &% Wiz, PEA & BPA 1 CTEPH 12
X4 B AHHEASER R iR L W R Do CTEPH DA UAESEIIHG & 72 o 72A% — 77T CTEPH S WHIZ I L T\ e d o
ToEMRBICL BTED S o TE TS, CTEPH & EMEBEOBRL L, SHROMGETHELZWERbN b,
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>/£>vA6
fiSMEEEHRINEYT—2a>

| SY6-1
ERMER S MEEICHTAUNEYTF—2 32

OflE  ®
TERKZEESWIERE ) N T—3 a3 V5

m
\

FEAE BEDIRVERG R U (PAH) Rt PEimiesereMEAlimIiEiE (CTEPH) BTN E) F—Ya >y (Un)
DRI 2 GBI S N, B A RE R R E QOL S D AN 28 R LI OV TEZ E 7 ¥ A3
ERMENTE e — T, BEHTOFEFGRLOAEHELR EPBEINL 205, NEICHT S ) NOEMZIE,
HREB] - EATENRT D508 - et ) NOBIRHRIC oW TR FERO AR MATERS o
%%H\WW%Wﬂ#¢bk&oT%mMEﬁi@m S HT2oTHB Y. PHEZITHT 2 Y M HRARIIZHD
MATE, T, Ll PHEEZINT 2 3 r ABOIK) NE—EORE - REWDPHERIN TV, MR
3 AL EBEEZEELTWaW PHEET, 4 TICPAHIBlZ & 12610 PH BB ISH L THEETOHE ML —
=T RFARE L@ 7075 A8 ADL1RE, BEHE LI L 720 ZORH. 6 7 BT HIEE. KBRPUSE 7).
TR QOL, FGENE, BYN THELRREZ RO, 72, LT a—THlELZZRAFEKE (TRPG) 13,
UNBIGE3 7 Ats (VTR )T 1TAERICBWTHEREL - MELRBD L0 -7z, LA L. PAHL JER]
IZBWT, UNEIC TRPG O E5 (45.4 — 60.9mmHg) %780, HEAGHOMBGEENZORND 1 2L LTEL
BNz FREMICEBG A WEHEICHT 2408 GEEIERIN or GEIHIR) LCEBFREOPE. V) /OBISHWT 2w
& B HHE R T B S e LWz, BEOEEERREREE L FE L7z LT SRR R & B L
B+ =5 =24 FISHINT 5LEND D, T2 PCL FifuiHifBE 4 EA SN TV D X9 REERR, 1T - 3
EHNZOWTIE, S HICHEELRMNISHIRD 5N b, EEFHEIIBEREREO P - #1772 By & L OBIRERE T
TV, ZHM 2 TIEBE OB X OHIR, MBRFEOFMN & MEREOWRE. ©4a% ADL I8, OAEIZHED
THREHELRE R LM CTHEE L TEML T T EPFEETH L, DEEEFZ. AV RY Y ATIZIPAH O%
EMI B X OB - AT N ZE ORI BT B U NORD) A - FEERIZOWTEN 2582 THRET 5,

[ SY6-2 |
BRE 1 D B IE

OZI
SIRKFMIERE ) N 77— 3 V¥

LSRR (REE) 1Z LA 7 —BIGCHARI R RES IR SN MERE & R E L B IcREZ s h
HMALIREDRAON L HCRERBTH 5, UNE Y F—¥ 3 vid, BiSEREDTEIRD D BIEBIO%A. 6 551
BATT A PR CPX IS X BEFli T 8B 2 & 0% Ve BHEBOBAIZHRERICH Z L < ADL IZB W THIRZ
CWEH L, EREZEHLTLEHIZ L HE v, —F, EEFATIARERDD Y. SHABREOHSG- bbb Y ADL
WCHER & 72, BWRRE TP ¥ b a X THARYT USRNP Uik, HL3 Fa > BY THAEBYETHR S5 LRI
ED DI D e V—RMEOMIEIMTSRE & . BU KA VA5 —BHRRH RNA K x5 —BHifk &hmk T
BRI EEAL L 72RICA LN ZREOIIEIIEREICH LT, E5E6UNE) 7= a Y PEREhS, —IK
PED R MERE Tl R ISR 723G TR WY NE Y F— 3 g Y ORIREAIE SN TWS, FusJ AT,
BEIREOMMER LR L MEEXE=% — LoD, W) EE), KAMHRAIES), 2 L CEEREFEHTH %,
ZRVEOREMERE 2 L ClE, BEEOBEMEM %D BT 2 LEN D 5, EE)E 1| 7HRESBIIRT 5 2 BE L
ZELTCTIHOEHEZIR A V7 =NV N L=V FPREE D, BFED I NE) F— 3 » THIEET
AHEE LT, B MMEME ORI, KHEREEDD L HEE TR THETE VI LA LIELIED 5,
BRI E B R X ATAR I 72 SR B RE TS E BT 2L ED D Do F/2MBETIE, B ChimImEEDSEE 25 2 &3
e, RVEVERTZ%, FEBHALE RS, EAMLEREEIC X 2 RmWINBEEIC X 5 7 L A VEE, SEBARE R T iRt
DOMERT & % 5 HAAERE MR L TTTOLUEND L. T2 NEY 7— 3 v CIEEREOBN 2T TR <,
HTMHERLE L Lo THERZIE Lo, TIEFNIIHN L TIEAERRICE L T, BeTHAREIWEREROMLR, ik
BOWE T CBREIIE R RS R LR TTO T S E bR BBREE 2o Tnh, ELICHBIEICR-722 8T
[ES#JRV/N Fi@xVFkUV“%@#%i%PM%mii sGC HIBEESFEIT X 2 J-MRHETT $1 & B 72 5B e D
THRE L BEARREB AR L T 7O TV 2 L5 EFIOLRETHENGZINE) T—a v ehb 25,
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YURITILG
MEmEEEFRINEYF—2a>

[ SY6-3 |
RIS S I EESE KT BRUNEYF—> 3>

OmNL R0, A il dEd ScFDs I RERY. AR AR
VRSB ) N F— S 3 R, DA - 7 LV — SR

B M ERE (PH) (396K, JREIHEM L 725 007 V—F 125 S, 205 %2 SE HEEMTbN S BighikE:
B iE (PAH) 1I2BWTC, 7RAZH A7) VKR Y Fb) VBRI o PAH IGHRE IR RER
AP, SOIGEBITARER QOL dWE X5, LAl MigBIctE) PH IS % PAH iBREOARMEOH
H1dd 5755 COPD 129 PH(COPD-PH) TlE—ED RS H LN TV v, Tz, BEMEMEEIZHES PHALD-
PH) CBWTHHL 2L AR ENTE ST, AHEFLOME D H 57290 ILD-PH 1235 % PAH iGHZE O H]
E—RICIZEIR ST v,

AR, PHEEICHTE2IUNEY 7= 3 VOARMERHRESNTEBY, 017FEIEIZIT VDY ATIT A v T -
LE 22— 2BV CEBEE AL E LN EY 5— 3 3 Vi3 PH BHOEBHARE S QOL 2S5 2 LAk
ENTWE, L L.INSOMBEICBIT 20588 1E PAH EEDSL MBI PHEZICH L TOYNEY F—
Ya vOFMEEHS PTG, 72 2018 EMIEMLEIET =V K3 VR I T LB W CREREREIIMEEEIHES
PH KT 5 H L LTHREN TV A, A0 T Y A3 STV ARV, FigEBIZHES PHOY N
Y5 —3 a3 ilonTREBRESL LT — Y OWEL APV ETHLEELONS,

WEETlE COPD ®° ILD B3 A Y NE Y 5 —3 3 >~ (PR) Z2FMINICIT > TV b, PR 2479 BSIZi&, ER
D PR 707 T A% BEIHAERES QOL 2 &D LM OMEREEZ S IR L TW5, PR 787 J AIEHEMT
DEFRHAND M L—=7, ETFBEHT M —= 2 7 O@ g2 PuOIcRER L Tw 5, COPD R ILD SR B W
Tid. PH 2406 L725ERIE PH 2608 L T 2 WEER & Hoi U CEBIRE ORERE MUE O REFEATRVIEBIAZ v L
72755, COPD-PH & ILD-PH %S PR 70 27 5 A %D T LT, B0 SpO2 DE=%1) ~
T RATO, HOAEEBEOREOHERE L, +07% ) A7 EHT TEBL TWwWbH, FH2, BB OB ME) R
LA EAERITIX, PR BFOMBIRE LA %2 KL 200 0, BERREZBMIELZ L 10mA, E ke %
BHIZEOET A V=NV L=V FOBALEDTRE LTS, Aty ¥ a rTldYkco COPDPH &
ILD-PH 2%}9 % PR OFEER, ARMEICOWTHET 5,

B
S RIEA AFFRY NE Y T -3 3 > OEEH
OKRE  #F

SRR IR R e ) N e 7 — 3 a3 Vi

TSI X PR TR DSR2 0 2 72 R W D IPIRAS 4 BB L3 A BRI 2 AVEHEERE L LTHVLLTEB Y, 20545
PERICIIMISMERE D & E N5, HARMNB L OOMBHMESEOL VA ML 5 e, HiEMEREZHLDEZBITS
BRI R 17% % 50 2 EEBERD 1 D TH 5o i ERERE BT 2 MBHEZEORBORER L L Tid. iy
BREPECRORENET SN L, YR Mis MERERE 2B 2 MifHi% 1 0 TR IS EE OB RS O &
HARTEETIEH 2 0D, MoOBRERL KT 2 L5 MBEFEINIIIBEORFILARIZ X S ECMO 2 A LI
WA, WhnbiR A O RIMEAMBOBEREL D S EHEICEOONL 2 L 2R L C& 72, 2 0, MiEmEE~R
HOMBAH L ICU BEFGIE TRIEDNA ) A7 IREICH L L FZ LI Lzdts T MiBHARR 124 %
OHIE T2 Ty BRGTREEZ CX MRV LED TB L I EMNETH L. L2 LS, EET
IEENC X 2 R DA E OB, T AR S S 2 MmO U CGEBIRE 2 ERT 5 2 L 3ES T
37\, 2015 4E0 ESC/ERS 14 K54 2k b &, SEROBIEIZIRAS S X 5 B R BINGENI BT 2 RETH D
EENTVD SO0, MiEMEESE 3 5 Bl 2 @B R B RIS OV TIIAE SN Tn v, T, i
FESE B 0 B ORI L TR RMIIER S TB ) S EIAE 4 BIEImICH 5. b0
HOPTHBLTE RS Z L3, BEIIME L ICREIL S N3 25203, WEDSTICEE L TWA Z & A5ES)
PEEORIRE 2> TBY. D L5 RIT TIEAHERER EBIHARE. QoL OWEMNFFTE L L 3N Tnb,
L Lah s, ThHEDIE TV ZZRED S A T COMimIMTEREDINR E 2o TH Y., MiBHOBIG & 7%
X BRBEEFMIE TN TR EH 5, TR ol T B E 2B 5 EEEE 0 e MR AMEIC D
WTIRRZTIAEZINTO ARV, Lzd o T, EEREZ GO IR ) NE ) 57— 3 v OFEi & M4 5 B3 E M
F—ANTHHIZHE Lz LT, ML) R 7 EBEITIVENHLTHA ) RV VARY 7 LTI, FliEEES
FHIZBU BB RO BEBA 2 L2 THAT S L B2, B2 RIEZ 2R ) N F—Y a Y oOEE
ML EIC O W TR L2V,
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DUORIILT
PH (Z%39 % IT solution

B Al £ 7L X LADISE

O Nl ki, <fhr g
VAR MIRIIE A 74 AV IT & > 5 —, Dl I IF B RS R R IR

B S (X IR E NGB TH D05, FHRARGEBH L L CEA BRI ZIEITO57-DEFRELERD,
RIS AP O ERSLETH 5o Lo LIS Z SIS R TE 2 EEEIIRO N TB Y. ATk
(AD) R IoT FNA AL, #HWT 7/ aV—%2flMAaabeizf I RN—Ya vHPEINTEL, /1 /R—Y a3 v DFE
BUCIZREB e B #IC 2D < BigData LB & SN TH Y. BRI TLZHMkL VA M UEITTbhTwb 720,
£ I R= a VOERPEFEEN S,

7272, BURD ALVIoT 13452 OMEZ R H LA TE R WD, MEZ L) RETIPVEETH 5, FICERSE
TiE, ERBFOFERWLEGHPEETH ), BAERED ATHE T 77 5 CCEHRHSHE X T4 v AL AM#E
B PE I ; ALMAILs) #4175 CT\Who ATV VRV AT, EHE AVIOTHFTELIETERVWI LIZD
WTikR 5,

WIS, Fox DBAFRLTD L 7 BVRVERG 2238 7 AT % B0, EER TR 2 R8N (ALBEICHEH L7 —5 %
N OERPALMERE, SRR REN:) . RN 2 P 5 7201247 - T B EEFPE i 45 L ¥ 2 ) (PROMISE iR ;
UMIN000040678) 122V TR,

BB, TS RSN TV B EHEH ALVIoT ORI L LT, A L. BRENRBAELITD I IS
MIFFEZ B VREETAZ V== 735 AL R, MIEBICHBIT 5 EREOFHFE 2B L a5, S0 L iE
2B B0%E, BRI OV TELT 5,

[NEFTEIRSRIRIC B (T B ALIDA - 88 X #RICK % Qp/Qs EXRDERIRZICL S
PH QR HAEIA

EXIE TN PERE SN 1l S GNP IR AN 1T
VERARSIOE BRI RI R INR S, Y SRR B R R R LR 1R

NRBAE BRSSO N THIEE (AD DISHIZB VT, HEBETH W 2 W X AR X 2 ikl (Qp/Qs) DIER
HAYEEAG & AR OERK (ECG) B A2 ) —= v 7k piimiE (PH) OFAZR~OHT IO WTHRE T
éo

1 Mok X #12 & % Qp/Qs @ Al % w725

ST B 891 . AFdsh gL 3.2 % (IQR 1.1-7.3). BB 51%. F¥H Qp/Qs1.4 (SD1.0). 872 (98%) 235G
KRB ZAE Lz, WE X #25 Qp/Qs 2 Tilll9 5 %12, Al (Inception-v3, Google) % %8 X472, ALASTFiHl
L7-Qp/Qs &0 7 RATHIZE L7 Qp/Qs DAHBIAREZ 0.81. MPAHBERENX0.72 TH o720 AIDSFHIL A2
Qp/Qs DIEEZIT. BKRE L D EW (70% vs 46%, p=038),

2 R ECG M2 X 5 IPAH 0 Rz H

82 ECG W2 & % IBE AL PAH O RIS Koo B SEFHAE THE Lz, 6 U E T3S h7- 6384 (78%)
T, MZEE28% 41%) . FEMZE 404 (59%) [ZH LT, WHO ¥R HE VI 0B A 555 < (96% vs 60,
p<001). BNP fii {5 < (149 = 290 pg/ml vs 398 + 559, p=045). 6MWD it & \» (420 += 109m vs 327 + 104,
p<.001)s mPAP (58 = 17 mmHg vs 61 = 17, p=42) . PVRI (18 = 8 Wood units-m2 vs 21 = 11, p=24) (ZZ&id %\,
FH T, B EBREO Epo EAZRIL, MBIV (14% vs 50, p=004),

3 FRECGHZD Al \WicA 7)== 7

W5 1062 % (ECG 1942 1), 4EihyefE 11 % (IQR 8-14). %I 56%. ECG ¥4 51914 (28%). Al & /155 ALsg
&% ECGHIFET NV R/ LFE 372, 12FEECCAHA R4 ¥ Lo A 7213 B OB EHMBEIGH
FHME 341X 0 FEE L72e B OAEDOBRICIOWVT, EFNVD AUC X 0.87. REIEZE (85%) 3Rtk
BEtOHEPHIFREER G50%) X0 HEv (P<001, McNemar #7E) o

FERE AL, B X BUC X B Qp/Qs FFli. ECG W & 2 BEMIITAH 2 WRetIvR Sz,
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DUORIILT
PH (Z%39 % IT solution

B
EEEGREITICH TS Al OFREM

Ot Bl
TR R B G B 2 R

S IE AR BT BEHRERIFNTIC X 2 2 7 ) —= ¥ ZIIRIE { ATh TV B 05, BHEICIZH PR ORER & ik
PRLETHY, TOKE - FFREZEIZLT LS BV,

VAR TFA =T 5= v 7] BRHIZEI D ALIZE=ZRT— 2202 TWb, A —T5—= 072 AlO—ETH DY,
FRWAEEO I FETHL, ALIZ [ ML) RIREBCE T LMWy a—yTur T - gl &
RIGTHBMR X LA TH Y. BWFEEIE [BEDI A7 % PL—= v ZICE DEMICET XS5 b0 &M% ig
o WMFAEHOTNT) ALEIMALDOPHFLEL, TOHD 1 FEBTA =TT == 7 Th b, FICHIRFITIZ
BWT, N 2H#MOER BIZITHEOMEZERTLOTHNEI A YHA4ART, BOEDD, KEXHBIhLL
W, k) PAET, LIS 5 5MOMAEE TNV TY XL X0 b EWHIRRE 2 s Lz,
KREHETILALJFICT A — 77— = 72X ) RRMEFTICBWTED X ) %8 A7 DSHEL oo TE 2, Fx
DWFET N — T 5 OFE SR LoD, Filifs £ 5 2 H OISR - 5am L7z

[ SY7-4 |
ICT % 7 V&R U /- R I A & ETE DR

OBH  #E", e BEY
VIR B AL R = TR B R, RS PR A AR = I e 5 A 2 > 47 —

&

Ji B LESE DRI B PIEDS B W — Ty TR T T AT — VR 2 12 U & L7 IR TOREHIEERG:
DL D, BETHROBEETIEZITH LT ICT 2EH L2 R— b EFH2TH 2L, BT Fe 75
YAEEDDHIZFTTIE R L, QOL M EB LU o g F 7 4 )V ARG TIZ BT B BB ISR Z BT 5
(Tamrua et al. Circ Rep. 2020 Sep 10; 2(9) : 526-530) AFE3E T3 ERREEFEHL K S = IS MEEY >~ ¥ —T
FEENTWAICT ZiHH L2 PHEHIZEH L TRAZ1T)

#l: 3322 —2ar7 7V EREHLIGEREME S V51 VB

Wby —TlE 2016 FE L Y EBRFE—HEEROII2=r— 3y —& LTLINE OFEEZHY — )V (LINE for
Business) # . =27 X HWTEHBEZA F v ZITHK LR T WA Z 2 TV 5, HHENE L L TIERR I
KIOBRWEH DS 0. FHIEHE / R FTEREREO N TF—F IV T 7, RERPEEBERTIFEARMILTH LV
7y 7B THER - ELTWA, $/2a0F 74 )V ZEGIEK T TZh% L v EBE I 2 Bl L 72
B EHE /BT OERIIEROATIIA TS TH ). EFF BafSiE 2 G0 L CIREICt v 94 VB
TR CTH o770 BEMHLTWA T 7)) ZMHT A LT, FHON— FUHRTASL I E, WHBHIIEE %
ENBIEDFETHY ., Btk 7 —I12BIT BIEHFEMOWTHMT 5,

#2: BELEMOERILAEY =V ELTOAR—= 74 v T 7Y r—3 a Y OFH

Fili F55 M SR AR IR L2 Ao 7z - TR 2 35 LI R M3 2 LD 5, D720, BEH G VREYIN Z2%E
REBIZOVTRIFIMIZHR L, oM ZEEM TERICOWVTEMNEFIMEZ B I ENTELRVE, BYRE
WhEZITLIEDPHLL, BERAICE - TH, WS OARDOERZ T CIEME 2 IRIER 217 2 L dR#EETH
%o

MYy —TIEAR—= 7477 [PHZ 57 7] 2B L. HAxORERSNAL ¥ VEOFERE HEOWRTE
RS EoBEER T BE L IEMASMHEICHERLE CXABEEHMEL-OT, BT b, BHIEITTVICHADON
A ZNH A CRMEH, PROGERZATT L, T-HEOMREERE 7 7)) THRET A LN TEDL, ANTEINIZNE
WEHEIZY TV F A DICHERRASTTREE 725 T\ b,
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NZIVT A ABhyra>
EREREMZEH B -HD All-dJapan fiSIMEFEL P X M DESE

Jt?PHR-PAH LY X MY EEAL - PAH X 28 IL-6 SEFREERILEKERORE

=

O i
VEIBR PR AR B AR BR 2R R, Y BB AL A = IR RE i > 8 —

TR

BB AR S I (PAH) B PHRAROAEDIRBTH HH, FRREOBEL VA MY Japan PH Registry ( LT
JAPHR) & O RIEHDOF I S H & 7% 5720 JAPHR EBUAE T — & G % STHIC U722 E M 2 0 5 720,
AMED-CIN F3D#E % Z\EBRICFHTEH CE 2 B TOEM 217> T\ b, PAHREO LR TH M5 ) €7
YT OREED KA Th D720, BHMEFIEEUAL D A #1 = X 212 X A H3BAFE O FEBIZI1E phenotype % 2EAIIZ 04T L
THr A %479 Precision Medicine ®7 70 —FBWUFETH 5,

PAH OBIRIMAE I BT IL6 ZAAAMFEFEI L. Mo IL6 AMiE ) €7 Y ZICHBL TWwb Z &
PHEENRTVE I RS, PAHBEICBI A3 < —7 —OHRNFEM 2T, LYZA M) F—% LllAaaD
®5ZETIL6 %% —4" v k& L7 Precision Medicine % #4495 70 b 2 VOB Z 1T 72,

By :

PAH ISR L CTHLIL6 ZAAPURYT b 7)) A~ 7 %559 2 R EEA 20 L. FEEHIEE (Wi iitiof
HRitaZAL) OEREEZ MRS %,

MREEEREE :

2021 4FBEIC PMDA & OEE3E 25 T M RBRBI AR 2 1T, RRFEO 70 b a VAR L2172, BEAEE6
fiix CEMiZAEDTEH D 2024 FFIIEFIHANEZE T PETDH %,

AR O PAH (239 % Precision Medicine # BILT45DTHY, LIAMN)OTF—F Z{EH L 73R
RRETHZ ETHVERBICBU D EHEMNHAREIET L 2 EHWEEE 2 b, AEH TRASBOBERO 7T Fan -
I — VI AR AT o

| PD-2 |
CTEPH AC Registry D3R &Rk

OFEs - sAKER. M A, & #%<2. CTEPH AC Registry Investigators
IRA N e

BPE AR g S LT (CTEPH) (ZMiBIIR A 28 BALIMAR 2SR S AU IR 2SPE s S M A TH D . ENE
K 4000 NOFARETHD %o RAFIMFFEDO A TIE, MEIIRE A X 2042 EIE L. 5 AT 40% &
WD TFHEARTH S, CTEPH OIEHIIABEN 2P 5-25HESE ST Prl RN A HVER ke NS B
BRIV — VBREIIRIE R, IS PERIED T O TV B A, FAETIHHAEBEEI N ELTETWwWE 00, Fh
ZFNOAMME - REMICETAIE T Y Z3AE L TW5H, CTEPH DAV TH 1) . KHIB 2 o) I 308k o0 92 e
ZHEETH B0 RUIZETIE. CTEPH IZXT A KGEHROARNE: - REMEFMTELIVA M) AT A%ET L2
EERHME L

KLY ZA ML, 201844 H LX) AMED %4 % b EICHE SN, 2018 4E 11 A X ) B BHIG E 7o o720 A%EE
Bk D% KW L D BHENE LT 72 230 B2 KIFIC LR S 2 ¥ — BT, 2022 4F 2 F 980 B o i {5 & 4%
RS L7 BIE Q0224 2H), R=AF5A4 VE1ETAT=T v TTF—FDEZF Y VPR T LT — 5 [EE.
BLOE 1 ROGmNEEZT> T b,

CTEPH 3B THAH I L5 1,000 FIHEOL VA M) 3RO TR ABET— 7 ThH ), RIS
HHEINDE T —IR=REHoTD, GHIE. BIIHER TOFEMERSER R IF RO 4 G CIEHTE % X
IVIAMN)DWFTKERDLFETH 5o
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NZIVT A ABhyra>
EREREMZEH B -HD All-dJapan fiSIEFEL P X M DESE

J-BPA LY X M —HRDBIKEBE

OX#E )
EARBRERITTE & > & — BiifE B R

T8 ke gE A I S MU fE  (Chronic Thromboembolic Pulmonary Hypertension: CTEPH) (323 LI X 0 S
DRASIE PRI AR - PAZE L. MiSMEREZ £ 2EETH ). MAHEX R NIEGTFRIEIARTH 5, HilkeH
RGN DABEBNZ A 72 { Zevve FEAE, FAYETIE CTEPH fEBII0 L THEEIIR SV — > s (Balloon Pulmonary
Angioplasty: BPA) AMThIVAERNEASHE S d, WK O Bl i I 9 M ik D EA DA DTV 5, BPA IZH]
WM R EHBETH D0 i TOTHETET Y APMEIN TR WOPBIRTH 5o BURIZR S /-5 M jt i
POREWLEAIEIRENTVDLDATH Y, ENEEL XVOLii% T BPA OREekE ARtk 2 iRk 58
F YAV, FZTJBPA LY X M) —Hf5Eid. ENTO BPA £6l% 85k L., et A2 REl+5 2 & T,
FOIEF VA FERMMERILIERCHT A K54 VIS 522 HE LTl S N7z AR H ARIGBR 225

Hul e U CHARIPE SRS, HARGE A v 5 — Vg Vialss, BRI SSR2. ARSI E 2538 R
L CHEPM BPA JifThtiik TH 4 BPAEF O L VA b —ZT0WiEHEE, a0 iizir) 2L 2 HEE T 5,
REDCap %M L7257 — % 4555 B Y — )V Research Electronic Data Capture) ZiEHLTH Y54 VLI A MY —
VAT L EE L, EN BPA BB EH T — 5 B L Y BPA I28E D AOHE. MMATENRE X SEIROELZE L CTEMGT
B l%3 5, J-BPA WFZEIZ 2018 4 4 AIZBAGR S 1, 2022 48 1 H T 1000 B % 48 2. B FERI 7 — 7 BER I LTV 5,
DY YARYIATIZJBPAL YA M) —OBUREBEREEZ T A A A v T a vy iz,

| PD-4 |
JRPHS IR DIFR & B

O fa%:
T RIS A el s U 2 > 5 —

I B B ) I IS 1 IR FZME DHEAT & & B ICZF DFEAR T & STV B, bAEIB T 5 B,
BHEOERIZHS 2 Tld v ARPERC, BBIIRMEM S MERE (PAH) THRYE SN2 il EaRSE 2 L 723t
LD BN, FHRYESRIW S TE 2V AT, FHMEINRE 20-25mmHg OEAEFI O FIREE, AL 5 51
DFFIZDOWTH A TH %, Japan Respiratory PH study (JRPHS) 1 Ti&. 2013 £ 5 2016 £ IS MEREDS £
I B2 B e 55 2E O 25 ik & ) 281 BlOMER 2B S N, FE B, MEMR % IP) (29%).
COPD (21%). BBJEIHRIZHE S MM % (CTD-IP) (19%). %ME A BElikAERE (CPFE) (13%) Tdh o720 72, 52% 1
IR ENIRIE > 35mmHg F 7213 0FREL <2.5L/min/m’ O EREME MEAE, 43 % (3G EAEREE (BFEVI > 60% 7
2 %FEV1 > 70%) %R Tdh o720 LD 3EALERIZ 5% ERBTH o 7205 BREEDSBREORETIIZWEL 2
s LAPINC PAH (G938 % BaG L 72860 3 4EA45513 70.6% T ZF DS OEED 34.2% [ L CTRIFTH o720 E 720
i MUAS DT £ 7213 6 20 RIAATHREEAS 15% DA bdes % 7213 WHO FEAE A3 L 72180 BUG BUFRE D T 12131 BLBE
WL TED o 720 EBUGBIFEIZ. COPD, CTDIP 2%, HRBEEREOBIZE D o720 U EOKREN S,
HARIZ 3BT 2 Wi BB BE ) Bl B I RE B IR EAMRE D PAH 7 =/ ¥ 4 7% L& TB Y., W
L BHROCHRFTE 5 Z VLD E o7z, 2017 R LR PINEIIR T 20-25mmHg OF % & & JRPHS2 Wigt23
H#ATHTH Y. BE, JRPHSL & 2 &b+72IP B X O CPFE O 2 D TV A A BEOFHEA & N TV Wy
B Sk EiRoEE. HHvIEERFE ST L OO PUETH S, BIFE. IP B L O CTDIP
W29 PHO b L 70 A MRADEKRED EITHTH Y. RIS L OWASKICE LT, EBOeEsHitFcE %
T % SRS IR LR BRI 2 S Pl § 5 koW TRiEZ D 5 FETH o
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NZIVT A ABhyra>
EREREMZEH B -HD All-dJapan fiSIMEFEL P X M DESE

MR~BAICE U BERIORBE S HELEL Y 2 b U OB

Of E=Y, a3 &2 R B, H BEY. ML 32, me REY
ZEYEE I | N 02 B SN 1 AN T IO SN\ 5
AR > 7 — M 2 ISR M BRI MR,
VBMERHE M v 8 — VKRB SRR v 8 — Rk R
PSRRI e MR, R T BRI R, KA S TR £ v 8 — R

WARISIME (PH) LY 2 Y JAPHR IZBUERNZ SN S v, B8 D BIWIEFICEATE 2, —H, /NEPHL Y
A N IRSERM LR (CHD) 128k PH THMIZIEE - TWzAs /NED CHD 3R 2 lRIGE 23 5 720123
I LT & 72o PH OERERSHEIZBWTD 1L 2. 58T 2050 1 o L Y X M) TR G2 IERTE .
HLED 7+ V7 UIERINESIEEMERRE LTHLS A S#EBEN, PHICHEU LM LREEEZ O
T&7 F7MRTIRRBARE, FEEBERCHEROIGEL ELL RO LN, PH OFREICOEMICES T 5
ZEDBHONT VD RAVEBEEZ NS E LA WIHERE D BHRITELZCHD L YA M) 2E T4 L & Lz,
JAPHR ®O#71®F T IPAH/HPAH it JAPHR PIZ/NBIEST & L CTEEIEH oL L TH¥RLBRZ % &L,
X REIRE QTR OB EHRAT L LT TAPSE, OEKROFHEE A ORILAOTR) 28, K 14ERT57
BIDEGFN 7 SN TWwW5b, CHD-PH ix JAPHR & 338 @ platform k12 JACPHR (Japanese Association of CHD-PH
Registry) ZfE& L, 2021 4£ 4 H\Z AMED 78 E L CIRINS NIFEHEE M L. 8 HICEBA AL L &SR
RS NIz, BEFIAHEK 6 2 ARE L2 ST SIMEEEEIT 48, BEhiaE 25, BEHERE S8 L %> T\ b,
JACPHR O&&%IH H TR & »1%. CHD-PH OFf/R54H (Eisenmenger/LR shunt/coincidental/post-ope). Z&:L»
M, Fontan 768 (FiliH &) EEREMRMIEIRMEIZEIIR MAPCA., .WREOZBH & L CERZDAAOMHHRE (H
FHARLHR) . Jeto Ry / BRE, JEWE., OB 2F4M RG / HE) F2130 7 — 7 VG, Ogs 7 —
TR T — % (i / ARk, 2P bOs RER. **ﬁﬂﬁ@ﬂﬂlﬁ%%@ﬁﬁﬁ MAPCA TOFKMMBEIRE) TH 5,
VT NT = KF—% ZIR)E L BHIUET 5 2 & T, CHD-PH B0 Z W S L, EER, BRI FHT
W TR AR 2 T L. G (B8 2V 7422 HMEL TV, @%%Fﬂb&b\&-i\ L A%
Prevalent/ Incident case M# D&% HIF L T 5,
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EL1
COVID19 b % & fb S MERE
OsFR %R

| 7.5 e B s e P W 2 P B

COVID19 fifi%id, #AIlaaF 7 4 VADPRE LEMBO 7 v V7 v ¥ vigEg# 2 (ACE2) %4 L CHlN~R
AL BRI T DR TRIES b0 T OREBRE L. MR IR E, SRR O MBI UG, %R 0 MFE T
7 T S L, ARDS, MARZERE % 58 L. BisIERE (PH) O&ABF LRI TS, HEIRED ACE2 I3,
7YIF57 v (Ang) I 25 Angl-7 ~BE#i9 %, Angl713. Angll EH$id s &ilkoTClL =y - 7%
TYY Y TNVRATU Y REIHIL T, DIEROREEHZ 7259, LA L%a2S COVIDI9 % Tid, il
R, M NBZ M. ) > oSERIC ACE2 FptERIe s 33 % & DD ACE2 & Angl-7 OEENIH S TlE %\,
COVID19 gzt PHIE. SEI & MIAEHNCSSRE L. BRAWALE 2 B, 3. 4 BEICHI4 LC. COVID19 fliZo
IR EALICE S35 LRI TWAS, L2 Lad S COVIDII MigkictE) PH . (D H 2 O A D TH
AT =TV CTOWGENEHETH S Z L2 5, 5Bl % MATEIRERCHEERER O G PHHE IO W CHIREICIEIB TE T
Vo TZFOREREIIARHLEAD D, FmAHE Ve ARV T 4 A A v ¥ a v Tld. COVIDIO BiZicftE S
PH ##EF LTy #7222 U720,
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EL2
fisMERE (CX3d 5 fiitstE : BERBIHD S DABEDKE
O 25

EA) VN R S Y e

AIFOMEMIL, 1960 ERORPORE DK, B {AThN TR - 72205 1998 LD (11K 25T O KT it
R, 2000 FFOWIL K - KIRKRFZTOMFMBHEOEE & ICHERLBIT LI L TE ), 2D,
2010 FE DIEEBAE T OUIE & b 12, BRI REES B L. B4, 4ER 100 B, 2 LT, REF1000 BlOBE % 22 & $ik
FXHELTWB, 2T, Sl MBHAEHE DS A S BB X, SR 26 2 BRI DWW TR
TERED 2V,

B L, WhW B IHERE S MEREZ I LD L35 THE» S, BRI EIIEES T T £ OB
FELTVWD, B2, AVM I MIBIMEED H V. WX FEIETH AN RT Y ENLIERGZNEHEOF
EREETH D, T2 NERBEL L L, NEROWEREE NV — TOFAEDEETH S, S L1, FPIRSFEE.,
AEBHE DS & 72 o 72T — A CHllin 2 T3 %,

FREEHIRTIE, £ & DA, IERBRNRR/NRIEERE 7 L — TOFIRE, F L CIHERBRNFHEI ST 2 L1275,

MR DAEDZAMIEELR LD A4 XY MARTFIUL, BEFPFREHERD X 9 RIRYYEIC L AWIEND R (L Yt
O E & BRI TE 2 BE DL L,
Fifix. BRSO LRI L LA LEDS, IR LAERISTT 256, 74X X ¥ I — iR
OMENATEE DFAER LB EAOXRE, FHEEIREES O AN TLOHEE L & il 4~ OIERI T, oRifhi s
R LIEBBETH S, 712, PGR ESHITORMPOBHIZOVWTIE, TEF Y AL E L RWAS il
BT ATFELREEINTW S,

WBEIE, EOAREIERE LT, HEICEET 208N D 5, AN OMEESENEE, NNRIEERSE 7V — T D FE
BEE LB, EHMOBERZFML2P0EHT L2 LT Ly, ITERFEH 0 ECMO H355 R4 i H
Bergie EORBFRENZEIEDRERT A Z LN TNTE WV,

B2, BB IESRE S0 A BRI, OB AR A L 3R R0 . M OBFBIKET
HHDVERFHEZEOEZBIIZIEFEIZZRE L TV AHRZRD, RAEDPZORMPERE) R 5 Z EFEET,
ZO7=HI2IE. BET7ET T4 R 2 LS A I RBNFHEOFENEETH 5,
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EL3

fisMEEDIRERRO RS

OBER  BAKEE
FUPHR 79 B0 B e P

e MUESE & (& FIENRIE (mean pulmonary arterial pressure: mPAP) 7% 20mmHg Pl EZ7R 4R Eh 2183,
CZ 20 4R MM LRI ORI X S IUEE O RIS Ly F 72IFEMEE O R T b il & MU E 0 FRATEE A
FELT LT, RUNCHBW - BREINAL T — AWM TETWAH, MBIEREDRIEHRE EBT 57201213, 7l
BWIPNEETH L. ARE L I F— Tl NS MERE O I B E R e BN E it (i, OEX.
L~ by b a—H, iRAUGE S v EE CT. Mikkseteds. A0 7. MiBikEe iz &) Lo
HIZOWTIHHT %o
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EL4
PHY A REESFEIYEH?
Onno &

PR R B A7 R s B 0 B e PR

PH 7 7 A4 ¥ ZA3WME 2 3813 72 WA, Bl UL 25T LG A HRPUASEE |12 B K L7266 3. A OE 0 5 o.0hal =
AT LIGBRE S EAIRETH L, —EPH I T4 YA b L, RHOEBRAED ST ¥ F— ¥ AR KB FEME
AHELT L B SEIC X 0 S SICHimEEIIOSH KT 5 & v ) BRI S, S SIMEK T & ) SR T
L. DR T LIBICE B EMRARIRETH ). ICU % K TOHEFNEHEZLE L § 5, MiBHA~DT 7 & X 5l
PINTVBBEIRNTD, HOAED ICU TORTHRIT4EZBZ 5. HOAED ICUEHIIOWTIZZ YTV A0S
WA, PH 7 74 Y AOFEHOIEAIL, 1) BFEKS. 2) MEEO#HIEE, 3) LAMEOHER. 4) AT oM,
Lz b, BERG DL, FRFIR N7 3 v, PDE3HERL EOEOAZIH L, #iE2 T35 3 Y TlER
MEFFT 20BN D B0 FRFIZ, WED M) A= o 2lF (AFEIR. By, SVEMPIREESE, Bk L) OWRB X
CENITHTE2HIELEREZIT). T2 A OOBRAN XM S & 5 720 12 Sn ik 3E o B = NO WAL
CTEPH T& 1L rescue BPA 7% Ed M3 %, ZNTHIFRFRLBIEDMRE TR WIEEIE. ECMO (Extracorporeal
Membrane Oxygenation) 7% EDMENIGREBE D L EE 2 505 WHEELRR Y FHEillBE O ACP (Advance care
planning) ZMEELTHBL I EDPFLET L,

MBI BT, ECMO A L 72 CTEPH O Z2PEHEIZ rescue BPA TV Ay C& 75ER. PEARICPH 2 94 ¥ A
1272 1) rescue BPA Z TV TE2ER], PH 7 54 ¥ A & Jx o 72 PAH (2 H#EERZ AR AR RS Al 2 A B2 12 THiATV 72
72 EHATTEIER, BEFNEFR LT DA T & THIMIC ChES A E M i E (PTTM : pulmonary tumor
thrombotic microangiopathy) & #ZWr SRR, % EMBIADO PH 7 54 ¥ ZADOREREET 5,
ZotyvaviiBeTid, FHEAH LWHOAEOBMENED ICU OFBICOE, HEME D LI L2V,
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EL5

SEAhEMEEZ B 5

O k—HE
FE VL RSAENT HER AR B B A S e o PR

SHEMIEIMEAE (PH) Tl BERZ AR D A\ 20 55 B O fili &5 MU RE 2 & DHE Bl OREERIIERE T, —EA R FIA
AT 5o PAHRZHE GEINMMGMATIEER) OV AR Y ¥ —% WD 5 F7- 8B oM i hs, 3B PHZHEOT
YAV MATFA AN THb, F72 38 PHIEBTIZ, BERILE RO 720 KEERMEMIM A # (HPV) A3hhE
TEN, TOMRMEE L THERES LA T2, 3B PHEMICEB VT, PAH IR EZ S L72EME LT
PAH &GRS I A B, BFEAEN HPV 2B L, HEELEHRGSLE L 7D,

Z D72 DOV IIMR A BEE N F DFREE % 2 LB D Do bl L7-MifEeRiR g HPV (2. 38 PH CT/AEL
AHIMEMEY: (distensibility) & FAGIMLE OFFBUERES] (recruitment capability) DT, A (V'A) /M (Q)
DOARGEG72 & EDIREIZOW TR T 5o F 7 BRI ECHE ) PH, BPEHZEEMREE (COPD) (d& I3 #
PHIZ/HHEEN DS, TORERFEIZRZ ), BRI L THEELZGOALEL 2 D720, ZTOHIZOWTHIFL
72\,

DLE. 3% PH %) AL LTRIEA> THE WKL ¥ MIDWT, SHROERER D SO Lzv,
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EL6
Fi M BRI LIS D PAH JBEE D FAEM
O%H - FHl

