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Abstract

1. Manuel Ascunce Domenech Hospital in
Camaguey, Cuba

Background: In contrast to childhood hepatoblastoma, adult hepatoblastoma (HBA) is a rare and not-fully-

understood liver tumor with a poor prognosis. To date, about 50 cases have been adequately reported in the
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medical literature. Objective: We present the case of a patient who was discharged from our hospital with a
diagnosis of hepatocellular carcinoma approximately 3 months before returning. Clinical case: A 60-year-old

male patient with a history of alcoholism and heavy smoking was admitted to our hospital for abdominal pain.
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Physical examination revealed a palpable tumor in the right hypochondrium region. This patient had been
discharged approximately 3 months previously with a diagnosis of hepatocellular carcinoma in the course of

liver cirrhosis. The patient died, and the autopsy revealed an HBA. Conclusions: Adult hepatoblastoma is
an infrequent tumor with a severe prognosis. Many cases are asymptomatic until the time of diagnosis, and
the tumor is usually very large. Liver enzymes, alpha-fetus protein, and imaging studies lead to a diagnosis of
hepatocellular carcinoma which is a common tumor in adults. Histological study confirms the diagnosis. Due
to the poor prognosis for HBA in contrast to better prospects for treatment of hepatoblastoma in children, it is
logical to use pediatric treatment in adults. More research is needed for the optimal treatment of HBA.
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INTRODUCTION

Among the malignant liver tumors, hepatoblastomas are
common at early ages. This type of tumor has different names
but is most frequently called a malignant mixed tumor of the
liver due to the different classes of cells found within it. In the
past, the term blastoma was not used for this type of tumor in
adults, but it has been accepted since it was found that there
are no differences between adult hepatoblastoma (AHB)
and childhood hepatoblastoma (CHB). (1)

AHB is a rare liver tumor whose prognosis is poor, unlike
the prognosis of CHB. AHB is not yet fully understood.
(2) It was first described as a mixed liver tumor by Marx
in 1904. (1) Since then only about 50 cases have been ade-
quately reported in the medical literature. (3)

In contrast to CHB, AHB has a fatal prognosis with a mean
life expectancy of two months and a one-year survival rate of
only 24%. (4) Many theories posit an embryonic origin of
hepatoblastomas and give an important role to hepatic stem
cells. (S) This study presents the first case of a patient with an
ABH described and diagnosed in our hospital.

CLINICAL CASE

The patient was a 60-year-old farmer who was an alcoho-
lic and inveterate smoker. He was admitted to our service
due to abdominal pain and a tumor mass in the right upper
quadrant. He had been discharged from this hospital three
months earlier following diagnosis of hepatocellular carci-
noma and liver cirrhosis.
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The patient reported suffering general malaise, dyspep-
sia, epigastric pain and pain in the right upper quadrant
for several months prior to admission. He had lost 12 kg
of weight. He stated that he had had no contact with toxic
substances but had had contact with multiple domestic
animals. Physical examination revealed a great alteration of
his constitutional state including paleness and sweating. He
was afebrile, and without lymphadenopathy, but the whites
of his eyes were mildly jaundiced.

His cardiorespiratory apparatus was normal, with a blood
pressure of 110/70 mm Hg, and a heart rate of 112 bpm. A
hard tumor with a smooth surface was found in his abdomen.
On palpation, the patient experienced pain in the right upper
quadrant that extended 12 cm beyond the costal margin.

No alterations were found in other organs or systems
including the urological system and the fundus which were
normal. Positive test results are described in Table 1.

All other tests including ions, pancreatic enzymes, coagu-
lation, and kidney function were normal. Tests for hepatitis
B virus surface antigens and the antibody against the hepa-
titis C virus were negative.

A chest x-ray showed pulmonary emphysema, an electro-
cardiogram confirmed a sinus tachycardia, and abdominal
ultrasound found a 12-1S cm solid mass with fine edges, a
firm consistency, and a nodular surface.

A CT scan found a large liver mass with areas of necrosis
measuring approximately 15 cm that had the same charac-
teristics found with ultrasound.

