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Functional analysis of peroxisomal membrane translocator
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Peroxisomal matrix proteins are imported into peroxisomes via
membrane-bound docking/translocation complex comprising as a major component membrane peroxin Pexl14p
that binds Pex5p. In this study, we isolated three types of Pex14p complexes, termed complexes I,

I, and 111, as a docking/translocation complex. Transition of Pex14p complex structures between
complexes I, Il, and Il more likely plays important roles in matrix protein import.

Next, using clinical exome sequencing (ES), we identified an autosomal recessive missense variant,
€.153C>A (p.F51L), in the peroxisome biogenesis factor 26 gene (PEX26) in a 19-yr-old female who was
referred for moderate to severe hearing loss. The functional data of Pex26p support the mild
phenotype of non-syndromic hearing loss in patients harboring the F51L variant in PEX26.
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