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Network formation of enteric ganglion cells with Hirschsprung disease model
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Hirschsprung disease is one of the major intestinal motility disorder,
caused by the partial loss of intestinal ganglion cells derived from the absence or impaired
migration of neural crest derived cells in early embryonic period. In this study, we established a
new animal model for intestinal motility dysfunction by using the transgenic mouse strain, whose
neural crest derived cells are labeled with green fluorescent protein. The analysis of the
differentiation status of neural crest-derived cells and the functional abnormality of the
gastrointestinal motility indicated that this model mouse continuously showed the similar phenotypes

and pathophysiological courses of the human Hirschsprung disease patient. By creating a new disease
model animal, it was possible to reveal a part of complicated mechanisms for the normal network
formation and also a part of pathogenesis for intestinal motility disorder in vivo.
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