B Z R 3) M1 Ang2 iBEIE & 0 BMMERED
BRVEBICHBRIC LR L TWwA, 2 & 7% ESEATH
FACLDRENTVBEY, LaL, BEE TIZSSe
W29 2 IO AR OV T Ang2 R I2IE
H LU CHGET L2235 1370 o SSe l2ABE L 7= B i
2 (SSc-ILD) 34 % LbEo—HE LTH

NIEEENEZ SNTEY, 5EF 41F SSc-ILD

Wx$ Ay 7aRA7 7 I F2OVAEE (IVCY #
%) WCHER L. Ang2 IBE O IVCY #EIC X 5 KRS
TOELZ Ml 52 & & Lz,

B. Wik

SSc-ILD (2% L CTIVCY IC X BB %4772 7%
D SSc BEB L U 20 HDOBEFH DI F D Ang2
IREZRHIE L 720 £ TOHHKIL LeRoy DT dif-
fuse cutaneous SSc DBWI TH - 72%, BEBEIZ DN
TI3& IVCY 5 0/ H I IfiE % EIL L 72,

M7 Ang2 # P OHI5E 1213 Enzyme-linked immuno-
sorbent assay (ELISA) % Al \» /2o (R&D Systems.
Minneapolis, MN. USA)

% 72, Kazerooni b DRFFEMMIMAERED A 27 1) »
FYATACETEY RUTRT L) ICEBET
O fig & CT Wi 5 %> & £ il 22 C Ground Glass Opacity
(GGO) score & score % 5Ffili. % D#F1% ILD score
ELTHEIML, BHLEG 1A GERBE. B5
MTH7 +0—7 v 7HIHTO score % 5Ffli L T
IVCY BEIIH 5 FUSHE & Pk THGEE L 720

FRRTO AT I, BEER L BEROLEKICO W
Tl Welch's t test, HEHETOBRMBRIED Ang2 JLFE
D HIEIZ DT paired t-test & IV 72,

ARFFEICBE LTI, EERE, BLOBBRETRT
DX GEH S AL BT 5 M & B TS L7,

C. WrgERsR

BEBOMZE R (Fin, BRUHE, KT vey
BI%L IVCY BREEBIAR 1 SRR/ RO IR R O TR R
I ILD score, IVCY #EHOBIFE) BLU, #
FRBAMGEE, A IVCY #& TH. Bl IVCY B o imiE
Ang2 HEFEIZOWTE 2 IR L7

T IVCY IERRARI O BB B L EE 2 v b
—VE OB T, BT Ang2 IBEE W
KHoleVEREEZEAEL o772 (”1;
1811.00 £ 729.37 vs. 1526.51 = 403.61 pg/ml. p=0.19),
KIS, BEBIIBWT, IVCY BIERIAE & . HElT
BD An2 IREIZOWTHRIEAT 5728 2 A, HifT
BOARBEIFELZET 2R LA (K2
1058.43 £398.69 pg/ml, p=0.0089), X 5IZ, 74D
BFEW, IVCY #EEBIREE D Ang2 #2RE A% 2000 pg/ml
DloB#Ed34 (BF -5 -6.-7) THo/zd =
D 3 HAT DN T IVCY LB O ILD score 7%
20l EEEHE. HAH VI BEATO 14EK TILD
score 73 2 RELL L OB A R L Tz,

72, BFEFI T O IVCY 7OV AR TOIME Ang2
REDOKERFIOBREZ X 3 1IRT . B4 i34 E
IVCY 730V 22T % Ang2 i FE O FUS 12D W Tl
B L7z BEREZOME IVCY #12 Ang2 75 50% L
£ BBV 50% BEKRT LA (BF 6 -7, @
# A IVCY %12 Ang2 2% 300 pg/ml BL_E 8440 L 7= B¢
(BE -4, -5), BIOZNLS OB (BE -1, 2, -3)
D3I TR LIz 2 A,