The patient’s relatives refused to allow fine needle aspira-
tion biopsy (FNA) of the liver given the patient’s very serious
condition and the fact that his diagnosis was already known.

Table 1. Positive test results

Reference
values

Paraclinical tests performed Results

Hemoglobin 8 g/dL 13.8-17.2 (g/dL)
Serum glucose 2.8 mmol/L 40.7-50.3 %
Mean corpuscular volume 70 Ft 82-92 Ft
Alkaline phosphatase 890 U/L 50-130 U/L
y-glutamyltransferase 560 U/L 8-35 U/L
Lactate dehydrogenase 1105 UI/L 130-300 UI/L
Total bilirubin 23 mmol/L 5.1-17.0 mmol/L
Direct bilirubin 5.2 mmol/L 1.7-5.1 mmol/L
Alanine transaminase 420 U/L 5-35 U/L
Aspartate transaminase 440 U/IL 5-30 UL
Alpha-fetoprotein 1813 ng/mL 1-20 ng/mL
Erythrocyte sedimentation rate 101 mm/h 20 mm/h

The patient died as a consequence of the severity of his
illness. Based on the institutional policy for improvements
in medical practice, a post-mortem study was carried. An
enlarged liver (approximately 15 cm) with fine borders was
observed macroscopically (Figure 1).

The histopathological study was compatible with a mixed
epithelial hepatoblastoma of the liver, as shown below
(Figures 2 and 3).

Figure 1. A. Right lobe section showing apparently well-defined tumor mass with a motley appearance and whitish hemorrhagic areas. B. Typical

tumor.
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Figure 3. A. Histological image of a tumor field shows a thick trabecular pattern and collagen with central immature cells within a typical epithelial
area. B. Histological image of another field of the tumor, epithelial type, showing an embryonic differentiation pattern with a less cohesive cell
arrangement plus the presence of trabeculae. Note the irregular chromatin and prominent nucleolus. H/E- 40X.

DISCUSSION

A hepatoblastoma is a malignant tumor of the liver which
usually affects children under 2 years of age. They can be
fatal if they are not removed. (4) This type of tumor has
two anatomical variants: the epithelial type and the mixed
epithelial and mesenchymal type. The latter contains foci of

mesenchymal differentiation consisting of primitive mes-
enchyme, osteoid, cartilage, and striated muscle. (6)

These tumors have received somewhat confusing names
including mixed embryonal liver tumor, mixed tumor of
the liver, adult hepatoblastoma, and mixed adult hepato-
blastoma. This last term is the most commonly accepted

today. (7)
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Hepatoblastomas are rare tumor in childhood: their annual
incidence is only 0.5-1.5 per 1,000,000 people. They usually
occur in children from six months to five years of age. (8)

According to some authors, the first case of AHB was
reported in 1958. (9) According to Xiao et al,, as of this date
only 50 cases of this pathology have been recognized. (3)

AHB presents in a way that is similar to CHB with the
appearance of a mass, usually in the right upper quadrant.
These hepatoblastomas are usually asymptomatic and affect
both sexes equally. The average age of patients at diagnosis
is 52 years. (S, 7)

AHB is not commonly associated with liver cirrhosis. In
fact, radiologically visible tumor calcifications are common,
and they are not usual in other malignant liver tumors. (4,
7) They were not reported in our case.

AHB is a slow-growing tumor which is well tolerated
by patients and has few symptoms. There is usually pain,
and a palpable mass frequently appears 2 to 4 months after
diagnosis. (10) this was observed in our patient at a time
when the tumor had grown to a large size and had already
disseminated. (10)

Our patient had manifestations of an important constitu-
tional syndrome with symptoms including asthenia, ano-
rexia, great weight loss and jaundice due to compression of
the biliary tree. (1, 6,7)

In 25% of cases, AHB has been associated with liver disea-
ses such as liver cirrhosis, hepatitis B and hepatitis C. (1)
Hepatitis was not observed or demonstrated in our case.

