
Carcinoids of the extrahepatic
bile ducts are rare. We pre-
sent what we believe is only

the 19th reported case of a primary
carcinoid occurring in the extrahep-
atic bile ducts, specifically in the com-
mon bile duct. The literature on the
subject is reviewed briefly.

CASE REPORT

A 65-year-old diabetic woman was
referred to the Victoria General Hospi-
tal in Victoria, BC, with obstructive
jaundice. The patient had been well
until 5 to 6 weeks before admission, at
which time she started to have diarrhea,
“orange urine” and pruritus and lost
4.5 kg in weight. She had complained

of an unusual throbbing pain in the left
upper abdominal quadrant periodically
over the past several months. She be-
came jaundiced 1 week later. Relevant
medical history included a similar
episode of jaundice 2 years previously,
which lasted a few days and resolved
without treatment. Thirty years earlier,
she had undergone a cholecystectomy
for multiple gallstones. She denied
drinking alcohol and failed to describe
any features consistent with the carci-
noid syndrome.
On physical examination she was

mildly icteric and in no distress. Her
body temperature was normal, her
heart rate was 76 beats/min and her
blood pressure was 160/70 mm Hg.
There was tenderness in the epigastric

region but no discrete palpable mass,
no rebound tenderness and no guard-
ing. There was no evidence of hep -
atosplenomegaly. Laboratory investi-
gations gave the following results:
leukocyte count 15.9 × 109/L, hemo-
globin level 121 g/L, serum levels of
sodium 138 mmol/L, potassium 3.7
mmol/L, bicarbonate 29 mmol/L,
chloride 102 mmol/L, urea 4.0
mmol/L, creatinine 80 µmol/L, total
bilirubin 58 µmol/L (26 µmol/L
conjugated), alkaline phosphatase 134
U/L, aspartate aminotransferase 61
U/L, γ-glutamyl transferase 188 U/L
and amylase 47 U/L.
Abdominal ultrasonography re-

vealed a dilated common bile duct 
with distal obstruction. Endoscopic
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Carcinoids of the extrahepatic bile ducts and particularly the common bile duct are extremely rare. A 65-
year-old woman presented with obstructive jaundice. Laboratory and imaging studies gave results that
were consistent with an obstructing lesion in the common bile duct. In this case, a stent was inserted ini-
tially to decompress the bile ducts. Subsequently a laparotomy and pancreaticoduodenectomy were per-
formed and a tissue diagnosis of carcinoid of the common bile duct was made. The patient was well with
no evidence of recurrence 17 months postoperatively. The authors believe this is the 19th reported case of
an extrahepatic bile duct carcinoid.

Les tumeurs carcinoïdes des canaux biliaires extrahépatiques, et en particulier du cholédoque, sont ex-
trêmement rares. Une femme de 65 ans s’est présentée avec un ictère posthépatique. Les tests de labora-
toire et les études d’imagerie ont produit des résultats conformes à une lésion obstructive du cholédoque.
On a introduit au début un stent pour décompresser les canaux biliaires. On a procédé par la suite à une la-
parotomie et à une pancréaticoduodénectomie et diagnostiqué une tumeur carcinoïde du cholédoque. La
patiente était bien et ne montrait aucun signe de récidive 17 mois après l’intervention. Les auteurs sont
d’avis qu’il s’agit du 19e cas signalé de tumeur carcinoïde de canaux biliaires extrahépatiques.
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retrograde cholangiopancreatography
(ERCP) demonstrated an irregular
stricture in the lower common bile
duct 2 to 3 cm from the papilla of Vater
(Fig. 1). A stent was inserted at the site
of the stricture and computed tomog-
raphy (CT) carried out to assess the

possibility of a neoplastic lesion. The
CT scan did not demonstrate a mass in
the head of the pancreas. The patient’s
jaundice resolved and laboratory values
returned to normal within a few days.
The impression was that this pa-

tient, in view of her good health, had

a benign, long-standing stricture sec-
ondary to her previous cholecystec-
tomy. She was scheduled to return for
stent removal in 2 to 3 months.
Four weeks later she was readmit-

ted with abdominal pain, jaundice and
fever, and a diagnosis of cholangitis. At
that time laboratory findings were 
as follows: leukocyte count 11.2 ×
109/L, hemoglobin level 113 g/L,
and serum levels of sodium 137
mmol/L, potassium 3.6 mmol/L, bi-
carbonate 29 mmol/L, chloride 100
mmol/L, urea 3.0 mmol/L, creati-
nine 80 µmol/L, total bilirubin 74
µmol/L (conjugated 52 µmol/L), al-
kaline phosphatase 148 U/L, aspartate
aminotransferase 170 U/L and amy-
lase 29 U/L. The ERCP was thera-
peutic, enabling drainage of pus from
the proximal bile duct, as well as clearly
demonstrating the common bile duct
stricture again. The patient was re-
ferred to a general surgeon and after
assessment at laparotomy, she under-
went a pancreaticoduodenectomy.
Postoperatively, she progressed

well for 6 days when she experienced
abdominal pain, fever and shortness of
breath. Two fluid collections were
found in the abdomen. One was
drained with CT guidance, and the
fluid obtained was old, sanguineous,
bile-tinged fluid. No definite anasto-
motic leak was found. The other fluid
collection was diagnosed as a hema -
toma, which slowly resolved. The pa-
tient was discharged home 24 days 
after operation and was well at follow-
up 17 months postoperatively.

