#1. BEER

(N=113) (N=113)
FH#H (%) 5613 (26-80) bk 105 (93%)
Male, n (%) 8(7%) P rOATHR 40 (35%)
deSSc 44 (39%) Pitopo-11tk 47 (42%)
ERER (F) 78 (0-36) HUL-RNPHLIR 16 (14%)
ILD 37 (33%)
BNP (pg/mi) 38433 Beraprost 41 (36%)
KL-6 {mg/dl) 523533 Bosentan 10 (9%)
eGFR {mL/min/1.73m?) 8618 Ambrisentan 0 (0%)
Hb (mg/dl) 12.4%x1.4 Sildenafil 2 (2%)
CRP (mg/dl) 0.17%£0.35 Tadalafil 0 (0%)
steroid 40 (35%)
ACEI/ARB 19 (17%)
CCB 8 (7%}
statin 13 (12%)
warfarin 4 (4%)
RVSP (mmHg)

RVSPIEDZE{E -

90

80

RVSP (mmHg) "
50 R
rest Peak rest Peak
EIPHAE$(N=70) Non-EIPHE$(N=43)
Peak RVSP<50mmHg Peak RVSP 2 50mmHg

EIPH=1Z B E5 F 4 IS T E (exercise-induced pulmonary hypertension)

3 : EIPH # & non-EIPH # > RVSP fEDE L
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F2 BEER (Wi, HORME PIRE)

Peak RVSP £ 50mmHg Peak RVSP>50mmHg  p
{N=70) {(N=43)

R {B%) 51412 63+9 <0.0001
B, n (%) 6 (9%) 2{5%) NS
desSSe 24 (34%) 20 (47%) NS
BSA (m2) 1.5310.15 1.47+0.14 0.0234
SEARER () 7+8 6+9 NS
iLD 18 {26%) 19 (44%) 0.0155
BNP {pg/ml) 33+31 45134 <0.0001
KL-6 {mg/dl} 433+ 463 674t 611 0.0116
eGFR {mi/min/1.73m3 881 18 84+ 19 NS

Hb {mg/dI) 12.5+14 12.2+1.4 NS
CRP (mg/dl) '0.1010.13 0.27+0.53 0.0029
EIRSZTIREN 63 (90%) 42 (98%) NS
Wi bOATHE 27 (39%) 13 (30%) NS
Hitopo-1 P& 29 (41%) 18 (42%) NS
HLUL-RNPHL K 8{11%) 8{19%) NS
Beraprost 25 {36%) 16 {37%) NS
Bosentan 5{7%}) 5{12%) NS
Ambrisentan 0{0%) 0 (0%} NS
sildenafil 2(3%) 0{0%) NS
Tadalafil 0 (0%) 0{0%) NS
steroid 25 {36%) 15 (35%) NS
ACEI/ARB 11 {16%) 8{19%) NS
€CB 6{9%) 2{5%) NS
statin 7 (10%) 6{14%) NS
warfarin 2 {3%) 2{5%) NS
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#3. LT a—, FFRERERAE

Peak Peak p
RVSP=50mmHg RVSP>50mmHg
(N=70) (N=43)
EF (%) 70£7 69+6 NS
E/A 1.3%0.5 1.0+0.3 0.0021
4 11.6+12.8 9.5+2.2 NS
Efe’ 7.8%+3.0 7.9+3.0 NS
TAPSE (mm) 20.1+3.7 19.5+4.3 NS
EBE#& (mm) 34+6 36+8 0.03
%VC 99+18 92420 0.0264
%FEV 1.0 96+17 93422 NS
%TLC 99+15 90+17 0.0097
%DLCO 89+17 82419 0.0287
%VC/%DLCO 1.1+0.2 1.2+0.3 NS
F4. LITHERERE (CPX). EHAMNTI—
Peak Peak p
RVSP= 50mmHg RVSP>50mmHg
(N=70) (N=43)
Pre RVSP (mmHg) 27.5:+5.1 32.0:+4.4 <0.0001
AT RVSP {mmHg) 35.148.2 51.5+9.6 <0.0001
peak RVSP (mmHg) 39.1%75 61.0+8.9 <0.0001
ARVSP (peak-pre) 11.7+6.2 28.9:+9.2 <0.001
(mmHg}
Max Watt (watt) 7122 5714 <0.001
Pre BPs (mmHg) 108+19 118423 0.0018
Peak BPs (mmHg) 16029 173432 0.0109
Pre HR {/min} 7211 739 NS
Peak HR (/min) 132:+18 131421 NS
Pre-Sp02 (%) 9544 95+3 NS
Peak-Sp02 (%) 9345 925 NS
rest-VO2 (ml/kg/min) 4.8:+0.9 5.040.8 NS
AT-VO2 (ml/kg/min) 13.142.1 12.8%+1.9 NS
Peak-VO2 (ml/kg/min) 18.6::3.8 17.3%3.4 0.0139
% AT-VO2 81:+13 81:+12 NS
% Peak-VO2 7616 7215 0.0425
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Fs5., HOHTF—TVIRE

Peak Peak p

RVSP £ 50mmHg RVSP > 56mmHg

{N=70) (N=43)
HR (/min) 671+ 9 68+ 11 NS
BPs (mmHg) 116+ 20 124+ 23 0.0249
BPd (mmHg) 69+ 11 68+ 12 NS
BPm (mmHg) 87+22 87+ 14 NS
mRAP (mmHg) 3+2 4+2 NS
RVSP {mmHg) 26+4 27+5 0.0069
RV-EDP {mmHg) 6+2 7+2 0.0255
PAPs (mmHg) 23t 4 25+4 0.0001
PAPd (mmHg) 8+2 9+3 0.0061
PAPm (mmHg) i3+3 15+3 0.0001
mPCWP (mmHg) 72 g8t3 0.0153
SpO2 (%) 97+4 96+ 2 NS
Sv02 (%) 7at 5 71t11 0.0195
Fick-CO [ml/min) 41110 3.71 038 0.0103
Fick-Ci (ml/min/m2) 29+23 24104 NS
Fick-StVi 40+ 7 37+7 0.0090
Thermo-CO (ml/min) 46t 1.1 4.310.8 0.0366
Thermo-Ci {ml/min/m2) 3.0+ 0.6 2.9+0.5 NS
F-PVR (dynec-sec em™) 126154 1581+ 55 0.0023
F-SVR (dynec-sec-ecm®) 16521 504 18991 532 0.0108
PAC (ml/mmHg) 43+12 35+1.3 0.0002
LVSWI (g- m/m?) a+12 40+9 0.0218
RVSWI (g- m/m?) 5+1 542 0.0426
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EFEALIO—RE

R EGFFRVSP>40mmHg

PH 12 (13%)
148 Pts - Borderline-PH  : 4 (3%)
R EBERVSP>40mmHg _ SGHEAT pre-PH : 8 (50%)
16 Pt 15 S mPAP<21mmHg
oy licd 30 Pts > NP 12 (13%)
RVSP.—<_=40mmHg mPAP<15mmHg
125 Pts B EIPHEE |
SCRMAT  mmamma. PH 0 (0%)
12 Pts Pre-PH# (15SmpAP<21) | Borderline-PH  :2 (5%)
EFRBICBRHLTLAE | pre-PH 120 {47%)
SGHET ‘é&ﬁ?&\@%a o 15 < mPAP<21mmHg
NP : 21 (49%)
113 Pts mPAP<15mmHg
B KRVSP>50mmHg
Non-EIPHEf | £ KRVSP < 50mmHg
BEX PH £ 0 (0%)
RVSP <50mmHg Borderline-PH 11 (1%)
= ; pre-PH 117 (24%)
- 70Pts 155 mPAP<21mmHg
‘ ' NP - 42 (60%)
mMPAP<15SmmHg

