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Batten's Disease - An update. 

Mr Glenn Anderson, Head Biomedical Scientist, Great Ormond Street Hospital for Children, London. 
Batten Disease or Neuronal Ceroid Lipofuscinoses (NCLs) are the most common neurodegenerative disorders of childhood. This group of diseases is characterized by recessively inherited symptoms, including progressive visual loss, seizures and dementia. A proteolipid storage product deposits in the lysosomes of neurones and a variety of other tissues. Eight NCL subtypes are currently recognised and distinguished by age at clinical onset and ultrastructural appearance of stored inclusion.

In the classical infantile form (1NCL; NCL 1) the deposits have been described as granular osmiophilic deposits (GROD) and may be present as single globules or aggregates. Electron microscopy in late infantile Batten disease (LINCL - CLN2) is characterized by the presence of curvilinear profiles. Juvenile Batten (JNCL; CLN3) show pure fingerprint bodies in neurones and a mixture of fingerprint/curvilinear profiles in other tissue sites. The ultrastructural patterns in the remaining forms of NCLs can be varied and less defined and diagnosis should be correlated with clinical and molecular genetic studies.
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