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Case of Caroli's Disease
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Multiple communicating cysts of the biliary tree, or Caroli's
disease (Caroli, 1958), may represent a rare variant of the less
uncommon choledochal cyst (Esguerra-Gomez and Riveros-
Gamboa, 1965). Reviewing 500 cases of choledochal cyst, Lee
(1969) quotes only one of multiple cysts (Engle and Salmon,
1964). Of three cases similar to the one reported here one
presented at the age of 43 with acute cholecystitis (Glenn,
1971); another, aged 31, with recurrent upper abdominal pain
(Esguerra-Gomez and Riveros-Gamboa, 1965); and the third,
aged 10, with traumatic biliary peritonitis (Engle and Salmon,
1964). In none was the full implications of the diagnosis
realized at the first operation and each patient required fur-
ther surgery. Two are now symptom free with a choledocho-
jejunostomy, and the third has a choledochoduodenostomy.

Case Report

A man aged 34 presented with a history that in 1939, when aged 3,
he had an enlarged liver and obstructive jaundice. At laparotomy a
greatly enlarged structure taken to be the common bile duct was
found: the area was drained and the abdomen closed. Post-

Postoperative T-tube angiogram showing cystic biliary
ducts.

operatively a biliary fistula developed through the abdominal
wound. In a series of operations over the next four years a large
retroduodenal cyst was found and identified as part of the common
bile duct. The gall bladder, which was not dilated, was anastomosed
to the duodenum, but the fistula persisted. At a third exploration

St. George's Hospital, London S.W.1
M. J. KELLY, M.B., B.CH., House Surgeon

the fistula was excised between catgut ligatures, but a week later
biliary peritonitis developed and at emergency operation the whole
fistula was dissected free and the end implanted in the duodenum.
After this the patient was symptom free until 1957.

In 1957, during in-patient investigation of obstructive jaundice
with cholangitis, a straight x-ray examination showed gas in the
biliary tree, and swallowed barium passed through the gall bladder
into the intrahepatic bile spaces. The small intemal fistula was also
outlined faintly. In 1959 the patient was again admitted with
obstructive jaundice and cholangitis, and at operation the whole
area of intemal comunications and fistulae was dissected free. The
duodenum was patched and a retrocolic Roux-en-Y loop construc-
ted to create a choledochojejunostomy. In 1960 he again required
operation for obstructive jaundice, and it was found that the Roux
loop had not been anastomosed to the most dependent part of the
dilated bile duct and that stones had formed in the resultant blind
end of the common bile duct. These stones were removed and the
anastomosis refashioned.

Until 1969 the patient had about one attack of mild obstructive
jaundice each year. In 1969 the attacks became more frequent and
did not respond to antibiotics, and in 1970 he was transferred to
St. George's Hospital. X-ray examination showed a small gas
shadow over the liver which was later identified as one of the
intrahepatic cysts. X-ray examination after a gaseous drink showed
numerous small cavities. At operation the Roux loop anastomosis
was found to be stenosed and it was refashioned, passing anterior
to the colon, over a T-tube, one limb of which was placed in a
cystic hepatic duct, another in the Roux loop, and the third passed
out through the anterior abdominal wall. A postoperative T-tube
cholangiogram (see Fig.) showed the multiple communicating cystic
biliary ducts typical of the condition. The patient made an unevent-
ful recovery and was discharged with the T-tube to stay in situ
for three months and to be irrigated once daily with normal saline.

Comment

Virtually all authors are agreed on the need for operative
treatment of choledochal cysts. In a series of 22 cases not
operated upon 21 died and one was not adequately followed
up (Attar and Obeid, 1955). In nearly all cases the cysts are
a purely local condition of the bile duct (Lee, 1969), but in a
tiny minority a large part of the intrahepatic biliary tree is
involved and widespread disease must be excluded before
concentrating on a local cyst. Mahour and Lynn (1969), in a
series of eight cases of choledochal cyst, demonstrate that a
Roux-en-Y loop is probably the best primary procedure.
Cystoduodenostomy results in a high incidence of ascending
cholangitis, as in the case described here. Engle and Salmon
(1964) stress the importance of identifying, if necessary by
repeated operative cholangiograms, the most proximal cyst
and, when possible, anastomosing the Roux loop to it. In our
case the cysts were so widespread that there was no true
proximal cyst.

It is difficult to know how long the new Roux loop will
enable the liver to survive or whether inflammation and
fibrosis will lead inexorably towards liver failure.

I thank Mr. Rodney Smith for permission to publish this report
on one of the patients under his care, and I am indebted to the
photographic department, St. George's Hospital, for the figure.
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