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1.

RERMLBAFRBIVFESRRE &

AR FEDO—EBILLL T O ITH R LT,

Hideki Shima, Toshitaka Nakaya, Ichizo Tsujino, Junichi Nakamura, Ayako
Sugimoto, Takahiro Sato, Taku Watanabe, Hiroshi Ohira, Masaru Suzuki,
Masaru Kato, Isao Yokota, Satoshi Konno.

Accuracy of Swan—Ganz catheterization-based assessment of right ventricular
function: Validation study using high-fidelity micromanometry-derived values
as reference. Pulm Circ, 12 (2)+e12078, (2022)

cARBFFED —ERIZLL T OFE I TRELE,

B HE.dH — =Pk B R B SR HE S8
fithi 2 BB A OF il i LR SE (R8T D4 EHERE L T2 B T2 5t
55 8 (Al H At i - B BR 2 PR 2. 2023 4F 6 H 3~4 H ., #F

Hideki Shima, Ichizo Tsujino, Junichi Nakamura, Takahiro Sato, Satoshi Konno.
Right Ventricular Dysfunction And Its Clinical Significance In Group 3
Pulmonary Hypertension

American Thoracic Society 2024 International Conference, May 17 - 22, 2024
San Diego, C

B S, % — = R B, i R, S8
Jili 45 PE9R I VE 2N PAH & 3 BE PH O A SHEREBIOTHRICH 2 A%
559 [B] H AN & T - [P ER F 2 e, 2024 -8 A 9~10 H, AR K



2E

Jifi i85 I )£ E  (pulmonary hypertension [PH]) (3. ili@h k)L D B 72 EH 2R
TRBHEORPTHY, KL LY 5 FEICHFEEND, PH B ICBWTH L
AREITERFERTHY, HAEERBOR TOL LD ARELDSZENEERIGE
HAEEERoTWD, AR I3 R EUUHE RE SRR REIZ /3 S AL, BB % AL far
DEELZ TR WM DI LL TN K =7 A% X (end-systolic
elastance [Ees]). JLIRREDHH Stiffness DIFAE L L THLIR K =T AFZ A (end-
diastolic elastance [Eed]) &A7 = HLaEH] Stiffness £2¥k B, miig DIEEEL TH=
JE B AR T BRI O R EEL tau 238D, LT, A= MBI O FEEE &L TH E UL
FMERE S B A (EENIk=F A% A effective arterial elastance [Ea])
D THD Ees/Ea 13D, ZALHDFRIRIT—HBD PH D5 AT I v Tl B i 45 e
LA TR EBE T A2 PH Z2RICBIT A LWEIELL THER SR TWa,

5
[T REBMIALIT—T /v (RHC) THLNEREEEZ AW AEKEER X
OV = il Bh s B L2 B 3 2 5 0 £ <1X. Swan-Ganz 7 —7 /v (SG BT —T
V) TRLEk LI BRI T — 2B HWL TS, Ll SG 7 —7 /VIdHE
JARXMADRL T, ZDOJER B E AW CHE SN A EHEEFRE B L O =il
B BRI S B2 R T AR DD, BHE T Ly vy —h T —T % A
WTHELNALY IEM A BT — 2 A EMRR T 3o X Oy =8 it &) k8 BE 15
EERREYELLTSG AT —TAE2HNWTELNLIFNOD RS EZHGELT-,
[xt& L7145 T PH OFHE B B9IC RHC 2 FEMiL7-HBEZGSREL-, A=E
KT — 230 E MRI ZHWT, FEET —XILSGC I T —T IV EEBET LY
=BT —T N EHWTERELZ, &51Z, Single beat method (2L E i HE
FEBIOAEMBREBAEELZNLENLO T — 206 H H L7, Bland-
Altman f#AT B L O NAR BRI Z FHWT, SG BT —F /L THlllE LI 4 E ks hE
BRI O EMBIRERBEOEE L, XS TH7 Ly vy —a7—7 /LTl
ELT IR A LML L CREM L7,
U5 3 T et 82139k PH EB] 16 6% & Te 73 $172 -7, Bland-Altman fEHT TIL p <°
Eed TIZHBIRRZDHFIENRIBINTZN, SG HT—TNET Ly v —HT—T
JVINBAF DIV AR ICA B 2T o T, #PNAHBAFR BT FEEE 2 LY 0.22-0.76 &
X6 ERD, TH EDOBE P HE SV TVHFEEE TlX. Bes/Ea 0.76, B 0.71,
Eed 0.57 Th o7z,
[Z5]SG HT—T /L TiRE . BTNOKIE, Bl OREREDRET/AX
2



KT —F 77 AU TODAREMEIZH LD, ZOEEIENLROOND K FEE
I, Stiffness f5IE COLFIFRZDFEICHE B THIET, BRSO IEICB W TE
FEHCEXDLMEELCRIH ATREE B 2 bz,

[ ]1SG 17 —7 A THRoNET — 22 AV TR LA EKERIERSIO]
Fr =8 Jiti B IR BE HE B O FE 13X R 7L, R Bes/Ea, B, Eed D5 MLIFIELY
EBWIZ AR LT,

%2

[ s B MR B B L OVE IR ER K MIEIZfES PH THDHEH 3 B PH 3%
OMOEED PH EE/2VE R 72IREIZZ L, THOLARETHS, &% 3 #f PH IZE
WCHAEE, FFIZEE 1 BE PH (FEEHARME G & I E5E  [PAH]) ERAER IS4 DA REIX
B IR b E B HER S DM, 2 DB AT RS RO T, B 1 EORE
ReFE2 T ARAETIIHFZETILHWLNDS SG T —T IV TRtk LI- It
WA T, 2 3 B PH B o4 =HERE Jo L OV = il @) )k B b 75 o f g 3
FOE DR EEE R R R AL 7=,

[xt&L 0711 4B T PH O HAYIC RHC Z2E L HEED>H, PH 7220,
PAH, % 3 #f PH L2 Wiz BB x4t LT, (L ik MRI OB FE T —# & RHC
TS LIZET —4%% T single beat method ([ZLV & A EMKREIFIE LS IOA
EMEIREREIEAE H L, DN 4RIE% PH 72 LEE, PAH . %5 3 #f PH
FED 3 BEM T L7, PAH BEEER 3 BE PH BE CIXAFEIEE WHO HEREDFEE 6
SRIBTIRBEO MBI Z AL, TR EDBHEL Cox WHINTF—RET L THA
L7, £72. PAH BEB X OV 3 # PH BHEDI B R—ZAT AT —F BG4 12 if
PEIRIE DS H WD AVTIE B TIXIR AT Z OS8O AL AT L7,

[R5 SR It 8203 PH 72 URE/PAH BE/2 3 B PH BEAS 40/93/68 f5il7-~7=, %5 3 BE PH
FECIZPHZRLHEEL L L T Ees 13727372<, Ees/Ba 2MEAE T B & Eed 23 EE Th -
o —H TWTNOFEED PAH LA EEZITRORD o7, PAH #¥ TiX Ees/Ea
& B 2SN WHO BERE B KON 6 o A TREBE S AHBA AR D723 85 3 BE PH BE T
IZENOOFEILFR® T, PAH BECTlX Ees/Ea N T4 EBIHE L7223, %6 3 B PH At
TRV T OIS B#E L7 h o> 72, PAH B U3 & §E5 9 3K % 5.1 XV Ees/Ea.

tau, p N FELZD, 5 3 B PH BE TV T OB IELSEL R o T,

[ BRI ARMETIE, & 3 8 PH O BRI B L O E MBIk R 22

NETTHRZOEF B TINL ., JE PH GBI &~ TH R IUHEBE IR 75708,

PLAERERC A B EIOER I EESN TWAZEA R LT, 2T PAH OF5 ==

HE 30 L OV = fiti 8 Uk 3 B8 i 55 L [RIAR OB M) 72 7228, AR E IR - BB i A e

FOT % EDOBEICOWTIX PAH &IXERRVERD T, Ml I YL IE~DH =
3



BRI B L O EMENRE IR O RISHRORDoTc, ZOMED K &
LT, MR BICRDRIE, i, B (KEESE7eE D% 3 #f PH IZRFEIELE X
HER DOEBNE 2 BT, 5 3 B PH Tl PAH LB LA DAREIEND 7L
i BIZ LD TR L NWEDHREEHY ., & 3 B PH TlIf =R 04 % il 8 Ik
R OEGR IR R #22° PAH L HEESL CIRE R 72 Al BEME A RIB ST,

[A5Fm 128 3 #F PH TIEA EUUERE IR 72 TWD, PRIk EE & A7 2 il B k28 B
B SN TV, ZAUE PAH (Z381F 547 S HEEE 36 L OVA =8 it 890 JUR a8t 38 s 5 &
AR ChoTey, TOIKRIERITRRDIENREBINT,

ARWFZETIE, F 1 FEOWIET SG BT —T )V THT=T — 2% AT S GE
BB LOAEMEIREE RO EZHERL, & 2 ECTIERFEEZHWT,
% 3 B PH ClXfA SRR EA EMENRERE O ELZFR DL, ZOMIKE
Fl3 D 7e<ld PAH LI LU CIREM THHZENRIBSILZ, LU, 56 3 #f PH
(VTR 70y R0 2 AR E DN IRTE 35720 4 18 L0 55 T O FE M 72 i
MM BECTHD, £/, PH TIE S HEOIRBIZNE N CHAEKREREZED A - ¥
—URMRNE RN R EIND, 5% L0 EBIS>EMOT —4%
fREHTL . 45 PH BEDO L =SB R H O A - FR{E 2 62020 PH B350 QOL B
SOBHE - T HR O E | ZHORITAILRRDHNS,



GEE

AP BIOK T LIS RN T OLBY THD,

BNP Brain natriuretic peptide

CI Cardiac index

(6[0) Cardiac output

COPD Chronic obstructive pulmonary disease
CTEPH Chronic thromboemboric pulmonary hypertension
DLCO Diffusing capacity of the lung for carbon monoxide
Ea Effective arterial elastance

Eed End-diastolic elastance

Ees End-systolic elastance

Fr French

HR Hazard ratio

ICC Intraclass correlation coefficients

ILD Interstitial lung disease

mPAP mean pulmonary arterial pressure

PAH Pulmonary arterial hypertension
PAWP Pulmonary arterial wedge pressure
PDE-51 Phosphodiesterase-5 inhibitor

Pes End-systolic pressure

PH Pulmonary hypertension

Piso Maximum isovolumic pressure

PPA Prostacyclin pathway agent

PV loop Pressure-volume loop

PVR Pulmonary vascular resistance

RHC Right heart catheterization

RVEDP Right ventricular end-diastolic pressure
RVEDV Right ventricular end-diastolic volume
RVEF Right ventricular ejection fraction
RVESV Right ventricular end-systolic volume
RVP Right ventricular pressure

RVP-min Minimum right ventricular pressure
RVSV Right ventricular stroke volume

5



RVSVI
RVV

SD

SG
SRVP
TAPSE
VA
WHOEFC
6MWD

Right ventricular stroke volume index
Right ventricular volume

Standard deviation

Swan-Ganz

Systolic right ventricular pressure
Tricuspid annular plane systolic excursion
Alveolar volume

World Health Organization functional class

6-minute walking distance



]

Jiti &1 If. £ iE  (pulmonary hypertension [PH]) (%, AL 7 —7 /LFRAE (right
heart catheterization [RHC]) CTlll & L7= 2§ 2 ifi#h k£ (mean pulmonary
arterial pressure [mPAP]) 23A#L Tl 25 mmHg UL _E(Fukuda et al, 2019), BRI
DHARTAL TIHIESR ERTHD 20 mmHg %48 2 72354 (>20 mmHg) (Humbert
etal, 2022)EERIN TS

PH (%, IR R 722 N5 D& 55 1 BED Ml @ Uk o4 Jifi &) 1f.JEJiE - (pulmonary arterial
hypertension [PAH]). &5 2 B O/ L YELEEEIZAED PH, 5 3 BEOME B BIW
JET VTR R F MAEISFED PH, 56 4 BEOMMENARPAZEIZMED PH. 5 5 BEOJR KA
HEBEIWERIZZ KR D5 PH @ 5 BEIC/rFAESND (3R 0-1) (Humbert et al,
2022), EDOHTH 1-3-4-5 FEIL, MENJRELAE (pulmonary arterial wedge
pressure [PAWP]) 2% 15 mmHg LA T TV il & il i 4 4 A & i)+ 5E SRS 4, 2
HOFE TN I % #5 5t (pulmonary vascular resistance [PVR]) @ _EF- 23117 H)
e EORHEL TROBILD,



& 0-1: il M E5E D R R 20 3 (Humbert et al, 2022) (FIRRBIN—HFHE XL

%)
B18 FHSHARIERT S M EE B3R FRIABAB E ERRERICH D HEMNE
1.1 ¥%EMK% 31 FARMEMERBY L  ZAHXE

1.1.1 R OE RSB

32 RE/HES

1.1.2 240 E RSB

1.2 BiatE

33 B TmE

3.4 FhRREIR RIEIREE

1.3 E¥Y/BEYHZEK

35 MEBIC K LR VMERKE (BHBRRA4 &)

1.4 BERBI(CEIE L 7S ARIE S EE

3.6 EXRMEMHEB

14.1 BR&E

BAE BEMLER WA MELE

1.4.2 HIVERRIE

4.1 181 i ALY RH 8 M EFE

1.4.3 PIARIE TUAETE

4.2 Z Db DREHARPAZERERIC & DA ME

144 EXEORS

F5H MEOERNLEEICE 3 MEMmE

145 EMmBERE 5.1 m&EESL
1.5 FhAPARBAZE/FH EM M EREE 52251KB
1.6 #74 J2 BTGB M EE 5.3 KBRS
P28 AOMRBICH ) B OERE 54 MBRENH &) /FEbRVEESTTe
21 EA e 5.5 bR M RN i BEE
211 BERFRILNLEOFE 5.6 Rt RERm

212 BEENET/BREERT LA-EOTL
2.2 F+BE
2.3 post-capillary PHORRA & 2 5 £ XKt/ FZEO0ESR

PH, pulmonary hypertension.

AT = 08 PR i v L FESE O L 55 1 B PAH O HR T&IL 3 FELLFER
HTH252(D'Alonzo et al, 1991), B AX A7 & #& 3 A (prostacyclin
pathway agents [PPA])&EZDFFE R, = BV ZHRIRFEILIE, RAKRY =27
77—+ 5[5 3 (phosphodiesterase-5 inhibitor [PDE-5i])& A[{ATES 7 = Vg7
T—ERIEE, © 3 RHEOMIME LRI IEH ATRE THY , Zh bl Tk
AT %R QOL IFRELUWEL TWD, o, B 4 FEOIE M i A2 28k M i & i
JE£JE (chronic thromboembolic pulmonary hypertension [CTEPH])IZ 35U TH /AR
TR RSOl A& B R IR SR\ KDV IS %, FE FAfr i o E il T N b — it IR
B 23T 5 L9172 QOL R T HZ DTN HLIL TV D,

— T 3 B PH Tid, —HOREE TH NRIGIE DA SIVE DN RN
WS TV DH OO (Nathan et al, 2022), PAH X° CTEPH &HEESL TP AR
ToHY (X 0-1) (Hurdman et al, 2012; Kozu et al, 2020), PH fHIKIZIF 1T DK
IR E TR > TS, E72, BEAF Ol f & YRR DO TB S I L Th#H & I

8



Ko TRERNERY, EOIHRRRICEDERN 2 H T RENE Fo72 AR
2 TARTAY TIHIFEE B OB BEZFAIE T L VI RHEICE Fo TS
(Fukuda et al, 2019; Humbert et al, 2022),

o
s
-

1.0

‘\\\\\\ — Group 1
‘—g 0.8 Lﬁ .y = e — Group 2
c M— Group 3
3 -
< 0.6 — i_ Group 4
& — Group 5
T
()
>
w

Group 1 vs. 3, P=0.04
Group 1 vs. 5, P=0.02
Group 4 vs. other groups, P<0.0001, respectively

o
N
1

o
o

T T T

0 2 4 6 8 10
Follow-up time from diagnosis (years)

0-1. HA A PH OJRE G4 F 2 (Kozu et al, 2020)

PH, pulmonary hypertension.