OFITBW T, IVCY BHIC X B RITR £ T
owE (EUk, M) SFBAT, F22IFREERER
ETHHEFEZRL, IVCYBERO T+ 0—T v 7
B H D ILD OFMELZ D Lo 72

QFFITB VT IVCY HEIEIIX T 2 BRI R I
WHREMRE LONS D Z L L. 72 IVCY EEERD
TA =7y THHROBEEL RO
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@EEICB WV TIE, IVCY 23 L THEEO JG %
R L7z
L RERAE BNz

D. % %

SSc BE M (HFEKK) tREAZ Y bE—IL
BECBU 5 Ang2 IEEOIETIE, BT Ang2 iR
EABWERZAONb 00, KaivaEEIEA
BN o, Thid, BEEE T AHTOME
WA B W L2BREY EFET A Z0H
& LT, Ao BERETIE4EP PSL 72 EORE
B % T TICHRP CHo 722 EDE X HBNTZ.

Ang2 EFEIZ DT, IR FIIAREIZ 2000pg/m! LA
FosEERLZBEZEIZB VT, ILD score D & H,
B B\ VIZHEBIIAET 1 4RI ILD score D 2 5L E
OWINE D, ThdHDBHICBWTILD FERE,
HHVIE, EEHESEVwLDOEER SNz, ILD D
AT, EEEICBIT L MEEEA XY POREE X
MLTWwEHDEEZLND,

F 77 BRI B\ T Ang2 B IVCY
FREBIARTIC B L TR TRRICIERT L TWwize &fd
A AE BT BT Ang2 IR IVCY HIEEFIAET
W L TIRTERICIET L THB Y, SScILD DHR
L LCOM/MIEREEICHT 2 IVCY BEORIR T
TBTALDEEZ LN,

X502, WESOVAEIC Ang2 IBEO—EL LD
FHEAZHDFEHELHRET 2R LTI,
IVCY SBEEHT 2 BRRAT R L0 BUBASH & 22 %
o TV TOEWIZ IVCY BRI 2R
g7 MAFREE A RV MK BREFIHOEZEDE
WERBLTWEOTRZVWREE R T

E. # W

HE IVCY DML Ang2 IBE OB REHEBE D
BV MR ZE D IVCY 253 5 B2 B LT

B I ENWRRENT,

Ang2 EE % IVCY EHRICE=—F 52 L
IVCY BRI UST 2 B LRI O 8% %
MT LI LICERTHAINREIDLEEZLN
720

F. XX Wk
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# 1. GGO A 37 B X ¥ Fibrosis score @ ZF4fli ik

GGO score AR o %%C;)G%?j /;) Rons Fibrosis Score
0 0% 0 HEMERER L
I < 5% 1 Honeycombing #4072 W ASKEEEARIE & b
2 5-24% 2 JifiZE D 25% F THT honeycombing
3 25-49% 3 HiiZE > 25-49% F T3 honeycombing
4 50-75% 4 JNiZE D 50-75% A honeycombing
5 > 75% 5 i D > 75% %% honeycombing

2 BEEMB LU IVCY BIEE, WE/ SV 2%, BRSOV A TOMRE Ang2 VBB

Patientno./ Disease Number of Ang2 at Ang2 after  Ang2atthe ILDscore ILDscoreat ILD scoreat %VC at %VC at %DLcoat  %DLcoat  Disease Immuno-

sex/age in  duration, ey baseline the first last IVCY  lyrbefore baseline follow-up  baseline follow-up  baseline follow-up  modifying
years years therapies (pg/mL) IVCY (pg/  (pg/mL) treatment period period period drugs at

performed mL) baseline
1/F/57 7 6 893 991 615 8 14 13 773 88.3 56.2 62.2 PSL AZP
2/FI57 4 6 1586 1142 920 8 13 10 64.4 73.5 56.5 62.2 PSL AZP
3/F/62 8 4 1234 1046 725 5 6 6 127.7 126.3 96.1 94.1 PSL None#
4/F/67 5 6 1428 1779 1222 14 21 21 61.4 57.8 49.8 38.9 PSL AZP
S/F/48 7 5 2573 2945 1723 12 29 30 54.2 57.2 18.6 15.3 PSL. Bos None##
6/F/63 5 3 2995 1434 1380 7 18 14 111.8 103.4 69.2 70.8 PSL AZP
7/FI57 14 5 2308 1176 824 28 28 23 46.6 53.3 ND* 24.1 PSL. Bos AZP

