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Hepatic undifferentiated embryonal =
sarcoma in a young adult

Sarcoma embrionario indiferenciado hepatico
en adulto joven

Undifferentiated embryonal sarcoma of the liver (UESL) is
an aggressive cancer with a very low incidence (0.1%-2% of
liver tumours)." Although it also occurs in adults, it is more
common in childhood.? Accurate preoperative diagnosis is
a challenge. Survival has improved with the current treat-
ment of complete surgical resection and chemotherapy.® We
present a new case of UESL and discuss the central aspects
of this type of cancer.

This was a 20-year-old woman with no relevant previ-
ous medical history who presented with vomiting and a
palpable mass in the right hypochondrium. Abdominal ultra-
sound (Fig. 1A) and magnetic resonance imaging (Fig. 1B)
showed a 12.5 x 12 x 10cm multilocular cystic lesion in the
right lobe of her liver. There were no abnormalities in
her complete blood count, liver function tests or tumour
markers. The preoperative radiological diagnosis was bil-
iary cystic neoplasm. Bisegmentectomy V-VI was performed
(Fig. 1C). She was discharged 24h later with no post-
operative complications. The pathology study revealed a
high-grade undifferentiated embryonal sarcoma with free
surgical margins. Microscopically, large spindle-shaped sar-
comatous epithelial cysts were identified with high mitotic
activity and hyaline globules. Immunohistochemically we
found expression for desmin with activity for MYOD1 and
negativity for beta-catenin, P53, P16 and myogenin. The
patient was started on chemotherapy with vincristine,
actinomycin-D and cyclophosphamide. Over the follow-up
carried out to date (six months) there have been no signs of
recurrence.

UESL was first described by Stocker and Ishak in 1978.2
It is the third most common primary hepatic malignancy
in childhood after hepatoblastoma and hepatocellular car-
cinoma. In adults, it is usually seen in women in their
thirties or forties." No obvious aetiological factors have yet
been found, suggesting that it derives from the malignant
transformation of a mesenchymal hamartoma.’ The most
common location is the right lobe of the liver; as in our
case, it is usually more than 10cm in size.*

Clinical presentation is variable, ranging from asymp-
tomatic to non-specific symptoms (fever, weight loss and
gastrointestinal symptoms) to severe symptoms caused by
tumour rupture or liver failure."? An abdominal mass may
be palpable on physical examination, with or without asso-
ciated abdominal pain. There are no typical laboratory data
of UESL,? with liver function tests and tumour markers usu-

ally normal, but elevation of transaminases, sedimentation
rate and leucocytosis may be found.?

The radiological findings of UESL are not specific. Ultra-
sound usually shows a large, benign-appearing cystic-solid
mass.> Computed tomography shows a large multi-septated
hypodense mass with central necrosis. Magnetic resonance
imaging is particularly useful for detecting small multifocal
nodules and assessing vascular-biliary structures and hilar
lymphadenopathy. The presence of a hypointense border
caused by the peri-tumour fibrous pseudocapsule, intratu-
mour bleeding, and heterogeneous enhancement both in
the periphery and in the solid tumour components on late
T1-weighted images are suggestive of UESL.2>

The differential diagnosis of UESL is complex. The age
of the patient can be indicative. The main differential
diagnoses in the paediatric population are mesenchy-
mal hamartoma, hepatoblastoma and biliary embryonal
rhabdomyosarcoma.® In adults, it includes hepatocellu-
lar carcinoma, biliary cystic neoplasms, gastrointestinal
stromal tumour, angiomyolipoma, epithelioid haemangioen-
dothelioma and malignant melanoma.? An accurate, early
diagnosis is key to increasing the chances of long-term sur-
vival.

The definitive diagnosis of UESL is based on histopatho-
logical examination and immunohistochemical evaluation.
Macroscopically, it usually involves a single, heterogeneous
lesion with a cystic-solid appearance, greyish in colour, with
areas of necrosis delimited by a fibrous pseudocapsule.?
Microscopically, the pseudocapsule separates the lesion
from the surrounding liver parenchyma.

The variable expression of histiocytic, muscular and
epithelial markers suggests that it originates from primitive
stem cells. Most are positive for vimentin, desmin, CD68,
B2-cell lymphoma, «1-antitrypsin and CD10. The lack of
expression for the hepatocyte paraffin-1 antibody differenti-
ates it from hepatoblastoma and hepatocellular carcinoma.’

Complete surgical resection and chemotherapy are the
mainstays of UESL treatment. The combination of surgery
and chemotherapy has improved outcomes, increasing five-
year survival from 40% in the 1980s to the current 70%.'->
If RO resection does not seem possible at diagnosis, neoad-
juvant chemotherapy can be started.® Negative resection
margin, tumour size less than 15cm, and combination ther-
apy (surgery and chemotherapy) are independent prognostic
factors.>=> The presence of extrahepatic disease does not
seem to significantly impact the prognosis and should not be
considered a contraindication for surgery.* Liver transplan-
tation may be an alternative for the technically unresectable
disease after neoadjuvant chemotherapy or recurrence.’?
Recurrences usually occur within two years after surgery,
with a higher rate if the resection margins are positive.>

199


https://doi.org/
http://www.elsevier.es/gastroenterologia
http://crossmark.crossref.org/dialog/?doi=10.1016/j.gastre.2022.06.004&domain=pdf
dx.doi.org/10.14309/crj.0000000000000140
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0010
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0015
mailto:luciazabalzasanmartin@gmail.com
http://crossmark.crossref.org/dialog/?doi=10.1016/j.gastre.2022.06.004&domain=pdf
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0025
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0030
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0035
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
http://refhub.elsevier.com/S2444-3824(23)00046-9/sbref0040
mailto:ebrunetm@tauli.cat
http://crossmark.crossref.org/dialog/?doi=10.1016/j.gastre.2022.06.004&domain=pdf
dx.doi.org/10.1308/rcsann.2018.0184
dx.doi.org/10.1503/cmaj.141195
dx.doi.org/10.1503/cmaj.141195
dx.doi.org/10.1681/ASN.2016101139
dx.doi.org/10.1016/j.ciresp.2009.01.022
mailto:julia.costas.eimil@sergas.es
http://crossmark.crossref.org/dialog/?doi=10.1016/j.gastre.2022.06.004&domain=pdf

SCIENTIFIC LETTER

Figure 1

A. Doppler ultrasound of abdomen/pelvis: multilocular cystic lesion in the liver with peripheral vascularity. T: tumour.

1B Magnetic resonance imaging. Cystic-solid multilocular lesion with hypointense border and heterogeneous enhancement in the
periphery and within the solid components of the mass. T: tumour. 1C. Surgical specimen.

In conclusion, UESL is a very rare tumour, which is difficult
to correctly diagnose preoperatively. Treatment is complete
tumour excision and adjuvant chemotherapy.
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