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Table 1. Comparison of the mean values of basal (BR), maximal respiration (MR), ATP production and

spare respiratory capacity (SRC) measured under normal (N) or restricted (R) conditions in patients

(n=5) and controls (n=5). p values are only shown in case of significant differences between two
conditions. -RSV = without RSV.

Controls
-RSV 10 uM RSV 20 uM RSV
N R % N R p value N R p value
(mean) (mean) value (mean) (mean) (mean) (mean)

Basal 59.24 14.19 <0.0001 56.11 18.91 <0.0001 45.44 24.84 <0.0001
MR 212.3 78.04 <0.0001 191.3 87.21 <0.0001 190.4 103.8 <0.0001
SRC 156.4 57.88 <0.0001 135.2 68.79 0.0006 137.3 79.22 <0.01
ATP 45.64 10.67 <0.0001 40.39 18.9 <0.0001 37.24 24.84 0.0005

Patients
-RSV 10uM RSV 20uM RSV
N R P N R p value N R p value
(mean) (mean) value (mean) (mean) (mean) (mean)

Basal 41.71 16.52 <0.0001 39.19 23.8 <0.0001 35.44 21 0.0004
MR 153.3 66.87 <0.0001 169.2 81.92 <0.0001 164 71.5 <0.0001
SRC 144.1 50.34 <0.0001 115.8 62.84 0.02 116.8 48.38 <0.0001
ATP 33.51 12.45 <0.0001 28.82 23.8 29.4 21 0.02

Table 2. Relative expression rates of the genes SIRT1, SIRT3, PGC-1a, Nrfl and Tfam in myoblasts
between patients (n=5) and controls (n=5) under normal (N) or restricted (R) conditions. p values are
only shown in case of significant difference between patients and controls. -RSV = without RSV.

N conditions

-RSV 10uM RSV 20uM RSV
Controls  Patients p Controls  Patients p Controls Patients p value
(mean) (mean) value (mean) (mean)  value (mean) (mean)
SIRT1 0.56 1.26 2.65 2.463 0.84 0.67
SIRT3 0.4 0.77 1.77 1.49 1.07 0.57
PGC-1a 0.3 0.27 1.41 0.94 0.45 0.54
Nrfl 0.57 0.93 2.68 1.21 0.04 116 0.9
Tfam 2.99 2.71 12.44 8.34 0.01 4.96 1.53 0.03
R conditions
-RSV 10uM RSV 20uM RSV
Controls  Patients p Controls  Patients p Controls Patients p value
(mean) (mean) value (mean) (mean)  value (mean) (mean)
SIRT1 2.04 3.19 0.82 0.95 7.1 5.82
SIRT3 21 2.9 1.47 1.36 3.46 1.45 0.003
PGC-1a 17.8 47 <0.0001 8.3 3.78 0.005 19.97 443 <0.0001
Nrfl 1.87 297 0.77 0.79 3.51 3.7
Tfam 4.45 44 2.67 2.27 7.55 2.7 0.002




