76903 Auto Edited.docx



Name of Journal: World Journal of Clinical Cases
Manuscript NO: 76903
Manuscript Type: CASE REPORT

Intrahepatic multicystic biliary hamartoma: A case report

Wang CY et al. Intrahepatic multicystic biliary hamartoma

Chen-Yu Wang, Fu-Yang Shi, Wei-Feng Huang, Yan Tang, Ting Li, Guo-Lin He

Abstract

BACKGROUND

Multicystic biliary hamartoma (MCBH) is a rare hamartomatous nodule of the liver,
which has recently been described as a new category of hepatic nodular cystic lesion.
Most of them are benign. The imaging findings are similar to those of many other
hepatic cystic lesions, but MCBH also has some notable features, such as large cysts,
smooth cyst walls, and lack of communication with the hepatic duct. Due to the non-
specific radiology, preoperative diagnosis is difficult, and is usually diagnosed by
postoperative pathology. Complete resection is the best treatment option, and the

postoperative prognosis is good.

CASE SUMMARY

When the patients have MCBH, the symptoms may not very typical, and they require a
combination of imaging and pathology for diagnosis. Under normal circumstances, the
prognosis of MCBH is good. However, in patients with MCBH, more cases need to be

observed for verification.

CONCLUSION
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prognosis of MCBH is good. However, in patients with MCBH, more cases need to be
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Core Tip: Intrahepatic multicystic biliary hamartoma (MCBH) is a relatively rare
disease with relatively few cases reported in the English literature. We review
previously reported articles on MCBH on our essay, summarizing some of their
characteristics and treatment. More importantly, we studied and interpreted a case that
we found during our clinical work. In this essay, we describe his clinical manifestations,
imaging performance, laboratory test results, pathological manifestations and surgery.
We also discuss and summarize the characteristics of MCBH. We hope to better
diagnose MCBH through imaging examination and pathological examination through

our essay.

INTRODUCTION

Bile duct hamartoma was described for the first time by von Meyenburg in a pathology
report. Subsequently, it was depicted on contrast-enhanced magnetic resonance
imaging. In 1975, McLoughlin and Phillips first described its angiographic
characteristics. Later, others described the computed tomography (CT) and ultrasound
characteristics of multicystic biliary hamartoma (MCBH)[!L As for the etiology of
MCBH, biliary plate malformations may be one of the pathological causes, which can be

ascribed to abnormal embryogenesis of the biliary ductal system. As a type of fibrous




polycystic liver diseases, MCBH needs to be differentiated from the others include
congenital liver fibrosis, autosomal dominant polycystic liver disease, Caroli's disease,
and choledochal cyst. However, only a few cases have been published in the world
literaturel2l. The previous literatures have never reported patient aged lower than 30
years old with MCBH, nevertheless, the age of this patient is only 14 years old, and
apart from this, the large size of the cyst is unprecedented. Here we describe this unique

case report and the literature review of MCBH.

CASE PRESENTATION

Chief complaints

Physical examination showed abnormal lumps in the intra-abdominally. Further
consultation and physical examination revealed no evidence of the following: Headache
and dizziness, dyspnea and shortness of breath, diarrhea and melena, and frequent

and/or urgent micturition.

History of present illness
No history of present illness.
History of past illness

No significant past illness.

Personal and family history

No family history or relevant genetic information.

Physical examination

Physical examination showed abnormal lumps in the intra-abdominally.

Labomtory examinations




Total bilirubin (TBil), 9.7 pmol/L; direct bilirubin, 4.5 pmol/L; albumin, 39.9 g/L;
alanine aminotransferase, 8 IU/L; aspartate aminotransferase, 12 IU/L; alpha-

fetoprotein, 1.2 pg/L; HBsAb, 24.100 IU/L; HBeAb, 1.590 COI; and HBcAb, 2.360 COL

Imaging examinations

An abdominal CT (Figure 1) showed a large, cystic, space-occupying lesion, with
blurred outline with respect to adjacent liver structures. Further CT imaging revealed a
multicystic lesion located in the upper abdomen, suggestive of a cystadenoma or
lymphangioma. Enhanced CT indicated asymmetrical intensification in the right lobe
during the arterial phase, and demonstrated homogeneous enhancement in the right
lobe during the portal vein phase and delayed phase, which was considered to be

attributed to abnormal perfusion.

FINAL DIAGNOSIS

Intrahepatic multicystic biliary hamartoma. (Figures 2 and 3)

TREATMENT

Laparoscopic partial resection.

