36 Asidan

Asidan
(SCA36)
ubiquitin p-62
GGCCUG RNA-foci
A B
36 Asidan 50 86
57
74
74
86 86
“ Asidan” CT
nucleolar protein 56 NOP56
GGCCTG SPECT
6 86 4
Asidan
29

100



990

Bunina
inclusion

Lewy body-like hyaline

NOP56

NOP56 TDP-43 ataxin-2

ALS TDP-43

ubiquitin
p-62
TDP-43 ataxin-2 tau
a -synuclein
RNA-FISH
GGCCUG
RNA-foci
33.3
RNA-foci 3
1y m  RNA-foci
1 “ single small foci”
1y m  RNA-foci 3-7
“ multiple small foci” 3-10p m
RNA-foci 1 “ giant
foci” giant foci
95
RNA-foci

NOP56 TDP-43 ataxin-2
ubiquitin -62

Lewy a -synuclein

Pick



Asidan/SCA36
ubtquitin/p-62
TDP-43
RNA-foci
Asidan/SCA36
LB
C9orf72 GGGGCC
ALS PDC

a -synuclein
incidental

F

1

1) Miyazaki K, Yamashita T, Morimoto N,
Sato K, Mimoto T, Kurata T, lkeday,
Abe K: Early and selective reduction

102

of NOP56 (Asidan) and RNA processing
proteins in the motor neuron of ALS
Res 2013; 37:

model mice. Neurol

744-754

2
1) ALS/SCA
crossroad mutation Asidan

37

2013 9



SCA36)

SCA/ALS crossroad mutation Asidan

!

|

1 Anterior horn
Al
Sa
[

100 Hypoglossal

(uoy2as/unod)
SUONAN J0JOJA] JO Jaquny

103



