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£S5 BZNFGA—FTORWTDOH v M+ 7E, HER Cox AN — FFEHT

ROCHh WZ CoxFEBIN T — F DT
H Ty b R R e XA Fi 95%CI p
SE R () 64 0.7% 0.60 3.5 4.2 1.174-15.365  0.0275~
B 33 0.987-10.734  0.9526
BMI 18.7 9.93 0.25 4.2 5.0 0.646-38.118  0.1236
BSA 1.72 0.21 0.89 2.2 2.3 0.627-8.385 0.2099
eGFR (ml - min™ - 1.72m?) 62 0.64 0.81 7.7 4.4 1.404-13.857 0.0111 %
Hb (mg/dh 10.2 0.50 0.86 6.1 4.5 1.493-13.422  0.0075%*
BNP (pg/mb 79.3 0.85 0.83 26.3 12.4  2.692-37.132  6.0012%*
CRP (mg/dh 0.51 0.64 0.88 13.6 6.5 2.101-20.148  0.0012**
deSSe 2.6 0.848-7.684 0.0955
Durations from symptom 6 0.79 0.55 4.5 240 0.528-7.623 0.3069
WHO 1vs2 14.7  1.702-126.52 0.0145*
WHO 1vs3 30.5  3.561-264.84  0.002%*
WHO 2vs3 1.9 0.568-6.129 0.3045
Hib o b X 7T HiR 0.2 0.026-1.516 0.1186
Scl-70+ 1.1 0.391-3.277 0.819
U1-RNP+ 1.6 0.448.-5.966 0.4571
TTE
TR-PG (mmHg) 36 0.77 0.85 18.6 5.1 1.208-21.21 0.0265*
EF (%) 71 0.77 0.44 2.7 1.9 0.588-6.299 0.279
E/A 1.17 0.46 0.62 13 2.5 0.693-9.067 0.161
CPX
peakVO2 (mikg/min) 10.5 0.67 0.94 31.8 1.1 0.060-19.875  0.9508
Respiratory function test
limited ILD 1.0 0.340-3.137 0.9486
Extensive ILD 8.5 1.804-39.65 0.0068**
%VC 64.9 0.77 0.88 254 10.6  2.815-40.22 0.0005%*
%FEV1e 83.3 0.92 0.63 20.3 6.3 1.389-28.52 0.017*
%DLCO 50.1 0.80 0.92 44.6 103 1.852-57.29 0.0077%*
%VC/%DLCO 1.78 0.60 0.94 22.1 4.1 0.940-18.08 0.0605
RHC
HR (min) 77 0.79 0.81 156 118 3.289-42.52 0.002%*
mBP (mmHg) 85 0.64 0.50 1.8 1.3 0.435-4.144 0.6083
mRAP (mmHg) 10 0.14 0.98 8.9 6.3 1.324.29.48 0.0207*
RVEDP (mmHg) 8 0.57 0.71 3.2 33 1.064-10.12 0.0386™
RVSP (mmHg) 35 0.93 0.83 65.5 26.5  3.351-209.89  0.0019%*
mPAP (mmHg) 21 0.93 0.86 79.1 292 3.663-232.91  0.0014**
mPCWP (mmHg) 11 0.29 0.89 3.2 2.4 0.743-8.049 0.1413
PVR (dyne - sec’t - cm™) 295 0.86 0.85 34.8 12,3 2.570-58.51 0.0017%*
SVR(dyne - sec - em’S) 2110 .57 0.71 3.3 1.8 0.613-5.408 0.2803
PVR/SVR x 109 15.7 0.86 0.90 51.9 13.5 2.823-64.99 0.0011%*
Sa02 (%) 93 9.50 0.90 8.6 4.2 1.433-12.34 0.0089**
Sv02 (%) 66.7 0.79 0.81 15.7 6.2 1.572-24.18 0.0091*
CI (mVmin) 1.91 0.57 0.89 10.8 3.8 1.234-11.59 0.0199 *
StVI (ml/min/m?) 24.6 0.57 0.94 20.4 6.5 2.160-19.81 0.0009*
PAC (mV/mmHg) 2.23 0.93 0.83 63.1 311 4.027-140.81  0.001%*
AOC (mYmmHg) 1.08 0.71 0.54 3.0 2.3 0.725-7.550 0.1549
PAC/AOC (m¥mmHg) 2.06 0.71 0.87 16.9 8.4 2.498-28.225  0.0606™*
LVSWI (ml/mmHg/m?) 26.7 0.64 0.92 20.8 6.2 1.915-20.326  0.0024%*
RVSWI (mVmmHg/m?) 7 0.86 0.80 24.6 10.7 2.2306-49.831  0.0025**
LYSWIRVSWI 4.7 .86 0.87 38.5 13.6  2.8526-65.22  0.0011"*
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£ 6. HHEE Cox BN — N
Y- 95% CI p
e
Age 17810 0.398-7.974 0.3553
eGFR 0.6064  0.158-2.331 0.4665
BNP 6.7058  1.455-30.90 0.0146 %
CRP 0.8896  0.182-4.356 0.8852
Extensive ILD 4.8213  1.022-22.75 0.0469 *
mRAP 1.0532  0.185-5.984 0.9533
PVR 9.734  1.191-79.54 0.0337*