OUTCOME AND FOLLOW-UP

The patient received postoperative antibiotic, hepatoprotective, and analgesic therapy.
The postoperative recovery was good, and the CT reexamination showed good

prognosis.

DISCUSSION

MCBH is a rare benign fibrocystic liver disease, which may be related to the
malformations of the bile dugt platell. Currently, there are very limited published
reports of MCBH worldwide?

only been 16 published cases worldwide (Table 1) 2414, MCBHs can occur at any age,

ince the first description of MCBHs in 2005, there have




although it is more common in patients aged 30-70 years, and is two times as likely to
affect men than women, with a male-to-female ratio of 10:6. Of note, compared with the
former cases, the age is younger and the size is larger of the patients with MCBH in this
report, revealing the importance of considering diagnosis of MCBH in suspected cases
in lower age groups. Most of the patients come to see a doctor complain of abdominal
pain, while some of them have no obvious clinical manifestations, and their cysts are
usually discovered by accident. Also, some may suffer from obstructive jaundice and
abdominal discomfort. The patient in this case came to our hospital because of
abdominal distension, without any specific symptom. Consequently, patients should be
diagnosed after auxiliary examination, especially pathological examination.

According to the current published reports, the cysts are usually large and often
larger than 2 cm (17 cm % 16 cm X 15 cm in our case), which cap be differentiated from
biliary microhamartomas; Further, MCBH is prone to develop in segment 3 in the left
lobe and in segment 6 in the right lobe underneath the hepatic capsulel2.. In our case,
MCBH was characterized by a space-occupying lesion with unclear boundary in the
right lobe. Consistent with the features of the present case, the cystic wall of MCBHs are
generally smooth without solid protrusions, and can be distinguished from cystic
lesions with solid protrusions, for example, intraductal papillary neoplasm of the bile
duct. MCBHs are mostly benign, and there is no report yet of distant metastases
occurring in MCBHI!. The cancer tissue is mainly composed of fibrous connective
tissue, and not only in the glands that surround the biliary ducts but also in the areas
between the dilated bile ductsl2l. Moreover, MCBHs are made up of bile ducts,
peribiliary glands, and fibrous connective tissue that are rich in blood vessels
histologically, but they are typically not connected to the hepatic ducts or biliary treel”],
consistent with the presently discussed cases. This is a distinguishing feature of
MCBHSs, which is different from Caroli’s disease, multiple hepatic cysts, and polycystic
livers.

After MCBH was first described by von Meyenburg in the pathologic literature, the

diagnostic standard for MCBHs remains contentious. Considering that the imaging




features of MCBH are similar to those of other hepatic cystic diseases, making a
differential diagnosis very challenging, we faced difficulties in establishing a
preoperative diagnosis. However, MCBHs are characterized by the following distinctive
features: Caroli's disease often gives rise to atrophy of the relevant liver lobes and
compensative hypertrophy of the rest of the hepatic lobes, but MCBHs will not cause
such changes. Multiple hepatic cysts and polycystic livers are distributed randomly,
with uneven distribution in the liver; whereas, MCBHs are distributed diffusely, mostly
characterized by a distribution along the biliary tree. On magnetic resonance imaging,
MCBHs are hyperintense on T2-weighted imaging with multicystic and honeycomb-
like nodules, while they are hypointense on T1-weighted imaging. On ultrasound, the
most concordant findings in MCBHs are a combination of uneven hypoechoic masses
with hyperechoic cystic walls, which are usually revealed as low density with septate
enhancement on CT.

In the case, spiral CT showed that the original upper abdominal mass disappeared
after excision of the tumor. A dense linear image was seen in the left edge of the liver,
and scattered pneumatosis was found in the abdomen, with mild effusion in the
perihepatic and surgical area. An indwelling drainage tube was placed in the patient’s
abdominal cavity after the surgery. Neither abnormal density lesions nor abnormal
enhancing lesions were found in the liver parenchyma. Choledoch and bile ducts, both
intrahepatic and extrahepatic, were not found to be dilated, with clear structures
around the hepatic portap. The gallbladder was depicted clearly, within which there
was no calculi showing high-density imaging; further, the gallbladder wall thickening
and enhancement could be noticed. The patient showed good intervention adherence,
surgical tolerance, and postoperative therapy. From the patient's point of view,
perceived physical discomfort was significantly eased, after treatment. The overall

prognosis was satisfactory, and reexamination was recommended.

CONCLUSION




When the patients have MCBH, the symptoms may nﬁvery typical, and they require a
combination of imaging and pathology for diagnosis. Under normal circumstances, the

prognosis of MCBH is good. However, in patients with MCBH, more cases need to be

observed for verification.
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