TEHERRFEE S ) v~ F - WBIEIR ARl

EDIR VNG SR (PAH) 133 £ S E 4 A b LRI K 0 AU % IS B M R0 48P Wi i O B, 14 o B
2E 0, MENEOUME, MEIRED LA, MiEEI2S LR L, BAWNL VA IOAREPETTLIIDEEZ LN
TWwbo MEIRD Y 7)) ¥ ZI2BWTIEE,. MASTER O T, AN - SR o, bz &5
MbO#ITT 2L EZONTVWE OO0, 205 ABFENEL 2 EHHIE S 2 AN L Tl PAH &f%1cB\WTH
BOEEZHY, BETIZTRAY 74 K, NO, =¥ Kt »o 3 %8% BT 2 HEANA0E S 02 0l E R
EIPEROTIRE o TV D, BEICH 2WELEZ [FHEOHIE] AEEICEINLKB L VI BEIAL RS &,
T D s 2k i B DR 2k M v I i (CTD-PAH) @ik 7 7u—Fide v b %52 T< b, CTDPAH 13 CTD H&kADS
PAHFIEDERINTTH L Z EhHmbi, o PAH 820, SERD S DEBRVT + B =P ETH S, F
7-HMECH B CTD OIREHEE T, FEMBAE (Non-SSc) B CIZRIEATHI T D Z L 5. KREM 2 HEZ 75
HIFREDOR R X B EGTFHROUESYFE SN D, —77 SSc IZRIED O BMEILICE 2R EMEIT OB ET L % 2
SN, FEMTHRZDLZEDPHLLYETY V7 - BHALICE > THO TREZWRA DI EDWREE BB T L5,
Non-SSc-CTD & I3HERREET a0 —F 2587 5, SSc TlE I N F TR LIREE A reverse T 5 Z & AS] g7 {598
AEAE L 2 h o 72A% Bl VYN ZE . (ILD) OB B W THEET 70 —F OEEDP R SN Twb, ILD i3
LDOIBEC D B FIEMZ R D 2 LD TE DD L VIEEHRE T, SIEOTIHNC X D MM L OBl A D 2 FEEEWHET
HHEMFEINL, BEGROFIECIXBE ) v~ F % I EW AR AR JAK BESEZ & 05 TREER DS
WCBIBNRGFTAL LY T2 726 LT0WAIERNDS, PHh58A 2N LEED TR (D) (CHisEmsk:
EHWAET T —FRALN, AT 5 PAHICHISH ENOOH b, 72— T MM LM oFE#EE LT, 5%
PEBTRRAERE (20H 3 2 S & L CRIRD D SN T X PR L3R DY SSe-ILD 128 W T H —EDRREZ/RT Z &8
s, PRy 7o —F L LTI SN TV S, REE TR 556 EICOW TS L. MESB X U5 H
DRBYEIIZOVWTHERT 5,
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International CTEPH Conference 2021

O /N INE)
Il N7 e B B L LB & > & — DR B PR

International CTEPH Association (ICA) &, 2012 4E(Z Gerald Simonneau % ££8H & 3% 9 44 ® board member {2 & )
AL S NTze (2018 4EICFAD board member (2D D BIAEIL 10 44 & %2> T b,) ICA IZEIBEYZ: CTEPH IZBI$
HLIA M) #ERTH—FT, 2014 41273, 2017 4EI12 NV — ¥ & 34E T & 12 International CTEPH Conference
(ICC) Z#BMEL CT& 72 HAMBEIICH725 2020 4D ICC 1Z/5— M F I A A THBEDOTFTETH - 7228 COVIDI9
YT Iy 7 ORBET2021 412 A 10 - 11 HIZIEW, ~A4 7)) v FIEXCHES e 7 7 v 7 4 (ZJEHIBLHIC
EHLDN I 70 YERRISHT KB EOH B ) TRIFBHMIZEH 2 L23TET, VE—-FTOBEME
ol

ICC2021 (3 CTEPH DJRREAERE - 325, QWifgZHr. @ v — VBRI, @IEIIR ke NIRRT, G3E
HEB L OHENER, @©@FFRXR=—2arvREMEy 7 A, D6O0OEEEHELY 1 8TV, —BRFEEIIRA Y —
tyTarlwHEREY) ORATHo7z. KT E WA DFE=F 1) —F =25kl Z TV %2 TH ICAB°
FELAZEBRCTEPHL VA MIDOT Y b A AR, BPALYVANIOR=ZA54 UV TF—=FBERINL LG EIERIC
NEDEN 2 HETH -7z 4 MNE ICC2021 T update SN7ZIHMA SV OHDRA ¥ M EHEE L 720,
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EL8
~EHOEER T 7 &2E 5~ PH DBREE (RHOFEYHEE.BPAPEA fitsiEk &)
OE 2N

HOROR B AR B R BEE B g IR / B BE AN iRt > & —

i IiESE (PH) &Z ORI L Y 52D 7 V=T3S N D55 O T FRiBIREN = ILERE (PAH) K
OVEVEIMAR ZERYER B UE A (CTEPH) RO #EADE L, 20T PAH 3O TFHRARDEBTH - 7275 Bl
T 11 D OHIDMEAEEEL 72 ). ZOTPRIIMREINICEE L. PAH BEERIIARIT, WA, B FE fE
BRGNS IED T E DR E L TH ). FEFOREIRE L 72 HMEIC L > THEREP L SNLERETH
%o F72. PAH ICBWTIEEYHEDMEA L 2B T L — Mo BA T2 LI L 72 205, MBIk
AEMEAR LT b CTEPH IZBW T ORI/ IV — VIEEUN (BPA) OEKIZL D 2O FHITKE {BFE L7, BPA
13 F D RN - TS D IEKMENZDH 525, Al CTEPH 128 W CRHET D MRNERERRT (PEA) 2%%—
BIRE R D, F720 BWHFREIIBWTH AT 77 MIMATEL X287 CTEPH IZHEIS L 2 D). ZOHEHEGER
B2 TETwb, At IF—Tid, PAH KU CTEPH 2102, PH ORI DEHRERL T T IOV TS 5o
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Pro/Con1
CTEPH DOinitE#E % DOAC TKUL DH

Pro : 1B EE MBI EEOHRES A EERONREE TLL

O A1
TR AR BN B 2 PR

PEPE A SEARVEMI S R (CTEPH) (13 BVERG AR ZEMRE LS & 0 264 L 72 BRI IIAR DA &R & - TAE L
LHMEPRETDH %o BMEMIMARIERE DGR B X OFFE TR 2 PUsE BB T IR O KBS ERR % & 1R
BOBEMIRICL VAEMEZD HAA. TV T 7)) ¥ X0 S EEROPUERSE (DOAC) THIIYEA X hAMEERT
HbHLVIHIEENE TubayEVHOE=Y) Y IPAETHL L, BF - EYHEMERP D RN LR L,
¥Z DA v b ERMEIC DOAC 252 MEMIMARZERAE DWEHE - TR TFHOE—BIEL L CTHRINLIIE->TY
%o —7Ji. CTEPH & 3 S 7= B8 OPustESI133FE: EOBISERNED &5 2 & %255, DOAC @ CTEPH
FEIRIR. MM SERE O TR TR, FRICET 2RI ET VAPV e D, TVT 7Y Y —#IT
HYEEBEFT A P4 b DOAC ZHESE L Ty, CTEPH AN SERIE DRI EIHETH B Z L0 5,
CTEPH I251F 5 et S DOAC TTRiT& 22 E 25 Z L 3BEDHMNTH S ) —T, SNk ZER
HE & FHE L7-BE D 4% AR LA CTEPH ISHERE L2 & 225, CTEPH 12l M ZEARE E O 72 5 C b R 20 7%
RERHOBBE L LTINEZTANLZVE VI EZ L —BICHETE Ve T 72, CTEPH (A9 5 Pk EeD: 3
MR MASHE D FEFE TR DA 72 &9, MiBhIRMLHE R AL IC B 1) 5 in-situ MRTER OBIH S £723 2 EA5Kkd SN 5,
N6 D&Y S DOAC 25 CTEPH OB EFE L L THEY. T 5I12EW 200 N— NV b 525 BUEFRL 9 %
IYF Y A% 5 DOAC 75 CTEPH OHEEREIE LTIV T 7Y YIZHE S5 W L&Aty ¥ g »Tld Pro I THB
L CTH7z\,

CTEPH OiIngBEEEITT7IV T 71U O HLEFE LW

OTFNIE  #A
LR & — RS RN AL

RPN = LT E (CTEPH) Tl SERIEO IR E T 4720, EHEITD7: 2PEFEOMH IS L
TWwh, TRETIEEIIL, EFZIVKERE (T 771 V) MNBIRINTE A AWMl EREIC BT A1
R OPUEERESE (DOAC) OEMM: - ZaMEIC T 57— 7 BSR4 IS S, BIfETIZ CTEPH THIEL i s h
DOH b W LeVEE 2 7B CTEPH BENOPEEHROBIUCE L, WL Oh D50 XHFIED
WD AN RECHE. SN2 LGBV ERL v, SHoXy ¥ a Tk, MlERYE > ¥ —12B1F %5 CTEPH &
HEADOTINVT 7)Y, DOACHHEBREDOBNZFHEL, V7 7)) Y 2RMHTRE LT L7EH» 5, CTEPH BHIC
xF3 % BUARR 7 PUst IR & 1M AN DV TR U7z

B s MUERE (CTEPH) Tt SEMEDTHZ TR 5720, AJEICDZ 2P EEOMF A RS 1
TWwb, TNFEFTIIFEIC, ¥¥IVKEIE (V7 7)) MMERSNTE 2, UM IRZERREICBIT 5H
R OIPUEERE S (DOAC) AR - ZaEMICHET 57— AR A ICHE S, BIETIZ CTEPH THIE L i &
DOH b WE LetE 2 BN CTEPH BENOPEFEZEOBIUE L, WL Oh 050 XHfIED
WD B, RPZICHLEN-EEEVENREV, S0ty ¥ a3 »Tid. MILEREYE Y ¥ —12817% CTEPH &
HADTIVT7 7Y v, DOAC HHBZOBREZREL, TV 7 7Y V2T RE T 57855, CTEPH B
xF3 % BIARRY 72 PUBEREIE & 1M AN D W TR Uz
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Pro/Con2
BEFIICHT 2IEZEOT7OX 2171 D 8F vs BHEiH S5 DOFFO 3 FAEE

| PC2-1_
BEFIIIHEOTOZ 24 1 7 U L BIH % 8 EREET

OWHY
WK AR AR MR R BEPG SR IR / W B DA axite 2~ & —

Fti B RN 5 U (PAH) (20f U CIEBUE 11 M OBBIES R L 2D TOPRIGREEMICYEE L7z, Bl
ETEAMIERBEENTERE 2o TWDEH, TURY YA 7 VROIFEHNIREL, WA, B FE B L R 5R0EE )T
ZIEIZPED . ZOHO L DR % EIRT 5 0 0EEOKRE L /5T 50 L FINRNTOBELIZL VRITEOAIZL 54
BIPEHAE DR CE TV BN, MATENBUGERN RIZE T, FHEROTPENTWLE I EIZHL2THY, LD E
VIR R & 155 72 DI TR, SERA 2 BRI T2 XETH L, Y IVTF 7 4 )LD SUPER-1 ikBRAVR
LTwa X912, MHEROBNIIEOBRDOFRICKE LB L 5 2 5720, OINIEN REREIT) L BHEET
Hbo BTE FHFHRANZ VS 72 AEA LS TE 2w v ) FBEITRW2OIEAD D bbb TWwWA T — A
BV ERDbNE D, R TE TR MATEIRROUEE 21572212, B2 FE. FHEEAD S EER C X 72EF o #HiE b AH
RATWVD, RO TOEFECTHEDTEAL L 72RICHE T fHERAZEAL CHRBOETEEVIED NS
Wrr—2Ab A% pvizd, BREGNIS LTI o % T, FHERA 2 & A ZHEHRE 2T T 2IREL2 S
52 ENTELEGAIIERIIEDO A TOHHEDC downgrade 5 Z & 2T NUER V., 72, BFEF - BHESR
DO DBRRETRNG, BIERA SRV E b ETHLH, LT LIZF) TRV DL H 5, FFHCHL L Vo 728l
ERMEEORHZ FRICE > TRZI A ZEDL VDT, MHEBENZEET S T - fEEA OB 02 - T
DI R L D5, HERZMHTIHEAICR A T —TIVORBEPLEL 55 20EAD/NN— FLVEW
25, ETETHIZHEROMEIZH 5D DDBADN— FUFFNIIEE TV, 200, T TESE
BAL. RN TGOLEREREUED L W EIEEEICAE T2 L W) HEDH L. WIHIZLTD., FIEFNIIT
LTI X DEROBE TE - BHET TR 554 7)) V8K 2 FEIEEEIT) RETH D,

| PC2-2 |

EEFITH->THIFEOATOR YA 7 U L REREEERE T, RHPPSEOEE
BXEL TRETIDEIEDEL S BEHID ?

OHIE HIRY, Ml Bp—?, #HH EEY, #5 #BF HE &7 Ak w7,
A% sEdY. B ERY. RA %507

U IRIAIE B VR R O - B RHIE / AR RBIRB L > & —

DR RS PTRLE AE CIE - PR

BB ARPER SR (PAH) (&, M HBTORINC X 0 #REA LA L. A O0AREZ KT LIBICE L WHEEN D
BYBRARGEETH S5, ZOMPHOM, PAH I3 L TR M ILRESHE S W, BHloA LR LT, £
HIPEH ORI HE SN TV D, FICRISIFROTa R 594 2 ) VA 2 &L LAMHBEEZT) 2 L1k D
HEFEIRRPLIMATHREIIE L UFHETEDL LN ICRoTETWS, — Ty HULEIRA S FEHE L 2 hd % 59,
WHIEL PACEHOLERD ), BRI T—T IV - Ry T b3 TV A EOMELERINS, TETIIER
PAHZSHAENTE Y FHETH > T HLEHARWELEFH TIIHEHTE 2 WEEbH 5D, /2. 5EPAH Tho
TH, EROTUR Y4 7)) YBEFZERIIEG L2260, IBRO7a 2534 79 VAN X ) ZIEMEITER A5 H
BLBICTIRIFREO 7T R 54 7 ) CBEREFR OB - e W26 0 . FA 85 2 Bl L CiaH
T5HIEDRHLH, Fh. TOL) RIERMERARLEZMN S, TIE PAH I3 2 HEHITOWT discussion L7241,
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FEBIRES 1

CS1
fEMEEES 2022 25458 RAE (4 5 FiBhiRiERh= M
OB f&—H8

AR R AR AR AATER 7 LV — BEUR N R0 5

BRI ELEREESEH T & 23U BT Y., R BRIFPHROBEIA T % Oh 2B E (SSe) 1249
FEEIIRPER ST (PAH) Tdh b IFHRE SNZFCRORBIFL ¥ X M) —fF7E4 51, SSc-PAH %5, PAH @
P 7T N—TFORTREMAEGERPR OGIEVIERTH L 2 EIRENTWE, ZOHHNIZ, SSc A H DI - ikl
IR R TIRETH 0 . BFEIRA O PAERZE (FREREEE. TiE IR PSRN Z., o0 E) A, BIRAYKG M
BFIREAERRFICEEZRIZL ) 225 TH 5. T4abb, EROMIMELEREOMEH T T, MiAkERLHRMTE I X
X FICKBBFEEAC L EDZ > TREBEZE[LSE LA XY MEAL ) b €5 T @@PAH@lO 3L D
BEIIRTE 2R T X85 Z BRIV LT3R 5T, L LAANY A U & 9 ICIRIRBIGE 04 5 310 R 1A%
FOE=FY) U 7Z2LERLP—=FVTIATV AV VT LI ENREETH L, 5L, émm%m S P ERIEAE HIIRE 1
ARV IDPELLYAZDEL HESBHBHETHEBL I % X9 % SSc-PAHIEF OB ZIRRT 5, FOHT,
DF—FOHRTIHFHTRERS ¥ ML, 32T XY POEBIZOWTHNRDS, HE-FOBHOY L LT
WTH5b,
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AEBIRET 2
BBREEODHEDE~ALT—AIEEISEEL LD

Over systemic DEFEMSMELEICEHT 5 “PH-pSAM™ DIEIE

Ok aff’, BF WY, ik wxc’. A =Y, hE s i eEEY.
ks w2
VB E EH NRE, Y RO HRLR TR Sl N R

3] BEREMBIIRYES MERE (PAH) C. AEAEEBIC XD “ FERIC " PUEHMAIE R 5 EE) (SAM) - EiE
T (MR) % RIS L 70Ef 2 3850 L7z ARIMEAR T 2 2R ISl AR 1M B ENTEL 87 7%
JRAE L LT “PH-pSAM (pulmonary hypertension related paroxysmal systolic atrial movement) ” 21245, [EHI]
25 itk B A VR BN S MEE - OB RRARIRE & 2 S . 6 RIS FIMGENIRIE 134 mmHg o FRE & I
JEEHBL 720 BRI CRiRLZEIGH 2 5 720 epoprostenol FRIEACHLIF IR WENZED: U, BE AR L7z, LT
I — [ THHLIZ severe MR #3288, SAM 235 R & % 2 72, phenylephrine # #1135 &, fERD MR b bRk 124 2
L7z FMIMEFIGHEE ORI S- CLEERAM Z HD. KoM L BERRE TR - MIPGGER L2 K ) REBIXZE L
725 WS U {598 2 5L 97 5 SARIIEAR T IZ & 0 F8VEDSRTE L 7zo BRI % B8 L 7255 epoprostenol % & L.
SRS FE N OBEBLIC T L7z [#%] HiE PAH OEBRMHE O —K & LT PHpSAM % #tit L7z FifKIILE O
INTG VAR A EHDIFEC, S MEORFRILICE ) BALT 256505 %,

BB A AR OB HEEE L % - 7= SSc B PAH OIEH

OMA SEfel, AT FH2¥. HE oo, Wi V. &N Ry R sy,
RN e RN || N3 A SN S S
VSRR IR BE IR BB, Y O A I R SRR A R S 2

VR RS R BEPE SRR UGN S 2 7 2, (R B S e BB 2 4

FEDIRVEAG F I AE (PAH) (233 2 M ML G FSE O MIABEH O A EIZ S & e o> TR D05, BEEEZ AT S
SEF IO OB MEIIAHTH O . HEH ST OYUER BB HICHS T 2 ER D L v, STk id, oMl
RZHE (SSc) & ¥ = — 27 L HEMBERE (SjS) (&P L 7-BhEh AR MM S e (PAH) @ 7040t 1 B2 328 L 720 2 Wiike,
SEIGEIRE (mPAP) 6lmmHg, V) A 7 3HHICTEY A7 Th o720 sGCHIBEE - =¥ Fv ) V2 akiEhiEs o)
W2ApEH L, EHICT7L Vv y 2R L7z FBA ISl 9 - iM% 72 U s LA A RSE o H R & R R SE
5% 415720 {G9RBIMA 6 ARM#£1213m PAP 33mmHg F TUGE L7225 {E9RIA 3 » A, EEAIRIC X 2 RE R,
CT I CTHWHRBEIEZ B0, sGC HIMSEZ vl L U7z RHEIMG 8 » AR OIEN T, =¥ K& V25K
PLIR O Wil iE#E & PSL 12Ty mPAP 33 mmHg & BBIIRE O E 13k L T 7za5, U A 7 3 TIRRSRE Y A 7
THo7ze FFK4 1L, SSc & SjSITEHE L7z PAH Zx3 2 {GHERGE CRITEF A SRS EETH - 7iEf 2 #E5R L 2
CICHET %,
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BPA Nightmare session

| CS3-1 |
BPA D HAHEMICXNTE NF TV a—F12T

O 5
AR IR B e PR

50 A L. 201x 4F 2R T CTEPH & W S 7ze KL 72 BPA Ot & HIE & ALY B~ & 72 o 726

1 FARIEIC 1st session % JitifT L. 4 IFERT 5 Did 2nd session B DB 78 722 380l 45855 D case 3R 5,
BPA OEHFNIAH LA T — T VA THlE L 72 A T8 &1L RAP: 83mmHg, PAP:86/31 (51) mmHg, PVR:9.9 wood H.A,
Cl:3.2L/min/m2 Td» » 7zo AKRIEIR 7 70 —F T L. LM EIIR A3 subsegmental branch % 2.5mm @
POBA . $i2EeE %3803, 5l X% X AMiBhIk Al subsegmental branch DHEFIZE - 720 Al JKZE D wiring
IR % RRD 7= 728, Al #I T D wire perforation & ¥ L. balloon sealing %t L7z. L2 LIEILASIE S 7o
728, AT CONBH M % 5> 720 A LIEFIR T sealing  #Wa) L7228 MEFE 4mm H V., EiL T35
balloon THIZET % Z L ASTE R WO, F7EKRBEIR 7 70 —FT220BO 7 —F VI AT A %lA Al K
OF A3 @ segmental branch # #NZF1 6mm/7mm balloon catheter % T sealing #4175 720 2T & b 5242
ML L7z0 BPA Tldil i SRS AT CRAILIRZ 17T 9 A% RIS L T2 2 & 05h . BEo 720
BT OIEMALE A2 D) L 22 WA, MOEHEBA RS 56 o ML % 585 LEAH D . F-Heh o B E A o 21213
Cone-beam CT 2 HTH %,

| CS3-2
EBHOICHA T B IRIBIIRAEICH L T34 U > T bail out U 7=—H)

Ol fi. & KB =2 &, ARH BHE. 5 AR, Bt &l
] 37 R B BRI JE 1 > & — i Bl B e IRk

RER : 78 % B

KB OBEED D 0 LR 7 4 0 — ST\ 7228 20XX E IS, B MEmE S O BiE ARt ZOBIZIZA)
JRANP G TERGE Ly RAFL L 00 73T S g

20XX+]1 4RI O RS 1) . IILHE > >~ F12C CTPEH A5t b /-3 X ) UBeiiirzis & e o 720

AR HEAT L7240 7 Tl mPAP 32mmHg, PAWP 2mmHg, PVR 5.6 WU & BBIIRMER &S IMUERT R, PAG Tl
AR ICTRASHAE L /e 3R X ) CTEPH & il L, AL 5-o 1T BPA Mifr o Jist & L7z

Z14 o BPA JifT L7225 3% session BPA Tid/E A1+2 2124} LT POBA Hi47H1(Z band f#RR 2 #EX: L size up
LEEHRR L2 2 A, L. ZOHh b PRI RS O BRI A L72H X ) 3 4 VERN % i
47 L bail out (ZHZh L 72,

#£%% : BPA o Ve & BHE X EIER 2RISR W REE X 0 B X D WIS O EfSLETH S LA LilHEE
BREFHICBW I IA VERZIT) FIMTH ). SRR % CHIELE L &L HITRRT 5,
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BPA Nightmare session

BPA 1T % fés TX & » - 7= Acute on chronic PTE (C& % CPA O—%

O/ WEBA, Hil E4. B Rig. HY Y—
BT RS RIS - TR - ROILIE P

IL4E, CTEPH 23 % 1A%(3 PEA - BPA - SEUNGEHIC X o THIMIZHEAR L, PRIWE L7

L2 L. KEZ CTEPH IC 2N ZERE % A PF L7z [Acute on chronic PTE| OJRREIZB VT, {HHRICHERE T 2 AERIIC
EHHT 5,

DU X 2808 2 FE 0¥ D & 2 BE ~ P ESE ORI TlE. 02 A Ot EE % T Latkome % a4, L
721202, EPEMRISx L PEA % BPA % 79 1UE & vAs, CPA % Shock 7 & O BAERI Tl AN MDA T 5K
RET, Jar D720 R BRI AT 5 L WIEBIDSEIES b,

Z 0 X 9 BIEFNI BT, VRIS SERNG IART B O A 21T 9 D2 PEA % BPA # #llAEHETIT) O, H T —
TOVAIZ MM BR M DA EAT S DA BPA ZHAEDLELONRE, EOL ) REFREZED LI IHAS
bETT) Oh JFERIZ EAIEFI R A8 L v,

4, F4 11X CPA &7 -7z Acute on chronic PTE (Zxt L. fbeTH 7 — 7 VWA RRZAM,. S 513N F N2
PR MM R AT + PEA 2 4T S5 beidEed, B2 T BPA 2 BINEIT 32 b MG TE Lo - —Fl 2R L
7-0T, BREILAETENI L E ZEIRTRT 5,
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iRE R I 2MSMEEICKT 5 PAH GE - B35 - EDBIHL 52 -

MEHEREFE O (CEEE U /- B IR R RS E A Eh Ak {4 ik 15 I i 0D — Bl

OBMR Mgz, mE B2, mA BAY frE -, me BV km #Y
Ml #FEY. EHOSCF R Y. s st sk Y
VTR R ISR AR, Y TS A SR A R B

56 821

20XX4FE X D EEICTHEE) v~ F EBRE N Twiz,

20XX-2 FEH & ) WK L CHiEREIEL, YL F=va 7.5~ 16mg/ HOBEPHIEESNze ZDOH, A+ b
L t— b 2B E N 8EEMREE 2RI Lk & 2o Tz WAAEEN SHBNIMSEZ D 5 L9112k,
MOV AT S X A EBEMRESER EHB S, 7L F=va Y 30mg/ HNOME & EEiEFEFEE L G
Iz,

20XX 4ELBHBA A O A T — T VHIATORE, WERE PAP) P (S)74/(d) $E3EH 28/ ¥ (m)44mmHg,
LR (CO) 3.74L , 0MR%L (CT) 2.43L/m’ Wil &3t (PVR) 860dyne HHBIAREZAE (PCWP) 6mmHg &\
I FEFD 5 BRI B I SR VERT S MUESE DB TR T 7T A bJ b Y 7 A 120ug/ HASBAME & 2o 720

20XXA+2 4 FHMli H DA LA T — T VOFRTMATHREDE/L 28D, Kt ¥ v 125mg/ HANEMEI Nz £
% DAKEE R IMAE D AEST 2 FRO FILE [ H O A BRI EMM R OWELZ R, A 704 2V AEEZTo720 ZO
. SRR BN R ONIE KL6 1A 25RO =HH DO AR T ¥ R34 20OV A ST 72050 RICZ L <
YIVTFF 7 4 VB, 50mg/ H Tl L7z,

20XX+3 4F AV RAHEBIZERIC WHO TED S MEAO B & THRE 2 580, G0 EOHK T VT 7 4
V% 60mg/ HE THE&E L7,

20XXA+5 ELARE G7VERE O BARH IS, M IRGSE DB PETABENR 2 D B L Twize BRFEIL BL/ 0 -7TL/ %
'(“J:ﬁio Tb‘f:o

20XXA+6 F AOAEHEIZ L ) YR AR, FIRFIFEESS NPPV OB A 1T o 722%8i1xZ L <, 121/ 5% $ T
FERFIIWRL Tz A ABERHIERIAMHRAZOBRICE ) RKARKIROGEISTHEBE N & 2 % 78k
AL 2TV, 8B 12 HAETHBEBEE 7 o 720 BB ICEBEIICIRAUNTE I A~ v F 2547 L 72w Z % £ 5 BiE)
PREENSMERED—FITH Y, EHICHEE L2720 ET %,

| CS4-2
B 5% 2 B IRBA G MEED RS ARLE L AEEE

OEM  #WEY
DTSR A R B MU & > & — . 2 T35 I S MR 75 BT S R

2018 4E D 6 Wil S ML ESEFEIRS XD & A7 7+ — A2 & 5 F L o2, g B MTERE DS BE L 72 B I21Z,
3180 PAH TH 50 3IEEOMEBIHED MESMETH 50 %, IEEGERA L CT i Ao EEE D SHE
AHLEINTWD, 12X ITHAE LT, MEREVPBEBCTHSMENEETHALZ L. MW EFTRE LT
PAHY A2 WTHH5HZ L, DHEES AR COMBR P MAEDK T 2 255 5205, 18 L 3HOENH»HEETH
HIEHHNWT ERRRENTV S, EHIRTIE, MEBOFIFEEICEDL ST, MiEBORBTIZFHHOTE VI
WL R S ME QA Z5E) 2 & b % v, iR EATIRIILESICBT 5 PAHEEREDOL AR Y ¥ —DFFED
WHEEINTVDED, VARV F—OEKRGIIHS 2% > TE 5T, PAH HHIEABEINIHE ST 098
HIRTH B, F7o. BHEAMGHZD. HRBICE 2ERPERIE TS 5720, PAHICBIF2HFEEELZOF i
)T EIZTEZ, MUAEIREIC X 0 R 3 A~ v F OB X ) BRELAEAL S 256 b S\ T, EOREE
DOIMATEIRENEZ HIF L THEFB L T b EEL WHIRT & 42 %,

Fxix, CT TOIERWMAEGUT TH o 7225 FRAFN2 & P SN 5 FEMEIIRE (2 U CEIMBIIRE AS S W
Bl % K88k U7 B ILRIE 2 M L, BRI S PR SN L ENEIIRIE $ TOUEL B 72, B2 &0k
BERIR IS X BE EADIMREI N TB Y FERI L2 e 2 bNize S ORERZ THh 0 12, i BA O U E D FR
POEASLHE L | HEABIZOWTE R 2\,

FEB] 0 70 . 80 AR / H 40 EROBIED V) o 18 PEPAZEVENB B . ZHE SPO2 90% FREETRGE L Tw»
7275, RFENEE D SV IFERFEREITEA SR TV o, FIRNEERE, SPO2 78% £ TR TH 1. LS
WA CEM A OEMFT R (TRPG 77.6mmHg) & 0 KEASMIE H I SBERA & 7 o 7o ML ABAETLE 1 T
WANGE, BARREMIATTlE % VC 114.9%. % FEV1 64.6% & LR 72Tz, BER CT TIE s b7z ) &l
VAL % 300, WRIFNT TIZIEW A% 43.8% T - 720 FHMBIIRE 42mmHg il #BT 700dyne/sec/cm” & fili
BIUFEZEDT 5% ¥ bmg s, HWTYIVFF 740 30mg ZBIL. ERET » ABOLGL A 7 T
WNGEIRE 33mmHg il 4Bt 372dyne/sec/cm® & FHHNZYEL 720
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| YIA1-1
Regnase -1 [ IL-6. PDGF D¥sE£FAIC K V) PAH RIE% &I(CHIEHT 3

O"A 'Y, ftE #Eri®, &% gk, W@ wmY, Bk %Y. Al mEd.
REF WLV, oKEE WY, bR BAY

DR BB SR B S, Y SRR A BRI SR SRR 53 T P R P A L2553
Y EAEBRASRIRSE > & — RS I AL O, AL A e B MR

S [ R R e > 7 — R

B IRPEM S IMERE (PAH) RS CRIENHEE LRI E L) T LA SN TV S, SEMHEEITE D mRNA 75 %
4 U CHIEHIEIZEI P % Regnase-1 (Regl) @ PAH JEHETOZRE OMBINZHLY FHA 75, R MERZERAMILD Reg-1 56
Bld, % N L Cis TS THRBICINT Ly FICBERBIE PAH % Cid PAH HIER - F1% & Regl %
BRI L Tz, 22 THRECRMIZAF R Reg-l R~ 7 A2 2 &, #EIRRE % & HAE PAH JwHE
15 & WDk P 28 AE O B % Wi 55 % BUE O B RGP PAH JRREZ HARISIE L72. B BEECRMNL Chelchile~ 7 b
77— (AM @) @ Regl %% PAH Z&HE (2B 2 W REEAURIE S e, AM @ & liBh IR O &5 7 FEBUR & AT 52 &
AM ® D Regl 735 HH3 % KT & LT Interleukin-6(IL6), IL-1 . PDGF-A/B 28ME S N7z ¥ 7 FIVIHESE
B%T. Regl KIET® PAH FWEELHIIC IL6 & PDGF 2SEE & E 209 WREMEAVR SNz DLE X D, Regl 1116
X° PDGF %:® mRNA 5#% /- L T PAHWREBZ BICHHT 285 T CTH A L PHAL N E o7

| YIA1-2
Eh3MEMEEETIVOREERICE T AN FIF 2 D%RE

O Berl”, BRSOk, &l #i—" sk &0V, 52 @BV Fil #ErY
BT MY, N EEY. IR BRY. B Al

VN SR B R AR, R A ARG RE S, ¥ IR AR S S BRI R
BRI 03 T Gl 53 TR AL 53 B

T Mg~ b)) v 2 ZEEAONRY + AF 2 (PN) &, BiREIIERE (PH) OMEREEEADBEEG23#HE ST
BHZF ORI RIZAW 2L S0 ik BAR (WT) 8 X UOPN-/-~ w7 2% LT, VEGF B3 + Kk
FWEHE (Sullx), €/ 7us ) AW MCTp). REERBEHZEOA (Hx) 2 VTP ORZL % PHA#FE L, PN
DIFENOM G % MGE L 7zo #H - M%) €7 ¥ 7R KEEMARO SuHx/MCTp €7V Cld, WT & J#g LT PN-/-
O PH ZEREETH o 7285 MEFIEFARD Hx €50V Tld PHIZEIZ 2D 5 720 SuHx-WT TR 72 /NHBERFTEAL
a7y —VEEr TN A Y OFEBUL PN/- THIH S /2o SuHx/MCTp-WT Tid. PH 7851 2 12/
RO M2~ 2707 7 —IVHEREBRDLD, PN/ TEHA LT —H, Mlv2 77—V 0%ERIEWT &
PN-/- TED LD o720 WT T L Tz Sullx OF %05 o CD68 Frtkfiidid PN-/- THA L Tz, S 512,
SuHx-WT "Cld. Hlif#kH oMt SRR N 1 (FGF)-2 O3 BIATLHE L T /z2s, PN/~ TIEXA B S iz,
EE L BRGSO~ 7 07 7 — VR & FGF-2 0% /- L. PN 25 PH OBk €7V » 7 #EEIC
B LT B RetEA R S 7z,
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L YIA13
RIS RN IPS M IS &k 2 3 BEE Vs AR 14 6 A (DA B A

OLME K=, g R 52l &S 8 s, s ME—EB. 7T ATV FIUA,

EX EW

JeiE R ER R AR - REAMFEbe e - R 8=
B
SRR EVEREIIRMER S IUTEAE (SSc-PAH) MM NZAMINL (EC) DR, 5T AWz o 223 5,
ik
SSc-PAH &, i A2 & iPS e % 837 L 721 EC IC/MLiFE L 7z. EC OHflRE. IRETEIRE 2 5F1li L. RNA-
seq (2 & D BBEEEETZRE Lz MESN®ET 2 MEFEIIRNEMKT, v 7 ¥y~ L, Whbie. IkRE
RO EALZ T Lo 72, BIBT-D/ v 7 ¥ 12 % BN B TERGEA OB 2 gt l2 L 0 3 L 72,
R
B EC 3% A EC & I L BrdU OHLY 3AA 2T 63% JLi# (n=3, p < 0.05). tube formation %% 33% & F (n=3, p
<0.01) LCTw7, RNA-seq {2 & D [AlE SN HAB@BIZT O 1D (GeneX) &/ v 7 ¥ v Lzt MEHIR
Nz MEE X B EC & AR BrdU OHUY A& A 52% JT#E L (n=6, p<0.001). PIRZMERIEO~ -7 —TH 5 a
SMA 7 & TNIZ vimentin OFEBIASTCAE L 720

SSc-PAH EC OHEBERIHEAVR SN, ZO—HEEZ LN L EEFZFEL 72,
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| YIA2-1
CTEPH (CH T 2MERZEDEREE (IFAEMBREEZLEET S

OMig T, vl 6", E B, W EEY AH B0 il Az
wH T, R m—ERY, 3B O—EY. sk Ry

VT8 R R A B R AT B 2 R, 2 T B IR A A AR s el s U & > &7 —

VTR T4 BVt vy — LRI VR

[F&] Bttt iim nEsE (CTEPH) BEICB W T, UIE LIS SRR E % £k ) B 2 R 555 ik
RO ZLIES b %o DTk 41X, € OMZETIRAREE D72 O5E N & LTHI - I ST Efl 2
W5 L7ze AWFZEo HIZ CTEPH B 2 IR EHFIBRORBAH S 2T 22 8 12Hh 5. [Hi] 2000 445
2019 4RI B R TRBr S 7z 135 FlIZO VT, BITIR OB RE & i mATERE,. KO CT &% (CTA) 12 & AHliE)
WREAZE (CTARHZER a7 ) R %A SN L7z MR - £88] BIEERAREZ SO 25% 124 57z,
%FEV1 X FBREIIRIE. Ml 33T, CTA HZEZA 27 L AOME %2207, ZEEMITCTIZCTA HZEZAI2713%
FEVI KT oM L2 FHIKTTH 0. MiBRFAZE OISR IO G ARIE S 7z, S S IHiBhR Mk PR
Beifite ORI Tl A CTA BIZEA 37 & A% FEVI ICEOHBIZ 780, MBI EAZE & A R R o> [ oo PR B 4R A
R E N7z F 72, WIRIRHURA IZBEH O COPD R 545 il & 138 587 — %%k L, CTEPH I2B1} 5%
MR E 1L COPD RRE B & 138 % 2 REETH B RetEAVRIE S 7z,

| VIA2-2
BRI S B I (S 5 U 3 Bl & RE OREEENE

O M, KT %£Y, M #?. Yogesh Reddy?. Frederik Verbrugge”.
Massar Omar?. Barry Borlaug2>
VI KB E B s AL, P A4 3 — 2 ) = v Z DRI

IFEERE (PH) RO RS (PVD) (A CREE (LHD) IC&86 L. AR RERER & BES 5, AIFgeix PH-
LHD (2513 % PVD OREAEIZ W 52252 2 & 2 By e L7, PHLHD % (CEHMBINRE [PA>20mmHg].
IENIREE AL [PAWP = 15mmHg]) K OSBRI LTy O« Bl 2 — P& - M7 R 5007 % [ IRG L2 F o 72 SR B
A A0 A 7 — 7 VA 2 A S 2FEHE L 720 PH-LHD BE MMt (PVR<3.0 7213= 3.0WU) 12D &,
isolated postcapillary PH (IpcPH, n=55) & combined post and precapillary PH (CpcPH, n=40) {2538 L 720 fEF& L
THEBIRFIC CpcPH BE 1L IpcPH JBH L [FERD PAWP LHZ/R L7, IVEEORVPAT Y hy 7Y 7 ELE
MEAER, OHBEMIIAR, EEHAREOK TR SN PVR SEWIZb 2020 53, CpcPH i IpcPH 3 L O
SPHERE & R L€, BB ICEEOM 9 oIl 2 L, BIIRIMEERREOK T, Ml KoKT, v/Q I A~y F
WEDEETH o720 PVD Z4HF L7z PHLHD B# 1. SEJRHICRFEN 2 MATEIREA B & 7 ZAHREAMK T L <.
FER BN R BB AR T 25| SRR 52 LAVRIE S iz,
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| YIA2:3_
PVOD (BB L 7-H9if CT FiR & H T 5 R RIEBE DIERIFRENE

Ospr &Y, e Y. s RV, E @Y, R ME—ERY. i R,
B —=2 BE WY

DACHEE KRR b - BT GE RS - AR ) v~ F - BRI

D BB KRR R - RT3

[5] s (SSe) 1Rk i dNEIRFZERE (PVOD) 2 LI LIEEHET 2 A MiERIRFEF A 7 2
BRI ZE 2 P o 72 BIIRIEZE D &5 5 & L L TV A DNH 5227 - TWirv, AiFSE SSc 12#E 9 PVOD @
FHEWONICT 22 L2 HNE Lze [E] FHMBIRE >20 mmHg @ SSc % 50 A& k4L L7z, PVOD 2
B L 72050 CT Fr il Tdh A H#ERE ) » 7SR, /NERIFBREILIE, /INEFL.UET D 77T X5, Rk, REgo 5250
HEZFML. 0% (012 =3) ICX ) EELE 4B, TEBRIFRBIREZ i L7z, #iHE student-t BE |
Tukey ® HSD #i % Va7 [#&5] PVOD B gEE CT Af A%0,12, = 3780 b7z B 1ZEh2h 2513102
4725720 PVOD MRS CT it A% < A5 513, DLCO/VA &L (pfii= 0.017). “FEMigRE (p 1
=0.03), Mim4EHPT o= 0.04) 2 EAH -7z [#EEw] SSc Tk PVOD BEgEs CT i i & Mliii 47 B RE 525 254
BIL. MHEIIRIGZS & BB IRRZE 253047 L CHlEAT 3 2 T REMEARIE S 7z,

| VIA2-4
LBRICH1T B, ILD BEICH T BHURMEEORMITEENOHE

ORlk %, ik &AL I R®EZ, dil R, wH REL A 0, A 88
S
SRR BERE AR - T LV F — SR

Th L PIAHEILSE (AFD) (ZHEMEMIRE (LD) 12810 2 %G s (FVC) O T2ELEL 2 LML TY
575 NiMATEIREIC G- R 5 BIIAWTH 5o

J5ik 0 2011 4FEA S 2018 4FIZ. AFD BIZARNCAG.U A 7 — 7 v (RHC) 12 & A il AT8E) 88 % 3#4ifi L 7z ILD T. AFD B
f 1 AERONGMATEIRE DZAL 2 T L 726

R b 53 25 61 (IPF 17 B, T o 8 B ). P34 in 66 i, H1E 16 B (64%). FVC 1.79 + 0.54 L. % VC
61.0 £16.5 % . &FITEN T = = F 285 L Tz FIEIIRE (mPAP) 17.9 + 6.26 mmHg, Milfil %45t (PVR)
2.03 = 0.85 WU, LM% (CD) 3.13 + 0.50 L/min/m% 5 Bli& AFD BIAGHT I I ByARYE G &5 MUEE (PAH) 3%
TEIN Tz, MiMATERRIZE & 14FEE T, mPAP 17.9 = 6.26 —20.9 + 6.9 mmHg (p<0.05). PVR 2.03 +
0.85—2.87 = 1.11 WU (p<0.05), CI 3.13 = 0.50 = 3.11 = 0.70 L/min/m* (p=0.91) T & - 7zo PVR Z 1k 1%
20% LA Lot 2/25 61 (8.0%) HEALAY 15/25 B (60% ) Tdd o 720 Fr7z\Zhliws MAEE & 75 Wr L 72AEB1IE 6 #1°T,
BMATEIRE DEALIS X ) PAH {GHR3E &8I L 72EBE 2 B Ch - 720

e - AE O TR — N TIRYEHELEMEITICB VT 1EORGE THifTEIE A BB L L 72,
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S ARBRIT A > & —FSERT L A B2 5