PATHOLOGICAL FINDINGS

Examination of the tissue revealed a
constricted area of the distal common
bile duct, which was surrounded by a
firm yellowish grey mass. Histologic ex-
amination (Fig. 2) showed an infiltrat-
ing tumour in the wall of the common
bile duct, which was composed of nu-
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FIG. 1. Endoscopic retrograde cholangiopancreatogram showing common bile duct stricture proximal
to the ampulla of Vater.

FIG. 2. Photomicrograph showing normal common bile duct (black arrows) with tumour infiltration
(open arrow) (hematoxylin–eosin stain).



merous sheets and nests and cords of
cells. In some areas tubules had formed.
The cells contained a moderate amount
of pale granular cytoplasm. Nuclei were
central and uniform in appearance.
They showed some clumping of chro-
matin and had small nucleoli. Mitoses
were infrequent. The tumour was infil-
trating into the immediately adjacent
pancreatic tissue, but the resected mar-
gins were negative for tumour cells. The
tumour had a neuroendocrine appear-
ance. Perineural and lymphatic invasion
was noted. All lymph nodes were nega-
tive for malignant cells. Immunoperox-

idase staining was strongly positive for
chromogranin and the tumour was also
positive for neuron-specific enolase.
The final diagnosis was carcinoid of the
common bile duct with perineural and
lymphatic invasion.

DISCUSSION

Carcinoids of the extrahepatic bile
ducts are extremely rare, with only 18
previously reported cases. The term
“carcinoid tumour” was first used by
Oberndorfer in 19071 to denote a
“carcinoma-like” lesion with no ma-

lignant qualities. Carcinoids are de-
rived from enterochromaffin cells,
which are also known as Kulchitsky’s
cells. These cells are located in the
bases of Lieberkühn’s crypts.
These cells are also known as ar-

gentaffin cells because of their affinity
for silver staining compounds. Carci-
noids can occur anywhere in the dis-
tribution of these cells, which are
found scattered among the organs and
mucosa of the entire digestive system
as well as other body systems.2,3 They
are found quite frequently in the
ileum and appendix,3–8 where propor-
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Table I

Liver

Lymph nodes

No

Liver

No

Liver

Portal vein invasion

No

Previous Case Reports of Biliary Tract Carcinoids

Liver

Died 10 mo

Alive 48 mo

Davies, 195913

?

Died 6 d

Pilz, 196114

Died of pneumonia

Died 1 d

Little, Gibson and Kay,
19684

Died 3 wk ?PE

?

Godwin, 19755

Alive 20 yr

Bergdahl, 19762

Alexander, Thomson and
Kune, 19869

Judge, Dickman and
Trapukdi, 197615

64/F Melena, hematemesis BD No Alive 8 mo

Jutte et al, 198717 62/M Back pain CBD No Alive 25 mo

Bickerstaff and Ross,
198718

57/F Jaundice, lethargy CBD No Alive 6 mo

Fujita et al, 198910 55/F RUQ pain CHD No Alive 6 mo

Angeles-Angeles,
Quintanilla-Martinez and
Larriva-Sahd, 199011

39/F Jaundice, pain, nausea,
vomiting, diarrhea

CBD Hilar lymph nodes Alive 42 mo

Brown, Henderson and
Kennedy, 199012

35/F Painless jaundice,
pruritus

HD No Alive 7 d

19/M

79/F

?

41/F

55/F

?

Barron-Rodriguez et al,
19917

36/M Jaundice, fever, pain,
pruritus

Pain, jaundice

None

?

Pain, jaundice

Lethargy

?

CHD Liver Died 4 d

HDs

Distal CBD

BD

Proximal CBD

CBD

CBD/PD

Rugge et al, 199219 64/F Biliary colic, jaundice CBD/CD No Alive 12 mo

Gembala et al, 199320 28/M Jaundice, pruritus CHD No ?

