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A case of neurofibromatosis type 1 diagnosed after the surgical resection of a
single jejunal gastrointestinal stromal tumor

Keita KOUZU, Tamaki KAWAGOE, Yasuhiro OTSUKA,
Seiichiro FUJISHIMA and Kazuhiko UEFU]JI

J. Natl. Def. Med. Coll. (2021) 46 (1) : 6 —11

Abstract: Neurofibromatosis type 1 (NF1), which often exhibits several disorders including
gastrointestinal stromal tumor (GIST), is an autosomal dominant neurocutaneous disease
characterized by multiple café au lait spots and the cutaneous neurofibromas. We report a case of
NF1 that was finally diagnosed after surgical resection of a single jejunal GIST. A 46-year-old man
experiencing a stomachache was found to have a jejunal submucosal tumor next to the Treitz
ligament. We estimated the tumor, approximately 19 mm in size, to be a single jejunal GIST and
planned to remove it. When the patient underwent general anesthesia, we noticed a large number
of café au lait spots and neurofibromas on his skin and suspected NF1. The tumor was totally
removed, and the jejunum was reconstructed by end-to-side anastomosis using a circular stapler.
The excised specimen was pathologically described as a low-risk GIST. Postoperatively, he was
diagnosed with NF1 by a dermatologist. Although anastomotic stenosis occurred, it was resolved
by endoscopic balloon dilatation. There was no reported appearance of NF1 symptoms and
recurrence of GIST in recent 3 years. It is necessary to include the possibility of NF1 occurrence
in the work-up of patients with small intestinal GISTss.
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