PH 13— M2, Mg IROWNEOHETESCF O JRE | M58 O P 2E | (KEE R R R
(TR i L A L R RS LD I A 2 L IR DA e KR & 2R R KNS Ko TR
L2EEZLNTVD, WTNDOJRKIZIBNTS PVR O EFZHE, MBIIRES
HEEABED LA EHIL, &EICH D ARIZELEE B ThDH(Farber
and Loscalzo, 2004; Humbert et al, 2004), A5 .0>~ 421 PH f2FH O ERER THH
ZEDB(D'Alonzo et al, 1991), I 1B I AL > THEWRE (=4 =% A HT)
IR TSEHZETHERBEOR T, SHIITALDAREEEZS ZENEERIGK
HEE &L CHE B 30TV A (Vizza et al, 2022),

H BRI R EX VT4 RfRAE TRl o, RERRFEEIC, Lhoa—
TEHELILD =R I A A B EEEfE (tricuspid annular plane systolic excursion
[TAPSE]) . A=l EE(LEBIOG BREAN A LlE MRI CEHAIEND
A =BEH 3 (right ventricular ejection fraction [RVEF]) <°4 = — B0 H &4%
%& (right ventricular stroke volume index [RVSVI]), RHC T#H 154 % —[B] L
W H & (right ventricular stroke volume [RVSV])X> /LM% 4 (cardiac index [CI])72
ED®D(Surkova et al, 2022), ZIHDFFIEILHEEIEFI O FH EEHTLIEN5,

9



VAZFAICA AREEHEL THARIATHL AN TS (F 0-2),
(Humbert et al, 2022), L)L 2O OFRIEITA E ~DR(T - % A faf D BA 1T T
B, AEBEEDOT— VRRAZ T —RERDFEELIIE Z BTV,

& 0-2.PAH OEEELSBETHWONSEE ([11KVEE)

FHBEERT
=X} =N
AR D EST
WHOMEH 48
6> 5 {TEERE
peakVO,
CPET VE/VCO, slope
BNP3 % L [ZNT-proBNP
LEmEia
. TAPSE/sPAP
RVEF
SEMRI SV
RVESVI
RAP
HF—F I (Sjl/|
S\/O:

PAH, pulmonary arterial hypertension; CPET, cardiopulmonary exercise test; VO2, oxygen consumption;
VE, minute ventilation; VCO2, carbon dioxide output; BNP, brain natriuretic peptide; NT-proBNP, N-
terminal proBNP; TAPSE, tricuspid annular plane systolic excursion; sPAP, systolic pulmonary arterial
pressure; RVEF, right ventricular ejection fraction; SVI, systolic volume index; RVESVI, right ventricular
end-systolic volume index; RAP, right atrial pressure; CI, cardiac index; SvO2, mixed venous oxygen
saturation.

0-2 IZAHZEBEDKV NGO X A2 R4, A=l LR EULHERE LI
EREIC SN, TLIRREIXSDICA B O S (Stiffness) BLOHFEIC /SN
Do ZNBIZHTHT— /W RARZ U HE —R L7 DL L T, INHERE I AT A TP E A
fif DR BEZEZ T WA R ]l =F 2% 2 (end-systolic elastance [Ees]) . #:4E
BEDS L Stiffness DIFEEEL THLIE R H =7 A& X (end-diastolic elastance
[Eed]) B LG Lok H Stiffness £R3 B, iR OFFIRE L Tl S EM#R T
0D B 7E #5 tau 738 5 (Vonk Noordegraaf et al, 2019), F7-. A =INHE /) &4 =4
B DL TH 5 Bes/Ea (ERNEIR=7 A% A effective arterial elastance [Ea]) IX

10



== B IRE B O FEEE THY | 12 F T (Ea) Y KIFF O == DULHE 71 (Ees) O 1 s
tRAEZ [ B 95 (Vonk Noordegraaf et al, 2019), PAH (2B W TIRINH DA E
BE FE AR 5 L OV 26 il 8 JJk 8 BA 45 A 28 T 7% O B i X AE & B T 5 L D s N
LERNLDOHL DL E O THELHY (Vanderpool et al, 2015; Rain et al, 2013; Trip et
al, 2015; Nakaya et al, 2020; Brewis et al, 2016; Hsu et al, 2020), PH Z2& (2517
HHLWFEEELL CTIEHSILTWD,

l essesse s .
HELMIZY bD
UR#ERE HESRAE HEERE

HEMBBIR | HE - AX

SthiE Stiffness 8BS EER
v ! ! :
Ees Tau B, Eed Ees/Ea

X 0-2. HEMEDOHIFELEZNETNICKIETIRE EEHEER)

Ees, end-systolic elastance; Eed, end-diastolic elastance; Ea, effective arterial elastance.

INODRIBEOR M OT =NV NAZH —RT, Ty —AT =T NEary
IBRATT =T N ERNTHELNGA B E-AFEMHE (pressure-volume loop [PV
loop]) 4 EDHTAMLHRAMAE L THIETHEHEIGL, 2208 )hns
IS R BT 7 i B AR & HIE 0 R W = A AR B AR 2 fE AT 9% multiple beat method
ToHD (1K 0-3A) (Hsu et al, 2016; Sanz et al, 2019), L)L, PH FAF T L TH
FEATRAMOBAMEER TL2ZLTEF T T2 PIFFITREBELFENT
(T2, 2, INLDAT =T NRHITIRE N M2 AN TLHH I Lb, 2Ok
THIE SN A SRR B IO E M B JRE B R oW S 13 IR o0
TWD, IDEEZRENT FiEEL T X 0-3B OIIICRTAM R A EZL B3
HED PV loop Z— 22U, DM # I F 72 B A 1 2 5 Z & TUHE

11



RIEREPIREILTE R E AR OMENT 27 EE T % single beat method
23& % (Brimioulle et al, 2003; Sanz et al, 2019), EHIZ, 2O FHIEIZ, Ty v —
AT —T ORI H HEZIECTILKHOWSNS Swan-Ganz (SG) BT —7 L% H
WTCEHBIL7ZET —Z &L Ek MRI OFBRET — 2% A 508 5EEHK TH
Jis AT RE 72 FHENRE SN TRV (Sanz et al, 2012), PH (281547 BAEREFR A=
P L O =B R B FE AR IZ B 3 o BE R O 2 <IZZD 1L (SG T —T v kil
i MRI % F\ 7= single beat method) IZEVIRESNTWS, LL, SG HT—F
JAZEDJERE TIHRE T EOHE L/ AXRLT —F 77 Z7hBRBALRLT N EN
FMERRHY ., ZDJET — &% FWTHE S A B RE B L O = it #)
AR B R A DA FE DME T CTEDL T HDEMEINIT 3 ITRRGES N TE LT,
KR OFRETH T,

Piso

Pressure

Pressure
Pressure

| P= ae’-1)
| Eed

1 N
T

1

EDV ESV EDV
Volume Volume

0-3. HFEBHBHEECEHIZAVOGILS (A) multiple beat method & (B)
single beat method (Sanz et al, 2019) (—HFHLZE)

A: In the multiple-beat method, different pressure-volume curves are generated by changing preload, and Ees
is calculated from the slope of the line connecting end-systolic pressure-volume relationships.

B: In the single-beat method, Piso is estimated from the nonlinear extrapolation of the early systolic and
diastolic portions of the RV pressure curve. Ees is calculated from the slope of a straight line from Piso
tangent to the RV end-systolic pressure-volume relationship (or Pmax-ESP/stroke volume).

Ees, end-systolic elastance; Ea, effective arterial elastance; Eed, end-diastolic elastance; Pes, end-systolic
pressure; Piso, maximum isovolumic pressure; ESV, end-systolic volume; EDV, end-diastolic volume; PV
loop, pressure-volume loop.

\j

Y

—J7.PH BHICBILINODIHEEDRKAIERICHE T LW E T, PAH &

12



CTEPH XI5 ELLT-HDITIRIER SN TS, L7z -> T, PH & 5 HEOH THIZ
THNARRESNDE 3 B PH IZBW T, A EHERE A == Il B k8 B 73 s 2 &
NTNDDOMNEI N, FEEINTNDELT, ZOREICE DI 72 Rl IR
BB ZDHADONIIZEALE D> TRV, ZO KM EN IS IE,
%5 3 B PH OJREEMEH ., SOIZITAE 721G OMENLS° QOL- T# DU E ITEN
LZEDNHEND,

VI E&FEEIC, RFFEOE 1 ECTIX, SG AT —T NV THRIEJET —#0bHE H
LA EMERERSIOAEMEREE RO EZ, Ly y—hT7—7 /L
DIET =2 A WTHEI UL R ELL THWTRIET 2282 HIWELTZ,

T 1 BT, B 3 B PH AR Cl3A SR B L O S il B k8 B A3 ke &
SITNDNEI N ELIZZEDO R LR EREZHALICTHZEEZHNEL T,
WMo aiT -7,

13



F1E Swan-Ganz 17 —T NV EZHAWTEHL- 6 SHEETRE
FBXOE Z B E B et DX EERR AL

B1E S

FHLHT =T NV TRLNTER G2 Wil EoOf E iR X Oh = fiti#)
JRE BB DHFZE Tld, < SG BT —T Ttk L7 ERE T —4Z HW
TWe, LrL, SG A7 —7 )V TCOREEIZEHITIX, 7 —7 LV NEZ /K THRIEA
LZDKEAGTE T DIEZM M - AT 35720 17 —7 /v O it gh 2] & 1 D 27
NT—=TNDOEE BT —T VNI ORI, & EE T —2 DR MARIIZS
FXERK T DR EE TS (X 1-1) (de Vecchi et al, 2014; Bachman et al, 2013),
FEEDOY o E FAEE CTIRE THIENGIE IR AR %1 K G /A8 /N33
HAREMEL B E TERW, TORER, SG T —T VW LR BT TIL, 55
NIeT —ZRBED LT LS+ I IEMETIIR WA REE A Z BT o0 E R H D,

40 2 \

35 \

30 25

25 20

20 15

15

10

10 a

5 5

0 0 ’

7 7.2 74 76 78 8 8.2 84 8 3 32 34 36 38 4 42
Swan-Ganz catheter High fidelity micromanometer

1-1.Swan-Ganz # 7 —T NVEBRBE Vv v — T —T NV THLNAEREF
The pressure waveform measured with the Swan-Ganz catheter shows a notch (artifact) in the area indicated
by the red arrow, and fluctuations are seen throughout.

Right ventricular pressure wave form derived from Swan-Ganz catheterization shows a notches and/or artifact
in the systolic phase (red arrows), and fluctuations are seen throughout.

ZOHT, BATIT 2017 £I0 ORIV MBED SR E TV Yy —I 7 —
7/ (Micro-Cath™ Pressure catheters, Millar Co.. Ltd., Houston, TX) 725F]H A]
fELieote, M7 Ly — T —T VTSmOt —CIEZE#EE T 57
O, SG AT —TINTRONDII R/ AXRLT —=F 77720 HDHWOITEME
VORI DD (K 1-1), SHIZRIAT—T VTl /RO T Ly vy — 7 —F )L
FOHARAR B D ELIRF ] CHE I E 23 P RE 7R 72D | S IR C% 1 e 72 it 7 BR B fig
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DFHM AN AT RE L 72 o7z, AR OBY | A7 == B R Fi5 A% J6 L OV = il ) ik a8 B8 45 A%
BHOT—NVRRZ =R I T vy — AT —TNear X IR ANT—T )b
% 7z multiple beat method 7273(Hsu et al, 2016), K7Ly vy — 7 —T )Lk
single beat method Z#lAGHOHHZETHEDOEWMEEZF ML, SG T —T /L
NI RER O T IEDOK EORRRELITOZE N AIRE LR o T2,

Bachman 5%, PH &\ 13 JEGIAZXIREL T, SG W T —T N ET Ly vy—
BT —T V% A WTH EEOHIE R L maximum dp/dt (dp/dt-max) & minimum
dp/dt (dp/dt-min) OB HEITV, 2 DO HFIETHELNIZINOOFENH EIH
B35z L& 45 L7 (Bachman et al, 2013), ZOFERIX SG T —T /I THDS
NAHEEE RN O EEZ BT HLDOTHLH, R CTITER ML =ik
KJE (maximum isovolumic pressure [Piso]) L% &4 TH 5T, Ees & Ees/Ea
(BT SG AT —T VIR TERREHT D 26 M < K B I S Ty, E72 Al #H
G, tau, By Bed 3B, BMFHISNTELT, SG A7 —T LV THLIND LK
JETOABINHHRERB L OYLIRRE M O EMEMEITES o ICRarsh b it
[AF-&/AN

PLEZEEFIC, RFSEOFE —EiTliX, SG BT —T VA2 WTHE LA =%
BRI EMEREREEELZ, Ly y—I 7 —T A EHWTEHLE
EEET 58T, EDOREELMIET 2L HRYELTZ,
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w2 Hik

Xt &

2020 £ 5 A5 2021 4 12 A ORITHBET PH OHIEREAHDOWIT T 4 —
77 BHMIZ RHC &% 7-BEER%ELT-, PH BERZWHEF] TIX, 2015 £
PH IR T AR T AN THED 3 FHEIRIFE 21T > TV 72 (Galié et al, 2015),

DB MRI (2854 ETRBOFHI

D& MRI X 5 Fvor FNaAf NN~ AL —TTFT 4 b (B KAA RS 78
33mT/m, i K A/L—L —hk 100mT/m/ms) %{i 2. 7= 1.5-Tesla Achieva (Philips
Medical Systems, Best, the Netherlands) T, RHC Dfijt%2 14 H LINIZEEL 7=,
B ARW) 72 5 EFBER E[RIARICLL T O X925 i L 7= (Sato et al, 2013; Clarke et al,
2012), fREZIIMERAL TRIED LIZIREE T, (LB R FE NI A~Z VL E R 2 v
THEM LTz, EERFBIFELZ T CODEF TITLHFICEHL TWIBRE &
WG L2BBFEM LT, SEERMOOIREZIN D DI ENTELINZ, wikroA Y
M2 —TRE DN OERIKE TET2E0 TRt 2L IS,
Steady-state free-precession pulse JEZH Vo (/37 A—F(3 repetition time
= 2.8 ms, echo time = 1.4 ms, flip angle = 60, acquisition matrix = 192x256, field
of view = 380 mm, slice thickness = 10 mm, 0 mm interslice gap, 20 phases/cardiac
cycle EL72), WIZ. TR DFENTY 7 =7 (Extended MR Work Space ver. 2.6.3,
Philips Medical Systems, Best, the Netherlands) #H W CA=ERBEEFHAIL-,
FHHNT OO F a5 2 AW TR, Y7 =TI K0 R W8 O e ¥ O FE D3k
AR E RSN, HREOICEES RN RO R EERL, AEON
IOt Z F#) Th — AL THZEDOHLE R W A FE  (right ventricular end
diastolic volume [RVEDV]) BI UMK BIZAFH (right ventricular end systolic
volume [RVESV]) ## L7, RVSV X RVEF 1Z% 141 RVSV=RVEDV-
RVESV 3L RVEF=RVSV/RVEDV X 100%& L CatH L7z, 725, Ll MRI &
RHC OIZIMATENRE® PH IR ICH BERZE(L - EHE RS- 50 TR AR R e
FRHT X G BERINE LT,

BT —TIVHRE
SG T —T NI KBt M 17 Bh KE D FFAfl
RHC & SG 7 —7 /WZEHWTHARTANIHEIL TLL FOIIITHEMEL T
(Galié et al, 2015), BEFIINEALEL, 6 7L F (Fr)d—A% A NSE#HIRE- 1
KEBENRABIAL, BT —T NV EZMEWRETHED T, BT —T VTRV T F7
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(RMC-4000®, Nihon Kohden Corporation, Tokyo, Japan) (Z#&#¢ L . fifi #h R T
PAWP, /0> Hi & (cardiac output [CO]) . A =L, HHEEDNEIZHIE L=, EH

EITE DT ETZFFF RS R OMZ T HL722 A =IRE R (right
ventricular end diastolic pressure [RVEDP]) D (L2 FHIFEXANAL TO R IS T D
iz 5 LAy RiEk L7z, CO ITBABIELZ W TRIEL , A 72<Lb 3 DM ED
T E AR EFE L L7, RVEDP |3 EDORWER LA OEATOMEZ R L
(Scheinman et al, 1973), BuR3H 4 M CoOMBEOFLomILL
(Rosenkranz and Preston, 2015),

