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Peribiliary cysts are an incidental finding in patients with advanced liver disease. They were
found to be common in fibrocystic disorders such as autosomal dominant polycystic kidney
disease and polycystic liver disease, as well as cirrhotic livers. They result from obstruction-
induced cystic dilatation of the peribiliary glands. We report in this article the case of 2

patients, aged 41 and 71, smokers and chronic alcoholics, admitted for febrile cholestatic

jaundice, for which MRI revealed the presence of peribiliary cysts.
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. reveal an underlying chronic liver condition in previously un-
Introduction

Peribiliary cysts were first described by Nakanuma et al. in
1984. They are defined as cystic dilatations of the intrahepatic
extramural peribiliary glands, located adjacent to the intra-
hepatic bile ducts. These ovoid or spherical cysts, ranging in
size from 0.2 to 2.5 cm?, are confined to the hepatic hilum and
the enlarged portal tract, areas which contain the periductal
glands. The pathogenesis of these cysts involves genetic fac-
tors in fibrocystic disorders and disruption of periportal blood
flow and inflammation in cirrhotic patients, leading to ob-
struction of the peribilar glands and resulting cystic dilatation.
The cysts are located outside the duct walls and do not com-
municate with the bile duct lumen. Detecting these cysts may

diagnosed patients.

Case reports

Case one

A 43-year-old male, with a history of smoking and chronic al-
cohol consumption, was admitted following 2 episodes of an-
giocholitis. He had a prior myocardial infarction, treated with
thrombolysis, and was on antiplatelet therapy. The patient
presented with rectal bleeding, both defecatory and nondefe-
catory, persisting for 2 days. Physical examination revealed
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a distended abdomen with venous collaterals, cholestatic
jaundice, and dusky urine, with normally colored feces. Two
slightly erythematous and lichenified patches were noticeable
on the lower limbs.

Laboratory tests indicated normocytic hypochromic ane-
mia, elevated total and direct bilirubin levels (124 pmoL/L and
100 pmolL/L, respectively), and increased liver enzymes (PAL
5xN, GGT 13, GOT 2.7xN). Renal function tests showed mild re-
nal failure (urea 0.7 mmolL/L, creatinine 22 pmoL/L). An emer-
gency colonoscopy was unremarkable.

Abdominal ultrasound revealed a liver of normal size, but
with significant dilatation of the intrahepatic bile ducts and
right-left disconnection overlying a hepatic hilar tissue infil-
trate.

A Bili MRI (Fig. 1) was performed, showing the presence of a
22 mm-long hilar sheet tumour causing significant dilatation
of the upper intrahepatic bile ducts and disconnection of
the right and left ducts, with compression of the right portal
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branch without infiltration. Multiple cystic lesions on either
side of the portal branches, involving the entire liver, are de-
scribed as T1 hyposignal, T2 liquid hypersignal, nonrestrictive
in diffusion, and not modified after contrast, without commu-
nication with the bile ducts, reported to be peribiliary cysts.

Case two

A 71-year-old patient, smoker and chronic alcoholic for 20
years, who had been abstinent for 10 years, admitted for
cholestatic jaundice with normo-colored feces, associated
with abdominal pain more pronounced in the right quadrant,
with no other abdominal or extra-abdominal clinical features,
all this evolving in a context of fever and unquantified weight
loss.

Laboratory results included hemoglobin 8.3 g/dL, WBC
21,000/mm?, PNN 20,140/mm?, PT 58%, and elevated liver en-
zymes (GOT 1.2xN, GPT 1.1xN, PAL 5xN, GGT 4.4xN). Renal

Fig. 1 - MRI in axial and coronal sections, showing the presence of multiple cystic lesions on either side of the portal
branches (red arrow), described in T2 fluid hypersignal, non-restrictive in diffusion, and not enhanced after portal and late
contrast. MRCP sequence: dilatation of the intrahepatic bile ducts with right and left disconnection, upstream of a tumor of

the hilar plate ( ).
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Fig. 2 - MRI in axial and coronal sections, showing multiple cystic lesions on either side of the portal branches (red arrow),
described in T2 fluid hypersignal, nonrestrictive in diffusion, and not enhanced after arterial and late contrast. On the BILI
sequence: dilatation of the intrahepatic bile ducts and the main bile duct upstream of a tumor-like stenosis of the middle

part of the main bile duct ( ).

function tests indicated renal failure (urea 2.3 mmoL/L, cre-
atinine 17 pmolL/L).

Abdominal ultrasound revealed a liver of regular contours,
normal in size and echostructure, and 1 or 2 cystic lesions in
segments I and IV, with thin echogenic deposits and thickened
walls, measuring 16 and 20 mm in length respectively, which
were probably related to hepatic micro-abscesses, combined
with dilatation of the intrahepatic and main bile ducts, with
no visible obstruction.

