Figure 6A. COQ4 in brain of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 6, 7, 12 and 13 are represented in Figure 64 in the main text.
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Figure 6B. COQS in brain of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 9, 10, 13 and 14 are represented in Figure 6B in the main text.



Figure 6C. COQ6 of brain of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 7, 8, 13 and 14 are represented in Figure 6C in the main text.
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Figure 6D. COQ7 of brain of wild-type and mutant mice with and without treatment.
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Note: lines 1, 2, 5, 6, 12 and 13 are represented in Figure 6D in the main text.



Figure 6E. COQS8A in brain of wild-type and mutant mice with and without treatment.
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Note: lines 2, 3, 5, 6, 11 and 12 are represented in Figure 6E in the main text.
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Figure 6F. COQ4 in kidney of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 7, 8, 14 and 15 are represented in Figure 6G in the main text.



Figure 6G. COQS in kidney of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 7, 8, 14 and 15 are represented in Figure 6H in the main text.



Figure 6H. COQ6 in kidney of wild-type and mutant mice with and without treatment.

1 L1 i 1
¥ ’-' - , -~ : -
COQ6 (51 kDa) P Pre-cut
Q6 ( a) membrane
Standard Spectra Multicolor
Broad Range™
THERMOFISHER
‘ Coq9+* Coq9R239X Coq9R239X +8-RA
1 |1 i 1
TOM20 (16kDa) P> — .
Pre-cut
membrane

Note: lines 4, 5, 9, 10, 13 and 14 are represented in Figure 61 in the main text.



Figure 61. COQ7 in kidney of wild-type and mutant mice with and without treatment. Pre-cut
membranes
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Note: lines 3,4, 10, 11, 13 and 14 are represented in Figure 6J in the main text. U=Unrelated to this study



Figure 6J. COQS8A of wild-type and mutant mice with and without treatment.
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Note: lines 4,5, 7, 8, 12 and 13 are represented in Figure 6K in the main text.



Figure 6K. COQ4 in heart of wild-type and mutant mice with and without treatment.
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Note: lines 1,2 and 9-12 are represented in Figure 6L in the main text. U=Unrelated to this study



Figure 6L. COQS in heart of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 10, 11, 12 and 13 are represented in Figure 6M in the main text. U=Unrelated to this study



Figure 6M. COQ6 in heart of wild-type and mutant mice with and without treatment.
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Note: lines 3, 4, 9, 10, 13 and 14 are represented in Figure 6N in the main text. U=Unrelated to this study



Figure 6N. COQ?7 in heart of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 9, 10, 13 and 14 are represented in Figure 60 in the main text. U=Unrelated to this study



Figure 60. COQ8A in heart of wild-type and mutant mice with and without treatment.
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Note: lines 4, 5, 9, 10, 13 and 14 are represented in Figure 6P in the main text. U=Unrelated to this study