4 1 I RVSP=50 mmHg O #E. EIPH #. non-EIPH D40 A 7 O R
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5 BERE O AT BYIE & P BRAG KK+ Db

W HE  WEWE HRUORER AR W PR SRR R B
WS REEE  RROREERZEIEREL R R

W% RBEREE  HOURPEFEI RN R ERaR R Kbk
[VAES BoMFE REORERAEHER B SRR R SRR R
(VS MRFEL  RROCERZE R REEE SR R Regbedk
YAk BH ¥ RRURZEEZFRHEREIERGNE Kbt
[VAE:] GROEEE  RRRZEEAEERREIE SR AR Kk A
Ak NEESR  HERUREREEE > & — G

YAk FNBA—HR  HRURZEE IR M B e B AR D AN TR B JE sl R R 2%
[/¥AE] NE—R RSP EE R R B SR R Bz
A EHE— REOREEERHRRBEE BT B

W% WME  FORFEER R R B

W% EIRFE IR WEOREER R R AR BE R R B

VAR EREET RRREEERRIREE R E R Kk
[aE:] BINE R RROREE R RN BE R R Kb
VAR WRTETE RRORFEERER IR R R Kbk
Ak FOEER  RRKEREZERIIRRER E R Kbk
WroeEE  ElEM— BOUREREZANEREEE R #d%

W s

BREZAE VBT B OMEREE A0 T — T VIR TR L. AR PR AN L7z 178 Pl (SSc) BED
BHOATF—TIVOREEL ) EEMEIRE (mPAP) B U T4BICHHE L., 4 B CoMBEHRE, o2 —HE,
IR AT, (DA REAR A, MATBVB IR AR L DT 21T 72 4 BEEDTO@EY) 58 L7z (1)NP
# (IE % B  normal pressure) : mPAP<15 mmHg. (2)pre-PH B : 15SmPAP<21 mmHg. (3)border-PH % :
21=mPAP<25 mmHg. (4)PH # : mPAP=25 mmHg.

MATE R OFEHT A 513, (UNP# (mPAP<15 mmHg) ([ZBWC, BEICMIMERI (PVR) ML, 4%
Bo(CD FIEFTHRETETLTW ., BNPEOEED LA 21D, RABREZREIGE (peak-VO,) bEAEZE - 720
SSc & W & N7 BE S CRECHBIIRBE E R O ESH B LIED Tnb Z L 2RIBT 50172572, (2)Pre-PH
# (15 mmHg=mPAP< 21 mmHg) TIX CIXIEFEHEUTIETLTHEY, Mgka> 75472 (PAC) (—
TG 2/ Ot B AR MU B I - B IR IE AR A E ) ) 2SI T LA T ize T I —TO E/A LOET 251
IR EDHIMZ R L Tz, B FRITEIF7Z 5720 (3)border-PH # (21 mmHg=<mPAP< 25 mmHg)
PHEMGTHRITEML, SScld PHHEM > O & FIRENELL T A EEZRB LTV, (4)PHAE (mPAP
=25 mmHg) T OABARE (StvD) E 8 51T L, BIIRMEEZEAE (Sa02) KTIC X 2 KEERE MIE A
FPRKRE (RV-EDP) LR Z0, HOHHREIZIAZHELE2EL TV, 72, ZHLEEREZRDT
BYLHRBEUNOER S BLRHFTH 5 & Bbi/z, BREERAEE O WHO class T OB TH AEMTPHRIE
RETHY, BEERIZEDENTEY» L OBHEREL WL r THEETH S L Bbhiz, Cox
BN — FREATCIEMEIR = > 75 4 A28 223 m/mmHg L EOBECENY— FH (HR) © 311 fF & EBIC
BETHY, AT ICEIEGTREEOEELBIEIC L EE X b, PHENMORE, FRAZOWRE
4T 720 ROC BHARA & 1F RVSP=43 mmHg {2 & ) PH WX 89%. HFHRE 84% T&H Y. borderline-PH &
WiV LR EE 77%. SRR 90% AMERR I N7z, 7275, KRWIZRIC & U borderline-PH B S A FHREAL 2320 T
WhHILREZDLEEKEEBLTHILARD LN S, RVSP=30 mmHg (2 & V) borderline-PH 2 Wi 1 IEEE 100%-
BFBLE 34%. RVSP=35 mmHg 12 X ) PH WL EEE 100%. JFHE B 58% & % 5 7-®. ESC/ERS OHEIEHH#ED
RVSP=50 mmHg X ¥ d BRI DEFE T, PH % borderline-PH Wi Z A HNHIWT LA LA 7 —F VI X DHEED
Wx479 LEND L L Bbii,
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A. WRSEHK

7 GE (SSc: Systemic sclerosis) (£ 9 Hifi &5 IfiL &
£ (PH: pulmonary hypertension) X FHARETH 5
EFHALN TV EH, ZOREEICB W TEAY
RSV, T2, HMAEME SSc DAEMTPHR L
DEBBAATH Bo BB ABEd D SScHESIZH
oA 7 — 7V THAT B REMEAT 2 4T\ SSc A PH
EATL T ZNENOERBETOMATEIRE DR &
EGTFHREOBEZHALIPICTAI L% BT L7

B. Wik
<HHR>

2007 420 5 2013 42T THRILKRFZEFEH MR
WhEIC AR L2H A T — 7 IVFE (RHC: right
heart catheterization) AHiAT D SSc HE 178 FEH (P
MR SO+ 14 K. B 156 Lt 163 B1) EHH
2. RHC % Jif7 L 720 HIEE 7 & C PH IGHFEDEE
IZEASN TV RERNICHE L TE, MATERRICHE
252 572D R D HIEBRA L7z ARERFICIE
MRS, PR RE AR AT, MR = 0 — M4 (TTE:
transthoracic echocardiography). <[> Hifi 3& Bf £ 7 #X B
(CPX: cardiopulmonary exercise testing) % FifT L.
FNENOMET— % L RHC I L AMATEED L
BN 24T o 720 MHBE ORBIZFE 1 IR L7
mPAP IZJE L T4 BB LTw52Y (K1), £h
ZFNOBOSFICHEL TIALH T— T VOETHR
5,

COMBERBFIRONLVY ¥ FEERRBRELC
HEPL L CTHEIT L7ze T EEITI informed con-
sent 13 THRAE % 1T - 720
< IPIEFERE IR >

ABEREZIZ 26 TR, TTE, MR REIRE
% MAT U7z MIEMEM B (ILD: Interstitial Lung
Disease) DFZWiiZiE 2012 4F Lancet 55 T D #HE % A

