	Supplementary Table 1. Consistency between enzyme assay results from skeletal muscle biopsy samples and cultured fibroblasts

	
	
	
	
	

	　
	Skeletal muscle

	
	Decreased
	Normal activity
	Total

	Fibroblasts
	Decreased
	13
	6
	19

	
	Normal activity
	7
	11
	18

	
	Total
	20
	17
	37

	Cases with mutations in the MT-ATP6 gene were not included in this analysis



