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ABSTRACT Infantile hepatic hemangioendothelioma (IHH) is a rare benign vascular tumor that occurs in the liver of

infants and young children. It is usually asymptomatic but can present with symptoms such as
hepatomegaly, congestive heart failure, and consumptive coagulopathy. IHH is often diagnosed incidentally on imaging studies
performed for unrelated reasons. The diagnosis can be confirmed with a biopsy or by imaging findings such as diffuse
heterogeneous liver lesions with delayed enhancement. Treatment options include observation, pharmacotherapy and surgical
resection. In most cases, the tumor regresses spontaneously with time. However, in rare cases, it can cause significant morbidity
and mortality. Therefore, early diagnosis and careful monitoring are essential in the management of IHH.
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INTRODUCTION

Infantile hepatic hemangioendothelioma (IHH) is a rare
benign vascular tumor that can occur in infants and young
children. Although it is usually asymptomatic, it can cause
significant morbidity and mortality in some cases. The
diagnosis of IHH is challenging due to its nonspecific clinical
presentation and radiological findings. Radiological
imaging, such as ultrasound and computed tomography (CT),
plays a crucial role in the diagnosis and management of IHH.
In this case report, we present a case of IHH in a 13 days old
infant diagnosed incidentally on abdominal ultrasound.

The patient subsequently underwent a plain and contrast-
enhanced CT scan to further evaluate the extent and
characteristics of the lesion. We describe the ultrasound and
CT findings and the importance of early detection and caretful
monitoring to prevent complications and ensure optimal
patient outcomes.

Case Report

A 13 days old female child presented with abdominal
distension since birth associated with poor feeding, after
uneventful gestation and normal delivery. Physical
examination shows palpable mass in upper abdomen. Baby
was drowsy, pallid and jaundiced. Laboratory findings
showed anemia with low serum iron. Coagulation studies,
liver function tests and alpha fetoprotein within normal range.

Further ultrasonography and plain with contrast CT abdomen
were performed. On ultrasound examination shows
hepatomegaly with multiple well defined mixed echogenic
lesions replacing entire liver parenchyma (fig.1).

On unenhanced CT, there was hepatomegaly with multiple
diffuse hypodense (HU 25-28) lesions involving both lobes of
liver without internal calcification (Fig 2). On contrast CT, Early
contrast material drainage by hepatic veins and persistent
peripheral enhancement during the portal venous phase were
present.

There was incomplete peripheral nodular enhancement in
arterial phase (fig. 3) with further lesions shows progressive
peripheral enhancement and centripetal fill-in in Porto-
venous phase (Fig. 4). It shows further fill in and appears
hyperattenuating on delayed phase. (Fig. 5). The abdominal
aorta just proximal to the celiac origin was wider than the
infraceliac aorta.
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Fig. 1, Ultrasound - multiple well defined mixed echogenic
lesions replacing entire liver parenchyma. Fig 2. Plain CT
scan of axial image, Hepatomegaly with multiple diffuse iso to
hypodense (HU 25-28) lesions involving both lobes of liver
without internal calcification. Fig 3. Axial CT arterial phase-
Lesions shows incomplete peripheral nodular enhancement.
Fig.4 Axial CT portal phase- lesions shows persistent
peripheral enhancement with centripetal fill-in. Fig. 5 Axial CT
venous phase- lesions shows persistent peripheral
enhancement with centripetal fill-in Fig.6 Axial CT day phase-
lesions shows complete central filling and appears
hyperdense compatre to liver parenchyma.

