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Mesenchymal hepatic hamartoma associated with elevated
alpha fetoprotein mimicking a hepatoblastoma: A rare case
and a literature review

Luvo Gaxa, Bafana Hlatshwayo

ABSTRACT

Introduction: A mesenchymal hepatic
hamartoma is a heterogeneous and a rare
congenital benign neoplasm whose presentation
may be cystic, solid or mixed and the mass may
demonstrate varying degrees of vascularity.
Treating mesenchymal hepatic hamartomas
conservatively is not encouraged because these
lesions have the potential to grow rapidly and
may degenerate to a malignant undifferentiated
embryonal sarcoma. The standard treatment
of mesenchymal hepatic hamartoma is surgical
resection. However, marsupialization is also
indicated in surgically unresectable cases.
Case Report: We report a case of one-year-old
girl who presented with a one-month history
of abdominal distention. The patient was born
through a normal vaginal delivery at term. Apgar
score 9/10-10/10, birth weight 2.8 kg. Head
circumference 36 cm. The patient is retro-viral
disease negative. She has normal developmental
milestones and the immunizations are up
to date. Ultrasound of the abdomen was
performed and it showed right liver lobe large
masses. Computed tomography (CT) scan was
subsequently performed to further characterize
the liver lesions. Ultrasound guided biopsy was
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performed and it confirmed the diagnosis of
mesenchymal hepatic hamartoma. The alpha-
fetoprotein was markedly elevated. Conclusion:
It is of utmost importance to note that as
much as the mesenchymal hepatic hamartoma
typically shows a normal alpha-fetoprotein,
a rare presentation of this benign tumor may
be associated with markedly elevated alpha
fetoprotein.

Keywords: Mesenchymal hepatic hamartoma,
Rare, Treatment

How to cite this article

Gaxa L, Hltshwayo B. Mesenchymal hepatic
hamartoma associated with elevated alpha
fetoprotein mimicking a hepatoblastoma: A rare case
and a literature review. Case Rep Int 2017;6:9—12.

Article ID: 100034CRINTLG2017

KKK ¥ K% K%K

doi:10.5348/crint-2017-34-CR-3

INTRODUCTION

Mesenchymal hamartoma of the liver is defined as
a benign tumor of infancy with features of epithelial
structures and mixture in a loose connective tissue
stroma suggestive of lymphangiomatous channels with
fluid accumulation [1].

Doner et al., Parkard and Palmer state that hepatic
hamartoma is a portal connective tissue developmental
anomaly during fetal life as opposed to a true neoplasm
[1].

Etiology: Edmondson speculated that hepatic
hamartoma might be the consequence of failure of
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embryonic fetal liver’s normal development or a
degenerative accessory lobe change [1].

Mesenchymal hepatic hamartoma may also be defined
as a developmental anomaly that is rare and benign
characterized by mixture of loose mesenchymal tissue,
connective tissue, bile ducts and hepatocytes along with
cysts formed from degenerative areas of mesenchyme [2].

Incidence: The clinical presentation of mesenchymal
hepatic hamartoma is common in the first 24 months of
life and the median age of occurrence is 10 months [3].

Males are commonly affected compared to females at
aratio of 2:1 and there is preponderance of the right liver
lobe compared to the left liver lobe [4].

Ever since the first cases of mesenchymal hepatic
hamartoma were reported in year 1959 and 1966, as
of year 2012 less than 200 cases have been reported in
English literature [2].

Characteristically, the laboratory findings show
normal liver function tests although few reports of
elevated alpha fetoprotein of more than 6000 ng/ml are
documented in literature [3].

CASE REPORT

A one-year-old girl presents with a one-month
history of abdominal distention. No previous medical
history reported. The patient was born through a normal
vaginal delivery at term. Apgar score 9/10-10/10,
birth weight 0.8 kg. Head circumference 36 cm. The
patient is retro-viral disease negative. She has normal
developmental milestones and the immunizations are
up to date. Ultrasound of the abdomen was performed
and it showed right liver lobe large masses. Computed
tomography (CT) scan was subsequently performed
to further characterize the liver lesions. Computed
tomography scan revealed that: there was a large liver
mass, heterogeneously enhancing post contrast and the
mass also demonstrated cystic changes within it. The
mass was noted to cross the midline to the contra-lateral
side and displacing the abdominal organs inferolaterally.
The differential diagnosis given were 1. hepatoblastoma,
and 2. hepatocellular carcinoma.

The alpha fetoprotein was markedly elevated
measuring 3866 ng/ml. White cell count was 21,
erythrocyte sedimentation rate 10, hemoglobin 8.8.
The temperature 36.3°C, pulse rate 124 beats/min,
saturation 100% on room air. Biopsy was ultrasound
guided and it was repeated twice to confirm that the
diagnosis was indeed a hepatic hamartoma as opposed to
hepatoblastoma.

Microscopy sections demonstrate cores of lesional
tissue. The lesion under low power demonstrated
a fibroadenoma-like architectural appearance. The
lesion comprises predominance of mature fibroblastic
proliferation appearing within a fibromyxoid background.
There is accompanying cystically dilated bile ducts some
of which demonstrate evidence of proliferation. In parts,
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entrapped trabeculae and cords of resident liver tissue
are present. This is arranged haphazardly. There is no
evidence of malignant transformation. Some of the
hepatocytes contain bile pigment. In addition to chronic
inflammatory cells, scattered eosinophils are present.
There is no evidence of malignancy. The features are
those of a mesenchymal hamartoma of the liver.