H505)

eGFR : estimated glomerular filtration rate, BNP : brain natriuretic peptide, CRP : C-
reactive protein, ILD © interstitial lung disease, mRAP : mean right atrial pressure,
PVR : pulmonary vascular resistance
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B0 10 : Cox BN — FIEAT (HCPUE - P UI-RNP BUE. PL Scl-70 PUik, it v b o X 7Hifk)

BNP : brain natriuretic peptide
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TR-PG : tricuspid regurgitation - pressure gradient

(EhFERE) TRPC
100 -
(A) NP — R 5.1 (B) (mmHg)
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ILD ¢ interstitial lung disease

(VB SERRER)
(A) (B)
NP — FEE1.03 NP — R 8.5
p=0.9486 p=0.0068
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VC : vital capacity
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DLCO : diffusing capacity of lung for carbon monoxide
(—BR{LRER AT HAERE)
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mPAP : mean pulmonary arterial pressure
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Sa02 : oxygen saturation
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StV1 : stroke volume index (—BBH HED
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ENBNRTGA—F L LTk, ZTNFTPVR R CO I

DVTHE SN TV S MEREIZABES 5 PAH Tl
ZNHDING XA =5 DHH CO WML L RE
PAE AR 2 E0E O BERICEPT 5 PAH
EHE U TRMEZ M A HE SN TWbH, &k
@ WHO World Symposium {Z 3 \» T, dPAP-PCWP
(IEH FBRIE 7 mmHg) % 4750 M 4 il 5 MU 5
L LTHWAEHIRE L7z SSc &P % PAH
B E LA BT H  dPAP-PCWP 1 15.9
mmHg & Bl % 7R U720 SSc (A BES 5 Fili 8 i E A
(213 PAH DHRRE. fo 0 IR 9 BBl i il 55
MPESEDOMRE, 2 U TR E M2 A 5 ARER 3K 1
FEVZPE D IR EEATICS T 2 FEE S
THEY. RUAFERICBNTHENER LIz, AR
IZBWTHIRAERE S O ES FRBERTFTH
BLEDPMHERTE /2o PCWP IZDWTIE, SO
TIEHTBIERE Lo R & B L T PCWP OF &I
X9 % BIG- 135G < BRI L A BAEISHE Tl ko
Feo COBRICIE. SEIGERAEI D% EF LD
I8 = 9MEA o 725, Z LC PCWP ANE A LY <
TVWSSc ICB o 72 MET Th o 7o F A LA S
%o