DISCUSSION

Infantile hepatic hemangioma is a proliferative endothelial
cell neoplasm that involves the liver. The lesion is composed
predominately of endothelial cells and has characteristic
phases of rapid growth caused by cellular proliferation and
spontaneous involution (which can be accelerated by the use
of angiogenesis inhibitors). It is frequently referred to as
hepatic hemangioendothelioma type 1 or type 2. [1] it may
affect the liver, lungs, mediastinum, and multiple other sites.
However, the most commonly involved organ is the liver.[2]
The tumor has a 2:1 female predilection. Approximately 85%
of affected patients present by 6 months of age [3] infantile
hemangioendothelioma is the third most common hepatic
tumor in children (12% of all childhood hepatic tumors), the
most common benign vascular tumor of the liver in infancy,
and the most common symptomatic liver tumor during the first
6 months of life [4] Most tumors continue to grow during the 1st
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year of life and then spontaneously regress, probably due to
thrombosis and scar formation. [5]

The clinical manifestation of infantile hemangio
endothelioma is variable. The tumor may be asymptomatic
and discovered incidentally. More often, however, the tumor is
large and manifests as hepatomegaly, abdominal distention
or a palpable upper abdominal mass. There may be extensive
arteriovenous shunting within the lesion, resulting in
decreased peripheral vascular resistance. Thus, increased
blood volume and cardiac output are required to maintain
vascular bed perfusion, which may lead to high cardiac output
and congestive heart failure in up to 50%-60% of patients [6]

The imaging work-up of a child with hepatomegaly, an
abdominal mass, or abdominal distention usually starts with
abdominal radiography and US. Radiography may show
hepatomegaly and a nonspecific mass effect in the upper
abdomen with displacement of intestinal structures, as well as
occasional calcifications within the projection of the liver or
mass([7] At US, infantile hemangioendothelioma appears as a
complex, mostly solid hepatic lesion with variable hypo- and
hyperechoic echotexture. In cases of significant arteriovenous
shunting, dilated hepatic vasculature with prominent blood
flow at Doppler US is typical. If large vascular spaces are
present, anechoic regions with detectable flow may be seen
[5] At unenhanced CT, infantile hemangioendothelioma
usually manifests as a well-defined mass that is
hypoattenuating relative to the normal liver parenchyma(8] At
contrast-enhanced CT, the enhancement pattern may
resemble that of an adult giant hemangioma (4,8), with
"nodular” peripheral puddling of contrast material in the
early phase, subsequent peripheral pooling, and central
enhancement with variable delay [3] In larger tumors, central
enhancement is often lacking due to fibrosis, hemorrhage, or
necrosis [9] Histologically, IHH is classified into two types.
Type I IHH shows the proliferation of small, capillary-like
vascular spaces lined by bland or plump endothelial cells.
The vascular channels are separated by connective tissue
interspersed with small bile ducts.

The mitotic figures are either rare or absent. Malignant
spindle cell components are not present. Type II IHH shows
disorganized branching vascular channels lined by
endothelial cells, which reveal pleomorphism, nuclear
hyperchromatism, and frequent mitoses [10] he endothelial
cells in both tumors show positivity with CD31, CD34, and
factor VlIII-related antigens [11]

The size of the tumor and severity of symptoms determine the
treatment modalities. Interventions are helpful in
symptomatic cases which fail concerning conservative
treatments. Pharmacotherapy with steroid or vincristine has
been reported as the first-line treatment for IHH [12] In
addition, beta-blocker, propranolol, can be used as the first-
line treatment in patient with the diffuse type of IHH [12
Besides, there has been reported that the tumor shows rapid
regression when adding of interferon (IFN) was made [13]
surgical resections should be considered in patients with life-
threatening symptoms or that the mass cannot be discerned
from other malignant tumors. A natural involution of the mass
can be stimulated by applying steroids and interferon [14]

CONCLUSIONS

Infantile hepatic hemangioendothelioma is one of the causes
of liver mass in neonates. Physical examination, radiographic
findings, and pathological findings are essential for the
definite diagnosis and differentiation from other hepatic
masses. Kasabach-Merritt syndrome and congestive heart
failure are probable complications and should be
investigated. It is important to note that surgery plays an
important role in the case presenting with complications,

failure of supportive treatment, or refusal of medical therapy.
Prenatal diagnosis is also essential in early diagnosis, with
prompt treatment after birth leading to an excellent outcome.
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