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TH72010, BEMBIUTLRA /v 777 b3
ZAEHNTT LI~ A ¥ UFEHESScETFT IV T A
PR L 720 E72. TLAd <A ¥ v HEREEAL
a5 SRR 7 7 F Y U (LPA) FHE
Kil6425 DFREMETT 572012, TLrF~<A T
FFE SSc TF NV AT Kil6425 & 2 fE IS RIET
B A, E3H 4 AR EL, 351, R
PIHEETH 5 FTY720 DFAHMEL~ DB Z R T 5
72912, =7 A SSc Mg GVHD €7 VI FTY720
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B MBI B Y VT F T 4 VORISR E
in vitro THES L 720 352 MM R G (7 & DR BT
DIYNTF T4 VG L, BN cGMP R,
ag—rrEAREIE L.
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PR 28985 % 720, [A— SScIER (5 Bl) THE
#RKZ T PHET 588 & $L PHET $ufk 2 MGt L 720

SSc BEICB W CHEMM A~OBE S RIS
T\ 5 CD161 5Pk Vo1 Btk vdT i DB RE AT %
Tolze 51T, SSc 2 &Lk 4 2 BIEIEEZ ML
H1 O tenascin-C & % ELISA ¥ Tl L. ERIRFT
Ja& OFBA & BT L 720
(2) Fli1 2 X% SScIfED—TAbE 7N Ok

SSc TGN T Flil OFFAEHFMITET LT
BY . RSB BB EHAESF M & M M
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T, TLA=A ¥ VR EE LA
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LPA X Z R k2 5 2 EHESERE TS
B\ ZDREN & L CRMESF Mg o BB AL TG, 4
DRNBIZ BN TRIEMET A N H A~ OFHFEEE
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Twb, LPAHEHEKI6425 2 T LA~ A1 ¥ U
FSScET N Y AHEG Lz 2 A, Mk,
Ki16425 #%5-5F TR & WMALIZINH S N A HE A A 5
n7z (A,
TIENHIFETH 5 FTY720 1F, =7 A SSc T&
GVHD &7 VO FRAL 2B L. S HEE T
I <o M B AR O BEFE >, B2~ D 4 AT
B OWH % PE > Tz FTYT720 I3RS S
TLIEICRBENTB Y, AHASScCHHMTH
BAREMEAVRIZ S N7z (A o
YNTF T 4 Vi MAERIER A L. Bk
PEMEIEEOEERE LTHW LN T A, E4E,
YT T 4 viE, MEIIRIEA 22T TR <L #iE
CDIIFIRIRA S 2 TR HE SN TV b HE
FHESF IR~ DIBEO Y VT F 7 4 VEHRE L
7282 h, cGMP DR EZRMEME T =7 VEED
AHELRIEED HNize YNVTFF 7 40, PR
HMALTER 2/ LT RiEsvRme s i Ui,
SSc L& H I S LA PHET X ¥ 4 B Ot
ROEERT % AHET 5720, [7l— SSc fEH TH
254K T PHET %63 & #T PHET JLiR & Miad L 72
& T A, 5 BIEBI o B ERHES ML I PHET 368 %
B, F0H) BEGER 1 AFED ERE L7 3 BTG
FRIZHE PHET $UED R S vz #EsFigc B
% PHET EFTHERBIAH CHMARELE 2 FET 2 1 HE

WATRE NI (FBH),

) M A RE A D B -3 i E M Tw B CCL3,
CCL4 mRNA FEH A, f&H AN %k CD161 Bk val
Btk vOT MR X V. SSc HERFMIE ClIAEICE W
LB E D, SSc DEEMERISIZB W T,
CDI161 B Vol Btk vdT Mg sk @ CCL3. CCL4
DWE ORI GT 5 W REEATRIE SN (1)

Tenascin-C (&fiiast~ bV v 7 ZAD—2T, &l
HEEICHDLLIERTH 5. k4 2 BEREE NS
H O tenascin-C # £ % ELISA S CHlE L7z & 2 A,
SSc 3 B X U8 SSc BY H#  RE BE T tenascin-C
BEO LA ZED, FFICSSc BH B W TIImE
tenascin-C JERE L A F v 2 a7, RS IMIERE,
EHEELE. BIOMWBMEEE OEL RO
(F)o
(2) Flil {2 X 5% SSc WHRED —TEALE 7T IV DIER

BB RT Flil 12X 5 —TAbE 7V OLERIZD W
Tid, SN ETIT, SSc HIREEMMEZFAINL TIE 2
DOFEAMET L, in vitro D EER R T Flil B
TR A S OB FEMMEE A N S5 2
EHITRENTETZAY in vivo TO Flil D L~
DEEMEIZDOWTIFAHTH 5720 £ T TFll+/—
TTANT VAL Y VFHERSSCETFNEFEL
fel A, REEALIZEALL 720 7o T\ Flil O
HESE M FLIEPEAL A~ in vivo 12 BT 2B 529R & h
7z (EE),.