Wiz[1]e B MREERIEE CT 12 CHE oMLK ZE
A320% LT OB 121 limited ILD.  F1& O #EHEL
FREA 20% LLE DA 121 Extensive ILD & &2 H1 L.
AL DR EE DS SR B CHIIT I 2 558, IR
WRe & T OB IEMTEE (FVC: Foreed Vital Ca-
pacity) 12 & U\ %FVC : 70% Ll 1= % limited ILD.
%FVC @ 70% SKiii % Extensive ILD & # W3 5,
<Ol 3% £ A R >

ACC/IAHA DA A F 54 v % BEIZLTCPX D
M AR, M FESEREL2[2], CPX (ZHIZHE
INITRA—% (LT a—HI)v T A —%F—T50EC ;
O— Rtk + 5 0%) 2 W2, 5 G HOZEEFOHIC,
20 watts (W) 4 558 @ warm-up % iif7. DI
ramp B 10W/Z 4T\, | 5 EICEM 2N s &
THEMERAZ R KM (peak) fHE L7zo RN R4
Frid= 7 aE=% AE-300S (3 bERHFARR AL,
KPR, HZA) % Fv>T breath by breath #: Tl %€ L 726
SRt B GO T A (VAR ek TRV 2~ Geed
RO ER S FRICEESR L7z (ML-5000, 7 7 %7
B 0L, HA) . RRKEEEIE (peak-VO, (ml/
kg/min)) (FFEMBEIRFE ORAMED 30 BEHIT LD
Ko7z, BES B ME (AT: anaerobic threshold) 1 V-
slope & FIVCikE L. BEKBIEA SR BN E
(AT-VO, (mlkg/min)) % K&7z,
<BLHTF—F N>

178 A® SSc B#E LA T — T VIREZ HE1T L
720 FHEE (RAP: right atrial pressure) . FH=EE (RVP:
right ventricular pressure). FiEIIREZAE (PCWP).
THEIIRE (PAP) ONEF CIATEYRERE & % 1T - 720
Fick & CTOLHHE (CO: cardiac output) /LA H
£2%% (CIL: cardiac index) % ETE T 5 72DIZHEIR &
REREIAR > & MR A A 2 $REL L 720 Fick HEIZ & 5
CO (L/min) =BRFWHEE (ml/min)/(BIIRIMERE S
- REFIROMBRESE) (m/L). CI=CO/FEKH
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f& (BSA: body surface area). — B4 £R %L (StVI:
stroke volume index) (ml/beats/m”) = Cl/ .LnH%% (HR:
heart rate) THEFA L 720 Wi L& #EHT (PVR: pulmo-
nary vascular resistance) (dyne-sec™-cm °) =80 X
(mPAP-mPCWP)/CO TR . & B I (sys-
temic vascular resistance: SVR) ((dyne-sec™-cm™)
1% 80 % (MBP-mRAP)/CO IZ TR L/ze F 720 Ml
Bka > 794 >7 >~ % (PAC: pulmonary artery
compliance) (ml/mmHg) & —EAH & (StV: stroke
volume) / (i BRIV L (sPAP: systolic PAP) — fifi
BRLIRMIE  (dPAP: diastolic PAP)) 2 CRIME L 720
PAC 1 Ui & 43R 1 o0 B CHEBIIRIE % 1 mmHg
EAZELOICLEL—EHREZERHALTED,
MERNO M OTHNR T S ERTIBEL & 5o
PAC & fRIZ, KBIIRa > 7514 7 A (AOC:
Aortic compliance) b, — A E (StV)/(K 1T
UHEHIE (sBP: systolic BP) — RILIESLIRIMIE (dBP:
diastolic BP)) & B L TRw7zo Tz AZE 11
AR E (LVSWI: left ventricular stroke work index)
(grm/m?) 1, StVIX (mBP—mPCWP) x0.0136 (*F
¥l 45-75 (gm/m?)). 2 1 EMEEART (RVSP:
right ventricular stroke work index) (g+m/m?) 1, StVIx
(mPAP —mRAP) X 0.0136 ((F¥fH 10-15 (g-m/m?)) &
LCEMR L7z,

MATERE TR 5 72 mPAP IS U T SSc % 4
B L: (Do
(1) NP # (IEHHERE : normal pressure) © mPAP<15
mmHg
(2) pre-PH # : 15=mPAP<21 mmHg
(3) border-PH # : 21 =mPAP< 25 mmHg
(4) PH B : mPAP=25 mmHg

ZNENOREBIIB T, TTE. MFEBE. CPX,
MATERER E2 K L, Gk L ORI 217

-7

<TTEW XBPHDAZ Y=V 7>

BAED SSc-PH A7 ) — = 7%, TTE TRDH 72
SR OIEBZ (TR presure gradient: TR-PG)
7 5 5E RVSP M (= (TR-PG)*+10 (mmHg)) %
KO, HEE RVSPAEATTENIR AR & & BT &
52 ERFHL T > T b, 4 178 FEBID SSc
® RHC 12 & ) 210 mPAP fEDME % L 72720,
PH % borderline PH &2 #f D 72 @ TR-PG DKL, FF
REEZ ROC I —ThHEHLTRDz,
<HEFHEHT >

7= Z L £ R 2 (mean = SD) TEHHLL 72,
4 BRI O I#IE, Bartlett MUEIC & ) £ HEOSHEUEA
YM—Thotzd, J VNI A M) v 7HETH D
Kruskal-Wallis # % 1Z & o TIT - 720 BLZE R fRHT,
%758 Cox HPINY — FLERMI, ROCH—7
OYERK. Kaplan-Meier 12 & % 47 (075
¥ 7 1§5E) 1& Dr.SPSS 11 for Windows 11.0.1 J (Statis-
tical Software Package, Chicago, USA) Zf#ifH L 725 P
H<0.05 ZMEMFEICHEED ) LHBT L7,

C. wrzemisk
<4 HHOBETROLE>

mPAP IS U T L2 4 B O BETRE (£
1) \ZRL7o 4EHE pre-PHEEE PH A BEES
Fo TERMETH o 720 MBHATIE PH REATEHERE
ERIMOKE R EALZBO Tz, BNP, CRP I
pre-PH# & PHEEICB W THEE Y B> THEEZZ -
720 BNP IE NP HIZBWTT TIZIERME (<20 (py
ml)) X YIEEE AL Twiz, WHO ¥ Tld. PH
#F 1% class . border-PH #F i class I, pre-PH #f &
NP #:13 class I 2S5 WHIANZ & o 7z, ILD &, BIE
@ Limited ILD 134 % 75 % ¥ > T border-PH ¥ 12 %
<\ HIED extensive ILD (&4 E & % ¥ - T pre-PH
#. border-pH #. PH# TS o 72
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<4 B OOT 3 — B, ORI, 1R
BAED >

4B O 3 — A, OHTREREMAS, TPIRREAE
WA A (F22) WK L7 E/A Hid. pre-PH &,
border-PH #f, PH#F THEIZKT L Tw/z, Ee' i
BIL CTid. border-PH . PHH THEIIMIML T
77

CPX IZBWVTIE, &FOFHIET R IFRAR
2 XY EENIIHEAT T E B d o7z, NP HHEA 78
Bid 75 B (96%) . pre-PH BE 14 64 B 42 ] (66%) .
border-PH B (& 4 17 %1 th 9 ] (53%). PH&f I3 4
19 B 5 61 (26%) DERERTE 5 720 peak-VO, I3,
pre-PH #f. border-PH B, PHH THEIZIT L T
Wiz,