%VC, the percentage of predicted vital capacity; %DLco. the percentage of predicted diffusion lung capacity for carbon monoxide; PSL.
Prednisone; Bos. Bosentan; AZP, Azathioprine

* BE -71281F 5 %DLeo 1 %VC DIEMEIC & ) EHIARRETH - 72

#EE 3 EBEFFRTANAF XY T Th o 72720 REIHIFNC X B IVCY BEEIT b AL Do 72

B S5 ICBV T BRI ILD 123 LT IVCY IS rituximab #5455 5 S M7 7=, 308 0 5 s 3
WX BBRBEEIATON R o7z
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L WREREDOWRBICBIT 57 74 K427 F OB L CMERT 7 4
KA 7 F VIREOBIRHERIS OV TORE

mrreflasE Rk —

R RFRFE BT R B

Wi RIS REKFEFRWEREE AR A
W& fEmE—  EERFEFEHWERE R Bh#
W% BOPRE BURRFEFHM BN KRR REbE
VAR IR — BUXKFEFEMERRE AR B#
Ak EIRELER EFREEEEM B FEH B
i BEETE REKREEFEBMENRE ER KEkE
VAR i B OREKRFEFEMERE RER KERE
W% FHME R RFEFERMERRE R KEbE
& AORR R KFEFTHERE ZER KREbRA
Yk PPHER  HERFEEFHEERR RER KEREE
vk, HHETE R KREEFERMEERRE ER REbRE
V-] LR R AFEFRRERE ERE KFERAE
WMRERE

N7z

74 KA F VL AR B X OFELER 2 BT 57 74 YA A4 Y O—D T\ Fra R RIENE
P B B ORI S LT b0 S HEFRA 13, EEMMEIE (SSe) DMBEILBIT AT 74 KA T O
BENZDOWTHREL % 4T - 72, diffuse cutaneous SSc (deSSc) BEDIMLIE T 74 K4 7 F » DfEIL, limited cutaneous
SSc (1cSSc) Bzf AL B LT, ABIEETH 72 720 AT 04 FARBEREIT - 2BERM OB
25 212N, BlEESTHELZEIA, AF Y27 LHMBEER L. &5, BEEMREINS
2Ty ROV ABREORBEDRE L MET 7 1 KA 2 F ViREOHR L OMBIIO W T B KRR
BT CIMEDIERD, TF 4RI F v d3SSc DFAE - EATICEELRE & R L T 2RI RIZ S

A. WiZEEM

T4 RER T F . PUIEMER B L OPURAE(L
VERABETAT A RKYAL I AL v O—DT, k4
AR ERHEE R ORRBICEE L Tnb L
2 5N TwaM, S 3, EHMEIREE (SSc)
DIREEIZ BT BT T4 RA T F V OREDO TR
HEITo 720

B. WtFEIik

1) W&EHE

HI RS R 60 5] O MR SSe BE (B
BALICE LT T L F=va Yy HREEZ TV, KR
FNCIRAT L7z 5 Bl e &) & B ik BOE B e 1
¥ (SSe-ILD) % & PF LIRFIOfER %z B 2 72
BEIL, ILIF 2THOBFEAZHRE L
60 Bl DA SSe BE DN, K57 4. B
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3%, PIAEERNT 493 5%, MBI 7.44 £, F
¥3 BMI21.2, diffuse cutaneous SSc (dcSSc) 32 4. lim-
ited cutaneous SSc (1eSSc) 28 %o 27 ZHDEH NDW
UL, 24 44, Bk 3 & FIMERE 504 7%, P
¥ BMI20.8, 72 BERIKR T — & OB H B TOMH I
D2VTiE, BEPLXFTHAEEZB/ TV,
2) ME7 74 R4 7 F AMEHE
R&EDKMOMIET 74 FA 27 F Y EREHD
ELISA F v M & W CilllE L7z,
3) BRPREHI
BEMMIE, VA 2 —ERDA DR O BRAER
PHEL TP ORMAERL/-HEFCOMME L,
PR EFAM 2 B R 7 — & ISR IO b D 2R L 7=,
AF A2 71E, modified Rodnan total skin thickness
score (MRSS) % v 7z,
4) FEEHENT
2 BEILELC OV Tk, Mann-Whitney @ U test % Fi
W7o £ EHBIC D Tid. Kruskal-Wallis test &
Steel-Dwass’ test = Fi\V2 720 BRIRT — % & OMBIZD
WL, Spearman’s rank test & V372,

