SR BRE S FF 9 TR PG O B 2R REE OB

WenE RAER BERBKERESR

Y v~ F AR B

MREE

ol b, BEDT—
52 57 Re

fi#% (ESLD)

75 %FVC IR TIEZ ]

CEATRENT,

B RS (ILD) (EAFIEIE (SSc) BEFDORRREE—(L 2 5o b LR TFRBRER T TH 5o HIRT SSc-
ILD DEMTFHEYET ST ET v A EFORBENLR
BRI 72 W OREIRTH 5, Fr OREEETIE 1995 £ LIFTIZ SSc-ILD (X L TR 2 BB A AT D %0
7 R— R % A THAE 3 DRI S 172 SSc-ILD JEBI 0 5 B BB E T
DB BFH OG- 2T 7 o TEBI ORI b 72 5 Il dE
OFHFHUHAFOREL B L L7zo SSc-ILD FEF 50 B0 5 % 16 B (32%) #%28-204 7 A DOEIE R IZRKE
\ZHER L7z, ESLD IZH#FTT 2 WO FRARKF & LT deSSc,
A5 — TR, it v o X 7H &R, %FVCART, %DLeo KT, [f1iE KL-6 BEAFE S hizo £
BN CIE KL-6 BAEDAAESLD % Tl 207 L7 FHARKF & LT Sz, ESLD #1761I28
%3 ELN. 3-64E, 6 DL ETEIE Do 720 BN %FVC/%DLeo DR % P~
oA 20% Ay METETHEPHITHT 2 EE 100% &,

MlaEEomnY 7 akA 773 F (CYC) DfFH

WFHRDOT— 5 2T L. BT

FYER B, PR Y

HREEE L 84% & PHIERIZ RUFEICHIH T %

A. WIEHRY

MG AR A (ILD) I ARFRMRELSE (SSc) BED
FEHEE—AL % o, M PRICEE L RITTEELR
JBRBEETdH 5o ILD & SSc BHE D 50% BHETAHADL
. BHEEE CT (HRCT) Z W5 & 70% & < 121
Hahz, ZhE TOWCKTEES N BENRE
A5\ SSc-ILD (ZHFFEPEMIBMERE |2 FE R TP 12 BAfF
TdH 5 7N5 K9 40% FEEE CHIRPEM AR EAHEST LT
FRICEAET 52 EARENTV A, ILD Dk
FLLTYr7uRA773IF (CYC) OFAMEIR
ENTW5, BETR_EHERT v &7 AMLILERER
(Scleroderma Lung Study; SLS) Tl CYC # Tli3fh
IR THEEIC %FVC IR T 2 ¥ L. dyspnea
index. HAQ-DI, A¥ Y A 27 DHBREFH LIRS
nTWwa, Lo L, mEkEd, Bl - R, MR
B EORIERIZ CYCH THREICEEETSH Y, SLS

BHEMAORBRTHOBERZR AT
CYCIZ L DB o7z %FVC IR T HIERI R iZ CYC
ik 1 ERICHEEL TWY Ch bR 5. CYC
(& SSc-ILD D) S A I8 F o #4T % B3 5 %)
REDHDLDOD, TORRIZEE TR AWHHE
DAFERERERE TR (BEE, SmeREg) %L
HEZEWEHOV A 2 ERSEDL O, TOMHEH
{22 Tld risk-benefit N7 Y A& EET 5 Z &3
Ry H A e R o TWhD, benefit HTH
25 & TPRWEREEESEST LT ATk
BALIZ D 22 255 SSc-ILD JE B D A AEEST G & 7%
%, ZHF T SSc-ILD O F#FHEF A HE S 1,
HOAL B OHREY. CT TOMREDIEDY >
20%. HEREOWRMEM AR S (%FVC<70%) ™,

HRCT E O |G E LR & OMHMELIT R %
ENREINTEZ, L, IS TFETHRF
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ZILD 2°H A REET L T2 O HBRT2EHEN»S
<y REREMANCHHZIEEIZIZEA L d o7,
A2 OREERTIE, 1995 4 LUET I T S L7z SSe-
ILD FEBNZ 3 L CRARE) 2B A2 Ei L =7 -
7eo D120, EIHHR TRBBIE S NIRRT
T\ SSc-ILD ® B #E % 5l 3 2 D 2k — b
Tdhbo% T\ FIE 3 FELUNICHZ M S N7z SSe-ILD
FEFID D B, BREBIIHELSZLWREDD S
HH O 5% 2T 2o 7B O RHN b7z 5 i BERE.
HEMFHOT— 5 2B L. SWROTFHETFUE T
AAETAHIEEHME LTz

B. #f%EJiE
1. W&

1980 4E 7> & 1995 412 B E BRI B T SSe &
ZHIES NIz 218109 B, BRIREO RIS 3 4
i (LA —BEUNOIERBBEREL T5).
PO HHEER X L ILD O % 94 Bl & HliH L7z,
X 5T ILD BAESE A& BT 10 4E L Lokl & Bk
L Rl 4 B 2LE O s REARAE % JadT L 72 53 61
TR AATE, E 51T, ILD O HARBGRICEEE S
ZAHWUBEEDOD LWEE (FL P2y ifET
10mg/ HU EOZAFu A R, D-R=ZTV 53V, V7
ORA77 IR, PTHEFFTY V) 223 72381%
BA L, Bro/z 50 At g & Lize B4 6, &k
46 BITC, EBIAT A A1) T FEEOGELEL
WL
2. BIRT—%

SR OM, Fify, WAL ERHIRE, BEE, 5
VERE BYI N B3R5 O BRI~z KGR
% (ESLD) & %FVC<50%. ILD |Zxt L CHEERHRE
DEA, ILD H#ELOWT L ER L. HEH
PRIF I EOEPURE, S EAEIL R, B RE
WX D EE L. MR I 2pl THMIRICE NG

SN, ZORITISEBIWESINTED, %FVC
& %DLco % Fifk L 720 KL-6 X #BIEOREME %
v, BRAENEEICLZMES v b (Z06H
] X hElE L.

