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Impaired ER-Golgi trafficking as a novel cellular pathology for
Pelizaeus-Merzbacher disease
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The purpose of this study is to delineate the cellular pathogensis of a
hypomyelnating leukodystrophy, Pelizaeus-Merzbacher disease caused by amino-acid substitution in the
PLP1, which a myelin membrane protein in the central nervous system. In addition to the unfolded
protein response, we identified that the mutant PLP1 disturb the transport of normal membrane and
secretary proteins by impairing the formation of COPII vesicle that serve as transporting vehecles
from ER to Golgi apparatus.
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