C. WrEHiR

B RS &9, &S MmEEREaf e iy
NEDBTIET 74 KA 7 F MEICEE R 2R
Do 7205 RHIZHITTHR B E, deSSc Tl
leSSc RPHHEAL D D EFEICMIET 74 XA F >
EDMEA > 726

B 2a (27”9 & 912  MRSS L IiET 74 KA o F
YEZIEDOMBER L7z, £72, K 2b AR LS 12
BB EMEL 771 XA F U ESEOHE %
RL72

B3RS L 9IS, S e RS % B AR
THHL THEEZIT 572, deSSc DREMR 2 5 4
DT & sEBTHBL. EEANEMAG 3BT

BL7-2h, MEHM S EUTORI, 2o
HLDIERCMET 71 A7 F VEIMET LT
Wiz,

B 41279 & 912, deSSc BHEDINE 7 7 4 KA
7 F B L R EBALOEITIZ DWW T, BE LI
LT7V F=vuarHik (0.5mgke/day) 12k 2
BEBIE L7 5 BOBEOERFITOIE T 7 4 K
AT F UMEE MRSS 2K L7225, MHBEOME
EIERENCY (WA

SSc-ILD & SSc IZBWVTHER L 2 ) ) & BHEET
HEN, BB —BINEEL 2> TwWAHY a7 4
A7 7 X FEHERE IVCY) BBF DT 71 4 2
FUEDOEEIHER Lz M7 74 B4r o F v
fEid. IVCY IR O SSc BETIE, BEALD B
ARBIRMETH o7 (K 5A), IVCY iBHEZ BItES
% & BIIRETOED S DFE R EAAA S I (F 5B),
T TOLAOBREL, ILD 2 37 DR EDOILE
A A SN (H5C), 512, 8FICEL T
NI L72& 2 A, IVCY IRIRIC L Y, G 7
TARRTF MELEANEETH D 46113, B
PR % EOHBIEREENA S THY . —F
Ty IVCY WRIC X 0 IMIET 74 R4 27 F VM
BEAEEDLL WS LTREES TH - 72441
ZOoWTiE, BEEREZEIZ L2772 (F6).

D. & %

SSc DFEMlZ2 A 1 = A LDV TIE, AL ED
Z0S, SEObIbhORERIE, PisEERS &
UMSAHEILERZ BT B 7 74 B9 A M A4 v o—
DTHALT T A KRR F VA SSc DIFAEIZBWT
BEGEEEZHoTWAZEERBLTVS,

BEJE WAL HS IR HPH 1 B A deSSe TIE 7 7 4 & &
7T MEDKTBAENIZZENE, TF4 KA
FUDBEMOBECEETHLEEL LN,
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deSSc I BT, REBEALIZFEIER 5~6 F DI
AT L, REDR N E ST WD, £2T, 4,
BEMMZ SEDTESEHTHELTHRLLE
A, FREENZIML, deSSc TREMH AT S 4L
ToETE, BREMESSEBOBHIVOAERRT
FARATF L OETDH SNz deSSe TIHLET
FA BRI F VEOETHASNIISED LT,
MRSS & MET 74 KA 7 F VEFEOHEZRL
ek, —R FETEOICEDIEN. 20
P& LTE, MiE7 74 BA 7 F VEAEZEREL
OREAFRBMLTWADTIE R, BEEZKBL
TWAB TR, A OEEIEE KB L T BT
BN EPEZOND,