3. MEARMERIIRAT

QEERI O LBIE S A 2 T £ 7213 Mann-Whit-
ney M T1T o 720 HHBMREUZEMERE €7V TK
W70 M AFESHIE Kaplan-Meyer HEIC & D70, 2
B o ZRAEFRO BT log-rank H5E % IV 72,
LI RRATIIE Cox BINF— FEFVERHV, A
BELREFELTHBENEEE Sy X E 95%
BHEREZ ROz & TOMITITHEETY 7 b
JMP (Version 9, SAS Institute) % I\ 72,
(RERE~ O FRE)

AR FAOMRER X TRBEATH S, B
FEARNH LTHIRNEEHBAL, XEFEICLLAE
ZEAIE L7z, BEMECD LIZHERRTHEREL
THRVEEZ. HBREN. F—2aX—Y L THI%RRE
=R L7,

C. Wrgessk

SSc-ILD & L THii &7z 50 Bl H B 26 FIAT
F AR EREALR (deSSc). 24 Bl ASBRJF 2 8 ALY
(1eSSc) THho7zo BWIRFERA 434114, %
FE S E TOMMI 1424727 B TH o720 H
CHRD GAIIIL bR A Y 2 T —¥ T JuikA% 33 Bl
(671, Bt b X 7HAAD 108 (20%). #T
U1RNP HU5A% 4 61 (8%)  $1T Th/To HLfEAS 1 B (2%)
Tholze BT 16 B (32%) HYESLD IZHERE L,
Wi 5 ESLD ICHa % £ TOHIM I 28204 AT
& o720 ESLD #EATENIFEETHN N THEICAE
P EASEC (P<0.0001). 10 FFAFFERIE 37%, 15
FEATFERIL 16% TH o 72 5LHRIT 2B T ILD BED
B, MsMmERE (PH). S TH o7z —7H,
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ESLD JEEATHIOIERIE ) ~ /7 SHE, FEIEHE 2 & BN
JES. MMIMEREE T, ILD TORTIE 20> 72,
ESLD #£ /& % Pl 5 % S Bk O FRIRIT R 2 X5
728, ESLD #EATHI & FEAEATH O W o BRIR AT R,
I L: (F Do Z0REE, ESLD EATH T
deSSc. FERERLIIL, $1 M KA Y X T — ¥ T Hilkk
T, Bt v b u X THURBREOBES A BIE
%FVC & %DLco 12 o 720 F 720 IiLiE KL-6 i3
ESLD #ATHI CHETHNCHRTHERICE 2 - 720
Z 2T, Cox BN — FEF V% H\TESLD #
B FHT MY L2TFREARRF 2L 25,
I KL-6 DAL 27z (P<0.0002, # v Xk
87.6v 95% 1EHAX [ 7.7-1451) o FEBHC, BRI
KL-6 3500 UmL & % v b+ 7 &3 5% &, 500 U/mL
%Mz 72 28 Bl 500 U/mL BLF @ 22 PN IETH
FIZESLD WCHEET A2 RN E L -7z (K 1),
SSc-ILD TIFFEIED & 3 4 LI H R SR &
PEHEICEST L. ZOBROBITIIRGE R 2 &2 HiE
EnTwas¥, 22T, ESLD 176l & FEHTHIT
%EVC DM D 72 ) DFIPEALR (%/4E) 2B L
7o (H2). FTEBEATOEIRELIAL &, #FT
BHZIEEATEN AR T RFVC IR TR FEIIKE
Moz (—4.6+24vs —0.5%0.8, P<0.0001)o ESLD
HEATHIT %PVC 2L % ZWitk 0-3 4, 3-6 4F, 6 &
DREIZ T 722 A, 3 TEZRD T, %FVC
BT BB IS A2 5 FH#IT L Twize %FVC
AL L BWTIE D %FVC. %DLco. KL-6 DAHE %
N2 &, %DLeo & IEDOMBE (r=035. P=0.01).
KL-6 LB DMK (r=0.71, P<0.0001) %ZiH7z, L
7o T BHIEO KL-6 SBVIERIZ L. 0%
D %FVC IR THRINRE W LAVRE NI,

SSc-ILD JEBIIZ BV Tlid PH D PR T 14 % AL
b, BB 6B (12%) AWHLT T —T VIR
AT PH LW s, &FI0 T L T 7zo PH %

& %FVC/%DLeo D BE 2 MET$ 5 728, %FVC/
%DLco DR Z K3 IT/R L7z, PHEPFFELZ6
Blid v 5 b PH & W7 B 12 %FVC/%DLeo 2% 2.5
BHZ TV, 2095 4 61T PH WO EAERT
A B %FVC/%DLeo H2A%2.0 i 2 T 72, %FVC/
%DLco k2.0 % 7 v NET7 LT AL, PHICXHT S
FEHE 100% 13 HFEEZIL 84% TH o720

D. & %
ILD 1 SSc D FP#H A HET AWHBEEZETHHIH

Phrbbd, EMTFREUETLIIET VARET
BLIHEEE v, RO CYC D 1 41 D %FVC
KT % 2.5% #IHl T B RRAREN T B 25, R
DFBYUBRRIZOV TR EEN 2 WEITE AL
THHY, 20k, CYC EMBEFEEOTT VF
MLHITH Y. BIICHES TARICHENFRD . Bk
PR EMABRELE % EOFED Y A7 ERIGAER .
F 72, HIRTTREEMT O LRI & o TR 72 A 5E
HREEEIERZMETH L, €D, CYC DfE
TR A #E CHEE TR E T, Tl SN DR RL
VA7 % REBGEIZORBIGE T HDOHB %
E 2T TH 5B CYC YA SSc-ILD 1kt L TH R
PHEIFE SN B HERE LTI 7/ L— VBET
= F IV (MMF) R4 <F=7%H 505 BIRTHE®
IEF VAR bAETIHRBEZE oMM
TEZRV, 2L IR T Tld, BRI HREE
PRBEEINRETT 2B OB E DO TEET,
IR B BT ASHEAT L 22 WIS L T Er R A3
DBNEREEZITH) CLOHESRDON L, SHO
WETC. BRI R IR 3 4R DL TR X
ILD 3% 2 FEBITd . 68% ZEIEH TS ESLD I2H#
BT ILD ABERIC D % 23 o 72 BIAs 7 2 & ASHH
BN ENFzorisk-benefit NT Y AEEETH L, C
NSIEFIE CYC BEOBIG L 137 57w,
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SSc-ILD D FHARKEF L LTRESNTE 2
CT TOMITREDILATY >20%, FEE O RIEBRS
BEE (%FVC<70%). HRCT LOMHEILAT A
T30 REORFIMILETH L7290
BEHRGENAOBUE 01367 LD EHWRIEET
E7%2\v, SEIOBE S, FIED S 3 FELAD ILD
FHABET & LT deSSe, H1ER B, B b K
4V X7 =¥ THARBME. it o X 7HEEE.
%FVC KT, %DLeo {&F, IfiliF KL-6 B E AN E &
. ZEBBITOERD S KL-6 BED ARHH L
72T E LT sz, L72A%> T HRCT A
R %FVC AR T 237 WA T 3 M KL-6 2358 fE
2 7 E SRR IIER O R & 4 S LD
D, BT & RBRC X VRS 2 LEDD B

