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Caroli’s disease complicated with liver abscess: case report*

Doença de Caroli complicada com abscesso hepático: relato de caso

Artur Guimarães Filho1, Luiz Augusto Carneiro Neto2, Michel Santos Palheta3, Priscila Távora

Campos4, Lorena Machado Santos5, Bárbara Góis Cordeiro Barroso4

Caroli’s disease is a rare congenital malformation characterized by multifocal dilatation of intrahepatic bile ducts

predisposing to cholestasis and recurrent cholangitis. The authors describe the case of a young patient with Caroli’s

disease diagnosed by magnetic resonance cholangiography and complicated with liver abscess, being submitted to

surgical drainage.
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A doença de Caroli é uma má-formação congênita rara caracterizada por dilatações multifocais dos ductos biliares

intra-hepáticos que predispõem a colestase e episódios recorrentes de colangite. Descrevemos o caso de um paciente

jovem diagnosticado com doença de Caroli, por meio da colangiorressonância, que complicou com abscesso hepático

e foi submetido a drenagem cirúrgica.

Unitermos: Doença de Caroli; Colangiorressonância: Abscesso hepático.
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CASE REPORT

After hospital admission and antibiotic
treatment for seven days, the patient pro-
gressed with symptoms remission and was
discharged, with follow-up on an out-pa-
tient basis. Seven days after being dis-
charged, the patient came back with recur-
rent fever and pain in the right hypochon-
drium. Abdominal ultrasonography re-
vealed the presence of a liver abscess mea-
suring 5.0 cm in diameter (Figure 3), con-
firmed by magnetic resonance cholangiog-
raphy (Figure 4). The patient underwent
open surgical drainage and progressed with
symptoms remission and abscess healing,
being discharged with instructions to main-
tain regular follow-up.

DISCUSSION

Although structural changes in Caroli’s
disease are already present at birth, the dis-
ease is frequently diagnosed around the age
of 20, with onset of abdominal pain, fever,
hyperbilirrubinemia, increase in alkaline
phosphatase levels, hepatomegaly or symp-
toms of portal hypertension in most of the
patients(2). Most rarely, the disease may re-
main asymptomatic throughout life, being
diagnosed by imaging studies requested for
evaluation of other non-related conditions.

The structural alterations predispose to
cholestasis and recurrent episodes of acute

as Caroli’s syndrome(1). The multifocal di-
lation may either be diffuse, affecting the
whole intrahepatic biliary tree, or may be
confined to part of the liver.

The authors describe the case of a pa-
tient with Caroli’s disease complicated
with a liver abscess, with emphasis on
clinical and radiological findings.

CASE REPORT

A previously healthy, male, 16-year-old
patient admitted with complaints of pain in
the right hypochondrium associated with
jaundice, vomiting and daily fever peaks
with chills, whose onset occurred seven
days before his admission. Physical exami-
nation revealed a regular general condition,
icterus (2+/4+), tachycardia, abdomen with
subtle hepatosplenomegaly. Laboratory
tests results were the following: Hb: 10.5
g/dl; VCM: 82 fl; CHCM: 33 g/dl; leuko-
cytes: 12000/mm3; total bilirrubin: 10.0
mg/dl (direct: 4.5 mg/dl and indirect: 5.5
mg/dl); alkaline phosphatase: 237 U/l;
gamma-GT: 292 U/l. Normal liver function
and transaminase.

Magnetic resonance imaging and mag-
netic resonance cholangiography revealed
cystic dilatation of intrahepatic bile ducts,
but with common hepatic duct with normal
dimensions (Figures 1 and 2).

INTRODUCTION

Caroli’s disease is a rare congenital mal-
formation characterized by multifocal di-
latation of intrahepatic bile ducts, de-
scribed by Caroli and collaborators in
1958. The ecstatic segments form cysts of
varied sizes separated by normal or poorly
dilated bile ducts(1).

The disease results from an embryonic
derangement of the bile ducts. As major
bile ducts are affected, the result is Caroli’s
disease, whereas abnormality affecting
small ducts results in congenital hepatic fi-
brosis. In cases where the whole biliary tree
is involved, findings of both congenital fi-
brosis and Caroli’s disease are present,
corresponding to a condition that is known
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cholangitis, and may complicate with de-
velopment of intrahepatic biliary calculi,
liver abscess and sepsis(3). Additionally,
there is a relative risk of 7% to 24% for
development of cholangiocarcinoma(4).

In most of the patients, the first episode
of cholangitis occurs in the absence of a
triggering factor, but new episodes may
occur after surgery or invasive examina-
tions of bile ducts, such as cholecystec-
tomy, choledocotomy or retrograde endo-
scopic cholangiopancreatography (RECP).

The primary symptom of bacterial cho-
langitis is fever, without abdominal pain

and jaundice. Such finding is in contrast to
those of cholangitis triggered by biliary
calculus, which is associated with abdomi-
nal pain, jaundice, or both. Frequently, the
liver is increased in volume, with no alter-
ation in laboratory tests results, except for
increase in alkaline phosphatase and
gamma-GT levels, as observed in the
present case. In Caroli’s disease associated
with congenital hepatic fibrosis, signs of
portal hypertension may be present(3).

The radiological diagnosis is estab-
lished by the visualization of cystic lesions
of variable sizes distributed within the liver

or in a hepatic segment communicating
with the biliary tree, by means of ultra-
sonography, computed tomography, RECP
or magnetic resonance cholangiography.

RECP is the most sensitive method for
diagnosis of Caroli’s disease, but there are
evidences that magnetic resonance cholan-
giography is a noninvasive technique with
good diagnostic correlation with RECP,
besides being exempt of risks inherent to
invasive methods(5).

The disease course is marked by recur-
rent episodes of bacterial cholangitis. Pa-
tients with a greater number of episodes in

Figure 1. Abdominal magnetic resonance imaging. Axial section, FSE, T2-

weighted image showing subtle cystic dilatation of intrahepatic bile ducts in

the right hepatic lobe.

Figure 2. Magnetic resonance cholangiography demonstrating cystic dilata-

tion of intrahepatic bile ducts in the right hepatic lobe.

Figure 4. Abdominal magnetic resonance imaging. Axial section, FSE T2-weighted image

demonstrating cystic dilatation in intra-hepatic bile ducts in the right hepatic lobe compli-

cated with liver abscess.

Figure 3. Abdominal ultrasonography: well defined cystic lesions

with thickened, hyper-refringent septa, located in the hepatic

segment VII, with adjacent satellite lesions, suggesting the pres-

ence of liver abscess.
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a year present reserved long-term progno-
sis, with progressive worsening in their
quality of life. Generally, the death of such
patients is related to the presence of liver
abscess and septicemia(5).

Partial hepatotectomy may represent a
definitive treatment, with acceptable mor-
bidity for focal Caroli’s disease, and com-
plete symptoms regression. Diffuse disease
complicated with recurrent cholangitis or

cirrhosis is of difficult management, and
liver transplantation is the only and last
option for a definitive treatment(6).
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