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Hepatoblastoma : A rare presentation in elderly.
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ﬁstract: \

Hepatoblastoma is one of most common types of iegrcer. However it is comparatively a
rare variety of solid tumor in paediatric age. Tisease usually affects children below the age of
years. Hepatoblastoma (HB) accounts for 79 % ofhallliver tumors in children. Though it is usually
seen in childhood, few cases of hepatoblastomaalsasbeen reported in adults worldwide. Studies
suggest the disease is more common in males asacethfp females. The etiology of HB has not been
yet fully understood. Alpha Feto Protein (AFP) isemsitive and specific marker of the tumor folyear
diagnosis and monitoring. The complete surgicateten is the most important modality of treatment|
Chemotherapy has been proven beneficial in bothivadf and neo-adjuvant treatment. Howeve
inspite of all these available therapies, the posg of hepatoblastoma in adults is yet to be fully
understood.
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Introduction:

O

Hepatoblastoma is the most common form of liverduimowever it is comparatively
a rare variety of solid tumor in paediatric ageugfoThe disease usually affects children
below the age of 3 ye&$his tumor primarily originates from fetal liveek, mature liver
cell and/or bile duct cells and usually presemicélly as an abdominal mass. Alpha Feto
Protein (AFP) is a sensitive and specific markertleé tumor for early diagnosis and
monitoring.

Hepatoblastoma (HB) accounts for 79
% of all the liver tumors in children and th@" *corresponding Author:
annual incidences of HB in infant <1 year Dr. Akhil Vignesh '
age is 11.2 per million. A significant high ra Email: akhuhagneshatrgmail.com
of HB is observed in infants with low birt
weight (LBW) and very low birth weight
(VLBW) children. The incidences of HE
decrease rapidly after the age of 5 years. O
few cases of HB has been reported
adolescent and middle age persons with 0
four cases been reported above the age o
years worldwid& Hence we are reporting
case of HB who presented at the age of
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years.
Case Report:

A 84 year old male patient was admitted to the cedivard of MB Govt Hospital
and RNT Medical College, Udaipur, Rajasthan with kistory of fever, cough, shortness of
breath, chest pain on the left side and abdomielsmwith loss of weight and appetite for the
last six months. All these symptoms are progre$sivereasing for which the patient had
consulted many physicians and he was prescribed amtibiotic and anti pyretic treatment.
But he had no improvement. Patient had no sigmitigpast history in the form of any
hospitalization, major surgery or major treatmemteny major illness. He was a non smoker
and had no other addiction in the form of alcohotabacco chewing. Then the patient was
examined thoroughly and found that he had pallevese cachexia without any jaundice,
clubbing, lymphadenopathy or edema feet. His weight 40 kg and BMI was 16.8kg/m2.
Respiratory system examination revealed left sigédural effusion and abdominal
examination revealed a mass of approximately 8*7 ianthe epigastric area which was
globular and hard in consistency with sharp marging irregular surface and was probably
originating from the left lobe of liver.

He was then investigated and was found that his dggobin was 8.6g/dl while the
TLC and DLC were in the normal range. The ESR wasnin with normal renal function
tests. His liver function tests revealed that tdiidirubin was 0.3mg/dl, SGPT and SGOT
were marginally high (67 and 47 U/L respectivelf)lAwas 312 U/L ,total serum protein
was 5.9g/dl and albumin was 2.5g/dl with reverdahlbumin : Globulin ratio. Chest xray
was done showing moderate left sided pleural effusivhich was aspirated and was
hemorrhagic in nature and cytobiochemical investiga of the same revealed Protein
4.3g/dl, Sugar 107.6mg/dl, Adenosine Deaminase 813 Total cells 350 cell/cumm with
Neutrophils 20%,Lymphocytes 70% ,RBC 10% and ngia8/ cells seen.

Patient underwent Ultra sonography abdomen whiclowsd a ill defined
heterogenous mass of approximately 57*32 mm origigdrom the left lobe of liver causing
mass effect on adjacent parenchyma which was stiggeof ?Hemangioma or
?cholangiocarcinoma (Image 1).

These findings were confirmed by Contrast enhanttgde phased computed
tomography (CECT) which revealed a heterogeneoesijancing soft tissue mass of
63*51*53 mm with internal low attenuation areas reda left lobe of the liver with
infiltrating segmental branches spreading intolfter bronchus, left descending pulmonary
artery and left descending pulmonary vein suggestifv a primary liver malignancy with
multiple metastasis(Image 2) .