SSc-ILD I FAE 5 4F AN H R M3 U 2 A 4T
T HD, ZFOBRIIIFEARBEREED TR S
EaxhnT&72Y, LA L. ESLD#EFHICEIT S
%EVC KT IZ# W4 3 4 LA, 3-6 4, 6 LA LT
E . BRPESRE CHRBOETIEE SR
WZEDHL NI ENT, T OFERIL SLS DY TR
Fizbh—53 5%, 20720, %FVC AMET 5 54
TliE. ESLD I2F o T2 USR5 0 8 12 BIfR 2 <

R ERTNETH D,

SSc-ILD DEHZ ZFEHE & LT PH HF3IC X B 1K
BRFZIMIE., MATERROEAILIE DD TEETH 5,2
NFE TILD IZB1) % PH BEIMIEASKEI T, %FVC/
%DLco AN X WIBEE L 2 B L B HE I N T E 72,
2L FDH v M TIZOWTIE 1.4-2.0 EHHIC
Lo TIEDPRE D o720 GRIOME TIZ 2.0 HIREE,
BEAEOMETRLBEN Tz, PHEZHIENT
Wi L OFEFIT %FVC/%DLeo ik 1.4-2.0 O F
FTH Y, ERDOIELETILBRFM L Tz ek
Wb

FRAFFEOHR & LT 7= N—ZABFIEBI I

SRR TH 5 = & A LIRS A 7
DETFON D, BEIRRORFIIM DS 3 FRi»DH
MR X ML LD 0B % 94 Bl H B, 44 BIASHENT
BB EAE T R EEITBIS AT 10 4122
W=D Tdh o 72 BT I 72 50 B & BRAh s sz
44 BIOZ W DO ERIRFT RICE B E T R o 7225 10
FELNIZRT L 72FIEBRABI TE RIS o 7o, JE
e LTE2 Y —¥ 36l LFRRE3 Bl sk
Wi MmEdE 3 61, BVEES 2 6. €oMl4BITH o
7o SO LMD, SEOMENTIE ILD DALOEE
JEERE = H T HIERDBRA SN TE Y, HRER
R ZDOHZHRT L2LEDVD 5

E. ¥
AFF SSc-ILD T id ESLD 12 #4735 Bl 1d 32% (2
WX %\ EATHITIR R H S B D & 3
RBEEDEIT L. %FVC/%DLeo HAT2.0 iz 5 &
H % H#

1% KL-6 &

IBFRET 5o FIE 3 £ LN D ILD FESI T
DB L2 PRARRTTHL 2 L
5. M5 KL-6 AAEEMEME TR 2 726 TIXBENIAL
BOTHEIIBETLILEND S,

F. 3 ®k
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3 1. ESLD EATH & 1T OB MR O FRIRAT A
S W 0 B SR L ESLD 4741 ESLD JEHEATH »
(n=16) (n=34)

(&%) 3:13 1:33 0.06
B (%) 451%+11.0 429+11.7 0.26
Rl () 13.7+7.5 144%72 0.37
deSSc (%) 81% 38% 0.006
BRI (%) 25% 21% 0.72
FERE RN (%) 69% 32% 0.03
BNEAVAT—E T HAE (%) 94% 53% 0.004
ik v b X 7HUE (%) 0% 29% 0.02
%FVC 76.6+12.8 87.1£13.8 0.007
%DLco 48.6+13.4 59.0£9.6 0.001
KL-6 (U/mL) 1368 + 565 434201 <0.0001

KL-6 < 500 U/mL
100 T+ (n=22)

T ;
< 80+ -1
a T
. W P < 0.0001
B 40 - KL-6 > 500 U/mL v
o . (n=28) I
1}
5 20-
—
2
0 T

T i i
0 5 10 15 20
A SO (F)
1: BWHF O KL-6 fIC X % ESLD EEE S
ESLD 2R L 2 W B E & % S O IMiE KL-6
500 UmLz2 Ay bA 7 & LTRBHIME L7z 2 BEH
TH® L7 £aE T Kaplan-Meyer FTER L, 2
FEM 0 LB log-rank 78 TIT o 72,
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ESLD#474 ESLDZEE 1741

2858 0-3%F 3-65F 6155 i@ 03% 3-6& 6155
(n=16) (n=16) (h=15) (n=10) {(n=34) (n=34) (n=34) (n=234)
2 P <0.0001 ]
0 o

%FVCEEALZE (%/ )
=N

%FVCE LI (%/4F)
IS

~6 g '6 4
-8 -8 1
-10 4 ¢ d 10 L )
SEEMICHET G SEERICHRET R
BRELL BEEGL

X2 BmERIC X 2% FVC IR T RO g
ESLD #4746 & JEEATHNC BT 2 &8, BWiE 03 4, 3-64E, 6-154ED % FVC L=
(%) ERT,

w—a PH&HY
(n=86)

e—8 PH:L
(n=44)

* PHES BB H

%FVC/%DLcolt

0.0

01 23456 7 8 9 101112131415

BHRAS D EIRS ()
3 PH BFSEDF & %FVC/%DLeo DR
SSc-ILD B3 50 Bl OFERERY % %EVC/%DLeo DR E R4, FBFIC PH LW s
76 BlHZE, ZNLAD 44 FUI@ TR L7zo % ZGLAF—F VA TPH EZHsh
7oA RS,
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S VERBE IS ) B PAH OB 5L

WoesiEg NOEE FnZFENRFERBEREBERY 7~ F@Et vy —BER RS

W% EAEE RRLTERAEMERRBERY Y SRR Y 5 BRI AR
Wi KH®I T ERLFERAERERREERY Y~ FREY Y 5 —BER KR
WhE  BANT  RRLFERRERERREERY Y~ FREE Y 5 —BER B
Wiy B

O BEWERAEIPL ED PAH & B S N7-0 I,

FFEARMEM B ILEE (PAH) & BTSN T 108 FloeHHMEERF ST L, OEETRRE, PR
BeAE, MIEFMEETH S NT-proBNP D 3 HE 28I L L, PAHD A2 ) — =V 7 %217 o720 HERELIN
2 EOEERERPBENEFNICBWTH A7) —= Y FORRE, PAH W E R ZEMIZFEL. & 510, HEEZW
DD DL 7 —F VRIS T, 7FFEEERE L TPAH BERELZEL) LW SNz, BEERYED 5
FEB S &0 T, JHREMIRE T ET PAH 58\ & &2 o 7EFNE 22 BIFEAE L. £ D9 b FIMEIIRE 2 20 mmHg
1B3HITH o720

BEHOPAHICBE LT, XTI 7OA M, RAFVIATFI—¥5SHEEE, v Fb) Y ZRE/BHED 3R
DOHNIRED 13 FOMAEHLETHERELZFT) 2 LICL ), PAHAIHIOFHIIWET S 2 LATRBRI NI,

A. WHZEHR

S B VERE (SSc) 1. MHMEILHAZ XY Th <,
MASFE O EREEAEMGFRICEEL T a7
12 IHENIRVERT B L (PAH) OABFE £ DEERE
BRLTFBRARDOEHELZEZ LN TS, T,
PAH I3 2 1R T IEAHF 72 ICFZE S . SSc 12
) PAHIZBIL THIBEMRPEDOOND L9127k
STERPY, L LA S, WHO B E TORF
i T I LA EICHEAT LT BER T, TR UGS A
ZLWEZENRHEEEINT WS, ZTD20H, BREE
KL, BB i, EIRETO PAH OB RIS
FEL o TETWDS, BRERFZLVENLD
A7) == Zi2& . BEIPAH 2 Z i T 3 g,
G TFHOUBORVPLUREDLND 5.

