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Analysis of polyglutamine aggregation protein in ALS/FTLD
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Some of polyglutamine aggregate protein also has been shown to be a
pathological gene or aggregation protein of amyotrophic lateral sclerosis(ALS)/frontotemporal lobar
degeneration(FTLD). These facts indicated the possibility that shared pathway may exist in the
degenerative process of polyglutamine diseases and ALS/FTLD. We aimed to identify novel ALS
pathologically relevant molecules by pathological examination in autopsy tissue and to analysis of
the pathological form and the characteristics of clinical course. We showed matrin 3 which is one of

polygulutamine aggregate protein was a component of intracytoplasmic inclusion bodies in sporadic
ALS. Additionally, mutation of MATR3 was reported as familial ALS responsible gene in 2015. Our
results indicated that the broader involvement of matrin3 in ALS/FTLD and polyQ diseases.
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MATRS3-positive NCls
Positive Negative Pvalue
Cases Cases
(n=9) (n=6)
Age at death 70.33 + 70.67 +
0.8130
(years) 17.32 13.65
Clinical phenot
el PREIOPE 500 312 0.7974
(U/L/B)
Gender
7/2 5/1 0.8662
(male/female)
Disease duration 14.22 + 36.83 +
0.0291*
(months) 10.28 21.22
. . 1328 + 1325+
Brain weight (g) 0.6070
94.80 180.19
Stage of pTDP-43
2/2/1/4 1/1/0/4 0.5932
(stagel/2/3/4)
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