E. # Gm

SSc &M 5 PAHDWBERICBWT, Thbd
NI A—=F@JFEUDODEEZ BNz, S 51T,
SSc & HFT A S M ERE (2R L CTISH T & % 20
AT ALED DB

F. X #k

L HEAER, FIHEZE, NS, BMRR. &
B 1R B E S A B U 7 I S AR 2 A 75 I SR D Jf
TR 0. B A @R S B B
& (HER MR SOIRAF LS 3E) Pk 23 SRS
W gedd & 2011.
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% 1. PAH ZWIBOLLA F—F VIRERKE (n=54)

ELE &
Co [Lfmin) 471 + 154
mPAP [mmHg) 3366 + 9.14
sPAP 5567 + 1481
dPAP 2151 + 7.30
FCWP 7B * 41%
mP&P-POWP 2813 + 10.03
dPAP-PCW P 1582 + B.18
PR imimHge L min) 717 + 388
£ 2. TN Y— NI B RN
FETHR 95040 D
€O (Lfmin) 0.3B4  0450-0960 0026
mPAP [mmHg) 1025  0.5972-1080  0.357
PCWP 1081  0E%9-1308  0.365
dPAP-PCWE 1100  0.8986-1234 0062
PVR jmmHeg'U*min) 1157  1.022-1302  0.023
SRS 1826  1.031-3706  0.040
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e FIBERASESZ 2 BT 2 sk EE N S I E R (PAH)
U A 7 WF-O R

W7eoiHE AR BERRRZEZER) v~ F R dE5R

VAR HIFHE I8 BERARZEER) 7~ FWF R
VAR ZHFEW  BERBRZEERY v~ T WH B
W% Bk —  PiEERORERRER, S

RS

L HVREIE (SSc) ZIF Lo & LABERICHED MBIIREEN & MERE (PAH) 1 FHA RO 8 G5
T, BHIWAZ ) ==V ZIC L 2 RIIER - WROBZEEFEFEINTW S, LrL, ETOBEREETA
I =SV T REMT S L EHEMICHEER 720, PAH Y X2 IS L2MEPEENb, £2T, V< F
MIRENEDLN LB RE LIZHEHAT — 5 RXR=2 %2 HAWTPAH ) 27 DBRML % kA Tz. 6,162 Bl % *)
L LTHRZE, LA/ —Bl%, PAH., HOHMAZBERENICAS, 2EQ VAT 4 v 7 BURSHTIC L ) PAH
VA7 2T 5MITEF 2RO, 710 (1.2%) 25EEEPIC PAH & BB S, AR B sSe27 #l. ’E
A AR (MCTD) 1761, &&= ) 5~ b—F 2 (SLE) 16 %], BEZRMEY = — 7L ViEHERE (pSS) 7
B, BAETY 7= F 36 REFHK LBITH o720 HOHURTIZH SSA HUAA51% & & BT, HL UIRNP 5t
DY 44%. Hit ¥ PO R THAR34% ISR S 7z, SEBRITTIE, PAH Y 27 OFHEHE LTty b
O X 7 PR SSev MCTD. $T UIRNP $iRRH1E SLE. #it » M 1 X 7 HUAREEME SSc. Bt SSA HURBED SSc.
MCTD. SLE PSA@ ) » < FHEE. HT UIRNP HifkBatE SLE @ 6 HE S S, T/ HIHE T PAH @ 99%
AHHATRETH 572, BLEL D, PAH Y A2 O SSey R & M1 X 7 HARBES] & MCTD (ZEED A
TNV T ERTNETHE I ENFERS NIz Gy PAH Y A7 ICESOIZRRIVPAH A7) — =~
7Tas g AOERPEEINS,

A. WFEHRB

P BN ARV & 1 AE (PAH) 1342 B PETR B2 IE (SSc)
I LOLE LEBERICBT 28EMHEED—DT
Hbo I, BEOMMENIRESEHITEEICZ D
EE A RE R MATE O E. AR FHROLERR
PELNT WS, L L. BEHICHED PAH 1345
FEVEPAH LIRS ETRUBIIRFBEENZ &
PEEIN, 5L 5TRUEDOTZDIITRIFE A,
EENADBEZEESERIN TS, BEREZED
% T CIEBEBI B Th B F HE AN L,