BRESLyVY— BT —TNVIZEBEZEERE

SG BT —7/VITED RHC EAZIZ SG HT—T V&K KL, 5 Fr £721% 6 Fr O
AR T —7 /)b (Mach 1™ Coronary Guide Catheter, Boston Scientific,
Marlborough, MA) Z#i AL CHEETH#D -, L%, WHT—T /L ONIEEIZ
Ty — 17 — 7/ (Micro-Cath™ Pressure catheters, Millar Co. . Ltd. .
Houston, TX) Z#i AL, 7Ly vy —AT —T VDL TAR T —T LD
SED 5-10 mm F2EE HAIIICHREI LIz, Ly — BT —T VT AV a8 —
%4 (PowerLab®, ADInstruments, Dunedin, New Zealand) (Z#fcL . SHIZZ D H
NEEHYZ7h7 =7 (LabChart Pro®, ADInstruments, Dunedin, New Zealand) 7%
AV AR—=/LEH 1,000Hz TOJERER A RE/R/ A=Y T a B a—Z 1% L T
FLER LT, ABEITLFH IR TOE LD FOMREb it 5 Bl ALkl
THRANTUT=, Buslld, Fvov =T —TNE AT 4T DT —T VIR AT
DR, Jetinz 7y AT TR /AK O KIE E FICEEL TREL, ZhbD 7L
VX —HT—T IV i%)F%Jr?EU T, B RV ECFEYCR BB I RE B b x5 25

T KI5 S LANICHE T LT,

H EEEE R KO = fii 8 ik & B O FF il

SG AT —TNVBIOF vy »—AT—T N> TRE LA B E R EHF
Hr

SG NT—TNBLORT Ly y—AT =T VTSN AEERIE T —4
IZ. LabChart Pro®% F\NTA 77 A CRENT LT,

wANZERE 5 D0 OAEFER B2 @R NG W 4 =E (systolic right
ventricular pressure [SRVP]). i /NA %= JE (RVP-min), RVEDP ., dp/dt-max .
dp/dt-min, tau, Piso O F-¥JEAEFHL7=, ZZC, RVEDP |, LabChart Pro®!|Z
BHESNTOWDIAEREMTEH 7077 52 H 0 TRD K, Piso DR HIX
Bellofiore 512D 5 X417 single beat method (Bellofiore et al, 2018){ZJ& D%
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LabChart Pro®% H N TIT o7z, 2D 5 1A T, £ = I T OULHE B 4181 36 LY
YRR IR 3 (S ESR R AR DI — T T o T TR 1 DJE O ESR
OV —7fE% Piso ELTE A L7=(Tello et al, 2018), tau |% Weiss 7% & Logistic
Ea W TE HH L7=(Weiss et al, 1976; Matsubara et al, 1995),

Ees, Ees/Ea, p 83X Eed DFE

Ees (ZLL F® K (single beat method) 2LV H Hi L 7= (Brewis et al, 2016;
Bellofiore et al, 2018):

Ees = (Piso — Pes))/RVSV: (1)

ZZ T, Pes (end-systolic pressure) (LA AR LA T, Pes OF T
BEOFEPRESNTEY, KFFEETIELULTDO 3 DOFETEHRLE O
mPAP %1 f (Vonk Noordegraaf et al, 2017; Sanz et al, 2012; Trip et al, 2013), @
mPAP % VTR DO THE H (1.65xmPAP - 7.79 (mPAPcalc £ EC) ) (Tello et al,
2018; Singh et al, 2021), @SRVP %{X A (Tedford et al, 2013; Vanderpool et al,
2015), 22T, FNEND HFETHT Pes #HWWTHI L Ees 32N E 1
Ees(mPAP) ., Ees(mPAPcalc), Ees(SRVP) & % L 7=, 72 ¥ . Ees(mPAP) I L O}
Ees(mPAPcalc)DaF & 121X, SG 7 —7 VaEHWTEHAIL7- mPAP ZfE L.
Ees/Ea (SRVP)DEHIZIL SG BT —T LV BLOT Ly vy —hT7—T /L CHIES
7z SRVP 22l L7z, RVSV (Z.0 M MRI TR L7 RVSV #fE L
7-(Sanz et al, 2012),

Ees/Ea |Z Ees & Ea DL THY ., Ea IE Pes Z/Lfik MRI TH HL 7= RVSV Tk
T HZETH ML= (Brewis et al, 2016),

Ea = Pes/RVSV: I(2)

Ees/Ea %, Z(1)EXQ)MBU FOIIICHAE SN,

Ees/Ea = Piso/Pes - 1: #((3)

Ees/Ea Ot FIZIIE T =2 D HafE T 27280, Z0 Ees/BEa DFFRITiAIE
[Pressure method | &IM-XA 5, 22T, mPAP, mPAPcalc, SRVP % Pes LU Tt
L7 Ees/Ea b% ., Zi1Z 41 Ees/Ea(mPAP), Ees/Ea(mPAPcalc), Ees/Ea(SRVP)&
=L,

Ees/Ba #FIE 2509 — 2D HIELL T, BET — ¥ DA% H 3% Volume
method] 3% 5 (Brewis et al, 2016), 2™ 5% Tli, Ees IX Pes/RVESV L THEX
. L7=235 T Ees/Ea [Z[Pes/RVESV]/[Pes/RVSV]E720, L F DX N E )LD
(Volume method (2L > CHE H L7~ Ees/Ea % Ees/Ea (Vo) £ FL) .

Ees/Ea (Vol) = RVSV/RVESV: #H(4)

B 1. Rain HOH A |2 H DX (Rain et al, 2013), LL F D 2 > D# 7 X O
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ELTHRHLZ,

RVP =a (e®VV'E - 1): K (5)

ZZ T, RVP (right ventricular pressure) |45 2% £, RVV (right ventricular
volume) ITHERFFEER L. a L BEZEHNTHDICLL TOREIERED 3 f%x
L7~ (RVP, RVV) ; (0. 0). (RVP-min, RVESV) . (RVEDP, RVEDV), ZZ
T, 2FTOEHEZREE T 572912, RVP-min % 1 mmHg (Z#t— L. RVEDP X
[1+ (RVEDP - RVP-min)| D TR O 7fE% H V7= (Rain et al, 2013),

Eed I%., #E5R RN IT DR W E- AR OB L L T, Trip bOWEICH
5T R &AW TCEFEL7=(Trip et al, 2015),

Eed=a-p-eRVEPV'B: K (6)

e w T ARAT

AT Y BT AE R (%) e 2 AT B 4 ME R 2= (standard
deviation [SD]) FE7zIXH Jufl (WU frdiPH) TH L7z, Bland-Altman fEHT 3558
OV FE B4R % (intraclass correlation coefficients [ICC]) ZH W\ C, SG 7 —
TTHE LA EEEZNE AW TR M LA SRR 6 L O = it 8 Ik
B4 f5 %2 (dp/dt-max . dp/dt-min ., tau(Weiss) . tau(Logistic) . Ees(mPAP) .
Ees(mPAPcalc), Ees(SRVP), Ees/Ea(mPAP), Ees/Ea(mPAPcalc), Ees/Ea(SRVP),
B. Eed) %, ®IGTD7 Loy —hIT7—T A THELEAEEEZHONCTEHELE
FEIE 2 FL L U CEEAfi L 7= (Cicchetti et al, 1998), Limits of agreement [, ‘-
+1.96xSD TRIRE L7z, o7 NI A X FHE T WF SR AR JE I i ks
ThHhoTIEF T X TERRELT, H N IZIX JMP Pro version 14 (SAS
Institute Inc., Cary, NC) Zfii L7,

fmEEE

A FE AR E R IR B A A - R SR PR R A B S IRV KRS
THEY (016-0461), 1964 DO~V X E S EXZ DK OWIEITHE> CTEIESIT-,
ARAFFCITR WAL DRNE F IR THY AT+ —2Na v NI Y i
ROU =TV A B TR URNF TR L,
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B3I R

BEER

WFZEIR HR 2 RHC 2521372 73 Bl E st G lieolc, TOBEF 7E R 1-
1R, 73 B 57 51125 PHIE B T o727, D> 16 #1 1% mPAP =20mmHg
73> PVR=3Wood HfZ THY PH OZ Wi FEHEZ 7253, Control &L THEATL
720 PH OJFRI 340 TIE 33 il (58%)7% PAH Tixb % h 7=, PH SEHI TiZ 10 4
(18%). Control JEF]TIL 7 Bl (44%) 2358 FIESE B Th o7, £72, PH LEHBI Tl
Jifi ifn A& PR BRI VA IX 40 Bl (70%) CTHEMESN TV,

#1-1. BEYE R

Total subjects PH Control

Number of subjects 73 57 16

Age (yr) 58+16 56+17 62+10
Male, n (%) 24 (33) 22 (39) 2 (13)
BMI (kg/m?) 2315 2345 2246
PH group, 1/2/3/4/5 33/0/11/12/1 NA
WHOFC, 1/2/3/4 12/15/28/2 NA
Number of PAH-drug used, 0/1/2/3 17/10/18/12 NA

PH, pulmonary hypertension; BMI, body mass index, WHOFC, World Health Organization functional class;
PAH, pulmonary arterial hypertension; NA, not applicable.

# 1-212. 73 BlO L MRI &4 DT —T VB OFE B2 R LT, D il MRI
XA TE B OFFR IR B L O A O BMR T2 T3t T &, 73 Bt 50 #To
FHAT ST,
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# 1-2. LB MRI EE DT —TIAUBREBEORE R

CMR parameters Total subjects (n=50) PH (n=40) Control (n=10)
RVEDV (mL) 167.84+90.4 182.5+95.0 109.0+£23.0
RVESV (mL) 110.6+84.3 125.1+88.3 52.9+15.9
RVSV (mL) 56.0+19.4 56.0+21.2 56.1+9.9
RVEF (%) 39.2+13.3 35.8+12.4 53.0£6.5
Ees/Ea (Vol) 0.72+0.39 0.61+0.32 1.14+0.40

Swan-Ganz catheterization parameters Total subjects (n=73) PH (n=57) Control (n=16)
PAWP (mmHg) 7.6+2.7 8.0£2.7 6.3+2.4
mPAP (mmHg) 28.9+11.2 32.5+10.0 16.1+3.9
RVEDP (mmHg) 7.1+3.0 7.9+2.7 44+2.6
RAP (mmHg) 3.8+2.4 42+2.4 2.3+2.0
CO (L/min) 45+1.0 45+1.1 45+1.0
Cl (L/min/m?) 2.8+0.6 2.8+0.6 2.9+0.5
PVR (Wood unit) 5.2+3.5 6.0+£3.6 2.2+09

Data are presented as mean =+ standard deviation (SD).

CMR, cardiac magnetic resonance; PH, pulmonary hypertension; RV, right ventricular; EDV, end-diastolic
volume; ESV, end-systolic volume; SV, stroke volume; EF, ejection fraction; Ees/Ea (Vol), end-systolic
clastance/effective arterial elastance calculated by volume method; PAWP, pulmonary arterial wedge
pressure; mPAP, mean pulmonary arterial pressure; EDP, end-diastolic pressure; RAP, right atrial pressure;
CO, cardiac output; CI, cardiac index; PVR, pulmonary vascular resistance.

REW LB ZBERE OB

X 1-2 12, BAEYE PAH D 43 3% &t D, SG h 7 — T VBT vy y—hT
— TV TCRESNTEREBEORABIEREEZ 7T, FEH T REREL T, SGIT—
TTCRLER LT S| R B TIEE R R WAl (T RED) LIGH B o 2e /e B3
% (ERANICEEEZIL /v TFE2RBDDLOIK L (K 1-2A), FLyyYy—TT—
TILVTCEE LT A EERIE TIXE®)/ o F N, HEWNIT L TN THoT-(
1-2B) ,
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Right ventricular pressure (case M035)
A. Swan-Ganz catheterization B. High fidelity micromanometry
(mmHg) (mmHg)

50 ‘ 50

40 / } 40

30 30

20 20

10 N V \ J A | 10

0 w 0-

2 3 i S 6 7 (sec) } 2 3 “ S (sec)

HR (/min) 59.6 68.6
SRVP (mmHg) 53.9 48.5
RVP-min (mmHg) 3.5 0.46
RVEDP (mmHg) 6.9 4.24
Piso (mmHg) 100.3 95.35
Ees/Ea (mPAP) 1.64 1.51
Ees/Ea (mPAPcalc) 0.83 0.74
Ees/Ea (SRVP) 0.86 0.96
dp/dt-max 518.8 543.8
dp/dt-min -518.8 -568.8
tau (Weiss) (ms) 45.6 34.7
tau (Logistic) (ms) 22.7 27.4
Ees (mPAP) (mmHg/mL) 1.61 1.48
Ees (mPAPcalc) (mmHg/mL) 137 1.04
Ees (SRVP) (mmHg/mL) 1.20 | 121
B 0.04 | 0.04
Eed (mmHg/mL) 0.17 0.19

X 1-2. REORAERIERTE LZ ORI R

Right ventricular pressure derived from Swan-Ganz catheterization shows fluctuations or notches near end-
diastole and after the steep increase in the systolic phase (arrows), whereas right ventricular pressure derived
from high fidelity micromanometry shows no or slight fluctuations/notches.

High fidelity micromanometry, catheterization using pressure catheter; HR, heart rate; RV, right ventricular;
SRVP, systolic RV pressure; RVP-min, minimum RV pressure; RVEDP, RV end-diastolic pressure; Piso,
maximum isovolumic pressure; Ees, end-systolic elastance; Ea, effective arterial elastance; mPAP, mean
pulmonary arterial pressure; mPAPcalc, calculated end-systolic pressure using mPAP; dp/dt-max, maximum
dp/dt; dp/dt-min, minimum dp/dt; Eed, end-diastolic elastance.

AEELAEBERERIOEG EMBNIREREE D LB

K 1-312.SC AT =T NET Ly —T =T/ TROIA BT EHGE
FRAT F6 OV = it B Rk 8 B FiR AR D Eb s IR &/~ LTz, SG A7 — 7 /L CTRIELTZ
H=EEFB LD Ees/Ea(mPAP) , Ees/Ea(mPAPcalc) . dp/dt-max, B, Eed 72 DA
ERERERIOCAEMEEERE L. 7Ly —h T =7V THIELIA
HELA BRI OE B MBI IRERFEE LS S EOBE M X R 57208,
Limits of agreement (T XTOIEIET 0 5 &, SG BT —T A 0bFLNTTE
BEET Vv —NT =T NAPOEONT IR A B E TR D>, SGHT—T
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LVTCHIELTIRIEL T Ly vy — A7 — T NV CTHIELIZIEIE D 1CC DR FEMD
DELTIL, RVEDP 0.49, Piso 0.77, Ees/Ea(mPAP) 0.60, Ees/Ea(mPAPcalc) 0.76,
Ees/Ea(SRVP) 0.65 ., tau(Weiss) 0.76 . tau(Logistic) 0.22 . Ees(mPAP) 0.63 .

Ees(mPAPcalc) 0.54, Ees(SRVP) 0.65, B 0.71, Eed 0.57 ThH -7z,

# 1-3.Swan-Ganz AT —T NEF VLo — T —T VORI CELNT-AEE
LA BRI B L UG = i B ikE B 1 B AR AT O Lk

Bland-Altman plot,

Swan-Ganz High Fidelity Intraclass correlation
Mean difference

Catheterization Micromanometry coefficient
(limits of agreement)

Total subjects (n=73)

HR (/min) 69.841.4 71.1+1.4 -1.3(7.7,-10.3) 0.92
SRVP (mmHg) 47.5+2.1 43.0%+2.0 4.5(11.3,-2.2) 0.95
RVP-min (mmHg) 2.3+0.3 0.8+0.3 1.5(5.8,-2.8) 0.62
RVEDP (mmHg) 6.6+0.4 4.4+0.3 2.2(7.2,-2.9) 0.49
Piso (mmHg) 67.942.9 62.0+2.1 6.0(32.9,-21.0) 0.77
Ees/Ea (mPAP) 1.46 +0.08 1.28+0.06 0.18(1.20,-0.84) 0.60
Ees/Ea (mPAPcalc) 0.89+0.69 0.76 +0.61 0.13(0.99,-0.72) 0.76
Ees/Ea (SRVP) 0.48+0.04 0.53+0.04 -0.05(0.53,-0.62)  0.65
dp/dt-max (mmHg/s) 502.6+20.6 427.1+13.7 75.5(325.4,-174.4)  0.57
dp/dt-min (mmHg/s) -467.5+18.4 -445.4+18.0 -22.1(119.2,-163.3) 0.89
tau (Weiss) (ms) 435+2.4 44.0%2.0 -0.5(25.0,-26.1) 0.76
tau (Logistic) (ms) 27.8415 35.5+1.7 -7.7(24.8,-40.2) 0.22

Subjects with CMR study (n = 50)

Ees (mPAP) (mmHg/mL) 0.78+0.06 0.63+0.04 0.14(0.74,-0.46) 0.63
Ees (mPAPcalc) (mmHg/mL) 0.55+0.37 0.41+0.30 0.14(0.74,-0.46) 0.54
Ees (SRVP) (mmHg/mL) 0.34+0.04 0.39+0.05 0.06 (0.59,-0.48) 0.65
p® 0.027 £0.002 0.024+0.001 0.002(0.02,-0.013) 0.71
Eed (mmHg/mL)? 0.16+0.02 0.12+0.01 0.04(0.2,-0.12) 0.57

Data are shown as mean =+ standard error (SE)

n=48.

