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Characteristics of mitochondrial B-oxidation deficiencies!!]

Why study acylcarnitines profile ?

CHs C
across mitochondrial inner membrane ,rlf\’/?\/coo Acylcarnitines have an important role in metabolism and are
— In the mitochondria, the acyl-CoA undergo 3-oxidation gt CHa, markers of several deficiencies profiles  are different

— Supply of ATP to organs with high energy needs

Acylcarnitine structure

Development of the analytical method!?]

Column : Acquity Premier HSS T3 1,8 um 2,1*100 mm
A : H,0, 5 mM Ammonium acetate, 0,1% formic acid

depending on the anomaly. Measuring them in blood or
plasma is essential to understand metabolism and could be a
powerful diagnostic tool.
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- Conclusion and perspectives
15  The method developed allows a good separation of the acylcarnitine family.
10 — LOD, LOQ, linearity still need to be determined to validate the method.
5 »  Extraction (2) seems to offer better results than extraction (1).
0 I I - - 1B — Extraction steps could be simplified to reduce time extraction.
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important complement to the profile of labelled fatty acids already proposed.
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