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A morphological approach to the etiology of axonal degeneration in a neuroaxonal
dystrophy mouse

yoshikawa, hiroo
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To elucidate an etiology of neuroaxonal dystrophy, dorsal ganglion neurons

of the gracile axonal dystrophy (gad ) mice which are caused by an in-frame deletion including exons

7 and 8 of Uch-L1, encoding the ubiquitin carboxy-terminal hydrolase (UCH) isozyme (L1), were
studied in vitro. Administration of antibodies against axonal flow motor molecules, or chemicals
such as taxol or colchicine could not reproduce the similar pathology to axonal dystrophy.
Lysosomal-associated membrane protein 1 (LAMP-1), microtubule-associated protein 1A/1B-light chain 3

(LC3), and the ubiquitin-binding protein p62 were, however, expressed intensively at the gracile
nucleus on immunohistological study.
The present data suggest elevated function of autophagy in gad mice. Especially, p62 which is an
autophagosome cargo protein may compensate for impaired proteolysis through the ubiquitin-proteasome
pathway which causes accumulation of undigested organella.
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