High fidelity micromanometry, catheterization using pressure catheter; HR, heart rate; RV, right ventricular;
SRVP, systolic RV pressure; RVP-min, minimum RV pressure; RVEDP, RV end-diastolic pressure; Piso,
maximum isovolumic pressure; Ees, end-systolic elastance; Ea, effective arterial elastance; mPAP, mean
pulmonary arterial pressure; mPAPcalc, calculated end-systolic pressure using mPAP; dp/dt-max, maximum
dp/dt; dp/dt-min, minimum dp/dt; CMR, cardiac magnetic resonance; Eed, end-diastolic elastance.

1-3 IZ% 4= D Bland-Altman fEHT OfE R4~k L7=, Bland-Altman fiZ4T T
I%. RVP-min, RVEDP T[EEFRZDFIENRESI, B, Eed THHIFRZEDIETE
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DRI, [HERR ZIZBEL TIWT b SG T — T MZ B AL AR N T
Lyl =BT =T AL ELNIIIEIVS S LR M 2580, AR 212
BIL TlX, AR O EN IV SEIZ/2512E SG BT —T A bBELNT-HIE1E
INT V=T =T IVINDRLIT IR LV S LR ol M 238D 7o, 72721,
WO FEFEIZF VT Limits of agreement 7>H D it il &2 2 578 D 55 D13 727>

7,

. . .
" : - R
a3 .« . %
‘?.:? .&' ~ %
. . ' S

X 1-3. Swan-Ganz AT —T NEF Ly — AT —T NV TCHIESN-EAEEL
FEHERRESIUA B KEEHEEE D Bland-Altman plot.

Bland-Altman plots indicate the presence of fixed errors in RVP-min and RVEDP, and proportional errors in
B and Eed. In all indices, the limits of agreement included 0, indicating that there were no significant
differences between SG- and Pressure-cath-derived indices.

HR, heart rate; RV, right ventricular; SRVP, systolic RV pressure; RVP-min, minimum RV pressure; RVEDP,
RV end-diastolic pressure; Piso, maximum isovolumic pressure; Ees, end-systolic elastance; Ea, effective
arterial elastance; mPAP, mean pulmonary arterial pressure; mPAPcalc, calculated end-systolic pressure using
mPAP; dp/dt-max, maximum dp/dt; dp/dt-min, minimum dp/dt; Eed, end-diastolic elastance.

SG BT —TNET Vv — AT —T NI DHAFBEREDORIX 12 (11-16)
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HaH BE

EEROELD

AWFEIL, PH BEBEIOPH BWVEFICTBWT, FLyvy—7—7 V52 H
WCH LT — 22K UELL T SG T —T NV CTRO A EKERERIOSA
2 B R B FE AR O IE R ME A FRRE L 720 TOM L Th D, R, SG W7 —7
NVCROT-AEMRERE R IOE EMERERR BRI SIS T257 vy v —
BT —T IV TROTIGEERT BRI RN EDIRENTZ, F72, ICC 1 XFEIEICX
5T 0.2-0.9 LIEHOXNAONTN, TOHF TTH FRIGENFEHEIN TWEEE
BEREFR A B L OV E B IR B FE 2 (Ees/Ea BLONP) IZ DWW TIL, SG AT —F
NTROFEMEET Loy — BT —FT L TRDAE O L ) B 4T 72 48 B
(ICC>0.6) 23 /REH7=, — J7 . Bland-Altman f##HT TiL, Stiffness f8IZTHD p X°
Eed TIILBIRE Z DIFIEN RIS NI,

SG T —TNET VLo —NT —TFT NV TH/ONBET —FDE

SG T —TFTNETF Lyl vy —hT—F L TRIEIND A BRERE B IOA
EEARER IO ZDOJRKELTUL FORBEMENRBZ 26D, FH—I12.SG F
F—F L ORI E T O T —FTLOEIX T —TILNE ORI D
TFIEDRRZCB DN ST Al REME N B D, FFI2, X 1-2 1R TX912, SG T —TF /v
THEOLNZEREE T, 7L yyy—I T —T VDL LEL, /v TR
DIEEHETE ZILWVEINEL AL, ZOIHRT —F 77 7M. SG AT
—TNET VLo — DT =T NENEITRO A BRI IS X O = ifiH)
AR B R AR IS 22 2 L D IRIRIZ 209 D, SHIZ, T—F 777 NI EBRIZIZIFTEL
WAEEOZER EASCEK TELTIALN, FEREL TR -7 dp/dt-max D
& dp/dt-min OARAEIZ SRS 7= A REME Y D, SHIT, W7 —F 777 M
Piso D1 KEEAM . O\ TI Ees 38X Ees/Ea D KEEAIZ D72 735 0 GEME 238
Do F AT T —T VTR EFHE LU THE 128 E 3 BRI E 5O 2 1T R
DHDHIENHHILTIY (de Vecechi et al, 2014), ZIVN AR IEFESD R K L7g -7 A]
BEMER D, e 412, SG W T —F N DO A EEICHRETHIEN, BoNHHK
IR T AR e 0305, DILDOIVDMFZE TIL, HEEIILTWAEIHIZ, [E 1k
FUVAT a— Y —ZWHOFLOEGIICHREL T, Er i EXITo7
(Rosenkranz and Preston, 2015), L/ L, ZO HFIETH, BrfENLEFEEE— L2
WZLICEDRREZD A REN+7ICHY, 2N 4S EIOWHSE TO RVP-min &
RVEDP THROLNZBEEMZDRIKERS>T2b LV, 2o R L TlE, SG
BT =T NDFERMIZEBNTIE, Bum O ERKIEDREZEERERIATV, T —
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SNET DO T =T NVOEMLE N Z DT NBLETHLHEE AL,

ZHHFIEIC LA BB RE B HE AR O LB R 3

24 [8] PV loop f#HT (single beat method) IZ& > TRd72 5 DO L EHBEFRIE R
LT E BN IRERIF5 42 (Ees., Ees/Ea. tau, B, Eed) O/ T, Ees/Ea % PH /&
FOTHEAEICEEL ., &b EKMIENEWES 25TV D (Richter et al,
2020; Nakaya et al, 2020; Vanderpool et al, 2015; Nakaya et al, 2018), ZZ T,
Ees/Ea O HIZIE Pes MMM, FORD FITHEE R EINTWD, Bl 21X,
Fx Db DO EE e BEH (Nakaya et al, 2020; Vonk Noordegraaf et al, 2017; Sanz et
al, 2012; Trip et al, 2013) Ti&, mPAP % Pes &L CH ", Ees/Ea |% Piso/mPAP - 1
DATEHEHEL TS, —J5, HAE PH TiE Pes (X SRVP LIl 5L DHE RITH
3%, SRVP % Pes ELTH WD HIELIEB I LTV 5 (Tedford et al, 2013;
Vanderpool et al, 2015), 52, mPAP Z R DO (1.65xmPAP—7.79) CE L%
ZET, IVIEL W Pes 336N 5& T 0 b5 (Tello et al, 2018), ZDLH72 1
BB AL Tl Ees/Ea(mPAP), Ees/Ea(mPAPcalc), 33T Ees/Ea(SRVP)%
ETHHL,SG 17— VBT Ly y—hT —T /L CROIIEIEICE B &=
RRMIFRAEN2NZEE R LT, EBHIZ,SG W T—TILBLOT Ly vy —IT
—7 /L TRD7= Bes/Ea O ICC 1%, 3 2P Bes/Ba T XTIZBWTRAF Thote:
Ees/Ea(mPAP) (ICC=0.60) . Ees/Ea(mPAPcalc) (ICC=0.76) . Ees/Ea(SRVP)
(ICC=0.65), Z#UlZ. Ees/Ea 73, H#|Z mPAPcalc % Pes EL CfEFHL7- A2, PH
BE OGS MERE R 2 SR T D EMRNTA—Z L THEH TELT L2 RLT
W5,

Ees/Ea (3 BDEFET —HX D H% A5 515 (Volume method) Th %L H 23 7]
HE C& 5 (Brewis et al, 2016), Brewis oL, Volume method T3k 7~ Ees/Ea
(=RVSV/RVESV) 7% PAH & OAEFTHOMNL LT TRIKF Tholo A L
TUWA(Brewis et al, 2016), L2 L. Volume method T 7= Ees/Ea X RVEF 73
BOFRICE SN T=H D THY[RVEF/(1-RVEF)]. it > T RVEF LD AH B4R EG
1.0 £70%, EHIZ, PH BE TIXE D Ees/Ea Zil/NFi 325 25 T05
(Brewis et al, 2016), Pressure method & Volume method O ¥ FE < R i A F 4
(ZOWTIE, BRDMFI N LETHD,

JLIRBE DR ET
£ BE R TN THRONDRE N G EINRMEREFE 121X, dp/dt-min, tau,
B. Eed 23®%(Murch et al, 2015), 216096 B & Eed 1345 = D Stiffness % X
ML, PH BEOEFTHRERM A RSB E T 5L HE I TV 5 (Rain et al,
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2013; Trip et al, 2015; Vanderpool et al, 2015) . AKBFSETiX, B. Eed LT 11d SG
HNT—=TNET Ly —DT7 —7 )V CETEEMICA EZIT720WbD 0| ]
FRZEDIFAED RIR SNz, ZORREDFINEL T, K 1-2 IZ/RLTZ SG BT —T )L
DHEBERE THONDILEM D /o F OEENREZLND, [A/)yFIZEDHA
U775 RVEDP (Z BT A2 e EESNDN, FEFRIZSG A7 —7 /L THIEL
72 RVEDP (6.6+£0.4 mmHg) {37V > v — 7 —7 /L COEHAE (4.4+£0.3 mmHg)
IVEBEIILWLODEMEIE T2, D12 SG BT —T VB SE L By
Eed @ WHAIIE., B RIS CWA A REMEZZE BT AL ERHDHEE D
N5, 728, B & Bed DRERZ LT DL, SGHT—TNET LYYy —HT—T )b
THH-MEIZ, Bed X0E B DS 03E< ICC % B(0.71) D S5 A% Eed (0.57) KV
ST, ZHUEL SG BT —T VDT —Z & T 556 4% Stiffness OFFlIZE
WL Eed 08 B O N THD AT HEME 2R L TUA,

R DORRF

KA FENNTNLOMDIR AR DD, 56—, = HEEEFR IR B L O == i #) Ik
OB HOBEDT — VRAZ L H —RIFHEED PV loop % M2 multiple
beat method THH(Hsu et al, 2016), LOLAMIETIL, SG I 7 —T /L TELI
727 — X ORRFEIZ, multiple beat method TiX72<, 7Ly vy —A7—7 /L THEL
NI ET —Z Ll il MRI OFFE T —# % Uz single beat method 8¢ L7,
Single beat method DEH 2L - T, MEEICHWAE DR E ICRIE SRR S5
23, i MRI O BRI O EITIEFITEWIENEERESNLTWD
(Mooij et al, 2008; Clarke et al, 2012), F/2{REICT — X & HH LN TE
¥, multiple beat method T4 AJBE & DD L E Bl TEHNT TEX7-Z L&14, single
beat method ZERH LB HE THY, FlmEBZ 26N, 5 12, SG BT —TFT vk
TV —RT =TV COEREN R ITAT DN o7, LInL 2 DDUT
— T LD E T E BRI IFEAE DIERI CIRER BN RE N Z ELTZ 15 LN
(AT, o, B1EOOIFEREERE DT EGRIZ TIThvcizd 2 FED
T =T VIR EN BRI Th ol BIIREN LB b s, 8 =1
73 FEFIDOH 23 FEFI TR MRI 2332 TE/eh o7z, L7235 T, Ees, B. Eed
(T MRI Z 4R L7 50 ADAH TR LT, 50 4 COMEMTIZ, BE# &L T
HZWHED D, 2HITHAT CEXRP ol Z 8 LD BRI ANAT AD R IK L7320
BHLEZLN, BIUIZ, SG BT —TNET Loy —DT—T /T, —EB R
LREFIZIoTUTONI, L L, AR OEVWBERIZICEE T HE R I/
<, A EIOHFFERE RITKT L T RERE BT RN -TEEZEZBND, REIT, A
W81 SG 1T —T Vb LI B RE R IE 38 L OV = Ml B ke B FE 1R o
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EEMEZRRGET 22D Az HELT., LIZA> T, SG BT —T7 /L THRLNIZHE
SHR I OBIR RO R PELC ST, 4 S B0 B &3 G e LI 0 2 5F %
THETOLELDS,

B APE I

ARETIL SG T —T V& AWTHR U= =EREFEIE 5 OV =8 i 8 ik e
BB DR ELZ, 7Ly vy—hT—T N EZ AW TEH LB E LB L THEEL
7o FHEBRREES LA E MBI IREREEICE B 21370, SG IT—T /L%
AWTHR I LSRR CICE A T2 8T e THHEB 2 b, 277
L. £ % Stiffness {81 CTHHIRR ZDIEIEDNRB I, TOFIEICE ET 5281
VEThD, SG T —T VNI HL T ET — & WA ST - BERe i Hr
AR BRIV AL Lo e Rk 2 R Bl Tl 352 T D

REEARE O TR UGB ISR OO b D A REE N B D, 8 2 T TIL PH O TH T1%
ANETHD, F 3 PH IZBIT LA EMEMRITEZ SG VT —T VW THRICEREL
AWWTHEfrL ., %@ﬁﬁ%}:%fﬁj@ioﬁmﬁ 1R A MRGET D,
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2 E iR EARERR SIS M I EAE DA BRIV
A EBGEEEE DR BEEANER

B1E S

AWIEDOE 1 ETIX, BEZE TIRKHWSNS SG T —T VERHWEAE
BRI OV =M B JRE B FE M ORG E A MEFEL 7o, 2D E T, 5% 2 B TIXFED
T—T )V CRE LR 2 H VT, L0 5B TH ORI SIZSL D T Rg
W92 T LT,

%5 3 BE PH AEB O A == B R <o A =8 il 8 o BE 2 i AT et SR & L7 JE 1 4R
DA HLBH(Prins et al, 2019; Piccari et al, 2023; Hilde et al, 2013; Cook et al,
2022; Yogeswaran et al, 2022; Kazmirczak et al, 2023), ZILHDOBEH DIFEAE T
(30— D MRI, RHC 2 W Cf SRR REZ [ A0S REHI L TRV, A =ik
BEREAM DT — /W RAZ L H—RThsD PV loop & HWTHZEMIEERS I OE EH)
JUR 5 B8 & g A L 7o e B VIR LD 2, 2o H T L A 4F Janowski HIEE 3 B PH
FEBIOF B REFRIE B L O =M Iod B 45154 SG 7 —7 /L & single beat
method # H W THEH L TWAH(Janowski et al, 2024), LU, A& Tldar ¥ 7
G AIT =T NRDIE MRI L DB FET — 22RO TEL T, FRIEFED 24
Bl L7, 5 3 B PH JE G O 47 S RE 36 IOV 2 il 89 Ik B s 25 oD A T S0l
BUTEZBHONIZENTWDEILE A2\, A B EFRELER . TR EDE
S EEMRPI S TR,

F7o. F 3 B PHIEFNZIWCH M LR IED B FAE IR T 1% ~ DR B fif
M U7 i i 138 .S 41 523 (Nathan et al, 2019; Raghu et al, 2013; Nathan et al,
2021; Hinkamp et al, 2021; Maron et al, 2022), [FI{&E DA EHEGE~D L EIZE
HUWFRIT D700, 2OH T RBFSEE DT R T 50 E K E s N R
=TI, 3 B PH JER] 11 112K LC PDE-5i & &3 2 i 3 yr ok k%
TV IR 3 22 H R I AT EN B O SE 00 MRI 2 W CEHAIL /A=A
O FRALNDLZEEHMEL TS (X 2-1) (Sato et al, 2016), ZD#E B IHE
ELU 7 il i 8 fRsR e 1L 1% D 5 3 B PH JE B O 47 2 EE BE D U 13t O BE#H TH R
STV D (Saggar et al, 2014), L2L, ENHEMHK T4 RE2 R LIZEBE#REHY
(Naud et al, 2023; Farmakis et al, 2021), £ 3 £l fL & JLR R IE DO BRERE~D
WEITEESTbDITR, —H T ZRBOHE TIE, WThOHEIZENTY
PV loop AT CIHHILH 4 SRR TR AR 35 L OV = it Bh IR 8 B F5 1% D 28 b 2 fife 38
(PR QEVAYIAR
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PVR RVEDVI - RVEF

(Wood unit) (mL/m?)
25 250 50

20 200 40

15 150 30

10 100 20

5 50 10

0 0 0
oM 3M oM 3M oM 3M

B 2-1. % 3 # PH JEHI~DOfi M EILEE R GH D PVR BLUOAZEHREOE
{b(Sato et al, 2016)

Changes in pulmonary vascular resistance and magnetic resonance indices during the 3 -month follow-up.
PVR and RVEDVI decreased and RVEF increased at 3-month follow-up in 11 patients with severe group 3
pulmonary hypertension treated with pulmonary arterial hypertension—approved drug(s). Bold lines indicate
the changes in the 3 CPFE or IP patients who received at least 3 months of oxygen treatment and were treated
with a PDE-5i alone.

