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Cancer Hairy and enhancer 
of split1 (HES1); 
notch homolog 
1 translocation-
associated 
(Drosophila) 
(NOTCH1); 
tenascin-C (TNC)

A study in human samples and in cell culture 
suggests that targeting the NOTCH pathway 
and TNC could be useful for treating pediatric 
ependymomas, or tumors in the lining of the CNS 
ventricular system. In 59 human ependymoma 
tissue samples, gain-of-function mutations occurred 
in regions that contain the genes for NOTCH1 
and TNC, which have been linked to brain 
tumorigenesis. The tissue samples also showed 
greater mRNA expression of Notch1 and TNC than 
control cancer tissue samples. Next steps include 
evaluating the antitumor effect of γ-secretase 
inhibitors, which prevent NOTCH1 signaling, in 
preclinical ependymoma models. 
At least five companies have compounds in 
development targeting the Notch signaling pathway.
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