PAH DZWIZIE, WIS 7 — T VIRENDLE L &
NTWb, LeALEPS, ZORBIRENTHY .,
BREEMEOFEILEE R L, 2020, BR

FRNED B\ IZ R R OB RRCIEFEEZ BT W T
HY. SScE&BNIBWT, ERHFZEMENDBMNE
IR EEZ B DI, BEWNLFTEIUINO
BAEICBWTC, LY 7T — T VREZEET 208
ADERDDBLENRD L, EOIODIFREI IR
ETOTNVIT) XL EEH L, PAH BB\ & 72 o 72
BINCH T — T VIREE ER L 72, FREBI LA
B LTE, DB E R © 07 S T 2
I RS BE IR T D %DLeo ' If13% NT-proBNP " ?
3HH %o TWwWh, TOREE, B PAH L 3T L
BERNIEBEN A LTV, GRROERE 2R
L7

B. fffZEik

2005 LU I R K T EE R R 2 I @ B g o o
SSc HEFI, 108 Bl M B L L7zs A DIERLIZR
Mo 7V ITY X225 ), PAH BBV & 72 5 72 fE
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BNZH LTy LS 7 —F VREE AT L2 7
W) Zx0E, B1ISRT . 2O/, IEIRBLA
JEAS 15 mmHg PLFC. SFHMBIIRE AT 21 mmHg L
EDEBIZ PAH L2 M L. WHO BERESHEICHE - T,
Y A2 470720 WHO BERESME /I OIERI T,
NFGTURAPEY VTS T4 VEHFHLZ. WHO
FERESE VI OFEFITIE, XTTHE A+ (Ber), ¥
W7+ 7 4V (PDE) &Rt % v (ERA) 2P L
720 A, SEIEPIBIRBIIETT L kAo oo

C. BroehiR

1) PAH BtV Dl

B IR LAT7 VT ZA2E D, PAH BBV & 72
o THEFNE, MET L7z 108 EBID D B, 22 I TH -
720 22 BID 9 B BEFERDED - 7R, 11 Bl
Tholzo FEREYNS L OHBEERYD - 725
B 11 BITH o7,
2) HOIEA 7 —F VAT O PAH BT

PAH B\ & 72 o 72 BIDIEBI D 71 7 — T VIREE D
FERZ R LIRS 22 BIOIEBN THOE A 7— 7
IWIRAS 2 AT\ SPINRENIRIE (mPAP) 7% 20 mmHg LA
TOFEBIA 9B, mPAP A520 £ D H< 25 X D {Rw
B I PAH OFEBI DY 7 61, mPAP 2% 25 mmHg Bl b
D PAH JEHIAS 6 BITH - 72

72 BREIERE 2ho72 1 HI0H B, 7 BlhH
AL EDPAH TH V. HEERD D - 725 11
BID D B 6 FIHPAH Td o 720 T DRERD BT,
HEAEROFETIX, W TE 2 WVEA»H LI &
VAN 2 I
BREAOEREE 2 LOT, R EE LR
DIEBIAS 62% & % dr o720 F 72, HLUL-RNP HifkD
54% THMETH o 720
3) IBERR
SEIRRBIEIREIL, 407 ATH 5, 135ERIE D

BRAIIZIE, 1D OB RE B G i,
Ber DA TOHRBEZMB TE-DE3FTH Y,

WHO #B 8 1 OFERNIZ B WVWTH,. PDE O %
175 T\ %0 WHO #REEZJE 11 B & O I DIERFI T,
ERA OFFH ST WIRE Z AT o 720 REM 2 iAHRE &
O NT-proBNP, RVSP, WHO e/ A% K 3 12
Yo Z OB, B 527 PAH OEALIZ
<, RBEBERTH S,

D. % %

PAH %19 SSc i3, BRI OBIBICEV, 4
WFPHROUENROONL LI h>TE, L
Lo, WEZ, S EELFRIT 0% BEICE S
EVIH DY HEEOFFER & L YEs
BOLNDH, CELICTFRARTHZ M, B
TOZTWPTREUET HTRESDH Y. BEER
DAL, TE BT OBBEH R T3
L) CHERENTY S Y, SEOF L ORI,
BEORESZ SN, BHERERIEVIRED S,
DR B PR, PO REAR AT, L& NT-proBNP
E% PAH L BB 8N Tz v SSe &6 THT o T
Bo TORER. TLIES T — 7 Wik % fifT 9 A%
Wz 3RS, H2ECDITo 72, T OERIC
ftLTIThbhizh 7 —F VIRE T, FHMEIRE
(mPAP) 75, 20 mmHg % i 2 B JEFIAH L5 TRRD
5 N7z0 FREAY 2 RA % 17V PAH BBV O ZEHE % i
72 L7 EBIBE AT LT, Dapa Point @ PAH 3L
ZW 72T 27% THolze 72720, BHRE
PAH IZEENBHIEBID 7 Bd 0 3R R L. o PAH
3 EREBZ . Fr ORET B IFRBEAHRAED
M AEHETOREFETIE, BEF 50% D kE %
2 bl —F. GBI PAH BV ORHER /2 S 72
Ao 72 86 BIDIER T, BEF LAIEFNIC BT,
1 BI TR DEEDS 18- A£IC PAH L BHT X
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TZREBIAS A b NTzo IEREZFFRIEITEHET S 2V a%,
BEEIIZVEVEEZ D, DF), ZOWMES
ETIE, PAH OBRT & LTI, 227% ) BARFHIE & 7%
STEY, R, LS T — 7 VA TORMED
VETHBDo SSc Tl mHIIIT 10% R DIEFIA
PAH 24P h 0, BAIMEE2EA 7 —
=V ZIFECTLES T — T VAR AT ERE L
Fo T, TEXLZTREMOBERA PAH 2 ZW§5 2
LIEEEEER b,