IR RRRELZ B\ T, %DLCO i pre-PH #f. border-
PH#., PGREICBVWTHBILEKTL TV, £h
LA o 38 B (%VC, %FEV 1.0, %VC/%DLCO) X
border-PH £, PHEICBWTHEIET LTz,
BREANOETITN U TREMIZIEEETICSH > 72,
<4 B O MATEE O >

4B OMATEIREOLK S (R3) IR L7z HR.
mean RAP, RVSP., RVEDP (right ventricular end-
diastolic pressure : 7 EILIR KAL) 13 pre-PH B D
BW2OHFEICEA L Tz, mean PCWP % pre-
PHEE X DA EIZHML TW72A% 15 mmHg % 8 2
% Z L3l o 7z BRI A A T 5 SvO2 (I
AHIRIL) (F pre-PH BE X D AEICKT L. Bk
WA ATH B Sa02 1 PHEHETHEIIKT L TWwiz,

DRE (CD I NPHTIEHMBEFRTH Y. Pre-
PH B CIEHEMEEZ TH KT LT, —EHEER
¥ (StVI) & pre-PH #f % & border-PH. PH #f & %
ROBETIZE U THREIET LTWwiz, HimiEHE
(PVR) I NPHOR B TERICEEMEL Y BETH
Y. pre-PH. border-PH. PH & & JRREDHEITIZE D

HTHML Tz, &FMEEIT (SVR) & PH #F
DA THBEIZTEML TWizA5, PVR/SVR X 100 Tl
pre-PH B DB B 7 & H BAIME T LT w7z, BBk
avFI4 A (PAC) 1E. NP BT T pre-PH
FEOEFETEWIZILT L. border-PH B, PH #f & Bt
BUCEELRET 2RO TV, £% 1 HEERK
¥ (LVSWI) & border-PH B, PH # T4 E (3
LTHED, AR 1 EHEFRE (RVSWD & LVSWI/
RVSWI i& pre-PH #. border-PH #. PH B IZTHE
WZHEIN L T viz,

<4 MO, AR >

SSc178 fiEfl % 1 641 £430 HEBER L 720 7 #
0 —7 v FHICEF 14 EFI O T 277, NP #E,
pre-PH #E. border-PH . PH . 4 BEZ N Eh DL
Wz (£4) ITRL7

Kaplan-Meier {12 & ) 4 SSc (178 FEBI) O F 1%
IR L7 (I2)o 1AEAEAFE, 2FEFE, 34
HTFER, AFATFRIZZNEN 96%. 95%. 93%.
63% T, &SSc TR L E4FEHMSFHIZITF
BAETH o 720 NP H#. pre-PH #. border-PH #,
PH#., 4 HEZNZNOAEFMBTFEE LKL
(F3). border-PH# & PHEEO FHARIZL ) &
SSc DFHEBALZ TS Z LB L 72,

KIZ. mPAP IZJ6 U7z 2 BER C O AL AR O R
%, Cox BN — FEF VTN L7z (K4, &5,
B 6), 21 mmHg % 3 5 & L. mPAP=21 mmHg
(border-PH # + PH #) & mPAP<21 mmHg (NP #
+pre-PH #) & THET 5 L, mPAP=2]1 mmHg @
HTHEBICTROEMNAZRDO Tz (HhF— Rl
29.208, 95%CI 3.6628-232.913, P<0.00001) (IXI5),
PH# (mPAP=25 mmHg) & ZNLSNDOREL O
KT PHHTHABITFROEMAEZRD TV (N
¥ — K I 1 8.332, 95%CI 2.547-27.257, P=0.0004)
(K 6), PHE (mPAP=25mmHg) & 0 & B D
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border-PH # (mPAP=21 mmHg) 25/ V¥— FHIEE
<\ fERIE SSc i PH BED ADTEERR L ShTw
cllERERLL, SHOAEBHRIIBVTER,
HMRATH S EBbhiz,

<WHO ¥ & 2O >

HHEAEIROFEEE 2773 WHO 7HIC & 0 AE1F iR
B L (K7 (M8, HERERGEED
WHO class T #25 FHE[LZ D Tz,
<HENFGA—FOREDH v b+ T >

ROC I CRTCDOFMIC L D MAMHED S v b F
TERRD, RE, FFRE, £ v X (£7)
OFEMIZR L7z DAy M 7HICE ) &I
BB L7 A7 JF % BEE Cox WBINY— FE
FTNTHT L. (£S5 OHBENITRL7z,

47 ERE Tk mPAP=21 (/min) (2T — Ik
29.2 (95%CI1 3.663-232.913, P=0.0014) . PVR =295 (/
min) 2TV — R 123 (95%CI 2.570-58.505, P
=0.0011), PAC=2.23 (ml/mmHg) 2 T/\¥— Nl
31.1 (95%CI 4.027-140.805, P=0.001) & A EIZH
BTH oo TOMOMAR R LT, MATHRE
A — FIAE ST A =5 24 {7,
<Y H., LR Cox BN — Fiighr >

HEBETVTRCEABICHEL /T A =5
T & % 4 fifi. eGFR. BNP. CRP. Extensive ILD O
A, mRAP, PVR 72 &% %% & Cox N — FE
JEETIVATB VTN L72e BNP (N — Kb
6.7, 95% CI 1.4455-30.90, P=0.0146). PVR (/\¥'—
FH 1 9.7,95% CI1.191-79.54, P=0.0337) , extensive
ILD DFEFE (V¥ — Kb 4.8, 95% CI 1.022-22.75,
P=0.0469) ZML L= FHRBERFTH o7z (K6)o
<Z vy MATZHEICE S Cox WeBINY — FIRMT & 46
IR >

FECICHE L7z y M 7L B K18T7 X —F
TOHZEE Cox HBINF — NEST TOALFIME

EHMTOMMNTHE S v M+ 7L OBREHRE
DT WX SRR LA (K9-23),
<TTE {2 & % RVSP i & K & 7= PH & Wi O JREE
LRERE>

PH B & non-PH # T TTE IZ & % RVSP i D 45
fize (M24(A)) WZRL7e TTEIZ X A RVSP i &
147 B 7 T 3K 8 72 systolic PAP %> mean PAP & O B
7z (K24(B)(C)) 2R L7z TTEIZ X % RVSP
fIE1Z systolic PAP, mean PAP W3 L b A EISHEI L
TWizds, WGEMIET® % systolic PAP £ D b (r=
0.454, p=0.0001), ‘P {E T % mean PAP O J5 %3
L DERWHBIBIRICH - 72 (r=0.778, p=0.0001) o

TTE ® RVSP 12 & % PH. borderline-PH % lif ®
R RFREZE ROC Hi#E (24(D)) 23K, (E
7) 2R L7z ROC Hi#iA & 1% PH 2 W7 12 13 RVSP
=43 mmHg & L < & RVSP=53 mmHg D % v k%
TEDSHESE S NTze ENENEKE 89%, FFEE 84%
&y IREE 78%, 4R PE 95% TH o 72 Border-PH &
BT 12 1% RVSP=40 mmHg b L < i RVSP=43 mmHg
DAy METEPHEIR I NI, ENENEE 83%,
FROLEE 82% & IR 77%, R FLEE 90% DM ERTE
5720 RVSPAEIC & O BT & % NP B, pre-PH B,
border-PH #f., PH # & @ B4R 14 % B 1912 (
25) 1R L7z,