Big e (PH) OJREIE T, BEEEERICM A THRE, B, Y - SYRELR SO ER S EE & ZHS 2
FHSNE LS TETWD, TAIZKIEET A M A > ® interleukin6 (IL-6) ([CHESZ 4 TT, ThFTPH & ELEIREZ T4
WFgest 4 & U CHBERFSE - BRI 2 M T & 720 M T3, KM% (Hx) ¥ PH (HPH) ~ 7 A DR T IL6 ZAAHIAK
tocilizumab (TCZ) @~ AW TdH 5 MR16-1 DxhFEZ Kt LT, MR16-1 12 & % IL-6 FHEAS HPH WREZ #0452 & 2 R L 72
REEERBIC & - T BBIIRNEZ - SEEAHE D S B FE SN 5 IL-6 AR T Thl17 Mk 2 8N X2, 3212 Thl7 Mo
IL21 Shio= 7 a7 77— % M2 \SHHALS 2 & & CHBIIRFEHE O x FET 5 2 & 2l L7z (PNAS2015). SEMO)E
STV ARY RAM L THHERBEAMN TS 2 & TSLEPAH (2§ 5 PAHRREE TV 7 AR TE S Z & 2 RIEHRE L
72h5 ZOXRTATHIL6 V7 FIVOEREWIIRIEEINS (Circ]2020)c PHETFVEIY TR D BAEPHHEEZET LD DI
Sus416/ k% (Sw/Hx) F v FA3H 525 SuwHx F v b Tid Sus416 @ VEGFR2 BHEMEH & MR - IFEFEAMORLAEHEDS
BEELEZ 5NTWe, F4 13 Thl7 MO LIc EE A EEHZ T 25 HT7 ) WS Fah—KR 8 E (AHR) I2HH LT,
Suw/Hx &7 )V o PH EAE{LIZ Sugen5416 12 & 5 AHR IGHALAEE THH Z L2 R L7z, AHR K3 (KO) J v Mid SwHx €
FIVOESELICESIMEZ R L T2 BEMERER (UC) B CTHFEOFTEZ NIRRT 5 88 THAME: PAH # KK ETHH
#12& TN 5 indirubin % &2 & 5 AHR {PAL SR E 2 &8 265 5 2 &, 5531 PAH (IPAH) % CTD-PAH &% T ik
AHR iHEHEDHEF AN L TAHBEICE L o TWA T &, THiE IPAH BE KM T AHR G AL ASBIIR B 22M0R28 IS S h
52w LEE LA (PNAS2021),

IL-6 FHEREDBREMIE CRB Rk (TAK) ICEN %2 M TTHER2 D T & /2o TAK IZEELMIZZ WESGHNERTH Y,
KEIR & TGO RKIED Sz - BZERILIR - B2 kd . TAK BEO—ETHBIRIEZICX 2 PH AR S, PH BESED 4
BRSO EN G, BRI ATOA F (GC) 2% 18IR/2D5, GC HA TIIRERE CHRI 7ENC R o, GC R % Hilkk
O BIBTREDNETH o 720 K 4 13 CCHYitE TAK ICBWT TCZOAEMIEZR/SA T v M 2 & 74 25 Bl L TH L72 THJ2013) .
X 512 GC #itt TAK # 3R TCZ oA, Zets “EERICX 2 KRR (B%) THE L T, 2017 4£12 TCZ 1 TAK
12 DE TIFEHAHIZE 572 (ARD2018, Rheumatology (Oxford) 2020, 2021) o IL-6 FHEM#RE I TAK ICIZEHTREE 2 0, M4
EDERIC DM HTRE & o 7225 —J5 T PH IS 2 RIEHIH % T 2B & 3 2 AN RZRBIRIIG IRV TV RV, 5%
DIFZEA DT, PHICHT 28 LWIIERIIC X 2 R+ Bif L v & 72un,
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L AL
%5 BREICER Y 5/ E MEEORIERR & aE5R

OfH  FHAl
RBCR AR EEBE R 7R FERE N R

ANVEIITC B 2 I U L3RG & 20 it B A 5 LI 58E Ly 2 ORI R 2 B E O BSITEA TV RV, T E Tl
H S W o TE /NI ML B 5 ST SE DR % i 5,

O BEROKEZMEIE (BPD) (IS MaMEEICx T 2MlHd s LOMMmMESES BiEL W%

iZE A AR B s THUVE L 72 BRI TId, AR DI A SR HE OB I 25t § 61055 ) FHRARTH 5, Fx 3BHz
B LIZSUBAL6 # Hih 1 (v MMitiZsEolaE 2528 #ICHIN) T v MRS LlEHBET CHETS 2 & T, b b BPD IZH A 7%
M s £ OMlEROME L E 23 587:% BPD EF VI Y bZBIY L7ze TOT v MIUF 77 & Hilg 10 22 58 08% 5
T2 &, BHMsS K OO ZICWET A LR HOMI L. LA LEFRAAZICRESEL I LIEM o7,
@ BEFEHERHE AFM) % B EiRERSMEa0L 4 0 — T & EYieE

WA LR AS, BHEIIR AN (PASMC) ORE R HEBhE 2 LRI AR ME I U S SEBIAI RIS OV TIRIA S 2l o T
Wiy, F4 13 IPAHPASMC 3 X O PASMC 12xF L AFM % FI v CHNBRREE & OB &2 0 L 72, IPAH B PASMC 13
LD SHPEEESRE < VT FH 7 4 VERINT 5 L EEE PASMC TIEZALD %2 22 7243 IPAH 3% PASMC Tl M5k
PET L7 YT yBIOI Y77 M2RINT 5L, IPAH ¥ PASMC TIZHMEAME T LHINEREI S 5 Uz W%
ZEBFICHRIMT S &, L DR IEY) IR CHIEBYEIZMC T L. combination therapy O HMEAVRIE X7z,

® iPS #Hia % A= 5 D SEREE IS BEE § B Bifi [ FEAE DR AEAZER

¥ VEGEEAMEBILEZ S0 LT WwI L 3EL SO TWEDS 21 MY Y I — %249 5 i {2 Yy 2 0o 45k
IZOWTIIRIBATH B0 A 1Z5 Y VIEBEREE D S L7 iPSHllE & S5 T2 LY 21 Fgtatho 1 Rz IR L7 EW
BBIEIE IPS MBS 4 > % MW & LS U, 2 OMIBEME 2 MET Uiz 7 v e e A4S MK T id. tube
formation BEDIKT & 7R b— T AN, EEFMEEHE (OCR) DK TAA LN, I b3y MY THEERENED 5/, RNA-
seq NI A & 5 Fgetofk - EGRI #{5F12#%H L. siEGR1 3 & OV EGRI FHE# % 7 »he B MBI 7 N4 5 &, OCR Kk
0" tube formation ¥EREIZIEHR & R L~V F TEIME L7z, EGRL 1 21 Fetafk o> DYRKIA EIZFORB EHIZX ) PPAR y &%
ZHALTHRELER LT T2, MiEMEAD: S 7 VIEER RS OO ez g2 T, BRI AL To EGR] 5834
FIZERLTEBY., EGR]L 3% 7 Vel PAH BREICEE L RE 2 F72 L TCW AW N E 2oz,

L AL-2_
W IEEDRERSE Bis U FRBYET L OBR

Offile Kt
HALR ARSI

il 5 0L VX B L A PR D B F S & D) MATE R R P A DOWENR A LN T E TV EDS, KR E L TEITHEOEIE
R 8RR TH 5o MIEMEREIL 5 FEICA I N DA, BRI RHRH R ENL L BWE T VANEY LT
W2 EPRERDO—DEEZ BN,

BV MRS MERE L. R8N0 EEEMeAEL2 FRE T 5, KRNV —TOHATH% T, CTEPH #2E& DI
e CHUAR LS R T TAFL (Thrombin activatable fibrinolysis inhibitor) 2SEETH % Z E W5 o 720 BT, &K
WFZEIC & ) TAFTAESEH~ T A, /v 779 b~ T A, FEEROAREHE < Y X & SIBEMKERR RN bH
% Z &T, TAFIAEMAL L. BEEIIR DI E 8P & SEAER S L, SRR E A SN 5 Z &2 50
U720 FEWE TNV % CTEPH BE O MEE & SHATEMBIR IR & v ) Fi g d o vwEiET L & LT
$&ﬂlil:[/7:o

F 7o, iR, EBFRUMEMEE . mFOMATA 54 v TEFRSIN, MSMEESEDO Ny 72 TH b, 4§
AR SN 0428 E (HFpER) Tl EEIFICHiSIEZ 235 2 L0% <, W&tz ) %
BICFHBARLE N5,

LA L. 4 HF CEEREEIMSILERE OB E T IVHBAEE T, COFFMRRBIIRBH TS - 720 FRICEWFER
ZBWTCLEB RO IMATENEOFHEARETH 5720 AETIE, RV ZFL Uy Fa—TORREEETLHZ LIZX
D, 7v FOWLEIZEMNW R T — T VEEZITV. FRNRIMTEIRBOFHE 2 TR Lz HMFHEICEID, 2%
KUy vy ru—2&8 HFpEF €5V 5 v b (ZSF-1 S v 1) 128 W, EEIRICiEIILEEN RT3 2
LRI L7, F7-HFpEF BEIZAMHT A EDEZVAFZ R v 7 v Fu—a75, I bV FYTEBILA ML X
2N E 2, miR 193b 2 NFYA %A L. MRS B TR 2 583 2 409 WEtE 77 = Vs 7 5 — € (soluble
guanylate cyclase: sGC) T & AT L 2R L2, 20 sGC DL T ASHFpEF F v MZB W iRk 2
AL, SEEEENSMEEORES LI L AW LI L, FRAMEFEEZ VT, SGLT2 BEHE)S
HFpEF €7V J v MZBWTHEINRIZHEIT 5 sGC OFEIAATESEH T & T, MBI MEE 2 B S 2 5
ZERIBE LT WET VLIRS HOERREOMITEHROMEICHKT A DEEZL LN,
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SRIRREE T 1T & BB BRI I FE S AE T

OXREMN E
HL AR B IR B PR

PP MR ZE R I R I RE (CTEPH) (3 ABIR NS 2 B LIS & 2 Ul E 2 R 3 3R TH 5. BB
FEIIRIZ AT IS & D 2D FIEEEE L T 225 BEIIRNEFE TR OBRKRIIAHTH 5. —H. In vivo 128
WTIHIAENIZA U7 A I MERIC K DB S NS, MBRIZIPAN T4 7)) VL) Y UVREIHEEL, 747
UV ECTCTSAI )=V ETIAIVIIERL, TF5AI VT4 T v &20HETHZETHEL S, thrombin-
activated fibrinolysis inhibitor (TAFI) (FMEHICHEFEL, Py RETV 29 ¥ (TM) IS L b e icky
WHEALL. 7470 Y b)) D URREEYIRT 5 2 & THRIETREZ N 5. CTEPH IZMBIIRICZFE LIS % TR
T 52 EH MBI SRERIC L A MBEROBBECTREZ KT I ENEZLOLNLD, ZORFRANTH - 720
A2 Whole-blood clot lysis assay #1770 % DS REMIARED CTEPH BB TEL KT LTW, T2, Im4E
o TAFI Ot m K OTEHELZ E T % & CTEPH BB TH L & TH Y. CTEPH BH OIMEEIC TAFI FHEH
%Nz % & CTEPH BHOBEREDIR T 29 BIZSGE L7z,
WIS, TAFTHFEIFEIR~ 7 A 2B L, REE R HE C CMimIEIE 2 #5 Lce TOME. TAFLBEZEH <~ 2T
AR ILEAEDSEAL Ly & SICHTEIIRN AR 2SA AN L7z FEBIC CT 28083 5 & KEERICH# L 72 TAFI
HFEFEH~ 7 2 Tld CTEPH I[P L 2B IR OFAZEZ 320720 & 512, TAFI O#EFEHIC L ). 15 0EH M)
JLHEL. REERERT L LT MBI, R ONGmEIIEREDELZE % LTz,
%2, CTEPH & 128\ C TAFI OFUEE K OEHAL OB IO RE 2 W 52023 5 729012, CTEPH B0
V= MR R ITV, FNSICM b 5 IR RL A (SNPs) % #HT L72o TAFI OPUEEZEINSE, 70E— 5 —
FHIE D SNPs % 24% @ CTEPH B# Tl 7o F 72 SMEMiZERAE O BEA: @ 72 \» CTEPH % T3 TM @ SNPs A%
HEICRDSNTe TDSNPs 13 TM OFBL 2SS Z &5 TAFL OIFE LI Z @ SNPs 238 5- L TW AT
REME %% 2 b7z, FEBIZ, Td SNPs 243 % CTEPH & TIXAEIZ TAFI 25iHHAE L Tz,

INHDZ EH S CTEPH OEEALIMARTEIZI1Z TAFLIZ X A#BROKT., ROKEOEENEE L TWwWa
EAVRIEB &N, X 512 TAFI OR8N K 05 HEALIZ1Z CTEPH % @ SNPs A3 5- L T 5 W EMEAVRIE S 7z,

FEMELEICH T 5008 MRI I K 5/ OHBEET

Offcite  Feth'?
VARSI R, 2 IR A PRI, - 0B A ) N—F 4 T T

Jiti 5 M RE LI EIRE S R WA DA ST LR S CIRICE LR TH b0 FHRRGENEHED2OI1Z, H
OBEREETAT O FEENEDSHH & 202 % 5 TE TV 5, T I — R0l MRI 255 0 BE D -l C B &8 2 B- LT X
TWAY, BEZFHIL TRDBIBEIL W2 & 225, Frank-Starling DF:HNZEVET AR BAMICEA S5 &
W) [REASH B, —F. micromanometer # 7 — 7 NV EFAWTESRMMZMC 2 LI2X 0. FRIFMEFEO.OHERE
FREE L U CUUHEBE DIREE Bes, JLIRFEDIRIE taus &1 v 7 ¥ 7 Ees/Ea 2K A Z LN TE, T HI3A0HAER
BRI D gold standard £ E 2 SN TV A PEIMAY L IRIETH 5,

JEAE, Ll MRI T feature tracking ( ¥ 7213 multimodality tissue tracking) % H\ T, FDEEREMRAT 247\, strain
MR 2 G5 S LR D L H IR > TE TV,

ZZ T MiEMERER T, BRIMAYIC micromanometer & 7 — 7V % I ToRed 7o 45 O RE BE LR AZE & JEERIMAY LSO
it MRI 574> 5 feature tracking % F\> CTHEAT L7245 strain BIEIEHE % LS L. (OliE MRI % Tl iU+
SEBI DA OHEREATIE L < 5HliC & % 2 RET L 720

£ 8] Z OWFFER Ml 85 MUERE D 47 AR BE D BT 78 % &0 TS T %,
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teEm e ERIE IR IEEIC & 2 BNEEERE CREIC5 2 58H

Ok &7
TR KBRS PR

it Ve ML SE O Bl ARV WX BIAR ) £ 7)) ¥ 53R S, REANOEE SN TW b, BishikY €57 ¥ 75
Z B FERIZOWTIZISENART OB 5248 B SN T & 7275, TOFMZRET AN TDH 5o @ PEMARZER N = T
fiE (CTEPH) I2B W T AR SERSE D SMEMALT 5 70 & 2B W CTRIENETE 2 S-§ 5 L £ 2 5575
ZOFEMZ BT EW S IS I T WA, T4, i MUHERE R E R B T 7V Tl PRI 35 B O ARG X h T
W5, CTEPH BE BT B GNMEERESAEL, WERICHESTL5DOTII RV DI Z LT, T 217572
[FEZ S L7z CTEPH % 11 4 & D fEE Wi [ AEERAUE 1T o 720 SFElm. PRI BMI 2~ v F S 72 A 22
LA L, 2N EIUEY 7 SHIRE S DNA 23l L. 16S rRNA fEHT I X 2 15 PRI 3T %2 4T - 720

Z D%, CTEPH BH OMBE#HE Tld a ZHEMMET L. EHEESHNICBWTD 2 HOMGHHEEMR AR 5 2
ENWS DL ol AWFZETIZ CTEPH BTN IR L i L3 > F ¥ U lidswEfitiz R L. TNF-a, IL-6
HEDRIEET A A4 Y EIEOHBEZRTIEDPHSIE ko7 BNMBERBROZ Y F &Y VidhEEatko
TLHEIAE VIS SIMHIIRBITL D Bo F7200 TV FMF YV EENYA M h A v EREDOBEAVRIB SN, £
72 CTEPH BB CIIMIREA BB OB DHO b, ZNODOFAELEMPFEL Y PRy Uit OBIICEERA
D% B 720 BERRIIFEREFE A NS X 2 B RBEE X V) A SN GE FRICRDEELZALVT—HTH D,
FORRIIEGE N TREORENE DL 25,

FARWTE 7V — T Tld, TS MUEAE 12 B0 2 B PRI R 3 S5 2SR IS RE S TSR] 2o, W [JEIK]
DO EF ) HIZOWTHE 21T 5 720 Sugen/hypoxia T v X} L 4 FEOPUH 512 X 2 PRI R ZE 2 70,
MATENRE LM Y £ 7Y ¥ F~\OEEL2 R L2 2 A, AFIGHE (RVSP) & & b2, Bk OB EMmZE
DHEBRBD % BD720 T O Z LIS OER DM SR OREERICEHDL LW FO—>ThHhbH I L 2R
LB ABTUNA F T 4 7 A% EHCTEPH % &@ 72 Miss MUEHE D VB O W BEEAFAET 5 2 L bRIBE N5,

RIf7E1Z CTEPH ORRERRICH LW % BT TR0 FRRERICE I LA Z I IRT 585 5 1 &
Y7 ERETEIOTHLEEZ S,

| AL6
Refined CT 7’0 b O —JLIC K 3 S 4HZERE 1 FROKFEMEORE

O#F AN, L SRRV, G kY. ZaE D, W BREEY. e ey
HHOMEEY, A% GBEY A BwY, I BAY, K

U RIS B BE R BRI RL, * At B R AR R e IR BB

DRI R EIRS RN - SRR, At BRI BRI R SE RO R
VAR Y —

B SMHiZERE (PE) BoOEMINRERDIRAE T 5% L LT post-PE syndrome 3% ¥ 5315, Post-PE syndrome ®EJHED
R & UM ik 28R MR A (chronic thromboembolic pulmonary disease: CTEPD) A%, & SIZEHRESEDRKAL & L ClEth it
FER MM v 1L AE (chronic thromboembolic pulmonary hypertension: CTEPH) 23&iF 65 b, 2P PE%IZCTEPD b L< &
CTEPH I8 L9 BRI 2 RIS R LIBRAMAT 5 2 L THPROYEIWIF ST, EELHHREE 25> Twh,

Fik Lk ILEEi & BIZH5E T % Nagoya PE study Tid. 2 PE BREROIER %2 88k LEBED S 1 ERICEHERFIE R
b R IR B CHBIIRE R CT &L MM 2 il % F2hi L 7zo & ATHIBIIRMNIAE % 5-Mi 3 2 (2 72 0\ EIV ISR EHmRIgE L o & —
DCT7O A= NENR= A YBEIHE L 72 ICRZE L7z refined CT 70 b a— VCHRi%$ 5 2 & TRMKRE T T2 2 &
BUWEIC R ol HDLETHEERD S EFK I N TS CT obstruction index (Qanadli score, CTOI) % &% L 7= modified CT
obstruction index (mCTOI) Z1ERK L. i 2 MR ZED A 3 7k 2 WHEIC L7z,

#3R Refined CT 7’2 b I — )V CHHMIiAFEHIT & 72 PE FIE 1 SEH£ D 43 FITIE 74% D OEWEIS TRAMB R S vz, $72
CTEPH DF$JEIZ 3.8% DIEBNI A H 72 KIZ 1 2 HIRIGEF O 78 b 32— )V CHEFET & 2 BE O MBIIRP AR AFRAE S 5 ERIE.
HEZIHEBICERAEMBRZRD L ZEFPS NI R o720 EHICERBBOITOKE. SWHOLIT I —CTERABHTEEAE
(tricuspid regurgitation pressure gradiant: TRPG) > 60mmHg % i85 A3 L O EZEIERRMFIVNIWITE, 1ERIERAT S
FREIIR AL A 2 &S &5 221272 5 72 (TRPG > 60mmHg: f=0.367, P=0.003; LVDd: f=-0.435 P =0.001), 2 1 FEHBL
I 2—|2T TRV > 2.8 m/s % O 7P CIIMBIIRIMAE AL VW2 & iER S N7z (8=0.458 P=0.001),

#5358 ANk PE ORI TIXEMEINIER L ) 2 L O — A THBIIRMWICIEDTFRIE L TW 5D Z EATRB I N0 ARERIZED,
2% PE FEDRTHCEZM SN TR WEEREME D L IIBMAEROAD PE F 72 I3MBIIRIME 2 52D TW 2 feErlZ 2 5 b,
BAAMEZ R TE 525 LIZEN PE ROVERBEEL N T2 LCTHEFICEETH S, S HITAKHEIE CTEPD. CTEPH
ORIZW~OEFELG-HFTE 5,
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fiTETFIA e CD40Ligand (& CTEPH (ZX$9 % PEA DT FERINA F~v—Hh—(C&V)
A5

OFM 7", W#E E2Y, W 55", | o mE ey E= &7,

BB WY, oAHE B, BE BAY. 2B OE—-mY. SR dRieY

VT8 R R B AP e BN B R, 2 T3 L A ST R I B I 2 A R

O HE R PR B S e W G 0 - s, VT3 K R B e e I ML A S R 272,

VI T-HE A T4 b v & — ORISR

CD40/CD40 ligand ¥ A 7 AIRIERMMICBIT 2 EELEEH ZH- TV D Z LA HON TV S5 EETIHE
PERIAE - MABRTEE~NOBLG THEH SN TWD, Z L TRHERIMRDHHREZ F 5T 2 5B B W TG itk
CD40Lingad (sCD40L) i#EMR LA L TE D, ZOWMBIRK - #ITICEb o T A EME SN TV 5, 4 A3 CD40/
CDA40 ligand ¥ A 7 2 DM GNEHREIZIEA DG 12D W T OMFZE % #7285, it N A PR HIE CD40 % 155 1
WCEEHLTwa 2 &, F72 CDAOL CTHIP & M7 Bty N s N RIS SSE Y A b A A v R R T oA
M35 L 2MERL, 2012 4 American Journal of Physiology-Lung Cellular and Molecular Physiology TH2¢ L 72,

COFRRIZX D, B ERMEMEIERE (CTEPH) & CD40/CD40ligand ¥ A 7 A O BEEADFEHHIZE - 72,
CTEPH BE D Ii/IMIE iR < iGMEIE L Tw b 2 &, sCD40L @ 95% DL i P LI/ M S it ShTwnw b 2 &,
SCDAOL (it INILAE PRI 280 %2 384 A REEASH 5 2 & 2 L CBREEZ S I 3AE IR 2 555655 2 L 29k
BEINTWDZ EHS, CTEPH B DOIEHEAL L 72 M/ME2 St S35 sCD40L 1 CTEPH O KM MR LT Z
M5 L TWwbDTIREWVNLEEZ 2. TORFHER T 27245 HOZE0 Higid, CTEPH BHIZB T 5 Mk
it (PEA) BTG sCDAOL #EEEAS, RIS IMAERZ DOFLEE R MARTE A B D 5 /MK OTEHALOFEE A KWL, £ D
FE R PEA Ofifa P4 L BB Z R T 02 MRFET 52 &L Th b,

CTEPH & OIMiE sCDAOL JEEIE T &~ b — VERICHARTHBIC LA L Twa 2 PR SNz T2, i
P (PVR) #2%500dyne.scm- BLF - i PVR< #7#2 PVR « 3 PHIC X AT DO W% 72§ & % poor
postoperative PVR (poor pPVR) \ iM% %A% 2. 5L/min/m? BLF @ #3% % poor postoperative CI (poor pCI) & 3%,
W& BEPIFEL: - poor pPVR - poor pCl dD\W§ LA %729 poor surgical outcome (3l MATEYAE G D 724l R~ — & —
DO CTHE—TRT sCDAOL J2fE & A E e % Be 72 7 CTPEH O FH TN T & L CBRCHE X LT\ 5 CRP
%2 D-dimer (2Lt U T #i7HT sCD40L 5 1 poor surgical outcome O PRI F-& L TEIL T 72 (cut off value: 1.45ng/
ml: &P 79.3% FEEIE 67.3%) o

A Bl OFFFETIEAMTET SCDAOL I 2 AR i AT By & 134857 L 7= CTEPH (243 % PEA O Pl N A <= — 7 —
2% 0 25 2 EARENTZ, ZORED S, HMiHl sSCDAOL #EEASEV CTEPH BE 13 & D e 2 e iR M A2 179 &b
PEHS, & L THTRET PVR Bl 7 & FAT R EEAS TR X 5 B 12 B W TIlRT sSCDA0L 25 WA IS IE RIS 2 X 0 i
BRAORETA2LERH D000 LNk,
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FEN A 42 P AR FERRAT 12 OO T fr B = ESE (S X3 9 % /N )V — > BB ARFZ B AT DB 31tk &
£y k3

OftlE se/’. WT w9 ek MY dE CBRY. Sk 47 Hm mER,

wE WY, Mk KREY

VR BRI © BURBE B2 LB LA R

EI-E=N
H

B IR M P ESE R (PEA) 1BV geR e &I+ iE (CTEPH) \Sh$ 2 EEHERIRCTH 505, —HDBET
AR IERE (PH) %8473 5 2 LA 5. PEA $2OFRAT PH XY %750 — IEIRIESAN (BPA) OfF
RPEGAHTH 5o AWFZEIE. FEFALEIS CTEPH & LB L, 5&47F PH ISk 3 % BPA OEFEBAEZHO 202356 2
EEHME L

WiRiN

AWfZETld, PEA BO¥AE PH (2x$ % BPA (25 patients, 101 BPA sessions) & JEF4l# s CTEPH (x4 2 il
BPA (21 patients, 8 BPA sessions) % % I ILEMGET L72o PEA 8l F 7213 BPA RitklC&BICHLA 7 —T IV
WigE, HEREMOA B X N 2 20 L 72

HhEA

BEH72DDBPA vy va vEICEE o7 4.0 +1.9vs.4.2 £1.9 p=0.671), BPA %O -IiBIIRE (23.6
+9.1vs.21.9 = 5.7 mmHg, p=0.44), BHMAEHIT (3.7 £ 0.5 vs. 2.8 = 1.2 Wood units, p=0.14). 6 7 A47 Mk
(392.1 = 117.7 vs. 452.4 = 90.1 m, p=0.096). WHO #pe/38 (I/II/ III/IV: 14/11/0/0 vs. 9/12/0/0, p=0.375) 2
BEERRO Lo, ERiZLEL T 2 EEOWENIL PEA B OAE PH 23 5 BPA T 0 -7 (16.0% vs.
5.4%,p=0.018)o L2*L. ALFRZRRLEI R AT 203 e LzBE R, FRICLBBTED ol
S

PEA #DJA: PH xS % BPA OFRIMEAVRIR S 7275, BEIMO D% 7905 720
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—fig B 1
CTEPH1

| OR1-1_
LBEOREIR v — > R AT TO—BLERRA LB OMEAER

Ol RKRY, WA 3", JIFr ARV, 75k A”, il RAEY. dk EAY
VHOBRSFIERE Y ¥ & — KMGRIEHR T2, 2 BRI » & — I bR B A

(ZRM5Y|

CTEPH 1253 2 BBk SV — S IR (BPA) (XA 2 G #7255, RIS DM S HHED ) R 7 2SHE E % 5.
M AEENR (PA) HEZEMEICT 5 2 & TAHEY 27 2R TE 2 L 0L H ). PA EOREN KT id BPA
DOREVEDN FIZHFSTELEEZONS, BB T BPA it C PAIEZ TP 5 ke LT, —@bz#E (NO)
W AZEE 2 B LT B 7208 5,

(U5 - W4

2019 4F 12 HA5 2021 4£ 7 H £ TIZ. 4P T BPA ZHEATHICH®O T NO WA Z1T - 72 21 #1T NO WA DR R %
F U720 BPAFBATRIC AT Y AT =T VIZ X B A0ENE & CHHENE 2T 7%, 74 /70— (<)
Yruay b7 7 —<HRRSHE) 12X 5 NOWA (20ppm. 10 551 ) 24TV EBROME %175 720

[R5 - Z5]

BPA Fif7Hi & i L T NO WA OLGERE Tl MBIIREOAERITIRT Lz, 72 AOENE &=
D SHEM U7 KT 23872, 2B, BPA M1 NO WA X ZEITERISIZHI L 2025 720
BPA Jiif7T 2 B81F %5 NO W AFEOPEHIE. PAEX ZZRMIAKT 28, BPA OZ&EoN LIZHS5T& 5 L%
2 5o GRITBEIIEDEIANEN L NO REOKE 2 LT\ & 720,

| OR1-2
SRR MRS I 2 RABE7ZIII) X LORE

Off f&RIEY, Bk 259, /g 2800, 35 #E7. GH WA, WE R,
BB 7). e
DMK ERIRB AR, YT RERL A B

EI=E=N
B3

it V8 LA 2 £ 0 22 BN AR 2842 E (CTED) (2R 2 IGHEE IR ADFEHEIIH S50 T, BPAIZE 5T
FiEEAE (PH) 25 #EBET & 72 CTEPHERI T, JEtkosFife L. H0A 7 — 7 VRAE F.OMGES) ST REIC X -
CHEBFEFENE PH % RO M B EDIRAT T 2L K5 2 L 2L TG LT 5,

WiRES

s X 2 ISR B 8 DS R CRERE S . SEMENIRIE 25mmHg K Td 5 CTED FEBID 9 B, £l
T — T VR Uil 8 B £ A 3R 2 4T, PA-CO slope (PQslope) < 3 ®EHBI T BPA #4175 72o BPA ¥ Tl
BPA #7775 6~12 + A% ® PQslope %. FKhtfTH Tl a2 —o TRPG OZ&{LZEHIE L7z

R

X EIEFNE 21 BT, AEETULE 65 % Ty B 8 B175 5 72 PQslope > 313 10 BT, Wik 22 H Il Bk
JE (mPAP) 1 2 B CAHEZEII kb o 72 (BPA B vs. RIEATHE : 19 [17-21] vs. mPAP:15 [13-18], p > 0.05), BPA
HECTIXIEHFEHRA I PQslope 12K M L7 (4.8 [3.66.4] to 2.3 [1.93.0], p < 0.05)c ARMATH: TI3BIZHIR 997
[651-1451] H T TRPG ICA B LREIL 2 B0 %> 72 (28[17-33] to 27[21-36], p > 0.05) o

K ra=i N
SR

CTED Oifffediife & LC PQslope 34711 % WHEHED S %
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—fig B 1
CTEPH1

| OR1-3_
CTEPH (%19 % BPA DINITENRENDREIZRHT 2185

OffA W, bl A B B 0 R, %8 /&6 s B R S5,
st R A IEA
WIRR B v 7 — AR eI BR 25 N

CTEPH 12875 MPAP I3 EE L FHRHENT-TH 555, BPA OBEILDOEEIZBWTEZ FTMPAP % FiFf 5
E) v BRI E 72 v, T4 13 2016 4F 4 H A6 2021 48 12 A4 TR BPA #itif7 L7 CTEPH &
A2 B (OEMEIZEEL) IZBWT, I T —T ViR L O a2 v B0 Z LI O W TRE L7z,
FIT70 £ 14 7%.F 6 = 2 Bl BPA %617 L7270 MPAP X 36 = 9205 21 = 4mmHg ~MET L72o PCWP OfKF,
CO, SViIotime L= a—XHA TIZLVDd, LVDs, LAD, SVI, E /AN z @l o7z, & 512wk
MPAP19mmHg DL TF® 17 A (GroupA) & 20mmHg Pl Eo 25 X (GroupB) % Hlschiat L7z, Wil & & (ZIGHERT
TOERE, EEEOPKR, SVI 0N A EIZERD 7205 GroupA TIXE /A OFE LR A %2307 (pre E/A:0.7
+ 0.2, post E/A: 0.9 = 0.3, p=0.014) #°. GroupB T3 EEIIAD RN -7 (pre E/A:0.8 = 0.3, post E/A: 0.9
+ 0.3 p=0.47)o F 72, Group A T X BPA % 2 H = IZ PCWP 28k ~ L 7z (pre PCWP:10.9 = 2.2 vs. post
PCWP:7.1 = 3.1,p<0.001) %% GroupB T3 HHEZIZ % b > 72 (pre PCWP:10.5 = 3.2 vs. post PCWP:10.0 + 3.4,
p=0.37), BPA 2 X A IATEIEDELEHET %,

COPD #&f# U 7= CTEPH (Z339 % BPA DR EXEMICDOVT

Ot iz, #F00 1& RE gk, =0 $ar, b S—, A &, PH f—
MR R A7 B 27 R Y T s e 0 B e P

5t : COPD %9 CTEPH 123§ % BPA I3RS LA 2 BAL S & 2 W REMEA S ) 2 DRR & ZEMEIZO W
TR S TIZ AR \Ve AWFZED HIXE COPD Z4E9 CTEPH 243 % BPA OAMM: & a2 3 lid5 2 & THh 5,
Fik 2011 4E 3 AH 5 2021 4F 6 A F TIl2M4BET BPA AT Szl 149 A (588 v ¥ 3 » ) @ CTEPH BE D
9 5, COPD group (1 B3 <70% B X O E#E 1 B <80%) [n=32] & Non-COPD group[n=101] Z#xf% & L (8%
@ COPD (B4} ). BPA {G#ERIHZOMATENRE & W8T X — & % WIGET L7ze A5 : MATEB I o 7 v —7
THMIZEEE L 72 (PVR 3843 ,COPD group 61.1 * 12.3%. Non-COPD group 65.8 = 11.1%. p=N.S). COPD
group TIE 1 &1L 61.8 = 7.0% 25 66.5 = 10.2% (p=0.02). BIRMEEZESHE1Z60.9 = 10.6mmHg 205 69.3 =
13.6mmHg (p <0.01) & MPRAREE & BEFEIL e = il 72, BPA Hif COEEZILoEH L M L TWw/-did, BPA
B O MG E (1°=0.123. p=0.024). DLCO &l (r*=0.308. p=0.028) TH o7z t v ¥ 3 ¥ 7y Oliliak
COPD group T1.6% TH -7z #Eik :COPD =% CTEPH I2%}3 % BPA & COPD ##Eb %\ CTEPH I2H3 5
BPA bR e REVEIIFARETH ). FHREREL R D55,

- 132 -



—fig B 1
CTEPH1

| OR1-5_
PRI £ 5 MBI 10 B0 1S 6 I FEAE (DR BR A B D15

OfHe Y, B 8", Wb WY, B s, T BemY, e Y,
Wi 6"
VAL B - BRI, PAEEA T A A Y 8 — ) S - BRI

[HE] BESS (CTD) (&Y 2@k i i E A (CTEPH) 13 %73V — Y HHEIIRIEELN (BPA) O
FEd o T, CTD-CTEPH I2x4 5 BPA OF M2 #ET L7,

(5] 2010~2021 £\ 4B CH.O A 7 — 7 v (RHC) %247 - 72 CTD-CTEPH 3% 6 # (CTD # ). 16ER#NFT
RHC »%47h 7z CTD % &6k L%\ CTEPH B 7% & 484 - MR - “PHMEIREZ ~ v F > 7 LTl L7z 12 61%
SHHRRE L L7z 1 SERAR AT PIA bR 2 SRR R % Ik L 72,

(%% %] CTD #£121x SLE1 %, SSc3 . APS3 #lA Y& £ 7zo CTD #ETIIMEIRELAE (11.8 = 5.0mmHg). &
PEMIRZ A DR (50%) ASWTIH FEd -7 (p<0.05)o BPA X 50%(247hN7z25 AL 92% & R TA %o 72
(p<0.05)o *IE#ED PVR IGFWICL®E L722° (P<0.01). CTD #TREHEIIRD LN LD -7 (0=0.2). LA L.
CTD % BPA b7z 36ITIE PVR AIEFHEIZSE L 720

[%55%] CTD-CTEPH Tld. 2 # - 3HEOIREIPALT 210528 728 BPA OIS I HE 2 %5 5 %% CTD-CTEPH
WZBWTHARGLERED 12 TH 5,

| OR1-6_
CTEPH (#3751 — > BBMRIRNT O B R O

OFfh 7. #1 #), SH B4V, BIE w2, il REY, A Y,
T

VR R R B R PR RG22 23 SO B e SR 2 RE, ™ Hhdil i s e BR 2 PO
REUIEE SEPNGZ 7S et e

T B s ERE (CTEPH) (X9 2 MBhIR PR BRAT 1 Ab 2 N IE SR B R 2 S S & 6 2 LS
MoNTwD, Lo Lovv— VIHEIIRIEEMN (BPA) X 2 Mo mATEIEDOZLIC$ 2 Wi I3,

J5{i st session BPA WEIZ AT V7 0 7 — 7 v & R 18 L 723856t 43 oo CTEPH & 123 LC. BPA HHI. HE%.
SHEM (H) #5. 6H #8. 9H 4. 12H 4. 1:8[ (W) HoilifTEhkE % 3H6 L 72,

FEA CEBEINRIE 1 BPA B ICUE % 520 5 0% ZOHBRELIEA SN, 6 KRR LIICA EICTEEzA bz (15
Wi / 1 # /3H/6H/9H/12H/1W 30.7 + 8.8/28.8 + 7.8/29.6 + 8.4/29.8 + 8.6/27.7 = 6.7/26.5 = 7.2/25.3 £ 7.0
mmHg)o —H. CHIBEIZERIC LA L, 2O0BIOICEAE2RD 6 HMEBICY— 2 1o 72BEKTFTLTWE, 1
R RIIZEROMEICRE 572 (3.5 £0.9/3.9+1.1/4.4 + 1.2/4.6 + 1.1/4.4 = 1.0/4.3 = 1.0/3.8 = 1.0 L/min).
F 7 FMEIIRIE / O EICBI LTI BPA #2005 12 F I T Lkild 72 (8.8 £9.7/7.5 £ 7.4/6.7 + 7.2/6.4
+8.1/6.3+6.5/6.2%7.4/6.6 6.5 Wood)s

fham - BPA R MEIIRE (X 6 BERIBZDAREICIE T LT —H T OAMEICE L Cld—I 42 EASA SN 5,
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— i HERE 2
Ef% - £IERE

| OR2-1_
FEUNSE / HIRAED I B 638 20 T 21— 5B 5 2

Ok #k", % —=2 i &\ =W B, 3 R e -,
e B, KR ¥V T RZY. 4% #Y

AR AR I R e IR B R 455

PACHEE RS R BRI, - JEBA 7 N—F 1 7 —F 8,

B AR BB R e B IR B RE MR

B 7Ly vy —A7—TVELBMRICE D EH L -AEBRIEELE TV FRY V¥ —FE LT, YT
— RSN LT I —FEOP THEDOE NS DX FEET b0 Hik Al h 7 — 7 VEAE, G MRIIZE DG
FEARREIREE (IUHRE (Bes) « A EMiBRERY (Ees/Ea) . HbigRE () « WX (B) ) ZHML., L-a—HEED
IR Z A Uz R - ot RIE 74 N (B /% 26/48, 58 + 16 7%, BimMLERE 59 N ) o W ROFEMEINRE X 30
= 11 mmHg.Ees 1 0.34 = 0.28 mmHg/mL.Ees/Ea {2 0.50 = 0.34, 113 44.6 = 17.0 ms. £1320.025 = 0.010 2o
720 AEZAMBIE. Ees TR AKMIMFE (RVESA) (p=0.56) . fiEE#ME (p=0.56) . TRERE (p
=0.59) . Ees/Ea TIX RVESA (p=0.64) . AFMWELILFE (p=0.66) . AZPHERREFE (p=0.61) . 71T
(& RVESA (p=0.42) . HEIRENE (p=0.41) . HiFEHR (p=0.41) Z2ETHAON. BTl p>0.4 THEIC
BT 2P e o 720 A - AHOSROKE S 2 LT .00 I —IBEUI NG RE. AR EIIREES. siEhE & AH R
L. $FIC RVESA 3w ih & b L7ze —J, S 2 K3 2.0 3 — BRI IR L2 h o 72

| OR2-2_
DSBS & R & SRR IEE TR 2 27 0F

O Y. WE i, BR 2P, 30 fr, kI %Y, s 3,

PaT I AN | AN S N F AN 7 NI e

VHBE R E MR Y € ) 72 3 Vi VAR MR A, ¥ AL R A A
R R R R e P N S PR AT S e
AR R -

[H#]

DfEBE AT ER (CPX) a2 Wil meiE (PH) PR 2 7 235 2 &0

(5]

P4 PH OB F 72 133855 H 25008 77— 7 Vel & O CPX % 5203 723 59 B [ 4E#s 47 + 17 %, K
85%. 1 H#E A7 Bl /3% 160 /4 B 11 B, FXMiEIRE (mPAP) 31 = 16 mmHglo PH # mPAP > 25 mmHg A2 ffifilfiL
BIPU > 3 wood HALDHFEIRBLAIE < 15 mmHg & B L 720

(K541

28 15 (47%) »3PH O FHe#E %7z L7z, PH & Pl 3 % CPX #HRIEE O C #al =1, i BR R B Pl it (%peak
VO,) 0.74, /SR / ZBILRZFPERE A 0 — 7 (VE/VCO, slope) 0.69, IEMNMEK BILRFZEDE (peak
PprCO,) 0.71. EMBERTHIL 0.76 TH o720 PHFHA 7 2 ROIEHETHM L7z : %peak VO, < 61% ; VE/
VCO, slope > 35 ; peak P;CO, < 29 mmHg ; FEBRENIRTFIL < 75% ; % 1 8o BMBELT o —KREOHBEA R
BRI X 2 ETIVICEAPIMA 7 22 % &5 HUGERE [0.64, 95% S (CD) 0.161.12, p < 0.01],
AR (0.19, 95% CI10.07-0.31, p <0.01) 2SHEIIE L 72,

[#55E] CPX GBTRAE4A V722 2 713 PH Wi Pk % S5 2 WA VR S 7z,
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| OR2:3_
FERAR R4 & A - BRI HE TR OF UV IERERRSTEA

Ol Y, bH B, B AWY, W RS, b EAY BE &Y
R E N SR AN ittt N SR N R e e

st MEIIR SR AATAS, M43t (PVR) @ ESH-Z2 V4 5720 0RBiEE %0 5 B HEEL 72,

ik EOASE (n=40), BEEIIRVENG S IIUERE (n=23), @Yt S iieiE (n=20) 2 &t 83 ADEHE (69
4% BEHEMUN) 2RRE Lz, LTa— K7 IHEICLYFHIS N2 =Rkl & AR EEIE» 5
Wave intensity D8t &% 0 L. WBIRKEEIE (Pb) Z2KD72, Pb, (LTI —ToOHERE PVR L4400 T — T Vig
B L7,

MR Pb., 0T I—PVR E S T—FTIVPVR & DL Tid., PVR Abbas 2003(r=0.33. p=0.003). PVR Abbas
2013(r=0.50, p<0.001). PVR Haddad(r=0.46. p<0.001). Pb (r=0.77. P<0.001) T&H» Y. Pbix#H5—F ) PVR
E D IRWHHEIZ /R L7zo Pb &0 a— PVRIZEIT S ROC HifE (PVR > 3 Wood Units) TOIETIZ. Pb ld#x
KO TR (AUC=0.91) #7272,

- BRSO XA D EANOBEEN L BAMTH D LT3 — N7 Z P CTERI L 2Bk B 1S PVR @
Bz ks EECRRBI L. S IEREDOZBNICHEHTH %,

| OR2-4_
FHIFR AL S FIMEER £ HIE> 75 1 7> 2DBEHE

OFW 3, B4 HE—RB TR Kk, Ak 8, Il P, R AL
Hu g P B REHE HE BRATE TLM s e N JE R

[Hr] W& EST Rp) &2 7547 2 A (Cp) WIILBIBFRICH D £OF (RC time) (2~ OMifEERFE%
T %o LA X 2 it &2 biZio U7z Rp-Cp #EOZEL % MG %,

[J7iE] L=EhExiEEE CEEMBIIRE > 20mmHg) 217 BlOLE S 7 — 7 IVEAER R Sl E (Qp) & Rp.
Cp. RC time OBfR%E MG L7z Rp = [CEFMMBIIRIE )-(L£FEE )]1/Qp. Cp = [(MiBlRIAEIILE )-( iliEh RS
WIE ) 1/ (Oii—mHAHE ) & L7z

(5 5] MeAe ARG 2.8 (1.7-4.4) 7H AE 4.3 (3.7-5.3) kg FINHBIIRIE 36 (28-43) mm Hg.Qp 14.2 (11.6-17.6)
L/min/m% Rp 1.95 (1.38-2.59) Wood unitm®. Cp 2.98 (2.42-3.88) mmHg/mL/m’ RC time 0.35 (0.30-0.40) s
THo720 Qp & RC time 3ME 2% (P=0.206). InRp & InCp ~ZHEEMEYR & L24E, Qp BIas L
T InRpInCp EHMDOMEE MK E L 1) (P<0.01).Qp BEMNZIE UT Rp Z4LIZIE LT Cp Z4bA X D K& &7z,
[E%2] EAE#KEETIE Qp NI <id, RoZ LI 0  Cp ZMbA & 0 MifEERIRAE %2 Kk L, BG5S AT EA
TR AR OEBIZBWTIERp & Cp OWFHEZ T 5 Z L F L,
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B I FETE RS 1 %5 \F 5 OB BAAS X ARIE S 0D B I 7R P

Oz EY. Y& #—us", il Hig", wil %7, jE 22", R mmeY,
WO OSCTU, mEOGREY. ®OBEY. sk dhe
DT3RS E F AT IR B 25 R, 2 T SR A B A BRI s B Rk, & TS L3 2k 2 A B WP B P B

Fi] BERISEH O EEE X ARSI M 2 AL TE 5 2 M SN Tw b 25 MimEiERE (PH) B
2B 2 EDOH T35 > TR,

[Bry)] WErEhRE X M55 PH 262 B\ ISR 2 IEME SR e 0B & 2023 5

(5] min R Rpze s U<, PH (RO PH 8tv) BEZPME L L. WETEE XMEMmiEs »F7 9 2%
IR HEAT L7z BARAL L 7o iR R 2 BES OERICHese Ly MR K IBORE 2 /245 0 L FIEr, 51752
THE - BE - ELANEGE L7 Yy F 77 A0 RE IS, B X o iy KR ) % BGE L 7.

