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1. Supplementary figures
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Figure S1. Mtln influence on kidney structure and metabolism. (a) Hematoxylin/eosin staining of
kidney samples from the 18 months old wild type male (right panel) and AMt/n-1 (left panel) male
mice showing signs of pathology such as immobility, recumbency, rough hair coat, hunched pos-
ture, weak reaction to external stimuli (right panel). Vacuolar degeneration of proximal channels is
visible on the panel corresponding to the Mtln deficient mouse (left). (b) Hematoxylin/eosin staining
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of kidney samples from the 6 months old wild type male (right panel) and AMtIn-1 (left panel) male
mice. No signs of pathology are visible at this stage.
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Figure S2. (a) Relative abundance of the octameric and dimeric forms of the mitochondrial creatine
kinase (mtCK) in the kidney mitochondrial extracts of the wild type male (green bars, n=8) and
AMtIn -1 male (red bars, n=9) mice. (b) Mitochondrial (left group of bars) and cytosolic (right group
of bars) creatine kinase activity for the kidney extracts of the wild type male (green bars, n=12 sam-
ples) and AMtin-1 male (red bars, n=12 samples) mice. (c) OCR of kidney mitochondria extracted
from the wild type male (green bars, n=6) and AMtln-1 male (red bars, n=6) mice. The first group of
bars correspond to the respiration on palmitoyl carnitine only, the second group corresponds to the
stimulation of the same process with excess of ADP (state 3), the third group corresponds to the
ADP exhaustion (state 4), the fourth one to the following stimulation of respiration by addition of
creatine.
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Figure S3. Quantitation of the selected mitochondrial proteins (Mfn2, Opal, Cyb5r3 and Vdacl)
indicated above the bars by immunoblotting. Kidney extracts from the wild type male (green bars,
n=3) and AMtIn-1 male (red bars, n=3) mice are used for immunoblotting (Figure 4c, main text).
Quantitation of the corresponding bands was done with Image] software and related to that of the
loading control (Gapdh).



