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Introduction

Bile duct hamartoma, also called as von Mayenburg com-
plexes, are rare hepatic lesions arising due to a disturbance
in the ductal plate remodeling during embryogenesis. [1]
The incidence is estimated to be 0.69 to 5.6% in autopsy
series. [2, 3] Solitary multicystic bile duct hamartoma are ex-
tremely rare and till 2014 only ten cases have been reported in
the English literature. [4] We report a case of incidental soli-
tary multicystic biliary hamartoma in a patient undergoing
laparoscopic cholecystectomy for suspected porcelain
gallbladder.

Case Report

A 45-year-old female presented with bilateral flank pain
and mild right hypochondrial pain for 4 months. She was
detected to have bilateral renal calculi and porcelain gall-
bladder on sonography and non-contrast computed to-
mography (Fig. 1a). Clinical examination was unremark-
able. On reevaluation with ultrasonography, the presence
of porcelain gallbladder was confirmed along with tiny
renal calculi. Hemogram, liver function tests, and coagu-
lation profile were normal. Patient was planned for day
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care laparoscopic cholecystectomy. Intraoperatively, a 3 x
2 cm non-contiguous nodular lesion was noted in segment
4b adjacent to the gallbladder (Fig. 1b). The rest of the
liver was normal. There was no evidence of ascites or
peritoneal nodules. In view of the association of carcino-
ma gallbladder in the porcelain gallbladder, the possibility
of metastasis was considered. However, the frozen section
of the lesion revealed multiple cystic spaces lined by cu-
boidal lining epithelium. Dystrophic calcification was not-
ed in its fibrotic wall. Overall features were suggestive of
bile duct hamartoma. Cholecystectomy was completed
laparoscopically. There was a large stone occupying the
entire gallbladder (Fig. 1c). Cut section of the specimen
did not reveal nodularity or mucosal thickening.
Therefore, no frozen section of the gallbladder specimen
was done. Final histopathological examination of the liver
lesion confirmed the diagnosis of bile duct hamartoma
chronic cholecystitis of gallbladder specimen (Fig. 2).
Patient is doing well after 1 year of surgery.

Discussion

Bile duct hamartoma is usually detected incidentally dur-
ing imaging for other indications, autopsy, or surgery. [2]
They may be detected as an isolated lesion or in associa-
tion with Caroli’s disease, congenital hepatic fibrosis [1],
and polycystic disease of the kidneys [3] but have never
been reported in association with chronic cholelithiasis.
They are characterized by small multiple nodules measur-
ing up to 1.5 cm in size. They appear as well-
circumscribed whitish nodules or subcapsular plaques in-
volving both lobes of the liver, hence can mimic hepatic
metastasis preoperatively during diagnostic laparoscopy
or during surgical exploration. [1, 2, 5] Solitary
multicystic bile duct hamartoma is extremely rare and
known to occur adjacent to the fissure of the falciform
ligament and protrude from the liver [6] as in index case.
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Fig. 1 a Plain computed tomography showing calcification appearing to
involve the gallbladder wall. No SOL are noted in the adjacent liver. b
Intraoperative photograph showing non-contiguous multinodular lesion

When in multiple, they are uniform in size and distribu-
tion, unlike liver metastases which are of varying sizes
and irregular distribution. [6] The presence of clusters of
dilated bile ducts embedded in fibrous stroma confirms
the diagnosis [7]. Excision of the lesion is curative.

On contrast-enhanced-computed tomography, they appear
as multiple small hypodense nodules distributed throughout
the liver. On magnetic resonance imaging, they appear as
hypointense lesions on T1-weighted images and hyperintense
lesions on T2-weighted images with no communication with
the biliary tree. [8] Important differential diagnosis includes
liver metastasis especially in patients with extrahepatic malig-
nant tumors, simple hepatic cyst, peribiliary cyst, Caroli dis-
ease, and rarely primary hepatocellular carcinoma with cystic
changes [9]. While simple hepatic cysts are usually larger in
size (> 1 cm), peribiliary cysts are exclusively seen around the
hepatic hilum and larger portal tracts [8, 10]. Presence of
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Fig. 2 Microscopic image with H&E stain showing multiple cystic
spaces lined by cuboidal lining epithelium (black arrow) with
fibrocolllagenous myxoid stroma (*) suggestive of bile duct hamartoma
(hematoxylin and eosin, x 40)

in segment 5 liver. Rest of the liver surface was normal. ¢ Cut section of
cholecystectomy specimen showing a large gallstone occupying the en-
tire gallbladder lumen. Gallbladder wall and mucosa were normal

biliary communication in Caroli disease differentiates it from
bile duct hamartoma. [8] Rim enhancement on gadolinium-
enhanced MR images mimics metastasis in the presence of a
known primary. [11] In the presence of extrahepatic primary,
final exclusion of metastatic lesions relies on liver biopsy or
follow-up imaging studies. [9] Since the disease may not be
detected on preoperative imaging owing to their small size [5],
there are reports of the abandoning the planned procedure on
suspicion of metastasis during surgery [1, 5].

Eight cases of biopsy-proven biliary hamartoma in surgi-
cally treated malignant cases have been reported in English
literature. Summary of these cases is depicted in Table 1.
While three of them had a preoperative diagnosis of bile duct
hamartoma, five were an intraoperative surprise. It should be
noted that the frozen section was performed in the former
three cases despite classical preoperative imaging. Though
diffuse involvement was the predominant form, solitary le-
sions were present in two cases. In contrary to solid nodular
lesions found in other cases, our patient had solitary cystic
lesion making it atypical.

Presence of suspicious lesion, solitary or multiple, during
surgery in association with potentially malignant disease of
the gallbladder, mandates the careful approach towards lapa-
roscopic cholecystectomy in an endemic region. [19]
Intraoperative frozen section is invaluable in differentiating
it from metastasis and planning appropriate surgery.

Conclusion

Incidental solitary biliary hamartoma in an extremely rare en-
tity. Preoperative diagnosis is difficult. Incidental detection
during surgery raises the suspicion of liver metastasis espe-
cially in association with porcelain gallbladder, a pre-
malignant disease. Frozen section clinches the diagnosis.
Excision is curative.
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