WIS, BFERROFMTH 5o BEFRE PAH A%, R
B TIEST LT & mPAP Rl M LS B 57
LT, DASERZE 2T 5L ) pomRI 724
e\ LA L72DS, SSciEFI T, WHO HEBEZE T
I DL EORERICE, FaEEEZ Hv T EaTR
FEDDTEV, €070, WHO BEEDH I H 5\
OB TOHRBNMAVPLELEZLNT S,
SEO13FITIE, 1 FERE, TUTOEMNTHY,
Ber. PDE. ERA O 1-3 HIOHEEWAERY L7z, P38l
R 40 BT, HEFEIL 100% TH )« PAH &0F
SSc DIEEEMLE LTIiE, BRIFLEER %,

BIVER & LCid, EEOAE, BiE. HEr%
<\ H8IC, PDEPRFAC TEBEICRIAL 72, ZO7
®. PDE #f FI 412 Ber & 1L L 7261 & b7z,
PDE T#tih & LT % MR & O IE F O FEER T Vv
Tk AEN,

E. & @

BB W D 720 O IR LR PAH O BT TR,
50% BEEICTPAH (BREZEL) 2BMTE
SRR IR & 7 BRI B Z L IZHEPTH B 4
ek & R A BRIV EEE S, PAHD A )
—Z YV TIEENTYE EER D,

HAEEROE G, B0 PAH EFIIH LT, Ber,
PDE. ERA % b B\ /A%, PAH & PF SSc DA dy

FHrEWET HURNEDND 5o

F.

1.
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FUERE BN &0 BRERIE VS E
DR B A
eRVSP ———= 40 mmHg Ri#ff ———=> PAH L

40 mmHg Bl I

eRVSP F##1ZC 40 mmHg Bl 1
R
I7E NT-proBNP D3N F 7213 %DLco DK T

|

PAH £E\»
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2) HERRUNO BEERYED 2546
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eRVSP

——> 30 mmHg FKiff ——> PAH EL

——= 30 LAk 40 mmHg i
L& NT-proBNP DI F 721d %DLeo DT

——>> 40 mmHg 2L E
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1. WEIIRE M B MUESE 13 JEB OB AR R

mPAP PVR WHO FC NT-proBNP eRVSP
1 21 273 I 267 44
2 25 338 I 312 47
3 23 342 I 360 47
4 21 267 I 328 41
5 2 455 I 254 41
6 23 302 I 283 44
7 28 380 I 315 46
8 21 366 i} 380 37
9 38 725 il 619 56
10 41 597 I 458 75
11 30 550 I 892 37
12 32 667 1 721 53
13 28 630 11 965 46
mPAP: FIIGEIIRE (mmHg). PVR: MM I (dynesseceem ™)
WHO FC: WHO ##85%8. NT-pro BNP (pg/ml) .
eRVSP: LB E 2 & 2 iEEAEIHIE (mmHg)
% 2. WEHARE VR U AE 13 Bl O KS 7
SRSk 46 7%
Pl
RR R Rz FE AL AL ¢ 8 JEH (62%)
U ERTRE A6 2 EB (15%)
P U1-RNP $UfRETE 7 FEB] (54%)
Fot > bax 7 HAAEE 2 FEF (15%)
Bt Scl-70 PLikF s 2 FEB (15%)
BN 404 A
N n D 55 30 RO
Ey- el (A) eRVSP NT-proBNP
WHO FC
(mmHg) (pg/ml)
1 Ber 65 I 35 89
2 Ber 60 1 35 128
3 Ber + PDE 40 I 41 105
4 Ber 12 I 35 165
5 Ber + PDE 40 1 35 92
6 Ber + PDE 36 I 41 105
7 Ber + PDE 38 I 37 216
8 Ber + PDE 40 1 37 146
9 Ber + PDE + ERA 50 1 44 184
10 Ber + PDE 24 1 41 161
11 Ber + PDE + ERA 46 i 44 184
12 Ber + PDE + ERA 35 I 48 128
13 Ber + PDE + ERA 30 i} 37 117

WHO FC: WHO #5848, eRVSP: LB E I CoHEHSIENE (mmHg).

Ber: X5 7T A . PDE: FAKRYILRAFTT—¥ 5 HEH,, ERA: TV Fb Y U ZEEREHHE

,23.._



SR (209 2 BB B LT T — D AT B RESEAN & & o 72 I PE D e

oesrE KSR ERRREFEHMIERRE BRIENE B
WhoesridE  REEE  RRRFEFZIMIERRE KR

Ak RRIEMREE KR E R TEERa AR KAkt
W% BomE ERREFRZEEMIERRE BREAR K%
YAk SHEE  RERFEZHERRE SRS Rkt
VAR BEOKEE  RARURZERAE MR TEBR2E R B
Ak N HERFERZIMIERBE 1ERE PR SRR
% MNBA—IR  RAECRZFRZA R R MERaR R S
W% ARHR= REARFRFE MR BRI #iE
(VA R~ FRRZEFHHEREE RER Bi#

VAR ARG ORI IR B R KaEkesk
W% BIER  HERFEREAHHIERE EER KEbE
Ak WHEE  TRORFERTMERR RER Kb
(VA FLRER  RERPESE R R Rk
Ak LWL HERFEERM R EZER B
WHFEERE R — RROREEERME R R B

WREE

SERAE (SSc) 1IMEIMERE (PH) IZABLRTVWEELNTEY. PHAME FHERAEZEFLEDN TV 5,
LD, SSe 2BV T PH & RIICZHT. BRIV 2 LEDH B0, BUEOLII—DADAL ) —= 2 7T
I PH EHERIR PH R OEME BB L T2 EH5 00 L b ABNTV 5. SEOMETI. SSc DEHO PH
AZ V==Y ZICB TR LTI — EHHEFT T I — %2807 % Z & T, PH OZWRBELE £ 552 Het
L7zo LT a—TLREROGEIHEHE (RVSP) <45 mmHg @ 62 fEFNEBEM T I — %8BI L 72, 1EH)
Kf RVSP<45 mmHg \C8 & 5 72 24 EBI O THLH 7 —F VIREZ T CE 72 2 B AT 2 &, £6H
mPA<2] mmHg T ) R PH ORI M-S T, PHRAADZA 7 ) —= 0 7 LTREALBEbN:, &
B)F RVSP=45 mmHg & 725 72D I35k Y 38JERID Y . HL0H F—F VRER AT TE 2 2 A HET L2k o
%\ BiFE PH L 3 B2 B A TaH Y . mPALS mmHg KA 15 51732 6. mPA A% 15 LUk 21 mmHg i o 5
D14 BIB2BITH o7z BENERL Y, SSc TIE mPA1S mmHg SRl DO E#HTEORERCHEEEMICE ) A5
EAEALTBEY., AL 2OMEREESLMIMEREEEZRELTWE EEZ b,

