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Gene analyses and neural crest stem cell therapy in Hirschsprung®s disease and
allied disorders.

Shimojima, Naoki
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A final goal of our project is to establish a cell transplant therapy for
Hirschsprung®s disease and allied disorders. Understanding the etiology of diseases is very important, so
we began with gene analyses using human samples from patients with hypoganglionosis. To date, we
identified 2 candidate genes which might be causative genes.
For a better understanding of etiology of hypoganglionosis, populations of ganglion cells and glial cells
were analyzed quantitatively. Immunohistochemical staining for enteric nerves and glial cells were
performed. Ganglion cells and glial cells were both decreased in number but the ratio of glial cells to
ganglion cells was significantly lower in hypoganglionosis. Thus, the result from a disturbed generation
of trophic factors by accompanying glial cells might be an etiological factor for the decreased number of
ganglion cells in hypoganglionosis.
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Number of cases 24 26
Age 47.8 =59.7 (months)  28.9 *=65.7 (months)
1day — 15 years 1day — 25 years
Gender
male 13 12
female 11 14
Location
jejunum 13 8
ileum 8 16
colon 3 2
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