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Carcinoid tumour of the ampulla of Vater presenting
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SUMMARY The first report of a carcinoid tumour of the ampulla of Vater causing acute pancreatitis
is presented. The pancreatitis resulted from ampullary obstruction and diversion of the bile
through the pancreas. Endoscopic retrograde cholangiopancreatography established the correct
diagnosis, making this the first occasion in which a carcinoid tumour of the ampulla of Vater has
been correctly diagnosed before surgery.

Carcinoid tumours of the ampulla of Vater are rare. "
They usually present with obstructive jaundice and
are difficult to diagnose preoperatively.' We present
a patient who developed pancreatitis as a result of
bile duct obstruction from an ampullary carcinoid

fore he had a ERCP carried out when he had
recovered from this attack, which was four weeks
after the original presentation. At ERCP it was
impossible to cannulate the ampulla of Vater which
was enlarged, reddened and friable. It was, however,
possible to cannulate the accessory papilla. When
surgery.
contrast was injected through the accessory duct of
Santorini, it was seen to communicate with the main
Case report
pancreatic duct of Wirsung and the common bile duct
A 48 year old man was admitted as an emergency (Figure). Radiographs showed no evidence of stones
with a six hour history of severe epigastric pain and or of bile duct dilatation and confirmed that there was
frequent vomiting. Before this episode he had been total occlusion of the ampulla of Vater. Because of
well. He was a non-smoker and drank a glass of wine the abnormal appearance of the ampulla it was
per day. On examination he had a tachycardia of 116 biopsied. A diagnosis of carcinoid tumour of the
and was acutely tender in the upper abdomen. ampulla of Vater was made on histological examinaLaboratory investigation revealed a serum amylase tion of these biopsies. The tumour was argentaffin
of 3700 IU/I indicating acute pancreatitis. The negative but was argyrophyll (Grimelius) positive.
A computed tomography scan was then carried out
pancreatitis was classified as severe3 (WBC
19 90(x 109/l, Ca 1-86 mmol/l, glucose 10-4 mmol/l, to assess the extent of the tumour. It suggested that
PO2 6-4 kPa). The bilirubin, AST and alkaline there was local nodal involvement but no evidence
phosphatase were normal. Treatment included of further spread. He was therefore submitted to
analgesia, intravenous fluids, nasogastric aspiration laparotomy. At operation the whole pancreas was
and oxygen. He remained hypoxic throughout the enlarged and irregular as a result of the previous
first week and developed bilateral pleural effusions. pancreatitis. The liver, gall bladder, and bile ducts
Repeated ultrasound examinations showed an were normal. There was a 3 cmx5 cm mass behind
enlarged heterogenous pancreas and no evidence of the second part of the duodenum. This was excised
gall stones. His alcohol consumption was not thought and frozen section examination showed a lymph node
sufficient to account for the pancreatitis and there- replaced by metastatic carcinoid tumour. There was
no other evidence of spread. A 5 mm primary
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carcinoid tumour of the ampulla was identified
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through a longitudinal duodenotomy. Bile could be
Rcceived for publicltion 260Fchrui.rv 1987.
1296

Gut: first published as 10.1136/gut.28.10.1296 on 1 October 1987. Downloaded from http://gut.bmj.com/ on August 9, 2022 by guest. Protected by copyright.

Glt, 1987, 28, 1296-1297

Accessory

ampulla
ampulla

C

\

j
duct
ASantorini

5

Wirsung duct
-. \ Prominent stenosed ampulla

Figure Anatomical arrangement ofpancreatic and bile
ducts as shown by radiographs obtained by cannulation of
the accessory ampulla at ERCP.

seen entering the bowel through the accessory
ampulla. The tumour was locally excised and the
common bile duct and pancreatic duct reimplanted in
the duodenum. Subsequent histological, histochemical, and electron microscopic examination of
the excision specimen confirmed the presence of a
carcinoid tumour of the ampulla of Vater.
Since operation he has remained well with no
further attacks of pancreatitis. A repeat ERCP two
months after surgery showed the common bile duct
and main pancreatic ducts were patent with no
evidence of recurrent tumour.

Discussion

Biliary tract carcinoids represent 0-2-2% of all
carcinoids found in the gastrointestinal tract. They
can involve the gall bladder,' common bile duct' 28
and ampulla of Vater.2"'3 Tumours involving the
ampulla are reported to present with painless progressive jaundice.2"' The present report is the first
of a patient presenting with acute pancreatitis.
Obstructing lesions of the biliary tree are of course
well documentated as causing pancreatitis. Our
patient did not become jaundiced as bile gained entry
to the duodenum via the accessory duct after passing
through the pancreas. This anatomical arrangement
clearly predisposed to further attacks of acute
pancreatitis.
The present case is the first in which a preoperative
diagnosis of carcinoid of the ampulla has been
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established. In most previous reports, the presumptive diagnosis has been carcinoma of the head of the
pancreas. This is unfortunate as it tends to lead to
more radical surgery with an associated increase in
operative mortality. " Endoscopic retrograde
cholangiopancreatography allows one to visualise
and biopsy the tumour and to plan further investigation and treatment. The recommended treatment for
ampullary carcinoids is wide local excision with
reimplantation of the biliary and pancreatic ducts,' as
done in our patient. Because of the slow progression
of the disease, local resection should be carried out
even when metastases are present." "" Where
regional metastases only are present these should
also be excised.' The prognosis of these tumours is
difficult to establish. They appear, however, to be
slow growing and prolonged survival has been
reported without treatment.7
Most biliary carcinoids are argentaffin negative
and in keeping with this no carcinoid syndrome has
been reported in association with these tumours.
By definition all are Grimelius positive and this
establishes them as true carcinoids.'
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