These findings were further confirmed by Fine Nee@spiration Cytology of liver
(FNAC) which showed clumps of small cells with hiblucleo-Cytoplasmic ratio and mild
nuclear pleomorphism. At some places cells areabetcular pattern while at other places
cells are lying singly. Few cells were showing hepallular differentiation with bilirubin
formations. These findings were consistent with iaguosis of Hepatoblastoma (Image
3).This was further confirmed by serum Alpha fetotpin which was highly raised 708
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IU/ml (Normal <10 IU/ml).CA 125 was 97.06 U/ml a@EA 8.70 ng/ml .All these findings
were highly suggestive of a pleuripotent type tuim@rHepatoblastoma (HB).

Image 1: USG Showingill defined Image 2: CECT revealing a heterogeneously
Heter ogenous mass originating from enhancing soft tissue massin left lobe of the liver
theleft lobe of liver

Spin: -0
Tilt: -0

ABDOMEN CONTRASTIV CONTRAST

Image 3: Fine Needle Aspiration Cytology of liver showing clumps of small cellswith high
Nucleo-Cytoplasmic ratio and mild nuclear pleomor phism suggestive of hepatoblastoma

Discussion:

Hepatoblastoma is one of the most common primartjgment neoplasms of the liver
in children and around 90 % of the cases are fasully before the age of SyeakB in
adolescents ,young adults is a rare disease dither rarest above the age of 70 years.
Some studies suggests the disease is more commoalé@s as compared to females .The
male : Female ratio is 1.7:1.The etiology of HB e been yet fully understood. The
present cytogenetic and molecular genetic studiesals involvement of chromosomal loci
on 1q,29,49,8q etc and these may have associaitbnH®.Based on the embryological
theory it is believed that HB arises from hepatstia however this hypothesis is not
applicable in HB of adulthood and old age. The isezace of primitive hepatoblasts for such
a long period seems unlikely and this would indicéttat theses tumors in old age has
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different pathogenic pathway as compared to thahiiren.

Ishak and Glunz classify Hepatoblastoma into twaugs namely epithelial type and
mixed epithelial and mesenchymal tydédne epithelial type consists of fetal and embrgoni
cell. They may present alone or in combinationtHa next variety i.e mixed epithelio —
mesenchymal type, the mesenchymal elements areaBaemwith epithelial component. For
a long time it has been thought that hepatoblastevalops during intra uterine life but the
same histological pattern seen in adults and oédpagients suggest the contrary. Many new
interesting theories are now developing and onertheuggests that common hepatocytes
could be at the starting point of tumor genesierathey lose differentiation and get
transformed into blast cells.

In adult and old age the morbidity of HB is extréynleigh due to late diagnosis and
because of non specific initial presentatidhe usual clinical presentation of HB are
abdominal lump, loss of weight and anorexia etee $hrum AFP are almost always very
high ,such as in our case (AFP 708 IU/ml ).Theiahiiagnosis of HB is mainly based on
investigation such as USG ,CT scaRI which shows hyperechoic solid intrahepatic sas
which can further be confirmed by high or very hi§kP along with histopathological
diagnosis.The final diagnosis depends on the bigbsymor in adults. However there may
be several similar varieties of tumor mimicking tléagnosis like hepatic teratoma,
carcinoma, sarcoma, malignant mesenchymal tumods hepatocellular carcinoma with
sarcomatous chandes

The complete surgical resection is the most impomaodality of treatment and it has
good clinical results. Chemotherapy has been proveneficial in both adjuvant and
neoadjuvant treatment that can shrink the tumer8itt makes the tumor less prone to bleed
and it delineates the tumor from the surroundingepehyma. HB is sensitive to
chemotherapeutic agents such as Doxorubicin, Qispla Vincristine  and
cyclophosphamidé.

Conclusion:

Hepatoblastoma is one of the rarest liver maligggesenting in adolescent and old
age people .The very low incidences of this disemseld age and its non specific
presentation makes the diagnosis difficult. Thestepts may present in very late stage of
the disease with spread of the malignancy to differorgans of the body. There is no
consensus on the treatment of the disease dueitipafithe disease in old age. Most of the
patients diagnosed have expired before surgeryoon sfter surgery. This represents a
diagnostic challenge because prognosis could lieciuimproved with early detection.
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