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Fig. 1. A 11X7Xx6cm sized protruding mass on the
serosal surface of the jejunum. Case 1.

Fig. 2. Microscopic findings showing clusters of
mature ganglion cells in the well-differe-
ntiated neurofibroma. Case 1. (H & E, X
250)

.
: . i i
Fig. 3, Cutaneous neurofibromas associated with
café au lait spots. Case 2.

i »

Fig. 4. A large protruding mass with central nec-
rosis on the seroal surface of the ileum.
The arrow indicates a small fistulous open-
ing. Case 2.

Fig. 5. The thickening of the appendiceal wall
with narrowing of the luman. Case 2.

Fig. 6. Microscopic findings showing bundles of
smooth muscle fibers with mild pleamor-
phism and rare atypical mitotic figures.
Case 2. (H & E, x250)
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Fig. 7. Microscopic findings of appendix showing
diffuse hyperplasia of nerve and smooth
muscle fibers. Case 2. (H & E, Xx100)

2485 ¥qch(Fig. 7).
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Gastrointestinal Tumors Associated with von
Recklinghausen’s Neurofibromatosis
—A report of two cases—

Mee Ja Park, M.D., Hye Yeon Kim, M.D.,
Nam Hee Won, M.D., Insun Kim, M.D.,
Kap No Lee, M.D. and Seung Yong Paik, M.D.

Department of Clinical Pathology, College

of Medicine, Korea University

Neurofibromatosis, first clearly described by von
Recklinghausen in 1882, is a dominantly inherited
mesodermal and ectodermal dysplasia with a broad
spectrum of clinical findings.

Most common is the classical neurofibromatosis,
(1) multiple
neural tumors dispersed anywhere on or in the

which has three major features:

body; (2) numerous pigmented skin lesions, some
of which are “café au lait” spots; and (3) pig-
mented iris hamartomas also called Lisch nodules.
Other lesions sometimes seen in patients with
von Recklinghausen’s disease include congenital
malformations of various types, vascular lesions,
neurilemoma meningioma and other intracranial
neoplasms, pheochromocytoma, medullary carcin-
oma of thyroid gland, neuroblastoma, ganglione-

uroma and Wilms’ tumor.
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Approximately 10% of the patients with neuro-
fibromatosis have the gastrointestinal tract tumo-
rs as neurofibroma, ganglioneuroma and leiomy-
oma. Some of them show evidence of malignancy.

Increased activity of the protein “nerve growth

factor” in the sera of the patients with dissem-
inated neurofibromatosis has been reported. We
would like to report here two cases of von Reck-
linghausen’s neurofibromatosis with involvement

of the gastrointestinal tract.
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