D. & %

SO T, FA FHFRTHD T SSc-PH D F)
BB T A mPAP<21 mmHg O Ifil 17 Bh 5 o Fr i
AR L. MATEIRE ST A — % L A4 T & OBRY
AR L,

MATENRE DN 2> 5 1%, NP B (mPAP<15 mmHg)
WZBWT, BECPVRIZEML, CLEE®ETFTRET
BEFLTWw/A (%3). BNPEDBRED LH % IR0,
peak-VO, b EAEZ 572 (K1, %K 2)o SSc LT &
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N7z e R CREIC IR B & =2 O R A5 I B L sRed
TWbH I ERRBET LRI o7 Pre-PHEE (15
mmHg<mPAP< 21 mmHg) ZBWTik. LTk
FEREIFTH B LWL IR o /2A (K3), CI
WIEFMEUTIET LTHB D, PAC EAEHITK
TLHOTW/z (£3), LTI —TOEAHRDK
ThLEHREREOHBZREBL T (F2).
border-PH # (21 mmHg<mPAP< 25 mmHg) 7* 5
FEHICTFEPBEILLTEY, SSciZBLTIFL DR
HICEHRBESEAL TR L EREL TV,
PH # (mPAP=25 mmHg) TI& StVIiX & HITRT
L. SaO02 f&F TR M A5 BL L. RV-EDP
THEZDEOCHHREBICI 20222 Tw
7zo F72. SScHEMIEZAETH Y (F4), L7
L WMEBIZIBCLETVFRAROKEETIEZ
WZ EBHL ML R 57, SScid mPAP L5 & AT
LCEBERCEY) 2R ESHEL T/, BHESE
RAEETH D WHO class I THFHARTH S
ZEEEZLE (W7, W), BEERIZERDIN
THEA BRI D ERR VIS 27 7 EE
ThbEBbNT SSc 3L FWUEBRTHY PHIA
R LOAEREL T TR TFRUE R R D 0H
W72 b % s, Bedk CPA 7 E R 0225858
bEINTEY., BRENFE L TIIRERIEL &
D7z SRICIC BT 2 IR ER A S EEAEET
HHEEbN, 72, ROC > LRDOT-Eh
FNORETOH v bF 7, HERBRLERE Cox
BN — NgHT TR DO b7z — FH. mPAP
THELEEHICBIA/89 A =% O, TTE
DORVSPEIZ L B A2 ) —= v FAMER &, E
RICBW MO TEEREREERET LI LAT
E/l2lEZTWA,

<mPAP )& U7z 4 BRI DG >
FRERBICRT % 4 B OB T, E# pre-

PH# & PHEEDEEIERTH o 7225 FHEER
BREERO o7, BHRE (eGFR). &L (Hb).
FIERE (CRP) (X PAP ® L FIZE U CEALYT %
A H D, SSe WEHRETH L Z xR LT
W7zo BNP (IEHME=20 (pg/ml)) & NP & THREIZ
31+21 (pg/ml) & IEHME LI DML THBY, SSc
DHEWROVIRETLEFSFELTVWDE I L%
ﬁWﬁLTwixBNP@%S&QﬁW%f%9%m%
(pg/ml) EHWBETHY., LLROELAVFBEETDH
BT lEEZDE, FITHEOEANIZ LS BNP
i KELTwab EBbhi, BNP=2793 (py/
ml) T/HYF— K124 (p<0.001) &2 384
ERLRICBWTEELRBEIIRY 9L EbN b,

F72, deSSc %2 & SSc D ¥ 4 T BWiH O DFERL,
HOMAEOEER EEEMTFRIIFS LT ido
770

WHO M TH 2 &, I HERERITEED
REBIAZ < BRRIIZS R RIERRLTWI &
EFBELRVEI R o7 (H8)o WHO class 1 &
class I TH /N —FH 147 (P=0.0145) &% 5
CREHTREEHTHLEEDNS (K 7). SSc
BEFREBIEFVCADL METLTWAE I LD, H
HIERPTZ 7 SN TWERTH L7200, BED
HEAERO BB REBRICHZ TEEE ) RE
THbo

B OMEE TH 5 limited ILD (& & DI D A7
ELTBYEGFRISVEL Twiho/ds, BE
DI %E TdH 5 extensive ILD & border-PH # > PH
HTIVRBEECAHELTBY, LLE Cox Ny
— N CO ML FRRAER T TH o7z, ZOHA
bHEZBEETELEVHRATH -7z WECT T
RoNs MEORMEIFEN D% &b 20% L b
THBHEFTIE, ILD D Group3 D PH & L TF#H
EALICES LTwa E Bbhiz, EEE WHREEGR
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FrRTH (F2), PHRBOMETIG U TERER
(IR R TEA LA B o 720

TTE OFF &2 513, EA M (EHFR 12, B/
A1 DT R IEREERE E 2 R E) 1 pre-PHEE D

BT, Efe QEHFTR @ 6-8,8 LLED EAIIHE
IRBERE E % JRIB([3,4]) & border-PH B2 5 A & 1T
WML THY, Wz~ AEDEFIZ—HLT
RETHDLIL®EZ 5L, pre- PHEDOEREED S
FEEPREREESHBLBO TWA I L 2RE LT
Wa e b7z, SSc B DL MRI T/ D
MEALILAE 2 A L C v B RS (5], BB Cit®)
IR A~ F A ORI LR 2 HERR L T 53R
Fl6ldH D SSc \ZHFA DIFRELS T2 & Lk BE
EELEZTHEREICZ > T A RESH Y. TH
TREFRTHB EEDNL,

CPX I3 &N MifT T & o 728 (13), SSc
TIRET DR TR B S % &1 & 0 BB AT
ETICADLPETLCLEYEMDZ Ve 28D
KT b AR TP HROBARFCH S LEDNS,
CPX O peak-VO, D FEHE 2B L TId, fF 3 42
BIOMNTIZ & 0 HH D peak VO, 332.4+7.1 (ml/
kg/min) T > 72DITHART, LEBEEE 106 HlO
M IZ X D NYHA class 1 T 25.1+4.8 (ml/kg/
min), NYHA class II i3 21.1%4.7 (ml/kg/min).
NYHA class 1T Tid 16.9%2.7 (ml/kg/min) & &
NTBY 7], LAREDNEREIC R 51T E peak-VO, X
BFLTHY, BEELFPRHAERNFTHLLEEZD
N T %, peak-VO,=14 (ml/kg/min) O & F 1%
B THNN T & A 5 b RETIL OB OH) &5
#D—D & LT peak-VO,=14 (ml/kg/min) DEAH
AubshTnwaizeTch s8], OHIELE LIRS
% &, NP #R pre-PH BEOWIHIIREE T b peak-VO, :
18.8+3.7,16.8 4.0 (ml/kg/min) EEMETH Y, SSc
DRYP S DEFEENHB L T0WE I EERRL

T\ 72, border-PH # (9/17 FEFI) Tl peak-VO, :