(RG] B 3 AR 20 61 (14 60, F3459.275%) THO. 4BEPH: 1261, 1B PH:46l. Zof:4BITH -
720 BBILFE /R FHERERE O —3% % WA & i FRECTHNT L7258, IR Tld =0.26 TH o 720 BRALAEO & BIFFHT
TIZ LT © =0.10. BT : ©=0.26. FHEE : k=0.36. F72AHM%E :© ©=0.43. W% : «=0.05THH. F
JiiEF & AN C—BORAH A o 720 & B EIRE X AT R IE 2 B 3 2 IR 75. 7% JF 213 52.2% TdH - 72,
s8] MospBhng X MUmifgd PH 208612 31T 2 M5 o 5FAM V2 A F 22 W BETE A3 5 o

| OR2:6_
B > B MR B OE R CT LERHR/ YT X — 2 DR

O%ZH mREEE, Dk R BRI BOR, P & TP ol B ME—RB. B3E
AL R AR A BEPE B - PRAARRZERE R - ACH RN

EH @ AR, Il ERE <2 il S S5 0 18 M il e JE O (G Bl Ik R0 FERe BERFA e 2~ ¥ 2 — & Wik (qCT) 25
S, AGPEMELAE AE O B MM (SSe-ILD) (283 2 BRITZRIC D @A SN Twb, L L. HEBHET
qCT Z479) Z LIIMIR L LCTHEL W72, oCT EHERDER/ ST X — & OB & B L7z,

J5id: 1 2010 4E A 5 2021 4 AL HEE K 90 Bel i BE U7z SSe-ILD B 58 4 xR & Lz, M4+ ~—h—, I
WA REMRAB X OCT #8MfiL72. ¥V 7 7 = 7 (Synapse Vincent Ver.30 Fujifilm) %/ LIEE CT 24347 L.
SR (ALV) %28k L7

FEE ALV o g il 34.0% ( UL &P 19.5-74.5) Td - 720 HEJR5H Tld. MM Krebs von den Lunge-
6(KL-6) (£=0.60, p <0.001). ZHPENiGE (f=-0.31, p =0.0012) B X O*—mAb i EMidEERE (4= -0.65, p
<0.001) & ALV ICHELRMBEP RSNz ZEHBEREIRR TIZ. KL6 11X ALV20% LA Eo¥) st L CfEn s
FPEREZ /R U (R TR = 0.92). %@ 7% cut off 12 534 U/ mL THh o7z (JRE =0.74, FHRE =0.86),
Fhiam o KL6 13 ALV B RELMHBBERYED ). FEEP S EEED SScILD OFRHIHETL 25 & E 2z b/,
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| OR3-1 |
CPFE-severe PH (2%} L upfront combination therapy % 1T 7=—#%

OB el Bk HE. #01 B KA &
B RSRAa E DRLE + 750 PO

FEBIIE 73 i T 1ko MEZEBUEEASDH ) COPD & Bl STz FEREYINDMR £ 1B/L L, X1 412 HOT
A, XA A EHOT AT TLIFHAITTEYMNEZAE L L6270, LT3 —Tix RVsp 72mmHg Ol
MFEFTR 2D 720 YBEABEE 7o 720 ABeh# X NYHA/WHO FC class VOIREET, EHR M T ABG Tl
pO, 40.2 Torr & = EEDRERFMNE 2 72D 720 WA REARAS CIIER AR RE 5 & S LB T 2 38, W CT
TUE L O RNEEZ AL & s 2 L 2 5D, KBS PEiRMERE (CPFE) L& 2 bz AbAhT—T I
WA TIZ PAWP(7), PAP 65/27(40), fick CI 1.49, PVR 16 WU & pre-capillary PH ®f R % 7% CPFE-severe PH &
# Wio Macitentan, Tadarafil, Selexipag % upfront (23 A LBk, 32 HZICHM L7 & 2 %5 PAWP(0), PAP
45/21(30), fick CI 2.29, PVR 6 WU & ATEIE O #2345 T /2o CPFE 1& COPD <[ B{PEMi 4£ 12 e U -Clili i i
JEIEA PR L FRARTH 5 2 L3S T %, CPFEPHICHH 2 MR = ¥ 7 » R+ Tk <,
upfront combination therapy (23 2 #iSid vy, SCHME L 2N 2 THEM 2 5T 5,

| OR3-2_
IR & % BB HEERKIEBE DITIR - HEOER

OV %, SIF I8, Wik AR (R BOC W BN R M. R e
B MRS 25 N R

H] MR TIE— D RIEIIHIFNC X 2 fe v PR POS O REE, B RERE~ D& b AR I3E) O
Y (L
DiEBI] 39 iAo ARS8 B IR P o MO 2o U 18 T L Wi AR AR AR A 237 o A, R BE D JERI L BHE 253250
SNTzDHEBIE REF7Z o 720 RIERICERAEDM 2D, VAT 2 TROLET, HBEEZZEE LTI a7/ —
VRET7 2 F N THFAT ) LR LNTERISTHIR L7z I 28 EIRFIZ NI D A §E 7 PRESHRIR MUARAE L2 il
FERIEZ PRI L CHLORMZ 72 L7272, A% Y THREBESIL. TREIRZ 4 V7 —28fiA Sz YHaRED 7
DIEHR 30 BRI EYIB T 1340g D& i L7z, JRIIZERHIREA S 0 50ERAE & & 72 L 72A8 N LR AS
PRI L 720 #EBHEBRIMBEEIEINICE D & 7 1) A Z MR BT O 72085 2 % L 722538 IR U & 720 7%
Mol REJRE BITHERE R BB L 720
(5] MBRHRZIEDIEIRTIZ, A7 04 FARkE SEEGETTHEIC X 2 MRIER, SRZPIHIH O MR EARTI X 2
MO IERZET %o BATFH D7D LT 723 — FEWHNIC X ) BRICHRESEEL - E 2 6h
LTRPLETH S,
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FEIRAD S v > FIEICO A IILERZ K A7~ CTEPH O—f)

OMiFE Hsr, il KA, 87 R =4 8B &R . R #f se EE
B EZ REI RS, P EA
WIRR B v 7 — AR eI BR 25 N

FEBIE 80 etk HEREEUINAZ 2 1 ~ 24 CHIEMITH - 720 BIE TOLHLA T — 7 VA TR T
29 mmHg, PCWP 12 mmHg & i iiE % #2, FiBhIRE % ClIABM oA - WA % 7D, CTEPH Ok
70 BB L T o P20 THILTE S ¥ F TIRAMIBENICZ 89 perfusion defect % F T 7z, Mlilio BPA # &5 4
session fifT L. Rt5 (ZMSEEMIEDFTILTH o720 7V — Y HLERZIZ RIS ~DERSAS competition L TH Y. HIEER
S OMRENIATHIC X 5T to and fro 127 > TWA E# 2720 4[MH® BPA 75 2 + ARICAT - 721k ¥ ¥ F Tl
Al k- TE, Lo defect \FCHFEMINTH > 72 FEOYUHEIZZ Lo 72o FRHIINIAT - 72MiBkE5 Tld Rt5
WEBAAE L T 72 A%E0 |l [l A% 12 competition % #2720 AL O MIE A A Tld Pa02 95.7 mmHg & Eiffiz R~ L. H4G
BWrOLOEAY v v Bz Tz RIS IA VEREIT- 720 F2RBRICY ¥ &~ MILTRAHERR S L7z RS DR O
WD I NV EHE L7z ZOHRD RS RO A A Tld SpO2 77% \BHDH B 7z,

SELBMRD S DY ¥ ¥ b A L7z TR i LT a4 VERIC X ) %4 X5 72 CTEPH O —Fl & %5k L 7=,

Klippel-Trenaunay-Weber fE{&Z¥(C CTEPH &6t L 7= 2 #

OfARH BPF, HE FBE2Y BH S, Bl HE2200 g5 &Y. o W,
Bl HEA. ZEHED ERESY. CEm EEY. A AT, S AT

DTS A TS IR B RS, ¥ T I A ST A BRI B IR
DTG SR EIREM R LA £ >~ 5 —, T HRF R B e BT 2 P27

Klippel-Trenaunay-Weber SEBRE (KTW SEFERE ) UKD 5 b —K E0IIZIZL&EKIC b 5 BABRESEIC. K
PNEKAE 2 P o 72 B TH B0 JREMIIB T 2 REBRORFE T, IE - AT UIERE L - REREORAEZES
R TSSO, I - RIS THIE T %, BHIRGE. BMMERE. ) vV EH % & ORI ERIRE
A TIZBEREREIC T 278 Ly IRESEIR ERE D G BEOHE S Lo FA 1d KTW FEBEAE (1% e AR P i 55 i
(CTEPH) 2 &0F L7z 2B 2485 L 720 1B H I 20 kR KTW SEMRE & S50 S 7z 43 i B AR < 0
W2 EFRICZZ Lz FHMBIIRT 32mmHg. MiBhARE IS Tl E R AR O /K8 % 580, CTEPH OB KT
W77 YRR E o7z 261 HIE 30 MRS KTW SEBERE & W S 7z 52 et 3 Hibse < WP R i % EFR IS
Z L7z FHMBEINRE 47mmHg & SETH 0. MBIIRE 2 Tl i Bk RAN o K iH % 729, CTEPH O #i <,
YN—aFHNY, VFTTT NTOEBEEZREL TS, fivEREBRLOGHTH ). THIWERZ IR THRET
%o
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| OR3-5_
BRI 48 PR R AT A8 1 (AR D PIBE % RIE U 7

OWIL WBEY, JEr  SRpE?, 22 f—HEY. HE MY, hE o mAY. Ll AT,
£V U L

Dt BRI R SRR RL . 7 4 BRI S IR B R R VO
DRI Y 5 —IBLR

FEBNZ 75 B 67 SFRT X D BT 25 EREUINS V. 220 ) DU X ) X5 4E 7 HIZHiERAZZ. &% CT IZ
THEBIAR PN IAR % 5200, EBVEIMASZER MM EIESE (CTEPH) 2 X 2 EHABMG Sz X544 10 Ho##¥ CT
TR IMHNE 3850 5 & A DA RAFRAE L T2 X548 11 H IR H I SRR L e o720 4
BeTD%FE CTEPH %~ 7 7 L ¥ ZIZBWT, RIS O CTEPH & 3 L7z, X4 4E 6 A IIZIiBhik M ik
TRV % 54T U PR AR EIIRIE 11, B 4KHT 0.96 & MATEIREOUE 2 1472, MBI RIFTH Y 3EOMEE L
Tz X14E 12 HE L ) FHEREUINO RS V. X4 1 ANNRZZBRICHOASIEZ RO 725, DA
HIWC AP, €O, FIERPAHO.LEME) % 52072 (OAEEDF I LEMB OB 5% v, X4E2 AIZh
T—=TNT T L= 3 yEIfT. —EOMRIEONE S HEERIIEFE L, 102 0A20WHFITIEESTEHIC
WhZAT o720 ARTOEE CT IS TUBEIE 28D, 77— F VRIS X 5 R I 2 85 S I O P75 &
ZWr. 1 HOOBEYIBRA 2 51T U B REIROUGE 2 1572 AEF ORI ST EZ 222 N 2 TS 3 %,

| OR3-6 |
COVID19 7 7 F L 1EZICS4ZESIE S RAE. CTEPH (CITL A1 61

OYH #k, e R, B2 1°H
W= bk 5 — EGIR

70 AR, M ESER COMNEERRD T S5 LB CHRRIIE . 6 FRT0.Ox I —RAIZIE . 20)
TANWAES ) T Y RNA D 7 F 2 1l HEERCE H X 0 S5 7EREI A 2 B S 20 W 7 0Bt 4 H RIS 4B,
Wil 3% o1 BE 91%. U B I )F 140mmHg, NTproBNP4077pg/ml. Ddimerl2 g g/ml, v I — THRERFFE &
3ImmHg & A7 LEMHT R 2 2o 720 #&5 CT TR o Xigke, M XIS B O &R KGR H Y. ENis)
Mk 30mm. FHEAEILK S B 7z, HILHEHR O 2Pk mie i & W, 7 ¥ 3432 20mg/ H NIk CH#E LG, 2
SR O A BEImgECRE R #EEE. Ddimer3 1 g/ml. #EZRFRFEKE 56mmHg ST F5VERF NI R #E A58 A4E 9 5 72
O ADPRABIEHLS T — T VR IT. BEFEAE 93%. RASmmHg, mPA48mmHg., Pcw6mmHg, PVRISWU,
CI1.8L/min/m?* & i B I P I s LS % 5200 720 BIMLGE S > - il & FstE O BLIRBE K $H % 7”8 L CTEPH &
DWi. MECEEFRBL VT 77 NABGEA, PRS2 7V 7 7)) VICEH, FRRTEIIRIERAN 2 4 2 H T 4 [
4T U g 3% B BE 94%. RAImmHg, mPA25mmHg. Pcw6émmHg, PVRSWU. CI2.6L/min/m* & 3 % i85 726
B TGSESS 23 st ok i Sar Vo
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| OR4-1 |
CTEPH (Z$ (T 2 IMEHEBEFSIE (CAVI) ELOLEYET Y > JDOREE

Ofie 57", P Y. HiE s&&”, Wk —7i
VKB € > 8 — AT BRI R IR SRR RL B, ORI L > 5 — (e A B A

[F5] 1@k sete s I fE (chronic thromboembolic pulmonary hypertension: CTEPH) (231} 5 & HEEED
BEENIW S 2 Tld e < MEFERETRIE cardio-ankle vascular index (CAVI) % M\ C CTEPH (2813 % ML RE D%
2 RE L7zo

[J7E] 5350 — U BEEIIRIZER (balloon pulmonary angioplasty: BPA) % fiif7 & #1172 CTEPH &% 18 %, BPA
AT CAVL, A0h 7 —T7 Wi L O a—Fr il &5l L. 2 0B % Wt L7z,

[#5H] CTEPH {G#RiA Ty FHMBIIRE B L OB EHUIA BICHE L7z, CAVI DA BICHFEL. AR
KR (right ventricular end-diastolic area: RVEDA) i/ & O SR KA (left ventricular end-diastolic
volume: LVEDV) O K% D7z IEHEHTHZ TD CAVI DZ1bix LVED VB X ' RVEDA 02 b & FE A% 72
W72 ( A4CAVIvs ALVEDV, r=0.64, p=0.004, 4 CAVI vs A RVEDA, r=0.86, p<0.0001)

[#7] CTEPH {A#EIC X D CAVIAS#E L, MAEREZILLWLOR) €T Y 7 BFHEL w5 EEZ b,
CTEPH O¥iRE & L CHEBEMIIME HEMERE D LD D O o ORISR 3 A B AMH K S8 €T ¥ ZIEE$ A1)
HEMEA D %o

| OR4-2_
FHEIEAE (0158 U 7B M M A A M i I

Offcie MV, AP &Y. 49 WY, L& " MR Lk
BB PR M B PR IR BRI BRI A RSB R, © RBF 2 ) =

R A 28 ke (VTE) (LB 2 & O3 H 505, Bk 2R e e (CTEPH) & BN
DFIZDOWTOFEIIDH o BEEDEVEES 2065 L7z CTEPH B & T L D2 Wi %o

FEBIE 38 ik, 3 AEFTI S ITEIIREARAE & I S, 2 4EHNIC CTEPH & S iz, Tk, M#ATHHE & M
S, BERRERBE TV — Y IBIIRIZAN % AT L CP39iBIIRE 44 — 26mmHg % T L72KRE T, WRBAAH
T2 11T L 720 34EMRITIES O - i THET % £ T CTEPH #HHEIZFED L h o 726

WET 2006 ~ 2021 4F1C CTEPH LW &7z 50 Bl ) B FEEEE ORI 9 6 (18%) T £ DONERIZINELNE &
EBEAS 2 B0, FEE, EERE. FUE. RUOZBOE. WS 1 BI7Z 5 720 MEBEICHEATS A VTE 1 6 BT, VTE 3
M OIESZWT E COMBIIHIAE 7 4 (0.5 ~ 174F ) 725720 2 BNIRESFBIEIE, 1 BHIMiZETIRLE L72A% R D
6 BT EVEES; OB E T WAFT CTH So VTE $0 CTEPH ZAESIZ 0.5 ~ 3% FEEEE SN DA%, ZOHIZIEARZM
DEMEZE G N TV L WHED D 50 FRAY]O VTE FE# OREEE 5 X O CTEPH Ik 1213, EMEE
W ORI IEF DL T RUEIZO LD D EE R D,
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VTE jBEICE (T 5 3TEED DOAC OEM &L M D EEiH& 5T

SR OB WS BT
TR R A7 e 01 B A R

du . .
B At -

A, HATIX VTE OiE#3E L LT Edoxaban (E). Rivaroxaban (R). Apixaban (A) @ 3 fii3Ho> DOAC AT
BThd, TNODOFEMMEE ZeME L2812 E AR, VIE BZEOHEREFEITE Uz DOAC OFER
FHEIWFELZH S TRV,

Hik

RIF KB T 2014 42 9 HH 5 2020 4E 3 H £ TIZ DOAC 2% 5- & 7> VIE & (702 N) ® 202143 HF T
VTE B3¢, K, £ TIConTHAMEICHAE L. 3HED DOAC DA & waethicown THERGE L,
AEA

EP®mbEZ MK EN (n=496). A (n=107). R (n=99) DIHTH »7zo 3 BRI THEW. BML. BHERE. mEEOEH
B ER L o7 MMRERIEOBHAIZERHI AR, REFICHREZRIE,» -7 (22.4%. 41.2%. 53.5%),
VIEHBIZAMT2H, EFETIA., KHMIZAHTI2.2% EHTI10.5% RETT7.1% Th o 72o KHIMIL,
VTE {55, @A TORREBERIEI ISHM THRELRZITED ONLRH 572 (logrank test; p = 0.413),

ST

FEEROBE T, 3HHEHD DOAC OAR: & Ze&thiZF%Th - 72

SMMERBEOBRASET & CTEPH REDFEFAIRTF

Oz &, dull Y, A 20 @ EY SOk miE?
VA SRR AR P R AT AR LI > 5 — B IR

W it A FERE Y (APE : 2014-2020) 2B\, BENAEL, CTEPH |27 % V& Vil T %2 A8
WK% TG L72e APE (153 44:69.2 = 15.3 %) T 124 (7.8%) A BePITE L7z STV AT 1 v
7 WM CatEImnAE BNP 6 (OR, 1.003; 95%CI, 1.002-1.006; P =0.035) & $LE&fiE (OR, 1.324; 95% CI, 1.094-1.602;
P=0.004) 27 L 7= B BB PR PR T CTh o 720 ROC H — 7 i Tk iEZ 21 0.854.0.921, F7-.
7% (5.0%) 236 »H#% CTEPH &%), £Ha Y AT 1 v 7 fifi CAMM.O T o — 4G SIGHYE A CTEPH 1272
B LA E TR TMKF (OR, 1.08295% CI 1.016-1.152; P = 0.014. ROC # — 7' i Fififk : 0.691) TH -
7o VENGZERRE BE T2 BNP - FUBREASBENIET o, BN CId 2 < 2MA S IGHELE A CTEPH @,
ENENEELTPHRTIRTFICRE EEZ DN,
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SEETJIVT 7 1) RETFTRIEL /- APS BESE CTEPH O—14l

OgZeF  BEFRV, MR (Y. B e, W Y. BN R, ERE BV,
ke g
VAL RGBS e R, YL RFEA T4 ANy ¥ —) =T - BERINE

BEBI] 61 meE [BUWIE] 34 s (2 T R sREIRMAREE 2 380, =HiFE (LAL)€ Bk, $p2GP TH
e W—T AT yFaTr Ty Mutk) ORI CIREPUREGERE (APS) BB SNT IV T 7 ) VIR RHIG
ENTzo 46 R ICIMIMARZERRE % 28, PT-INR % 2.5-3.0 IZHERF 3 2 5B IEDIEH E 1770 o T 72, 61 JRIRF IR
IR] B b T S o> o 3 P A S CHE MBI IRE D L5 (67 mm Hg) &Myt »F 275 7 4 Tl &I MK
1% B 7272012 APS 12 B L 7218V A 28 s PEM & U+ 5E (CTEPH) 2s8Eb LU Beic Akt L7z [ABEkE]
ARl WHO s EA e 5 EId 7 5 AT TH Y, 6 5 HHATHIEE 350 mTH - 720 AHLH 7 —F VRt (RHC)
T MiEIRE 28 mm Hg. MiEIIREIAE 10mmHg, Ml #5Pr 5.4WU TdH ) CTEPH & Bl L7z BWEIK
%S 72 APSIZX 5 CTEPH T V). Bif§T b X OWVEF R PHIE o0 35 [ & 3 Tl IR AR P s ) Bk e 8 iz 19
2NV — VBEIIRIE B OB 32 L LTS 7z, L F 3285 (SLX) 12X B2 Bta L. 3 - S CTosf
fili TR R R O E & 6 S FRATHBEOLE (390 m) 27z, 441X RHCIC L 2 MATEIEOFHIiZ FE L T
W5

TOAFA 2 S REMEICHS 10 KOS MALEAE MG MEED 1 5]

ORI AV, | #hikY, il Ry, A% £V ZE EsY) | gE—?
D IR R AL A2 = R B DRI A & > & — . 2 RIS A A2 = Fs B s e > & —

JE

FEFNZ 10 OBV, FFRITFEREO BT, Ao E TROERZ HE L, KEZZ Lz, TREIRE Sk
Befs, R C THRATIIMMEINR. TREIR. Z2REa. KB B, TEEIRICI®RZ 2Dz, BErsiRx 7o 7
A ¥ SRZFEHE ) TEEREIRIARE M OSSR RE DB & 722 O L IMARTAIARR R, PUBERIEE CHED IR S hize L
RS WIS, A0 T — T VR IS ILE % 20 720 MHRAUNTTE > > F CTIRIRAOM IS RE 2 803, XKt
DIMFERIEZ FBD 720 15 CT K OMiBIRE ZIRA TIEMAL L 7z At % 788, acute on chronic 72 JKRE D&M MAL
PHZEVER S I AE (CTEPH) 238k b7ze MM ILRIEOE A, PUEtFFELE OB AT 7205 7+ 0 =T v 7O
i T PR A T LA ORI ROFEAE. TRPG 40mmHg, 4074 77— 7 )VIRAE Tl mPAP 28mmHg. Mi#hiki&E s <
L RO MG ZE RO Tz FTERFOBYNOEBIED H ) CTEPH 123t L CREZAIBTBIIRIZBAMT (BPA) HifT L 720
2 [n® BPA fif7#%. mPAP OIXT & HREEROWUE LDz, 10RO 7T a7 4 ¥ SREZELX TR L L@ Mg
FIZEMER S ILEAE 126 L C 2 [\ BPA #HifT L. FRE<BB LA 1H2HET 5,
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JINE « 7 « BV H

| OR5-1_
BRI MRS 2 BN OEBASAD B AR £ HROBE

Ot BV, HE —472, mHE BEY. A% et
VICHO HEtBR U N E Y F—3 g v b v ¥ —, P8k kb, Y JCHO Wt b B s Al
YICHO Hhstymbi sz g &t

[T oIZ] BERHREMESME T FEARRERTH 5, TE, EHELOMESR D S 0 HEKEIZN L L Tw 225
JEENEE OB AR R Z ORI R &ALz 134 kv, €2 T MigiEES etz 7~ b—7 X (SLE)
2 BN LB O RN R 2 MG L7z

Derge - 5] RS ishbRE = A & 22 S 7z 30X SLE 8% 2 44 GRERI A, JEB B)o G BIAATT. SEHIE
UM, SEEREEIN O o — R, (OllEE) BT ERER (CPX) (2 & 0 BB A REEHti 2 175 720 2B, MimiiE
BWihs S EERISEA T TOMMIIRES A : 24E, JEBIB : 6 4ETH - 72

it R S0 0 Bk HOMUU] IR MR B AR AT & Tl LT, 5 Il B R SUAGA 0116 13 E BT A A -34mmHg, JES] B: A
-14mmHg & KT, Peak VO2 IZERFI A: A +1.7ml/kg/min. %EB) B: A +2.1ml/kg/min & ¥§hn% 3272, BB
G SRR MU & ek U e B IR 1 1 ERT A A -13mmHg. fEBI B: A -15mmHg. Peak VO2 i34E
BIA: A +5.1ml/kg/min. %61 B: A +1.0ml/kg/min & & 0 HII% o725 G A V2 HAJER] B O BB 7D
YN TH - 726

[K5EE] MBS s UE A~ S B BB IR A R 2 O Ly 2 S A AD LB DRI S 1 /z

| OR5-2_
W IEESEOBBHEEIHT 5 HIL IR T ORE

Ol oRzs, /N4 OB, W BIEL B ERL AH O %8 M EBA EH AR
N iz, Ak KE. '% R
R T 37K B s e A BR e P R

W B B OB 2 EE & YV a =7 ORRE A L 7-0F5Eid A 2 v,

Jik 1107 NolfisMERE RS (63 = 15 7%, B 32.3%, MR8 1 # /3 7 /4 7 /5 B n=30/6/66/5) DEHEH; 7 —
& LEBARE 2 R AN & ITHET L 72,

fiRk 116 44 (15.0%) OBEDH NV aX=7 OEREEEAEIZEE S Lz, BERERS ¥ E— 5 ¥ ZAETOMNBE ST R
¥ (ASMI) 13531 8.5 + 1.1kg/m* 1 6.3 = 0.9kg/m* 725720 41 % (38.3%) THATHEAME T L.56 % (52.3%)
TRDVETFAR SNz 6 5 HAATHEE (GMWD) (3H el 437[344 - 535]m T, ASMI( ¢ =0.60, p<0.001). &) (o
=0.60, p<0.001), #17#EE (0=0.86, p<0.001) & HBWARMEZ RO/ ¥V a =7 B#F1E 6MWD<440m & i
DN AERDET 2380720 ZEEQ VAT 4 v 7RSI TH N I X2 7 OZEHD 6MWD<440m & A BB
52 EARENTZ (low ASMI: 4 v X (OR) 19.93, 99% fEHAX [ [1.39-286.65], p =0.028), &I :OR 5.37
[1.90-15.19], p=0.002, A7 EEALT © OR 79.07 [12.79488.73], p<0.001),

fiam - PV aAR=T EZOFEIRE, MiE MR BT OB ARE & B L T ieo FHEF T 2 2 M8
B AR T 2 TBid % ETERTH %,
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| OR5-3_
SWBIHEIEET — LA CHEEEER S

OXJI - 2&Y, ¥l #TY, e mEY, EE FEEY A8 k2Y. NE B’
AN 2 R 2V BA mEEY

DRLREE R B R B i 2 LRI R R B, LIRS R Y A E Y 7 — > 3 v 6,
DAL RS - T - PO AR, AL R} K SR i 2

O FLIREE R S i -

it B0 RV A s I | AR T B 2R AR R D MR IZIF IS B0 2018 AECLETHL IR R E O#FIR - HEEDBIG. BHLICH
THH4 KT 4 /BT, MiESMEERTROBICHELZEHZ2ET 5, HoH 0L, HIRZ 8T 5 2 & 2% < JESE
ENTWD, ZD1D, MELRBITEZSTHZEDPATRTH D, —F. EBHEREDSTHE SNDEMIBVWTIE, T
RWHEPZEILEINEDDOTIE RV, LAL, ISR LA =7 TR WHARD @A S, [BHEE D DRIV HL
LTV OPRHIRTH 5, BITIZEICBWTH, BITOLEMIIFE SN TS 00, BN LEE IR HEIC
DWW TOREIZA L,

eI E A R RS2 T 5 2 & 2RI H3 L T /zas, PR RiiRk): & i % B &
% 23 WVIRDUZ o 7E B 2 R L 720 & 2 CHUBEDZ MM MR T — & Tld, BARD 2 8B 7 0 28
TEOM, TR REZREROLIEBREDO NEICED LS IZHF D IROTETRED, S— b F—0B R LTI L
BWVBIEIZOWT, ED X ICHNERDBEREDE Vo kA BRRE 2TV, MEE ST Ly PEER L. Y4
F— D FEOF 7= L) A DOWTHE T 5,

| OR5-4 |
o4 EEOFEVR: IR7OXT/ —IVEERIZER LU 7-—F)

O/l Hez™ P30 # 7o R 3890 s EEY B K2V % MR
IRV, AKE MR KB 2V AEAR Bk

VRLBLBER R RS2 - TR - ARV A PRl AL B S A L Al ¥ KL K IR B e,
VALBREE R MR R BEEAIE, AL R SRR ) N E ) 7= = v, ORI BRI B - R

FEBNE 20 &, X54E HERLODTWEHRE TS X124 0, X44E Jf, EgMRErHE L2200 EKE 2 %2
L7z #MRELT O — (2 CiSIMERN A2 B0 H AL o720 AHOH T — T VIR T, FHMERE (mPAP)
52 mmHg. M4BT 14.5 WU, OMREL 1.34 Vmin/m® TH ). #5735 I UG5 FISUR~TF0% & 7 - 720
<35 vy MAC), #%57 4 (TAD), ZRFa X5/ —)V (EPO) #FHEA L, R4EM T 50 ng/kg/min
F Tl L. mPAP 13 mmHg FC®FE LA & &2MER L, MiFFEE Lzo EPOEA 1EXRMRLIZE 25 THRS
MR Z BB L 720 X24EH 7 —F VgD 7%, EPO 22 ng/kg/min BT L 7B AF =)V (TRE) B FiEC
LI Bz 7o TS AERIIEREIR S ORZIAED - 7205 EIOIERTH ). FHESEOHTBEE L7,
CZT.DtoP DFYIA4 VBERIENPLIZIA VT A0 =T v TefTolzb T h, AL —XHEBEIMKETE 72,
EPO #tBiA 5 3 # H T TRE b #EBLTTREE 2 . BIEIZ MAC, TAD PR 2#1 & LT b, JLilEdE D X 5 2R
BEHPE & PR DARAEASE S I Tl BB O FNA A 6D L 72wk ORI Z T L,
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—fi%ERE 5
JINE « 7 « BV H

S B /580 5 TRIERICH T 2 X b v %> T DR

Ol ¥RV, 8L H2rR", i T3, | #@i), mE 5y, mF #Y
VIR, Y ARSI HOPIRIE IR LI - I PIRH R

EIN=N
H

BREEDIR MM S MLERE (PAH) (23 A FEAIAWR 4 ICBSE S, AP RIEEE LT 2 2 il SRR o I X
D HEATSEEEZ D725 LTwh, FRCTBIERIZAEROEICKE EEL 5.2 Tnb, PEZ by F ¥ 713k
BRI EIET DD D ) TIHIEIR 2B X ¥ 2 W iel2H %,

WiRiN

Bl A ERIEAS L AED LR S, FBIERZ AT 5104 (L1044, 50.2 £ 11.5 7%, 55t / dfmtt: /7 BEGH
% PAH 6/2/2 %4 ) Z#XPBRICHMEA by ¥ 0 OB MR 2 EREHIA 7 —v (NRS) R H#ENGZREE (PDAS) %
FHTER L 720

RhEF

54T R Ta AT ) — ViHEEE (Epo). b ADSHERET T X ¥4 7 1) V3% (Non-epo) Z S, Foflio
BRI 2 TR CTd - 720 NRS & Non-epo B & X T Epo HCTHEICHE C (p<0.01), #MEA b v F ¥ ZHHIC
TOMAEE LEEICNRS 25984 L7 Nonepo#4.6 £2.3—22.8*1.2 Epo#9.4+1.2—-54+1.6), F7-.
PDAS I 2 M CTHSETA by F v 7EHIC L 0 HEIZHA L7z (Non-epo # 18.0 (15.0-24.0) — 15.0 (10.0-19.0),
Epo #25.0 (17.0-37.0) = 17.0 (5.0-27.0)}o

S

Fi A HEaREE 1 C X % MR & Epo #E TR <. NRS ®° PDAS I35PER b v & ¥ 7 OB L D L 72,

| OR5-6_
RRBAH IPAH BE IR TEEE0ASE BA LRSI U /-ER)

OH  #%", mH  HE—?
VIR B AL R = TR B R, RS PR A AR = I e 5 A 2 > 47 —

BEEB] 56 eteth. AUBIMEREEC X 25 D% & BN - EIRY A 2 Voflhd b o

[Zfan] W OBE b % 527, NYHA4 O UDARSHEIRIC X 5 ADL KT 278072, iz IPAH & 2k
S x iz Lz,

[iHERGR] 4B TR PH BESEOHTREEDBIME S 7205, A4S - IRIRY A 2 v oflhh S —HU ERE Zwe
EHDHD, PIRETOUHEIZZ L BIMORBEILEL otz BEDETAS A V2 EE L, 24 BREOEM)
DB EREHETIE 2 ML 7O A F SOV PG 28R LI 2 A L7z,

[BH#AA] KDL E N - BBIRY 4 27 VOB X B IHEBEGICH T 2 Ba B - EBENT )., Fik
Tk & A% BMG L 7ze SRIERAL IR b T 7V ZH 0BT 9 b, IBREROIT gl ~ R 0 AE
U7z TEXBLRYBEFARTEHLLTOWHEZBRF LY R— MBI 282 22 b, EiE L3 CICHRTE B8]
I CTRDERG 25 2 L2 X o TR OB T X 72,

[Z22] BEFERICHFICSMTE D REZEZ DI LICL D HEDERA Y 4 VIZEbE G BL2 5 L,
R OBk DS 5 72 2 £ R B
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| OR6-1_
PGI2 2B (T & B BRI M FEAE OO M T RIS RS A

OFXE &Y. FIE wAY, = &y il B—" AL Z72, v B,
Wi me”

VIR LB > & — G BRIl 2 BB L~ & — FRRTIE R,

VESR BRI > 5 — ) N E Y F— 3 3 VR

(5

EREMEIIRVEA = ML E (PAH) @ PGI2 Ffiifikic BV T, Sl M8 FEIIRE (mPAP) KT X+,
BIAEASRLZUET 5. U TIE. PGI2 O 4 2 2l =12 L 2 PAH OIMATEIREM EMEA % HiF L T& 72,
(U5 - A543

PGI2 % Bi#h U 72 Fidic PAH 36 6 2 f##T L7z SBdE 70 b 2 )V CEREIT A 728 (20 5EB)) OBWitis X1 4R
% mPAP &Pt (PVR) 1344 58.3 = 18.0 mmHg. 16.8 + 4.4 WU & 28.7 = 12.3 mmHg. 3.3 = 2.1
WU TH Y. IMITEIRERNEH (mPAP < 20mmHg %2 PVR < 3WU) OEREIE 50% GHHREE 16 AEH] 0D 5% 1K
# 0%, p<0.001) THo7zo BHMEHDSH B, &0 PAH GEHEEEOBREA S 1 » A KT PGI2 % Bigs L 72 Upfront
B (N=12) &, 1 # AP L% 72 Sequential . (N=8) & ik L., 14E#H D PGR 58BNV Lh 57208 (55.3
15.8 vs 72.0 = 15.7 ng/kg/min, p=0.019). IMATEIREIEMFOEEZRIZFE D > 72 (67% vs 25%, p=0.085) o

[#5eE

HE PAHICBW T, O PAH AHEIERILAE TS PGI2 28 A L CRAMIIHE T2 LI2X D, £ < OEFITIL
ITERER ERREADER TE 5 2 LAVR SN,

| OR6-2 |
Upfront combination therapy T U # > J7 SOFRMEICOWT

OF-J 1 I S SN VAR U SN IV /TN 3 RNL -/ N1 13/
VARSI IRBR AR IR Y R D R R B B IR

RS i B IR i v I 3 ¥ %13 upfront combination therapy (UCT) 12k Y k& (LT 5, UCT OEHL
L b RBBERIRRBR T~ T v 8 v e 95T 74 VOMAEDLETH Y, Wilx2ET 2V 477 %2 UCT I
MAAATLZREIZZ L D20, A XV F 7T M2 & AT UCT OREZE T % 720K KBIZE 2 VR L7z,
BT UCT %47 - 72 PAH 5t 37 5 (treatment naive) Z AN EITHE L.V A 77 b & &E© 72 UCT # [Rio(+) ]
VAT TT M EEE AR UCT # [Rio()] THATEIREIRIE OB 41T 5720 Rio(+) 1& 24 . Rio(-) 1Z 13 I TH -
2o WO MATE IR A BAEZ RO R0 o 72 UCT #. AR OIMATEIRESEN £ CoOMM o ILEiE, Rio(+)
T49 H, Rio(-) T371 HTH o720 MATEIENDZEALTIZ. Rio(+) 25Rio(-) &K LAZEICZ CO D LA %270 (4.76
+ 1.74 L/min vs 3.70 = 0.26 L/min, P = 0.048) .PVR &/t Tit Rio(+) 2’Rio(-) £ ¥ d HEIMLT L TW7z (56.4
+ 15.9% vs -39.4 = 19.5%, P = 0007)c VA 77 MIWIET 2HFN D720+ 00 RE255 72D E2 ST 5
WRELED S 2 25, LI T b MATENRENA H 2 80 H 5 LRI S 7z,
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B AR 1

Treprostinil D& Fx %z 5HEANYIEE 2 /-FhEIIRMER S IMEEED 3 B

OmA BAY, HE #&EY, | SCF. Wik g, B HEREY, =R G50
Ml FE. WO, 1B ERY. sk R
”%ﬁﬁ%EiBWEﬁhﬁﬁ%Wﬂ‘”%EA@%ﬁﬁhﬁW%Wﬂ

[% 5] Treprostinil (&, FHEMBIRENME MUERE (2R U CREBER FiE F 72 135 HE T 53 A MM ILER CH 5.
F{ETIZ. Epoprostenol & HEE LTI R - R 7AVNE W - FULEIR D 7 — 7V O B DAL TR IE
DY) AT RN EORNED B B0 —TIRFMOBEREDEHEITEZ ), FISEHE TRPIEDSALE RS
2ELHY., HHENOY VBRIV ELRYEEDR DD, L L, BGREOYFRIZOWTHL S N7 8 b avidi v,
(5] Kok % 26§12 Treprostinil % B2 FiED S EHENG) D B 272 3HNTOWTHE T 50 (3] FE#atERE 55
S, 62 A, 46 B M. B EH G-I 25.1. 150, 223.6 ng/kg/min T 0. 26, 100, 158.4 ng/kg/min
OFE~ THIEHIZ 20, 580 2601 5 BUI T TYI D B2 720 3FIH I 3 B H TIRIMEA A S 725 #HEOF
PRERZPHE LLEICT YR L EATE . [#55E] Treprostinil 1%, B2 FE - #HEICB W TEYBIERL IO U(
W EAT LD EMITIZ AR W BELEDSSH 1 . 800 B 2 OB 5T % 7 SEE R GRS E E £ 2
bb,

