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Transforming growth factor-p signaling is
upregulated in sporadic inclusion body myositis
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H ALAR 2% (sporadic inclusion body myositis;sIBM) (£ 3E1Z 50 kL EIZHIAE L, A%
BIRD 30%% LD, AR TOBEEITFE~BINER TH Y . 2009 4FE A TIEH
1250 N EHEPI ST WD, FRME~DT I A RILE ., RERDO R | 7 A L AJEY,
BAGTR ENSIBM ORI & L TETF LN TV LR, JRREMFIZI A TH D, sIBM OFF
JRELCIX, RIE. BHEOWM G OFEBRO HND, RIEFTRE LT, MsRHE~DO
A2 R RBO v, EMEPTR E LT, S omBREERE TR ONDIER
‘B %28 5, TGF-B (transforming growth factor-p) 1= = —nv > Zxt+ 2 REEH = H
L., EFECHEELZHE L TBY ., TGF-p ¥ 7 TV RED B ITMREE2ERET 5 2
ERMBENTWD, TGF-p ¥ 7 FIVREDO KK IL., £IC TGF-p #&E L BMP (bone
morphogenetic protein) X723 d 5, TGF-p #RIKIZIHIT 2 MALEED TGF-B =& MIX,
Typel (TBRI). Typell (TBRII) B 7 b~T X A ~—ThH V. TGF-p BN HEEKIZHEE
T5Z & T, TBRI OF T —BIEMENFEE S L, BERFTHDH Smad2 78V Uk
o (pSmad2), BEWNIZBATT 22 & T 7T AMEESH, xR0 FORIANGEE S
%, BMP B IL. RIS T 52 & T, Smadl/5/8 8 Y U ER{E &L (pSmadl/5/8).
ERICBAITT %, SIBM ICBWT, TGF- ¥ 7 FIREDFEMIC O W TIZb - TR
VY, RS TIE SIBM IZEB T D TGE-p ¥ 7 F VR EIC S W THRETT 5,
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2011 4F 1 A 205 2014 4 12 A £ TO 4 FRUSHBRICH AR ORI H Y | sIBM &
2 U 7o ge 24 51 (BE 17 . &tk 7 B ok E VW T TGE-B ¥ 7 s
~—7%— (TGF-B. TBRI, TARII, pSmad2, BMP1, pSmadl/5/8) D ¥ %, tayEysta,
VAL TRy FEATO LRV, FEa s e — & ULTRERKX
(DM) 10 #il (B 4 B, 2otk 6 B) AWz, EF =2y he—n & LT, BRFEEFH
W T2 3 5l & 7=, sIBM (£ ENMC IBM Working Group @ 2 Wr FE#E (2013)
T clinically defined IBM LA _E @D JE B %2 v 72 (clinically and histologically defined 10 i,
clinically defined 14 f5]), DM % Dalakas & O 2 Wi 5 %E (2003) T probable LA I & i 5] &
M7= (definite 5 il probable 5 fiil), #fEYetad > 7 FIVIREIL T & AIZ 500 LA L
DHARHEETRINL \Image] Z H W THIT L, V= AX T oy hOY T FIVRER,
Image Gauge soft ware # HHWWCTHMT L7, V= A X T uy bhOou—F 47 a3k
7 — /LK L LT, GAPDH (glyceraldehyde-3-phosphate dehydrogenase) % 7=, #
FHEMIAENT X, Student t-test & D ML Welch t-test & V7=, [B1)f 43871 &2 v T TGF-P
VT T IARE~S — T — & sIBM O BE ORI RO BIR 25 L 72, Z oHF
I EB S CTERRBERGT.
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SIBM O EHJFRIEFEr1E 66.4+E7.3 5k, FHZWFER X 69.8£6.8 ik, -2 MR M
12 39.9+24.4 »» H Toh o 7=, DM O VL FEIEFEMN T 57.6£15.7 i 2 WriEin X 58.2



