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Fig. 1 a: The surgically resected material of casel
(fixed material). The tumor (black arrows) is ad-
jacent to the opening of a papilla of Vater (white
arrow). b:Cut surface of the tumor (black arrows)
shows that tumor invaded to the head of pancreas.
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Fig. 2 a: Microscopic findings of duodenal tumor
with conspicuous psammoma bodies (arrows).
(H.E. x400) b:The tumor cells showed strong im-
munoreactivity for somatostatin. ( x200)
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Table 1 Silver staining and immunohistochemical

staining

Case 1 Case 2
Grimelius silver stain partially + partially +
Fontana-Masson - -
Somatostatin + + ++
AE1/AE3 + +
Chromogranin A partially + partially +
NSE partially + partially +
S-100 - -
MIB-1 < 1% < 1%
P53 - -

Fig. 3 Ultrastractual study demonstrated electron-
dense core granules (300400 nm in diameter, black
arrow)surrounded by a thin halo and zymogen gra-

nules (850-1,000 nm in diameter, white arrow) in
the cytoplasm of the tumor cell. (casel) ( x11,500)
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Fig. 4 Endoscopic findings show an irregular eleva-

ted tumor of duodenum.
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Fig. 5 Macroscopic findings showed the tumor af-
ter performing incisional biopsy (black arrow A)
at the oral side of a papilla of Vater (white arrow)
and the elevated lesion growing like submucosal tu-
mor (black arrow B) at the ascending part of duo-

denum.
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Two Cases of Duodenal Somatostatinoma Associated with von Recklinghausen’s Disease

Naoto Katagata, Mutsuo Yamada, Kenzi Gonda, Takeshi Sakuma,
Fumiaki Watanabe, Tadashi Nomizu, Yoshiko Yamaguchi” and Mitsuhiro Nihei”
Department of Surgery and Department of Pathology”, Hoshi General Hospital
Igarashi Internal and Surgical Clinic”

We report two cases of duodenal somatostatinoma associated with von Recklinghausen'’s disease. Case 1 in-
volved a 45-year-old man and case 2 a 67-year-old man, in whom cafe-aulait skin macules and multiple neurofi-
bromas were noted over the entire body. They underwent pancreatoduodenectomy based on a diagnosis of
duodenal carcinoid in the oral side of the papilla of Vater. Histologically, the duodenal tumors in these cases in-
filtrated the pancreatic head. A high-power view showed tumors to consist of small round cells with a solid or
trabecular pattern and conspicuous psammoma bodies. Regional lymph nodes contained metastases. Immuno-
histochemical examination showed that tumor cells stained for somatostatin and chromogranin. In case 1, ul-
trastractual study demonstrated neuroendocrine secretory granules (300-400 nm in diameter) in cytoplasm.
It is noted that somatostatinoma should be considered on differential diagnosis in patient with von Reckling-
hausen'’s disease accompanied with periampullary neoplasm.
Key words : somatostatinoma, neurofibromatosis, duodenum
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