143+3.7 (mlkg/min) & DER AR B 12E W
EB AR T CH 0, SEEITC & 72 PHHF: (519
fE B ) 1R o T 3 peak-VO, : 10.0=1.6 (ml/kg/
min) EMBD TERMTH o720 TDI LIE, SSc D
DR Y TR DB ET Tld e  RIEIEBRIESE (K
MEFIMIE, 77/ —¥, BUMERBEELRE) bE&D
ToEEREE KL CTwa & Bbhiz,

RHC 12 & % AT B REMEAT 5> & 138k 4 Z27EH 97X
EMADBES N2 CLOEFMED 2.5-42 (/min/
m’). StVI D IEHEAT30-60 (ml/beats/m>). PVR O
IEHAEAY 50-120 (dyne*sec-1+cm-5) THDH I & %
FABE,NPEIZBWTCI:26%05 (I/min/m?).
StVI: 40+7, PVR : 128%53 (dyne-sec-1-cm-5) T
HHOE, BEIEHBETREZEL TWwa & lbhiz,
Bz RE AT AT L C SSc DB Wi AT b 72 BRI,
BB L B A LI Tl 5 & & 2RI L
TW/z, BNPOBEED LA ZOZ L 2 HFELT
Who

pre-PH #£ %* & 1% HR. mean RAP. RVSP, RVEDP
PEBICEF LD TV, £ 1O &0
EHPVEETAIIANT—EERL TWA 1 H
R BEHERDD L. FEo IR FRE
(RVSWI : IE # fi 10-15 (g-m/m?)) (E NP # 2> 5
pre-PH R CHEZFH BRI %Z D T,
RVSWI O A Tid % { EZE D 1 HEFHRE (LVSWI :
IEHE 45-75 (g'm/m?)) HIEHMEL VIRETH 5
DIE AT S 2OOHEEIC L LEE HERvwL L
VEF—BTEHIMEZEL SH 2/ EWIRETH
HEEbND, PHOETHFESIZONT, AR
EEOAFREAEIML TSI E25IE, SSc il
WTI K D HLRICKRERE DI PDoTnDE T L
ERBLTWDEBbhi, ELAWEY LT
mPCWP 728 pre-PHAE A & T BREICHINT 52 b #
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DHBEDHFTVEAD 2V EEEZ DL, pre-PH
HroR2T2IREEE L VEBEN LA LT
5T LERET D, SEOET—F 55 SSc H
T Group 3 ® X 9 AR IUREREXRE LIZL
Wbz,

BRI R OwNRL T S, MBI O Fik
DI E LTk > 794 v 2 (PAC) %Ko
7oL T A, NP BEICHAT pre-PH BEO B S THEHIC
KT L. border-PH #f. PH #f & A BICEEIZIKT
LTWwiz, ZHUTHA RERNDIMRO RN T
BOREL LTORBRT > 754 v 2 (AOC) &,
WENOB D HEER RO R D572 ROC M T
FECEEICL DA v b+ 7% KD T Cox BN
W— NI L72 & 2 A, MATHREEOH Tl PAC ¢
NH— K311 (p=0.001) EHROBETH o722
L3FHLVHR TS S (S (M23). koA
TI& SSe-PH D M 32 7 # M &£ KW F & L T mRAP,
PVR, CI, StVI 7 Efk 4 % MATEYRE/ S T A — & B34
BENTWB 0], SEHOHETIE CI=191 (L/
min) THNHF— FH38 (p=0.0199) THH. F
BETRED D H OO PACIZHTAH — LK
720720 COREEIZ, HEROHE T SSc-PH D
AREFNRICUTTF RN Z LTV AHE LW
D, PHEEE WA B—Z LV — T DR TR CLAFEE
ZERTELTHVTWAREW) ZETHY., SHD
HWED LI TDSSe ZRFITL THET L TA
HE, prePHEOEMTCIEEHMLVEKTFTLT
BY. SSc T CIVEFRIIIRMETH B 2 & 25,
LB OB T FHERTF L LTIERE (ES M A D
ozl EZ 5N b, PAC L. CI. PATEDIRIEE,
HR % EERAWICIRZ TV BEETH Y, %L
EDHSScIBVITEELZTFRERE IR IS LE
25N 5b, 7272, mPAP b mPAP=21 (mmHg) T
N — FH292 (p=0.0014) & PAC IZHE & B\

F—FhZAOTEY, EERTEIMATEHRED
mPAP % RVSP flf (RVSP=35 (mmHg) 2 T/H¥—
FI 265 p=0.0019)) #Z2FICL 235 FEHETN
RERHEZZ 2 5ORMBELBEICRS LB bR
720

<SSc D TP HRDFFH>

WIEDHTA P54 Y TIIPHOBWREL LT
mPAP=25 mmHg &\ 9 ZREEDMHEFH I Tw 525,
48l DA Tl SSc-PH (& mPAP=21 mmHg T3
LTFBEARERD Tz, &%, 2% L b SSc-
PH (2B L TiX border-PH (mPAP=21 mmHg) O
B & FEARAY 72 IR A DRI %2 B T REE DD 5 o

ZbZ b, PHOZ W ¥ & L T mPAPZ2S5
mmHg 23T % ZEHEDRILIL 1958 4E D Paul
Wood 12 X 5t (Royal Brompton f&Fe. 4 1 R)
W2 % [10]0 60 ADfEHE AIZ RHC % Ji47 L. PAP
(systolic/diastolic/mean) : 8/2/(4)-28/14/(19) (mmHg)
LA LTH D, PAP I 30/15/(20) mmHg % #k 2.
B EW R0z, TOFEIZ X & AL mPAP
=20mmHg THH EEZ b, £ I 5 mmHg D
REW 2T T, PHOBWAELE L L T mPAP=25
mmHg #fEH LCTw5s[11], 3 B5A A, IPAHZ &
DORR R BIREE 2 R &3 5WBIIBNT, O
DOFEHEN TR MATENRE L & SARBIT 2 720, HIR
HINZIA DN TV R D5, SHOMED X I IZLIRE
WIWELEHHEETH 5 SSc-PHIZE LTI,
mPAP DR EZ RETLED H L L Bbhz,

S OWF5ETIE SSc i3 B RIERIZZ L WESEH)
BELHEAETHIEHHPE LA L BIEHTREF
RTHbH (K7,80 WHO class I & WHO class 1
EDORBTHNYF— NI 147 (p=0.0145) & &l
THY. WHOclass [l &£ WHO class [ & OHETH
N — K305 (p=0.002) & FHLEFHELAL
DTWho SSc DBEICBWTIE, RADHEREIR
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WD ENBWEHITEREL T, RHCIZ X 5147
BhRE SR & AARAY 12T 9 & & T mPAP X° PAC DI
B (7)) 25FICL, BENZFRFME LTw

CTEPEETHL BN, %, FEREWE
WAL FHEOMAELEIZLD, X HEERDK
VRl T TP R RIS OTFMANLTH Z &
TELLH)ICHMAZEAERQTHWLEDRD B, 1ML
THBHG AT CE R0 EETH, (9-23) T
RUZZAAIRE Reh s, AL D X9 2IREIC
VB DHEETOFEIZ BT T EIZEMIE L T <
TEH, FHRUBICORDV LR D B L EDN
%o
<SSc-PHDAZ Y ==V T >