A Bili MRI (Fig. 2) was performed, showing multiple small
cystic lesions around the bile ducts with no clearly visible
communication, described as T1 hyposignal, T2 fluid hyper-
signal, nonrestrictive in diffusion and unchanged after con-
trast, in relation to peribiliary cysts, associated with dilata-

tion of the intrahepatic bile ducts, upstream of a tumour-like
stenosis of the middle part of the main bile duct.

Discussion

Peribiliary cysts are also known as mucinous biliary hamar-
tomas and hepatic hilar cysts. Nakanuma et al. [1] first re-
ported these cysts in 1984, describing the pathological findings
of 8 cases discovered during autopsy. The periductal tissues of
the large bile ducts contain minimally dilated normal periduc-
tal glands, which are present in the same distribution as the
cysts.
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Several studies have identified several potential etiologies
for peribiliary cysts. Most of them occur in the context of
chronic liver disease, more frequently in cirrhotic patients,
and are probably associated with disorders of the intrahep-
atic circulation, more likely the portal venous system [2]. In
addition, peribiliary cysts are more common in patients with
alcoholic liver cirrhosis than in those with other causes of cir-
rhosis [3].

In patients who were previously undetected, the detection
of these cysts can help in the identification of an underlying
chronic liver illness [4]. Additionally, a worsening of liver dis-
ease is indicated by the cysts’ increasing size and quantity
[4,5].

Based on these data, Nakanuma et al. [1] postulated that
the glands’ necks may have become occluded, leading to the
formation of cysts, as a result of the disrupted portal circula-
tion and related inflammatory alterations caused by throm-
bosis. There have been reports of both mucinous and senous
[1,5] contents in these cysts.

A small percentage are linked to polycystic liver disease,
with patients who also have concomitant autosomal domi-
nant polycystic kidney disease being more likely to have this
condition [6].

Cholangitis and obstructive jaundice are the most fre-
quently reported complications. Due to the extrinsic compres-
sive effect on the biliary tree, around 2% of patients may expe-
rience signs and symptoms of biliary obstruction [4]. Due to al-
terations in the epithelium of the peribiliary gland, these cysts
may also behave as neoplastic precursors, potentially leading
to cholangiocarcinoma and intraductal papillary neoplasm of
the bile duct [5].

In an autopsy study, Sato et al. [7] found that up to 10%
of patients had epithelial changes in the peribiliary glands.
These changes may be precursors of cholangiocarcinomas
and intraductal papillary neoplasms of the bile ducts, though
it is unclear what their clinical significance is [8].

Multiple anechoic cystic lesions are commonly seen on ul-
trasounds next to the right and left branches of the portal vein,
as well as the central intrahepatic bile ducts. But occasion-
ally, in the same topography, only anechoic tubular lesions are
found a result that mimics bile duct dilatation [6,7].

Multiple cysts or hypointense linear or tubular areas with-
out contrast enhancement are seen on computed tomogra-
phy (CT) scans, parallel to and on both sides of the portal vein
branches. It is incorrect to interpret these results as bile duct
ectasia [9,10].

Multiple clusters of tiny fluid-filled cavities with no inter-
connected biliary ducts are shown in periportal topography
on MRI, with hypointense signal on T1-weighted sequences
and hyperintense signal on T2-weighted sequences. Differ-
ential diagnosis of peribiliary cysts include biliary tract di-
latation, primary sclerosing cholangitis, Caroli disease, biliary
tract hamartomas and periportal edema [11]. High-morbidity
procedures, unnecessary diagnostic tests and misdiagnosis
can be avoided by takingimaging data and clinical background
into consideration. As these lesions do not have contrast ex-
cretion on MRI using hepatobiliary contrast agents, it helps to
demonstrate the noncommunication of these cysts with the
lumen of the biliary tree, while biliary duct tracts show con-
trast excretion within their lumen.

Motoo et al. [12] demonstrated biliary stenosis due to ex-
traluminal compression of enlarged peribiliary cysts using en-
doscopic retrograde cholangiopancreatography (ERCP). In fact,
the growth of these cysts can result in extrinsic compression
of the bile ducts, causing obstructive jaundice [13].

Conclusion

Peribiliary cysts can be identified by MRI, CT and ultrasound
scans and are associated with a number of disorders. By cor-
rectly identifying the appearance of these cysts on imaging, it
is possible to avoid the misdiagnosis of an abscess, cystic neo-
plasm or bile duct dilatation. On the other hand, these cysts
may indicate one of the underlying related disorders when vi-
sualized on imaging.

Peribiliary cysts may be misdiagnosed, and their underly-
ing predisposing factors may not be acknowledged.

Patient consent

Informed written consent was obtained from both patients for
publication of the case report and all imaging studies.
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