HERLE % B o 72 deSSe 5 BB L TORERT,
BRI L AR B LOWE I > TIWET 74 A%
7F MEO ERBHR SN L EEBALOERIC
IWIMET 74 BAR T F UV EORTEALNZ. &
DZENL, BRTOFHAEEZEZE R72L &, deSSc
DEENREOREL LT, MET 74 K475 VfH
OFFN B ENBERHTH L REND S,

BERGR % B o 72 SSc-ILD 2% LT IVCY % %
U7 a B s 8 BB L CoORR T, MiFT 7
4 BR T F VELIVCY B & LB L THEIZ IVCY
BICEH L, ILD OEEME LB Z R L2 &0
5. M7 74 KA 27 F EA, SSc-ILD I3 5
IVCY DA w0 32> F |1 FH T & % W REE A
H5bo

E. ¥ &
ME7 74 K327 F VX, deSSc D JEMALE

TFOEBEEZ R L TWEEELZ LN, 7714 K%
7 F UHSSc DIREICB VW TEELRZEH L RL
TWB I EDREEND, T/, SSc-ILD IZB L T,
M7 74 KA 7 F VERIVCY OFERED~—7
— L LTHERATHLH RS RRI NS,

F. 3 ®k
1. Fantuzzi G. Adiponectin and inflammation: Consen-
sus and controversy. J Allergy and Clin Immunol
2008;121:326-330.
2. Steen VD, Medsger TA Jr. Sever organ involvement
in systemic sclerosis with diffuse scleroderma. Ar-

thritis Rheum 2000; 43: 2437-2444

G. Bi7EdER
L. GRCHER
Masui Y, Asano Y, Shibata S, Noda S, Aozasa N, Aka-
mata K, et al. Serum adiponectin levels inversely
correlate with the activity of progressive skin sclero-
sis in patients with diffuse cutaneous systemic scle-
rosis. J Eur Acad Dermatol Venereol 2011; doi:
10.1111/1.1468-3083.2011.04077.x
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Serum adiponectin levels (ug/mlL) Serum adiponectin levels (ug/mb.)
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L E YRR EREH AL E R EIC B 5 FGF19 Ml D E %

WoEoHE  EEET

HIRRFEER L > 7 — KW ) 7 < FIBER €~ & — W

(VA WA WARPERY VY — KRR B
& WAEK HERFEERY V& — KRB ERE Kbt
W& NEE— WERFERYE Y —KERREBIEIRE #iz
mREE

WCERZBRETHL LEZ BN,

B VEREZAE SSc28 O MLiE H Fibroblast Growth Factor:FGF19 B & UF FGF21 % Mll5E L 720 F 72 PC W ig I
WA R HCBEREOERNFAT 2 B o720 TLBHA 16 L D IEHMEE KD, FGF19 iF SSc &
& 140.9£92.6 pg/ml, HEH A 211.3£78.8 pg/ml & HHIZ SSc METIHEME %R L77e T LS EEESEICE
TL TIRAEZ 7R L 72 RIS D BRIR K & L & % B Grade IV T3 8.8£13.9 pg/ml & D TIRWEE B L7,
RO LA % C HNEEZRED % { oz, PRI X 5 PC-IEIB IR AER IS X 5 8 I "c &
TEEE & FGF19 \SIEDMB %R L7zo BRI T FGF19 MEIZEE L T2 72, SSc ML HZE 0 B e B o 5E