Current report 65/F Jaundice, pruritus CBD No Alive 17 mo

CBD = common bile duct, PD = pancreatic duct, BD = bile duct, RUQ = right upper quadrant, HD = hepatic duct, CHD = common hepatic duct, CD = cystic duct, PE = pulmonary embolism

Series Metastases Postop statusAge, yr/sex Symptoms Site

Gerlock and Muhletaler,
19796

32/M Recurrent painless
jaundice

CBD

Vitaux et al, 19813 30/M Jaundice CBD

Abe et al, 198316 64/M Abdominal pain CBD



tionally, more Kulchitsky’s cells are
found. The biliary tree has sparse
numbers of Kulchitsky’s cells.7,9,10 It
has been suggested that there is a pre-
disposition to the formation of carci-
noids in the biliary tree, caused by
chronic inflammation. The process of
inflammation in the biliary tree is
thought to result in intestinal meta-
plasia of the biliary mucosa, which
causes a relative increase in the num-
ber of Kulchitsky’s cells in this area.9–12

All extra-appendiceal carcinoids
have variable malignant potential.5,7,9

Carcinoids are composed of multi- 
           po tential cells with the ability to secrete
numerous hormonal substances, and
vasoactive peptides.8 These substances
give rise to the clinical features that
constitute the carcinoid syndrome. To
date, however, there has been no re-
ported case of an extrahepatic bile duct
carcinoid being associated with the car-
cinoid syndrome. Of utmost impor-
tance is the primary malignant poten-
tial of these tumours, rather than the
presence of the carcinoid syndrome.
In reviewing the literature (Table

I2–7,9–20) we found that the average age
of patients was 47.5 years (range from
19 to 79 years) with a male–female
distribution of 43.7% to 56.3%. The
predominant symptoms experienced
were jaundice, abdominal pain and
pruritus. Laboratory investigations
were not included in all the previous
case reports, but it was evident that
the most common laboratory abnor-
mality was an increase in the serum
bilirubin level, with a predominant
conjugated fraction, and an increase
in the serum alkaline phosphatase and
γ-glutamyl transferase levels. 
Abdominal ultrasonography demon -

strated dilated intrahepatic or extrahep-
atic ducts in all cases in which it was per-
formed. Other imaging studies that
have been used to aid in diagnosis in-
clude CT, ERCP, percutaneous trans -
hepatic cholangiography (PTC) and 

angiography. However, the precise di-
agnosis of a carcinoid of the common
bile duct or other extrahepatic ducts is
rarely made without direct histologic
and immunochemical examination of
the tissue in question.
Of the 18 previously reported

cases, 13 were found to have their 
origin in the common bile duct and 5
had their origin in the common hep   -
atic duct, most frequently at the
junction of the left and right hepatic
ducts. In our case the tumour arose
in the common bile duct. Ten of the
previous cases had no evidence of
metastatic disease, whereas 5 had
liver metastases, 2 had lymph-node
metastases and 1 showed portal vein
invasion.
The treatment of carcinoids of the

extrahepatic bile ducts is surgical exci-
sion when possible, based on the exact
location of the tumour and the extent
of spread at the time of presenta-
tion.3,4,9,10 In our case a pancreatico-
duodenectomy was successfully per-
formed with en bloc resection of the
tumour and surrounding structures.
Radiotherapy is considered to be 

of little benefit in the treatment of 
carcinoids.7,9,10 The experience with
chemotherapy of carcinoids in the ex-
trahepatic bile ducts is limited to one
case.18 However, it is reported to be of
“some benefit” in the treatment of
carcinoids occurring in other ana -
tomic locations.7,10 Clearly, the use of
this type of therapy will require further
investigation.
The prognosis of these tumours is

difficult to establish because of our
limited experience with them. The lit-
erature demonstrates that of the 18
previously reported cases (Table I), 15
provided survival data. Of those, 9 pa-
tients were alive (range from 7 days to
20 years); 6 patients died, 4 of them
postoperatively. One patient died of
suspected pulmonary embolism, 3
weeks postoperatively. 

Three patients died 1, 4 and 6 days
postoperatively; the cause of these
deaths was not reported. One patient
died of pneumonia and the diagnosis
of biliary tract carcinoid was made in-
cidentally at autopsy. One patient died
10 months after diagnosis of metas-
tases to the liver. 
Because of the rarity of carcinoids

of the extrahepatic bile ducts, it is dif-
ficult to accurately and adequately as-
sess the natural history of this tumour,
its malignant potential, the response
to different types of therapy and the
overall prognosis and survival after
treatment. This can only be achieved
with continued detailed reporting of
single cases, including responses to
treatment and long-term follow-up.12

Only with additional information
from further case reports can rational
and reasonable conclusions be drawn
regarding the appropriate treatment
and prognosis for this rare tumour.
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SESAP Critique / Critique SESAP

ITEM 245

The computed tomogram and upper gastrointestinal series show a sharp cut off of the fourth portion of the duode-
num where the superior mesenteric artery crosses the duodenum. Although superior mesenteric artery syndrome is
most commonly associated with weight loss, the syndrome may occur in children and young adults as a develop-
mental abnormality. When the entity occurs after sudden weight loss, instituting adequate nutrition frequently re-
verses the process, but has no role in a person of normal size. Two surgical procedures have gained acceptance. Lysis
of the ligament of Treitz with derotation of the gut seems to be favored in children. Duodenojejunostomy is a
highly curative safe procedure and has fewer long-term side effects than gastrojejunostomy.
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