
chain deficiencies (Schuelke et al. 1999, de Lonlay-Debeney
et al. 2000). Conversely, respiratory chain deficiency could be
regarded as a secondary event in AGS, as cytokines are known
to down-regulate mitochondrial gene expression with a
reduction in cellular ATP levels (Lou et al. 1994, Lewis et al.
1996) and to mediate organ inflammation leading to mito-
chondrial dysfunction (Kaneda et al. 2003). Moreover, IFN-α
has been shown to depress mitochondrial respiration in
vitro, by depleting mitochondrial transcription factor A
(Inagaki et al. 1997). However, none of the genes involved in
cytokine pathways has been identified at the 3p23 locus.

Whatever the mechanisms of the oxidative phosphoryla-
tion defect, this observation should prompt the investigation
of oxidative phosphorylation in AGS and conversely the
assessment of CSF IFN-α in respiratory chain deficiency. We
suggest, therefore, that genetic disorders of the mitochondr-
ial respiratory chain should be regarded as a possible cause
or consequence of AGS.
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We would like to correct an error that was printed in the above mentioned article:
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