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pedal of a pneumatic ergometer



Stepwise aerobic exercise, until 40‐60% PCr consumption 6 steps of 3 min, with progressive increases in load, determined from cross‐sectional areas (20 to 90 cm2) Initial output  0.7 to 2 watts  Maximum  duration: 18 minutes The ergometer monitors the actual work
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Creatine Rephosphorylation Rate • Independent of Workload • Proportional to Mitochondrial Oxidative Phosphorylation Rate ALW Institut de Myologie
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• Direct Method : VATP = dPCr/dt • Indirect Method : Kinetic Control by ADP Thermodynamic ALW Institut de Myologie
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# Exercise Intolerance altered metabolic efficacy W/Pi/PCr # Diagnosis of type V, type VII glycogenosis phosphorylase defect absence of end-exercise acidosis # Evaluation of mitochondriopathies IF muscular involvement TCr increased; (Pi/PCr increased at rest)
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