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INTRODUCTION

~~  Mitochondria are fundamental intracellular organelles for the production of ATP that is necessary for nearly all cellular functions. In particular, neurons
strictly depend on mitochondrial energy metabolism. Therefore mitochondrial alterations can be critical for the pathogenesis of neurodevelopmental
desease!. Rett syndrome is a neurodevelopmental disease that affect almost exclusively females with a frequency of 1: 10,000. In most of the cases it is
caused by mutations in X-linked methyl-CpG binding protein-2 gene (MECP2) and it is characterized by an early neurological regression, followed by loss of
acquired cognitive, social and motor skills?. There are a lot of emerging evidences that indicates an oxidative imbalance and a complex mitochondrial
alteration that could have a central role in the pathogenesis of the syndrome3. The aim of the study is the investigation of the possible role of
mitochondrial nutrient as Coenzyme Q,, (CoQ,,), a lipophilic endogenous cofactor with bioenergetic and antioxidant property and other nutrients, in
ameliorating the mitochondrial dysfunction that can characterizes Rett patients.
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