The diagnosis of AHB has always been the result of the
histological study of surgical specimens or autopsies. (1-7)
Our patient’s autopsy confirmed the diagnosis. It was per-
formed following the institutional policy of improvements
in medical practice.

Imaging, including abdominal ultrasound, axial tomo-
graphy and magnetic resonance imaging, is of great value.
These tests allow observation of a large nodular mass mea-
suring 5-24 cm in diameter that is circumscribed by a fine
fibrous capsule or pseudocapsule. (1) Our patient’s tumor
measured 15 cm and had no calcifications or capsule that
could be seen by imaging. It should also be mentioned that
alpha-fetoprotein levels have been elevated in more than
50% of the reported cases of ABH. (1, 5)

The histology of AHB has been compared to that of CHB
which has been subdivided into 4 histological categories:
the fetal form (1/3 of all cases), the mixed embryonic-fetal
form (20%), the macrotrabecular form (30%), and a form
composed of small undifferentiated cells (2-3%). (6,9, 10)

About 25% of the published ABH cases have conditions
such as fibrosis and cirrhosis. (4) Also, findings of mesen-
chymal components that resemble fibrosarcoma, osteosar-
coma, chondrosarcoma, angiosarcoma, and rhabdomyo-
sarcoma have been described. (1, 10)
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The most common cellular components are hepato-
blasts, the hepatic endoderm cells, and bipotential progeni-
tor cells which can differentiate into either hepatocytes or
cholangiocytes. (1,7, 8)

A mutation in the Wnt/p-catenin pathway, reported in
50% to 90% of cases, has recently been found to be a signal
that orients hepatoblastomas in childhood. (11)

A pleomorphic finding of hepatoblastomas denotes com-
mon origin of stem cells which allows observation of epithe-
lial factors including hepatocytes and cholangiocytes as well
as mesenchymal phenotypes in the endothelium and sinus-
oids. (5, 10, 11) Nevertheless, diagnosis remains the result
of histological study of surgical or autopsy specimens. (1,9)

In this context, AHB requires surgery (as do all liver
tumors) when the diagnosis is made before spread or over-
growth of the hepatoblastoma. Consequently, complete
oncological resection is the cornerstone of treatment and
avoids complete liver resection especially in those cases in
which the patient does not present symptoms.

At the time of diagnosis, the vast majority of patients have
an unresectable tumor. (12) Surgical treatment has shown
very poor results: an overall one year survival rate of 24%.
However, one year survival in cases of unresectable tumors
is 0% while it is 41% for resectable tumors. (1)

It has been reported that patients who whose tumors
have been resected when they are under 45 years of age
have a better prognosis (42%) than do patients over the
age of 45 years managed in the same way whose one year
survival rate is 0%. (1, 7)

Tumors that have not been operated on have shown good
responses to systemic transcatheter arterial chemoemboli-
zation with cisplatin and pirarubicin. (13)

Thus, the treatment and prognosis for CHB is much
better than for AHB. Various types of vincristine, cispla-
tin, and S-fluoracil therapies have been used as adjunctive
treatments. Other methods include hepatectomy and liver
transplantation.

Thanks to these alternatives, the S-year survival rate has
reached 75%, and the five-year recurrence-free survival rate
has reached 66%. In contrast, prognoses for adults are usua-
lly poor, so that the only currently valid treatment option is
radical surgery, whenever it is possible), both for primary
tumors and for metastases. (14)

CONCLUSIONS

AHB is an uncommon tumor in people over 5 years of age,
and its prognosis is fatal in adults. Often, it is asymptoma-
tic, and when symptoms appear, the tumor is already large
making therapy difficult.

This pathology requires high levels of diagnostic suspi-
cion with protocol studies, such asliver enzymes and alpha-
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fetoprotein screening, pointing to a liver tumor. In the case
of our patient, it was hepatocellular carcinoma rather than
a hepatoblastoma, as described. The patient died, but his
diagnosis was made through a histological study which is
usually omitted in the procedures of these cases given their
poor prognoses and the inexperience that is common for
management of hepatoblastomas in adults.

In view of the biological similarities, it seems logical to
implement the stratification and control schemes for mana-
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