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Abstract

We study Cockayne syndrome, a rare genetic disease characterized by precocious 
ageing and neurodegeneration, the cause of which is generally attributed to a DNA 
repair defect. Our data point to mechanisms that imply oxidative and nitrosative stress 
and lead to mitochondrial dysfunction and transcriptional reprogramming. In the 
absence of reliable animal models, we have generated neural organoids by reprogramming 
cells of patients with diverse clinical severity, to investigate neurological defects in a 
context of accelerated ageing. 
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