PVR, pulmonary vascular resistance; RV, right ventricular; EDVI, end-diastolic volume index; RVEF,
ejection fraction; ILD interstitial lung disease; CPFE combined pulmonary fibrosis and emphysema, PDE-5i,
phosphodiesterase-5 inhibitor.

PLEAAS B, & 2 B ClE. 55 3 BE PH O 45 EH4H %i@ﬁ%ﬂﬁ@]ﬂ)ﬁ@%&ﬁ%
EDOH LR EAHONCTHIEELTE, 20 8 3 B PH (ZRBIT DA ML L3R
Tﬁ#ﬁm’a%*&%ﬁ%%ﬂﬁﬁ%%%ﬁiﬁE‘é«@%ﬁ&%éﬂﬂﬁbto
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F2Ei Hik

I

2011 4F 8 4705 2022 2 11 A £TOMIC PH OBWIHEESL 741 —T v 7 H
I THBHIAREL RHC 23 T A1 TR A SNIIE B &2k G L LTz, PH ORI
P2 IRF 5D European Society of Cardiology/European Respiratory Society 7213
B A o Jifi & 1if B E 32 Wr 1B IR AR Z A2 12hE > TIT - 72(Galié et al, 2016;
Fukuda et al, 2019; Gali¢ et al, 2009), LFCAERIH . PH 72L (mPAP =20 mmHg)
(no-PH), PAH, % 3 Bf PH L2 WS/ JE Bl 2 ATt S L L, 2 BF, 4 B, 5 B PH
FEBNEERIN LT,

R R 1B D INEE

eIV T % retrospective (ZFHA L, 2 W E B, WAL 22 RED WHO #
HE/7¥H (World Health Organization functional class [WHOFC]). brain natriuretic
peptide (BNP), 6 77 [E] =175 (6-minute walking distance [6MWD]), -Lfii MRI
7 —4 RHC # RAaEZWE LT, £/, PH GESITIE, i fn & §L 3R 2 L D165
DHEBENE BERIZOREME, SHICET HBIUSERZFHAE L, JEKIZ
DL Tonelli 5BLOF 4 DBEHIZHEL | PH OAITLDHIE LT, PH 237K L
H—HB B 5 L7248 1, PH 28 B LRV VBE 1, AN B IC 3 #EH L 7= (Tonelli et al, 2013;
Nakamura et al, 2022),

L MRI

Lol MRI 1 1.5-Tesla Achieva (Philips Medical Systems, Best, the Netherlands)
T, RHC DR 14 HUWIZE L, TR OfENTY 777 (Extended MR Work
Space ver. 2.6.3, Philips Medical Systems, Best, the Netherlands) % H N TEEH#RIC
YEL CAEAT L 7= (Sato et al, 2013; Clarke et al, 2012), RVEDV X O RVESV %
L. RVSV & X RVEF (L% < 1 RVSV=RVEDV-RVESV B L T
RVEF=RVSV/RVEDV X 100%& L Tt 5 L7z, /L MRI & RHC O FIZ 4T Ehf&
R PH IGIRICH BB - EHE RTG53 A R RT3 R bERIN L
720 FEMIITE 1 B HE (LI MRI OHH) IZFE# L7z,

BT —TIVHRE
RHC XSG 7T —T VEHWTHARTANTHERLL 72 F57 15 TH N L 72 (Galié et
al, 2015) . AR ClX, iEARIE ., PAWP, CO, 45 =JE., A5 EJEDNEIZH E LI,
CO IFBAMRIEZHWTHIEL, D7t 3 FORED EHEERFMELT,
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RHC O EDOFEMMITH | O I51E CHLAT =T /VRADIH) ICREH LT,

HERERBIOA Z MBI REREEECR

SG T =T NV TIFTMENIRB LA LRI T —F% csv 77 A&LT
export L, LabChart Pro® (ADInstruments Sydney Australia) TRt IAF, 477
A TRAT LT, ETREIFRALO —DE W OME RS LA EEREL 1
451N LabChart Pro o H 8) 5 H & AE % FA VT mPAP, RVP-min, RVEDP
ZRIEL, SHIZREY 7 =7 % AT Piso, tau 5 L7z, Piso |5/ 1 DK
PR RE 3 KOG S it Bl )Rk B O FEAl O TH & [FIER L2 | single beat method (245 T
B H U7z (Bellofiore et al, 2018), tau |% Weiss 1% TH L 7=(Weiss et al, 1976), %2
HARDBRI L FHIFRALOERE T D 2 WIBAEIRL T, 556N HO 2
FKMELTHWE,

Ees, Ees/Ea, B, Eed D& 12D\ TlX, Ees & Ees/Ea DA IZE1T D Pes &L
T 1.65xmPAP-7.79 (Singh et al, 2021) TELNTMEZHWT, 26 1 ED Ees,
Ees/Ea, B 33X Eed DFHH O LRI DO HFIETHEM LT,

M 7R AT

Bohler —21%, 2618 L O no-PH #, PAH BE, 5 3 #f PH #£D 3 BERIIC
H 7 AV EHTA (%) | H A E L el (T i) TR LT, KB
ORER BT A Y X R G FT21E 2 (95%E M X ) 2 W CfT - 72, 7=, PAH
B, 26 3 B PH BECIIA EMREfRZE B L O E B kE B f5 2 & WHOFC B.&
O 6MWD O 38 % Spearman ONANZAHBIGRE TR L 7=, LW L TL
TIERICTlX, £ TCBILY PH s£E PH N7t — B 5 L7=E C &2 P
[PH B4t | % PAH &85 3 #f PH LTIl AL, M #E fH O 7% Kaplan-Meier
HifR . COX Hhf N —RIE T L7z, FIARIZ, 23T -PH BB LA N —R T
A FRELOREY COX N —RET L (B BT 5 L O - M 51 4l
EFRMT) TRENT LT2, DI, N—RT AT — X B4 (7 R il i Bk 9 38 28
FWHiL7- PAH BEB IOV 3 #F PH BEOEF] Tl IR AT O KR IEOZE L%
KIS DHD t #E TRl L7z, %12, 55 3 BE PH B 22 Wil & 4 (28T 7= Il
M E LR GBI AA S, 30 H LU E DMk AR CE R T NN DR E
FNENIRERELIEIR AL LT 2 43 L., Kaplan Meier #if{, Log rank test 35K
O COX N —RET /)L (B S AT I KO i - MR Al (B AT) TredzL
Teo 723 COX Hfi N —RET /LTl Ffim - PRI, 35 SR L mPAP, CO,
PVR L ENEFEER 712z, ~PF—RL (hazard ratio [HR])ZH HL7=, #E
FHEEHT 121X IMP Pro version 16 (SAS Institute Inc., Cary, NC, USA)&fi L 7=,
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mEEE

AT Y M OB L B S ITHVAFE S (016-0461), 1964 D~/
XESLEZOBROLIEITHE > TEMSN T, EARMIRILHE T RORFIETHY,
Bhigk DU =7 A B LTI NT NG TA T — 2 Ra 2 bR L
7

34



B3I R

BEER

FEHT X521 201 I THY, no-PH/PAH/ZE 3 A PH IZZE 241 40/93/68 72—
7o BRIR S Fea R 2-1 1O d, 3 BERI O T, 5 3 BE PH BEA RO E BT, B
PR G R S @o o7z, HWIRBIOE G Tid, PAH B CIEfE A #LiRIXLD PAH
2 33 Bl (35%) EfcbE<l, B 3 BE PH RECIZMIVEMEMZE A (interstitial lung
disease [ILD]) 23 31 il (46%) &Licbmn>7c, £7- no-PH #f, PAH Bf, &5 3 #f
PH RV AU CH I8 BUESE B N E 4 21 B (53%). 21 61 (23%). 13451 (19%)
GENTV, IS L3RR 1T PAH BE Tl 49 1 (53%). %5 3 & PH £ Tl 10
Bl (15%) THWOHIL, ZDrHZNEH 33 61, 56 THFAEENTHhIL T,
6MWD (X% 3 #f PH #£ T PAH BELVINME T, MEBERE MR A T . %DLCO BL
U%DLCO/VA [TV T b5 3 #f PH # T PAH BELVIRAES »7-, ik MRI T
I%%5 3 #£ PH #£® RVEDV. RVESV % no-PH #£ XV & . RVEF 1% 3 B TR b
KAl 72 ~72, RHC & —% TlL. % 3 # PH B ® mPAP, CO/CI I% PAH #f X0 KfE
7Zo7eM, PVR IZABEERI TS 57,
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#2-1. BEER

Difference between groups (95%Cl)

no-PH PAH G3PH
no-PHvsPAH no-PHvsG3PH PAHvs G3PH
Number of subjects 40 93 68
6.6 5.7 123
Age (yr) 64(45-72) 55(41-67) 68(59-74) RO o P
0.67 4.29 6.39
Male, n (%) 10(25) 17(18) 40(59) (028163 (1811016 (3.13-13.04)"
21.7 215 21.8 0.7 0.3 0.4
2
BMI (kg/m?) (19.3-236)  (19.6-25.2)  (19.3-24.4)  (-0.9-2.2) (-1.4-2.0) (-1.9-1.2)
0.26 0.21 0.81
$sc.n i) 21(53) 21(23) 13(29) (0.12-0.58)'  (0.09-0.51)  (0.37-1.76)'
PAH subtype, n (%)
I/H/D PAH 30(32)
CTD-PAH 33(35)
PoPH 12(13)
CHD-PAH 7(8)
PVOD/PCH 11(12)
Background lung disease, n (%)
coPD 15(22)
ILD 31(46)
CPFE 18(26)
others 4(6)
Number of PAH-drug used, 0/1/2/3 44/16/11/22  58/5/4/1
) 0.29
PDE-5i/sGCS, n (%) 35(38) 10(15) (0.13-0.05F
0.07
ERA, n (%) 36(39) 3(4) ol P
0.08
PPA, n (%) 33(35) 3(4) (0.02:0.20)
WHOFC, 1/2/3/4 13/28/45/4  1/13/38/14 ?553_0 8)
396 273 -141
SRWD (il (320507  (181-352)° (-191--92)
s 24.8 aa.1 57.7 180.0 110.9 89.8
Pg (11.5-54.9)¢  (12.6-153.3)° (16.1-141.4)'  (13.8-345.9)  (40.2-181.6)  (-246.7-108.8)
PFT parameters
- 2.63 2.79 2.40 0.12 -0.32 -0.44
(2.19332)"  (2.36-331)'  (1.55-337)  (-0.20-0.44)  (-0.70-0.06)  (-0.77-0.11)
e 93.6 96.5 71.7 0.6 -17.8 -18.4
(83.5-109.7)" (82.6-106.7) (54.0-96.3)  (-7.3-8.5) (-28.0-7.6)  (-27.0--9.9)
Al 2.57 2.74 2.34 0.11 -0.34 -0.45
(212-333)  (2.32-325)'  (1.50-327)  (-0.21-0.43)  (-0.72-0.04)  (-0.78-0.12)
— 1.96 1.98 1.47 0.03 -0.53 -0.56
oL (1.67-2.63)  (1.64-2.44)  (1.162.03)  (-0.23-0.29)  (-0.79-0.26) (-0.78--0.34)
89.8 87.9 61.5 5.8 -28.9 231
RELOPY (76.9-107.9)  (72.7-100.2)  (48.7-80.8)  (-14.1-2.5) (-38.8-19.6)  (-30.2--16.0)
75.0 74.6 74.1 18 -6.6 -4.9
FEVLO/FVC(%) (70.6-84.8)  (68.6-81.4)  (57.1-84.8)  (-5.8-2.3) (12.9-03)  (-10.6-0.9)
11.77 9.90 2.94 235 -8.32 -5.96
DLCO (ml/min/memiig) (9.50-14.69)"  (6.14-13.23)  (2.04-530)°  (-4.10-0.60)  (-10.01-6.61) (-7.45--4.47)
71.9 53.2 19.9 224 -49.7 272
%DLCO (%) (58.7-92.2)"  (34.4-65.8)  (14.0-35.7)°  (-31.1-13.8) (-58.4-41.0) (-33.8-20.6)
3.33 3.11 1.26 -0.82 -2.24 -1.42
DLCO/VA {ml/min/mmitg/L) (2.85-475)"  (2.13-391)  (0.63-232)°  (-1.41-0.22) (-2.90-157) (-1.92--0.92)
75.3 62.2 24.9 233 493 -26.0
%DLCO/VA (%) (62.0-109.3)" (44.2-762)  (15.1-50.4)°  (-36.1-10.5) (-63.3-35.4) (-35.8-16.3)
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*2-1. BELER (#e)

Difference between groups (95%Cl)

no-PH PAH G3PH
no-PHvsPAH no-PHvsG3PH PAHvs G3PH
CMR parameters
97.6 132.3 137.7 58.7 46.2 125
VRN i (84.0-1185)%  (111.6-1925)° (110.0-167.9)* (39.0-78.5)  (28.9-63.4)  (-34.3-9.2)
42.7 74.9 90.0 51.7 50.9 0.7
RVESV (m) (31.4-569)9  (55-121.3)  (64.9-119.4)° (36.0-67.3)  (37.8-64.1)  (-19.1-17.6)
52.6 55.2 44.3 7.1 4.8 118
RVSV (ml) (45.7-65.5)9%  (44.8-713)  (36.0-61.6)°  (-0.3-14.4) (-11.8-2.3) (-18.9--4.7)
— 52.6 42.7 34.3 -13.1 -19.9 6.8
(50.5-57.8)%  (33.1-509)°  (29.0-40.0)°  (-17.1-9.2)  (-23.9-16.0)  (-10.8-2.8)
RHC parameters
0.5 0.5 0.0
PAWP (mmHg) 8 (6-10) 7(5-9) 7 (5-10) (1505 (17:0) CLE40
21.9 16.7 5.2
mPAP (mmHg) 16(13-18) 35(28-45) 30(27-36) MEram  ASEw s
1.9 0.6 1.2
RVEDP (mmHg) 6 (4-8) 8 (6-10) 7 (4-9) P T s
. 13 -0.3 1.6
RAP (mentig) 4(55) S50 4{1-5) (0.4-2.2) (-1.4-0.7) (-2.7--0.5)
-0.3 0.8 0.4
€O (L/min) 46(4.0-54) 42(3451) 39(3347) 3oy 12-0 (0.5:0)
-0.2 0.5 0.3
2 », Al -
¢l (L/min/m?) 31(27-35) 2802332 242230 oo0 e Sy 0
6.3 5.0 1.2
PVR (Wood units) 17(14-19)  59(4.2-105) 60(4680) oo 0 - Eedn

PH, pulmonary hypertension; no-PH, without PH; PAH, pulmonary arterial hypertension; G3PH, Group 3
PH; 95%CI, 95% confidence interval, BMI, body mass index; SSc, systemic sclerosis; I/H/D PAH,
idiopathic/heritable/drug induced PAH; CTD-PAH, connective tissue disease PAH; PoPH, portopulmonary
hypertension; CHD-PAH, congenital heart disease PAH; PVOD/PCH, pulmonary veno-occlusive
disease/pulmonary capillary hemangiomatosis; COPD, chronic obstructive pulmonary disease; ILD,
interstitial lung disease; CPFE, combined pulmonary fibrosis and emphysema; PDE-51, phosphodiesterase-5
inhibitor; sGCS, soluble guanylyl cyclase stimulator; ERA, endothelin receptor antagonist; PPA, prostacyclin
pathway agent; WHOFC, World Health Organization functional class; 6MWD, 6-minute walking distance;
BNP, brain natriuretic peptide; PFT, pulmonary function test; VC, vital capacity; %VC, VC percentage; FVC,
forced VC; FEV1.0, forced expiratory volume in one second; %FEV1.0, FEV1.0 percentage; DLCO,
diffusing capacity of the lung for carbon monoxide; %DLCO, percentage DLCO; VA alveolar volume; CMR,
cardiac magnetic resonance; RV, right ventricular, RVEDV, RV end-diastolic volume; RVESV, RV end-
systolic volume; RVSYV, RV systolic volume; RVEF, RV ejection fraction; RHC, right heart catheterization;
PAWP, pulmonary arterial wedge pressure; mPAP, mean pulmonary arterial pressure; RVEDP, RV end-
diastolic pressure; RAP, right atrial pressure; CO, cardiac output; CI, cardiac index; PVR, pulmonary vascular
resistance.

