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New therapeutic approach of myofibrillar myopathy by mitochondrial protection
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It is hypothesized that BCL-2 associated athanogene (BAG) 3 can play an important
role in cytoprotective effect of BCL-2, antiapoptotic factor, by direct protein-protein interaction. We
examined changes in BAG3 level in myocardium in myofibrilallar myopathy (MFM) mouse model. In MFM mouse
heart, marked increase in BAG3 level was detected. In order to analyze the role of BAG3 in
cardiomyocytes, knockdown apﬁroach using si-RNA targeting to BAG3 was performed. The knockdown of BAG3
enhanced apoptotic cell death in cardiomyocytes. These results suggest that BAG3 may play a protective

role in cardiomyocytes.
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