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Study on the mechanism of inflammation in the CNS of gangliosidosis
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Sandhoff disease §SD), which is one of the lysosomal storage diseases, is a
pathological condition in which undegraded glycolipids accumulate in the central nervous system(CNS)
due to a congenital deficiency of B -hexosaminidases A and B, which reside in lysosome. As a result
of accumulation of the undegraded substances, neuronal disturbance progress.

However, in our study, the progression of SD pathology is not only caused by the accumulation of the
glycolipids in the CNS, but also caused by the autoantibody formation because the undegraded
substances potentially become autoantigen. In addition, the accumulation found in this study
directly stimulates astrocytes via Toll-like receptors (TLRs) 2,4, and TNF-a and IL-13 are
produced ig the CNS. It was confirmed that an inflammatory reaction was triggered, and the condition
progressed.
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