=68, 'n=32, °n=185, 9n=30, °n=91, =64, &n=175, "n=34, 'n=86, n=55, kn=174, 'n=85, ™n=172, "n=33,
°n=53, Pn=155, =25, 'n=81, n=49, 1n=200, "n=92, fodds ratio (95%CI).

Bold font indicates statistical significance (95%CI not including 0).

FREOL EWEBE SO EMBIREEfREAL R 2-2 BLOX 2-2 TR
J, % 3 BE PH BECIL, no-PH BELLL#ZL T Ees/Ea 13H B IZIKME, B, Eed 13FH
BICEEE 57, — 7, PAH BEEORIZIZW T b A B 2132 ol
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& 2-2. BHEOA BHBEREBIUA EMEIRER 5 1F

Difference between groups (95%Cl)

no-PH PAH G3PH
no-PH vs PAH no-PH vs G3PH PAHvs G3PH
Ees(mmHg/mL)  0.43(0.33-0.62)° 0.42(0.28-0.60)° 0.46 (0.26-0.75)° i(-)éiss-a_oga ﬁg{ia-o_m) ?_‘3‘[‘]8_0_15}
Ees/Ea 1.56(1.08-2.26) 0.50(0.29-0.80) 0.59(0.27-0.79) i-li?soq--u.sn i-li.zs--u.gl ?6{1,111-0.13}
tau (msec) 36.9(26.4-62.0) 40.6(30.6-50.3) 36.3(27.7-45.8) fi%‘.d.-?,z} :201'?9-1.8] fig,g-l,m
B 0.020(0.015-0.030)* 0.029(0.021-0.039)°  0.035 (0.022-0.049) ?6?0?3_0‘016} ?6?01:7_0_021) 33%22 0010)
Eed(mmHg/ml) 0.12(007020°  018(0.12032° 019041038 @i (6.04-0.17) 0 05-0.06)

PH, pulmonary hypertension; no-PH, without PH; PAH, pulmonary arterial hypertension; G3PH, Group3 PH;
95%ClI, 95% confidence interval; Ees, end-systolic elastance; Ea, effective arterial elastance; Eed, end-
diastolic elastance.

an=25, b'n=81, °n=49.

Bold font indicates statistical significance (95%CI not including 0).

Ees Ees€p  ———
(mmHg/mL) = —
1.0 ' H 4.0
5 8
3.0
a & £y
0.5 $ T ! 3
&= ks 20 .
i 7 £ I
" i 1 1.0 I i%i
% 0 kY
no-PH PAH G3PH no-PH PAH G3PH
0.43 0.42 0.44 1.56 0.50 0.59
(0.33-0.62) (0.28-0.60) (0.26-0.75) (1.08-2.26) (0.29-0.80) (0.27-0.79)
tau E  fplm— o] Sl
(msec) S , (mmHg/mL) s
200
0.08 " e
150 i :
0.06 i 3 1.0
100 s . 0.04 : 2 K
1l i : P4 %" ¥ s . H +
50 . 0.02 + % = = =
. S S 4 &
0 4 : = 0 5 ! i 0 = 3 =
no-PH PAH G3PH no-PH PAH G3PH no-PH PAH G3PH
36.9 40.6 36.3 0.020 0.029 0.035 012 0.18 0.19
(26.4-62.0) (30.6-50.3) (27.7-45.8) (0.015-0.030) (0.021-0.039) (0.022-0.049) (0.07-0.20) (0.12-0.32) (0.11-0.38)

B 2-2. FREOLEBHETRFELA SMBIAGERSHFE OB

* indicates significant difference between two groups.

PH, pulmonary hypertension; no-PH, withput PH; PAH, pulmonary arterial hypertension; G3PH, Group 3
PH; Ees, end-systolic elastance; Ea, effective arterial elastance; Eed, end-diastolic elastance.

FERBHEERICAEMBIREREEZRELB FER., EBHARORE

F 23 KA EHERIESIOA =M B IREBfEIZ L WHOFC BX W
6MWD L DB %27~ L7-, WHOFC TiZ, PAH B T Ees/Ea, B 23 thE Y KW HES
(| 0]=0.35) #3725, % 3 B PH BECIXEVIIWFEBEI O AR OB, T2,
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6MWD EDFHES Cld, PAH % C Ees/Ea, B EOH BE/RMBENRH 72723, 5 3 # PH
FECIZWT OB TH A B2 BT T,

& 2-3. FHOAERERERLVCAZMBIREREEEL WHOFC BLXT
6MWD /B8

PAH G3PH
WHOFC
Ees 0.08(-0.15-0.30)° 0.00(-0.28-0.29)°
Ees/Ea -0.35 (-0.52--0.15)° -0.19 (-0.41-0.05)¢
tau 0.30(0.10-0.47)° -0.26 (-0.47--0.02)¢
B 0.35(0.13-0.53)® 0.10(-0.19-0.38)®
Eed 0.26 (0.04-0.46)° 0.09 (-0.20-0.37)®
6MWD
Ees -0.04 (-0.29-0.21) -0.05 (-0.43-0.35)
Ees/Ea 0.28(0.05-0.49)¢ 0.22(-0.14-0.53)
tau -0.21(-0.43-0.03)¢ 0.18(-0.18-0.50)"
B -0.30(-0.51--0.05)° -0.25(-0.58-0.15)f
Eed -0.21(-0.44-0.04)¢ -0.36 (-0.66-0.04)f

Data are shown as correlation coefficient (p) with 95%CI.

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; WHOFC, World Health
Organization functional class; 6MWD, 6-minute walking distance; Ees, end-systolic elastance; Ea, effective
arterial elastance; Eed, end-diastolic elastance; 95%CI, 95% confidence interval.

an=78, 'n=36, °n=90, In=47, °n=62, 'n=18, &n=68, "n=21.

Bold font indicates statistical significance (95%CI not including 0).

AEBERERBIOCAEMBREREZELTROBE

TR TIL, 1024 (426-2466) H OBLZZHIRH H PAH B Tld 24 6l (26%).
95 3 BE PH BETIZ 40 6 (59%) 4B L7z, SEIKIMENT Tl 2481 PAH BT
1% 18 6 (75%). % 3 & PH #ETiX 29 61 (73%) 7 PH RS- ~7-, X 2-3 |
PAH #f, 55 3 # PH #® Kaplan Meier #Hif# (A. 251, B. PH B#EIE) AR
T, WTHTHE 3 B PH BEO 2N PAH BELORE THY, Fiis, PERITHIIEL
72 HR [T 4315 C 2.03 [1.11-3.72], PH BA# 36T 2.21 [1.12-4.39] 72-7=,
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A All-cause death B PH-related death

1.0 1.0
0.8 0.8
3 06 Z 06
s g
€ 04 g 04
v ]
02 ' Hazard ratio (95%Cl) 02 Hazard ratio (95%Cl)
4.43 (2.60-7.57), crude 4.74 (2.54-8.82), crude
0 2.03 (1.11-3.72), adjusted 0 2.21 (1.12-4.39), adjusted
0 1000 2000 3000 4000 0 1000 2000 3000 4000
follow-up period (days) follow-up period (days)
93 62 42 23 12 87 58 41 22 12
At risk At risk
68 26 8 3 0 57 23 7 3 0

[X] 2-3. PAH #£&55 3 # PH D (A)E T, (B)PH BIEIED Kaplan-Meier ph
BT X DEENT

PH, pulmonary hypertension; PAH, pulmonary arterial hypertension; G3PH, Group 3 PH; 95%CI, 95%
confidence interval; adjusted, hazard ratio adjusted for age and sex.

PAH BELH 3 BEPH BEOZNE NI IZE L TR—RT A 485D HR &3
2-4 \TRULT, AR, HEBITHIIEEL 7 HR 2N BICEE IR 7= 01,
PAH #£Ti¥ WHOFC, 6MWD, BNP, %DLCO, %DLCO/VA, mPAP, CO, CI,
PVR THY. % 3 £ PH £ TliX 6MWD (<165 £=165 T_-%43). RVEDP D &2 -5
72 PH B 3EE W2 [RRE DN Tl (3 2-5). s, MBI THiIEL7- HR 23
HETZ>7=-0DlX, PAH #T/X WHOFC, 6MWD, BNP, %DLCO, %DLCO/VA,
mPAP, CO. CI, PVR THY, % 3 # PH £ Tl 6MWD (<165 =165 T 7).
RVEDP LA EIED BT -1, Fi-, A =M REFE I 3 X O = il @) i B e 12 ¢
I%. PAH #¥ T Ees/Ea 7% HR 0.19 [0.03-0.88] T PH JE&B@# LT =28, 4 3 B
PH HETIIWTNDOIRIES TR EOF BREEITe o7,
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% 2-4. PAH B L%E 3 B PH BB AL TITHH A48 D Hazard Ratio

PAH (n=93) G3PH (n=68)

crude Age- and sex-adjusted crude Age- and sex-adjusted
age 1.06(1.03-1.10) 1.06(1.02-1.09)
Sex (male vs female) 1.47(0.55-3.95) 2.90(1.36-6.18)
WHOFC (II/1V vs 1/11) 7.99(2.37-26.88)° 6.80(1.98-23.35)° 1.55(0.65-3.74)° 2.25(0.91-5.61)°
6MWD 0.988 (0.979-0.994)° 0.989(0.981-0.997)° 0.999 (0.995-1.003)¢ 0.997 (0.992-1.002)¢

6MWD (<=440 vs >440)
6MWD (<=165 vs >165)
BNP
BNP (>=50vs <50)
%DLCO
%DLCO/VA
Subtype
I/H/D PAH vs others
CTD PAHvs others

10.11(1.29-79.20F
NA

1.002 (1.001-1.003)*
13.00(3.83-44.13)
0.93(0.90-0.96)¢
0.95(0.93-0.96)*

0.37(0.13-1.07)
1.13(0.50-2.54)

5.19(0.63-42.71)¢
NA

1.002 (1.001-1.003)*
9.31(2.68-32.38)*
0.95(0.91-0.98)*
0.96 (0.94-0.99)*

0.67(0.22-2.02)
0.97(0.41-2.26)

0.48(0.06-3.80)°
1.94(0.71-5.28)¢
1.000 (0.998-1.001)"
1.64(0.84-3.21)
0.98(0.95-1.00)"
0.98(0.96-1.00)"

NA
NA

0.89(0.11-7.13)¢
3.11(1.03-9.33)¢
1.000(0.998-1.001)"
1.69 (0.85-3.36)f
0.99(0.96-1.02)"
1.00(0.97-1.02)"

NA
NA

COPD vs ILD/CPFE NA NA 0.58(0.75-3.93) 0.62 (0.26-1.46)
CMR parameters
RVEDV 0.999 (0.991-1.005)' 0.997 (0.989-1.004)' 0.999 (0.989-1.008)' 1.001(0.992-1.010)!
RVESV 1.002 (0.994-1.007)' 0.999 (0.991-1.006)' 1.000(0.989-1.010) 1.002 (0.990-1.012)
RVSV 0.972(0.945-0.996)' 0.982 (0.955-1.006)' 0.993 (0.969-1.016) 1.001(0.978-1.024)
RVEF 0.962 (0.926-0.999)' 0.982 (0.947-1.015)' 0.986 (0.951-1.021)' 0.992 (0.952-1.034)!
RHC parameters
PAWP 1.063 (0.907-1.246) 1.032(0.883-1.201) 0.895 (0.810-0.986) 0.912(0.819-1.011)
mPAP 1.030(1.001-1.059) 1.042(1.011-1.072) 0.990(0.954-1.021) 0.996(0.958-1.031)
RVEDP 1.044(0.935-1.152) 1.094(0.975-1.213) 0.874(0.791-0.962) 0.889(0.801-0.983)
RAP 1.044(0.925-1.149) 1.098(0.967-1.220) 0.888 (0.796-0.986) 0.894(0.792-1.003)
co 0.459(0.301-0.682) 0.494(0.302-0.767) 0.812(0.586-1.105) 0.808(0.547-1.171)
cl 0.287(0.143-0.551) 0.328(0.149-0.658) 0.675(0.391-1.097) 0.847(0.454-1.517)
PVR 1.133 (1.060-1.206) 1.179(1.091-1.273) 1.004 (0.929-1.070) 1.018(0.933-1.098)
PV loop-derived parameters of RV function and RV-PA coupling
Ees 2.166(0.411-10.017) 2.399(0.417-11.869)' 2.820(0.947-8.454) 1.244(0.341-4.460)!
Ees/Ea 0.377(0.100-1.208) 0.362 (0.089-1.295) 1.347(0.560-3.192) 1.050(0.380-2.839)
tau 1.002 (0.986-1.011) 1.005 (0.987-1.015) 0.990(0.966-1.012) 0.975 (0.947-1.000)
B 397.7 (0.00005-1383415)’ 0.178 (0.000002-111894)' 20396.99(0.027-987921)' 140.842 (0.0009-158068)'
px1000 1.061 (0.785-1.347)' 0.983(0.730-1.280)’' 1.104 (0.904-1.342) 1.051(0.840-1.301)
Eed 0.671(0.051-3.323)’ 0.320(0.020-2.850)' 0.962 (0.143-5.334)' 1.015(0.117-7.083)!

Data are shown as hazard ratio with 95%CI.

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; WHOFC, World Health
Organization functional class; 6MWD, 6-minute walking distance; BNP, brain natriuretic peptide; %DLCO,
percentage diffusing capacity of the lung for carbon monoxide; VA, alveolar volume; I/H/D PAH,
idiopathic/hereditary/drug-induced PAH; CTD-PAH, PAH associated with connective tissue disease; COPD,
chronic obstructive pulmonary disease; ILD, interstitial lung disease; CPFE, combined pulmonary fibrosis
and emphysema; NA, not applicable; CMR, cardiac magnetic resonance; RV, right ventricular; EDV, end-
diastolic volume; ESV, end-systolic volume; SV, stroke volume; EF, ejection fraction; RHC, right heart
catheterization; PAWP, pulmonary arterial wedge pressure; mPAP, mean pulmonary arterial pressure; RVEDP,
RV end-diastolic pressure; RAP, right atrium pressure; CO, cardiac output; CI, cardiac index; PVR,
pulmonary vascular resistance; PV loop, pressure-volume loop; PA, pulmonary arterial; Ees, end-systolic
elastance; Ea, effective arterial elastance; Eed, end-diastolic elastance; 95%CI, 95% confidence interval.
an=88, Pn=66, °n=68, n=32, °n=91, n=64, ¢n=86, "n=53, 'n=81, iIn=49, *n=92, 'n=81.

Bold font indicates statistical significance (95%CI not including 1).