W IELE IS % (F 5 ESC U X 7 MEDHE & PHRBIRENE At

Osak M. &F R A wH. Bl S ab PR K98 Wl
BT ARBR BT SE £ > & — LI PRt

Tt BN/ BTG EIIRVER S IR (/H-PAH) OB BV TR LB (ESC) TiEY R 7 5053

éh“(b\ AR A7 BEOFHRLRPZEIFERSE R 2V HARBAMIBIEZ Y X 7 515 7JI]Z_Z> 2k, B

L @R LA REA b FI e\

HIY : VH-PAH (2B W oI HREERA O EIRE (mPAP) & FHOBEIZOWTHEEL. ESC DY X 7 45

FiZ mPAP # 2 A BFKrHET 5,

Jiid: 1 1998 4E~ 2019 4E DR U PRI ABE L 7= KGH O VHPAH BHEE R L Lizo BRRTFL RS, 4500 7 —

TV COEEEZ ek L7z, FEEEHMlTE HI3sE COLMifhi & L7z,

FEAE T 133 ER 2 B gk, UM 6.4 SFE OIS T 47 A Ui 2 K& Bk L 2o Kaplan-Meier 23747 C O 2 f&

HAERIE mPAP 2MEWHEIZ EEETH o 72 (p<0.001)o Cox BIJ4HT Tl mPAP I3 L7 FHEFHITH o7z (N

H— KFI£ 1.186, p=0.002), X 512, ESC TR EINTWAB ) R 7 5HICIBE->Tarc— b 20 LK) A7HICE

WT3hH, mPAP i%’ﬂibﬁ?f’ﬁ?iﬂﬂ.?’(ﬁ)oto

fEE  I/H-PAH I2B8WT mPAP 3. L= FHFHMRAERTFTHY, ESCO) A7 5FHIZmPAP # Nz 52 & CTHZ
%Y A7 J@RLDSITRETdH - 720
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B AR 1

| OR6-5_
B I R BRSE DV R PR B A2 U 7= R BRI FE A ) — B

OHF £, 7R %, RHE BR #A & 8 fth JIE Ef £ 22
Il N7 PR SOOI BERITE BR - MR > & — Il ER R

UEG] 74 . S0 (3R] 1ErE e [BUREE] X4 FI2FERE I TliAN ik CT T L EOREA
4B L OMBIROILGR, LT I —#A T TRPG 52mmHg & 15238072, 40 7 — 7 VA Tl MUEIE & 21
ENAHHEAEIRICZ L CROEBIS. XAE5 A, AR a9 2 T2 ad S s e L<hOr 7 —7
VAL % . mPAP 36mmHg, PVR 7.9WU & limIUEAE 2 72720 MiDWA 42780 5755, Mitkigidfr7zh
TH Y MEIRVEI RIS & B, ¥ 55 7 4 VYT ¥ 5 COMMPHIBEZ BRI L7 3 7 ABROH LA T —
7 WA Cid mPAP 3lmmHg, PVR 4.5WU CHiMATBIRE DU %2 780720 [H4E] BHBIIRIEM & MERE IS BT )
A7 DRBULD PR TN D205 L DOPEDH Y . TR A7 GRS W ZHRGERDHER S Tw b AER
b AU TR BRI 2 AT ATEN R O 2 372 BUE RRCIZMA T L F 287 M L Td %,

| OR6-6_
EHFRUHSNESNET VORI E I ha> N FHREEEE

OfiE KRBV, ZREHE E%Y. 10| BAY, ki 2V, A Y. g Y.
Mark T. Gladwin?. ZH Y
D KBRS R BR R AL, 2w v N— kg

[F5] AREBRHRIME S - 0A4BE (HFpEF) Tk, S ciimiTE 2 2 L. B Estz Lo sz 7%
AETHEH, BWEF VDL, RERIIRHEHTDH 5,

[HiEE#ER] A7 ERY v 2 v v Fa— A48 HFpEF €70V Tdh 5 ZSF-1 v MIAF ¥ 2845 L. MimilF &6
HFpEF 5 » b (PH-HFpEF) #1E L7260 T v POWLRICRY TF L U F 2 —7 %A B LEEFO.LWE % il
§ % &, PH-HFpEF 7 v b CIAREIGHEINEDOEW 2 EHA3A 517z, PHHFPEF 7 v b OREIIR CHlEd: 7 7 =
WIEY 75— sGC DREBAMET L. Myography % K7 % 3 V&AM MRI THiBIIRMAEREE A S, EBFHREME
M IMEDER E#Z 2 Sz,

HFpEF 5 v s ORi#ICEHEMIZFIT L, AZR) v 7y Fa—2a33 bay FUTELA b L A Z2EINSE,
miR 193b. NFYA Z4-L sGC P8¢5 Z E03b oz,

I hay FYT7EIEZ b L AHEH mitoTEMPO, 7 7/ BfifgE™ £ )V 212 X 5 NFYA oz, #h2h PH-
HFpEF J v b OBk sGC 3881 & BB S MG ME % 003t X ¢ 7,

[kham] SEBAFEEMEIMEIES v PETFVEMELL, I Fa ¥ Y TERIEA ML R E sGC SH N RIERIERNTH 5
ZEEFER L
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— i ERE 7
FEBIHRE 1

SwanGanzs 7 7 — 7L T OREINkIEN % MEPBEE CEFE L 7= 1 51

O FHM, HE 8 SEH . B Bz A 3. B BB EA
W ME—. R RS kR 5. Al )
WL/ E T LA R v 7 —RBR RN

JEBNZ 83 i Me IR TOAREMFE S I, AL OHERE. S IEAE 2 BEDSBE D Y BERIAN & 7 o 720 HHRG AR,
oA T — T WARAS 2 AT o 72 B, A3 B UEIIRIES 235 b 7. 3 AR 0 IR BRI (NPPV
%) BAG. AT A YA T =T IVEFRETIE ST B2 MR L 7. MR SV — Sk co 7
INAZZRMH L. ILMMO720D Y AT A E2REHE L. ZOMIPIIRERIZZE L T2 MENEEE AVUS) TRl
ATo 720 HEEB L Y ARAIEFRE ITRAME L. IR RENIC Smm (3 E O TIMAE A 2T, il TldHk 3.2mm
(b7 o T RERIEZ 506D 720 T - 4BI T HI# DILHEC low echoic area ZF0O FRATRZE L Tz, 20,
M54 R EbE, T4 VERM % 17\ B2 k10 % 15372,

FlA T — 7 VA T—E OE G THBIRIAS O G IHE IS S Tw b, MBBHEIZ v oD MBI L 7B
FIEMIZR D ) BIRRETDH . APHEIE U723 L 2 Faill#Efi L TB S LERH L EEZ D, HTDOX
kD FOWMET %,

epoprostenol FEERISEBMHKIER | 18G4 BEERBZHRIEL 7= 1 6

OLH 7%, &t B, kxR #A & 5 B KGR Al R &Y il
TR MR e IR ER 25

iE B 1% 20 7% &5 B Pk 9 4E B 12 IPAH % 38 i L mPAP62mmHg, PVR30.6WU, CI1.6L/min/m® 3l #f Riociguat,
Macitentan, Epoprostenol (92ng/kg/min) TiH#EH. H#FEH%O RHC & mPVR36mmHg, PVR 8.8WU, CI 5.1L/min/
m’ L ED Do 3R IES RN % % T & FBRICAR 2 Wi IUE 25 Ak, 1 4E71 © RHC 13 mPAP43mmHg,
PVRI15.2WU, CI4.2L/min/m* T&H - 720 D% IgG 3790mg/dl, 1gG4 2750mg/dl O _FF-A3% O Wi HIFEE O g % 2.5
770 &5 CT CTHEENRE PR O EIR & S BIREEE. SR KEIIRIC double ring-like pattern % 58 PET-CT T i@
MRy KBRS & OTHEIIRIC S SRR 2 7O 720 HIRALRRD See e (1 TeG BitE T H ML A % B30 6 L 1gG4/1gG>40%
TH Y. WEIRE B, KBRS % A0 L 72 TgG4 BB & B L72o KAl 1gG4 Btz 5T - 720
AT A FiEHERIE IgGH IR L. BRI PRIE IR EH 2K L 72 25 B IRIEIR I3FRAF L T\ b0 AT 04 Rk T
HAHMEIMTEOUWFIL % <. H:fd RHC 13 mPAP63mmHg, PVR17.2WU, CI 2.1L/min/m* £ &% L, B0
BEOIRTO AT ) —)VHREITSERE N T- OIS X 2 5B 2% 1gG4 BIEREE & O BHEMED S 5 20D
L7z,
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FEBIHRE 1

S B/ OERIERIC selexipag H* 5 treprostinil N switch U 7= 1 6

OLkm %, & [ sk SN BEH EZ. TH #HKR AH K &Y il
E TR M BEAiE B

O EER AT 2 4 0 383 IPH FEBIIZ selexipag 75 treprostinil 12 switch Lt 2 572 EB 2 3R 5, FEGIL 60
B, 4 ERTCHIEILE % 855 S 225K Bt 8 20 H Bl IR R CUr EE R ik %, 2RO DI 2 300038
283l % i1 7o RHC ' mPAP63mmHg, PVR 16.4WU, CI 2.8L/min/m* Z 2 L macitentan, tadalafil, selexipag %3 A,
ZOHDOFEE MY B LY PBISRN AR KEAHERRO B OPuRIZEYE, FO3Eafl T OO M % fERE LA
o MW B & NS 2 52 L72o RHC T mPAP55mmHg, PVR12.2WU, CI2.3L/min/m* "C AR T % #IE K
&CHIHT L selexipag 2 5 treprostinil & FFfEiE#E~ D switch % 1 2> 7 2217 TEB BRI Hi4T L 720 treprostinil 36ng/
kg/min MK 55 T® RHC T mPAP34mmHg, PVR9.1WU, CI2.3L/min/m* T&t# L. treprostinil ~~® switch £ 5 %
HEEHE LTV 2 NI O IR 137 Rl LT b BUER THEANI S L COIEYAF I PR 72 VB LA ke L
T b, MiEMUEC & 2 08 OBILIE TFHREARKN T EEbITn5, WIREFITO I > b a— )L hsiEE & H ik
L 72358 0T S R PR BANCRAT S 5 DA F L v,

S22 PGI2 ALY OARLDEESE R L /-FIE IPAH EH)

OFJE &Y, X#l ®7FY. o Y. A4 &Y /i 32l HIF E=Em?
DR BRI N R, 2 S R 5 E B b v 7 — /NR

(W8] SR ISR VENG I E (IPAH) T3 PGI2 A O FERiiHEARIN S Do FEPN OB AR TIE R
7 PGI2 #e5-O A DS SN TW 525, PGI2 MAIOWE X ) & OARETEENA R 72 - 7HER OFHEIZDOWT
WET 5,

EGI] 21 ilctk. 13 eI fibelc € IPAH &l S, PR % iR S 7z 16 1lIC PGI2 B o Fieis
HEHBEL, 18RI UREEZ MMM ZZ L. HAERICIE PGI2 # %] % 60ng/kg/min % 5-F T mPAP:50mmHg,
PVRi:6.5U-m* D3R :49.2%,. BNP:5.3ng/dL Tdh o720 20 B IZHiE ME & AL OB (mPAP:50mmHg.
PVRi:12.2U - m® UJZBLE :56.3%. BNP:140ng/dL) %@, PGI2 WAIBEE D F4t & Lz, P4EM T PGI2 5] %
100ng/kg/min ¥ T & L 7245 mPAP, PVRi Iz E 9, LWL 63.0%) & BNP(262ng/dL) EHEALL 72,
PGI2 ##|% 80ng/kg/min ¥ T, MW NTF Y ZEALE T A, MEK - BNP & #0283 Lz,

(%] i PH Tl PGI2 #AIOBEIZ L D OALDEALAGEZ Y 9 2720, HEHRL EOLAEERES BT LT
19 TENEETH S, 72, PGI2 WHIOHE T PH 28G5 L 2 WIERITIE. BE L 7-EF oS SHICB 4
ENH b,
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FEBIHRE 1

| OR7-5_
FOTEAERE 5 B MEE CRIE U - I3 B BAIRED 1 6]

Ofl TV, #ia wm’, HiE AEFY. Ak 0 A w2 e g,
5, B0 G WY, b EAY
VIR IR SRR L 8~ PRIRKFEBER L 8 — KGR

FEARIR, J7 ERe R, FRREREZ E5R & L7z 80 it s

DAREZEFLI I T L2825, AEOERERT 2 CFBRED RO b o 7225 FEHAA LA RZiED 7,
Xp TIEM K Z O TH Y, T I — THEDIC T EEIR IR 28 72 230 AR ZEARE 2 R A IZ8E ) BT i = h 5 726
FHOALE LCHIRABBT 2 DUBEZ L, A0 TF—FVRIFT L2 2AMSIIE, MREEHEB X OALET
KR COMERBAE LR 2RO L bk - Gk SEb 7z,

LN OEHREIRBIR LW & 2R L2 RIREEER CT 2 fT L2 2 A, AREEEIRES L ORHHETHOT X
BRI % D2,

R EEIREN ARG EFHRSEL TR Y. o — CRIEAIERK MG % 320, KM IME CTOBEIREEAANRRE D 5
K &L 7z

W EEIIREECT L CTIEAT Y M 797 bE2REL. BEFRICODBIRBEESRC L 28EREEZBOOAT Y M &
HiE L7,

Wits, TREIRCOMESRMNE EAB X OERKIMTOWEEEMR L, OAETERESR U CHREERESRT 5 F TIlZ
#L7

KRB COLE - HEMHEZ RN E UZISIMERE & ) Wi fER 2 B8R L 72720, U EE 2L 2 MiET 5,

| OR7-6_
RGBS (<4 K OB BIARAL R4 2 #64T L 7= 1 31

OXRREMHR B ik KB AR Wik ik &, ZH ]’
HALRAIRBRER N7

[EBI) 43%. &M [BUWEE] X412 Bk e FRGFEZ HE L7z HBEZZ2 L., Lxa—CHLAEMTRZE
DHIEZ 22 L7z CT THMIMEINR DA & LG S ~ F TR I A< v F 238072, BRIk EDOSHE

TT VL F= V%A L7720 OOLLAMI ROUEE 7 < UBRICHRRE L 72 5 720 [ARRBIRE] MBI 50080 7 —
TOVHRA I, ZEBEIIRARY 38/16(24) mmHg. MiBhIR 55 102/15(45 )mmHg, AMBIIRAER 8 mmHg, HEE
102/10 mmHg, £FEE 10 mmHg, 0ME% 1.7L/min/m? & FiBhIk TORAEEBOT IS & G OAE LR RO T2, %
AWHFEE & ) KR E B 72054 7S A PATIZNEE L % 2 S, R IEIIRIEEAT (BPA) % #ifT L7zo X+14E6 H.
7 A2 BPA % HAT L. Wi BIRIE 80mmHg F T L7z X + 14E8 H. X + 24E3 HIZA T ~ I (Express
9mm X 25mm, 10mm X 25mm) Z & L. PEERHIEIIRE 57mmHg ¥ T8 L7ze X+64E7 + 0 —7 v 7O
H T — T IVIRA CLRIGH I EIIRE 47mmHg & BAF 208 TH - 720 41l BPA ICTRIFARIREZE SR
IR JSRE WAL LA ) ERGBIIRS A2 DRER] % FEER L 72D THEE T %,
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| OR8-1 |
vy 7L A I THATHEASEREL 7 44 F = JRHE PAH

Ot Fig. e AR Mk, W B AR FEA HIL MR AE - FERER,
e g, HE EHIR, @A &L
NBRREE e Ui - M0 R

65 B 1B BV AR (CML) (k) LT 7 F = TRk 4 650 S PR & ik 2 38072 79 F =7 ik,
FIRABAAGE L 722 Z LSBT D ) ZABRE o7z iE R LF — VR MU T F VX BKka v ba—
WEDHLH T —T IWVIZT, mPCWP 4, PAP 53/15 (*F3 25) mmHg. PVR 4.1Woods TH V). ¥V F =7 FHHM
BB ARMER B (PAH) & Wi L7ze &9 F= 7k 3% TH PAH IZ5RAF. WHO BRI I RE, (KRR % 1
JEDFRLTB Y, ABHmHEFREL <YV T v %V 10mg #BIA L7z, H# 3 2 AR 32, PAP 31/8 (°F
#15) mmHg, PVR 1.9Woods & IMMATENEIZIEREAL L2 3 F V7 YD D 2 RSB EREEZ I, CML x5t
LCAYF =T %IEL72H PAH OEALIZFAD 2o F2e ¥ F = 7 PAH I L E 2 SNTWEA ¥
HF = TR BICEGE LR WEER S AFAE L. Bl ORERERY - M5 ) £ 7 v 7 &2 R3S ST b,
Ll v K1) VRPN CGRAUCIMATEIEOUEMS SN TB 1) . CHNE L2 &0 TS 3 4,

| OR8-2_
54 F = T HFMMEMEECX UMM EHRER S5 %17 >/ 1 6

OfcH  Bin. #:& . ok S8, 723 @A Ui s ¥ Bkdf
TN N S N T e e e A b T

[rEBI) 50 7% 2otk
[BURIE] 18k B P iR CUEEE e BAERT2 S 7 F = TG-S ize 4 7 ARid» HIER o BYh %
HE SN/ 7207 F =72k sz, 0% BYINFHRT % 720 WBIESRESNE 2 2 S iz DK
B CTHOAEMAT L 2 272720, (i 7 — 7 WVIRAE % RifT S AU IR & 20, SBERRn & o7z 4
e CofLH 7 — T VA T PFEIENIRT 1% 34mmHg & m i Tt o L5 & LB R T 2o Tz,
F 7B LS R X A PLE SR IZ non-responder T3 - 720 MV il ZE R PRI & I RE R BB JE R ML
BICPE) s IFES 25 ) TR R L Y F 2 7512 X o TS MUEREDSHTE ST B 1) WA B IR il
R IUEAE & B2 U A PE a5 % Bka L 720
[(B52] &4 5 = 7F 5B RN &= I0ERE 1 B 2 S IO S B A%, FEER R, EH ISR LTI 2 i
BE e SRS D Fbi T 5 79 F = 7 BRI S MU AE (R L Tl A SRR 5 2 AT VRl 7 + 1 —
AT 272D E T O E LD D TG %,

- 152 -



—figERE 8
REIME - ZOKRE
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TUYTZF THEERICRE L 1B D 1 )

OfA #1290 BIR HERY, @ B2, i B, bl EsY. R s,
A& MY, hE ORDEY. RHE BSRY. ra Avm?
D LS R A R 7 S B A A TR+ & — . D I IR DR A2 A 0 B P B2

FEB] 50 Mo 2019 4EMlHE & W S AV T REYIBRAN AT, 2020 4F 1 HICHREEZ RO, TL 7 F=T7BLURAT T
) AR THG BRI L COREHRBED T b2 R Z L <L 221 4EB A LW 7 F=F T x Hia s iz,
BES1IPABL Y 2B HIEREUNSHEEL, HEIN AL I—%24To728 25, ZRABERE
68.8mmHg & 5 L C\wiz7z®, 4R 12 A 40 f0h 7 — 7 VRS TPEMEIIRIE 48 mmHg, HliEhREL
AE 9 mmHg, UM% 3.12 L/min/m? iS40 6.8 WoodU T - 72, Milfilif > »FTld PTTM, Wik % %t
V)RR BdroTce VT V8 YR L G B A& b HIEERIZER, E5125 5574V 2L,
1 r AtO =5 R 37mmHg ¥ TGk L7z, BUET ) 7 =F 785 bk Th %,

| OR8-4_
RROKBIIRA BRI & ORE—FBIRET 5 v 7' >

O4K HEZ. ks e, W B NFE 58 B B Bl [z, B O
M BA—HR
KA R

[F=

Jiti s ML SRE O DF (AR B I KRB IR TR B AT (TAVR) O P2 EAL S 50 LWNE—MBIIRILEINED 77 » 771)
¥ T OIFAED TAVR D PRI 2 2 3HE ShTun v,

[75i%]

TAVR i\ MATEYRERHl % 2V 72 8 2GS L7z JERSZE 3mmHg Pl b&2 7 v 7)) v 7 L gk Lz itk T v
7 v TR 2 SEMOFET F 7S OAE AR 2 B R R RE L7,

(&3]

7T ANDBFEOHRT (HPyefii 86 i, 23 NBM ). 16 NIt T H v 70 ¥ 7 & Tze T 7)) ¥ 7 O E W
BEANY FREPHHELTBY (44% versus 7%, p = 0.001), #F%E N — FHIE5.87 (95%CI 1.5821.9, p = 0.008)
72072,

(558

Witk 77 v 70 ¥ 71 TAVR ROBHIZBWTHNL L TFRARKFTHo7zo Th v 7Y ¥ IR AT
% Z & DR EROBENIGHROBETDH %,
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| OR8-5_
REDRABIRMTEIC I BED S 1 BATBIT U 7B I EAER)

OWIL  mlli, A A, HE B, M 0, UH &L BA PR 5N W3,
BH
R e DR P

66 A, X — SARIZHMER BN &2 AL A ORI, e R R X 2 FREREIIRFA%20E (AVAO. 3leni mPG
187mmHg). MiEJIREAE (mPCWP) 22, WiEjikHE (PAP) 52/21(*F3 32)mmHg, -G4AHE 5.28L/min & 2 £
DR MLHE &2 GO REYIRF B & JiAT L 720 €O XAETH X ) HEFEREUN 27805 &9 127% ) 45
WCABE. FloA 7 — 7 IVEARIZ T mPCWP 6 PAP 82/26(47) mmHg CO 3.7L/min & i IMUTHE % #2972, THEOR
JEREAL, Pit > b o X 7HRETE %DLeo 36.2% LAKT %580, BURMESRBZAELZPF - MBI IR &S MUHEAE & B2 1T L 720
IR ZED GO RETE T, v 7 ¥ % ¥ 10mg AN SHEREZFIE L7221 » ARICAEOAEOREZ K72 L
720 BREEHEDONRREEALZ RO THB Y . IR 2 Fila L 72,

(Z5] KEVIRF B2 TRED S T REARAT L 72l S MU SE 2 AR L 720 Bl MUESE DO RS 247 5 L TA LR
DR E bbNB Z 2L, BEfile S IREMICH T2 2 EPEETH L LEZ BN,

| OR8-6_
EEHIRAL VY XOMBME IS 5 SGLT2 EEOHR DR

OLA g, & . Al S, WY
MR 3R A7 R A B PR A F FE R A1 B e PR -

B ADEBICAE) i EfE (PH-LHD) &, PHOEKE L TR Z Ve F 20PNz T B LR
4> (HFpEF) I\ PH &M 2 & PHEPARE b, SGLT2 FHEH A HFpEF BEDO PR 2 UESELH 2 L3S
NTW5 A, HFpEF I2fF9) PHIGHICAR TH 203 S0 L o Tnievy, SGLT2 ERO MR 7) 7uy v
(TOFO) %% HFpEF (2fE% PH ~N5-2 % %8 % Mt L7z,

Tk MOREIRSEZ2 (TAC) & EMRIIA (HFD) 12X % 25 HFpEF 7V THhiaf L72. TAC E5 )V Tl C57BL
/ 6] = 212 TAC Jiif7#%. TOFO % 3 MG LIFNT % 41T > 72o HFD €7 )V Cld AKR / ] ¥ A2, HFD L [H
F#12 TOFO ¢ 5-% 20 ARIIEAT UM 2 17 5 720 F 7-MIBaSEER Tld TOFO $£5-12 X %\ IiBh IR F-Ewhiie (PASMC)
D FEREN DB % Mt L 72,

FEA TAC RAGEMBKZFHSR LABIEENIE (RVSP) 25 1A S €725 TOFO #:5-13 RVSP L5 % ¥l L 72,
HFD € 7 )V T fulton index. RVSP # il & ¥ 7275, TOFO 22N 6 DAEAM 2 Lz, MFEBRTIE
TOFO 13 PASMC O£ RE & #0720

#%% . TOFO I3 HFpEF (2ff9) PH =7 ZAO4.0LFM % 83 L7z. SGLT2 FHESEAY HFpEF (2 X % PH ORHICARD
TdH 5 HEEAVRIE S N 7zo
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WR - BRI OERE

| OR9-1_
RS HE % 17 > /N PIBRME B I O 8 T4

Ofif FH. WH . FidE BB R AR ORI B el FE T,
RIS PN i Lo
KBRS 5 R RFSE R N R

HR] S RVENHE PSR R A IRTE LS 70 &V 2k o T/NBIN S8 E S 2 MIIRVERT = MUESE (PoPH) 13, #EiR
T D 5 FEAEAEERD 20% A & R ICTPRPENZ EPRE SN TEY . FHREICIE U TR LI 2 55
Do bo Lo LIFBHR DAL ML OERRH T %OV TIET— 7 234 % v,

4 & )7ik] ANREISEIE PoPH B# 0 5 BRI 5 0L LREE L Tw 2 SER 2 4 & LT, BRARRSER 17 8)
BT — 5 BWRHEICOWTIIT L 72,

CRR] S 1 B etk 4 Bl BRI NIESHIE 3 6. FFAIFTIIRICIZIG 161, P FIIRIRIEBRELHE 25 1 1 Cdp - 726
4 B TRAEHT A & #E M M IR LA G- S, 2 B TIEEHE EPO 23%5- S 7z 1 BRI RUICAE T, i 4 )
EMRAEAFER 512 S TH o 7oo EAFBIAHI TRALR IR X tapering SN T W 72o FHER S X U AE
#% 5 AL OTFIMBIRIE 134 4 43-82mmHg, 21-36mmHg, fili M #PiAR %% 7.0-36 WU m2, 1.75.0 WU m2 Th - 72,
(R55E] MM AELRIE ORI X ) PoPH LAz ED AL T LB TERMBEDOTFRIUELO2ODH S,
—ERDREF TIIAR ITHMEAME T L, B2 c& 2L bbb,

| OR9-2_
AEHRRIFHHIREFENEOBEORKRETF TH 5

OKT Wik, =6 08, @H WX, #6 WF. Ee F k% A,
il e
VAT R BNERE Y S E AR AR R Se RN LA

[Ery) JEEAKEE S (PeriHx) 25 SUGEN/Hypoxia(SuHx) T v b Qi UL & B M IMAEH2 (PVD) % BALT 5
EW ) IR MGE U 2B L7ze [D7ik] BT v b % PeriHx (2% L PeriHx 5 v M 2/ L7z 7 H#GS v
k~® SUGEN # 5. L {XEE £ RIS X Y SuHx 5 v b #ER L7z PeriHx OA (2 Sulx OFMEZH#NT 72 4 BEE 1
L (N=40) 15 EETIMATEIRE (RVSP. AoSP. RV/LV+IVS). MAERE ( BHEMIMEIHE - HIRRE DR,
JEEARIE R ) JRNT % 4T - 720 SuHx QBT O 5 v+ TH AERDOIRNT %17 (N=8) HaliBhik i iiHiie (PASMC) ®
WGtRE. SEATENE (N=12). 85N DNA X F VLT (N=6) 21T -5 720 [KE3] 15 Miks Sullx FFRLE S v T
Perilx 3V N OIREIZ & B L Ao 7295, Perilx 13 15 35 Sullx WLE 5 v b ORERINER, EAFR, MATEHE,
PVD % EAL S &7z, Perillx 13 7 #iT v b OIRE, MATEIEE. PVD OKFEITHEE S, Mk PASMC oRijk
ERIEFFNEE T (<005) 8720 DNA X F VLI THEEBOD R % 5 A F VLA FEE SNz (K] PeriHx
13 PAH 5 v oA, MATEIRE, PVD #E b X+, PeriHx 3 PAHD VY A2 H¥Th-720 PAHOIE Y = %
YAENT HIRFAVRIE S N7,
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| OR9-3_
W I EFHRSRSE (S & B A % 17 - F- A P s ML AE O — B

O MBY, B W, =4 %K, 4 ﬁé% ZO SENPN R ZAN
i~ S s
VERKERFBR PRI NERE, Y SRR RFBER S R SRR B

EF] 13 )2 [F3R] Sk, Ok

[BEAEE] BEIRHIAS 8% - KV U7 - I 827 (BEE 3640m) FE{E. 6 7% © M AR AR B IR s e L Bl 7k e
3% - HAR,

(FWRE] RIEH% 2, BHEKY E7 Ao MidiE (PH) OREEZ Lo

[BEE] SZOEFHLLENRLTLRIFTBLTWINAY v M ER— VA2 RO, FRIRS TS &5 S
Ni-lzomE2%2 L, L2 —CTPHOFEAD VB L kol Oh 7 TEEMEINRE 256mmHg, Bl & #HTER
¥ 3.13 Hif - m® THRBIIRVERG B ML & 30 L 720 SBIE 2 sl U & % 2 C tadalafil THHEBEZBIIA L. B
BilGith 2 £ 0.0 A 7 TIFMENIRE 20mmHg, WA KPR E 0.78 Hif7 - m® L AR Sz,

[#538] SHEfEE I, KEZEICHE Y PH OGRRIEW EMON 505 @EIEEFEIC I VST s L &
N5, RFITIEZPHAVNBWIBINZ D B0 S, ERPETETH D FRIENR S5 B oKEERESEN o PH
ERICEET LWL R TR EE X 7,

| OR9-4_
TRTOART / — ISEERERAIC & B B NBIRIET AL D3

OfE fml", fN B, BA A, W EET ER Y, R i
VR ST/NRI A > 5 — IR Y B DRI AR

Bt - Hig] BBk (SPA) RS X 2 BEhIRPEM &5 MUEAE (PAH) /NEBI o 1347 < B2 $HE
&W

[EB] FEFNZ 2 20 A i Witk 2 24812 F 7 7 — € (SPO2 60% 15 ) - MakiH&IsEZ2 D, TOHRLBY KL 72,
N L2 T T ARBIREICE B 2 PH(TR:5.1m/s) Zi8®. @ MEET LIS 7 — 7 ViRAETld, Pp/Ps #70.72(Rp
4.96) T@ 72, Beraprost, Tadalafil, Ambrisentan %38 A L C A TIFFRZRHERL U 7225, Bk E S L2729
Wi % 4T > 720 HARMMAWEZERT ICAREE L. SPA O HEALIE 2 01 9 @ B A PH OJRK & 32l S huiz. Bl
THEIMZ & % SPA OFE 2 W LT, 8 2 HE:C epoprostenol 23 A L7z, wAHE 26ng/kg/min T, EA 18
HED B2 29 Lze A 44E 2 2 HEOMIAM T, SPA OHEINE DU - IR O 2 R L7z
[#%] Epoprstenol (&, FE® remodeling - SPA DFE % b 725 LW HeMAH 0. FEEOREFNIAT 3 2 HxhMEH
Wifrsh s,
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| OR10-1 |
EmEMia R IR IE % SE U 7o NE SRS 3 61

OKXML BTV, Bl 2V, o FY. A =V fn gl 13 E=Emt?
DR MR 2 R B P v & — /N

[F5] B BRIC AT 2 PAH IR EE BB 2 WA HED H ) BHEGEOEELRAIHED—D2TH 5,
—J7y IREERTEHR USRI L C—E DRI e v, YR TRER L -84t PAH @ 3ERI 2 5 5. [EF] 1] 12
PEIGEIME EB 7 A )V A EGGEIC R Ly 9 ke L BB M AS Al % 17 7% 3 ~ H © PAH % % (mean PAP 36mmHg,
PVRi 8.6U - m°) L7z, Sildenafil - Beraprost THIBGH% PAH (X0 L. B 2 Wi T L7z. [Esl 2] Sk
RYERFARERIRARELZ T L 2 W B 2 Jti1T1% 3 » HEEIC NT-proBNP @ L4 &.0vx a2 — CHim £ 7 (TRPG
72mmHg) % 3. Beraprost WiR% BIGE L 720 Bl 4 » AR 7 57— 7 VA CTlX. mean PAP 26mmHg. PVRi
3.7U - m* T&H V) PAH & 2 L7, Beraprost % Macitentan [ZZH L, 2 # A3 2 — F i U i i 2
L7zo [RERI 3] RIEEMEMER A ASEMRR IR, LA S 4 2 H CEBIBHLZ ifT L. Bt 2 » A PAH 2385 (mean
PAP 44mmHg. PVRi 9.7U - m*) L 7zo Riociguat. Macitentan % M Bi4G L PAH 13836 L 720 [#£%2] Bhitk
PAH (& RIS W & @8] 2 RN A TTRIEET 2 WD D 5 720, BRHBEED—D2 & L CREICHE { %8
2B 5b,

| OR10-2
HIESMIBIE 1 BUCAGHL A FEIEED 1 61

OWFilr 3", =i BAY. AT HZ2W. A el Wi Y R gl
S T PN ¢ N S| B N3 - S~ £ SN S & i

VSRR IR AR BB, Y SRR BRI IR S BRI S R 7 2 S,

REIPRE =i s e

FEBNE 39 B E. LLRT & 0 WA 1 Bl L BT S Tz, 3+ AR S5 Eh 2 HE LEE % %3,
Wi MEREASEE DAL, fl A 7 — 7 VAR TFEMEIRIE (mPAP) 67 mmHg & BfE% o7, Mgk ER %
DT R T Z DM MUTAE QIR & 70 2 358 & 78D 3, FRERGHENERE 1 B0k 5 Bl A & 220 L 72,
55 39m HCIEIL L. JERBEABG IR A0S X BRI A 4T 5 720 MHBHIRVEMG 5 EAE V2L L 729K E T 5 & H)
WL, =¥ Fvv) 2B REDEE, PDES BESEDBIMG & 7k o 7225 S Z L, BRelCliEbi s e o 720 HFEARCHE,
WHO-FC IVEE, BNP 669 pg/ml LR EFETH ). TR T 0 AT 0 — VEEHEREOBM 2T o720 TRT TR
7/ —)Vi% 37.5 ng/kg/h T THIR L. 45 85 9% H (2 mPAP 43 mmHg ¥ T T. BNP 26 pg/ml. WHO-FC I EElZgX
B RO, HEHEBERBEZEAL, FBIHHIEBEE 25720 S RIFEMEEE 1 BNCA P L 22 IEE & v
) WM IEB 2 REER L. SO E R 2 50 TS %,
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| OR10-3
AT B AR R R (C & 6F U 2B ILEEAE D 1 )

OWH  £HY, di A, Ak FHie”. 3% B2 il Y. KE o g
VBT AR AN RL, GO R N R

Tit s AT B AL YEHE IR IRSE (FOP) 13AMER RAEIC & 0 BAETERRR DB AL A M R ISR TH B0 R
P IMEAE % & 723 DSAE M R IO M X v, JER 12T FOP & Bl & 17z 32 i etk 2 MInT & v #i<
I & BERAEAN B 2 EFRICSZ2 L 720 SpO2 IZE A T 70% Bk 1 CTdh - 72 BNP 13480 pg/mL & Hfi T Lx 2 —
HIRAE CHOSRILA, OEHRTFHL, AEESEHEEERZ (TRPG) 82mmHg & MisMEN A% #Bb7z, 2 v 5
A T a—TIIIAILZ A LA RS 2 RD 720 DS 7 — 7 VAL FOP A T EIb 2T 57082 T
H0 ., WA, Ol CT. MRy v F 75 7 42X ) n] BRIz & g IRt S Mo Bt 2 17 - 72,
FETT74N, YTy, FIRSE, BRI BM L. (GRFG 5 H B IS I3 L. SpO2 1% 90% H#1:
~NEH U7z E9BIE 8 - HT TRPG. BNP 221 Zh 52mmHg. 135 pg/mL ~NEAKTF L7z %52 :FOP (24 ) fifi
FSILEAE X TIS & R KE 5T ACVRI ORI X 2 iSO EAPRE S Tw b ARBICIRMME LR 2
A U IMUE DS L7ze fhah :FOP \ZPE) iR MEREIC LTE T 74 N ¥ T v &7 Y OPRDHEIE - 72,

| OR10-4
WIS 2RISR S N2 U > IS4 1NF -0 2 FEH)

OB F3EY, 490 87, Rl B0, iR LY
MEtCl S PR R T e S T N SR RSP S B i S B
BRI PR I R R

A< Y IFANRF—INBYASHIMET 2 BT 2R BTd 55, WA » CTHAMICHIET % IEEm
DOIGEVEESEEA <) ~ 3 F 735 — (Sporadic late-onset nemaline myopathy; SLONM) 3 ETwW5b, fERI 1 1
66 M 38 T PML, 40 /%, 46 %, 47 & BEINAHOLEIED 1 o 66 B IS OARS TEE AR, A CEs
RN HE L 72AY PH A35RAF L Ubi~dzbe, #5BeE X mPAP 16mmHg & PH 3820 7 2o 72438 CO2 MIEDSH 1 |
ARSI X B — 1k PH #2585 72 MEMRZHITTL2E A, 27 WIMEOILEDVR O, BIEFHREDT-
729 2 TSLONM & &3 L7zs SER 213 58 itk #I DL OAEDDE AL o722 HEICHERE LD
HWPEY a v 7 070 Bz, 2 H B ECMO FH %175 7225 BEFL 7 X RO mPAP 1 25mmHg 72 5 72,
ECMO BEFif4 b IR 25D weaning [ZHE U B B LR FIMAE & CT CTHMBIHZN % 072720 AR E 4T o 720
A=) MEDOEAEDR S, SLONM % 5> THIEBIZTRER CTH S, SLONM BER L LEHELZRI T2 &
AHEFI LAV TIIHE SN TW5HAS, PH #3BRICBINCEL 223 H B 720, EHFICESHICE S BDEND 5,
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Nottingham BIRREANE TV OE VEICEGE L /s MERED—PF

O=u W, i B B FR', i ", b BREY. WEE Y. K Y
A REY, i —=Y, 5% B/

VAHEE R RIS R e B R AR P AU KA B SR LA R 75

DMK R BRI - B ) <=7 4 7 1) —F 550

JEBIL 45 IO ME. 9 DRI Nottingham BIOANZHENEZ B U JEE B Sz FHEINIKE 7 &2 2R ICHE
MBEZMEDBEL, BARBEEOERD Do 72720 12 SRR EfR SNz, Dk, BilddE LEFE A= b
A B IRHIRITZE L TRGE LTz, 42 %D 5 S ERE O I R B LR 2% Lz & 2 A, (KERRIIE &
FEMRE (> T — CHE BB RIDGHE B I 0 15 % FRO i MERE DBE TUBENFRMN & e o 720 BIETOLHLA T —
F VAL EY I EIIRE A5 56 mmHg, MHEIREZAEAS 8 mmHg, NI HHIAT 9.3 Wood Hifi T - 720 i &M
WY v F 7T 7 4 — Tl SERREOFT RIZ % <« ALENEZ B E VIECHE ) MAEPNENC X 2 85 5 R i
JELBWI LTz 95T 740N, VT 07 YERIRRBMG L. FECHBEREZEAD ) ZBktE Lz, EHFRBGE%
OFMEIRE I 35 mmHg & 7% 1) 6 75 FIAATER b IGHERT O 390m A5 498m F TR L7z €DHNRT 7T X b
800 UERREIRE 1 28 mmHg F TIKTF. HE F THWIRIZZE L T 5, Nottingham BIOREENE ST L »
FEWC X BREITESE AP TH 0. LR Z ST 5,
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i ML & R E MR AR 1 5 U B BB DRI AR

OkA #fh, L8 —=". KIF &= b - Rl B KF Y

AR RV, wA Y RE AT, B MY, S8 Y

VACHERE R R R R BT R PR 5

DMK AR BB EBA ) =7 4 70— F 500 LR R DR R B 5 F P R
VICHERA R RSN R B . S IR A BT B O

HIY B MRS (ILD) ~oMimiEE (PH) A3 2 MiMERRE OG- % HEEN IR %o

J:  PHAPFILD (ILD-PH) o#i# 6 FloMiENk (PA) Zhiiik (PV) omfEMHkZAE#E, Mi/hmiE (MV) ofhtk
b & mifgskzesR, MiTMIE (Cap) O%fE{tZ. PHIEADF ILD (ILD-NoPH) 36 & Flk U720 SRAZHFGME LIS
T (BREE, WPERRE, WD) ICHE LIAERICIEER L 720

FEF:PA & PV OHifEA# 1L, ILD-PH # & ILD-NoPH B DM TEADMED - 72 ILD-PH #ED MV OFHEALOBEEE.
MV DRz, Cap DZIELOBIE (77%. 72 = 17%. 17%) &, 4T ILD-NoPH # (41%. 57 * 18%. 2.5%)
XD E» o7z (p<0.05). RIS, HEFEERHAHEILAIRIC 31T 5 ILD-PH #0 MV O AL, MV OHifEkA2=E,
Cap DZRALDOSERE (77%. 71 = 18%. 19%) b. ILD-NoPH # (22%. 58 = 17%. 5%) X W Eh o7z (p<0.05),
fiam 1 ILD ~o PH & PFICId. FIH S EERME LI O MV Ot b & 5k%2. KO Cap DEZ LA HFS L TW AT
REMEDSD %o

| OR11-2
FRB A PAH [CH T 5120 1P SRAEREROERRZER

OmdE ABY, KT F2'?, #ng Y. &N @0, a8V, T 58,
Il sEEY, FE R, KRR WY

SRR S R IR R B AE BR B R, Y BURR R R B R S B HOIR R o A T 23
IR R A AR BR 2R R B 22

i S DRI BRI &5 L. (PAH) 129 2 WM HIRABI 22 A% v, Sllbivbiud, HEEIZB1T 2 i
A 0F PAH IO LERIT PGI2 ZBMHMEB I CTH L L F 2 X T 2 L7z 12 B TZ DR REME L7ze 12 JEf]
WO EBI 2SR PG 25 3REBID MM R 2 G0 L Tz, L X IR TRIIGWT OG0 7 — T VRIS T,
mPAP 36.0 = 2.8 mmHg, PVR 6.9 + 1.0 WU Th o720 L FI/37130.93 + 0.23mg/day fEH L. 45EBITIE
IV NR) BRI, 1ERI T PDES BHESE & BMPEA L. 6% % mPAP 29.3 + 2.2 mmHg, PVR 5.8 + 0.8
WU LA BRUGEZ#O . MiEEE0 PAH 2B W T, #E11 PGI2 VEB)HE & & Tolili 5 L FE 105 (30 L4 T B R & s
S LW REMDE 2 b7,
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3 HMSMELEICH (T D emPHasis-10 EEIZENOETEM , ZYUMOEST

