
TCA 
Cycle

Metabolism of 
VAL, ILE, THR, MET and
Odd Chain Fatty Acids

↑ propionyl carnitine*
↑ propionyl glycine*
↑ 3-OH-propionate*
↑ propionic acid*
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Urea 
Cycle

propionic acid + oxaloacetate →
↑ 2-methycitrate*

↑ NH3*

* Analytes that may accumulate in abnormal concentrations in individuals with PROP

inhibits
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