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Experimental study for the treatment of neuronal degeneration in lysosomal storage d
iseases by modification of autophagy

TANAKA, Akemi
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Autophagy is an important factor in the degeneration of neuronal cells of lysosoma

I storage diseases. We did an experimental study of modifying the autophagy to treat the neurodegeneration
in the brain of the mucopolysaccharidosis type Il model mouse (1DS-KO).

SCMAS staining of the brain of IDS-KO showed abnormal stimulation of autophagy in various cells especially
in neuronal cells, which began from around 6 weeks old IDS-KO. At age 25 weeks, abnormal inclusion bodies
appeared in the cytoplasm of neuronal cells of IDS-KO brain, which was not existed at age 20 weeks. We ad

ministered chloroquine to IDS-KO orally from 4 weeks old until the examination at 25 weeks old, which find

ings of the brain were similar to those of 20 weeks old IDS-KO. The result suggested that the inhibition o

f autophagy could suppress the disease progression in the brain of IDS-KO.
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