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In our previous studies, we found that COQ2 mutations are associated with
familial as well as sporadic multiple system atrophy (MSA). To quantitatively evaluate the altered
functions of C0Q2 coding for an enzyme in the biosynthesis of CoQ1l0, we measured oxygen consumption
rates (OCR) of yeast harboring mutant human C0Q2 cDNA employing a Flux Analyzer. We prepared mutant
yeast with a deletion of yeast C0Q2 gene. We then transformed the yeast with mutant human COQ2 cDNA,

and measured the OCRs of these yeast strains. We demonstrated that OCRs of yeast harboring V393A, a
susceptibility variant for sporadic MSA, or M128V, a causative mutation for familial MSA, are
significantly decreased. The results suggest that OCR measurement may be utilized as a surrogate
marker for MSA.
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