Acylcarnitine 

Analysis of carnitine and glycine esters has become an important part of the investigation of :

· organic acidopathies 

· mitochondrial β-oxidation
· fatty acid oxidation disorder: All but one is associated with either an increased or decreased concentration of total carnitine in the plasma and tissues. In carnitine transporter defect, plasma carnitine levels are severely decreased (<5% of the normal level). In carnitine palmitoyl transferase-1 (CPT-I) deficiency, total carnitine levels are increased (150-200% of the normal level). In all other defects of fatty acid b-oxidation, total carnitine levels are reduced to 25-50%.