Offie AL ¥ 2. Bl BB BRI AR g, KRR R Tk HE
AR B - T LV F — SRR

o 0 HMS emPHasis-10 (E10) &, MisieiE (PH) (ZHF5R0 2 BB HEREHEE (PRO) Tdh 525, g BB
PH (3 #: PH) BT 2 #1347,

HEAER 2020 4F 1 A5 0 2 FERIYSPBEICT E10 2 & 42 Al 2 9256 L 72 3 3 PH44 51 (ILD 30 1. COPD
116, Eof3 ) Zxig e Lize FhirhJefi 69.5 k. J14E 36 6 (81.8%). AWMl H O yLfiEiix E10 24.0 5.
COPD assessment test (CAT) 21.0 5. %FVC 70.7, %DLCO 38.8, %FEV1 61.7, 6 4 #4147 HikE (6MWD) 415m.
PVR 4.00 WU, 7 A MSEAMEOMNAHEIFREL 0.944 (n = 27), Cronbach's a £2%1% 0.952 TH 0. HRYEELHE
BHERR L7z, TEELIRERE L oL, CAT (0.837), HADS, Anxiety (0.398), HADS. Depression (0.494), %
FVC (0.613), 6MWD (-0.384) T@ 0. M7 4% R L 720 mMRC & iR L7z & & A BIEnEm 2 /73
Z L ZHERR L7 (Jonckheere-Terpstra test, p = 0.002) o

fham 3 PHEMIC BT emPHasis-10 B MZHI BB, 22X M0 5 2 LAVRE S,

S MR BB R E R = MESE (< & (7 D Macitentan OfEHiEER

Offig AHIL L% 22, Bl Re, BH RUL AR a0, R B, Dk B
ISP BERE R - 7 LV F — BN R

FUAY © RO I R BESELI w5 i i (PHAILD) Tl PAH OB %2 % 2 2BIC PAH E 2T 5 2 & 0%H 5 2%
Macitentan O #HE 1D 20,

Fd: 0 2017 4EA 5 2021 4RI Macitentan % fHH L7z PHILD 234 & L. MATEIEORRNEL % BET L7z,
R MATEIREZAL 2 BB BB T d o 7213 10 B (4F i Jefil 70 %, BE8 B ) T #ImIiGHEAY 4 B, PDES RHE
HAD LR A5 6] Bosentan 2* H DY) Y B 2 A1 B, R B IE IPs 5 %) (IPF 341 ). CTD-ILD 4 @U
Sarcoidosis 1 %1, % FVC 91.1, % DLCO 33.7, PaO, 67.3 torr, MPAP 34 mmHg, PVR 7.05 WU, CI 2.77 L/min/m’
21T 6 0 H UL E OB S-ATRETH ). 3 HBED PVR1Z4.08 WU EAZIET LT (Wilcoxon signed-
rank test, p = 0.002)

#i#E © Macitentan 25 PH-ILD ORiMfTEIE A S5 5 2 & 2R L 72,
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HAMMENEE £ U 2 BRERSER R OSRE]

OT &Y, Ak Y, E RERTFY, 53 WFEY. mIl »B0Y, B OBAY,
ME EHEY. R OFEY. BE BT
D R B B - B - T TR, 2 ) I B RN ¥ 7 |2 e 2 i 2

FEBNE 40 B, ok (BMI 70kg/m2) % B S Tz, $HREI2 S D& B RKE EFFRICHIEZZ L.
FHZAKER R MAE B & OV R b FIMAE & AR 2 Fa9i S A BE e & KB 12 Z L <. B H BFEE & 72 -
7oo MBEIFBEAZOEK & LT S 22 i i % 320 3 I RIR SCREMRE & 0T L7225, K& 23K & < NIPPV T
IR TEAMERE AN CH ) AENHFE LA TIFRER LG L 72 A0H 7 — 7 VA& TIE, precapillary
PH(PAWP 14mmHg. mPAP 5lmmHg. PVR 14.1Wood units) % i8&. HOAREIEE S BEBRAEII LA TS
Iz —fbEFE (NO) WA ZRIE L7z —ReMICIMATEIERIE DS X ORI 2 AR 25 S 7205, NO BB~
M PEnRIE & B A T 5 & IR R EE & 22 0 . 88 139 H I S e,

R AR SR R O 2R IAER I B W TP PRAS IR B 2E & S, il I U = R 7 EHR S PR i i 5 i & I A
VETY Y TOFEREEZOLND Z L OMELREOAMEITIEICZ L, SREAIIMBMTEELX 23 5H
SEAMRH A SEBERE I BV T A TIPS LT C & PCREE - AT YR MERED SR B 20 i & AR L 72720, SRS 3R
ZH T ZAHET 5,

| OR11.6
KIE BB % 24 RERFEEARIE & 3R L 7 SSc-PH O—f

Owr BV, =il BAY, KT HZ2W. Il sy, R 2rY. g w
Rl BEmAY. R Y. ot RE R0 A Y

VSRR B R AR BEIRB R, 2 SO RIS BRI & A 7 2 3 R,
VSRR B NP BB, SRR B A S - ISR,

RHR S F MR R

REBINE 4z B VEBRBRE S AF O RVE PR 2%, ilives IMUFERE CAE BRI O 84 i KMk H BN TR 127> & IR i %
EFCYBEIHR Sz, ERBRESREI 2@, T EEERALEOIRETHEEM 2 E L2, LTa—H&T
il AT AL, CT TI/NERBREOILITE & O F AVEIZT Y 7 F AMESEORE 250072 B - Bk
ZRODHENOIRMERIEL B L. AT 0 MG EPUBRRRIEZ T o728 24, BT i & WRIRE ot
#F2Ro, Abt 13 H HIZERERE BUERAMT 2 fif7, 33 H HISBEEE 7o 720 G PEMBEREIZPE ) BB 2% - Bilid)
ARV MEESE L B3 % & o 2 ISR SEAL L7 EB) 2 RE8R L 720 ASEBI DN Z . STIVE 52
ZTHES %o
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| OR12-1 |
HNRF SEEEFERICL D BMP & JF IV & S I EAE RIERF

Oy EEZ, &l Ml
HOERIF SRR R AR B AR N R

BIRVENG ST 5E (PAH) OBEKEEF & L TR O HEDO W BMPR2 13 4 N F F &IN5 MO M ME Y 12
FELTBY, AXF FHEH S » 737 Caveolin-l (CAV]) b PAH JEHE(E T D—D>TH S, CAVI I BMPR2 &%
BB EA LTWAA, PAH ZE - #2I12513 %5 BMPR2 & CAVI ORFH#MEICE L TIEW 55Tl

CAV1” =7 Z DREhIR LA R Tld Smadl/5/9 @) ¥ ERALASESS LT\ 72, & MR BRI T CAVL
2 FEHIHI 5 & KR Lo BMPR2 25584 L Smadl/5/9 1) ¥ FRALIRGS & ARBEZ 3 7 K b — ¥ A0 % 320 72,
NG 5 MM Cavin-l (&7 XF 5T CAVI EHEAERZER L HXF 5 OBECHIEICHES LT 5%, Cavinl
Il E T BMPR2 & CAV] D& % 54 5% L. BMPR2 Ol EToJRAEZ A S # T/, Cavinl %
SEEPIHI$ 5 2 & T CAVI ZHIHNIC X 2 Ml o> BMPR2 i 4> %> Smadl/5/9 V) > BRALIRES A3 E1E L 72,
Cavin-l 7" - CAV1”™ = 2 Tid CAVI =7 2 TR 72 Miss A D % 8w 720 LAk X Y Cavin-l/CAV1 M H
e AL ECTo CAV] & BMPR2 OfEAZHIB L. FHO Smad ¥ 7 F V& RE$ 5 2 & CHilis MEREFSAE 12
FHLTWwWbHEEZ BN,

| OR12:2
PH IREETURLIC & | 2 FBRRLA RS A L ERFFTRT OMBF

O 4", EA ZV. g #TY KR o), il #, o mEt,
RE BORREY, R WY, bR RATY
VST AR > 5 —BFGERR M 2 B, [ R B E - > & — bl P S U / MR R

BEEIR A & MUFE  (Pulmonary arterial hypertension: PAH) ®JREERZEZ EBE IR FE I DA So0E R L2872
EOBRBENTOMGAEREE b, BEPHETV (Sullx) T v MIBWTIE, KBRS X 2 KEEEFEN T o
(Hypoxia-induced factor a : HIF a) OiGMALE SUS416 12 & 5 VEGFR2 FHEMEHAYRBIERICEE L ShT& 7,
—J5. a3 HFERILKZEZEM (aryl hydrocarbon receptor: AHR) KIHS v b OfENT& D5 SUS16 DB T 5
AHR 7 = A MEMW L 2O TRDIIEN Y 7 F NV OFEEALA Sullx 7 v b ORRBILLICEZTH Y. AHR 23t b
PAHRREIEHIC D EETH D L 2mMB L., Bl Lz LA LAY, PAHWREBIERICBIT S AHR ¥ 7 F v
EHIFa ¥ 7 FVOBRIIAHTH %,

AWFFECid, AHR RKIHT v b % AHR @ DNA # & HEIBERAZ v, PHETFTWVIZBITS AHR & HIFa ¥ 7V
DB A WG L7z

ZOfER, Sullx T v Milio RNA-seq T 5 SUS416 $x5- & HIAREEE AR 2179 & & TIE LD THRIERH55T-A%
B S 7zo BB, AHR & HIF a OWT5 O ¥ 7 F v OTFHEALA JIE R T- D 3B &2 #5895 2 & T PAH 2335 -
B LT 5 2 LAVRIRE N2,
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8 3 RIS MEESYE T L AORMELRERE & CAR $ARS5 DR

Ofkie &2, MIH i Jen BRR. %R ORE fER 1B
M2 B R R 45— B

i Ak S I ERE \E FRA RN T CTH 5o AR TIRIMENEZEERNT (VEGF) OZHERMEETH S
(SUS16 % ) B G- I IRIRFBRTE T CHE L, i5E &S IE R A 2357y FNETVICZI VTS 74 Ve k—
IV ITRTF K (CAR) 2B L. ZOREEMGT L7z, Atk 4850 T v M2 SUKL6 % B2 FiEgt L (dayl, 8, 15).
6 FRMEMERE T CTHE L7z, M5 HMX D Y VFF 7 4 VKO CAR ORFLS- %2 0175 720 BT THiB)
DREHE %47V 2 A€V A —F L, mRNA E2 PCRICE D ZHA 74 = — % —OFBOMEZ LI L 72,
YVTFF T 4 WA GEZ, YVTFF 7 4 WIS EEB LUV VT F 7 4 L+ CAR 58 &l U TR EIRTE &
5 < \Heath- Edwards %41 C grade 1 ~ 2 OiBIIRIFE % 720 VT F 7 4 V-CAR BRI GHTIZI VTF 7 4
VB 5 & el U C NGB IRE (K CTH - 720 T 72 RT-PCR I & 5 mRNA O E&=FHT Tld MMP-9 B X
W IL6 DFEHASY VT F 7 4 )V - CAR PP GHE TR E 2SR S 7ze CAR OPFHIZZ NS DIGEME X 71 T —
& — W3 % & & THiMAELRIE O TR HRN R & H5R 3 5 W REEARIZ S 7z

BMPR2 ZE( PDE5S FEEARADHE 5 v b PH EFILTORE

OH 1Y, Kabwe Jane?, =4 kY, KT ®EY. B8 M=V, K% fpY,
A BTV OKIE B2V, il —BY Eil R
V= FRFEEEFNERE, P S E R E IR ae, B T RN R

B BERET 2 BZAK (BMPR2) Z281%, MEIRMEMSILE (PAH) OFE R BRWERRE T & STy
%o HRMIZ, BMPR 22RO 5 PAH B, FBIESHE K PERVIAR, EBEANO RSN LAVRENT
Wb,

7 Bmpr2 #IE FARMS v b (+/-) &, BAER (WD) FEFEREKEL 7THIO WT & (+/-) 12
MCT,(60mg/kg) % Bz F#5 L. 5% 2 #7 tadalafil(10mg/kg. 1 H 11\ ) #$5 L. MCT 5% 48, 68T
DONFEIIRE. A=K (RV/[LV+S]). MilE#HZ (PVD). AAFROMHNT 247 - 72,

FEIR MCT #5-% 4 BOKET T, EEEHE TR (+/-) OEFEMED - 7225 tadalafil IBIEFTTWT & (+/) T v
~ DELFERIZIEE TH o 720 tadalafil {HEHREDO, MCT #5542 6 M TOELRIT (+/-) TEL L PVD ZEETH - 726
(+/-) TIE WT IZHAREEOLZE LA L% RO 72,

fink Bmpr2 28 7 v b CTIRMERZITM A AR 0B REEDE L7z, PHIBRICBIT 520 048GR OB I E 2R
RSy S e A S

- 164 -



—fiE—E 12
E-35 45

| OR12:5 |
JAGT BIEFERNT 5 ¥ — VERBIHBIRKEE & 1§ #F

Ol #'?. Jan-Renier Moonen?, =% 3%3°. Marlene Rabinovitch?
AR A AR ER AR+ NRIESE, 2 A8 % 7 o — AR N
e P I e

H5] JAGL EETERICE 57 7 YV — VIEREREADS, MEhIRMAEZ & 723 34 TH %,

(3] JAGINOTCH ¥ 7 F Vv okiE L, M#iRImE N M (Endothelial Cell: EC) IZBWT¥ =7 A b LA
Ih#HFEINELTSAF > (ELN) EAZETE®S, ThICE ) EC & M5 Filg iGN (Smooth Muscle Cell:
SMC) #3534 2 BN E & v, SMC ASEREB A R 2 L, WsgiRaPeses %,

[HE] 7u—Ry 7Y A7 2% O CTEREEY — HEIoRR S-S, e MEBIRECICEH > =7 A ML A (15
dyne/cm®) F7213WME Y 27 A ML A (100 dyne/cm?) % 48 K52 72,

[ 8] IE% Y =7 2 ML XM EC 123 W T, JAGL ®%3 & ELN O A % F#E X872, siRNA 2 iwT
JAGl BIZFRBEZRT ELE, EH V2T AP LVATTOELNOEEAPET L7z, 72, DAPTIZX D
NOTCH ¥ 7 F VEFEST 5 &, RIS ELN BEAEAIH S 720 RICIASAEERICA U A 6mE Y = 7 A b L 2
a5 25%& JAGL & ELN OFHEAMET L7z,

[#57E] MEhAR EC \2B\W T JAGINOTCH ¥ 7 F VOBERH WS = 7 X b L AL, ELN #EAEZKTI®, 2
NAMENIRIRZE DFERE & HEATD A D Z AL L E X Do

| OR12:6
W IETE (- 3 | 2 BiER iR T > K2V > -2 O%El

O#%A BTV, Gusty Rizky Teguh Ryanto”. #FA& #?. TH ®ECY. tH 2=,

A &gy

VSR IR SIS Y B LS A AR RE R S £ o & — . VRSB R R S - MR,
RE VRl Ny N U e 5 g & 1 N S a2

[ERY] MithfePy 7 iiie  (Pulmonary Neuroendocrine Cells; PNEC) 12, WA DEEFIREOZALZ &M L CTHi4 »
MERTF P2 5T Mo NTWS, LAL, ZOEEOFFEMIAHTH S, EFEEWE THL Y Pt
1) ~ -2 (endothelin-2; ET-2) 1ZMilcBWCHERIBEIKIE Lz =— 27 23888y — V2R $, 2T AR TR,
[PNEC |23\ CHEH I EEARAEVE N PEA: - 20 S5 ET-2 230l MUEAE DIRREIC S5 | v RG2S %
CLEAMET B,

(] Witz sl (PNEC) 48R M 7 E—4 —TH 5 Ascll ZH\T PNEC 21 ET2 #EZTXKE~ Y
ZEAEM LTze 2O A% 10% DEEEHRIC 3 M HRE L, MEERFBEM S ML T 7V 2R L, S E o
Vi % NG & A S0 S Hm e CRR L 72

[#528] PNEC J$1M ET-2 In F8ZE~ 7 A & /AR EF B S ITE T 7 vz, A< 2 &L CTH
FIHEIED LA & A EMRKOME L BD 72,

(] PNEC (238819 % ET-2 13 MKW TR %8 S L2 M A AE L ouh LRI 1) < o
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CCR2 BIEFRIET v b & R - SR & 5 B MERSAE DAY

O WY, B M. =& %I, KT MEY. k% A, ma T
N A AN TR CNE ST
V= REEBEAEIR MR e MR R, P SRR AR R s B bR i, Y A4 R T SR SR BE AN e R

[(Tr5] MEhIRPEM &M AE T ldy MTEIIR O SSRERNIZE . MCP1 S5 M A b A AV HN% 78D, KIEREE 7S
5.3 555 SSERENC X 2B REATH 5,

[H9] MCP1 %%k TH % CCR2 BIZFRIET v & WT, MiEILEE 7V OMATERE, MR EDOZL, 4
THEF 2 Et L7z,

[/5#:] CRISPAR/Cas9 T Cer2 #izFRIET v b (Cer2(-/-) #1Ef. WZ v MZE 714 Y ¥ (60mg/kg) % #
51U, #5 3 B#OMATEE, Midkid CIlEme & SR, N MR OMBUStEE % 34l L 72, Western
blot & s€# PCR THIEMY 4 F 4 >~ (IL6, TNFa) ,eNOS 8 % & L 72,

[f54] CCR2(-/-) TIZBAER (WT) &L, AEIEME IR (32.9mmHg, vs. WT42.9) o Flilfil 374 o> s
JEEEIK (7.7%, vs. WT16.5). MBIIR~ CD63+ Mifuiz LA (3.1, vs. WT4.5) L. ME NN Cleaved
Caspase3+ M2 A Uiz T29EMEY A P h 4~ ORBIRAD, eNOS DV ¥ EE bR E AR L 720

[#%5E] MCP1/CCR2 2 OPIHNC X 0. SIEMINIZIE. SEMET A M A A V58 L7ze R PR 2 ) &
FEATHNI B W T NO AR S Nz CCR2 IZKEMMIEEEDOFZ N LT, ILWEHESY -7y M b1
REPEAVRIE S 7z,
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R EhART4 2

AFBI 35 1 B PUIREETOHEAE (= £ B BIRR A 25 I FEAE A AR DB

OmF kY. WA HE—", B SUR®, BIE soRIe”, g 550, ' i,
B N N /AN - S NG

Y EIRS BB AL R = R BEARBR RN AL, 4R KR R R BE IR RN AR, ¥ IR IR A8 BR 2R IR
UBMRFEFARE T Y T RERFER B PGB 2R, ALHEE R BT 25 IR

DRI R BB SRR e BR AR IR, ¥ AR BE 2 R A D - A PO P

¥ B BE R L L R > & — R BR BRI

HEY : PIIREEDTHESE 20k 5 BB IR VENG @ U5 (PoPH) &, Mg ESRE (PH) O THHRICIEF Y ANZ LL, A
WL MR T LR b Z 2 THEAGRIRRPEA SIS L TL YA MY —2iGH L TR OBIRZ RAE L 72,

751 0 2021 4E 12 A £ T2 Japan PH Registry (284 SNz F— 7 #xf5 & L PoOPH D X— 2 5 1 », GHEIE, B
AN TINT L 720

W 21 Mgk S 64 FEB (49.0 = 15.8 7% FE42%) @ PoPH 384k X N7z N— 2 5 4 ¥ O BIRT 1%
39.0 = 10.6 mmHg. M 4EHIZ 6.63 = 4.19 WU, L0RE0UE 3.30 = 1.19 L/min/m* 6 4 FIA-4TH#E 355.3 =
164.7 m TH o720 W7+ 12— (PH ZWiA S OhIHil 1484 H ) T2, PHIBEREOHHIZ 41 BITiibhiz, &
FELIE 9B (PHISEEKNT A4 L ). PHEEIL 6 6, RIMEHIC X %5 PH iRHEIEHIEIL 6 BIICRRD 720 HAREEDF
WZEALRIL, FEMEIIRE 1 -8.1 mmHg (p<0.01). M4 #Ptid -3.01 WU (p<0.01). 6 7-RIA47HEkE +32.6 m
(p=0.03) & A EIEZHD, CMRED +0.37 L/min/m* (p=0.07) & SN TH - 720

a0 ANFBICBUT S PoPH iG#HE. PEUECRliMAS LR OB AE M S ., BRI/ ST X — 7 I3eEEimz s L
TwWiz,

| OR13-2 |
JtimE A mbBRICE T D PVOD/PCH11 FEERI D&

Ot ME—", =% —=% B He". d5 ‘&K' BE fTY ok B
i VRN 2 S NP G SN I RN R

VACHEE KR BRI RS B R R 2 LMK R BB ST B R W R
MBI BRI, - B ) N—F 4 7 ) = F 550

2008 4E LARE LAt K be el L 72k ZERE (PVOD) / MBI EiE (PCH) 11 SEBI O R E % 15 5
HINZIBHT U720 11 1484 PVOD/PCH ZHEH A4 KT 4 ~ OEIRZ WL 7 L. 3B CTHRIC X 2B W8
S5N7ze 11 B, BYEA 4B (36%). ZWFOERNZ 70.3 + 6.7 %, FEWNREA T Pa0, 1261.2 + 7.9 torr &1
flicd . %DLco 13 26.2 = 11.2% & EW R ILEEE % B 72, FHMBIIRE X 45.4 = 7.1 mmHg, Al EHTIE
12.4 = 2.4 Wood HAZCTH > 720 HFFHE, MENEHEIC X 2 M5k CT o Tld PVOD/PCH % 589 Fi il % 1
DOLLERRD. WS H 7 BBV BILERO e b o 72, BIZEHIRIZ 693 (330-1835) HTa O, #Ewrf 9 B A3l ik
FIZ L BEHF T 2B TR KIEZ A U7 A F =TI L AR ZT 72D 3FITH - 72, 2022
42 AT O BIAMELL L, BMEIERIER A ~F =TI X B2 Mk L T\ bo BEHE Hlk U P 5 B 2 i)
bEA S, FIEFI DR ERULTE D HFOTERET 5,
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BEET — 4 N— 2% AV BRI RS IMEED 2 4 — M

OXAM #E—. L fs,. 5% E&
Yoy 77— vmﬁAﬁxT4ww77l7 AARER

[B&] MR EILERE (PAH) 5 EHD S PERICEH SN2 BN ETH 5 (Tamura Y, et al circ J.

2017 and Kozu K, et al. International journal of cardiology. 2020)o YLAEIZZZWIMIE 2> 5 5] % H W 7 FEARAY IR 1C

D PHRUESIIF SN TV A, HIZHCK & i L TRl gt 0 £ (79.2%) L BN G (3 ﬂfiﬁ’}ﬁ

92.1 %. 5 EHEATE 85.8%) HIAFRD PAH Btk 5 A SN T 5 (Ogawa A, et al. Am J Cardiol. 2017), 7225,

JE PAH B M Hi% % & PAH EAEHIII S 2 Tld v,

(B8] AF4 AN - F—% - €V a YDA T 5 L L7+ % DPC %% Wif L 2 FNRKOE /LT — 7 X— 2

#Z MWW THAD PAH BiR& %2717

(FiEEBR] SMWEFRBE O 438 ik, #3548 T ADEEZT— ¥ H» 5 PAH %\%‘5“‘ 5 % it 2008 4EA 5

2020 fEI2 BT PAH 3 (treatment-naive PAH) 518 %% i 7 (4 67.2 = 15.9. Wi 3 » H AN OWIHIEHE
2B B MM PEIRSE A 65.8%. ZHIPEH 34.2% )o < DA TIFAAFET2.2%. 5 $$ﬁ+ 63.5% TH -7

[ﬁ &) W& R 5 PAH BRI (i, SWHANS X 200150, KWAERER) 298058 TR E i,

| OR134
BRI 5 U 2 BRI I D451 : DPC 7 — S MRS

Odelst s, XAY #—
Yoy 77 —MAEHATFT A ANT 7 27 — AR

[““El i Eh iR iﬂrﬁﬁmr fiE (PAH) &, BB o84, 438 MmiERE (PH) & Wiz 85258 L v
G035 HMMERZIZBIT 5 PAH 35 X O 3 PH OBBGEIIHE SN TW A o0, JEEMERZ o 7zE
i&ﬁ%ﬁa I2BF 5 PH BE DS X OBERIIW STV,
[BHY] 254 AN-F—%-¥ Y 3> (MDV) #4443 % DPC J“I%%ﬂ%t L7z E N KBB4 LT — 7 X —
AR HNT, MigBEESE 2 RER & L7 PAH 2 &t PH BB AR - SR X OEFERZH S 22T 5,
[J5 - #55] MDV 5—% (2008 4510 H 2021 4£ 1 J ) A5, ICDlO, WUHFEE | B, 4RSS % HIvC COPD 110200
% (75.5 = 9.14 7%, W1 85.1%, £ € H % (HOT)10.7%) B X FILD 6343 % (72.1 = 8.95 %, % 1 77.3%,
HOT41.0%) #455E L720 ¥ 512 COPD, ILD #*5 ICDI0, .t a— / AL0h 7 —F VA X ) PH B % 1171 4.
261 ZAFE LT T A WMPECEEZRINT 5 L 560 %, 176 24 & %), 9 LI ILREEWL T A 5 BF
105 %, 64 4 TH o720
[#3] COPDILD ® 1.06%. 4.11% #SPH & ## T\ 7z, Ml EE M) 12, 18.5%. 36.4% TH Y. ILD
BT X B E LRI O B DS Do T2,
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SEIFIASEE B U - BEREENEREHD PAH O—F)

ORM EWY, BB FUTY. A HEY. INHE &Y i WmEY wmE B
I R o WY
VERHIBERERSI Y 7~ F - BERIIRL P BRHPER ORI AR R, ¥ BRI R B R R A

CiER) 29 etk (3R] Wi [BWEE] X 4F 6 H B BUEhiiE 072 o E AbL, AIMERkEA ¥t SS-A Fuikbt.
WA, RS % PR RBIER O BEEAVRIE Sz RIBE AT 04 FOBsG S, B, FENL AATe A
I W b (I PR 3, IR O 3 — CRE O S5 iadi. PAH 23 8ebuflif Abt. [ABEtafeE] ARehs
WHO #fe0 8 (FC) IV, O I —I2 X 2 ZRPIGHE R 13 70. ImmHge 45 39 H OO A 7 — 7 VIRAE Tl
mPAP 50mmHg, PAWP 5mmHg. CO 3.28L/min. CI 2.41L/min/m2, PVR 13.7WU, il &R CORBGFII 205
720 WBIEIR EMERE T E 2o 725 BRIYIRUE 2 # £ 2 BEUR I H CREFNT RE SO PAH L. MM
PRI, WEER G A, SRR A B L2 %8 9% H mPAP 3lmmHg. CO 6.4 L/min. CI 4.8 L/min/m2.
% 90 #% H mPAP 26mmHg, CO 6.0 L/min/. CI 4.4L/min/m2. PVR 2.5WU k2. 4 929% HBBe, B RehEid
WHO-FC II. 6 2 HI#ATHEMEE 448m Th o720 BEIRICOWTIZZOHRDMEEZIICE > T, [#5E] HE
IR E DO PAH IZBWTH GEIHREEZ O HIC X ) PROEEDPPEFTEX 5900 Lk,
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MDV % A\ =56 80m (S S FhEIIR 4R = ILE ﬁ?i?%ﬁéﬁﬁ =

OiR% EWY, wW mEY, MK mi%” KA =Y fE?
VAR RS E - RN, YX ey T 7 —HREHA T A AN T T 2 T — XA

BE  BEIRMERIE ML RE (Pulmonary Arterial Hypertension, PAH) 134 &M@z iE (SSe). &£H%T) 5~ b—F
Z (SLE). RA&MASGHMH (MCTD) 21X L &3 2#E6HkN (CTD) ICE&PMET 2 PEARGEED 1O TH 5,
LA L. HARIZEITFS CTD 129 PAH (CTD-PAH) OEZMIEHRIIM SN TH Y ERIK T TOBHRER TV
1275 TV,

B®Y : HARIZBI 5 DPC BERbEOZ#ERILE 77— X— R & L T—Itfbt L7z Medical Data Vision (MDV) 7—#%
N—=2% v, HAD CTDPAH BHIZOWTHEAE R, WHRNELZP L 2T 2 HME L

& 1 2008 ~ 2020 EICER XNz MDV F— % RX— 2 X ), CTD-PAH BH BT B iBHIRR % Mat L7z,

R - #5588 MDV 57— % X ) CTD-PAH BE 5358 4 (SSc: 65.1%. non SSc: 34.9%) a2 S 7zc CTD-PAH %
Witk 90 H /180 HIF S DRI OWT, BPEIIHIFI D &AM 7.3% (SSc: 50.0%. non SSc: 50.0%). FeiE#ifil#] +PAH
3 1% %5 30.2% (SSc: 70.4%. non SSc: 29.6%). % 3% ¥ il % +PAH 3 2 %] %5 10.9% (SSc: 56.4%. non SSc:
43.6%) TH o720

AW X v, HARIZBIF S CTD-PAH BEDHK) 63.1% T PAH i{GHEELZ AW/ WEEMMTONTWSE Z EATURE
N7z

MM % A HHBERIC S 2 EMEDEE. FBO%e

O 2z, ki A, R BEC #% oo BHE O ORWL AR . R B
ALHE R
NP AR BER AR 7 L OV S — BRI

T HEMEMi% (ILD) % &6k L72BES (CTD) B olisiiE (PH) OEE., FFICOW I+ 5> Tw
T\,

J71:2007 4E 1 A5 2018 4 12 A oIz Y Be@fed oo CTD-ILD B3 279 #lo T RHC % Jitifr L7z 213 61 (76%)
RS & L7z, PH ##iZ mPAP > 25 mmHg & O°F mPAP 21-24 mmHg »>2 PVR > 3 WU & L7z,

FER  RHC K476 0 47 B (22%) T PH % 72, FRilHJefiE 68 . B 24 #1 (51%). FVC 76.6%. DLCO
39.9%. mPAP 26 mmHg\ PVR 3.3 WU T&H - 7zc FVC 70% DL 1% 26 B (55%) Twi7z L. Z D) LEMEA DL
HMESE X 11 B (42%) TEE D 720 PH @ % 3% 13 40 B (85%) 7% mPAP > 25mmHg T, 7 ] (15%) %% mPAP 21-24
mmHg T& - 72 ?)J;ﬁﬂ.*mﬁﬂﬁf 59.6% %% PH & 2 &, CTD 40 PH A 0HHE 3 & 5 MRz IE 16/55 (29%) .
M) v~ F 14/57 (24.6%). JIEMEM Y% 6/41 (14.6%). ¥ = — 7 L VIEMERE 4/24 (16.7%). ANCA B3I 4%
3/10 (30%). ZODfh 4/26 (15%) TH - 720 BIEMIBIPIC 27 4 (57%) HSFET L. PH 2 Wid © O ELF I B e
60 = H (95%CI 39-85 ~ H ) TH o 72

ftwm o CTD-ILD 28T PH IXFIZIFIZHK 60% TM S L. BBk 0R 20% (278D, MST 1360 » A& ¥
ARTH-7,
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Wb 5 6 EFBL /- MCTD-PAH (ZEEHNZEIH L /-FEH

O #%Y, wH &, —# FEAY. Nk Y
DRI B B SR PR B S R B ™ ~ F IR PR,
IR RS RS AR A IR IR R I B 2

41 i Mo X-17 4 MCTD 58, BN % (IP) % APk L. PSL 5mg/ H Z MR 5- ST 7z X6 57 VEREIT
RSB L, SFEIEIIRE (mPAP) 63mmHg (2 TR IMESE & B S, Ky v 5574 V% BlA.
PSL 20mg/ HIZHi&E, AZA ZBIMS 7z BRETHILE o 7ze DBIERIZEGR L7225, BYiudsiv vz,
X5 RN N SERGR D 1) . TP OB & 2SI X, PSL 30mg/ HIZHIHE L7z LAk PSL REC Pk TP B9, RY e b4
D RRESS EAZH DR L Tz, DGRBS IER BN EE L, X445 H LR ARE 2o 720
mPAP5S8mmHg & {G#EEIL A LI & F 2 D, REIHIRE &AL REO 3R (x> 70 50, 2%
5740, vLFINF) #EA, 94 Ak mPAP 39mmHg (KT L. IP. B9 b e L7ze DI HERILD S
AR LTV 525 MATENRBIZRIIMICEEE L T b REIIHIFREIEER Y TR L BT 21D 1 |
AR E I RIINAT ) BB H 5 LE Z bz,

FITEICRBEHBRFBLET 2RO BEREMSMEESRED 1 5l

Off #R. Hm Bz, BEH @P 8 SRR ot AE WE Ei, W 2,
M PER]L OB mE, =9 GEEE. B
VST IR s B0 Bt P R

EGI] 50 f8Zctke [BEMEEE] Htry) 7~ b —7 A, BEREMRIERE. BmEE] 2Rk XK FA B iz 2k
WAE Y, UBECTHETHR 21T o720 Tl 2 H BICABMABEILILT 2300, MR L o7z [REeH 1K
R UE :114/73 mmHg. U0%% 105 [ / 45 Sp02:91% (R —H g 7a— T 55L/Fi02:0.70), [ifiLif
KA R] ~NEZ 0¥ :10.9 g/dL. NT-pro BNP:2153 pg/mls [UE# 5 BA T ] 785BI 169%. FosshE
BENRE 2 U A - GRS 142 9mmHg, [ CT M) 1o » gkt 7z L, Mk % 4wk,
TEEZHESMD . [HO0h7—7 Ve (Fiitg3 HE)] FEMEINRE : 35mmHg. MBIIREAE : 5SmmHg.
O 6.6L/ 4 OREL 4.8, [ERARREE] BERALICTT o JFU R & MUEAE O #EATIC X 2 i RO T B L O
FAREIAE D WHMIAKIC K 2 L E 2 SNz, EFEREITV, R4 ICBELOWE L #O,. Filits 15 H HiZHxk
Lotz [EF2] MisMERE BB TN % 20 25 3R CIREBOZWAZATRI 52 L83H )., hE LD
WA ITWRDS, BRI r TELEE T 5,
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YEIRHEE % 175 72 SLE (> BRI IEED 1 51

O/ BEEY KT F2W. A Bim?, i Y. e el feE s,
v e NI TN )| T RN W SN O S
VSRR H R AR BRI NRE, 2 SO A RIS BRI S A 7 1 32

RS I S e N RPN i (T e R S

FEBNE 20 Al Letk, X241 cegto) 5~ b—7F2Z (SLE). X-14EICHOREEILEZHSh, 7L F=vn
v (PSL) IZTHHESI N T, XAE, FHERREYINZ HE, f0h 7 — 7 VAT mPAP 64mmHg & S % 520,
FEMRARIC X O SLE 1P B ByARMENG = UL AE (PAH) &3l &7z, PSL Img/kg [Z¥E, 55740, 77
YUy B E %Y, X+2 41213 mPAP 18mmHg $ Tz o7, BEHEH Y, PSL 5mg T SLE OiF B
WEEL, 557 4 IVHHITmPAP 2lmmHg & PAH® 2 Y bu— )V RIFTH D, HEIRWHE & HIMF S iz,
X+5 FE IR, IR, SLE OBEICx L CPSLIE, e Fudirsuousxrollzirorz, Lra—7Tik
HI 5 7% PAH OEACIZFED 2 2o 720 UEHR 33 38 6 H IS IEAR 5 i SE MR 1 C R AG BR &R & > 7 — IR Be i ABE.
IR0 34 38 3 H\C ¥ BR 27 EUIBAMT T 1955g @ W2 & e L 7zo B 1 AEBZIC YW NER O FH % 2. mPAP
28mmHg & LA 2RO, v T V7 Y OBIMNET - 720 SRR %17 > 72 SLE 1249 PAH O 1 EFI 2 RERR L
HRIOE S A N2 TS T %,

- 172 -



—fi%ERE 15
TEBIERE 4

| OR15-1
CREST fEMRFF DK A 59 30 FRICIR7E(E U F-fh=sMEFED 1 5l

O T, w6 WM. B A%, WE Scb. ME AL W G L s,
W K
JA 5 B R B IR B PO RE

FEBY : 81 &, LM, 51 IS FHEDO L A 7 —Edk, HAERD. Puigdufk 1280 f5. $it > b a X 7Hifk 1280 £,
PU Scl-70 PufkbstE Td ) CREST SEMERE & W & MG MG S N7z GHBAATR LIS IERIEE 2 SRl L 72,
79 RIS R BRER G T T 2 20 S 3 ERF O UM A S, B L 72720 BRHAA . LT3 —THZRIZ X 2 EEEDE
Hr L2 88 TRPG:99 mmHg & AR %72,
A 7 —F )V T mPAP:56mmHg PAWP: 1lmmHg, CI:2.21L/min/m% PVR:17.1WU T Al A5 i w25 10 e
DOFT L% B 720 6 7 AT HEE :235m. CT THiZERE K UK 2+ B D B 5137558 S 1720 %DLCo:39.8% &Ko
Dhbs & sl Ao & OF Mt s iU £ (CTD-PAH) &L, <37 %~ 10mg & ¥ ¥ 7 4 )V 40mg % BMH L 72,
M SEAN B IR S5 VERy O B ALIZ S L. NT-Pro BNP4310pg/mL (#¢5-Hi) 75 1480 pg/mL LA L. a—Td
TR-PG:79mmHg & —HE L72e ZOHIET + 0 —i 2 PHIEMRED SN0 L F X EAT L Lk
FIZ PH IREEAL LB S iz,

&85 ¢ CTD-PAH K UNGEIIRILIRIE (X2 OB/ R EAFEH S v, FE A TP #eGE b IR S 5 72O i e 3
PH IZX 3 % & 2 S BAHERR S M B

| OR15-2
DEGABEEDSE L F 4031 N — S 2 B L EAE O—)

OffiE i FKE LA, A EZ, BIE X
ZHRAEPR AR MR bR B R R

I8AFEHGITHlH IV T4 F— R LBl & N IR EMFEEL, IR BN LIRS 2 T O 48 Bk ke TH v a4 F—
¥ A BT T AE (5 BERE ML ) & W M H A UBERBA & o 7o H1ERFICHRE 2 SPO, KT 1,
IR REAE S MRAE T BFEV, 28.7%. %FVC 35.6%. %DLCO 20.8% & & ORA AR E, MLt T %2 32072,
HA 7 —F WA (8% 5L T ) Tid. mPAP 49mmHg, PVR 7.68WU, CI 2.71L/min/m°. RAP 10mmHg
THolzo MMENREDOEBEA L FE L7225 WEEEEND ). MiiREORMS b SEbni-7-9, FIRERHHE
WARLDHIGE Lze VT F 740 60mg/ HE THiHE, ~37 % 2 10mg/ HE TENMEE L, 20k
mPAP 30mmHg, PVR 4.33WU, CI 3.08 L/min/m* RAP 4mmHg & MiliATBIRE D % 38, MELDOEALIZE
Dotz . BEOKMEIMAE %2 20, M AEILREOEANC L ) BELOELIFEEIND L, TO%k. B
U2l %l o 72 BB ER 2R L 72720, T 5,
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| OR15-3 |
CALR {5 FZ BB MAREEM/ MR IAE & 6 U 7- B MEAE O —B)

OA ik, B PEfl, #ih B, WA R— &l #aF Wik B 9ia bk
VEY I
TLREPERER A PR ER R B g N R

[FEBI] 65 e zc Pl [H5F - W] PEICEVHETZ2EUNO D XFET7THBEABE L %o 720 AR E
124/74AmmHg, 0% 102/ 578, Sp02 92% (N5 ). F8 X # CTR53% T&H o 72, ML A T i NTproBNP
851pg/ml. I/ 87.1 % 10"/ u L. T 3 — TRIASEABEEERZE 84mmHg THSEIEK & R REPES % 30 72,
355 CT CHMillBIIR \CBEAE MARASRHE S . B - i S v F 7 9 4 TH BRI RIAGR %2 3B 720 HOLhT—TF
WA TlE mPAP 42mmHg, PCWP 8mmHg., PVR 6.22Wood T&H - 7o 6 7 HI#ATIEREX 340 mTdh - 720 4 #EHE
EITE & U CHIE LR d o 7205 MHEH B ORE AT CALR 28 BB VEARREVE M/ MR 20 & S0 S, 5 BB stk
ABUSHES 5 BERTRMUEAE & 3207 U720 JRRE I PEAG AR SE M \ M E JIB L) 4 2 77 MMEGRIRE L. 1 22 H#%
WIIHE A B 46mmHg, NTproBNP 235pg/ml. 6 747 HiEE 400m. WHOFC XM 25 I F TFE L7z, [#
22] 1B mASSEARTERL O A 29 5, CALR 5B PEARRE M/ MK IILE &5-5F 0> 5 BT MU AE % R85k L 720 3
A A BRI EIMUT AR ENIZ) F 3 7T P BHNTH > 272 0HET 5,

| OR154
BRI %, BERMBERRIC AL R IREAZEE O —B)

Ol BAKER. Fray  ZAE. ArdF Sk A KRS ME BE— i JBE AR H=
wm ome, W B2 -t =Y
FRP ISR AR B S R

70 AL SUERE, (OB D 1) o X4 I E REETEBCRERERE O W Tl SZ R L 2 1 Thh Tz,

X GV ER W . BB o O F AR E P Y a A Ra v 7 e HURBE D S @i % & Sl S iz,
HEATVEC R N AT L, bz a2 —F, TR flow: 4.89m/s % iRO MBS MEESE W THEHEI & 72 5 720 mPAP:
43mmHg, PVR: 11.1WU, mPCWP: 9mmHg & pre capillary PH #8720 ¥~ 7% ¥ 10mg. ¥ %774 )
20mg %A LBRE L7z. HEAEIRIZEE L 3 2% mPAP: 19mmg, PVR: 3.15WU &% #8072,
HEBIED S 12 22 A BB IMEOMWECEEABE L. mPAP: 33mmHg, PVR: 5.15WU & Jilif iR OB E 2 52
B, LLF I EBIMLUERLZ. 32H%IZRHC T mPAP32mmHg, PVR4.5OWU & FH% 7 /o 72 A5 ]
BOWMELELTHN YT T T4 NE YA T T T MIEE Lz, HEBRFE LT CIKIHRAZD 72D AR L.
ABE 6 HIR IR A A LSBT aRbE L 72,

W ORI 9% & SRR & U 72l I SE % B8 9 AR BRIR AR 20 © 11X PVOD/PCH H3%Eb AL, L % 2
PEET 5 PVOD & E 2 b7z, Sl CHArE B2 BECE UliE MR OB W 28k Lo, SWEAT H 2 &b fiuh
T 5,
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Major lung complications of CTD-PAH

Screening and Diagnosis for optimal management of SSc-PAH
O Yannick Allanore

Paris Cite University, Cochin Hospital, Rheumatology Department, Paris, France

Systemic sclerosis has the highest case-specific mortality of the autoimmune diseases. Pulmonary hypertension (PH)
is one of the leading cause of death, its prevalence is around 5-10%. PH in SSc can be related to an isolated pulmonary
arterial hypertension (PAH) affecting small pulmonary arteries (group 1). However, in the presence of an interstitial
lung disease PH can belong to group 3 PH. Moreover, as left-ventricular dysfunction is not uncommon in SSc, PH can
belong to group 2 PH. Furthermore, pulmonary veno-occlusive disease has emerged as a concern in SSc-PAH.
Moreover, SSc patients can have multifactorial PH and given distinct therapeutic implications, the dominant cause of
PH should be concluded in these patients.