A. BrZEEHDY
EHVERBAE (SSc) I FTHALERZE A 70% DIE
BITEHT D, BERE DK 3055 40% DIEF T
BT B0 IBE R EEAEL % X 72 LB
ARGV HZEZ Y BT 25, RSB 2 S
DRFEFDAERIZ % ) LR EOEA
PR E 2 BIECIVFET B0 LI L ZOBERE
TE=Y =T HHERZHEITR, X-PHTRZE L T
WEZETH VBT CEEBNIHET 285 %
EH%72 3, Fibroblast Growth Factor (FGF) 19superfam-
ilyldFGF %74 4 7O THE—HILE S VE V&
L COVEH %4 L FGF19 (LG 2 & BE A X MUFFAH
fa2e B IBT AR A S 215 2 7R LYER2SRIEL
72354 Bile acid diarrhea syndrome % #&#24 %, “C &
A R B U S R BR 1 SSe DI TR O E = I
Mz EME LTHERATHLZ L2 MELL "CR
E IR IS B & FGF19 OBRE A L 720

B. Wik

XF543 SSe 33 B (B/4& : 3/25) F 51.9+13.8 %
(25 ~70 i%) TR 6.3 4.2 4, Diffuse 1
21, Limited & 12 %1} UM H A\ 16 AILIEH D FGF19
flE% ELISAKit (R & D system, CA) & H\WTHlE L
720 E 72 PC BRI ERR IS AR ER X U DI FR R &
NTVBHTELZHCRERXOREZ G THGEL
PHOLEICLZEBL B THREEZIT- 72,

C. W X%

fH N 16 B (LI FIFER 49+ 18 ) @ FGF19
fif % 211.3+78.8 pg/ml, SSc @ “F ¥ f& 1 1409+
92.6pg/ml & FE BB TH - 720 HFIZ 2007 EE 4
FEEWFEIEERERE S HEIZ L U Gradel : 172.6 93,
Grade2 : 140.9 £35.8, Grade3 : 64.4+35.8, Grade4 :
8.8 13.8 pg/mL & ZEJEIF FGF19 fi 1% B HE B 2 04T
LTIRT L7z FEHOMNMIC L B EREREG O
FGF19 MED LR 13 7% C HNEBAER L Tz, %
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7= BB XY SSc DIALEHREIC L B WIUR B % &
RO L LT "C - IR SR
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B 5 W M 00 18 00 6 55 % SSe DAL R E O 12
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SSc I ZBE L % &0 LIS IREMET IS ) (B
T B 2 <0 T PO T B B A B O I E BRI
ZHE, FEWNARZAEUBRFEO QOLIFHE L K
EXND, LA LIOBEREOERZIERT A
EJTHE 2V ME FGF19 DKW EIL Bile acid diar-
rhea syndrome D RE L EZ 6N TV 5 (2 — 4)o
FGF19superfamily (ZHILE RNV E Y OEHZ AL T
BOFGFORBELSFWENIFMIICIET A
bile acid B Z HIE T HEHERA LT 50 BED
S ORI % K3 % PC 8 B RAREITR IR & b
MMEERLTW . DX BEREOFMICEH
RIGKEII 2 B EE A BN D, — o FGF21 1M1
R & BT 20 BB RE TR TS T 28R
LR 5 FGF23 IRT 7R & e dr o 720 I EWE
AL TWABREIVAEASCHERREUEREL LD
BEEORGARENTVEPBERRBIETLT
W ERETE T, 3JEMICBVTHEE, BER
BRI DI G % HEAT L 72 $2 Z2 I F FGF19 2R A
HERALTBYBEREORELZ XL TWELEE
2 BbNze BC NEEERIDU A REN L SSc I ERE
DOEEREEHE A F Td 5 7% 8 Bl 220 0 ML A5
AT TH o 720 FGF19 JSEIL SSc BEREA 7
) —Z v FICHERRRELE 2 b, SRENZ
Wil e RESBE B LEND %o

Pl

E. ¥

SSc I I IEENE T & PR O B RIBETE I
L0 IR BEEERE & 29 5, L{E FGF19 (3% DR
BEX ERIICEHMIL 9 2MEETH ). HlZE-
TIHRBEEDR R HE S O P E I FEBILAY I 5
AT L 9 BRI EE R BTz,
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4 By VR B VS A B U 7 SR P i vei 0L D
MmATEREIC B9 2 HE%E