LI —ZHWHEBA % PAHA 2 ) — =2 7
TSN TV D, BMOIERES (ESC) /BRI
w¥a (BRS) OHFA FF4 viZkBE, SSc Tl
HEEROEEIIED L TE 1 HOEHN AR 2
— S VIR EIN TS, T2, SHERATME
A&— b~ (DETECT) O#EHE2 6. BmH 3 FLL L
D DLCO60% i @ SSc % 5 & L 7= B R AT ..
LER, MR, M NT-proBNP & Ml & &b
RAZ ) =2y T AT RADPRIBENT WS
(1o
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HAETIEBERICH S PAH ORERERE L LT
SSc 721 T . REMMEMEE (MCTD), &
HMET) 7= F—FA (SLE) OHHENEWI LA
RENTWBR], T2, BEEY = — 7L ViER
B (pSS) RHEY 7~ (RA) DHEIIS VR
Ao HPAH ZRET 5. CNOETORBERES
TLIa— iR E R E DR ) —= v T
EFERT A L FHEMCEET, EREFNICH
KREBRAHEIIR D, 22T, BERBEZIIBIT2
PAHY A2 LT LT, VAZIZRLT
AN ==y T TaT T AOERP BB TH 5o

BESRZ R CTIL B ORI 252, Jwi 08,

FHOFMICEHTH S, TN FETPAH &L OE
PE SN TVWDEHTHMAEE LTHE Y Fa X TH
f&[3]. HLUIRNP HLIR[4]. HL Th/To BLAR[5]. #L
U3RNP fLiR[6] 5 b N T w5, 22T, 2 H
O R E—BZR CHEICATFTE 2 EHRE v
CTPAH Y A 7 FHIiATE L, FFEL R 7Y —
=y rTur T AOERIZESTHIETTH b,
T4 DIk Tld, THECREICE S TRERZ &
D7) v FHERBAE DS RO FE 7 H OHt
PN 24T 0 T & 720 KREREIL, TOT—F =2
#F\WTPAH Y A 27 DREILE ATz

B. Wfselik
1. W%

1996 475> & 2008 4FIZ BEIEHRRANF) ¥ < FNFR
WFFREICY v < FHEESEED N T HOHRRED
DB > 72 11,987 MIFOLZEZEDH b, (DB
SHIMAT3 DL L, () BRIRZ I & & 756 % B

RAGH A F U RE. (3) 45 5 AR fE 1 PAH D B4t

’®3ﬁﬁééfﬁtbt@m2%%ﬁ%tbto
2. FRIRTEH
B THEERE D LSRR R ERIRSH,. LA

—Blg & PAH OF B % BNz, BRZ W
DI W FEREA DG B IL RAL7] T 96%. SLE
(8] T 99%. SSc[9] T 90%. PM/DM[10] T 85%.
MCTD[11] T 100%. pSS[12] T76% T & - 7z
2012 4F 12 A QR RO FRRIER % IUE L 72,

PAH 1. ()AL T — 5 VA TR B35
B IR £ 25 mmHg BL E 2> D B B R B2 A JE 15 mmHg
PR, Q)& JiMiiER 70% LB, (3) At > ~
F 25 A TRIBIC—8 L 72 RIBEA 2\, @ 3 HE
T LBl e Lz[13].