(3) BEEERZERETFRETTY =7 b

HRER SSc 7B BT 547 ) LI BITHL Y
YEANZDOWT, KR - 2 -2 Hni Y
— Ty TERT L, RIF T =33 enT
Wbo BTE, HEBHHRO T — 7 120w T#EMfFTH
5 (FF)o

HZ N SSc & IL-12RB2 BIZF L RIT DWW CTHES
L72& 2 A, rs1495965C D BHEE X SSc B T 0.45



(P=0.017) & &<, diffuse cutaneous SSc. Al HHESE
#PED SSe. HLRRA VX T —¥ THARB M SSc 12
BOWTHEEICED - 720 IL-12RB2 #5248 SSc
ERRIIRETTH LI EDFREIN: (1),
2. FRRHIZE

(1) BB ¥ 27 A%

REBWO Y AT LRFEO-OIZ, RESHLE

FRVET 5L &HiT, FEEEHRED BN
DB IR D W C DIERRIIZE 21T - 72, B
MrAHEZR e L CUTORAELZRRE L2 (K, 25
o
KRIEH 1. LA/ —fEIR, 2. ELISA ¥ TH Scl-70
(PRAVYRXT—=ET) Bk, L bax7HE,
PLRNA KV 2 T — ¥ MIEDO VT 3Bk
NEHE ¢ a SOGHURRIERE TSR, b T
DIERE. c. WIRAIZN R LAY 2 AR LA E ORI
BHOHND (F721d. capillaroscopy T SSc 12
W RARDSENE)
T DAL - LUT oI 2 il 72§56 12 SSe
BIEHE§T 5. OREHZVWITNOHZTd0, @
KREHD 1 0&EWIzTHEE, AEEOWT LA
2EHBZ/-TH0O, @REHDO 2 DA ZWMATYH
Hl& AEHO b H B WVid c OWTNAEZT D
O, @NEHEZETHZT 0, ZHRIIBIT M
FCE Y ARHIZMEEROEEIL 87.8%. FE
B2l 80.2% TH - 72

2008 4EA 5 2012 AF M ME (PH) A2 1) —=
¥ 7% EHi L7z SSc 129 Bl % 1 A i H R A &
BNP OF Atk % et L7z BB PHIER 19
Ple NS D 110 PITEIRNTG A —F R L2 L
Z A BT I3 a— X %k WU B B IR A5 &
B RRELDRIEN T2, %DLCO. %DLCO/
VA. %FVC/%DLCO, BNP ¥ T D F H M id K0
S7H T A= HAEDE L I L TIRREDD

T ER L (B4

SSc BEVIEFI D EMRBIZO VTG L72e W&
. FIBREC LA —IEIRRHIE b o X T kR
P2 5280 % 7% 2003 SRR F7 BT SEHE D SSc & W kit
w72 S %o 7234 BT, WIBEOFIYERKIT
51.9 7%, @FlRMWT, BEHNMbhREI £ TH o7
Z09 B, B limited ccutaneous SSc (1eSSce)
LM E NS (147%) T WBEED» S
1cSSc DFWF E TOMRIG P9 6 £, &FY = —
TV VEBEREZH STV ().

SSc @ FGF-19 superfamily #ll 12 BRI 2 W THR
& L 720 SSc 40 #] ® FGF19. FGF21. FGF23 & O
T a-Klotho % ELISA (2 TillsE L. ERRFT R &
OBHEEZREFT L7zL 2 A, FGF19 1d FHEHEILE R
ELOMBETEKT L, —7) FGF23 X Bk EC
HALE R E & BE LB % /R U o-Klotho ik 355
EZAHBE LT %2 L7z, MIEH FGF19 family (£ SSc
TR E DRIE 2 FT 218 TH 5 Z LR EN
7o GEEE) o

< A 7 RN L2 adaptive servo ventilation (ASV)
3, EARFFEIFBOEBEREOEE & LTRSS L2,
i - IR EVTNOLARII AR TH L 2 &
G0 T & T2o #FENT SSc 1FF 4 il ) IR £ A% 1F
HHPANTO RIS OHEEFET L Cwb I &zl
L7 DAREEEIRD 20> SSe 36 FIZ ASV EFFIC
TIMATENRERFMZ L2 & 2 A, AE0 1 EEFEER
Bamo LOBMERICO RIS Z EHHL A
(K% 5)o
 SSc B PH I3 I MBI IRE PH 12508 & L% 2%,
HIE MR B O G A% S HEAHEHMTDH %o SSc
BE 8 BITH LA T — T VT ICEBREAN R L AT
W SSc B TEYIR IR R A EE MR VAR, PH @
FIEEDE . BRAMIC X 2 FHMEIIRE 2 5O
MR DOETESRKTH S &) R EH
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(2) SSc DIEHE, P FHE T O
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FERAT o 720 HEOMEF ICAM-1 B L3t
REDEALZ . i P-selectin 1H @ k513 & A gE
DET2FHT2I8ELEZ Nz (BRI,
(3) BEAFSED SSciE~DAH R TEDIRET

LA =38 %525 SSc 20 Bl BWVT, Hilk
HIUARZ LT — b 200-300 mg/day DR E TV L
47 =BT 2E0EERF LIz A, &5
BB LG 3 2ABOLV A/ —fEIRA 2 7T I3h
BB LZ (),

SSc iZ&F 3 5 B A
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e iE (SSc-GERD) 2%

THHH TP R THER Y AT IV =D
MR%Z F A7 —IVIZTHE L7z SSc-GERD20 #1112
BWTFRATF—VOPHRITY AT IV — VG
%2 BT 172 A (R B SR+ & B A 2 fE
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