T/ EHEMICLD RVSPED LR LB E BLD hd o BRI L2 2 5, EBANCE LR+ 30
72T IR B OBILREE LSO ER 280 TEB Y RRHOLHEERH MG REE 2 ML Twa
LEZ BN

PH O high risk TH % SSc i2BWV T, REHLT I — 122 CGEBEMOT I —2BMT 5 2 & T, PHOR
H1% SSc DMBIEEZ MM T 5 HICBWTERTH 5 L Bbiiz,

94




A. WIZEHR

Fiti & fiLESE (Pulmonary hypertension:PH) (& F#&A
BHRERTHLEIEFMOLNT WD, HREEIE (Sy-
dtemic sclerosis:SSc) (213 8-10% & &\ &4 T PH A°
EHTLEHmESINTBY, SSc TIEPHEHDE
AP LG TPRAERTFLEELN TS
' PH OREIBW O LEMA RO T2, 72
72, HESBRIIBIT 5. 0ERPPRERRE 2T T
(& PH OFERAEH L OVBUIRTSH %5, PH DB M
HBIIEOH T — 7T VIREPEIEIRE (mPAP) 7°
25 mmHg Pl 1 C PH O#EEZ M & S, mPAP %% 21
mmHg PLEOFEFNIEEFRA PH (borderline-PH) & &
nTwab,

H 2 Tl DB B I I & 5 SRR
EhSHEERZEE (right ventricle systolic pressure *
RVSP) %3R5 Z & T, RVSP % MBIIRIGHE L &
FEBLTPHDAZ ) —= ¥ IR LT AR,
WM& R D 3 5@ 2 DL EATREE E e v & mPAP
20 mmHg YL EIC ER LaWwZ Mo Tw
%%, RVSP B % %72 LT\ AR TIZEE PH ¢
BITLTBY., RARRAICIERAEND 5, £72. PH
AEST LI B AYMET U7 fEH Tld RVSP MK fE
EhoTwbIldDHY, LT I—0 RVSPEZL)
TIZRHIZM D L v, 7275, BAMRBRETH 2
T, MMEROBEE L RIS TE 2 LR s h
TWwh, BHEATIE, EERMIZ L o TRVSP & 45
mmHg ¥ TLALFEL2WEOHENRDH DT, EE
BEMIZ X D RVSP 2845 mmHg LA E~ L H 3 % 5EH]
Tl S 2O B O il B IR < il M4 R o [ E 5k
ETWnhEZEZLNA,

ZF 2 CTHENE. LRI I — T RVSP E 25 45
mmHg ML T T - 7EFNC, EEEM LTI — %17
W PH ORI RED &) S omEr & EEE
12 & - T RVSP fEA 45 mmHg DL I8 in L 72 8%

& RVSPEZ 45 mmHg DL TOFF T EE 572
L TORBME 217572,

B. WEgEJiik

1) HREH

2010 4 7 AH 5 2011 4£ 12 A £ TOMIC, Al
F—FVRATTH Y. PHIAHEDREATH S
SSc B 69 FEBI & W HRIT L7z,
2) Fik

SSc BE 69 IEFICKH L TR ) —= v FDLx
O — & AT L. ZEkEF RVSP<45 mmHg 72 - 72 JEH]
WEBNAM T 2 — 2 fE1T LT, EERE RVSP 2345
mmHg BLEDEE L 45 mmHg £ D KA o 728D Z#
BT, 2OH T, GOA 57— 7 ViRAE O R EE
BRCTELSAEMIN LTI A BURNCHELS T
— T IIRE RV, TR 21T o 72
EHEMOFEE, OES AN RKEBR (CPX
cardiopulmonary exercise test) (Z# U TAT o720 BN
MTOHBEILITRXA—F —ThHbA—F< v 7 A
EHL. Xy P A FCEFENIS O T —RE%L
WAT U720 SEBYEM L, 1 9IS O E, B
FEMEANEEE L, = — 0ERTRME ST
EALPREROAHEE BIEE LT

1~547F Tld 0 Watt TS5 5 HEHRE L. 6~94
1% warming-up FEf & L T 15 Watt BT % 4 R KE1T.
Z D% 10 55 LA ramp B 24T\ 5 Waty/3 TH
PR L. ERBR T TR EITo 2. AR
VT, BRI 6 T NA VA Ve B EiEaE
#1L7

KEEE 69 ZDOEEIL, 1eSSc 60 1. deSSc 9 Bl
THY, wHEeahl, BisHEl FHs8x14m. F
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WRIESER 8287 /2o 720 MIEMMER (in-
terstitial lung disease : ILD) % &HF L CW7-did 13
B (19%) 1. BOHEIHit > box 7Hk 22
Bl (32%). Scl-70 Hufk 9 B (13%). HIEHLA 38 B
(55%). HLUI-RNP HLfE 10 B (14%) O EHED D
(%£1)o BAF— % Tld BNP 5249 [pg/ml], KL-6 :
554 +546[U/ml] TH Y, LTI —TIZ EF 70+ 8[%].
E/A1.1%£0.5, E/e’ 8.5=3.5. IMFEBRAE Tt %VC 94.2
£20.8[%]. %DLCO 80.2+20.3[%]. %VC/%DLCO
12+03 72572 (%£2),

W EE 69 ZDOHICEHEHIF LTI — 2T\, %
FIF RVSP=45 mmHg 72 » 72 fE Bl 7 B, 22 &%
RVSP<45 mmHg 72 o 7= fEBiE 62 BI72 o 720 ZFHIE
RVSP<45 mmH 72 72 62 Bl BB & fif Lo 3 — %
To7z& A, EEEAM RVSP=45 mmHg (2 E& L
7 HEBNIE 38 B, EEY BT RVSP<45mmHg 12 & & F
o 7EFNE 24 172 5 72,

EE) BT RVSP=45 mmHg @ 38 BlD ) H, A7
7 — 7 WiE 32 Bl HEFT L. mPAP<1S5 mmHg iZ 15
B, 15=mPAP<21 mmHg & 14 fil. 21 <mPAP<25
mmHg 1% 3 #1725 72 (mPAP=25 mmHg D FEHFIIZ 0
Bl) o

JEBIE T RVSP<<45 mmHg @ 24 Bl 5 B FH.0H
T =7 WiE 22 BT HEAT L. mPAP<15 mmHg & 18
B, 15=mPAP<21 mmHg |Z 4 %], mPAP=21 mmHg
DIEFNE 0 B2 o7 (3R3),

JEEEAT RVSP<45 mmHg @ 24 o H T, &£ H AT
mPAP<21 mmHg T& 1) 858 PH i 72 S % dr o
o PHZ BT 2FEL L CESHENF I —13
BEHTHBEEDbLINL,

