Controls (n=3)

PMM2-CDG (n=8)

Maximal Respiration

0.91

1.18

0.9

0.95

0.56

0.69

0.48

0.39

0.77

0.82

0.51

ATP- linked Respiration

0.97

0.99

1.13

1.32

0.64

0.64

0.48

0.44

0.9

0.98

0.69

Supplementary Table 1. Datapoints of maximal respiration and ATP linked respiration as measured by the MitoStress

assay.

Controls (n=5)

PMM2-CDG (n=8)

glycoATP production
rate (pmol/min) 0.83| 085 122| 0.84| 1.26| 097| 0.70| 047| 061]| 0.72]| 0.85| 0.91]| 0.38
mitoATP production
rate (pmol/min) 1.09| 151 0.81] 1.08| 051| 09| 042| 1.25| 0.87| 0.78| 153 | 1.31| 1.22
total ATP production
rate (pmol/min) 090 102 111 091| 1.06| 0.97| 063| 067 0.68| 0.73| 1.03| 1.01| 0.60
XF ATP rate index 1.20| 1.70| 058 | 117| 035| 096 | 048| 246| 1.22| 099| 160 1.32| 3.34
% of glycolysis 092 0.84| 110 093] 1.21] 101 116| 069| 092 1.00| 0.83| 0.89| 0.68
% of oxidative
phosphorylation 1.21 |144 [0.72 |119 |043 /098 |056 [1.84 |1.22 |1.00 [1.45 |1.29 |1.86

Supplementary Table 2. Datapoints of glycoATP, mitoATP and total ATP production rates, XF ATP rate Index,% of
glycolysis, % of oxidative phosphorylation as measured by the MitoStress assay.