TTE (= & A RVSP 1 & systolic PAP £ 1) & (r=
0.454, p=0.0001), mean PAP ® 575 % O HIBIRIFRIC
Holz 1=0778, p=0.0001)s D Z & i, mean
PAP DFEMEZ > T WD PHBMOA S ) —= v 7
BAEAS, TTE @ RVSPETITbLTw/ioZ L &b F
JE LT, RVSP I 0 3 E T i
BN, FEREIZIE mPAP & XD BRCHHBLTWwA T &
EEBRCHEHICANTB L LEDLD 5,

ROC Bt COME A &, PH & W IZ1L RVSP=43
mmHg & L < & RVSP=53 mmHg., Border-PH &
1212 RVSP=40 mmHg L < {& RVSP=43 mmHg ®
By NE TR (KT, 7275, PHEED
border-PHH D FHARTH LI L2 E 2 DL, A
HELE CADITEEL 100% &3 57201213
(X 25). PH BETIZ RVSP=38 mmHg I T A2V —
ST RT D ERE 100%, FRRETI% &b, T2
72, border-PH {2 3 \» T RVSP=32 mmHg {2 T &
)= TR T B L RBE 100%., FFREL47% &7
BLT20, BEEIEE L hd. EBRICIEEFRETRLE
Z DDA % FA TR L 2225 SRR U T
RVSPED A 7 ) — = v FHEERZJDH TN LRET

HhHEEZOND,
SSc IZB W T border-PH B SO TFHE AR

CTHAZERESHEDOMETHIHL NI R o 72720,

i & T b RVSP=40 mmHg ( & FE 83%, 1% & B
82%) AWMHATRETHHLEZONL, TDOZ L
%%z 5%&, ESC/ERSDOH A FF4 »[12] T
L T % RVSP=50 mmHg ®##E Tl PH #E D bor-
der-PHEED R L LE < (W25), A7) —=v
JHArL L CO RVSPEDIEHED BE L ALETH
HEBbNS,

<SSc DIFREHEAT DR >

EROBFE TR LA LD IC, mPAP OHEFTITE L
TIATEIREIZIEAL L T/ RERDRFR ST 2 —
% (CI. PVR, peak-VO,) 2 X DIREDHEITL D
BEEERTE (M26). NP HOERE T CL PVR,
peak-VO, id W IFN b EF TRICHELTE Y, it
RO TOWEL R DA TH 5, 5
SSc DIFHEEST & mPAP & DBItRE (K 27)
TR 720 SSc IRy i RSB 2 & R RHEE
RTVNVF=) T FAREISHEN SN, TOH
SSc DFHWIH T ENb, MWREBNFEIZHEAEND
DiE. TTE TO RVSPEA LA L T2 HTH Y, 1€
kD RVSPIEA 7 V) —= > FHABERfEH L 27D
FRAEDHET LT LE o TWA I EDEMEIZ L Y A
BN o720 A TIIIERD PHEEL D b B
O Border-PH BE2* 5 PHRARTH 5 LA L 1S
%o 72728, border-PH B LMY A 7 ) — =
YITRTHRETH Do HEHKD RVSP HDOIIETIE
PH# D R#E & L7217 Tt 7 < border-PH # & F.7%
ELBZWVWEEDEDEBR e SSc DRZHIEIRAD
HBL LIRS 72 & &2id, BRI T DDA T FEE )
BEBOTVEEEZARETHL, EHERTH
- T%. BNP. peak-VO,. CI. StVI, PVR O¥E%
ROTNWLILEEZ L L, SSc DI ATDO Wz

- 146 -



FUCIRBRERPIRE R I 0023 AL AR I 2 359 1S B 5
LTWw DD B, Border-PH #ED &k 4 22 A
WX DTN TED . SEEMITTHIZLL
72 F BB ER T TdH o 720 BNP. PVR. extensive
ILD 7% E%4RER L LSRN AR L 2%
ATWLERD L, FTHOHEIZEL D, SSc i
group 1 PAH DEZZ1FTldZ <. group 2 & LER
\ZfE9 PH <. group 3 MR EIZHED PH2NRA L7
WETHLEIELEEZRBELTVWREEDLNS, 51X
EEEMRELR LML L CTRREREZED
BH, FHRUELZEDDERERLIA IV I2T
BIIHEA LT T S BEDPD 5 & Bbhi,
<HFFEDRRF >

NP # & border-PH #f & IZFWHH BITHE B > 720
R—=RA T4 v OEWICAEBEN R VITE, XY IEE
ZIMATEIRER FHRFMATE L b b, 7272,
border-PH B BICEEB THo72IC D LT,
FHICFBARTH 72T LIXFEHITRERTH A
LB bhs,

T SEOEELED 7 + 17— LT, PH
BB ODAEREE R EOREBENADTH—ENT
WHEWEWIBRARLH D, EBE PHEIZBWT
2B PHIGERE Z MG L THB Y. border-PH F 12
ML TIEZDOHBICPHNEHELT LZREFIZR > T
PHIEEEABMBL TWb, 7272, PHIREREZH
ALTWAICOHDLTFRARTH- 122 L 2E
ZBE. REFEOHBRBETIEHEICTHEARL 25T
WTREEL H Y. TOBEELERL CEMTHEER
TV BEIEIDH 5,

E. &

PH OHIBR 2 R~$ & b5 SSc DHIERET
OFMN 2 MATEIREIC & 2 OARREERAN & F 12 & DBIR
P& HE L7z SScld NP #EA & CI{KF < PVR 1

A2RDTBY, pre-PH B S ILOILIREREE L
IRIBT TR S D T /2o mPAP AMEME DD T
B O BRSO RERE E AR E T B T L &R
B LTz, L4 FRFN CTlE mPAP=21 mmHg ®
border-PH # 2 L FHICTFHARTH 5 T LML
MERY . MATBHROBESFHFUWICSIFFICH
HAThbEILERLA. %D SScHEIZBNT
BEEZHMAPZEEETNTE EBbhb,
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1. SSc4 BEoLAERE
NP Pre-PH Rorder-PH PH ALL
(=78} (=64} =17 (=19} {1178}
EE D 5314142 63.3£12.8% 599411 6949**  S4+14
Eraia 69 (88%) 5992%)  17{(100%) 13(68%)  163(Y2%)
BMI 209432 2106434 21539 2041432 2133
BSA 15402 15%0.2 1.53%0.2 15502 1562
creatine (mo/dh 0.61:£0.13 0.68:£0.26 0704032 0.89 104777 0.67+0.26
¢GFR (mi » min? - L.72m%) 8534168 7164262 T46+£233 641303 % 79424
Hb (mg/dl 1224104 11L5+14% 114417 1004207 120416
BNP (pg/mi 31421 T6:90%% 118156  436::456"% 99+203
CRP cmg/dh 0.07:40.09 0.33+0.52%% 0.60 £06.50%% 1.1 +1.7%% 03407
WHO class
1 76(90%) S6(78%)  3(18%) 0 (0%) 123 (69%)
i §(10%)  11{17%)  14(829%)  5(26%) 33 (19%)
i 0 (%) 3(3%) 0 (0%) 14(74%) 17 (10%)
W 0 (0%) 0(9%) 0 (0%) 0 (0%} 4(6%)
HEIR B I & MRS () 617 10410 WHITH  16:413% 10410
$Sep &4
1eS8¢ 48(62%) 3I9(61%)  6(35%) 10 (53%) 103 (58%)
TED oy 4 4
ILD (limited) 24 (31%)  31(48%)  I15(88%)* 3 (16%) 73 (41%)
ILD (Extensive) 5 (6%) 233%™ L1{65%)° 14 (74%) 51 (29%)
HEHA
Witk 68(87%) 60{94%)  17(100%) 19(100%) 167 (94%)
Hity b THA 24 (31%) 24 (38%)  5(29%) 4(21%) 59 (33%}
HiSc- 704 4k 30(38%)  2TE2%)  10(59%)  5(26%) 73 (41%)
HULRNPH (& 10(13%)  5(8%) 3(18%) 6(32%) 24 (13%)
] 38
I Pl U RIS 000%) 0(0%) 0 (0%) 0(09%) 8(0%)
~H SR b A1 (27%)  21(33%)  11665%)%  12(63%)* 65 (37%)
Caa RN 3 (4% 12(19%)  Z(12%) 6(32%)* 23 (13%)
B ) B 2(3%) 2 (3%) 1(6%) 1(3%) 6(3%)
ARB/ACERH T 5(6%) 15Q3%)  3(18%) 6 (32%) 29 (16%)
L 0 (1%) 3 (5%) 1 (6%) 1(5%) 5(3%)
ZFuAfF $(10%)  22(34%)** 5(29%) 5(26%) 46 (22%)
FAFTL T FEERE 2 (3%} 15(23%)*"  1(6%) 1(5%) 19 (11%)

