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S HPESEEIE (systemic sclerosis, LAF SSc) 1k b, MERE, B ORE
BIORIEE WD 3 SORMEAT 25O AEHIEETH D, BRMIZIL,
TS ORI EN T, FEELCRIEMERIRE ., LA —EIR%INE D
FMMAE D2 b, B CHUER DI EORR BT Lo RIEMEMAROEE & vWo 7=
AT e L TEET D,

PG REIRIZ 3BT, SSe DVRHE EEFIRAVIZRFICRIE L 22 OB Wb 55
() BB THY, FROBMO—HPAARNE LI, A0 288X O
TRRICHER: L CROUIMZE L2752 EbfbTRBsinb, SSc DL
JEIRIZIZIEL SSc DFHETod 5 MEREE & Z AU O ARG O RT3 E L T
Wb, —RIZ, IERW T, EEOMEITKRE /3 TRIE, HEHH, KLk s S
D 3 DDA CIRE 255, BRI, RSN MENMEEZ T D
&L RIEHNCIXE T/ LM EITS & & BITRER TR EE2 0 LR 5
a7y — URHHESE IR 2R L S, — FAFRERR B A R E L O
EloTHH SN D v~ n 7 7y —VICERSND, £ L CHEIEIC, REH
falx# O E %28 2 TS 2 e L, B L BE 2T\ RN b R b D
L5 MENHFEL, ~7 077 — U0 MR E £ 0 s e % P
L, REFMBEZERT 2, MRS EEIFRA I 7 =7 VICEBR S, i
HEZERAL D8 X 12 K o TRIZNHE T 5, MERRFRESEENICIX, Ll IE7r R
P2 2RO ENTHAE L, 27 =7 i3k x 2o 533 2 /e sk
HEOMRBREOMEICL D MIN K RWRICERIND, — )., SSc D%
JEIZB W TR, M DOEBE EFAEICRENH O RO 5 g D%
TEPEDS AN U CHERs 2 A 2 TR 5 & & bIT, KA O R 5L E 23
SO IREITEIET 55, MENEME (BXOBE 6 JE MR 23HHE
IEHIRICER L LT, Rl ek b 2 s i 9,

T, O =327 (v 7 Hl#ENC X > T SSc OFFREIC BB 2| 2 B
T L EZ LTV DDA Friend leukemia virus integration 1 (Flil) T 5, Flil i
Ets transcription factor family O OE DT 0 | SSc FBFE ORRHEIEMIIL, M N
AT 2 T CTIFREMIIZB W TRENMMET L TWD Z ENMLATH
%o Fil 1% | B2 —5 BB O 725 MK CTh 5 —77, & DK
P EVEICE D B0 T ORI B> TR Y . MENERFRA Flil K&k~
7 Z (Flil ECKO) TILEE DM ITHRAZ0NNE, B34 U, SSc (TRFRAY 72 1
ERENHBLIND, o, LEGMasERY Flil K&~ T X (Flil KcKO) T
X, BRI OIEMEALIZ XV RS & Bl ORMEE R = 0 . F - MRBEE E i
DIEEZA & autoimmune regulator OFEHUL T IZfEVH O 007 & MR B3
HETX 5,

ZOEIIT, INETIEH, REICEFOICHEET 2k T 0NRET U
PRERZ FULMTIRRGR A HED DAL TE 7223, SSc @ 3 DOFHED 9 B EFEEIC
EBRTDHE, METICHFET 2 MEMIEOE G 6 H 5 Z & B HERl S, ARl
FOIFIM/MRIZHER Uiz, BEAZERML/IMRFFEANC Flil 2 RE Lo~ 0 2 2 FR

2



L. ZOREAMZ5H L CTH/MRIZET 5 Flil KT O SSc DFFIE~D B 5
ERETT A2 L a2 LT,

SSc LI/ E DBHRIZOWTIE T TICE &b TW5A, I/IMUIIEES L
T ERICE > THg ST, MAREREK LY TXA2 72 EomE ESMEYDE %
L7092 2 & TlEOBRERESCRBMICEST 5, -, koML
OFREFIEM U7 2 Z — 7 0%, i/IMROTEMLZ S HIc#EEd 5, —F, M
BRI, S FE I ERABRMEEOEEDE (PDGF, TGFB., UV Y U VIFER
serotonin) % i U CRRHEILICMEI < . BtZIT, I/ MRIE HMGB-1 72 & D[RR IAE
PR & pEE$ 5 —J7, IFN-y ° T #lan st & s 2 oo+ kb
A NIEERO AL L, /MR ZTEET 5,

F9°. Fox IXEZERML R RA Flil K&~ A (Flil MPcKO) % v 7=
BIETEM R 21T 12, WO M2k L TR 285 L. %t
Mo Pf4-Cre" IC b _TYIBR 2 AZICAIEROA B el N3 Hrbiviz, £z,
Flil MPcKO @ bRl U 7= 52 i ORHEALAR TIE. AhRRHESERIIN O 1A 20 HE5E & |
INIE DBEA . 35— Uk EROBMMRED S,

BV A R A > D mRNA OFEETIE, Flil MPcKO (28T, IFN-y DX
BEAEKT L, MMP-13 ORBN EF L TWD Z Enbiolz, mEOWREND
X IFN-y (327 —57 &Rk, thEZ I L. BIESTHE & B 1 5 7 Il &
MMP-13 1350 | HBRHE AR 2 fEAR AL U CRIGHE Z e tE4 2 Hanc @< £ &2 5
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FEMESEIA 2 B IEME L S8 9 % Flil MPcKO DI/ Mitld, SSc ORRHE M T
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HEEL 5252 & THRMENTUET 20 AL L L LEOR, HWTITo2E
Jromag ) EERTH S,

£/ 7 w# 1 (monocrotaline, UL~ MCT) %, Crotalaria spectabilis &\ 9
T OFEIZHKT D 11 BEROT VA RThHY, BHEMBEREETT L E
&b mEAE  (pulmonary hypertension, PH) ®E7 /L& L THEIZT v MZ
AWHNTE 72, MCT I3E TG 38R THO O, 7 v F TR
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pulmonary arterial hypertension (PAH)2MZ{&E LT\ %, PAH ORI, tigEhiko
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(I NEROPAZEN A BV D, MCT 2853727 v FOMTIX, Mo fEN
JEDIEECHERDIRE M AE E P OFRBABIER SN TR . 2 OFEFT i E N
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BED a-SMA OYEMEITIRT L TWT, ZHiE MCT OHIC X - T N
FuO B AN EFE SN TWDH Z 2B T 5, e LTk, HBEINIMm
BN AN endothelial-mesenchymal transition Z 2 = LT, #ME M 2 (A4S
L CRRHEEZ > TW D TR & D, F72, Flil IZEZEKOEICIB VT,
1/ % TE RS % AT D BB TREN 43 RSP MII . D B B o > TV D 720
MCT (T L o THEF SN MAENEITHERERE 2 b o 7o /M 23 g5 L Cilite &
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TR AR <. ARFRITHBEEZ AT 2525, 2 HIT, Flil MPcKO
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