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Diffuse Ganglioneuromatosis of Appendix associated with Von
Recklinghausen's Disease
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Gastrointestinal ganglioneuromatosis is a rare neoplastic condition that can occur in associa-
tion with von Recklinghausen’s disease with multiple endocrine neoplasia type Il B. The main
locations are the ileum, colon, and appendix. We report a case of diffuse ganglioneuromato-
sis of the appendix associated with a mesenteric and ileocecal plexiform neurofibroma in von
Recklinghausen’s disease.
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Fig. 1. The cut surface of mesenteric and ileocecal mass shows Fig. 3. Hypertrophied myenteric nerve plexuses with mature gan-
gelatinous and multinodular growth pattern. The appendiceal cut glion cells (A), and several mature ganglion cells (arrows) in appen-
surface shows white and slightly mucoid appearance in the thick- diceal mucosa are mixed with Schwann-like cells (B).

ened wall.

Fig. 2. The tumor cells of plexiform neurofibroma show markedly 2 99t}
elongated nuclei, with a wavy, serpentine configuration and point-

ed ends (A), and markedly hypertrophied nerve plexuses in the

entire appendiceal wall (B).
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