Clinical risk factors for SSc-PAH are older age at SSc diagnosis and male gender. Disease-specific risk factors are less
robust but other microvascular complications as spectrum of a whole proliferative vasculopathy have been
highlighted. Serological markers rely on several auto-antibodies that have been associated with increased risk of PAH.
Moreover, there are two key predictors of SSc-PAH that are incorporated into clinical practice: the decline in
diffusing capacity of lung for carbon monoxide (DLco) and the NT pro-B-type natriuretic peptide (NT-proBNP)
measurement.

Owing to its relative high prevalence, nonspecific clinical manifestations, accurate assessment and screening protocol
are mandatory to evaluate all SSc patients. Several screening algorithms are proposed and diagnostic workup has
been updated. For SSc patients with DLco > 80% of predicted, annual screening may be considered with
echocardiography alone. However, for DLCO values < 80%, the work-up should include echocardiography but also
FVC/DLCO ratio > 1.6, NTproBNP > 2X ULN and DETECT algorithm; in case of any positive test, catheterization
is then indicated. Indeed, right heart catheterization remains the gold standard in the diagnostic confirmation of PH.
Several data have shown that in addition to resting heamodynamic measurements, the performance of a fluid
challenge is helpful to identify occult post-capillary PH.

Reducing the time to diagnosis is crucial in SSc-PAH, to initiate early management and improve clinical outcome
thanks to the expanding therapeutic armamentarium.

Treatment and follow-up for optimal management of SSc-PAH

O Christopher Denton
Royal Free Hospital and University College London

Pulmonary hypertension (PH) develops in up to 15% of systemic sclerosis (SSc) patients during follow up. Although
several mechanisms that may lead to PH in SSc, Group 1 PAH cases represent around 60% of patients fulfilling the
diagnostic criteria for PH. This is a treatable complication of SSc and optimum management depends on integrated
management involving cardiologist, pulmonologists and rheumatologists, as well as a team of healthcare professionals
and specialist nurses. Medical management with PAH therapies is the cornerstone of treatment.

Cases can be stratified using validated prognostic scores.

Those with milder disease may commence on monotherapy but upfront or early combination therapy has been
shown to offer long term advantages and there are now oral agents targeting each of the three major pathogenic
pathways, overactivity of the endothelin axis and deficient NO or prostacyclin mediated pulmonary vasodilatation.
To optimise treatment, it is important to diagnose cases correctly and identify associated cardiac or interstitial lung
disease. Regular review with serial investigations to assess responses to treatment and preserve cardiac index is
important. Invasive haemodynamic assessment, as well as cardiac imaging and serum NT-pro-BNP, augment
standardised assessment of exercise capacity, and functional class. Formal severity or risk scores are important tools
to assess treatment response and modify therapy.

Thus, over the past three decades there have been enormous steps forward in managing PAH in SSc. Initial studies
suggested short term improvements in exercise capacity and more recent trials and registry data have confirmed the
longer term and clinically meaningful impact to improve survival and slow clinical worsening. Optimal management
requires close multi-disciplinary care including both SSc and PH expertise to avoid delays in diagnosis and permit
application of treatment guidelines.

- 176 —



FEHEELIFT -2

i T OkAa

BPAET #5147 HPAREEEL>F—KBRFE O

Ot &4
WK TS ¥ & — KGR BEE B 2 AT

BPA |Z$(T % Chevalier BPA OFE B4

OWr %
FOR R R AAG B 2 R

EFI] 60 £ %tk

[BUBIE] 4 45012 SIPE 2 AR, 14ERTICHTEE © CTEPH @3, V4377 F & HOT 288 A S hiba@ig s h
T\ 72, BPA HIYTRRAK® WHO BfE/ 4813 Class I,

FHOAF—F VA, v—F—3 3 VRGN BPAlst session (/£4,5,8) #HMifT L. 4l0liZ 2nd session.
(B - PEAFRE] ITP W, $idiE (LAD PCIEEA D)

[MIR#] V43277 b 7.5mg = R4 60mg, 7>V 77— 15mg, @ A/NA ¥ F > 2.5mg

[6 5 Mi2:47] 280m minSpO, 87% (1L O,)

[#H:0:7 57— (1st session Fi)] PA (s/d/m): 50/20/32 mmHg, RA: 5mmHg, PAWP: 8 mmHg, CO: 5.72 L/min,
PVR: 4.2 Wood U

[BPA/ ¥ 25 4]
+ BPA 2nd session
- Femoral approach
8.2Fr short sheath, ParentPlus60 (70cm), Extrack 6Fr C1
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BPAETHS54 7 WHAKZEEEL> ¥—XiBRKRE @
Oituf B4
WIKFERR Y v 7 — KGR e AR

[EFT] 60 1% &tk

(BURIEE] 4 4ERTAH S I 2 B3, 1 4ERTICHTE T CTEPH @2, V43277 b & HOT 288 A S hibHBlg s h
TWz25, BPA HEITHI . HFiT BPA 2 session % fitif7T L. 4 A% 3rd session H BT ARt

(BEA: - BEAFRE] TP Wi, #09E (LAD PCLEEAT D)

[WARZE] VAT 277 b 7.5mg, T KFH/32 60mg, T~V 75— 15mg, B A/NA ¥ F > 2.5mg
[H.0H5—5 0 (st session Bi)] PA(s/d/m): 50/20/32 mmHg, RA: 5mmHg, PAWP: 8§ mmHg, CO: 5.72 L/min,
PVR: 4.2 Wood U

[BPA/ ¥ 25 4]
- BPA 3rd session
+ Femoral approach
8.2Fr short sheath, ParentPlus60(70cm), Extrack 6Fr C1
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S b7 7 — YRS/ AATERLSH
ch#» 50 PAHZEORELZZEZ S

| SS-1
EhERHEROLHOOLII—-XiREE Al

Ot Bl
TR R BEE BR as R

MO THIEMLESE & V) & B REE TP RARLIEBE WD 4 A= V0D o 7225 BHEIIRVEN & ML o el %
Hg & LMl hRkIEAE s L2 2 & RN & WIERIGHRIC X > TAG T ROUENIIFFTE L L) 1045
720 2OX ) BRRMOPT, Lx a2 —KEIC X AHEMEOZW IS CTEELRMESTICH S,

DT 2 —EEIC & AR IERE QGBI % TH Y. ZOEEMNIFHFEHREICI YRR 5, EFEmio 3 — X
(. RS ML SE O FIERRRE & % 2 5 N 2 RIS VEN S MUFHE ORI A T B EY R BEI, @282 1
W, )BT R T, YRR 24T 20X RO MERENA V) A2 BEEENT A2 EAHETH Y, T
FEZEDOTFHR QOL DUGEICENR L EE 2 bvd,

T2 EAETIRATARE (A1) 12X 2 EBEGATHEROMELLD BHEE L s IEREZ X ) RN, fiifEz Y —
VTR L &9 L)AL InhTw 5,

AEHE T MiSEEORYZH 2 HiE Lz o — kg FRESIEM) BXOCA I ZHWATEC T+ —
H A% BT, ZFOEEFELRHEROMPUI OV THFZ RD 72\,
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BRI USRI 5 () B AMORELE £ 5
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HABER KA RAEBEE A TERE 7 LV 3 — BRI RL 50 B

Tt S0 R 7 ML SR O F 6 VBRI I PERREEASE S LU C 20 47, HEAEIR, MATERE, EBh 72k, B PR
KELUEND-OINTE TEF Y AOERFI - TEEDIEE L B2 TV T ZADMER I, 7y 77—
FSERLNTW5S, 2018 4ED = — AXETIRIB S NIRRT TIX. 77— A b T4 VIHHEZE RO e &
S, HFFREIIRE L7ER O ARE SN TV S, MIIPRHREEICE L CTld. AMBITION 3RER Tl 800 F HI %
HSHFNIEHE & iR U CRRREIRBEIE ) 2 7 20T 245 2 L 2WH TR SN, OPTIMA 3ER TIPSR
TERF & IR L C 16 ARF O MATEIEZ K& {YGET 5 2 EAVRENT, 2O X ) (SO0 A2 R3¢
FUYADFENTBEY, HMERTHACERINTWA I L L Bbhs, — ) THBEL0A, IR MRS
Lo Th 2o THBEMAEALSE) 2EMRELETLHTH L. UL, BTN T X LIZBT 5 HAIRFEH
DO—E (B2 A A7 24T 560, MisIREAZERE. MRS IITEREZ &) 2. MEECTERT 2 X ) %
1B SBEDOM G OEZ 2 OB R EDH D, ZOREAIETTHATHERBL, VA2 - XA 710y MERIELE
MOHBRG ZHETT 5o R T B L2 B3R 2 72RO L2 7 — <12, R ZRRRESEA & Z s &
T2EHTR B IROFER IOV TIER B,
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BN IEAEOR A BT IREOBEGIC L ). AR TRIIRKEEHELTET S, KIBTEEIN TS PAH K
BEIZT Y M B v 2B AEEE (ERA), AAKR YT AF5—¥5MEHR (PDES). Wty 7= Vvigy 2 5—+€
(sGC) HlEdE, 7uRFH A4 7 ¥ RBHO 3REHEOFEANFEENTAY, EREEITIN U THEEBOIER) % M A
HOELPHABELBI b Twb, LaL. PAHZERAEMRETH S Z LITIFED D Id %R L, @50 &k
e 72 B S & 2 el 2 TR BRI TH b0 HEFETOREIZH 72D ESC/ERSDV AT THAA Y MIBITAH
i - - @Y 22 OFEZ T TRATSTH Y, HADHA K54 Y IZBWTUIIIEIIRE 2 Z 8 L B0 due 23
BLTWD, R#FEHTIE, RHCICBUIABW - 5Fli - 7+ 0 —7 v 7OEREMZIRE L. EHF 2 RGN 2 RELd
520D TLAX Y MHEIZOWTHER L2V,
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2021 4E 8 Hy L F 387 (w7 b5 %) 12 [HRHGIEBHRASEIS USIVEHG TR B FRAT - 56 L 7218 M Ae g8 te:
PERiES ML SE (CTEPH) | ORIBE IR EASEM & N7z CTEPH IZBIT 5™ 7 b5 € © OEMNE A RERTI2MiB)
MR (PEA) o235V — Y BRI (BPA) OREITHED H 5 B, Ml ILRIE Citgth o B h5Hl
AANSLNTBY, 0 L) BERICBWTEEFEH T 2 S EIROK T30 5hTnb,

CTEPH i3 PEA., BPA. % L Tl ILIRIED 3 D DB E EYNHMARSDEL I EHFEETHY), v 75"
X6 CTEPH IGHEICB I 2 HELERE L 22 LEZ bNb, KEHTIEZ, ZHERFEIIBIT2FEHKTO
w7 NS R 5F 2. CTEPH OREEY 7+ 58 “ ICIfF SR A ZENOWTRA L 72w,
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HORUR R - RREREEE A

2007 4E, BASERMORE (ACHD) BEHII &K EE (CHD) BEH M5 %#8 2 40 77 AL 1 & % - 72 (Shiina
Y et al, Int J Cardiol 2011) LA L. BRAMZHEOZITFTH 2MEEREFNEHC X 5 ACHD HMARIZ0 L vy RETH Y,
CHD B OBAT - ABEEHEEHIWEE 2 D Tz 29 Vo 2RI T, 2011 48 ACHD *3EERE S (EBREFNE A v
b7 —2% :JNCVD-ACHD) 25 S, TEEREENFRIERGIZ X 5 ACHD B AR 2 12BN L T o 720 —HRIFEEAIZIZ,
RO PAH BEEARL ¥ vy YIVFTF T 4 VKA S, KA 3 BEIEAMEHTREIC 2 ). AFIZBWT IPAH BE D
HEREGHPAE L Tz, 2L T2 oA, PHIEFIZ)L SHEFE LA S ACHD B2 #5 L T & 23413, ACHD-PAH &
FH3 bbby v MEPAHGSPAH) BHEITH T 2REMEEES 2 /ED) L. BHIEICES T THRO TR ZRIEERELY D
FT&E 72 FTH, ¥ v v b RIBME sPAH/Eisenmenger J#F 128§ % Treat & Repair & FHIN 5 iH#ETIEPHI >~ hu—
JVIZIZ IPAH IS 2B L. A0 A 5 —F )V - MRI 7% &% T ACHD & B O.LEEEHT 2 1TV, itk OIREE & B
FRATYY Y MO B2 YE L72o CHD ICIEEPENTIZW 225 IPAH EHFRICIIET TR WERNZ., ko v v
MRHSEDOIRIE L SNTE2Qp/Qs L Vo 7MliA DERMRE N G o THRY V2T, Thabbid TN 1 1522 il
LTy x v MHSZZ Z AN DH 5o BROLHERRRIEAZHRICB O TIOHWR ) FIZEHRBE ) v, A
OFETIE, ALHT—TNVIZIMATMRI ZHWT, Qp R Qs DAxHEIXd & & 0 EEEN &M O Mt F 2> S i
FIPUE (PVR) OS2 MGEEL. (ORE EREER © EF) % 6 NSHHRE (FFBYERZ Mo Y ¥ » Mk &) O%
BHYEME 2 IERE 12T 5 TV b, FRICHEEELZIICEDE L 72 sSPAH ~OXRLIZIZ MRI 12 X 5 &I & CHEREEAT 13 R e 7
Vo 2D X 92 sSPAH B Z RAIITH 72012 IPAH B ICEIT TV ALENRH L5 —J7. MRI & v o itk 2 i
W72 ACHD SIRICHFE L TWA 2 e ReEt 2T 5, b5 A. Fd L REN.GIIE TH - AR THIIUET
HY, F£FELZ ACHD F— A EEDTE R ITRIE VT v, STAEIEEREFNENC X 5 ACHD B %A, ACHD B ESE
WHRX DFRE D B, 2019 4F 4 HIWZ AR AR IR EFEIT X 5 ACHD HEMEFIENRA Y — F Lize 2O L) REAM
7 ACHD #Z#3sEomOW, ACHD-sPAH \2M$ 514575 F — 2 BENTRTORER TITHONTWHIRTIE RV, A
R HER & BT 72 ACHD B OBUROH T, ACHD-sPAH BEEHOD ) F LI E~NORELE, Z L TR 2ORER
Treat & Repair fEfTIC LT, BABIZ/R L2055 L TAIzV,
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PAHZHFIEHIA» SO T A XY N THLETH Y, BN TOEEZEDREN R A=V X Y M 2SRD 5
hfb\éo

A¥ I F—TiZ PAH BFEIZB T 2 RO BEENL 2 7 — <12, YHiiki2B 1T 2 L0R R o% &5 M6 %
LD n, Jo~F - BEGHE WS - HRBNEIOZNZENO Y55 PAH # R S WD OFEE A,
WY 7 4 3V TOEAOBEIR, EHES 2L LTOEL Y M, ZOMOWIZEN b EH 7B OWTRA L2 e &
250

ST ORiERTO PAH ZICBIT A BENHBEOSZIZ NIV TH 5,
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S ARBRIT A > & —FSERT L A B2 5

ELER S (Takayasu Arteritis; TAK) (& KEIIR & 20 EEGHARKIEZ RS LT, Pz %L R By 0)[f|1
'“"5“) BT V7 RS HCOREEASFEMEME KT, EAREBIIRZ (Giant cell arteritis; GCA) & & I RAIMNE
WZHEENG, HRTIE TAK BT V7R, HoRizE b, HARIZIEHR 5000 40 TAK %\%‘ﬁflﬂéo
TAK OFHEIE 20 AT O LML O, BEOR 9# %2 LWl ED 5,
TAK ORI 30 B RAER & MR WA S 2 S, WRBRATHT ILCRBIIR & £ 20802 - BRZE - PHZEE 7
FIEIR OB 245N, OCFAMICRDL ZERREL b, BFREDES Y 7 1 — iﬁ?; CT. &3¢
MRI, FHERZI—DFEICHWSNEDS, 2018 4E X ) FDGPET/CT %5 TAK & GCA IZfRBUEH & 42 ). JEERAL
DOWHULASTTREIC 2 D . GO 7 + 0 —ICFHE > T 5,
TAK OEFHIEAT B R 1 #BPEE T, A7 04 FEeh~SHERS T 5 & KREFTA - SEROTED L 55 25,
ZORWEBETPFHU LB THRS A ON S, A7 04 FIEBHESTEEGN A U TR O ikl o G R
BT & B 2 e h o 7205 Plinterleukin-6 Z AP tocilizumab (TCZ) DEEHER ((RER) 23 H AR T H I T (TAKT
iAB%) . TCZ & TAK \Zxf LT 2017 SEPRBGBH 0B IAKGEDS S 2o TCZ ASA T 1 A FIGHEHCHUIAEAE B2 H T Bk
Lo T TAK ORBIIEEITHEAR L TEB Y. TAK ORRE L BI. HROBLRZ M L 72 v,
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HE AT 7—IKRAESHE AT HIVT T 27— XEKE
BRIMDIS DAL= 3V —F EXREAD PAH GEREBE
| LS5-1 |
BEHE - FEICL 2EEM PAH O9FHE

O] EA
AR RIT A > & —FSERT L5 A B2

ITENIRMEAG = I EAE (PAH) OFAE CIREIEZWERIIM A TRER 23 EE L Shbhh, BN T80 PAH
FRRETERAZ B 2 IOV TR R AW 2 55058 o Fox IEEREM S IMERE (PH) €7V 0 Sullx €7V T v
MEBELTYIH L S b SUSAL6 A% fEk#i: STz VEGFR2 FHE (MAHAEME) HTIERL S 1 +FT v
ZEMRE LTH SN HEHRRALKZEZEMA (Aryl hydrocarbon receptor: AHR) i L% 4 L THEEIE I b
LA BOIMRE L7z (Masaki et al. PNAS 2021). % 7:. PAH B# (B3t BESTE PAH 2 &) LW ET
AHR luciferase reporter #7179 &, PAH B TlIIME O AOR HME LR MR L 0 & <. AOR HMEfLRE
PAH OESEER T HAHME L Twzo AHR (& Th17 Ml /Treg e NS » A DL 2 EMEINTE Y,
AHR bW ERHZE L L A5 2 L THREN T L PAHREBIER A KB 28572 %2 005, £/ &
BEVER I U CRRATE CREE R 2% HU UM IR B BABRASED S N C W33 - H8x, 2oRMEZEORT
WHIFAFNE PAH 23k 2 & 28 SN CTlEBRIZhIE Sz, HEIC X 5 PAH OFERMED, HFEICEAFIND
AHR 7 I=A FTHHA V714 VE V5 AHR 5L 2/ L T PAH IR % #5353 2 W Hett & 28R Ic T~ 13 L
72 LTt L7z ((Masaki et al. PNAS 2021) . 4 O## Tld. AHR A% PAH JRRETZRL T3 S &ENC R A 4T T
B L\ PAH G SRTOWREMEICO W Cilia ke L7z

| LS5-2
7 O— > &I & i M~ 7= 5 ERHLEED 2 — 4y b~

O=k #®"
F SRR A B A IR

il A (2 BV 2 IHENIR Y €70 ¥ 7 OIS BT, BEIIRE O SR E E #5212 LTBY . &
REHCR MBS Z O 7 82 v ZIZK & S 53 5, BRI 2 & oM BEE Tl UIE U & SR %
HAPEL. == 25 5 BEOFMAMRZNT- 0 A B = X 2028 s IiEEIC G S hTn b,

GHINTHCOERAEZ A 2 S MBI SURE R U226, H—r a0 — IZHkS 5 Mg o B85 25 A
MACIE SN D, STAED T ) MRFEMT OMEA I X 0 MBI SN 5 B 5 T2 R M L, &
Nz a— IR T 2 2 eSS N S0 [27a— Wi | (. KR EATIE S s 1 b 200 S h,
s & & BB 2 RN BHETH B Z DG Do TE Iz TAZ, 70— U HEMOBETEROP T JAK2
HBIETFIZEH LT, JAK2VOLTF 2258 7 1 — P& LAYl 5 MUEAE B O 7% \HAFAE Ly Z AUl s U SE O F8 e
REMELICHG LTWDL I EZWLNIC L. 70— o<y ZE 7V & w7285 Tld. JAK2V6L7F 7 o —
YE. WEIIRE P O ERE R B X &, iFhERRO L5 2 ¥ —BiEe s = A4 YEmE A LT Mgk €5
V) v 7 LRI AE 2 34 S 72, JAK2V617E (& 4 i MUsiiia 2 © B rh Bk & KR L Xz b d % 126> T
ACVRL1 (ALK1) OB 2B 22 & 2P 522 LT, ALKI ORHES, 2 L7220 JAK2V617F 4f hEkEds
X OTHE U 720 i BRBRAE % J0] L T MUESE OFRREDYGEIC D% 035 2 & &R LTz AlHETIE, JAK2V6ITE ~
O — PEMOMEMERE BT AEENIOWTHH T L & D2, 7u— &z s —47y b & L7EMLE#
LIRS O R ICOWTER L 72V,
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B E SN TURE, B e B IR 23y ST & 720 L LARSENE PAH 0# 7 BN TEE I K851 2 45
ETETELY, FLHARAGREDORT V7 NIZBUT 2 BURFRINZEICZ LW ODBURTH %,

At 3 F—Tid, BIEANERICEDS CBREGEROEENE, BEAO PAH J8EE#E A Tdh 5 BMPR2 25 b
@, HANPAH B#H OBIRENT R L MBLEER O FEBUI T 720D AW THE§ 5o
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figet (PE) . BHIRIMLAEZEMRSE (VTE) OB LB TH Y, OFHRICBVWTEELRKETH S, KT,
BELEEMEO—DSTH L, R, HAZEDT V7 TR LEBRELZZ 5N TV 2, LELEDS,
AR, BETROZL - BWHEORE - RERAEON L Sk 4 RERIZE D, L THRRREATIER L, &KL
R2WAD—2L %572, PEIL, B OBY) 2B - RN EETH ). HEEBIK CRKBOWEEM % #12 &
WHEWTBL ZEDPEETH L, S5I12E, EBHmeERERiSnTERE (CTEPH) % &7z PE ORI % A06iE
ORI B IEEALETH S, CTEPH OERD, S PE THEH0 L9 2t BMRTLEROG IR EZ A
TEH 525 BEMICIZAN PE 3D EMIZEMEL L. CTEPH IZERIZZ S EHEIN TV, BkTid, &%
PE 2»5O#4712 X 5 CTEPH #85%E L T\ A5 — T HARTIE CTEPH JEBIZ AW T, & PE OB EI A 7% <\
DVT &R LIK L. WROEBERBDS L VIEFINZ Wiz, Atk PE 55 OBIT & 3B - 72F o etk d £ 2
SENTWe LALARAS, BEOARDSOHEZ LAY, 2l PE 0B 2 AT B S,
CTEPH ~NOMEL FETE R W E BRI NS, X 5T, &M PE 5 CTEPH O&47 % FHIE$ 2 WHETED 72012
DAV S B R FEMT AFRIEELRFLEZ 5N b, HFE. PERBICIEIAARTYH DOAC 2IE L H R L
TWh, UN—OF PN ZEDY UV INVETy T Ta—F0a st 7 AT 5 DOAC X, &M 55ese
WCHIRDOATO VTE GEFIREE 2 ). SIUIISRIGEN iR T2 BIRT 5. BIfE. DVT EGNIYRIC TR
FTLHEPHIML TS0 LHERNT 525 PEICHE L CTHIBREENWTREE 2 D20 d 5, WCKkTIE. 20 PE 04}
JeTE % MR A BRABRAYF M) S 1L, DOAC MIRIEIC X 24V RIER DA - BEWEIVREN, BKOF A FF
A Y CRASREROWREEAHRL ENDICE > TWbh, HATOF =7 Td, @Y @R S W28 PE & Tld.
MRIBIR T ET AEDVTRGFIRBEINT WS, T2, U N—0F AV IZAENC 3 EMoSENEHETD
WERBIRETH D, BUMoOFR RHES 5I121E, U2 RMIRAEETL2WREELZHOTED., Al
CTEPH % &7 B MNAIHEIC L > TH AN A2 AT 2003 h 5,

| LS7-2
B Mg ER MRS MEIEDAEE ~ BPA & medication ~

Oftsl &4
WIRKFBEH v 7 — KAGHR eI BR 25 AT

P2k AR ZEAR NG = MUESE (CTEPH) HEOESIIHE T Ly, H—RIRTDH 24 8H90EH (PEA) ISMA T, 3
Wi L T — T ViR (BPA) ZHlAKHLEDL L TRIMIZTHRIUEHE SN TS, SHRITEREER - QOL ©H
RBHUGENEEREW Y =7y el b, 20X ) RIRPT BPA 130 CTHELREEZH ) . THFEOH T—T VA
V=R aF ) A NOHEMP TN A %S LR BPA &, SN E TiHEREE L B 72w E olisT i
WL EEE L7zo PEA WA RARE., BHEEZIEZ L EE, BEREL LI DX )% [Hd/ BPA] #1719
Z & THied TREF 7 outcome 2SHTFCTE AL L I IZHRoTWD, LA L, WHZLT [Hd7: BPA] ozt
T5Dh? T2, BPA DRRZE L7z & %1213 medication D EEED WD TR I NS, RFH TIEBPA &V F
TT IONA Ty FIEHEREOWTRHEIZOWTBEHE S THE 20,
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ILD (29 PHIZ PHRICHEEZ 5.2 20REL L GEEFEHZED TS, —ICILD 29 PH L o TdH, PH®
FRIEAILD O#ITICE 2 b0 B#E) 1Tz, MERME (18 : PAH) A0 OEECE) o CH) 0RO
B5.25% % DFEBI TR 5 72 DTEEDWETH bo FHZ ILD BRI EE T, SIEWR LB AR LR 2 B A,
ZOIREDIRD Y RMATHE, S ST / FIEMRAREEIL EORER. R EITOW T, FRERERAR HRCT
e E R R CTRAICEHEIS 2 LB 5. ILD IE—#MIC FVC DK T 258 s LZoRECREE L HET S
A3, BUEEH T2 B & SREIGIC X B BBRASEPE L. RIS FVC PR IERED 5 WIMEF25Z L <, 4 18 PAH
EXPUAHEEE 2 ) 5 2 IR ET %o HRCT IZHAMEIL A & NG LOREOHRIZAHTH Y. ESHICPHDA
7)==V 2BV TH AT, EMBERE / KBRS (PA/Ao) > 113 PH OG22 RIBT 2 TH %,

ILD \2f9 PH ORI & UCid, ARERSRELCPE ) Mlif s i, s B 020k 5 MBhAR - BRI o) EdE - PI%E (i
MAEFEDRAD) . MDY 5 Y FREVRHITONE, 72770, Lok HEREIC 1 #HEH L WIE2HOE
FOWREDVD V1G5, LA > T, Wi BICHES S IEEZEST A 874 V128w, ILD-PH B} 5% PAH R
WHROMBEOTIE, BN TR EF Y ADRZ L WHETIZ RV EBICX VA ZRDLH DL H 5705, fsbd
BN A DBEALCHi KR I BT b HBA NS T V- LTI, BURBAOERERZEL L. S
RS T AR D RS VR RRHERE R EATHERAE(L 2 B D ILD I B W T, FiliiE(LE (BF B Tid=r 74 =7) o
B & MR %0

RIED My 7 2 LTI, ILDIZX % PHEZISHT S L 70 AF VO & et EAHs S hiz,
ML TR AFZVIET T AREE L IR L CGEBIRE N 2 RO BT 2 I A 2 LA S Tw b, ILD IXBIT S
PHZ#EIZOWT, SHROFAEICOVWTHF R LIz,
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PAH $2#® Hot Topics ~ Atypical PAH QOERKHE&F&KICEE 5~
O, B

AR R AR B 0 B 2 PR

USSP I B IR P = Ui (IPAH) 1Z Upfront combination therapy 12X ), FOEGTFHRITRKELELELTWVAE S
EARENT VS, — /T, IPAH OFWERO RELAENORBEL V2 MY —fRICBVWTHEH S Tw 5,
INF T, HELMEIEN E Bbi Tz (typical IPAH) 2% 213 IPAH ©% O BEFRBIIHEDEICBRI I N
Tw5 (atypical IPAH) &\ 9 2L TH D, UPeORKERTD IPAH ITHE L WO 2 BEDO L k> TED, T
A 72 PAH & atypical IPAH % FERICHE 2 T X W3 BEHI TdH %o Atypical IPAH OFEILAER7ZT TIE A <,
o EBT A R, HFpEF i 7% E Ok 4 A EX RO L SN T Wb, BUIED IPAH {GHICHFICEE 22 21
upfront combination therapy Z L& OEMATA A2 EZ 52 THY, ZOBEH 51 atypical PAH &1
BRETL N —TThb, Atypical IPAH 1Z21Z cardiac phenotype & pulmonary phenotype @ 2 D DL AARE
NTWwb, L2 L Atypical IPAH 1ZBEICZ  DEFREDHE L TWAI2d b o3 203 &7 MIBfETIE 2 <,
FHY) TOBHII R > TVDEDTIERVZES I H? PAHOHFTHL DR 2L —Ya rahoTns Lilibh
% Z O atypical IPAH 1Z. RIFDO IPAH BEDE S5 FHAILOZDICEERY -7y Ve kb EEZ T,
atypical IPAHICR 7272 DT YAy b AF A4 HNVZ—ZADPHFIEL T WD, TNE TOXLR G, HpTo
B E B E 2. atypical PAH O BRI BRICE T ). TORMA, S 8D X ) RIEFGRRF RO EE 2 120,
ZLT, ZI0HRZTL 2HA PP MERESHOFEIIOVTEF R L7V,
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N—Fzv MR B ZEOFENT 7 ¥ W8S, TRERREZE 2 EOREREZ. IRIE, AR Efe L, &
fift & BB A M D RS SIEMEIR B CTH S FRIRIIAP S, JE4E, HLA-BSL 2Nz, 28OS X O HRRIERIC
MET2HRBEZEEGRTIPRE SN, REDLHHINL>2H ), [MHCIlopathy| % [Behcet's spectrum
disorder | OF LWEEBIRIBI N TV 5,

BIROEHD T— WL EVESERIE & TN D 50 FERD TREE b LM% BRICB W T, T OHEBHRIE—
BT K Rl BREREZ KRR LML L ETH b [EFAMPEIL L HANR—F = v MRYPRIIS L
BEHRAGICAIE$XL, allin one DA Y7 MT [N—F v MRBETA BT 4 > 2020] Z1E U720 BFREAE
RIZEFEEE & a v e F Vi Td 525 BERIZIZ S S 2, S BiflgE, TNF BERIHEIH SRS, 512,
R LR SN IME, B, MR AIIIRERITRE A 704 N, SEHEE, TNF FEESEINC% 5,
FEHD T —< T 5 MEBEIRZIIHEIEN IR D & HARTOMEDME A, FRICEERE,. BUEoEGFHREREL
) BHFD—DTHb, BHOMEREIIEFIRICE /225D, LOH A Z0MmFIZS KD 52 L6, 2012CHCC
5345 Tl variable vessel vasculitis (27348 Z L5, BRARAIIZ GG ERIR MAIE 72 EERIRIBZ AR ICEM TH D .
BRI, BIIRPAZED LU 9 %o BHIRIMARIE DIEBLIIZIIE D BER AR 720, FFIEMEI O 1R O AR e BNk
FEenb, —) PUEEREICOVTIX, HRDOF A F5A4 Y TREMMNETZOMMHZHERLTHE 0D, [FEE
BIZIE, BB CIMAR TS PRI AR SN T w2 &, IS HRZE D S DA I A ER S s 2 & o
5, WEZHRIHR Y EEIN TS, BIIRFHZICH L CIRME FREBECHE U2 KA 704 B & S P08 H A
IS, HEATERIEICIE TNF FER D EBIRS NS, SHICEELOAEZ X727 T RBIROWKE. Bk
AR ERAZETAYAIE. TILBININLDS, 2O iy L ot RSN SE, 20 XHIZE
PRSI X N2 b oo, MiBhkEE. Bud-Chiari fERRE 7 SHEAMERREOBRICIT T 7ZHELE S,
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ES3
S MEE % &6t L - OB HRRIIBEE XT3 % Treat and Repair DB R4

B B

B LR A7 e B e P R

e R AR IR, I OE TR IERE (atrial septal defect: ASD) 1%, BAHNZHEIMUEREZ 5~ 10% 1246
P2 L SN T 5o BRI % & 0F L 72/ SR TR LT A PASAIN L. TR 2 5812 X 2 filiss i
2 54 3 A% EOMATBIROWRE, T 7R OMRIE) B P ROBA RS IhT& L2 L, 2hb
ORI ARBIE 7 5 7 — T VIR © OV U HE O M E R IR IE ORI XL D KX CB(LLTE TV D,
i U SE 2 A 0F L 72 ASD IS 3 2 {EHERIE IX. T €5 v AD5Z LS, Bl EaE 2ok U C R 72 SE e
1T5729 2T ASD # 57— 7 VHSEMT 2 tif79 % “Treat and Repair strategy” 256 H 2 iERETH 5 L. TIE,. B
INTETW5,

Al Ak, BiBMEREZE) ASD I2K3 % Treat and Repair strategy DA RN LT, RFRTORERE L S
Wizl 7 B2 onWT, EEFRE %217 - 720 AR##E Tld, Treat and Repair strategy D& EFRAEORE R 2 duMI 8%
T 5,
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BEZEARMLZAREZICE TS Gg > JFIVEIEHA > /N7 RGS2 DIRE|

O Jef, MWl XB, =i 38, RE  KEB
HORUR T B - B B e PR

OAREDSE, ERICET E0E) ) Y IOV TREBDO ST AEWHER. ERBRE 5% { OMRAIER
LTwb, L2L—KT, HREOHIZBITE0AREX DL ARGEROHY T ¥ FOAEBER - 5T AYF T
WZDOWTIERPZAHA LIS D% e HERBIK IS EROFHREMANTTHIH Y., FARALRKEERICE
WT ORI EE LGS %2 B30, AREOLHIREIZB 50 F ARSI RBHPLETH S,

Fx 3~ A0 A LTI A HEEL T ZOEMETHEIE RNA ¥ —7 Y AT L7z, GEOTHMRTEADSZ
WiEfE T3 negative regulation of signal transduction. negative regulation of cell communication. negative regulation
of Wnt receptor signaling ®# 57 T —IZ&ENLHLDTH o720 TDH L, LHHOA ML ANKICEETH S
EEZOND Gq ¥ v N BB ZERD negative regulator Td % Regulator of G protein signaling 2 (Rgs2) (2%
HL. 20005 ROHERK v 277 b A (Rgs2 i/ aMHC-Cre) Z{E# L 72,

Z1UC Sugen 5416 ¥ 5-B L OMEEEZRIREFE (LUF Sullx) %479 &, Sulx 247h RVl & R L <. AR
I ARH (Pmax) (348.74 = 4.96 vs 25.34 = 3.79 mmHg (P = 0.006) Mz RL., B4R L FkOHEED LR
RO EREIRTI A Y YA (Ea) b 3.43 = 0.23 vs 1.41 += 0.57 mmHg/uL (P =0.010) & E& L..0H% (548
+4vs575 + 49, P = 0.48), AEZWRKEME (9.66 = 3.73 vs 3.29 £ 2.85 mmHg, P = 0.13) IZAEELREDLN W
HIXOMIMEEIIO EAARE SN, Res2 DHIFRN v 7 72 b= AZBWTH Sullx 12X - THAM & ik
WHEIMEAFHEESNABEN LA TL I EARENT, E 512 Sullx 21T 72BOARE - BR/IT A — 5 2t
L72L A, Rgs2 R v 779 b= ATl BARM~ Y 2 LA 1 REAREIED R (13.83 £ 0.63
vs 18.54 = 0.71 mL, P =0.002), 01503 % < (548 £ 4 vs 527 = 9 /min, P = 0.043), X SO EZD 05
72 (7.582 = 0.388 vs9.779 = 0.4 mL/min, P = 0.005), F72AHLED RNA BHAME L72E 25, Rgs2 Lihire
W/ w7277 M= ALEOHTIE Coll, TGFF DFEIMILMET AN H o720 TNOLDFERL Y, HE Rgs2 78
B ME S BV 55 BRREHERICLETH 5 2 LATRIE S N7z,
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PH and Right Heart Failure
O Rolf MF Berger

University Medical Center Groningen

Pulmonary arterial hypertension (PAH) in children is a progressive and often fatal disease of the pulmonary vasculature. Adverse
vascular remodeling leads to stiffening and obstruction of small pulmonary vessels, that in turn leads to increased pulmonary
vascular resistance and thus right ventricular (RV) afterload. The increased RV afterload may result in RV dysfunction, -failure
and eventually to the patient’s death. Despite improved treatment strategies that have emerged in the recent years, the disease is
still incurable and associated with a poor prognosis.

Right ventricular function is a major determinant of outcome in children with PAH. The prognosis is closely linked to the ability of
the RV to adapt to the progressive increase in afterload and to maintain RV-pulmonary arterial coupling.

The RV of the heart differs significantly from the left ventricle (LV) in terms of genetic architecture, morphology and -importantly-
in its adaptation to altered loading conditions. Established treatment strategies for LV-failure have showed not effective in the
treatment of RV-failure. Clinical observations and pre-clinical animal experiments have provided insights in the course and
mechanisms of RV adaptation to increased afterload and the development of RV failure. Hemodynamic factors that play a role in
the pathophysiology of RV-failure include increased afterload, systemic congestion, diastolic dysfunction and impaired contractility.
Also, ventricular interaction and RV coupling to the pulmonary circulation are pivotal factors in RV performance.

Mechanisms involved in RV adaptation to abnormal loading conditions include neurohormonal activation, oxidative stress,
myocardial perfusion mismatch, metabolic remodeling, hypertrophy, inflammation, fibrosis and apoptosis. However, although
substantial progress has been made in understanding the mechanisms of RV adaptation and the development of RV failure, this has
not yet resulted in the development of RV selective therapies.

In the current era, management of children with PAH is heavily based on risk stratification. Assessment of RV-performance is key
in such risk stratification. In current clinical practice, serial evaluation of RV remodeling and its function is part of the standard and
regular follow up of children with PAH and guides individual treatment strategy. Accurate assessment, however, of RV-volumes,
-function, and -mechanics is challenging because of the anatomical complexity of the RV.

The initial clinical evaluation of the RV may include chest X-ray, electrocardiogram, basic laboratories (e.g, electrolytes, blood
counts, renal function, NT-proBNP). Initial bedside functional imaging of the RV is primarily by transthoracic echocardiography
that allows for several measures reflecting RV-dimensions and function, including pre- and afterload. Advanced imaging includes
cardiac magnetic resonance (CMR), a powerful tool for noninvasive assessment of RV function and remodeling, for estimation of
flows and RV-PA coupling. CMR therefore qualifies for non-invasive monitoring of children with PAH, both at diagnosis and during
follow-up. Invasive hemodynamic evaluation by cardiac catheterization allows measurement of RV-pressures and central venous
oxygen saturation (a marker of peripheral perfusion) calculations of cardiac output and PVR, and also estimation of fluid status by
filling pressures. Cardiac catheterization however is an invasive procedure, in children often under general anesthesia or sedation,
associated with risks for serious adverse events, especially in children with PAH, impeding its use in regular monitoring.

