BExXc—19

HFEHRBBRER HFHREMHIE) HRARBES
R 24 46 B 11 BBRE

BREES - 35303
MEER  EBHE (0)
HZEHARS - 2009~2011
FEEES 21591101
MRFEL (A1) Y h) vy RA80TO0T7—EEENETEHILATYAUREF IR
BT —A
MZEEERL (FEX) Matrix metal loproteinases as a therapeutic target of sarcoglycan
—-deficient muscular dystrophy
HRRERE
#bE 535 (SUNADA YOSHIHIDE)
JNFERKE - BEEE - HiR
MEEES : 00240713

WFFRERRREOBEE (Fn30) : v az Uy (S6) KRBV A Ra 7 4 —iX, B-YAraZ Um(
BDO)DT ety I OVBNENET D EEZLNTWVWA BIFFEIE~ N v 7 ARXA X
077 —F (MP) 2% -9 & v -SCD =R~ T AEEH LT L=, B-DGix7 kv
IH, y -SGHM/RIE~ T R & RIFRIB G ZEMENTRD HiLl-, SGRIBIZE D D67ty v
ZIZIFEMMP-2 2 -9 LS OMVP % iy T %

WF 22 mlc S oo #E 2 (9% 3 ) : Processing of B —dystroglycan ( 8 -DG) by matrix
metalloproteinases (MMPs) has been considered to play a fundamental role in muscle
degeneration in sarcoglycan (SG)-deficient muscular dystrophy. Here we generate triple
knockout (TKO) mice deficient to MMP-2, MMP-9, and vy —-SG to investigate in vivoprocessing
of B -DG by MMP-2, MMP-9. Muscle pathology of TKO mice was comparable to that of y
—SG—knockout mice. Unexpectedly, the 30-kDa—-processed form of 8 -DG was present in TKO
mouse muscles likewisey -SG—null mouse muscles. These findings indicate that MMPs other
than MMP-2/9 participate in the molecular mechanism underlying the processing of 8 -DG
in sarcoglycan—deficient muscular dystrophy.
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