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Introduction

Cystic lesions of the liver are not rare and give rise to
complaints if the cysts are large enough to cause com-
pression on stomach or other intra-abdominal organs. In
most cases, ultrasound or abdominal computed tomog-
raphy scan (CT-scan) will give rise to the diagnosis (1-
2). Cysts of over 4 cm with different compartments will
more often be diagnosed by physical examination (1). In
case of larger cystic deformities, the complication rate
and the percentage of malignant deformation is higher,
but still rare (1, 3). However, histological proof of malig-
nant deformity of a liver cyst, suspicious at CT or ultra-
sound, is difficult to obtain. This case will show this
more in detail.

Case report

A 65-year old lady with a body weight of 74 kg present-
ed at the department of internal medicine with a poly-
cystic disease in liver and kidneys. Due to a chronic cys-
titis, the general practitioner asked for an abdominal
ultrasound that evidenced the cysts. There were no
abdominal complaints. Her family history showed cystic
kidney disease on her father’s side as well as an aunt
with liver and kidney cysts. Her own medical history
showed arterial hypertension for which she took
TenometicR once a day. The patient did not report any
travelling to countries with a higher risk of
Echinococcus granulosus infection. Physical examina-
tion showed some hepatomegaly and varicosis on both
legs. Chest X-ray was normal and her blood results

showed an erythrocyte sedimentation rate (ESR) of
49 mm/hour (0-30 mm/hour), urea 11.9 mmol/l (2.9-
77 mmol/l), creatinin 162 µmol/l (40-95 µmol/l),
gamma-glutamyltranspeptidase (GGT) 37 U/I (0-
35 U/I), total bilirubin 18 µmol/l (neg). Carbohydrate
antigen19-9 (CA 19-9) was not checked. Abdominal
imaging, ultrasound, CT and magnetic resonance imag-
ing (MRI), showed cysts besides kidney, several liver
cysts with the largest cyst of 12 cm diameter in the dor-
sal part of the right liver lobe. In the cystic wall a nodu-
lar tumour was observed, suspicious for biliary cystade-
nocarcinoma (Fig. 1). No dilation of the biliary tract
was seen. As the observed deformity was suspicious for
malignancy we decided not to puncture the lesion but to
perform surgery. Peroperatively the suspicious cyst
could be localized by ultrasound. An extended right
hepatectomy was performed (Fig. 2) and several other
cysts were drained and coagulated by the argon laser
beamer. Histological examination showed dilated von
Meyenburg complexes, also reported as biliary micro-
hamartomas. There were no arguments for a biliary cys-
tadenoma or malignancy in general, but a recent bleed-
ing in the lesion was observed. The postoperative course
was uneventful and the abdominal CT after one year
showed only small cysts in the liver without suspicious
deformities.

Discussion

In contrast with solitary cysts, large cystic lesions in the
liver with different compartments diagnosed during
ultrasound or CT-scan should critically be looked at,
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because of possible malignant character (2-3).
Inhomogeneous aspects of the cystic wall by nodules or
solid parts are examples of such characteristics. These
are best observed after contrast enhancement (4-5).
However, despite our current medical imaging, with
ultrasound, CT-scan and MRI, the recognition and inter-
pretation of these cystic lesions, with a possible malig-
nant appearance, is still difficult. Furthermore, a recent
bleeding inside the cysts, might influence the interpreta-
tion of the imaging (4, 6). Inrease of the tumour marker
CA 19-9 can be an indication for suspicion. As puncture
of the lesion for histological examination might increase
the risk for metastasis, it was not proposed (6). The pres-
ence of Echinococcus cysts should of course always be
beared in mind (1).

Malignant deformities of liver cysts are rare. In a
series of 78 patients with liver cysts, only one had a
diagnosis of biliary cystadenocarcinoma and only 8 that
of biliary cystadenoma (1). In case of suspicion for
malignancy, diagnosis of biliary cystadenoma, and more
specifically the mucinous type, is the most prevelant
one (5). Both the edge of this cyst, consisting of a thin
and smooth outer layer, and the presence of mucinous
fluid in different compartments are the most significant
characteristics (1, 5). This type of cyst counts for 5% of
all liver cysts, is mostly asymptomatic and can evolve
into a hepatobiliary cystadenocarcinoma (2-3). The bil-
iary cystadenoma is more frequent in women and may
even contain ovarian stroma by fusion of gonadal epithe-
lium with an adjacent organ during embryonic develop-
ment (7). The problem of an autosomal dominant poly-
cystic liver disease is rather low (0.05-0.13%). One can
distinguish 2 types. In the first type, the liver cysts are

part of an autosomal dominant polycystic kidney dis-
ease, while in the second, no kidney cysts are pre-
sent (8). In the latter case, it is important to include in
the differential diagnosis the possibility of a malignant
deformation. In this type of liver disease, deformity of
cysts is rather rare, but has been reported before (9).
Other possible complications of this disease are infec-
tion, bleeding inside the cyst, rupture of cysts or obstruc-
tive icterus (1). Surgical resection should be the therapy
of choice for liver cysts with suspicious imaging for
malignancy or for a biliary cystadenoma (2, 6).
Although, the latter might lead to extensive surgery for
only a small chance of finding malignancy. However,
currently, liver surgery for these indications has low
morbidity and mortality in tertiary Centers (1-2).

At definitive histology, no arguments were observed
for biliary cystadenoma or a cystadenocarcinoma.
However, dilated von Meyenburg complexes or biliary
microhamartomas were present. These complexes, usu-
ally multiple, are best looked at as a congenital malfor-
mation with focal proliferation of masses of hepatic
cells, blood vessels, smaller bile ducts and connective
tissue, and extensively branched structures lined by
cuboidal epithelium (6, 10). By occlusion of these
branched structures, progressive dilation occurs and
cysts may develop, often with nodularity.

This has been considered as an important aetiology
for polycystic liver disease (6, 10).

As demonstrated in this particular case, radiological
imaging and macroscopic morphology of these multi-
cystic and multifocal structures might be suspicious for
malignancy. However, the differentiation is only possi-
ble by histological examination (10).

Fig. 2
Resected specimen after extended right hepatectomy with
suspicious cystic lesion (arrow). Peroperatively localized by
ultrasound.

Fig. 1
Abdominal CT-scan of a polycystic liver, with a large cyst in
the right lobe containing a solid deformity in the wall (arrow),
suspicious for a hepatobiliary cystadenocarcinoma.
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Conclusion

Although malignancy from pre-existing liver cysts, even
in autosomal dominant polycystic liver disease, is rela-
tively rare, a critical appraisal of these lesions seems
necessary. If abdominal imaging by CT-scan or MRI
shows suspicion for malignancy, a complete surgical
resection of the cyst is the therapy of choice. In high vol-
ume centers for hepatobiliary surgery, both morbidity
and mortality after surgical resection for this indication
is acceptable. Differentiation between benign and malig-
nant lesions can be extremely difficult in case of Von
Meyenburg complexes.
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