Effects of CoQ10 replacement therapy on the audiological characteristics of pediatric patients with COQ6 variants
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Human AMACALGYD | HFHDKK | LLLEAGPKKVLEKL LTKQLEAVSDRVTVLYRSKAI QNVSWNYDQSAVVATLHLSEATENNVAWQRFLPSGP | ALLPLSDTLSSL
Chimpanzee AMACALGYD | HFHDKK | LLLEAGPKKVLEKL LTKQLEAVSDRVTVLYRSKAI QNVSWNYDQSAVVATLHLSEATENNVAWQRFLPSGP | ALLPLSDTLSSL
Mouse AMACALGHD I HFHOKK | LLLEAGPKKALEKL LTKQLEAVADRVKVLYESKAV QNVSWKYDQSAVVATLHLSEATENNVAWQRFLPSGP | ALLPLSDTLSSL
Chicken AMAAALGHD I HFHDKK I ALLEAGPRKEY-HL ~ VTKQLDAVADRVEVFYGSRAV QNI EHQYDQSAVVATLHLSEATONNVAWQRFLPTGP | ALLPLSDTASSL
Frog AMACALGSDPHLQHKKVLLLEAGNRKPFDHL LTKQLELMSDHVEVMYRSRAL QSVQWNYNHAAVVATLHLSEATDNNVAWQRFLPTGP | ALLPLSDTCSSL
Zebrafish AMACSLGLDPNLTGKK | LLLEAGHEKKMOK | LTKQLQTLSDHVKVQYRTKVY PTVKWNYDQSAVVAVLHLSEPTENNVAWQRFLPTGP | AMLPLSDTESSL

Supplementary figure S1. Genotypes and domain maps of COQ6 variants. (a) Exon structures of COQ6 cDNA and the variants. Variants encountered in our cohort are

colored red. (b) Conservation of the affected residues (arrows) among species was documented for all COQ®6 variants observed in the present study.



