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Abstract

Background: We present a case of giant hepatic hemangioma with Kasabach-Merritt syndrome.
Material and methods: A thirty-seven-year-old female presented to us with a six-month history
of recurrent abdominal pain and weight loss. A CT scan was suggestive of a huge right liver mass
involving the entire right lobe, which was indicative of hemangioma. Her blood chemistry showed
a platelet count of 68,000 and INR of 1.4, suggestive of Kasabach-Merritt syndrome.

Results: In view of the size of the mass, symptoms and associated Kasabach-Merritt syndrome, the
patient was offered surgical removal of the tumour. On exploration, the tumour covered the right
lobe completely and so a right hepatectomy was performed. The hemangioma was 25 cm x 20 cm
x 16 cm and weighed 1.8 kg. The postoperative course of the patient was uneventful. On day 3,
the platelet count had improved to 98,000 and the INR had improved to 1.2. The patient was
discharged on day five.

Conclusions: A right hepatectomy for a giant hemangioma of the liver is a safe procedure and can
be curative for associated Kasabach-Merritt syndrome.
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Introduction

Hepatic hemangiomas are the most common benign liver tumours with
prevalence ranging from 1% to 20% and seen predominantly in women. In
adults, hemangiomas are usually found in patients at a mean age of 50 years
and equally in the left and right lobes of the liver. Most hemangiomas are
small in size and do not cause any symptoms and therefore do not require
any treatment [1—4]. Small hemangiomas are usually less than 3 cm in size
and medium hemangiomas are usually between 3 cm to 10 cm in size. He-
mangiomas measuring more than 10 cm are known as giant hepatic heman-
giomas. Hepatic hemangiomas are usually discovered accidently, or they
cause symptoms. Most of them have typical radiologic features.
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Giant hepatic hemangiomas usually present with symptoms. Kasa-
bach-Merritt syndrome consists of a giant hepatic hemangioma with coag-
ulopathy and thrombocytopenia [5]. Patients with a giant hepatic hemangi-
oma usually require surgery for the symptoms. The symptoms resolve soon
after surgery. In most cases Kasabach-Merritt syndrome also resolves after
surgery.

We report the case of a giant liver hemangioma of 25 cm and 1.8 kg in
weight presenting with symptoms such as abdominal pain, weight loss and
associated Kasabach-Merritt syndrome.

Case report

A 37-year-old female presented to us with a six-month history of recur-
rent abdominal pain and weight loss. On examination, a large hypochon-
drial mass, which moved on respiration and suggested a liver mass, was
discovered. Ultrasound showed a large right hepatic mass. A CT scan found
a huge right liver mass involving the entire right lobe, with peripheral nod-
ular enhancement and progressive centripetal fill-in, suggestive of hemangi-
oma, while the rest of the liver was non cirrhotic with a normal spleen and
no signs suggestive of portal hypertension. Her blood chemistry showed
a platelet count of 68,000 and INR of 1.4, indicative of Kasabach-Merritt
syndrome.

In view of the size of the mass, symptoms and associated Kasabach-Mer-
ritt syndrome, the patient was offered surgical removal of the tumour. On
exploration, the tumour entirely covered the right lobe, so the decision to
perform a right hepatectomy was taken. The liver was mobilized and a por-
tal dissection was performed. The right hepatic artery, right portal vein and
right bile duct were dissected and looped. The right hepatic artery and right
portal vein were clamped, and the transection line was marked. The liver
was transected under selective occlusion of the right portal vein and the
right hepatic artery.

The right hepatic artery, right portal vein and right bile duct were dou-
bly ligated and divided. The right hepatic vein was divided intrahepatically
and the specimen was retrieved. The hemangioma was of 25 cm x 20 cm
x 16 cm and weighed 1.8 kg. The histopathology confirmed a giant heman-
gioma.

The postoperative course of the patient was uneventful. On day 3 the
platelet count was improved to 98,000 and the INR improved to 1.2. The
patient was discharged on day five. There was not morbidity.
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Discussion

Hepatic hemangiomas are congenital vascular malformations and the most
common benign liver tumours [5]. They are most commonly seen in fe-
males in their fifth to sixth decade [1-4].

They are usually solitary tumours, but multiple tumours can also be
seen. Malignant transformation is usually not seen.

The etiology of hepatic hemangioma is not clear, but most researchers
suggest that they are congenital in origin and that patients have a genetic
predisposition [5].

Hepatic hemangiomas are usually detected from imaging performed for
other reasons or for vague abdominal symptoms. On ultrasound, hepatic
hemangiomas appear as a hyper echoic nodule with a regular margin with
posterior acoustic enhancement. On CT scans, they are seen as a hypo-
dense, well-defined lesion, which after contrast injection shows peripheral
nodular enhancement with progressive centripetal homogeneous filling.
On MR, the typical appearance is a well-demarcated, homogenous lesion,
hypointense in T1-weighted images and hyperintense in T2-weighted im-
ages [5].

Giant hemangiomas may be asymptomatic or can present with abdom-
inal pain and weight loss, as in our case. On rare occasions they attain
a very large size of about 20 to 40 cm. Left lobe hemangiomas can present
with pressure symptoms on adjacent organs, such as vomiting, anorexia
and jaundice. In giant hemangiomas the symptoms are largely due to in-
flammation, or due to the consumptive coagulopathy of Kasabach-Merritt
syndrome and compression of the adjacent organs [6].

Spontaneous rupture of hemangioma and hemoperitoneum is another
potential complication which can be life-threatening.

Kasabach-Merritt syndrome includes Giant Hepatic hemangioma,
thrombocytopenia, and coagulopathy [7]. This coagulopathy consists of
intravascular coagulation, clotting, and fibrinolysis within the hemangio-
ma, which was seen in our case. It can lead to spontaneous bleeding and
rupture of the hemangioma, which can be life-threatening. Kasabach-Mer-
ritt syndrome usually disappears after removal of the hemangioma [8],
which was also seen in the case under discussion and was suggested by
improvement in the thrombocytopenia and prothrombin time and the inter-
national normalized ratio on post operative day four.

Whatever the size, there is no treatment for asymptomatic hemangi-
oma. Indications for treatment include severe symptoms, complications,
and inability to exclude malignancy [9,10].
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Surgical resections remain the definitive treatment in symptomatic giant
hemangioma with Kasabach-Merritt syndrome; other therapies such as he-
patic artery ligation and radiation therapy are less effective [11,12].

In giant symptomatic hepatic hemangioma, the treatment usually indicat-
ed is surgical resection. Enucleation or formal anatomic resection depends
upon the size and location of the tumour as well as technical skills. Periph-
eral located tumours should be enucleated and large tumours and deeply
located tumours should be removed by formal anatomic resection, as was
performed in the case reported here [13—17]. Right and Left hepatectomy
should be performed whenever the hemangioma involves an entire lobe, as
in the present case. Liver transplantation has also been used successfully
to treat symptomatic patients with a technically unresectable, complicated
giant hemangioma [17].

In conclusion right hepatectomy for a giant hemangioma of the liver
is a safe procedure and can be curative for associated Kasabach-Merritt
syndrome.

Figure 1. CT scan showing right liver hemangioma
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Figure 3. Specimen (Photo by Vasavada)
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