The most effective strategy for treatment of RV dysfunction or failure in PAH, is lowering its increased afterload. In the past
decades, various drugs that target the pulmonary circulation have been developed, including endothelin-receptor-antagonists,
5-phosphodiesterase-inhibitors and prostacyclin-analogues. All are pulmonary vasodilators and intend to lower RV afterload. Current
treatment algorithms for patients with PAH recommend initial combination therapy with two or three of these drugs depending on
risk stratification or response to previous treatments. Other treatment options to relieve RV loading conditions are a balloon atrial
septostomy (BAS), by creating an interatrial shunt, or a Potts shunt by connecting the left PA and descending aorta. Both
interventions aim to decompress the right heart (of pre- or afterload, respectively) and increase systemic blood flow, thereby
improving systemic oxygen transport despite arterial oxygen desaturation. Finally, a lung transplant will relieve RV afterload, and
subsequently even severely compromised RVs will generally recover in time.

Acute RV-ailure often requires treatment in the pediatric intensive care unit and comprise identification and effective treatment of
the triggering factors, improving cardiopulmonary hemodynamics by optimization of volume status to improve diastolic ventricular
interactions, improving contractility by use of inotropes, and reducing afterload by use of drugs targeting pulmonary circulation
and (only if required) mechanical ventilation. Mechanical circulatory support may be used as a bridge to transplantation in those
patients refractory to drug treatment.

As these procedures are complex and associated with high risk, including substantial procedure-related mortality, they should be
performed only in PH-centers with experience in the techniques.

Despite our growing understanding of mechanism involved in RV adaptation to increased pre- and afterload, and the subsequent
development of RV-failure, treatments targeting the RV directly are currently not available. To reduce RV preload, associated with
RV-decompensation and increased filling pressures, diuretic treatment can be initiated, although clinical trials are lacking. Several
drugs, that interact with pathways known to be directly involved in RV failure, are currently under study. These include drugs
that affect RV metabolism, such as fatty acid oxidation inhibitors and dichloroacetate, aiming to optimize myocardial energy
production, drugs interfering with the activated RAAS system, such as the aldosterone inhibitor spironolactone and anti-
inflammatory agents, such as interleukin (IL)-1 receptor antagonists and H2-receptor antagonists. Also, neurohormonal interventions,
such as pulmonary arterial denervation, aiming at lowering RV afterload, are currently under study.
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ACHD-PAH /B ICH 1T 3 AEHEETE

OMIE H. B JER
HORUR A B 27 R I s e B e P

B NSE R AL B RE D MBI RN =5 U 5E (ACHD-PAH) DE#IZBW T, FHMEIIRE (mPAP) RNl
PEIOARTIE R L ML EAERGE % IEAEICEHE L 2SS 68 21T ) UBED D Do OFERERFIICE L CiEETRE T
W GEEPERTEYIRPE M MUHERE CIEFSRELART I L ORFEDSIEH TH o 72133 CTH 1 . FIER LD S A OHEFEDREE ) A
57— 35D THEREORRPTFHLLT VWO L. ACHD-PAH TIEHAEBESZTS Y v ¥ MCXZ2HEMICES
ENTBEBY, BEYMICIEREDBHi SN ETH D, Vv v POMERILOKE &, ZOMATEIRE. SEERFZ L 120
FEREDIBHI O SN B AR E { BZp 5 TL A 72OWBHERIR TUORERHM 2 M8 AT ) LELD 5. AERRAEHTO T —
W IRRY % — NiZlE MRI TORHMETH %0 ik MRI Tl&, Lz 2— 570, window HllFRAS 2 W 7200 1EHE 72
WO, WOE DR, OHEBEEMATT R CTH 5o LTI —TIER A WAELRZ AL O TIEMICHETE %
DIZKELFETH S, Cine MRI, Phase contrast #. Whole heart MRA % 3:A & LT MRI #2179 2% 4FI1
Cine MRI {2 & % stroke volume #Hl%€ & . Phase contrast 12 & o T S N2 M EDSEIRIIZFIE L v, #lAE
b THGET 5 2 & DIEER BN D R h 5,

F 72 AR TIIIIZE R — A Tldd % A MRI TO 4D flow T 47N T %o PH TIZMBIIRAE L i 2581 =
F OREGEAY mPAP EHET A EPWME SN TWwb, F72, feature-tracking % FHHWTHBED A b L A VM
BAITH T EDTE Lo LW (Rlm, MEAmR. Eihme 3 5) (SIE LE s Thd b,
LOMEHHDOA ML A4 2L PH BEOHEZIHMHIE T ORIIREIC R 2 L o728 b H 1. SHO KB
WA B L OACHD-PH ICB ) 2725, Rty ¥ a » Tk ACHD-PAH i:# & MRI % L 745 .0H%
HERFli OFEBEZ BR LT %o

PPC-PD-3

AERLIINT 2EEE

Ofidl HT

SR FIEBR 2R IR
AREAREE, AERANRBRMOBE LM ZITETT 5. AEAEOTEAERE ITEN ORI I KT 5
EEDLNDN, HEORAMIZH T AEIIEEREIIRZCREED D 5, 20720, TEXBLZ2TRHNIME 4 DEBEHIC
BOTHEHUIIHSEAEEZ B L, ZOERAWMERZBRELRV LB T AR RERZIT) & &I, LIz
E 2 T2EWEEORENMREIN TV A, KEHTIE, GO T A2EWEEICET AREOMAEZ L Y2 —1L
AREIZOWTOIR 2RO T2\,
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EERLEE (POTTS Fi2&6HT)

Oy I’
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OELAETR L HLEE LTORBEARZIIOWTE X 5. ARk GEOZBE)Z IO 501k, Bkt (Fr
B - AR ) O DUERE. ILREETH Do TNOHLORT-OWT A, LIHEBOBEIZ X ) HEREDHFR
ENb, BYGEOMRA LR 55613, IEEMIREI M S b,

0 v RF—FRBEILOEEOHER T 2RETH I EI2L D, DB E D S22 WET 5, oI, -
WCEMGEMO#EIELZHS DO TH b, 7 7 0 —TUBREM 5 ERENIR S0 Tld. AREARILK - ERIROE
1t - EEHM T - itk - FEFEINC X 28RBIKT - ARMROFEEDHRINABAEZ KT IiBIIR S
BT ITAY)DOERZLRSIX, ARA ¥ MIEEmEd 5 b DD, point of no return OFNHFBIIRFAEHL 21T 95 R X
ThhZLiFlFizartwry2lbns,

AETEAMEKOFE DS, MBIRARAE LA BRLIERZETH 5 2 51X, TRENNI— VIR TAMIC X 5542
Bhkat S s, AREEAMBEKOERDHIME RO K TH 5 7% 51, 3 2O E JEE3E D combination
therapy 2. SN T X7z LA L. W& ILESESZEY) L 72\ suprasystemic Ot & MESEBIAAFFE L. HERILH
BHEDME— DB TE TH o 720 JTE. FEHYICHEBEIIR & KBIIRO B FHs % Ve 9 % Fili (POTTS F4lf) OFH
EEAHRE TN TE TS, POTTS FiftiATH 5 A% L 72/NEBIZ oW TNz 256, BoTF& LTo POTTS
FHHNZOWTHBIL 720
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7 4 2 2 BERAOMEISREOER EMITHIREICS 2 2 2E

Ode)ll b, P B—ERY, mal 2V, A| &Y, w82 Ae #aY
Vb RS E N RRL S, 240 B KSR S O S Rl

[B] REIZEO B, 7+ ¥ & YPEBRICBT M ERIE O F IR & MATEREIC G- 2 2 B2 LT 5
ZLTHh5b,

(5] 7+ v % v FiiEM 2, TARHICE > T2 8 (A #2000 ~ 2009 45, B # : 2010 ~ 2019 4F ) (2573 L,
il M PREREE ORI,  MATEERM. & PHEOA 2 i L 72,

(RG] A B 30 BB #E 23 BT, 7 + ¥ & VANETIC M LREE 2 e 5 L T /zid A B 6 61 (20%) B & 19 11 (83%)
Th o720 MATOFLEIRE (CVP), Transpulmonary pressure gradient(TPG) (CHEZIFRED Lholze T4 ¥
7 ORI IERIE 2 P 5 LTz 01 A BE 8 1 (27%). B #E 22 B (96%) TH - 720 itk 14EHD CVP(12 +
3vs. 11 + 3 mmHg, P<0.05) BX " TPG(5 = 2 vs. 4 £ 3 mmHg, P<0.05) 13 A B CTHEIZEHETH o720 A BHOF
WEILII 13.8 = 2.7 4T, EARBEBEIE 36, LT 1HITH -7 BEHOFYBILMMIL 4.5 = 2.8 4E T,
L 1HITH - 720

[Kam] 7+ » & YPEBRICBVT 2 Wi A ERSE O M AL AT AE R IMEIC B 5o DM ILIRSE L, #if 1 4EH T CVP
BIXUTPG 2 T A WEEEATRIR S N7z RN GIHEL X ORGP HRE OBEMEIZOW T, & 574 5B
VETH b,

HE), EYEAF MRl TRHILARSEHEFML A7+ 220 1 5]

O Y, T AV, i AT, B XEY, A mEY. AR EY. & s,
;‘Eﬁ% IE%D\ EEII:P jgél)\ %ﬁﬁj *}(j&”‘ ﬂiz’i %:‘EEBZ)
N SVANRAR T R e SN i VAR AR N AN K= A

GEFI] 19 ek, =7 2% 4 Vo, MBARPASA T 2 RIS 16mm A LMAE 2 M L7z 7 + v & Uiilift. 2 ORI
FHEIRIEZ D F £ TRBIEL 2d o7z, Mir&EnbESEE. HILE R, ) > WEE2 G508 O 7Tl #
LERIRE 1 11lmmHg, EKER / T REIRE TORERZIE 2 < EMBIIROFEEE X 10mmHg THEZA D ImmHg 725
720 EBENEAM O R FIRE XM 19mmHg, 847H 3lmmHg ¥ TLH L7z, MATEVREREGH YT, EB R,
F7% I YEAM T TOMRI Z5if7 L. B2z WE Lz, B Cid, ZAAHkA%1:1.3, EERmRIE1:2,
F7%IVAMTIEL:1.4 2%, EHEMCEMMAEIEL 0D Lz, MTEESXEINTATLIEOYA X7 v
7 FEIEIIR % EAURIERE S B 22O DBFEIRIZENT. 27— Y AT e iTo 7. [ 0] LA TIIAN
EAMMEAEIREZE, EEAM, F7 % I YA MRI TEHMEATEETH - 720 TEREN R AEATEIRZED D 5 A,
JEBGE COFHMAE L V7 4 7 VAFBRAERICTlE. EBEMT LY EM MRIAEHICR 57259,

- 202 -



SRELEE 1
7429 PER

=S0AEESHOEIRER DAL %R L /- Fontan fBERD 1

O¥FFy  Fox, AR BE, fH B—. KB Rl BB B+ & Rn. WF
ZH A
W H/NEREER R v & —IRB R

5] Fontan #7# 3 hepatic factor (HF) DA MARGH AR 2 MBIk (PAVE) (X ) F7 /7 —EH
BAFTHI DD D, F7omBIIARMEEDT (Rs) 258FNAT L, & CO & CVP ELUAER & 7:9 2 L 0D %,

GEF] ZAZMAEFE. B iERE,. IVC KIE - HERES S, WM SVC o 18 . 9 » AR PAB. 1+ 2 » A
TCPS+PMI, 1 10 » Al TCPC Jiif71%. 4 PAVF $&5iE. 6 % T TCPC revision %17 - 72%% HF O A RiA Y i
MIFERLE L, SpO2 il 9D ¥ T 740V, T 7 )y ¥ v &BtAT 5 & PAVE sH o Bl fi it hnic £ v
SpO2 E& (38 20 |l HA/NEHEERIF e & CTHE) o 16 1%l FEZEH, 47 7T CVP 20, 1% EDP 21, CI 8.58,
Rsl 4.66. #5 CO & CVP BLLAA & B, MimEiREZ k9 5 & SpO2 KT, 17 kgD 7 Tlid CVPIT, o
% EDP13. CI 4.54, Rpl 1.24, Rsl 12.1 ~gt3&, HF MR AL 2IE & M7zh PAVE 547, TEEMRFHE
AR 2 AR PG OEA D HET L TV 5,

FEHIBKOBA THMBELSXE L. Fontan Fifi & 1T LB /—5)

OfW Y, wWo PBY, i #EY Ak —&" kN FiY Baa 280
L SN W I NV
VESTARBEI L > 5 — NRARBLRRL ? E S IRBEIE L 5 — RSV

U PBROIRESEIC 2 0 IEEIREDSS B L 22356, B 7 4 » 7 U Pl 2 73 & TH 575 4
ORED D ) %S 5o ST A SRR 2 A0 EF OB E A O3 A4 TR LR 258173 %
REO TV MNEBROBEHEIIBVT, FECHERRZEAT LI L TT + v Y FMICHNE LS 7ER 2 #8258 L /=720
T 5,

FEBIL 5 B, =5 g - LEAPREKIE - e RIERAL - KEREZZD 7L v Fiitc T 3 HREICHIAT L
72 Norwood TR (2 T4 5 [ AR IRk - ZER B Al 2 A 0F L. RS YIBR B X OV RRIBAE R 221 T\ b, 5
WRRE DM A 7 — T VIR BT GG ITED S IRBEA A #I B, BRI 25347 LCB Y. FELMOR
WfEER CTd 5 2 EASHIB U720 AR T ORI AAREE T~ DIFA TR AR T & 72720, WAL 2 h o
Te BN TIRRE LA L7z BABROGIEY 7 — 7 VIR CTHMEIIRONEA TR O MIE % 2 L. MRS~
I NVEREBIATo-0B7 % 7 P& ifT L7z
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REMEEFRZ 7> MEEEROTFHE h—BME > - MK

OFH B, FWN ¥ I KR, Il e, A & 25 MK EE TAL
Hu s R SR RE HE HE SRR LM e/ N JE R

(3] |EEIR (VV) 224 0HemMis R Es (TAPVC) 78I H#S 1 (0-115) \ZA 7 >~ MEEN (STD % Fhitis
AR5 IS B DR P-4 . (PAP) :38(1846) mmHg. Jifi Ifit % #€ (Rp) :6.47(2.40-11.9D WU - m* Ml ¥ v /83 % ¥ &
(Cp):0.69(0.550.92)mL/mmHg * m* itk 76 (50-85) — 85(76-92) %~ L5, NIk -4+ (PVP)23(16-
30) = 15(9-23)mmHg ~ME o 9 BAPER STI &I T —\PER 5 - MRELD 1 5% 5L 72,

UEF] AE0G 40 8. 1RE 3044g THA, HHAHE CILEE R o 0=, MEIRYeZ2. W EREIR, O
TAPVC & Wi BRZEMIE 85% TELIFW (55/ 45) 5 b DD%E LRIIFL b wfe, A% 11 0, A% 2.9kg T
VV ~\ STI %% M5, PAP:38mmHg, ity :0.80. Rp:4.14WU - m% Cp:0.92mL/mmHg - m’ PalmatzGenesis”
6mmlsmm % i L PVP:19 = 9mmHg ~METo L2 LEHOME X L CiiiiE o AR Y 75 A B HH,
PR BIES Tl LB 38 H 13 PAP: 18mmHg. MifRIL#EtE 0.92. Rp:0.77WU * m®. Cp:2.19mL/mmHg * m*
Lk,

(RGBT IR VV BRZ2 Bt O MM RN IS 3 2 B % v 28> & AR R/ v/ 8 E 7 Eh5—lE ) -
iz A U7z & HE L 720

BA1EURS IEMRRE > 5 PPHN % SE L ECMO THif L1587 1 $iERHl

Offzk P, g Kap". ¥ . B MY, BUE Y. R FY
KHE A ek #20 mH BT OE s
U H AR RN 2 H AR R D R

J AW [REARE (X E ) JE O PR B D TR & U CHRBE ® 15 < o Bl LA 2 PR L 72 BT3P - DR BRAE B B
L. fRAIBEE 2R TR D BWIERBRTH b, JERNIE 398 6 H. 3718g. Apgar scorel 7+ 4 &, 54l 5 M.
Il pH7 . 242 THA L 72 TH %0 BKBFEKIEE?ZFH T, MAEROITEN, KEMNITHHED SV IGE 2
ROTBY . IBEWS REGRE L B L7z NTIEERZ G L. S0 NOMRERREIC D b b T RELA
BABIEL, —7 727 % v M5 RYE3, MM, frA e e b s Lz NO #5-247 - 7228
BFADYEEE T, 7Y F—ADHEITT 5720, HAERK 6 RHIZEH T T ECMO Z3E A, ICU IS CTHEHBHREH
ki L7z ZO®RIRA IS, WE XP. JEERBIEOUED AT N /2720 Hilfi 5 12 ECMO B, Hi 16 THAE L.
BUE TP - FEBR - M2 EIE 2 < S D BIFCH Ao BHENLS HE BRI 5 UL E O RS O IREU % o
HEEFEHTH ). NO 51 L 28861 b %\ TREWRE BERERED NO. ECMO OB RIMEIZOWTELRD R d %,
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Ot BRY, ARA BUREEY. EH TV, ANHER BmU0 Rk EEEY, N AT
BEH Y
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[#%2] FERMMEIER (MAPCA) 3EREELEEICB W TEELRMEREREO—2>TH 5, D5 IR
FIMIED KK & 72 ) BRIZBIENTH 525 #EV. LA RER D 2o BEBI] 2 5 H W, 22q11.2 KR E R
MAPCA A PE0.0ZE i RaRIEZ ) MBIk, MAPCA (X FATRENIR & #2s U O BIIR % & o 72 4Bl B 12 it
MLTwz, [Rl] AR 12HEX ), EEBEREEZRED. YVTFF 7 4 VIEERICK D EEZBD TV 5
VEDSHE 2 72720, ¥ v v NRMASEHE S, Atk 2 AR OIR S 7 — T VIRE 21T > 720 A, S E R 28
Wil X IR RFEE RO T BRI G. NO WA TIILE L 2h o720 INY 2 Y2 BMi Lz & 2 A8 pE
WKER R ME DU %2 D720 ZDH. ¥ % ¥ Mt 4T o 2252 2 & 20484 % 80, MAPCA Bl %175
720 DB MAPCA O—i % $RHL L. MKRAIMGES 21T 5 720 [E4] MR IORGET IO PEMRME X PR Z L
CHBLRL I AYERLTH D« PIEOMIBBTEILE %2 386, ZN 5 OFF RAMSHEO—HIZ e > TWbH 2 EAVRIRE NIz, [
&l IV ) U MAPCA BEICERITH o 720

18 MUYV I —I(CH (T ZIHTEIRENRE

O EETFW, s =Y, i keY, Ak BV, e &Y Bk KA,
R F ALY, BA HE—ERY
DI tambe, 2R RS E SRR, Y TCHO MLk, Y JCHO JuMsishs

5] Trisomyl8(T18) X EHHEE CHRRIEIKEBEZ G L. T L M ME 2 WA TRICKE (BT 5,
[H] T18 128} B MITEEROFFEZ I 52T 50 [ & T3] 2000 4E2 5 2020 4F 1 DEHRRKIEO 720 AR L
72 T18 : 20 B, trisomy21 (T21) : 88 Bl et R4 D 2 WAFIE 240 Bl BT, DA 7 — 7 VRS X 1 Bl
BID Rp) 37547 VA (Cp) 2 ELMIEEIEEO WM 217> 720 [REH] 3 BRI B 2 4E# 39 M)
MREWCHEA I 0o 72 [~ T18:4.6(3.0 — 6.9) vs T21:2.8(1.9 — 4.0) vs & :2.9(1.6 — 3.2) 7~ H.
P=0.06. FINFEINRE~ T18:41(33 — 49) vs T21:35(30 — 41) vs XM :36(28 — 43)mmHg, P=0.121], T18 & & xf
HEBE CIE AR ISR HE (P=0.983). Rp(P=0.449) 3 X U° Cp(P=0.195) I L CHE®=E D572 LA L TIS B
T21 B A~ AR I %2 Cp 23A E 2w < [ iR~ T18:3.4(2.3 — 5.2) vs T21:2.3(1.7 — 3.7). P=0.001.
Cp ~ T18:3.5(2.3 — 5.5) vs T21:2.3(1.6 — 3.1). P=0.12lmmHg/mL - m2, P=0.007]. Rp |& 2 BRI CHEA3 %
Mo7z (P=0.386), [#i3E] T18 DlifiBRiE T21 HTH S K Cp DHER T3 7% <. xHIREE & [ 0 Mifi B i
Tho70
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— i EE 1
TEBIER S

ECMO, IR’ AX T/ —JVEREE T U Bkt S mEDIL RS

OF Wy, wH sek™, Ak BMEY. Bl HFEY. EE
R T st T NN & N R Y T R T
TR IR B LA > 5 —

(2] RADMBIRMEM ST PAH) #Z9ICBWTIZTAETT A5/ — )V (Epo) A E#E:TOPHREED
MEEhTW5,

i) 077 » H. B3 AREBIIAR B o5 RS T PAH & W S AU H 4B ICEERE & 78 o 720 AR & 52,
PR F AL 60% (ShA X TR 2L/ 41) 725720 Madl X M C.OMER 55%. (LB THEhmAL, A=K, L
I I— A TOMEHERE 12ommHg THEAZIIFEICIR, EZENEIERL Tz, —BbEE (NO) WA
EHRE BG L0 MigR A 2 29 aiEmE s ) —¥ 2 KHE L, FH VA-EECMO %38 A L7, ABE3 HH XD Epo
% 0.5ng/kg/ 7 CHIBEL. 1 HIZ Ing/kg/ 33 2oEm LKLY ¥ v, YVFF 74 VEHHH L7 MEKTIZIE
V7 FLH) Tt L7ze VAECMO % 8 Hffl, NOWLA% 25 HR. IW4EE % 29 HBE1T L72o NO W ABERL
B> Epo ¥ 5-21% 23 ng/kg/ 4575 5720 BUIEIGEHE 2 » H CHEZE 5. Epo 38ng/kg/ 45 C—HemMilc B W CE BT
%5

[Z%2 L H53E] VA-ECMO. Epo 20HiE % &b 7o WINBE L 2 T Wiy 3 % & L 2SRk 7-3L08 PAH JER] & #%ER L
720

b F#AREASEAE (C3XF U CAEFMBE TG LF/- 3B R

O j:zlk WA fE—EpY, fmh IREY. Bk OMEEY. PH O f&—EY. kH O BY,
KEOFE-Y Ak BERY. R kY. phE px?
DI AR b NRE, D KRR 2 & b RBEBR, . P SO B A R IR BT A AR

Fk L TRIE L2 3B, ZHIPHHE (VAT 7T b vLF IS, VT vy 2 (ZIRPUME o EEM v I
FERETdH o 720 Ll A 7 — 7 VBRAS TR IUE EE 1.8, Ml 4535t 16wood HLAL /m® & FHREM S MLF % 3260 720 FR .
NO HFF ISR 3 2 BSHEIZZ L o720 PGI2 ZEA Lz 2 5%00mk6f%ﬁ#%ﬁLtom$m%%FCT
TIINGFIR OILER & 58 i > ~ F TR KIEZ RO R h o720 DR X ) IR ZERE (PVOD) DK
0, BoOATEEZ A AERNRRZ T L2 WEFT RISEIRS X OB B 2etkm 2% % 0. BMPR2
BT DATIA4 Vv 7ERZRDT2. BMPR2 #5124 BIIMBIIRVEN &= MEE Tl b £\ (15.3%) 28T, mE
PRI, A e oM & 7R b= 2245 5. TOERIZL - TAF) 7 v 7 HEHE S Uil
FIMEREZ FIET 5 & E 2 b TWwb, PVOD T HKbilH1ZdH D). PVOD & PAH OBAM R UPMEATRIZ S T
Wb,
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— i EE 1
TEBIER S

EfEMSMEEDRICX T 572 NO BEEDEA

Oka H—BRY, S &Y, O oY, IDE peEEY, Ak #Y. R F ALY,
%4 mE?
VJCHO JuMM9kz/NRFE, 2 JCHO JUIN9 bt ORI AS SR

Bt —ERIbEFE (NO) W AFRE T EAEM S IMUTERE (PH) (2% U CH RN 2GR 7225, BTG IR 3 72 35 6 13 A BE Rk
AR SND, BRIIABED HFEE NO BEEIIRAT LR &2 R L 72,

FEB] 2 B, el 398 1 H, 2850g THiAL, #MiFHIRIE I AE b B & S LAt 7 BB % i T, Mg
Mkskze (PVO) 2547 L BAE PH( =R MRS 88mmHg) & 7% - 720 it 3 5 H 12 PVO MR % i1 L 7225,
Wit PHABAE L 7272008 5 7 4 Vv, v LF 87, =7 ¥ % v OMEPHREE 3 HN2h 2 NO W AFEE: 285 A
L7zo L2L PVO H3F%8 LA 5 2 IS FHBRART (ZEMiEfR A 7 > M@ ) DB R R IBVERU 3 & OVl 2R %
WiAT U7zo AR CIEARAYMIEIRE & OBTEIIR S8R A % 8D 720 T D#H B PVO DK L. Z OHBIEREE 1Rl
MR SOV — 2 PERA % AT L 720 EAE PH A%EEGE L NO 20 & BEBR 22 IRRED 7200 1 4E DL B ABE % fkife L7245, BhA
AR & L T T NO IS K A HEE NO BIELBEALHERIET 5 2 LA TE, BEER 1 EGR L7208
BHHER, BEORE L I T TNV R IHI LTS,

M RS NO BEEITARM DL T, BEIE PH ORRFKD QOL % 5 5 iEHiETh 5,

¥ R BVRASHE TiaE U /- PIlRiERh = MERE D —B5

OJNH %+, WL #=HP, Tk Az, s R AE sSd b
BT SRS MR R BE S A /N B

] EREOMIRMAIEER Y ¥ ~ MEMSIERLHRSERZ S &SN TB Y. LT O PHSGEE O AR
HEES T 5,
BiEFI] 10 e SRR AAZ ) —= ¥ ZIZIEH, AAEREZ CHUk E RFEOEN L RO 3 REICHT Y v ¥ —
~aERBE L. BUITEIRE 2 FAIMEEDOHE % ) 1T\ 5, S N B CRIEEABE L 7z O S A CHEEO
ARSI N Y FE~RBA SN DS 7 — 7 VRAE TS MBIIRE 54mmHg, FiBIRELAE 10mHg, il 355
PL12.2WU/m2 TH ) MRS IE & W L7z #&5 CT CTHIRE B & IFIPIIRIETIER 253 0 . IR BIAE IS
PES PIIRIAIEER S v > MICBYET 5 L HIWT L 720 MIRFISERER CMIRE L 12mmHg 2 & 22mmHg 12 57 L 72256
HOEIS & E 2. IR C Amplatzer Vascular Plug I Z8E L7z Pk > 754 7 ¥ XA ORED O MiMAELRSE
fEREFRGEBIZE L T\ 5,
[ZR] EEHDVD L5 IAREZ SHICBWRBESEETH L, ¥ v v MHMK D MIRIMLEDEIE S 2 #if
BEL Dbz, BT v v MiAFHSEROWHEL 25 LEL D 5 .
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ERHEE

WSAEE R 4 15T & N - IBIIRIEAEIED 3 5145 & 2 5 58

Ok HE. N &R G W WH F— BRI T
HORIAFBEHR > & — KA b N Rl e

RS RIS SR AMRGES S M7 Il LS B RIE AN IS D RS PR B IR VRN 5 U5 (IPAH) @ 3 eI 2> S A 2 % FEIZ DOV T
WET 5, G 1) 32, 11 BHIE. KM% Epoprostenol (Epo) # &7z 3HIEHEEZ TR > TWAHD,
NYHA B0 1 B, 260, HEEHZIT 2o TWDHAS B4 ICELZ D, 2021 48 5 H ISR, Bl
TEREE . AER] 2) 39 M tE, 14 i 380E, BLiS. Epo % &7z 3 A GFHHRE T, NYHA BAEHH I 27278
fEFZ R L CTB D SITELER & 2o T b, HELHEN BRSEZEIO /2% BRIz AN s Hiskd,
KB ko FEP3) 29 B 5T, Al ERRM B EMINH 0. Epo it & G35 b 7 7—7 WIKG & UH
a7 EORIWERNC & o THR 2 AP TR L T iz, 3250 T 5, BEMEMATHZ2XH912% 0, Epo
HEEROTIR E BRHIBFABIO TW22EE L. ZO®BRERIES Nz, T L OMBMESE LE L T 5 HFEEIIMED
PAHEBICBW T, BRNZEALZ ZITANSONZWEZERED ). 4 0BE BT 2Ny 7 XEETH
HTENEZLNT,

PPC-OR2-2

AL F IR RRAREASRAE DFSMT & ia kR
O 2V, &H w2, Tk Kk, Ak Y B Y, s Fa,
FENEY KR Y, R e
UJCHO JuMifib/ MR, 2 Sk e

[E ] AN R PR SHRE O S I R N X BRI RV ARAE Ly AR & R C o & OB I Mim A IR & 0 4
FHAEFRIC X BRI RAD 2o RAFZE TIXEHRHORFUI OV THRET 2 2 L 2 B E Lz [J5i:] Aok
FRIRPASHAE F1BR 4 61 & B 33 Bl CCHRIRER) (2D X PR OA R RIS L ORE L7z. [RR] ZWrirsis
HrLfilE 4(0.5-43) 7% : SERHBUAE R 9L 1.5(0.13-18) 7% © SEIRIBLA & 20 £ CHIUE 2.2 4 (0-35.8) 725720 4
RIT G 5 WP E &G 27 B & 3% C W8I0 23 B, PPROREESE 14 1 CTd o 720 BENIAH 26 B, A0 11 B, Hilish
HRBEA & 1 19 B CHEME X Ui IRERE 3 4.9(2.79.7) mm 725 720 BEHIRE AT X 4 61 (10.8%) 12frbh,
FATREAER T3S 4.9 %72 o 70 FEMEMME (N =4) & FHEMRE/SE (N=33) ZILLGA. BRRERT
A EEE L5720 (4.9vs.10.5. P = 0.34). WifREEDSH BICEEZZ 572 (9.7vs.33mm. P = 0.01), [&F%]
PISZ A Py BB AR B SHE C 1 5 EICHMEH A AR 53 5 & LRI S 7z,
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=R ETE
PPC-OR2-3

DAREEERICHT —TIVEBEIT o L OBEPRURERED 1 4

Off B Hm B2 BEH &V AR SRR wdt s WE Eh, Al 2,
MR VERL OBk mEl. =0 SRR, BH O EHI
VLTI R B Bt PR

EFI] 70 ftctte [BEAEE] (OB R RIEE. PREREE. (BURE] D85 5.0 hREKEE B S, &
FEMED 720, FlBIEE L o7z, 20XX4EY H. M. WSl L7220, BEEH L. YRzs o7 [R
B AR ] MUEE :90/57 mmHg, 0% 72 8] / 4 Sp02:97% (BEFZE 1L %5 TF). [ R] ~er
vy :13.4 g/dL, i 2 L7 F = UMl :0.74 mg/dL. NT-pro BNP:2559 pg/mlo [-CoBAB T M i) Ao = BR
R T73%, EEBEEE)RE 2 L, AE - AEEKE 76.2 mmHg, AEFEIFTRS V. [FREGR] UEL OIS,
HOA T =T VIREZT V. FHMEIRE (42 mmHg, MMAEEST :7.2 WU, BABIIRIE :0.41 TH -7z, &
B LB S A TR RIBILA 39 X 22 mm Th o720 H 7 — T VRO BEIEII DWW THE MR AR Z 47, ]
FIAINIZPASHTRECH 5 A%, FSHB ORISR S X 2.0 ) 27 235 5 LHIRr s, O3 E i L
THEMOOAREEHHI TN, 7T — T VIR Tb Iz, [E£] B2 MATEREHZT) 2 & TLED
W RAE DM/ INIFTE, GBI T — T VICE B BEIMIEDN > TL B EEZ BN S,

ZHLMBREZ 2L -BERRERELE. MSMEEDRKR AR

Oftk w3, W/ —m", 38 BV, #k eEa’, kb mY M &R
waE Y g e
g SR N RS C N PR L e

] MEIIRENE. e RMECEERITEIERE (PH) \SAPET 5 2 E MO N TV A5, fi R B CERIRIG R G
FEIWIET 20

BEBI] 58 iicthe AR ERTEE PR KIE L B S L Twiz, @btz HOHB L w225, @it oiun
PHBA L GEERICZZ L. SBRICEMN SN OERITOEWIIMGHEIHRE L, LT I —RETHORER, —K
LA X O RS 0L R E A3 A oA A EMBIIROZF W ik Z 58072, #5 CT A<, Fhishik
2B IEAREIRIC B SE R 2 IR % 520, Ol 7 — 7 VAT, MRt 3.5, FIMEIIRE 29 mmHg.
Jifi M HEHT 4.5 Wood unit * m2 Tdh > 720 LB 2 THiBIIREEMEM 2179 78t & L. APEZ <BRFEL 72,
BRENIR DOFRELT L Cld, EEOPIEEM: % 380 72, MBICHERA PH IS L CRIMMAEGER 2B A L, MEiikEOHER
B LTWA,

[Z528 X O%ERE] B P B R SEE (I BY RIS 2 A0k U 7245 20 fE B 2 FRBR L 720 WMl s & O PH IS R 2% &
N7 EDMENRFERED ) R 7 & 2 b Tz. BBhIRFEMAT & M DMl MAELRIEDS, MR D BHI AR 72 -
72
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—figERE 3
ERERHATE

| PPC-OR3-1
FFBIC B\ BERMDRBEH S HEMEEDL ¥ X kU

Of3E %Y, WH 8. Al FMY, J 380, mH %0, g e,
N Y mE w2 W BT, R Y. Bk E=ae

VR E R SRR e N R, Y ESLR B S B v v —, BRSO RS P v 8 —,

RS Ny SN LN S A R T T PN (NN T D YNGR S

O RBRAMIR A EER v 7 —/NRRE VL T ERC IR BN - OGS RO SRR

YU RE RS RS A N R, ¥ BEE SR B S MR, O O RSB & 7 — Kb A

[5t] Z2RERG RSB 1I83H, 74 v UE8L L) 223 28K MR EZ ) MisimEmE (CHD-PH)
DOFEH - HEBIWFE I SN Tw v,

[H19] SR BB O % 572 CHD-PH % M4 & L 7=% ik LR OFEFI SR ZEIC £ V. CHD-PH O F#
T ORI, Y] 72 iR NP O & HiEY

(] xt5e%. BRI 6 » B DINICREIEREO T ED %\ CHD-PH JERI & 3%, Prevalent case. Incident
case WM LR & L. Fontan E5t1d PVRi>3 # 3 & U TESRT 5o BFRNAEIIZHEEELEROFM, A0 E,
BB OOIET - 77— T VERR EEED, BEBIEIANY MNEERFZIZE IR 7+ 0—7 v 7O AN #4T
Jo

[(BAEDOHERS] AiF7Eid AMED #iatEa I LFED 2021 FEEE LTRSS, ENOMRILEEL ¥ A b
VEDIET T v 74— A TR AT AORWENET Lz, BIE, EINO T2 CHD-PH ¥k ~Z iz &
HE L. 2022 4F 1 AWEE T 25 fipk 2 e 2 T LU CRERI B SRS RE 2 IRRE & 72 - 720 FEBIE SR 2021 42 7 A %
SBMGE 0. 202245 1 AR T BIAVEER I N TV 5, AIFZEOBEE & IZE DB IZ OV THIE T 5,

| PPC-OR3-2_
R BB AR MR L FEAE RIS R D LT B AE CO T R B E F e

OWM P&, WH f%, 7 Kl MK . B8 B I8 FHL FN
JCHO Juhtibe Nt

[H89] ZNVE OS5 E BRI 5 U | A I & ) Pt L, RIS RAENEE L Shb, 2
Wi D MATEIRE DS FIRITHET 2089 e iat Lize [HE] URHC BT 2 ISR s i e B 2 x4 & LT
ZWIREOIE S 7 — 7 VR ORI B L OFIEIIRE (SPAP. mPAP). 0MRE (CD. Wi ESiHRE Rp).
Wil ¥ v 28> & A (Cp) 2 MM FOLRER (AVT) @ mPAP K FERASAAFRITEE T % D9 Cox N —
FETF ML D EFBIRNTIENT L7zo [RER] w5 1861 (B 7 & 11), #MiReFin 8.4 (0.3 — 13.8) &, sPAP B
X O"mPAP (297 (53 — 130) mmHg B X 64 (36—92) mmHg. Rp: 23.1 (8.3—33.5) WU/ m2. Cp: 0.7 (0.5
—2.2) mmHg/mL/m2., AVT-mPAP & F=: 16.7 (0.1 — 62.2) %7557z, BEHM 9.3 (0.125) ETH54EB
SO0 EAGEFRIT67T%B L 17%TH ). BHBEMATHIREIGE CY A7 WTL 422 bDEhh -7z [Km] A6F
e 3+ — MdE Rp Ik Cp OESREBIN L 525 720 BEOHETIE Cp 1M L2 TFHRBERT & Sh/z25 ABET
IR P EBLE T A RFIZH S A TIE R d o 72,
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—fi%E—E 3
ERERHAZE

| PPC-OR3-3 |
EEFRIBIBIN % > RS MEE I3 § 5 88 R

OWH  #TF'"?. Kk E)‘C” Al Y. TG BRY. mE wmed. iR BeE?
VRS RESS PR E  » & — . P B ESERF BEANE R, Y R T R A BN R
D)1 g5 7 7)1 B /N R R

i MERE (PH) E#EIE, G4E, BRMOEEZHE S PH(CHD-PH) ICHH SN TW5 A5 HTHIEHNMBINR &
(SRR I 2 B EEAMMREIEIIR (MAPCA) (245 * XM PH 120§ 2 GHARIIAMTH %,

AWFgEiZ CHD-PH D% fitiiiehe B8 8%F 78 (JACPHR) D&k 7T— ¥ & H\7zo BRHI@E@RE L T\ % PH GBI H
® CHD-PH BE T, AMIEICHESHONEHLZ206109 b, HLORMATEHEZEL ITHEZHLE L
MAPCA %) X3tk PH(MAPCA # )5 & 2 h DSt o PH (3F MAPCA &) 12 BIOiG#AR % K L 72,
MAPCA # & IF MAPCA #EOFIMEIIRE & 5 Wi & By & TR L 72 & 25, JEMAPCA BETIIARIZIKT L
TWwzAt, MAPCA FECIHMETHIAITIEdH % b DOFEEIHGE SN L o7z, $720 MAPCA BEO 9 b PHIAHHE 3
IO EEBRFEFEIC D D hb L THEEL O 72 1, 22q11.2 REFEBREOREFI 72 5 72,

MAPCA BTl PH GBI X 28R IEBENTH . 22q11.2 RGFEBERETIE S SRR iDL H 50 L
2L % OREFITIFIINBIREDIE T 23805550 H 0 SOIERRZERLLEND L. ZFEBED) 7
W= F7F—% 2453 % JACPHR (2 X 2/ AslIfE s b,

| PPC-OR3-4_
ST BB I & B BRI MEAE | 5 F 3 BEBIIRASZ O ST

OA&M  KtEF. B FFE
SR S B E / N JA

Bt H] Wil BREFAG (2 E BRI - A It Fv 5, ﬁi@%@ﬂ’f HIZEE LWL OOREETH 5, BT
WTREEE (OCT) T HRZ % & &AL T X UIFHRTFMLHEHAIRBIZIIDH TE, HFHEIE T 5, 413 OCT
FHOTHRRIEDER, 74+ v 7 Uitk EON 247> T & 720 Al BHEIIRIEM & fE o ik 72 M L7z,
(7] BhEhIRVEMG = IIE 6 %1 (PAH # ) & IEHMEIIRIE 20 #1 (Control # ) ZxfR & L7z, NBIIREEE, HiBhIR)E
PH® vasa vasorum DL (VV area ratio : #METO VV OTREILE ) % MG L7z,

[#5H] PAH # 1% Control 2L L. B BIIRBE (ZHEEE - BEREASR <. AEICHIE L (0.35 = 0.07mm vs 0.13 +
0.03mm;p<0.01). VV iZfFEA9K< . VV area ratio lIBEICEHETH >72 (10.7 £ 2.6% vs 5.3 £ 1.6% ; p<0.05),
HHHE 7 plexiform lesion 133 TE Lo 72,

[%£42] PAH BECIIMEIIRBENE, VV BAEE2 Bz L Ly WBIIRE R 517 F A b5 212 & B iR
DT CTHEM - VV OFGIAAEEIH E 225 2 LD - 72,

[#55E] OCT Mi{RoBILHZINGE ) €T ¥ 7 RO ERELEFAM, IR 7 & ORIRIA FITE B L0 DD
%o
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g YhLT -
Current Treatment, Needs and Challenges

| PPC-ELS |

Management and prognosis of Children PH
Rolf MF Berger

University Medical Center Groningen

- 214 -



BELEF—E

(HfEE I -] [E%ETR]
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WREA A D AT 4 v 7 R GOKO Mgttt
HH 3 = 28 Rk Ak H AR SR 4t

AL REERR A S A A7 4 Fy MRS
=7t

H A R4t

HARX=1) =1 7oA 2RSS
HARZ A 794 st

A TV kSt

AT 4 ¥y MRS

FrH MR AT

Yty 77—~ kASH

7=

JALEL 7 7 — < R4t

T AT 7 AR ST

7 v 74 GRSt

TEY AT AN v R AT S

I — A pR st

INBPEE S TR A4

TS5 - AI AT G4 UHRAH

Vi E SIS 7 S VEa S
ANV A TRk &

T IVERR A

F—7 24 3 At

HAA —F 4 ) —pkXiath

TYVAM - RAX =X A7 4 THASH:
FrH SR 2t

Yt r 7y -k e (A1)

57 I H AN UL - TR ER AR A ER T T 512H 720, ERLORELZRILOLE L TEADT 4
IZ K% 5 ZHNECICIEREZBY £ Lz, Zog2) TESELB L RT3,

57 I A AR ML - BB S &
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HARERRET LV — BN R0
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