28

DM2
1
(DM2) ZNF9 1 CCTG
DM2 DM2
DM1
DM1 DM?2 DM2
DM2 3 DM2
A.
(DM1)
2008
(DM2)
Saito T et al. Neurogenetics 2008
DM2 1
DM2
Remudy

C.

B. DM1 DM2
DM2
DNA DM2
PCR repeat-primed PCR DM2
DM2 DM2 4 7
PCR 100%
DM2 repeat- DM1
primed PCR CCTG DM2
CCTG
D.
DM2
Remudy 2014 10

1) Key Words
(DM2)



2)

1)

2)

DM2 1
E.
DM2
DM1

Remudy DM2

F.

G.

1

1) Chen G, Masuda A, Konishi H, Ohkawara B, I1to M,

Kinoshita M, ‘Kiyama H, Matsuura T, Ohno K.
Phenylbutazone induces expression of MBNL1 and
suppresses formation of MBNL1-CUG RNA foci ina
mouse model of myotonic dystrophy. Sci Rep. 2016
Apr 29;6:25317. doi: 10.1038/srep25317.

Mashiko T, Sakashita E, Kasashima K, Tominaga K,
Kuroiwa K, NozakiY, Matsuura T, Hamamoto T,
Endo H. Developmentally-regulated RNA-binding
Protein 1 (Drbl)/RNA-binding Motif Protein 45
(RBM45), aNuclear-cytoplasmic Trafficking Protein,
Forms TAR DNA-binding Protein 43 (TDP-43)-
mediated Cytoplasmic Aggregates.

J Biol Chem 2016; 291:14996-15007.

Shimazaki H, Matsuura T. Novel compound
heterozygous mutations of SPG11 gene in sporadic
spastic paraplegia with thin corpus callosum The
13th International Congress of Human Genetics.
Kyoto, Japan, April 3-7, 2016

Mashiko T, Sakashita E, Kasashima K, Tominaga K,
Kuroiwa K, Matsuura T, Endo H. Inhibition of
nuclear-cytoplasmic trafficking of Drbl/RBM45
induces toxic cytoplasmic aggregates. The 21st
Annual Meeting of the RNA Society. Kyoto, Japan,
June 28-July 2, 2016



