Genetic leucodystrophies as a model of oligodendrocyte dysfunction
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Leukodystrophies are a group of orphan genetic diseases that primarily affect the white matter (WM) of the brain. Glial
cells play a major role in the structural, metabolic and trophic support of axons. Diversity of the genetically determined
defects that interfere with glial cell functions explain the large heterogeneity of leucodystrophies that may be classified:
According to neuropathology (staining: ortochromatic, metachromatic, sudanophilic;  site of demyelination: sparing U
fibres,etc; associated findings). According with clinical aspects (peripheral nerve, muscle, eye involvement,
macrocephaly, tendinous xanthomas, premature aging,, skin and bone changes, endocrine involvement:
adrenocortical or ovarian insufficiency, diabetes, etc.). According to biochemical abnormalities. According to molecular
genetic abnormalities. We will report the main well known forms (Adrenoleucodystrophy, Metachromatic
Leucodystrophy, Krabbe Disease) and some rarer conditions as Vanishing White Matter disease, Vacuolating
Leucodystrophy, Alexander disease, Spheroid leukoencephalopathy, etc., and also some recently identified forms,
describing the clinical findings for clinical suspicion and the pathogenetic mechanisms.
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