41



% 2-5. PAH L35 3 B PH BEICR1TD PH BEEICR 5% FEED Hazard

Ratio

PAH (n=87) G3PH (n=57)

crude Age-and sex-adjusted crude Age- and sex-adjusted
age 1.08(1.04-1.12) 1.06(1.02-1.10)

Sex (male vs female)
WHOFC (II/1V vs 1/11)
6MWD

6MWD (<=165 vs >165)
BNP

1.65 (0.54-5.05)
9.92(2.27-43.32)°
0.985 (0.975-0.994)¢
NA

1.002 (1.001-1.003)

8.39(1.89-37.21)°
0.989 (0.979-0.997)¢
NA

1.002 (1.001-1.003)

2.87(1.25-6.61)
1.89(0.56-6.37)°

0.998 (0.993-1.003)¢
2.65(0.74-9.51)
0.9998 (0.9983-1.0010)"

2.70(0.789.35)
0.993 (0.983-1.001)°
4.78(1.07-2137)
1.000 (0.999-1.002)'

BNP (>=50vs <50) 15.71(3.57-69.097 10.54 (2.31-48.00) 2.05(0.93-4.54) 2.40(1.05-5.50)
%DLCO 0.93 (0.90-0.96)% 0.94 (0.90-0.98)% 0.96(0.92-0,99)" 0.98(0.94-1.02)"
%DLCO/VA 0.95(0.93-0.97)% 0.96 (0.93-0.99)¢ 0.97 (0.94-0.99)" 0.99(0.95-1.02)"
Subtype

I/H/D PAH vs others 0.35(0.10-1.20) 0.65(0.19-2.30) NA NA

CTD PAHvs others 1.29(0.51-3.28) 1.18(0.44-3.13) NA NA

COPD vs ILD/CPFE NA NA 0.57(0.21-1.51) 0.56(0.20-1.57)
CMR parameters
RVEDV 0.998 (0.988-1.004)' 0.997 (0.987-1.005) 1.000(0.990-1.009) 1.002 (0.993-1.011)
RVESV 1.001(0.992-1.007)' 0.999(0.989-1.001) 1.001(0.990-1.012) 1.002 (0.990-1.013)’
RVSV 0.960 (0.926-0.990)' 0.975(0.938-1.005)' 0.993(0.965-1.019) 1.006 (0.978-1.031)
RVEF 0.957(0.915-0.999) 0.978(0.937-1.017)' 0.981(0.939-1.021) 0.992 (0.943-1.043)
RHC parameters
PAWP 1.081(0.903-1.292) 1.032(0.871-1.217) 0.891(0.798-0.993) 0.903 (0.805-1.010)
mPAP 1.038(1.005-1.071) 1.046 (1.012-1.080) 0.999(0.962-1.033) 1.001 (0.960-1.039)
RVEDP 1.048(0.927-1.166) 1.097 (0.965-1.232) 0.862 (0.770-0.963) 0.859(0.763-0.962)
RAP 1.056(0.927-1.168) 1.120(0.974-1.258) 0.881(0.777-0.993) 0.864 (0.752-0.987)
co 0.371(0.223-0.595) 0.370(0.197-0.651) 0.803(0.536-1.171) 0.796 (0.486-1.258)
cl 0.192(0.082-0.423) 0.167 (0.054-0.445) 0.696 (0.361-1.232) 0.892(0.423-1.754)
PVR 1.157 (1.077-1.240) 1.213(1.112-1.330) 1.014(0.930-1.089) 1.027 (0.930-1.120)

PV loop-derived parameters of RV function and RV-PA coupling

Ees 1.722(0.245-10.315)' 1.715(0.231-10.626)' 2.876(0.878-9.381) 1.075 (0.247-4.805)!
Ees/Ea 0.181(0.037-0.788) 0.185 (0.033-0.876) 1.393(0.507-3.743) 0.998 (0.309-3.092)
tau 1.003 (0.985-1.013) 1.006 (0.987-1.018) 0.989(0.959-1.014) 0.977 (0.945-1.005)
B 380126.8(0.0006-24081360)' 7.992 (0.000002-1960245)  272362.7(0.025-25825237)  31.999 (0.00004-1984297)
Bx1000 1.137(0.826-1.460)' 1.021(0.732-1.387)' 1.133(0.891-1.442)' 1.035 (0.774-1.387)!
Eed 1.069 (0.082-4.852)' 0.516(0.025-5.267) 0.898 (0.102-6.061)! 0.735 (0.055-6.965)!

Data are shown as hazard ratio with 95%CI.

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; WHOFC, World Health
Organization functional class; 6MWD, 6-minute walking distance; BNP, brain natriuretic peptide; %DLCO,
percentage diffusing capacity of the lung for carbon monoxide; VA, alveolar volume; I/H/D PAH,
idiopathic/hereditary/drug-induced PAH; CTD-PAH, PAH associated with connective tissue disease; COPD,
chronic obstructive pulmonary disease; ILD, interstitial lung disease; CPFE, combined pulmonary fibrosis
and emphysema; NA, not applicable; CMR, cardiac magnetic resonance; RV, right ventricular; EDV, end-
diastolic volume; ESV, end-systolic volume; SV, stroke volume; EF, ejection fraction; RHC, right heart
catheterization; PAWP, pulmonary arterial wedge pressure; mPAP, mean pulmonary arterial pressure; RVEDP,
RV end-diastolic pressure; RAP, right atrium pressure; CO, cardiac output; CI, cardiac index; PVR,
pulmonary vascular resistance; PV loop, pressure-volume loop; PA, pulmonary arterial; Ees, end-systolic
elastance; Ea, effective arterial elastance; Eed, end-diastolic elastance; 95%CI, 95% confidence interval.
an=84, 'n=55, °n=65, In=25, °n=85, 'n=54, en=81, Pn=45, in=76, in=43.

Bold font indicates statistical significance (95%CI not including 1).

Jiti 8 HE IR R B I XA KR E DAL
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KER 2-6 I1BFATE ORIRIBIEOE b ZR 2-7 127, BRAER., EB)H A
HEClX. PAH % TiX WHOFC., 6MWD DO #EAFRD =25, 5 3 B PH A TlIw
TNOLEL -T2, D MRI FEHE T, W #ET RVEDV, RVESV OIX %
#7273, RVEF Ot # 1L PAH B COAFEOH 3 #f PH TILFE O -7, PAH
e85 3 B PH BEWL 37U TH, mPAP, CO, CI, PVR 72X ™ RHC 8= H BTk
B2 (K 2-4), ¥ 2-5 ITIBHE AT OF E R TR 36 L OV = il B JikaE B Fis A5
DOZEAb%E7RT, PAH BETlE, Ees/Ea, tau, p D EEZROTMN, 5 3 Bf PH #T
T T _XRTORIETHERUE TR -7,

# 2-6. PAH BERB XU 3 # PH ¥ Ch M EILRBEENEBIN T4 —T o7
SN-BEOE R

Difference
Eaa G3PH mean (95%Cl)
n 27 22
Age (yr) 64 (41-70) 66 (60-74) 9.8(0.5-19.2)
Male, n (%) 5(19) 12 (55) 5.28(1.46-19.06)"
PAH subtype, n (%)
I/H/D PAH 7(26)
CTD-PAH 11(41)
PoPH 5(18)
CHD-PAH 1(4)
PVOD/PCH 3(11)
Background lung disease, n (%)
COPD 7(32)
ILD 12 (54)
CPFE 3 (14)
others 0(0)
Number of PAH-drugused, 1/2/3 11/13/3 18/4/0 -0.5(-0.8--0.2)
Monotherapy, n (%) 11(41) 18(82) 0.15 (0.04-0.58)"
PDE-5i/sGCS, n (%) 22 (81) 21(95) 4.77(0.51-44.33)"
ERA, n (%) 20(74) 5(23) 0.10(0.03-0.38)"
PPA, n (%) 4 (15) 0(0) NA
WHOFC, 1/2/3/4 2/5/17/3 0/4/8/10 0.49 (0.06-0.93)
6MWD (m) 352 (271-399)® 221(160-245)b -147 (-217-76)
BNP (pg/mL) 151.1(41.2-313.1) 109.9 (22.0-276.4) -4.0(-211.8-203.8)

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; 95%CI, 95% confidence
interval; I/H/D PAH, idiopathic/hereditary/drug-induced PAH; CTD-PAH, PAH associated with connective
tissue disease; PoPH, portopulmonary hypertension; CHD-PAH, PAH associated with congenital heart
disease; PVOD/PCH, pulmonary veno-occlusive disease/pulmonary capillary hemangiomatosis; COPD,
chronic obstructive pulmonary disease; ILD, interstitial lung disease; CPFE, combined pulmonary fibrosis
and emphysema; PDE-5i, phosphodiesterase-5 inhibitor; sGCS, soluble guanylate cyclase stimulator; ERA,
endothelin receptor antagonist; PPA, prostacyclin pathway agent; WHOFC, World Health Organization
functional class; 6MWD, 6-minute walking distance; BNP, brain natriuretic peptide.

n=20, n=11, °n=26, Todds ratio (95%CI).

Bold font indicates statistical significance (95%CI not including 0).
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7z 2-7. PAH BB I OVE 3 8 PH BEORIBFIE BT/ U CRi L& L3R IE B 4R

AR TOFEEREOEA

PAH (n=27) G3PH (n=22)
Before After :\I::nr?;;:(:cl) Before After :::::;;;CI)

WHOFC (1/2/3/4) 2/5/17/3 3/15/9/0 -0.6(-0.8--0.3) 0/4/8/10 0/3/11/7 0(-0.4-0.3)
6MWD (m) 352(271-399)* 390(345-466)° 62(33-91) 221(160-245)° 276(191-343)° 59(-14-131)
BNP (pg/mL) 151.1(41.2-313.1)¢  40.1(12.7-83.5)* -197.3(-352.3--42.4) 109.9(22.0-276.4) 34.8(15.4-137.2) -126.6(-257.54.3)
CMR parameters

RVEDV (mL) 140.4(110.6-174.6) 127.1(105.7-161.2)' -26.6(-46.7--6.5) 134.4(109.7-190.1)* 121.5(103.6-149.7)" -23.0(-45.6--0.4)

RVESV (mL) 81.1(59.2-124.3)° 69.2(46.3-91.5)" -31.5(-51.2--11.8) 99.6(61.2-129.1)¢ 79.7 (65.1-96.0)" -17.4(-34.4--0.3)

RVSV (mL) 48.8(35.7-67.7)° 59.9(46.2-67.0) 4.8(-2.3-12.0) 52.2(35.7-68.2)* 45.8(34.8-57.7)" -5.7(-16.5-5.1)

RVEF (%) 35.8(26.1-49.8)° 46.7(41.0-51.8)" 8.3(3.6-13.1) 34.7(27.7-40.9)* 36.9(32.145.3)" 1.2(-3.9-6.3)
RHC parameters

mPAP (mmHg) 42 (30-50) 28(25-34) -12(-16--8) 35(32-43) 32(25-38) -5(-9--1)

CO (L/min) 3.60(2.94-4.09) 4.34(3.73-5.32) 1.15(0.77-1.54) 3.51(3.09-4.19) 4.26(3.31-4.682) 0.45(0.11-0.79)

Cl(L/min/m?) 2.34(1.89-2.77) 2.85(2.56-3.51) 0.72(0.47-0.96) 2.37(1.94-2.61) 2.60(2.39-2.82) 0.27(0.06-0.48)

PVR (Wood units) 10.7 (5.8-13.0) 4.04(3.31-6.61) -5.4(-6.9--3.9) 7.7(5.4-10.8) 5.27(3.71-8.14) -2.4(-3.8--1.0)
PV loop-derived parameters of RV function and RV-PA coupling

Ees (mmHg/mL) 0.47 (0.35-0.69)° 0.46(0.31-0.75)' 0.01(-0.14-0.16) 0.43(0.26-0.68)' 0.53(0.28-0.67)" 0.09(-0.12-0.29)

Ees/Ea 0.43(0.28-0.60) 0.63(0.48-0.82) 0.19(0.03-0.35) 0.44(0.20-0.59y 0.49(0.22-0.79) 0.07 (-0.08-0.20)

tau (msec) 46.4(37.0-51.6) 38.0(25.4-45.0) -8.4(-15.6--1.3) 36.4(27.5-45.1) 37.4(28.2-47.49) -1.8(-10.9-7.4)

B 0.038(0.027-0.050)°  0.029(0.022-0.036) -0.009 (-0.016--0.001) 0.036(0.022-0.048)¢ 0.042 (0.025-0.061)" 0.012 (-0.006-0.029)

Eed (mmHg/mL) 0.22(0.16-0.50)° 0.20(0.12-0.23)" -0.13(-0.28-0.03) 0.19(0.12-0.48)¢ 0.35(0.13-0.48)" 0.08(-0.07-0.27)

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; 95%CI, 95% confidence
interval; WHOFC, World Health Organization functional class; 6MWD, 6-minute walking distance; BNP,
brain natriuretic peptide; CMR, cardiac magnetic resonance; RV, right ventricular; EDV, end-diastolic
volume; ESV, end-systolic volume; SV, stroke volume; EF, ejection fraction, RHC, right heart
catheterization; mPAP, mean pulmonary arterial pressure; CO, cardiac output; CI, cardiac index; PVR,
pulmonary vascular resistance; PV loop, pressure-volume loop; PA, pulmonary arterial; Ees, end-systolic
elastance; Ea, effective arterial elastance; Eed, end-diastolic elastance.

an=20, n=11, °n=8, In=26, n=25, 'n=24, en=16, "n=19, in=15, in=21.

Bold font indicates statistical significance (95%CI not including 0).

mPAP co PVR cl
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e 7 B 3 | |
w© [N = = 81— | — all k. N\, 5t s /R % 3
o 1 :E = 4 3 5 % >3 = %_‘ i
i ] i =t [ - F e J i, S B 7 2 -
~ ==} L | s | B ot H 5 h - 1 2 .,cJ 8 2
20 4 2 i . 1 i
before  after  before  after before  after  before  after before  after  befors  after before  after  before
PAH GIPH PAH G3PH PAH GIPH PAH GipH  after
=27 n=22 n=27 ne22 n=27 =22 ne2? n=22

X 2-4. PAH R¥ 3 X OV 3 B PH B OO Jifi i % $E R R IE BT 4R TOMATBYRRHEEE D
21k

PAH & G3PH DWW B\ Th, il §R R FEIE I I R E 2 MATE B IR I3 A Bk F L,

* indicates significant difference before and after treatment.

PAH, pulmonary arterial hypertension; PH, pulmonary hypertension; mPAP, mean pulmonary arterial
pressure; CO, cardiac output; CI, cardiac index; PVR, pulmonary vascular resistance; G3PH, Group 3 PH.
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X 2-5. PAH B£ L35 3 B PH B OIR KRR TOA ERBHEE R I OE EMBEIAR
EEEZEDOEAL

Jifi 1f % 5 3 S D 512 XY PAH Tl Ees/Ea, B 3L Eed D FEAFR O8N, G3PH TIXIWFHOiEET
LW EEFRD IR oI,

* indicates significant difference before and after treatment.

PAH, pulmonary arterial hypertension; G3PH, Group 3 pulmonary hypertension; Ees, end-systolic elastance;
Ea, effective arterial elastance; Eed, end-diastolic elastance.

