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Mucolipidosis is one of the lysosomal storage diseases that the transport of most of
the lysosomal enzymes to the lysosome is affected, however the cellular pathology of
the disease is not elucidated. And the treatment such as enzyme replacement
therapy for some lysosomal diseases is not established. On this research we aimed to
clarify the cellular pathology in the patient skin fibroblasts and found new pathology.
We also analyzed the cellular effect of the mixed lysosomal enzymes which are
extracted from the normal cells with NH4Cl, and the many cellular effects were
proved.
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