BB BT RVSP=45 mmHg @ 38 Bl ¢, BERA
PH % 78 L 72JE B 3 B138 6 T . mPAP<1S
mmHg DIEHER (1561) & 15=mPAP<21 mmHg
O pre-PHH#E (1461 WCELAZRD TV, 20

ZEIZX D, SSe T EE AL E% D mPALS mmHg
RO IEHEEDETH > THEBEMIC L YV HETE
BEFALTBY . TS A O BB IR EEE < i i 5 7R &
EERBLTVWSEEEZEZ LN, 2020, LT L
b PH EBEBIO A Z I T & 5 b TldZe VA%, SSc
DFEIN BT 2 Il B E R il 18 R DB & & 7RI
LTWABHRHRTHLEEZ BN,
2) EEPERE MATEIRE O ILEL

EEIE AT RVSP<45 mmHg OF (A BE) L EHA
fif RVSP=45 mmHg O#E (B #f) @M THE®R
AT o720 BEEAHBER R o THERDSE WER
WZHo7hs (FFl 471258 16311 5%). PRI
BB ILD &PFIIZAEE IR BEOF LT
—CTHEBICHREELZ &2 LTz (F/A14%
0.6:1.0£03, E 104%33:82+22), F7z. IffT
BT O EE B EAMREOBIENICIE D - 72
PEEZEE R (C13.1£05:2.8%0.5), FiMeEK
PUIEBEZFH > TED» 572 (PVR96£40 : 152+
61) (F4)o

D. & %

SREIOWZEIZ BT, KHE RVSP<45 mmHg @
FEBNEB B LT I — 21T, 20 LT BBk
RVSP<45 mmHg D T TH LIEFIZ. HLAHT—
T VKA & AT L Cd PH OBWIERE R 2 S 2
o720 HEBZWIO 7\ ZEI LT O — BB A A
LTI —%MZ BT LT HO T & BMETT5
WED PORWIELEI R B Z EATRIBE NI,

F 72, FEFEF RVSP<45 mmHg OJEBNIZ BB & FiT
DL — %o IR RS 5 1% EEFE RVSP=45
mmHg ™~ & F 575 2 E 61X mPAP FE DRI 2
boRirolzl &b, SSc DIEFNIIEE A & £
D, EEEOBRED O S AOMEER O HEE %
RLTWDEZ EATRE SNz,

_9%



EEE M RVSP=45 mmHg & %2 5 E FH L8 %,
EEEM CHE LR Lo 728 L OBV ERE L7z
AL I—ITTIGHEEEEIIED L2V £
FRBSEREICHREEREELRO TB Y, MimE
D ER LTV AEMICH 72, WO LGEE
EWMEIOM M REE 2 M L T2 REED D D
PH high risk #CT#H 5 SSc DA 7 ) —= v Figd L
LCEERDLIMETH L L EbNIz, 7272, FE
EIHBENH o727 SHIEFHOEEILET
H5bo

F 72, BRIV — T2 T 88 JERI D SSc D IMLAT
BRE % L MRS L. mPAP OFEICIE U CATFIIMR %
HEL7-E A, mPAP<15 mmHg ®IEHERE (15
Bl) TIEFE TR 257 2> o 7255, 15SmPAP<21
mmHg @ pre-PH B (14 ) TR THRIWEET S
EACH Y (1), 21=<mPAP<25 mmHg D FHE
PHEE TS LI UEIHET 2EAICH o722
LR THRE L (H2), SOOI EITEY,
BEAM T 2 - CTHED EFAPROz 15=mPAP<21
mmHg @ pre-PH DREED & BEITAT & DL EE
LHMEROBEIRE TVWE I LARBEEING,
Ltk ok EHRT LI —2lAabE s 2
& THIHA PH OWREBMEIC D R 0SB W BN D B &
Bbhiz,

—J. SEOWFETIZERIC mPAP=25 mmHg &
%) PH 272 L72EGI DL A 7% <. mPAP=21
mmHg T & % 3 F 8 PH % {72 L 7= iE 1 25 1 B e
RVSP=45 mmHg @ 3 FIB38 BINSHEALET HDOH D
BBz o7zt HOPRABEP TS Po722
ERFREND, 5HE SIUEAKEER TR %
FelF TV E 720,

20
E. ¥ W

SSc 2B W THEEIFL T 2 — T EBEM % B

LCHAEE EAPLWEMIIPHZ Z72L TS
TR R & BN 7ze SSc DEEBICB VT, &
BEMCTOAEE LA T mPAP O EICEFE T,
RPN - OHEEINEE TWDE I VRSN
T2 BEIAMICTHAZE EFZHOEIE. LHD
PLERFEREREE L MR D L7 2RO Twi,

SSc M PH A2 ) —= v ZR@iEEOMIBICBE W
T, EHENZI-IHEHTH S LEbh,

F. X Tk

1) Pope JE et al. Prevalence of elevated pulmonary ar-
tery pressure measured by echocardiography in a
multicenter study of patients with systemic sclerosis.
Rheumatology 2005; 32: 1273.

2) Hachulla E et al. Early detection of pulmonary arte-
rial hypertension in systemic sclerosis: a French na-
tionwide prospective multicenter study. Arthritis
Rheum. 2005 Dec; 52(12): 3792-800.

3) Phung S et al. Prevalence of pulmonary arterial hy-
pertension in an Australian scleroderma population:
screening allows for earlier diagnosis. Infern Med J.
2009 Oct; 39(10): 682-91.

4) Lau EM et al. Early detection of pulmonary vascular
disease in pulmonary arterial hypertension: time to
move forward. Eur Heart J. 2011 Oct; 32(20): 2489-98.

5) Bossone E et al. Range of tricuspid regurgitation ve-
locity at rest and during exercise in normal adult
men: implications for the diagnosis of pulmonary hy-
pertension. J Am Coll Cardiol. 1999 May; 33(6):
1662-6.
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2) HEFE

