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Ampullary carcinoid tumor. An atypical
location

Key words: Carcinoid tumor. Ampulloma. Extrahepatic bile ducts.
Ampulla of Vater.

Dear Editor,

A 41-year-old male patient came to emergency because of
conjunctival jaundice after suffering an infection of upper respi-
ratory tract. His medical history included amputation of right leg
after occupational accident and neurofibromatosis type I or Von
Recklinghausen disease. On examination, patient had typical
“café au lait” spots and subconjunctival jaundice, soft and depres-
sible abdomen with one finger-breadth hepatomegaly. Analyti-
cally, he showed moderate macrocytic anemia (hemoglobin 12.7
g/dL) and elevated liver enzymes (total bilirubin 1.75 mg/dL,
direct bilirubin 1.12 mg/dL, AST 186 U/l, ALT 331 U/l, GGT
1185 U/l and alkaline phosphatase 563 U/l). After classified as
obstructive jaundice, imaging tests were requested (ultrasound
and CT scan) to assess the cause, which showed a distal obstruc-
tion of bile duct without demonstrable cause. The study was sup-
plemented by oral endoscopy where was appreciated a protrusion
of duodenal mucosa in second portion, suggestive of ampuloma
or pancreatic head cancer. An endoscopic retrograde cholangio-
pancreatography (ERCP) demonstrated a friable tumor of 1 cm
in diameter. Biopsy was highly suggestive of neoplastic prolife-
ration, which had immunohistochemical characteristics of neu-
roendocrine carcinoid tumor (CR-, chromogranin A + + +, Vimen-
tin +/-, CEA -, EMA + + +, S100 -, CK7 -, CK20-). With the
diagnosis of ampullary carcinoid tumor, it was decided performing
elective surgery, realizing a pancreaticoduodenectomy (pylorus-

preserving modification of classic Whipple procedure). Postope-
rative course was favorable and uneventful; at present, after more
than 8 years after surgery, patient is asymptomatic and without
signs of local or distant recurrence.
Carcinoid tumors are the most common neuroendocrine tumors.

Incidence has increased considerably in recent years, but can not
be ruled to be due to an improvement in diagnostic methods (1).
The first ampullary carcinoid tumor was described by Oberndorfer

in 1907 (2), being published to date approximately 120 cases in the
literature (3). This tumors are very rare (2% of all ampullary tumors
and 0.05% of all gastrointestinal carcinoids), with an incidence even
lower than duodenal carcinoids (2%) (4). Most common symptoms
are, in order of frequency, jaundice (53.1%), abdominal pain (24.6%),
pancreatitis (6%) and weight loss (3.6%) (5).
Diagnosis is established by histological and immunohisto-

chemical study of the lesion, being generally postoperative,
because biopsy during endoscopy or ERCP has a high failure rate,
due to is often submucosal location (6). 
It has been demonstrated that tumor size has no correlation with

metastatic potential, unlike duodenal carcinoids where size, invasion
of muscularis propria and mitotic activity rather correlated, so that
duodenal tumors smaller than 2 cm can be resected locally (7). So,
given the propensity of ampullary carcinoid tumors to develop lymph
node metastases, we recommend performing a Whipple procedure,
regardless of tumor size, although there is no concrete evidence that
this technique improves survival (8).
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