Wzetn i EepEl JLERE B BRI -

W% FHEE LB AS EPE BN - ERAREE B3
VAR NN LB RS RS B - AN RHE BI#
(YA IEABRRE LB RS EE B - BN B
MERE

LB KRR RS - BPIR TR LT & 2B EUR S SE B IR B ILEE (PAH) B3 110 AR, BB
5 (SSc) AF PAH BE 30 %D~ 65 H. ZOMORBEIRICAG L7 PAH B 35 Bl 91 HIFEAT S 7z bl
hF—F VRAETF— ¥ & VT, SSc &F PAH O MATEIRE DY MET L 720 SSc & 8F PAH Tl TOMDIE
BRI AHE L7 PAH & AT O E & EHERE R EFD 20 S, MERBEAERERICED > 7.
ZOFENP L, SSc A Bk PAH O MATEIRE IS L L E R RERE OB SRR S iz,

A. BIEHRY

4B ERE (SSc: Systemic Sclerosis) (& BFY
% PAH 1. RAMEEAMBHN (MCTD: Mixed Con-
nective Tissue Disease) R E&HW L) 7 b —T A
(SLE: Systemic Lupus Erythematosus) (2 & Bf 3 %
PAH L KB L TFHEFARTHLEFHM LN T
b, FOHBEN—DL LT, SSc DMiEHETDH 2
RV MR ZE A B LTV B SSc T DA
B2 X A EEOWREENFET 2EF MO T
Bo O XD RO FILIRIEE SRR S A i M EAE
1, WHO 12 & 2 i iEfE O RRIR 7B W T D
FNV—F2L LTHEEENT VS, §T74DH SSc
&4 PAH TiX BRSO 7V —7 1 1T EINT
W 5 BTN P S MU OREDO A% 55 7
No— 7 2 O M E A S MU E D AR RE A B 55
HENHER SNz

ARFZE T, 2 E TRBESAPF PAH L BT LA
BT EEFAOR LS T —T VT — 5 2T L.
FELTEEEOESOHLMICTAIERZHNE L7

B. BtgEk
P

1980 4EAH 5 2011 £ 6 A £ TIZILERZEFEE B
B - R RHC TR E & L 2B RN & fF
PAH B& 110 %D 9 b, HbA 7 — 7 ViREZ Bk
FMS Nz 65 HEWRE LT

PAH DZMWE, HOLHT—T VT —FITEIE,
# 4 [A] WHO World Symposium D Z W& EEIZ L7z
Ao 72 BRI BT B M ZERRIE O 8 51 25 I i3 il
Mgy > F 75 AMEROEY CTREICLVITD
N7z,
PIRES

IO 6SIEBIOBERLB AL T —TNT %
I L, B A& ICHE L7z SSc & f PAH OIAT
BAE OB 2 5T A 7212, SSc BE & SSc LAt
OBER (FESSc) BFO 2 BT, HEBME
i1 o72
(EENTTRNAT
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BHEER

SSc 1L 30 &4T\ (FE SSc BHIL 358 TH -7
Ik SSc B#HFDMEFIL. MCTD ¥ 16 4. SLE %
11 ATH o7z WD PAH Wi ORI %
R 1R o PAH B FERSIL SSc BEIZBWTH
BICETH o 7zo BEMEMFHEZ (ILD: Interstitial
Lung Disease) 2SI L >~ 7" Y BEE T 5o 2 #if T
G LIBERMIMBETHRICEN DD, SSc B
TIRHH O ILD 2 H § 2B % 25 72s LA L.
M CEIRIMEER S EICEIZRD Shed o7z,
Bl 7 —F VT — & O

