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Summary

Hemangioendothelioma is a vascular neoplasm which shows a
borderline behaviour with slow progression. Primary epithelioid
hemangioendotheliomas of the liver are rare tumours with
an incidence rate of less than 1 per 1,000,000 population. The
unpredictability of tumor behaviour, complicates the treatment.
Main options for treatment are chemotherapy, radiotherapy
and surgery. Due to the lack of established guidelines, there is
a debate on the most effective surgical intervention. This case
report describes a 46-year-old female patient who was undergoing
chemotherapy for 8 years with a slowly progressing disease,
finally diagnosed as a hemangioendothelioma and now being
considered for further management in a surgical setting.
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Introduction

Hemangioendothelioma (HE) is a vascular neoplasm which shows
a borderline behaviour. It lies between benign haemangioma
and malignant angiosarcoma'. HE mainly affects the liver,
lungs, regional lymph nodes, peritoneum, bone, spleen and
diaphragm. There are several types of HE such as intralymphatic
angioendothelioma, retiform HE, kaposiform HE, epithelioid HE
and pseudomyogenic HE*?. Epithelioid HE are vascular tumors
that may affect the liver, lungs, mediastinum, and multiple
other sites. However, the most commonly involved organ is the
liver. Primary Epithelioid Hemangioendotheliomas of the Liver
(EHL) are rare tumours with an incidence rate of less than 0.1
per 100,000 population. Due to the low incidence, it is a poorly
understood tumour. EHL has a predilection for females, with a
female-to-male ratio of 3:2. It affects the right lobe of the liver
more than the left lobe. These tumours may be asymptomatic
(24.8%), or symptomatic, with right upper quadrant pain being
the most common presenting symptom (48.6%). The lungs,
regional lymph nodes, peritoneum, bone, spleen, and diaphragm
are the most common sites of extra hepatic involvement.

Case Report

A 46-year-old lady presented with right hypochondrial pain, loss
of weight, loss of appetite and back pain for six months in 2012.

She underwent an ultrasound scan which showed multiple liver
metastases in both lobes of liver. An exploratory laparotomy was
done and biopsies showed fibrous tissue with scattered chronic
inflammatory cells. Computed Tomography (CT) scan chest and
abdomen showed multiple deposits in both lungs and both lobes
of liver. She underwent further biopsies which demonstrated
a HE. Later she was started on chemotherapy, the disease was
slowly progressing over the time. She underwent two sessions
of Transarterial Chemoembolization (TACE) in 2019 and 2020.
The recent Positron Emission Tomography (PET) scan in 2021
showed a bilateral disease, almost completely occupying the liver
(figure 1 and 2). There was no activity in the lungs.

Figure 1: PET scan demonstrating a large multinodular hepatic
lesion with metabolic activity similar to that of the background
liver.

Figure 2: CT of the abdomen demonstrating bilateral disease
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Discussion

In this patient EHL has progressed slowly over 9 years despite
eventually almost completely occupying
parenchyma. Main treatment options for EHL are chemotherapy,

treatment, liver
radiotherapy and surgery. In fact, many studies reported that there
was no significant difference in 5-year survival rates among the
different treatments®. However, the general consensus is to begin
with observation to assess tumour behaviour before intervention,
if applicable at all.

The surgical interventions for EHL include hepatic resection,
hepatic transplantation and hepatic artery ligation*. The hepatic
resection is done for single, intrahepatic and resectable lesions.
Liver transplant is done for patients with multiple bilobar
hepatic lesions. Due to the lack of established guidelines
for EHL management, there has been a debate on the most
effective surgical intervention. Rodriguez et al.’ argued that
liver transplants should be adopted at higher rates due to EHL’s
ability to metastasize, its’ difficulty to resect, and to avoid liver
failure in complicated intrahepatic disease. Some studies provide
conflicting recommendations for extrahepatic disease. A clear
criterion for surgical procedures is yet to be established. Larger
studies have demonstrated that hepatic resection has better overall
survival rates than liver transplants. Mehrabi et al.’ reported
that the 5-year survival rate of patients that underwent hepatic
resection is 75% and liver transplants 54.5%.

Grotz et al.” reported 86% and 73% 5-year survival rates,
respectively. Simultaneously, S5-year disease free survival is
higher in hepatic resection, compared to liver transplants, at 62%
and 46% respectively. However, due to higher number of hepatic
resections compared to liver transplants, large patient cohort
studies are required to achieve statistically significant results’.

Interestingly, a retrospective study of 149 patients from the
European Liver and Transplant Registry proposed a Hepatic
endothelioid hemangioendothelioma - liver transplant scoring
system to predict the risk of post-transplant recurrence.

This study recommended liver transplants rather than observation
as the main intervention due to better prognosis and concluded
that extrahepatic disease was not found to be a significant risk
factor. In fact, this study suggested that lymph node metastasis
should not necessarily delay liver transplant. Macrovascular
invasion, waiting time of 120 days or less for transplant, and hilar
lymph node invasion were all found to be risk factors for post-
transplant recurrence in multivariate regression analysis.

This can potentially impact the management of EHL, since
macrovascular invasion can be detected before transplant, but
imaging modalities still need further refinement to increase
sensitivity and specificity. This scoring system has the potential
to guide health care providers on whether or not to pursue liver
transplant and to determine the frequency of post-transplant
follow up®.
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