
Double somatostatinoma and double papillectomy
in a patient with type 1 neurofibromatosis
(von Recklinghausen’s disease)

Neurofibromatosis type 1 (NF1) is a rare
disorder that is associated with multiple
benign and malignant neoplasms [1]. The
most common gastrointestinal tumors
occurring in patients with NF1 are neuro-
fibromas, gastrointestinal stromal tumors
of the small bowel, and ampullary carci-
noid tumors or periampullary somatosta-
tinomas. There is controversy about their
endoscopic management.
A 26-year-old man was referred for eval-
uation by endoscopic retrograde cholan-
giopancreatography (ERCP) of a periam-
pullary mass suggestive of ampulloma.
The patient had suffered from loose
stools during the preceding 2 years. He
had a history of NF1 and morbid obesity
(BMI 46). Laboratory analyses revealed
the following: serum alanine aminotrans-
ferase: 216IU/L; serum aspartate amino-
transferase: 497IU/L; normal levels of to-
tal bilirubin; serum alkaline phosphatase:
429IU/L; serum γ-glutamyl transpepti-
dase: 1700IU/L. Abdominal ultrasound
showed dilatation of the intrahepatic
and extrahepatic biliary tracts.

Computed axial tomography and magnet-
ic resonance imaging of the abdomen
showed three tissue masses with very
clear borders located at the major papilla,
the minor papilla, and the duodenal wall
close to the angle of Treitz. Endoscopic ul-
trasonography revealed no adenopathies
and no muscular layer invasion.
ERCP confirmed the presence of both am-
pullary tumors. Cannulation of the main
duct was not possible soweperformed en-
doscopic papillectomy to remove the ma-
jor papillary tumor with standard tech-
nique without a pancreatic stent (●" Fig.1;
●" Video1). Histological studyof the speci-
men revealeda firmneuroendocrine carci-
noma measuring 2.5×2×1cm, well differ-
entiated, with neoplastic cells infiltrating
the duodenal smooth muscle wall around
the ampulla, extending into the overlying
duodenal mucosa, but without evidence
of vascular and lymphatic invasion. A few
psammoma bodies were observed, sug-
gestive of somatostatinoma (●" Fig.2).
The patient underwent a second ERCP for
minor papillectomy to remove the second
tumor (●" Fig.3; ●" Video1). Histological

study of the specimen revealed a tumor
measuring 1.3×1.3×1cm with the same
histologyas the tumor in themajor papilla.
The patient improved clinically. An Oc-
treoscan was performed to evaluate the
tumor extent and showed no evidence of
pathological cavitation. Two months after
the double papillectomy, upper endosco-
py was performed and showed no signs
of tumor recurrence. The patient then un-
derwent surgical resection of the duode-
nal tumor. The postoperative course was
uncomplicated, and the histological study
showed this tumor to be a gastrointestinal
stromal neoplasia. Twelve months later,
the patient remains asymptomatic with
normal liver test results. Tomographic
and endoscopic images have revealed no
signs of recurrence of tumor or any signs
of complications related to surgery.
Patients with NF1 who present with gas-
trointestinal symptoms should be evaluat-
ed for the typical causes, with increased
alertness for periampullary and duodenal
tumors. Somatostatinoma is a rare func-
tional endocrine tumor. The majority of
these tumors arise in the pancreas (68%).
Other primary sites include the duode-
num, ampulla of Vater, and small intestine.
The somatostatin syndrome is most often
associatedwith pancreatic somatostatino-
mas. Extrapancreatic somatostatinomas
tend to display different clinical features
related to the local mass effect rather than
the systemic effects of somatostatin.

Fig.1 Endoscopy revealed a tumor at the major ampulla. Papillectomy was performed with a standard polypectomy snare without a pancreatic stent.
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Recently, endoscopic resection of neu-
roendocrine tumors of the duodenum has
increasingly been performed as an alter-
native to conventional surgery. Most re-
ports state that duodenal neuroendocrine
tumors can be treated by endoscopic exci-
sionwhen the diameter is less than 10mm
and there is no invasion of the muscularis
propria [2]. Others have shown that the
feature associatedwith metastatic risk is a
diameter greater than 2cm [3], and that
patients with a duodenal neuroendocrine
tumor more than 10mm in diameter can
be successfully treated endoscopically [4,
5]. In our patient, because of the high sur-

gical risk, it was decided to resect the am-
pullary tumors endoscopically.
To our knowledge, this is the first report of
a patient with NF1 diagnosed with double
papillary tumors, both of them somato-
statin tumors, and treated with double
endoscopic papillectomy.
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Fig.3 Minor duodenal papillectomy for tumor.

Video 1

Major and minor papillectomy of the two papil-
lary somatostatinomas.

Fig.2 Representative
photomicrograph of
the tumor histology,
showing a well-differen-
tiated neuroendocrine
carcinoma. A few
psammoma bodies
were observed, sug-
gestive of somato-
statinoma (arrow).
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