+15.9 %, FHIRFEHIRIL 6.826.8 » H ThHo7-, sIBM & DM % khik L T, 5,

FIEF R, ZWrEln, AREALO MRC (Medical Research Council grade), MijF CK
(creatine kinase) HICH EEZZ RO RN o7z, HBHHIMIL sIBM 75 DM & g L THE
IZE Mo 7z (Table 1), $f& Yuth Tl TGF-B. TPRI. TPRIL IEFHRHME DO MMLE T, sIBM
IZBWT DM, EFay bu—L L L CRBENITE L T\ {TGF-B (DM, P <
0.0001; IE%H, P<0.0001), TBRI (DM, P < 0.0001; 1E%, P <0.0001), and TBRII (DM, P <
0.0001; IE%, P<0.0001} (Figure 1,2), FEEOTLIEEL, sIBM O FEiffiE L 72 Hif#HE 2 B0
TR bIT= (TGF-P, r=-0.44, P <0.0001; TRRI, r = -0.55, P < 0.0001; TPRII, r = -0.57,
P <0.0001) (Figure 3), sIBM 28T 2 DI E OTLHEIT I 15.1E12.1%DE A TR

AL, DM, IEH a2 b u— L TIEEORBL O THE LR O b v - 72 (Figure 1),
U AX T ay NOEEMFHTTIX TGF-B, TRRI, TPRII, pSmad2 (X, sIBM THHL
NILHELTHE Y, DM L L THEZE 2RO 7= (TGF-B, P < 0.05; TRRI, P < 0.005;
TBRII, P < 0.0001; pSmad2, P < 0.005) (Figure 4), BMPI1, pSmadl/5/8 I, 7V = A& >
7uy FOEEMITICE VT SIBM & DM THRIUCH B L 2RO > 7= (Figure 4) ,
TGF-B, TBRI, TPRII, pSmad2 OHHLDOFLE & sIBM OEFEKRA) (GEIEFME, 2 Wi,

TR, Mg CKAE) . WELEM (BRI ZEfeoEE) FrEoMBEEGRER & 2
A, T & pSmad2 OFBLUZFBEMEZ RO, BHMM AR VIZE | pSmad2 DB
NI L T2 (r=0.44, P <0.05) (Figure.5) .
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SIBMIZRIEMER R B D — D> TiIH 505, IEFIEMEOHT & R S dv, RERIEITK
THREDIRIHEV N E SN TS, TGF-p ¥ 7 FMBEEDORE T, 7TV A
~ IR OM, R SR AR, BRI R A M E 2 E Ak & AR AR S MR BB T AL HY
ENTWD, KBFZERE RN sSIBMIZEB W T, TGF-B ¥ 7 F AR ED B BIHED —
DLLTHELTWDARERE X bz, fiiY A hr 7 4 —TlX, TGF-B ¥ 7 v
BEOBREPHMMEOEMHICHET L2 LBRESNTEY, AFREERNLELN
7=SIBM D ZEkis U 7= SR HEIE ETGF-p 7 T MBIED B FE RN & LB L TWA Tl
REPEDN & 5, sIBMIZ XS 2 43 FAERITERIE OB ICIHB W T, TGF-B¥ 7/ F IV ITEHE
2—F 9y hThHdEEZLND, sIBMOEEELFEHER (M4 : BYM33S,
NCT01925209) 2BH#E X TE Y, BYM33SIZTGF-p ~ 7 FI/VIC/EA L, sIBMO /)
BRI T 2WRBEDRPIFINTWD, SBIBEICHIT S 67 5058 D 25 H
FEshd,
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AHFFERE R SIBM 2BV T TGF- ¥ 7 F MRENREICE 5 L T\ 5 il REME
INRME S HL, TGF-B & 7 T VDR BLTHED | sIBM ICHEREZ KT L T 5 AlaeE:
Wb, ELRDWRNPLETH D,