3. HohukHAE

4T RNA SRIEILREE, MEEOLIAE, &
BT, BRECHAEZFEE Lz, BT
Piflk& LT UIRNP. Sm. SSA. SSB. U3RNP., Th/
To. SRP, 7 3/ 7 ¥ )V {RNA & kBE#E (ARS).
BOTREAXAT, YRV =LA, £y O AT, bR
AV AT —¥1/Scl-70 %7tk L 720
3. AEalERINT

FRRIRFT R OB ET 2RI DI, PAH ORE %
7 A ZRME TR L7220 & HIC, BRI T
AEFMICHEBEEOH S HB A MASDE S ED
VAT A4 v 7 EIRSHT =ATV. PAH Y X 7 &
BT % k72,

(ffi BR T~ D BLE)

AWRIIFAMHE R R TRBHEA T, BEERA
W L THIZENAZHA L, B L 2AEELN -
72

C. BrgERR

WL L7612 Bl OEBER Y FE 1ITTRT,
RA D 1,974 1258 b % {. &K\ T pSS. SLE. SSc
DIETH o720 Vo FHEEBEVHIZ R E LT
Wh 7z, BRBHISIN—F = v ME, HOREN
JFA/ R FEE R PR IS, ST R B AR
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RHCERE, TOMBERUAOLTE) v <
FHREDEITN TV, T4, BMEERRA L
A7 —BR, TIARBEO AT, REBIERFET
THEHETE WD EhEh 107 Bl 177 B,
3RBIEFTN Tz, &FICHBIT 5 FHBELMIZ
7.6 fF (B[R 5.6 4F) Tholo

6,162 BlH 71 Bl (1.2%) Y& PAH & &I
BTz, FHER B L SSe 2527 B, MCTD 2% 17 f,
SLE %% 16 #il, pSS %37 B, RA %3 B, DM %% 1 #l
THotze HHRAENO PAHFEEZ K 1IZ7RT,
MCTD 7%9.0% T b &= <. &KW T SSc 2 6.1%.
SLE 2% 2.0% T& - 72o PAH71 BB % HOHUEK
DOBEZ TS & PUSSA PUED 51% & &k b &=
T. PLUIRNP HLIEAT44%, it v b a X 7 Hk
34% Tdh o 7o HAEMNT T PAH & BT 5 FRIR
FrREMRNE &, i (P<0.0001. 4 v X} 8.0),
L4 7 —3% (P<0.0001, 4 v A 10.5) MCTD (P
F v
A 84). SLE (P=0.01. # v X20), it~
b u X 7 AR (P<0.0001, 4 v X 10.7). #T
UIRNP ik (P<0.0001. # v A 6.6). HT Sm #L
& (P<0.0001. F v A 52). #SSA Hifk (P<

<0.0001, F+ v XM 10.8). SSc (P<0.0001.

0.0001, # v XM 45), $LSSBHLE (P<0.0001,
F v XM 48). ¥ Th/To Hifk (P=0.005. # v Xt
49) Pl ENhize —F. RAIZPAH L B DO
R L7z (P<0.0001. F v XM 0.09),

MR TR ONRRFTREHHAE R LT
PAH ) A2 % 5T A2 MUIKRTFE2LET Y AT 1
v 7 EESATIC & D ER L72c MCTD & $i UIRNP
Pufk, PL SSA Pk & Bl SSB Hifk % LB H B
FTHBWEFRE GG L0, BRDH L HOWE
ZAAEDE D I ETHERITEH LT WHZEF
DA EDLEERE Lo ZORE. PAHY X7
DOFBEEKE LTH Y Mo X 7 HiARYE SSc.

MCTD. #T UIRNP HufR[51E SLE, #it > hax 7
HUMA B 1% SSe. B SSA Bk B 1% @ SSc. MCTD.
SLE BIAh o V) 7 < F M B, $T UIRNP Hufk &%
SLE® 6 HE S/ (K2)e 2h b 6IEH
T PAH & 54E L 72 71 B> 5 B 70 B O BB AIH] R
Tho7

LS OBE Tld. PAH % Z9E L 72 BB ER ©
WeSE BB FIIC IR & 72D T, RA, pSS. SLE. SSc.
PM/DM, MCTD, # —/3—3F v THEBEER 4,678 Bl
BRSE 72BN 4T o 720 ZORRIETEzRE L

