Case Report

HEPATIC MESENCHYMAL HAMARTOMA

Heshmatalah Soufi Majidpour?, Vahid Yousefinejad?, Mohammad Gharib Salehi?®

ABSTRACT

Hepatic mesenchymal hamartoma (HMH) is a rare liver tumor in childhood. Yet its biology and
pathogenesis are poorly understood. We report a case of a six month-old male infant, who
presented with abdominal distension for two month and fever and vomiting for two weeks. The
management and etiology of this case is discussed.
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INTRODUCTION

Hepatic mesenchymal Hamartoma (HMH) is
arare benign childhood tumor.! Approximately
55% of cases present in the first year of life.?
About 75% of HMH occure in the right lobe of
the liver; the rest are found in the left lobe or
involve both lobes.’” mesenchymal hamar-
toma of the liver may be found incidentally on
physical examination or imaging, but typically
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it presents with abdominal distention and/or
an upper abdominal mass. Abdominal pain,
anorexia, vomiting and poor weight gain have
also reported.® We reported here a case of
hepatic mesenchymal hamartoma in six
month-old infant

CASE REPORT

A six month—old male infant was referred to
our hospital because of abdominal distension
with progression for one to two months. He
presented with fever and vomiting for two
weeks. There was no history of cough, cyano-
sis and jaundice. On physical examination he
looked ill. His liver was palpable 6-7cm below
the right costal margin and there was no sple-
nomegaly. The haemogram and liver function
tests showed normal data. The serum AFP level
was 290ng/ml (normal, <20ng/ml) and the
24h urine Vanillylmandelic Acid (VMA)
amount was normal. Chest X-Ray showed de-
creased translucency in the right upper and
lower zone [Fig-1]. Ultrasound revealed a
155x75mm cystic mass in the right lobe of the
liver [Fig-2]. A computed tomography (CT)
scan showed a cystic mass in the right hepatic
lobe that pushed right kidney [Fig-3].

At laparatomy a cystic tumor (17x13x7cm)
originating from the right lobe was resected.



Fig-1: Chest X-Ray showed decreased translucency
in the right upper and lower zone of abdomen.

The pathology sections showed hepatic nod-
ules and sheats with intervening loose edema-
tous myxoid connective tissue with dilated lym-
phatics vessels, fluid-filled spaces and scattered
disorganized elongated branching bile ducts &
reported mesenchymal hamartoma [Fig-4].

DISCUSSION

Mesenchymal hamartoma of the liver may
be found incidentally on physical examination
or imaging, but typically it presents with
abdominal distention and/or an upper
abdominal mass. Abdominal pain, anorexia,
vomiting and poor weight gain have also re-
ported, but pain is seldom a dominant feature.®
Microscopically, HMH shows loose or myx-
omatous connective tissue containing cystic
spaces, bile ducts, hepatocytes, fibrous tissue

Fig-3: Abdominal CT scan with contrast of patient
showed a cystic mass in the right hepatic lobe that
induce right kidney shift.

Hepatic mesenchymal hamartoma

Fig-2: An abdominal ultrasound scan of patient
showed single cyst, 155x75 mm in size, including
hypoechoic debris in the right lobe of liver.

and vessels. Xtramedullary haematopoiesis
may be seen adjacent to the bile ducts, small
vessels or at the periphery of the lesion. Vessel
or lymphatic dilatation with fluid accumula-
tion along the degenerated mesenchyme result
in the cystic space.”

Plain radiography may show calcification
within the hepatic tumor but this is uncom-
mon.® On CT, the more common cystic form
of mesenchymal hamartoma appears as a low-
attenuation mass; enhancing septa may be
seen.® On MRI examination, the appearance
of mesenchymal hamartomas depends on the
composition of the lesion. Cystic mesenchymal
hamartomas may show low or high signal
intensity lesions on T2 weighted images.®

Laboratory studies of HMH often reveal nor-
mal liver function tests. Serum AFP elevation
up to 6000ng/ml has been reported in patients
with HMH. Other tumor markers, such as
3-HCG and VMA are negative.*’

Fig-4: Microphotograph of liver biopsy showing
multiple microcysts ("40).
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Benign liver tumors in children may be
divided into two major groups: those of epi-
thelial derivation, including simple cysts, focal
nodular hyperplasias and adenomas and those
of mesenchymal derivation including hamar-
tomas and hemangiomas. Benign mesenchy-
mal tumors of liver are common than their
epithelial counterparts.’

Differential diagnoses of HMH include
hepatoblastoma, hepatocellular carcinoma
(HCCQ), infantile haemangioendothelioma and
undifferentiated embryonal sarcoma (UES).
The serum AFP level is often elevated in
patients with HCC or hepatoblastoma. Most
HCC and hepatoblastoma are solid on
ultrasound and CT study.” Infantile
haemangioendothelioma is the most common
vascular tumor of the liver in infancy. On ul-
trasonography examination, it is predomi-
nantly hypo echoic and usually has well-de-
fined margins. Computed tomography scans
show a hypo attenuating lesion, and sometimes
calcification can be seen. On enhanced scans,
the peripheral enhancement of this tumor
shows with filling in of the central low-attenu-
ation areas on the delayed scans. Unlike HMH,
patients with infantile haemangioendothelioma
usually manifest heart failure and/or bleeding
tendency. The UES is a rare liver tumor and
usually appears as a solitary mass in the right
lobe. Patients with UES present between six
and ten years of age. The common symptoms
are right upper-quadrant pain and abdominal
mass.!!

Hepatic mesenchymal hamartomas are best
treated by complete exision. Progressive
abdominal distension may be fetal in untreated
infants.® Exision may be by conventional he-
patic resection or by nonanatomical exision
with a small margin of normal liver peduncu-
lated lesions are amenable to laparoscopic
resection.'

Despite the relative hypovascularity of most
lesions the adjacent hepatic parenchyma may
be very vascular. With modern techniques,
complications during or after tumor resection
are uncommon. Fatal hemorrhage is exception-
ally rare.?
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Biliary complications are unusual and treat-
able.” There is a small risk of late adhesive
small bowel abstruction.® After complete resec-
tion, occasional clinical and ultrasonography
review is advisable for at least five years, but
an excellent prognosis can be anticipated."

In the present case surgical exision of tumor
was done and no tumor recurrence was noted
during the follow-up period.
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