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Muscle fiber type specific dystrphic phenotype in murine model of nuclear
envelopathies and NQO1 as a target for potential therapy
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Nuclear envelopathies are tissue-selective diseases that affect differently
in organ systems. Mutations in nuclear envelope proteins, emerin (EMD) and lamin A/C (LMNA) genes,
cause myopathy called Emery-Dreifuss muscular dystrophy (EDMD). Since there was no suitable model
existed, the underlying molecular mechanism of skeletal muscle involvement in EDMD has not been
clarified. Recently, we generated double mutant (Emd-null/LmnaH222P/H222P mutant; EH) mice which
show the progression of muscular dystrophy before appearance of cardiac dysfunction similar to EDMD
patients. From a micro-array analysis, some genes related to mitochondria functions are altered,
especially in a NQO1 levels. In this study, several potential drugs for upregulating NQO1 levels are

administered to evaluate the effectiveness in skeletal muscle phenotype in EH mice.
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