The patient was transfused 130 ml of red packed cells
four hourly. Lasyx 9 mg intravenously was given post
transfusion. Zinc sulfate 10 mg per os daily, ondansetron
hydrochloride and the patient was given 2 mg

Figure 1: (A) Axial view post contrast computed tomography
scan of the liver showing a large heterogeneously enhancing
liver mass with cystic changes within it. (B, C) Coronal post
contrast computed tomography scan of the liver confirm the
large liver mass crossing the midline to the contra-lateral side
and displacing the bowel and the abdominal organs infero-

laterally.
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Figure 2: Histopathology showing lesion comprising of
predominance of mature fibroblastic proliferation appearing
within a fibromyxoid background (H&E stain, x100).
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intravenously 12 hourly and zyloprin 100 mg per os three
times a day were given because she presented with severe
anemia and diarrhea and vomiting due to gastroenteritis.

The patient is being discussed with the pediatric
surgeons for further management.

DISCUSSION

Mesenchymal hamartoma of the liver is defined as
a benign tumor of infancy with features of epithelial
structures and mixture in a loose connective tissue
stroma suggestive of lymphangiomatous channels
with fluid accumulation [1]. Edmondson speculated
that hepatic hamartoma might be the consequence of
failure of embryonic fetal liver normal development or a
degenerative accessory lobe change [1].

Mesenchymal hepatic hamartoma may also be defined
as a developmental anomaly that is rare and benign
characterized by mixture of loose mesenchymal tissue,
connective tissue, bile ducts and hepatocytes along with
cysts formed from degenerative areas of mesenchyme [2]

A mesenchymal hepatic hamartoma is a
heterogeneous and a rare congenital benign neoplasm
whose presentation may be cystic, solid or mixed and the
mass may demonstrate varying degrees of vascularity [3].

This primary benign liver tumor mainly occurs
during infancy and childhood. However; a handful of
cases have been reported in older age groups as well.
The first cases of mesenchymal hepatic hamartoma were
reported in year 1959 and 1966 and as of year 2012 less
than 200 cases have been reported in English literature
ever since year 1956. Some of the names that are used for
mesenchymal hepatic hamartoma are cystic hamartoma,
pseudocystic mesenchymal tumors, lymphangiomas, bile
duct hamartomas and mesenchymomas [4].

It is estimated that 55% of mesenchymal hepatic
hamartomas are diagnosed in the first year of life and 75%
of the cases occur in the right liver lobe and the remainder
ofthe cases occur in the leftliver lobe or involve both lobes.
At its early stages the mesenchymal hepatic hamartoma is
asymptomatic and may be diagnosed co-incidentally on
imaging or physical examination. However, the clinical
presentation is that of an upper quadrant mass and or
abdominal distention [5].

Theappearance of amesenchymal hepatichamartoma
at imaging largely depends on its gross pathologic
appearance and may range from a cystic mass that has
either thin or thick septations to a predominantly solid
mass which contains a few cystic areas. At ultrasound the
cystic type of mesenchymal hepatic hamartoma presents
as an anechoic or nearly anechoic mass with echogenic
thin or thick septations and the solid type presents as an
echogenic mass. The gelatinous components of the mass
may show low-level echoes within the cystic mass and
on color Doppler ultrasound there is minimal blood flow
that is only limited to the septa and the solid component

[6].
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Radiographic findings may demonstrate a calcification
within the hepatic tumor although this is not the common
finding. On computed tomography scan, the mass is
commonly hypo-dense and on post contrast examination
the septa enhances. T2-weighted on magnetic resonance
imaging (MRI): image may show low or high signal
intensity masses [5].

The solid type of mesenchymal hepatic hamartoma
presents as a low signal mass on both T1-weighted and
T2-weighted images secondary to fibrosis and the septa
enhance following gadolinium studies [5, 7].

Laboratory findings typically show normal liver
function tests although reports of elevated alpha
fetoprotein of more than 6000 ng/ml are documented in
literature [5].

If possible, complete surgical resection with hepatic
lobectomy or non-anatomic excision is the definitive
treatment. For unresectable lesions, drainage with
marsupialization and partial resection may be performed
although this may be followed by recurrence of the
mass. Treating mesenchymal hepatic hamartomas
conservatively is not encouraged because these lesions
have the potential to grow rapidly and may degenerate
to a malignant undifferentiated embryonal sarcoma [7].

The differential diagnosis of mesenchymal hepatic
hamartoma include hepatic abscess, Caroli’s disease,
metastasis, hepatoblastoma, undifferentiated embryo
sarcoma of the liver, hemangioma, hepatic hydatid
disease and infantile hemangioendothelioma [8, 9].

CONCLUSION

A mesenchymal hepatic hamartoma associated with
elevated alpha fetoprotein is a rare and an exceptional
encounter. The top differential diagnosis of this rare
presentation is a hepatoblastoma.
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