B4 EA [HEEREIC BT % FEE & RGN

H. HIMEHEO M - BEIRN

=L
BEEORS | WI5EPE 2011 FEIELE - 5615
o] 5 BZ EAT Fe ik A [l 2 ik
#1. BELTR £2 BEF-ILE
el 7N 64 51755 1 5 Bl L/D BNP 5249 < 100[pg/ml]
AR 58+ 14 % KL-6 554+ 546 < 500[U/ml]
PHFIEFERL |8.2+8.74F [nra— |EF 70%8 >55[%]
MBS | 136 (19%) E/A 1.1£05 0.75~1.5
HOHUE ey ba A THAR 2260 (32%) Ele’ 8.5%3.5 <10
Scl-70(topo-1) * 9 Bl (13%) IR AEE | %VC 94.2+£20.8 >80[%]
TR 38 61 (55%) %DLCO 802203 | >70[%]
UL-RNP $ifk 2 10 81 (14%) %VC/IADLCO 112+03
HIRRE N 7R 26 61 (38%)
Kers 746 (10%)
WFFT 4N 28 (3%)
ACE HHZEHI/ARB : 15 61 (22%)
T—7 7Y 34 (4%)
2504 F 116 (16%)
#3 EPAWII—-TOAZ) -z
N=69 (2010/07-2011/12)
RVSP=Z45mmHg RVSP<45mmHg
i
§ i3>  Peak RVSPZ45mmiig
H Peak RVSP<45
MPAP[mmHg) N N=24
<15 2 2%z
15=mPAP<21| 3 BibhT
21SmPAP<25| 1 | 2R HAmPAP<21
25=mPAP 0 MPAP[mmHg) N MPAP[mmHg] N
<15 15 <15 18
___.. 15SmPAP<21| 14 15<mMPAP <21
25 <mPAP 25<mPAP

28 —




F4. EHBEW LTI

AEEELR L L LA L O

Age 47 = 12 63 = 11 <0.05
BNP [pg/ml] 37 * 40 52+ 42 0.2
EF [%] 69 £ 9 71 %76 0.4
E/A 1.4 = 0.6 1.0 £03 <0.05
E' [em/sec] 104 =33 82+ 22 <0.05
%DLCO [%)] 83 + 15 81 = 24 0.66
Pre RVSP [mmHg] 292 £ 7.6 362 £ 49 <0.05
peak RVSP [mmHg] 36.6 + 6.1 60.4 + 12.0 <0.05
A RVSP [mmHg] 74 %42 242 + 125 <0.05
peak Watt [Watt] 78 = 28 56 = 18 <0.05
FHlHh T 20 32
mPAP [mmHg] 132 23 150 + 2.4 0.48
21 = mPA 0 3(9%)
15 < mPA < 20 4(20%) 14(44%)
mPA < 15 16(80%) 15(47%)
CI [/min/m?] 3.1 %05 28 0.5 0.11
PVR [dyne * sec * cm™] 96 * 40 152 = 61 <0.05
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pre-PH

p=0.11

1000

20124F1 B 148

BEFEHEEREICS T ARRRHELREN

2000
B¥

NP:normal pressure
mPA<15

NP:normal pressure
mPA<15mmHg

pre-PH:
mPA=15

Pre-PH
15 = mPA<21mmHg
Border-PH
21=mPA<25mmHg
PH
25S=mPA

SAREOMEITIRY

01 EEMEE B ISEMRENRSBEERE

1 %BED Kaplan-Meiyer Hi#R ( SSc88 ) mPA 15 mmHg T i

EHFE
1.0 e

Non-Borderline-PH

9
8 ' Borderline-PH
;| SScesf . b=006

0
201218148

2000

non-Borderline-PH:
mPA<21

NP:normal pressure
mPA<16mmHg
Pre-PH
16 SmPA<21mmHg

Borderline-PH:
mPA =21

Border-PH

21 SmPA<25mmHg
PH

25=mPA

=544

EAEFEHETEEEICS T 2RARALIRBMAIEORK IR
011EENSE FERRENRSHAREE

2 : HPED Kaplan-Meiyer Hi#k ( SSc88 ) mPA 21 mmHg T

~30-



4= By PE5R B RE (AE 9 Ml iS5 MUEAE (SSc-PH) D147 By REAY R

Fsemril® RBHR  SORKPEFEWE R
WHoEEE  REEE HEREEERERRE
VA IR RAORZFEFE R b
Ak BOME HERREEFIRRE
YAk NEER  RRORFEEFI R
P2k FNBA—HE USRI IR i e
YAk FHIME  HERZEEZERRIERE
V2R RIHRZ HEREEER R RN b
VAR WHEE  BRREEERRE R R
YAk AR RERFEEEIEWEE
(YA} BINER  REORAEFAE R b

WrseiRE  Eiki—

TEEREFIEL Bh#k
FEE R w
TaSRas R KR
TESREFRL RaEbek
TaEREF VIR e R
TaERAFPIRE SRR
Joum ERR R R FE R IR e SR
TEBRERE Hz
B KFBesE
BERERE REEBEE
BERERE REEBEE
WHRZFERFIWEREE B #d%

MREE

SREZFEICABET A M@ MEAE (Scleroderma -related PH © SSc-PH) 121, Fii@hR 14 M & MEE (Scleroderma-
associated PAH © SSc-PAH) K UNH B PEMBBIIHE D Mid MERE (ILD-PH) 74%% %o SSc-PAH I3l BhAR 14 i & 1fi
FEE (PAH) O THIFICHBEAEPr OFEARTH LI EMFMONTE Y, & HIZILD-PH i SSc-PAH & 1)
BFRARTHHLEINT VD, TOREKE LT, BEEOREEENSZTOMDOEED PAHDEE LY b I
BB®RThH-o72 ), MEEOEBE TIL PAH RHEMIIEROAL ST, MICHZMERICE-s TEEXELT
WBIEBINS NI LR EREZ ONDLA, MITEEIICS ZOMOEKO PAH & 13 & - 2B E2HoTw3
WREED D), TOZEBFFEROBVIHETOVWTVWAIREEDZEZ b b, €2 THA L, SSc-PH DHEE 26
%, BEREUNOEEIC X o TE U EIRMEM & MUERE (nonSSc-PAH) DB 26 ZOME DL LA T—F
VOFERNS, MEOMATEIRRER ZHE L7z ZORER, SSc-PH Tld nonSSc-PAH 12 HARTHEIZHBIR
FER O 1 EHHEREDME A 5 720 & 5T\ SSc-PH TIZATEIREATE R B2 S DR EOKR TS 2
ZEDTRIBE NIz, LHAEBERMESNEEOEE L FHRRERF CH 5729, SSc-PH O BE TIL LM E % 1

MEFELLODRBEIFICEE L BEbhi,

A. WIEHRY

Fiti Bh AR AT %5 U AE (Pulmonary arterilal hyperten-
sion : PAH) ETFHRARDEETH 525, HERE
EOMERICL Y ZOTFRIIRENICEKE L2 L2
LA 6. BB G063 2 B IR P4 i s I o
(Scleroderma-associated PAH : SSc-PAH) (& PAH O H
THRITHERENETH ), BRICBWTL 5%

FHROUELZBON TRV, /2, WEERE
FLIRLITHEEMEE DG L. TN OMERER
BB HMSMEEDOKERE 2155 (ILD-PH),.
51T, LIELIEMEEHT 5T &2 MmEE R
OB MTEREREL S HICHEER D DICLTw5,
SRZIE DR EBE L ZOMOJEE O PAH O E#H X
D HIBNEHRTH Y. T2, MEERZIIBVT
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