%5 3 B PH BEICRIT A LB SLRBIEDO TR ~DEE
NR—= 2T A L THfi i 3 L AR FEAAE H O 5 3 B PH JE (5142 58 61l HH | 28 3] (48%)
M2 W i M E YRR SRS KD 3 B A UL EOREEZ T Tz, X 2-6 IZIRE
RE IEIREREDO ST (A). PH BESE (B) O T4 dhfa R~z IREEED T
BT IR LY B4 T (Log rank test, p<0.01 [25E1°]; p<0.01 [PH B:H5E]),
Cox HLBINY—RETILTEH, REREO A1, PH B#AEICxM 32 HR %1
241 0.25[0.12-0.53]. 0.25 [0.10-0.61] LAKAE 7=~ 7=, A=t « P B CHl E L 7= 7 AT
THLZNZ 0.33 [0.16-0.70]. 0.32 [0.13-0.76] A B IARES ~7-, EHIT, 4
PRI 7S B i % B mPAP, CO. PVR & 012 CH IE L7- BT T 448 1 1ot
9% HR (FZNZ4 0.29 [0.13-0.64] (5 sl G THIIE), 0.26 [0.11-0.64]
(mPAP TH#H1E). 0.28 [0.13-0.62] (CO THH1E). 0.25 [0.11-0.59] (PVR THi
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1F) HEotz, £72, PH BIESEIx 95 HR ThIREEDO#EF (0.27 [0.11-0.70]
(5 B ¥ BB CAf IE). 0.24 [0.09-0.66] (mPAP T 1E). 0.31 [0.12-0.75] (CO T
i 1E). 0.25 [0.10-0.65] (PVR THiIE)) 7Z-7=,

A All-cause death PH-related death

1.0 Hazard ratio (95%Cl) 1.0

0.25 (0.12-0.53), crude
0.33 (0.16-0.70), adjusted

Hazard ratio (95%Cl)
0.25 (0.10-0.61), crude
0.32 (0.13-0.76), adjusted

08 0.8
% 06 2 08 with PAH-drug group
5 with PAH-drug group -
2 >
g 04 S 04
@ @ without PAH-drug group
0.2 without PAH-drug group 0.2
0 0
0 1000 2000 3000 0 1000 2000 3000
follow-up period (days) follow-up period (days)
30 17 6 2 25 16 6 2
Atrisk Atrisk
28 - 0 0 23 3 0 0

X 2-6. E3IHPHETIPAU LM EIRBRELZEMUI-FELZITRWEE

D(A)EFE T (B)PH BEEFEIZX§% Kaplan-Meier BRI L DMAT

G3PH O T, Wi 3 L FIZLD 3 2 A LA LD E 21T TOZ BTt 25810 L PH BEEDO VT
CBWTHHEEBEREFMBOLER PR DONIZ, COX BNV —NET ML DHEE BT B L O L
PERICTIRAME L 722 28 BT TH RO/ RN FHNT,

PH, pulmonary hypertension; PAH, pulmonary arterial hypertension; 95%CI, 95% confidence interval,;
adjusted, hazard ratio adjusted for age and sex.
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HaH BE

EEROELD

AMFZ21%. no-PH, PAH. %5 3 B PH @ 3 BEOA S ULHE/HLIERE 3 L OV 2 i
) JJR 3B B b 2 B A L7 BB R 72 A &R — MFFZE THY | EERRE R IZLLT
D4 5 THDH, OF 3 Bt PH BE Tl no-PH BE& HLR U A == stiffness F5AZ 135 B,
F == M IROE B FE IR MRAE T o7, @%F 3 B PH & PAH HED 2 BRI TIXA
FEREREFEIE B X O R EHGE B FE I 2 CTEITRd 72, @F 3 B PH BT
XTI AT AR A Jo IO 2 il 88 R BE FE AR b R 0 T 14 L BEE L 722
ofc, @ 3 B PH BECIIM M E ILRELHE G L TO A EMEBREBLOLA =
ity 0 B BE B A D S 1R o 7o, ARAFSEIE, 55 3 B PH EFIOf EHERER L
O = i 8 ke B 20 i MRI & single beat method Z W C, ZNETTHRLE
BOER CREM L7-AF7E Th D, fER. 5 3 Bf PH TIiX PAH ([ZHBIL7- A SRR
BLOEEMBNREREEARBOLLDO O [F[EE LR T 5% Lo B0
I & PEARF I3 D KOG 172, HDWNE PAH K0b 550 -7, % 3 #f PH T
X, B ISR 72 A BB LOAEMBREMEELZZL CVDHEE XD
Fuy ZAUEEE 3 B PH OJFRED IE LWELAR O BBE B O QOL &1 1% 3 % 72 ik
THETEEELEEZONT,

% 3 ¥ PH TOAZEREBI A E MBI REREEE

% 3 B PH Of =M AE B L O =M #h iod B 130 mr— <0 L flist MRT 22 U
T ZENIEE A ETHY (Prins et al, 2019; Piccari et al, 2023; Hilde et al, 2013;
Cook et al, 2022; Yogeswaran et al, 2022; Kazmirczak et al, 2023), AW 7% CTH H
L7z PV loop fEMTIC L D4 S RE 36 L O = Al B JikasE B 45 AR 2 WO o s 2 L R
D ThIn, ZOH T, feilt Janowski 1% 24 4 O 3 B PH SEH] D Ees % H
L. PH 72 URE LR 4E L O B A3 A5 L 7= (Janowski et al, 2024), ZOHF 7L L EbEEL |
AR FEIL L0 2 5B 2 i M xF B E L 7=/, Ees 7 no-PH &[RIZE EWV) i Tl
Janowski HOEE—FHL Tz, — 7, Janowski O E TIX, 5 3 # PH ©
B. Eed I& PH ZRUHELFED 2D T2 3 ABFZETIZW TS no-PH KVAEICH
B2 o7, fEROFEDEH L TX, RO RLVLEOIEFI A %G L LT
B 13 @ o2 T EEMEDIE A, Janowski OHFFETIL RVEDV % 224 T 250
mL EEL TR 2B L TV H28, AFZE T Dl MRI TERBIL7-EZ
Wz, RETRIE DR N HIEDOFED R ENE 2 bivd, £72, Ees/Ea ITDW\WThH,
%38 PH COEEZAETLRELH W THEHLIZDIX, Janowski HOHE LT~
DHEDHLEDOIND, 6 RIZOWTIL, BIE TIE PH Z2LEFLIEN RT3,
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AL TIEH 3 BE PH B CH BEIINMETS » 72, AHFETIXE 3 B PH @ Ees/Ea
I%. no-PH O 1/3 LK<, no-PH, % 3 # PH W NLOJEFI B EEHR IV 22 &
2BE 3 B PH T PAH [RIARICA =8 il 8 k8 BE 23 i 5 S0 TN D T RE R IR
EHERIS T,

FERBHFIEICISE 3 3 PH OF EMeE M

LA D= —0u 0l MRI 2 2 FRR R 7oAy SRR RERT Al 7 15 A E AR L |
55 3 B PH 2t G L LT AT it SR B 22 R SAL TV D, Bl 213 A e Bl 4 i ik
TOHHRMEEL T, bma—TIdAEmAEZE =, TAPSE, = 2L 7 fm I 4 i K
BhE g R AR A LK MRI Tl RVEF O #E R3]S Sh T
% (Santoro et al, 2022; Kato et al, 2015; Hilde et al, 2013), <O 78 TIXZ 5
DOFEMETLTEY, APFFETHH 3 # PH © RVEF (3 no-PH LVIKfETH-
Too ZTNHOFEIEIL Ees LR 20 A EOTEA | NGHEREL KT b D TILZRUWNAS,
5% 3 B PH CTl3A BIGHEE DK TL TWAZEERE T80 Thd, —FH. A
ERFEIRERIIZ SN TIE, D= —&H W LB MRI (X2 C ILD, B4
PAZEMENT %% & (chronic obstructive pulmonary disease [COPD]) W\ T 31 Th [ E
SNTWDHET LG ILHDHE D D(Santoro et al, 2022; Oganesyan et al, 2021), =
NHOWEXRI G2 PH 3E G OFHESI T o7z, F7= COPD-PH X° ILD-PH L4551
PAH D47 EMENRE RS 40 =3 — THER L7z 5 1365573 (Tello et al, 2019b),
XTHREEIZIE PH JERFI TIIeh o7z, LA EED | IR EA 2 G IEEAHE A Lz
EOTH, AWFIE CHEGR I 3 B PH OA = it #h ik B 1% & o w4 134 /)
THY, FRIRAICHEEEE X LD,

% 3 # PH & PAH DA EHRBIR IO = M B IkE B o Ltk
% 3 B PH & PAH DA =S #8 RE 0 =8 il 80 JJk s B 2 e i L 72 R A5 13 oD TR
ThHDHD, ZDOH T Janowski B Ees, B, Eed, Ees/Ea DWW T 1L ThH 2 BEMITEE
72N A L TR (Janowski et al, 2024), ARHFIE TIXLD L < DIE R TREMNT 2L
7oy, 2 BEMNZ 22D H S TR 1T e o7z,
772U BLBRER W EIARMFJE CIEES 3 #F PH @ mPAP I3 PAH KVH A EICIK
olz, ZHUEHS 3 #F PH TlE, PAH LEHRL T, KV EE D% AR CH 4 =i6e
KRG EMMEIRE P EESNTNDLIEARE LT, ZOBMELT, 5 3 B PH
(RPN D T A DM B O B SO RE B (R B R R A L
ALl OB TH B RECA EENRER I B LIFLTHLOrbB LI
IR, SHIZHERIRF A B RE A E B RE R I BT 50 b HD
(Tello et al, 2020; Kawut et al, 2011; Grassow et al, 2024; Kazmirczak et al, 2023;
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Foppa et al, 2016; Vriz et al, 2021; Jani et al, 2024), AHFZETILH 3 # PH O J5
25 PAH BEXVE R BN £ <, Z)s PAH &5 3 BE PH O f REERE O A = it Bl
JIR 3 B D bL i BT B A BB LT AIREMES 5 E TERW, & 3 #F PH, PAH W\
TAUTEBNTS, BEICR A e G = Re . A = i JRoE B B & I >\, &
FHRHEICE B LI R ORESCHR RN EEEE DD,

B RIER - EB A RE L B RE I L UG 2B Ffi Bh k& B8 o BE &

5% 3 B PH IZ3B\T PV loop fEMT CROTA BRI IR B L OVG = M #h Ik
E AR AR & B TR KO B i 2 BE & D B A LR ST SR IR R 2 SRR R LT
i ClIpoTz, O T, KBFSETIX, PV loop fENT TR O 74 EHEHEFTIZ
F6 O =8 Jifi B R B H5 AT & e K S0 I B M 2 5B & D IS B I LR o T, —
PAH T34 IRk ae <047 2 ifi 8 k8 B8 B 55 5 B 3 i K 038 Bl 1 25 i & e ek 4~
HEWNHH A B H P D (Rain et al, 2013; Hsu et al, 2020; Richter et al, 2020; Tello
et al, 2019a), AKHFFETH PAH (2T, B X Ees/Ea & WHOFC X° 6MWD & D
FICHIBE o 7o, ZIUDIXEE 3 #F PH & PAH Tidfr S HE 047 2 Mifi h ik e B
EREARE DRI N B DT LA R LT, 72720 . M TITF b, MER], & OFHES
R R BN RECHERY, Bl s 1 XN 72 pTREME D D D, RBFFERE R DA T,
T RTOH 3 B PHAEBNT I TH =B BE J6 ] UM = Jili 8 JJR 188 B8 & e IR <0 1 )
MMAREEDBELZ G T THILITTET, SLRIMMNNLETHD,

Tt & B EE I X O 2 it @) ks BE o BE

%5 3 B PH TIL PV loop fEMTIZ K545 == B RE 5 15 Jo KOV 28 i h i s B4 5 5%
& T 1% DB 2 i L2 FE 13 FR & 23T T2 Tldded o7z, ABFZETIE. 2
NHDIRIEE T HOBEII2GRO o7, X RAYIC, PAH TiXyEEHE (Eed)
A = M Eh koE B (Ees/Ea) 28 T4 LBHE 52 LN EE O ZE THEA SN TR
Y (Trip et al, 2015; Hsu et al, 2020; Richter et al, 2020; Swift et al, 2017; Brewis et
al, 2016; Nie et al, 2019), A28 T Cox Bl N —REF /L2 T Ees/Ea 7 PH
B AE LB LT, 25 3 BE PH T PAH C[RIERICA EHERE R L OV = 8
FR L B8 B 5 28 1 £ LB T A AR B LTS ABFZEORE R BIE, #EEH
NI —=PA 3 THRNZERH RIRFOIESSXIBE T REEN, D7e<tb PAH
LT DL 3 B PH Tl =Ml G E e RERREE L T#% LD
FRIZTINZEDRIB ST, 8 3 B PH Tid, PAH SHEEULAT D AR RIED D724
iR BZE DS DIZEDFE T NL N EDH L D HY (Nakamura et al, 2022), ZILAA
WFZETH 3 B PH O EEHEIEIE L T 1% EORICELER 2o Tc — B W 2B L
220N, 72120, RIS TIE— 805 3 #F PHIEGNIA LR RIEE KT ZENRE
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SNTEY, H 3 i PHIEGIO T4 2UGE T DD FRHE G O EREESCH =
JEh IR B &7 1% OB B L T E RO IR ETH D,

Jifi 1.8 95 BR FRIC X B4 EE AR RE 38 L OV = B ik # BE D &1k

AWFFETIX, 5 3 B PH (SxF 3 20 i JLR K 5-2 12, PV loop f#HT TR
DI B RE R IR B L O BB IRE B FR AR 1A BICSCE L o7, Fox s
AR ST P VIO I A YRR R 5 XA TG O FEIE O AT T o & IR
WFEED WD T Tdh D, il & YEEE LN B R THEONDE 3 B PH EHO
FEEE B R AR I 5 2 D5 BT BE 3 D JE 4 J 1T kR 2 7273 (Sato et al, 2016;
Saggar et al, 2014; Naud et al, 2023; Farmakis et al, 2021), A 2845 Ri2FHSOLE
Jiti if 45 PR AR VA LSS 3 B PH JE B O 47 S RE F6 OV = it 80 JURk 18 B 4 fife 5212
WEISEDLHOTIIRNWIENRIBEINTZ, — 5, PAH TIL, B X° Bed 2L DILE
AT EINERICIS> TR T I 228N EHOHRE TRESNTEY
(Vanderpool et al, 2017; Vanderpool et al, 2022; Vanderpool et al, 2023; Wessels et
al, 2022; Tello et al, 2022). Ees/Ea {22\ TCik, B0 N & %t 5 & L= #F 32 T hidi
MAEPLIRFEIZIY Ees/Ea 23k (L H) Liz&WH#i5 (Vanderpool et al, 2022;
Tello et al, 2022; Kerbaul et al, 2007; Wauthy et al, 2003), L7220 o723 585
(Vanderpool et al, 2017; Vanderpool et al, 2023; Wessels et al, 2022; Tello et al,
2022), WMIRIEL TW5, AAFZETIX PAH B W T E ILERE 5412 B &
Ees/Ea TR ERNOH B EL ., PAH 281754 = stiffness <°A7 = i @ ik
BADEE T —H rl ) CTHDATREME S RS Tc, 22T, PAH LRIFEEE D4 5
B RE Fo L OV =8 il 8l IRoE B s 55 2380 . PAHL & [R) AR (2 45 JIK R IR 15 12 KV
mPAP X° PVR 23 B HEL TOIZb b b g, 28 3 B PH Tl = RERE
TR B IO E M E R B FRAE S S B LR o T DIXBLIR R WS R Th o7,
ZOMEOEHBELT, % 3 B PH TiX PAH JVEE CTh o7z 2 &, A5 Sl SEE %
FBRCAR IR S8 MLJE D AFTE R ERHER S DD, FEMIC DWW TIEE L DM F 23 L B
EEZBND,

% 3B PH ICRB 2 MBEILERIEOESE

AWFFETIE, 5 3 B PH ICB W THERRERBI O EMENRERE 7% L0
MBI X o7z, LinL, THREE T DK 2K T 54 C, il & Lok
BIEDOF N T #% A B R EE A R T 2R SNz, ANFZE T, il 4 L3R
FIEE 3 B PH Of =REREOA S M Eh RE B 2 OB S/ 7270 o 7273, mPAP,
CO, PVR [T\ b eEL THY, M JLR KA EM o4 = if#Eh Ik B &
[ZBNDATI =X LTH 3 B PH O TR ENEIE A REENHDLNE LAWY, 72
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72U, BB Tlx 77 Uk (Raghu et al, 2013), U427 7 M(Nathan et al,
2019) 1L T #% 2T LAE(L S, PDE-5i THHLM R PR U EDNRITFEHIN T
V72U (Behr et al, 2019; Behr et al, 2021), L2>L., B4 38k Tl PDE-5i 23fiiC
XTAPRIEMEA 2E 2T D8 E (Mokry et al, 2017), HDHWILFFED PPA
75 ILD-PH JEBI DM REZ S B S E 2T 58 B H D2 LA H(Nathan et al,
2021), fifi & YEERSE DR OFEFFIZEVEE 3 B PHIERI O TR EEICH G T5
AIHEME I A B TERV, 2O EIZOWTIEAS B OF N EEND,

B FE DR 5

AU FRININODNDRA DRSS, 5 — TR TOH EHEEFEBIOA
=2 Jiti 9 RSB B FE A O B 21X SG T — T VIZE AR TE &L MRI IZED R
&7 —%% H\ T2 single beat method ZfEH L THY, T— L RRZ X —RThHD
Ty — AT TN B IR AH T —T )V CRIFRICRIE LT - BT —
212 5% multiple beat method % FH L TV 2V (Kass et al, 1987), L)L, AL
THW= MRI IZLDEFET — &% H U 7= single beat method O ¥, BL T SG
AT =T IWAZLDIERE DRI D4 B RE R AZ 35 K O = i B Ik 2 BA F5 42
ET Vv — R T —T IV DDA AR REFE I 33 O 5 i B IR 1 B i A
D B 72 FH B ﬁEEﬂé?}’L’Cb\é(Sanz et al, 2012; Shima et al, 2022), F7-AAF5E
TEH L FETRERN/NESNTZDIZ, BER IS Z 5B 24 7054 D T AR WF 58 D
TR T —=UEEZLNT-, 8 12, f”{ﬂ%w”r 122 <7<, 5 5 BRI O iR
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