(Kruskal-Wallis#3E . #p<0,05, **p<0.01)
BMI : body-mass index, BSA : body surface area, eGFR : estimated glomerular filiration rate, BNP : brain
natrivretic peptide, CRP : C-reactive protein, ILD ¢ interstitial lung discase, ARB : angiotensin receptor
blocker, ACE : angiotensin conversion enzyme
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2. SSc4 MO a—, LITEEREIRA, IPIREERERAE

NP Pre-PH Border-PH PH ALL
(n=78) (n=64) (n=17) (n=19) n=178)
TIE
TR-PG (mmHg) 2146 2687 36107 57+£19%* 28+ 14
EF (%) 7158 69+8.2 71479 6618 707
TR
mild 17(22%) 15(23%) 5(29%) 2{(11%) 39 (22%)
moderate 0(0%) 2(3%) 0 (0%) 0(0%) 2 (1%)
severe 0 (0%) 0 (0%) 0 (0%) 1(5%) 1(1%)
E/A 127£05 0.96:0.39%% 108051  LO:05* 11404
E 103428 92£238 85+41% 764287 9.6+29
Efe’ 73+2.4 85+34 104£42%  109+62%  1.1:+04
CPX
3 AOLHI%L (Ymin) 137+23 132417 135+21 134+23 135421
WKT v FE(vath) 70423 53 £17%* 57+£18* 22487 63+23
AT-VO, (mVkg/min) 135425 12.8+1.8 11915 [G] 131423
Peak-VO: (ml/kg/min) 18.8::3.7 16.8+4.0% 143437 10.0£1.6"F 173143
R e
%VC 98.5+19.8 89.5+20.0 79.8:4£22.4% 70217 90.5+22
Y%FEV 1.0 95.9+193 89.5+18.9 77.4+18.9%%  T5420% 9020
%DLCO 89.1:£16.3 5.4%209%* 5411477 46.6£17.7%F 77423
%VC/%DLCO 1.1+02 1.3+05 L7£09%  1.740.7% 1.3£0.5

(Kruskal-Wallist& E . #p<0.08, #¥p<0.01)

TTE : wransthoracic echocardiography, TR-PG : tricuspid regurgitation - pressure gradient, EF : ejection
fraction, CPX : cardiopulmonary exercise testing, VC : vital capacity, FEV : forced expiratory volume,
DLCO : diffusing capacity of lung for carbon monoxide
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% 3. SSc4 O MATERE

NP Pre-PH Border-PH PH Al
(n=78) (B=64) (0=17) (n=19) (n=178)
RHC
HR (/min) 65+9 72+13%% 72:213%  8212%% 7012
BP (mmHg)
systolic 112+18) 130+19 12618 123+19 121+20
diastolic 679 70+ 12 67+13 7114 67+ 11
mean 8212 82:+13 8§2+13 87+ 11 8613
mena RAP (mmHg) 32 4+2% 42 613 4+2
RVSP (mmHg) 2474 304*F  37H4%% 3541377 31+11
RVEDP (mmHg) 5472 T2 6+2 9k g 7+3
PAP (mmHg)
systolic 213 28H3%%  36H4*F 55k12%F 29411
diastolic 742 10H2%*  13:4%F  21E£5% 10+5
mean 1242 17:2%  22:01%% 34067 177
mean PCWP (mmHg) 62 g+ ¥*  gk3* 93 8+2
Sa0; (%) 974 962 964 917 963
$v0, (%) 744 T0H6F*  68ES* 58-10%* 707
CO(F) (inVmin) 3.9+10 36109 3.6+08 33+13% 37110
CI(F) (mVmin/m®) 26405 24+05 23104 22H07% 24105
1Bl HAEE S (mibeats/m?) 4057 35ETEr 33LEeE 2THTE 36+8
i il AT (dyne - sec?t - am) 128253 197:286%* 321:£78%  698::356%% 2321216
£ U HEHT (dyne - see? - em™™) 17031506 2029::569%1866:+647 2250+825% 1900:+606
PVR/SVR X 100 7.5+23 9.6%2.8%% 183:%51%%30.7£10.9** 11.8::8.5
R TSI A T A ubmmHEg) 44213 300097 2342077 1.3+05% 33415
KB T FA F R (miimmHg) 1.50+0.58 10205 0.9+04  0.9+035 1.2:+0.6
R REIR= I A4 7 A 324111 34%11 28:11% 16106 3.0+12
£ S AEMEBERE (g - miwd) 41+9 39+10 33T 28+ 6% 38+10
FHEIEHTEEAE (g - mnd) 51 [3=8 l k2 ¥ 10425 62
JE B S EAER 8.5+2.0 6.7+H13%% 42::0.79%%2.9+0.86%% 6.8+2.5

(Kruskal-Wallis#&7E. *p<0.05, *#p<0.01)

RHC : right heart catheterization, HR : heart rate, BP : blood pressure, RAP : right atrial pressure, RVSP : right
ventricle systolic pressure, RVEDP : right ventricle end-diastolic pressure, PAP : pulmonary artery pressure, PCWP :
pulmonary capillary wedge pressure, Sa02 : oxygen saturation, SvO2 : mixed vein saturation, CO; cardiac output, C1 ;

cardiac index

% 4. SSc4 HEDIEH

NP Pre-PH Border-PH PH
(n=78) (n=64) (n=17) ©=19)
ERRIRE () 587::314 617409 947+520 754643
PR ¢ 1 4 9
BRI (. MR g%%fg = CPA (69F) CPA (68F)
CPA (73F) A DRE(6TM)
ILD, i (64M)  REERANE (79M)
Y21, CPA(73F)
R AT ILD, BT 4 (56F)
(64F)
ILD, 3 (61M)
BB (54M)
RREEHEIH A (73F)
WfEES 5 v 7 (66F)

CPA : cardiopulmonary arest
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