TN ERUT, ik v ha X 7 HARBE SSe (F

v A 379), MCTD (% v X 261). L UIRNP 4T
KW SLE (F v A 98), Hit » b u X 7HUEE
PESSe (4 v XM 67). i SSA BLK RGP @ SSc.
MCTD, SLE P4} (4 v XM 42). $T UIRNP Hifk
etk SLE (4 v XH28) D 6IHHTPAHY A7 D
HEHAPTRETH o 72,

D. & %
BIERICHE) PAHOE 5425 FHUEICR 2 )
—ZVIPERESNS, L2l BEREEIISB
7% PAH OBEREBEIZR L THEL 2L, SHOK
HTHhU v TFURESEDNIERNO LT H
1.2%. BEWROMHEZHENIIE > T 1.5% B E
B olze TDH, PAHAZ ) —=Z Y T R2ET
DBERHREETHRYELEET S LIIHENTE
(. BRNZHRECEE~NOREELEZETL L, Z
DERAEIOWTHREE RS E D2/ RV, BORT
EBEIRICHE D PAH OFERERE L LT 70% M E%E
HD5SSCICBRELZAZ ) —= vV RHEELT
WBDOPFIRTH B [1]0

SEOMKE TS, BAEANIZBIT S PAH O EHEE
ABIXBEH & MARIC SSev MCTD, SLE @ 3B TH
5 72[2]0 TORIZSScBRFELZHDLHKEKE
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CEZY, HEMEOAZ ) —=2 7707550
b BB MET, 5% SSc 721 T { MCTD
RSLEWZHRITEIEBRDEND, 72720, 4
Bl DR CTIRIBER DO 7 < FHERES B ER
e, BEMEREE, LA —H%, PUEIUER
DA THBIEREICE S 2B TO PAH FE I %

{ BEORHEEZWBIOARE A7) —= v 7atg e
FTAHEIENRHBTH S,

4, B BOHREMAGDE S Z L TR
JWOHFTPAH Y A7 DFE 62D 71y %
BB EWTER B Y ZZBHOF Ty b
FHit > b a7 HRETE SSe Ty kv T MCTD
DIETH o720 SSc DHTH, Hik ¥ uax 7Hfk
ORECTEIET S EICL ) PAHY A2 2556
BRLHT Ty MIEHTHIERTEZ, 72,
SLE TIXPL UIRNP HLAADFHEIZ L ) PAHY A &
3SR L o Tz BBRE W Z & IZ, SSe.
MCTD. SLE DL #} CPAH % 58 JiE L 7= pSS. RA,
DM11 Bl ® 5 % 10 5] T Hi SSA LR A3 1 & 4,
SSc. MCTD. SLE LISt PAH UV A 7 [RF & L CHil
AR A

SEOERES B, PAHY A2 1D Wz A7)
—Z Y T OBEREIIR I Nz, SSe. Rl
T X 7 HARBE G & MCTD 1k PAH U A 27 %58 <.
BB HEDAZ ) ==V T2ITIRETH b,
SLE "Ci&#T UIRNP HUAR I PG 13 7] 68 72 # P € 2 1
WHEAZY) ==V 7OEBPEFT LV, #
UIRNP HJUARBEVEGI T iy, WG A b, B
PUhzHELEBORZ ) -y 7ThahdbLn
TV, TOXI Y A7 BHIALICLBRFE L W
PAHAZ V) —= 770l A0S EENS
A5, LRk AT & e COMGESLETH b,

E. #i im

Vo FHERESE DN E TR, AT
Pifk % MlAEbE 5 Z & TPAH U A 7 DRERHILDS
WEETHo7e PAHYAZ OFE VI LY bR AT
PuikBs P SSc & MCTD TR BHEDA 7 ) —= v 7
EMTREENE, ENUNTIEPAH Y X 7125
DV A7) == v 7 ORISR EE ORI HET
H5bo
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