HOA T =T ViL SScHE30 % THON65 [, F
SSc # 35 44T 91 HfiAT S N7ze HLA T —F VIR
A, DWTRES X U PAH BEEE L ) AR E IR 12T
bhTwiz,
FBOAT—TNVTF—=F 2R 1 IIRT, SRR DOF
BEZREMEE LTHY, OTRTR L, 28
DB, FEFITHE L 772 (p<0.05 THE).
SSc #f & I SSc BEO TN BIIRIE (36.9+10.6 mmHg
D E (44
il i %
HHL (3.4%3.4 Wood units vs. 4.3 £4.3 Wood units. p
=0.8826) LHEEIE LM o720 LA L, SScBED
FHENIRBEAE (X 8.7 £3.9 mmHg T, JE SSc BEDHiH)
REEAME 6.8+2.7 mmHeg & W AEICED» o7 (p=
0.0354)

i O

vs. 38.5+12.2 mmHg. p=0.6294),
1.3 L/min vs. 4.8 £ 1.2 L/min, p=0.2227). &4

D. & %
RIFFETIE, SS ¢
SSc LI o B R 55 12

BHAbh o 72,

B PAH Tl AR BIIRBEAE 25,
BB LPAH L Y BEEIZE W

RHFFETHER & LIESNL PH O EZ I TH
V. 975 PAH ORI IE. MBIRBAE I 15
mmHg Kili TH - 72FEFITH V) . T PAH DIEE

BB TH o720 LrL, ZOBWIKEE ZDOHBORK

WHIZHE & NZIFBIIRBAE S, SSe WA IR
WIZEPL72PAH £ 0 B, SSc A 5
PAH 1213 /2 SEHEBERE 12 X 2 Wi & ILE JE DA%
BELTWBWEEMELRIEL TWw5,

SSc T ILD (2 & A EFRFRMAE1Z X 2 i & IiE
B ST 5% SHEOME T, 7Tk PAH £ 3
Wi S NTIEBI 2 TR L U723, SScBE& Ik SSc B &
BT, BIRIMERE D EDS 2ol 2O
For o, ILD I E S A AREESE MIE (2 X 2 Fili s e
FEDIRREDB G, WEMICBVWTEN Rh ot
EZ bz,

SSc \Z & PF§ 2 Mim MEAE (L. MCTD % SLE 24
PR 2 M MR & L CFRIIARTH S,
TOHEMDO—2IZiE, %H TH SN D i MLEEA
PAH TH 5 DIZxt LT, A& TIX PAH & HiR L T
ILD IZ&0F L2 S MERE D FEAFEICARTH
SENWE SN T VD, RIFFRIC X 0 IR S N7z
TR R E BB E D . SSc 128 PF9 5 PAH 240
WIS MESE D FHARICE L 5 S 0 LR S e,

ARHFZETIE PAH OFEEZ WG % x5 & L 723 T,
ILD DB 5 % BA L C PAH & EEBEEEE 2 3
THHRPTE, L LZORER, ILD B0 7
—TIMREDINT A =5 ~\ORIFTHELRET 5
HITELdolziod, SBRORFVPLETD 2,

E. & G

BB TORBIER G B PAHEBI O LA F—F b
T — 5 & L 7285 R, SSc A Bk PAH JEBI T3, SSc
DA @ BIERRIZABE L 72 PAH JEF] & H A~ B iR A
EDPEBICE D720 TOHEPL, SSc 2T
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HIRI I FEME D NI - B iR in

=L

K1 BEIRE DEMBIIRTE S E S 0 &

BREOIELE

HE SSc (n=30) SScLASFDBRIRSR (n=35) p
PAHEZ BRBS E b 52.3%+9.9 39.8+13.9 <0.0001
451 30 26 0.8499
PAHES B

ILDOD ER [ * GO-G1-6G2-G3-G4 G0-G1-G2-G3-G4

1,12, 7, 4, 6 25, 5 5 00 <0.0001
BESE (Torn) 65.6+14.9 70.2+11.8 0.1894

PAH: Pulmonary arterial hypertension (FEIAR{%EAHE MEAE), SSc: systemic sclerosis (& &
PE3EEZIE), ILD: Inerstitial Lung Disease( ¥ & 14 ik 25)
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SRR RE SRR AT A - MERRkAHE (GEH)

WroesdEE A P
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YAk KEFEE SRKEWERE KEH EE
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Bz BT EFBREOREICEETILEND L LEZ LN
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