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Disease models

Mouse model of 
Charcot-Marie-Tooth 
disease (CMT) type 4E

A mouse model of congenital hypomyelinating neuropathy 
could be useful for guiding the development of strategies to treat 
CMT. Mice with an I268N mutation in early growth response 
2 (Egr2) develop progressive sensory loss and weakness in the 
extremities similar to that of CMT patients. The mutant Egr2 
protein could not interact with transcriptional co-regulatory 
proteins or properly activate transcription of target genes needed 
for normal peripheral myelin development. One limitation of the 
mutant mice is that they only live for 17 days. According to the 
researchers, the mouse model is ready to be used.
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