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Biliary hamartomas, also known as von Meyenburg complex, are typically benign lesions that may mimic

metastases at imaging studies. The present study reports a case of von Meyenburg complex and discusses

the imaging diagnosis, the association with adult polycystic disease and the malignant potential of this finding

currently considered and frequently ignored, which raises the necessity of follow-up.
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Os hamartomas biliares, conhecidos como complexo de von Meyenburg, são lesões tipicamente benignas

que podem mimetizar metástases aos exames de imagem. Neste estudo é relatado um caso de complexo de

von Meyenburg e são discutidos o diagnóstico por imagem, a associação com doença policística do adulto,

e o potencial maligno atualmente considerado e frequentemente ignorado deste achado, que torna necessá-

rio o acompanhamento.

Unitermos: Hamartoma; Ductos biliares intra-hepáticos; Colangiocarcinoma; Rim policístico; Diagnóstico por

imagem; Ultrassonografia.
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The present article is aimed at reporting
a case of von Meyenburg complex associ-
ated with renal cysts in a 27-year-old fe-
male patient, considering the scarcity of
descriptions of similar cases, besides im-
aging findings that mimic metastases and
the possible malignant potential currently
discussed in the literature.

CASE REPORT

A white, female, 27-year-old patient
born in São Paulo, SP, Brazil, was admit-
ted to the emergency center of a general
hospital in the city of São Paulo, in March/
2010, with belt pain in the abdomen and
vomiting for two days. The patient denied
the previous occurrence of similar symp-
toms or any history of known disease. His-
tory of a sister with renal cysts was re-
ported.

Abdominal ultrasonography was re-
quested and demonstrated multiple, dif-
fuse, hyperechogenic nodules in the liver
(Figure 1), numerous, bilateral renal cysts
(Figure 2), hydropic bladder with thick bile,
subtle biliary ducts dilatation and thickened
pancreas. With the hypothesis of acute bil-
iary pancreatitis, the patient received clini-
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INTRODUCTION

Biliary hamartomas, also known as von
Meyenburg complex, are classically de-
scribed as benign liver malformations(1).
Von Meyenburg complex is rarely diag-
nosed and constitutes a typically asymp-
tomatic finding(2,3). Imaging findings, gen-
erally incidental, lead to other diagnostic
investigations and invasive approaches,
particularly in oncologic patients, which
result in considerable expenses and psy-
chological distress for these patients(3,4).
However, there has been debate in the lit-
erature as regards a possible malignant
potential of von Meyenburg complex(5).

cal treatment and was submitted to chole-
cystectomy after the acute picture. During
the surgical procedure, fragments of he-
patic nodules were collected for biopsy.
Histological analysis demonstrated tortuos-
ity and cystic dilations involved by granu-
lomatous fibrotic tissue of intrahepatic bil-
iary ducts suggestive of von Meyenburg
complex (Figure 3). The patient is currently
asymptomatic and is undergoing ambula-
tory follow-up.

DISCUSSION

Von Meyenburg complex is considered
as a benign liver malformation that histo-
logically presents as cystic dilations of bil-
iary ducts with 1 to 15 mm in diameter, in-
volved by abundant fibrotic tissue(1,2).

Due to the fact that typically this disease
does not cause clinical complaints, its find-
ing is frequently incidental on imaging
studies. The prevalence of von Meyenburg
complex is in the range of 0.6% in 2.000
biopsies(2).

The sonographic findings of von
Meyenburg complex are variable, includ-
ing multiple, small, hyperechogenic images,
with poorly delimited margins, with or with-
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Figure 1. Liver ultrasonog-

raphy demonstrating the

presence of multiple hyper-

echogenic nodular images

with irregular margins,

some of them presenting

acoustic shadowing and

others with posterior wall

enhancement in the peri-

portal region (A) and dif-

fusely distributed (B), with

up to 1.2 cm in size.

Figure 2. Sonographic im-

ages of right (A) and left (B)

kidneys showing the pres-

ence of multiple cortical

cysts of varied sizes, dif-

fusely distributed through-

out the parenchyma.

Figure 3. Histopathological

analysis of surgical hepatic

specimens. A: preserved

hepatic tissue with irregu-

lar and dilated biliary ducts

(arrows). B: Biliary duct

cysts with granulomatous

foreign body reaction with

cholesterol crystals (ar-

rows).

out posterior reverberation, or even hypo-
echogenic images with a “target” pattern
and well delimited margins(3,6). As regards
the number of hamartomas at imaging stud-
ies, they may present as a uninodular lesion,
but most frequently they are multinodu-
lar(1,3,6). Such characteristic leads to further
investigation, particularly in the presence
of some known tumor, considering its simi-
larity with metastases, which represents an
additional burden for the health system

besides physical and psychological distress
for the patient(3). Yet, cases of exploratory
laparotomy have been described(4). So, in
face of oncologic cases, sonographic and
computed tomography findings may be
inconclusive(7). However, magnetic reso-
nance imaging presents as a highly accu-
rate alternative for the diagnosis and fol-
low-up of von Meyenburg complex(7,8).

In the present case report, the presence
of hepatic nodules observed at ultrasonog-

raphy led to the suspicion of von Meyen-
burg complex, considering the patient’s age
and the absence of a relation with her clini-
cal condition. Considering the possibility
of biopsy during the cholecystectomy, other
imaging studies were not utilized.

Studies with a great number of cases of
von Meyenburg complex, evaluating asso-
ciation with malignancy were not found in
the literature. However, there are several
case reports and cases series describing as-
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sociation of von Meyenburg complex with
cholangiocarcinoma, so the von Meyen-
burg complex benignity is currently ques-
tioned and considered as a possible risk
factor for the development of cholangio-
carcinoma(5).

There is a correlation between adult
polycystic disease and von Meyenburg
complex; the greater the number of biliary
hamartomas, the greater the association
with adult polycystic disease(9). Some stud-
ies with autopsy report von Meyenburg
complex as a non uncommon finding al-
though this is a rare finding both in the
clinical practice and in the radiological lit-
erature(3,7). This occurs because of the as-
ymptomatic presentation of this condition,
besides the small dimensions and non-rec-
ognition of the lesions(3,7).

Therefore, because of the increasing
number of cases with malignant transfor-
mation, statistical studies are necessary for

a deeper investigation of the association
between von Meyenburg complex and
cholangiocarcinoma. In the clinical follow-
up of renal cysts in cases of adult polycys-
tic disease, the relevance of screening for
von Meyenburg complex is emphasized,
because of the association between both
diseases. Additionally, in spite of the usual
benign behavior of von Meyenburg com-
plex, it is prudent to follow-up such cases,
considering the possible malignant poten-
tial of this condition.
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