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TAR DNA binding protein of 43 kDa (TDP-43) is a major protein of ubiquitinated cytoplasmic
inclusions in glia and neurons in amyotrophic lateral sclerosis (ALS). TDP-43 has been
reported to associate with nuclear bodies: Cajal bodies, GEM bodies, PML, and SC35.
Therefore, we focused on Cajal bodies. The mean number of Cajal bodies in sporadic ALS
cases was statistically decreased than that in controls. Cajal bodies play an important
function as maturation of small nuclear and nucleolar ribonucleoproteins. Taken together,
neuronal death may be caused by dysregulation of transcription in ALS motor neurons.
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lateral sclerosis, ALS) 1%, R7ZIIERA BN Y D 7 = /MR
B AN IRFRENER S LTV AW EXF UMED skein-like EAKEZGRD 5.
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(familial ALS,FALS) T#& 5. FALS O H The
H OB E N E WO DN Cu/Zn superoxide
disumutase 1 (SOpI) DOEHEI|ZX D ALS1I T
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I T&7- (Tan » Acta Neuropathol
2004 ).

2006 Rk SALS IO SN L EXFF
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LG, [FAIBRIC TDP-43 BtEE AR A TR
AP B Frontotemporal lobar degeneration
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(FTLD-U) & fitiz TDP-43 Rt AR % B Ak
T % — H O MR A MR B “TDP-43
proteinopathies” & L Cidik I B IlcWiz
-7~ (Kwong & Acta Neuropathol 2007). L
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%9 FALS FRICHWT TDP-43 2 21— R
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(Ayala & FEBS Lett 2006) , &fEEZN/IMA
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Proc Natl Acad Sci USA 2002) 2345 &
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2T, BEEEMPo TDP-43 % siRNA T
knock down L, fRFEHREN/INMETH D
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GeneChip Whole Transcript Sense Target
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7-. Genespring GX ver. 11(Agilent
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i L7z,
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277,

(2) Cajal /MR BE 53 5 1K+
MG PEALSHIER] & =2 > b v — LBJERF|DCajal
IIMEROIEEE = SEMIE, IIFEMEALS @ 8. 06+

1.97/1fifm, ==> hm—/b 1 17.19%+1.82/1
Ml CHoT=. ZEr AT v 7N CIE
, ALS(odds ratio:0.041(P=0.033)) & HElAH
F8 (odds ratio : 1.002(P=0.003)) A%, Cajal
IMEEIZH ST DR TH Y, ALSOFF/EE
Cajal/MEE DB DIRFTH -~ 7~.
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D
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BB b E R LICEB 70D, HEHICBEE
DHDHHERE T TV — %2 RET D701
Gene Ontology (GO) fiftdT % <kt L 7=. 820GO
term®B &5, EOWEM200FC, |
cytoplasm| Tlintracellular organelle] [
membrane—bounded oroganelle] [organelle
component organization and biogenesis| [
Golgi apparatus] 7¢ EHIAEWN/INEEIZRET 2
termMPIIEFN TV, —F, REEBICAR
72 b & R LT B s 1 (1238 51) C, [FlEk
DFFFTZFERML, 11060 wm#%Eht#
, FNOORNZIBOEED 7 T — X780
LR TE.
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7o 3y ha— LS SEFI DN 17. 19+ 1. 82
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