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Abstract

Kaposiform hemangioendothelioma (KHE) is a rare vascular neoplasm that can be potentially low malignant
and mainly affects infants and adolescents. This tumor usually is seen in the skin, soft tissue, and
retroperitoneum. This study is a case of KHE in the long bone of the ulna. The subject was a 7-year-old female
patient with osteolytic lesion in the forearm without cutaneous lesions. Histologically, the neoplasms comprised
of nodules of spindle-to oval-shaped cells that grew in an infiltrative fashion. The results of 2-year follow-up of
the patient after enblec resection were desirable and no recurrence was observed. This is the first study to report

a case of KHE of the bone in Iran.
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Introduction

Primary neoplasms of the liver are rare in
Kaposiform hemangioendothelioma (KHE
) was first introduced by Zukerberg (1) in
1993 as a rare aggressive vascular tumor in
infancy and early childhood. World Health
Organization classifies KHE as a vascular
neoplasm of intermediate malignancy
because the pattern has local infiltrate
growth, and low-grad histomorphological
manifestations (2, 3) The tumor mainly
affects skin and soft tissue (75%) but it
sometimes occurs inretroperitoneal (about
18%) (4). To the best of our knowledge,
about eight cases of KHE mass in bones
have been reported (4-6). Out of which
only four cases were in extra craniofacial
area, including humerus (4, 5), ulna and
radius (6), and femoral (4). The aim of the
present study was to report KHE in the
forearm.

Case report

The patient was a 7-year-old girl who
suffered from stiffness in the forearm and
aggressive mass, which had lasted for six
months. She referred to outpatient clinic in
Tehran, Iran (2014). In the clinical

examination, no sign of overlying skin,
erythema, or discoloration was observed.
However, a little tenderness of mass was
noticed. In the radiography, the bony
lesion of proximal ulna with bone
trabeculation and degradation of cortex,
and periosteal reaction were observed with
soft tissue extension (Figure 1). The
routine blood investigation was normal.
Lung CT Scan was normal. Bone scan
with MDP-TC showed high uptake in
tumor local; and metastasis was not found.
The patient underwent open incisional
biopsy; and aneurysmal bone cyst was
reported, which was not fully compatible
with the radiologic view. The en bloc
resection of the lesion with him cortical
resection and curettage performed for the
patient  while  pathological  results
confirming KHE. The tumor was
characterized by infiltrative irregular
nodules and oval cells growing in a dense
hyaline stroma. Nodules comprised of a
mixture of small, round, and capillary-
sized vessels which were supported by
large feeder blood vessels. In some areas,
vessels resembled a capillary hemangioma.
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There were fascicles of spindle cells with
slit-like blood vessels within it, which
were reminiscent of Kaposi sarcoma
(Figure 3). Scattered epithelioid or
glomeruloid nests include cells with
abundant eosinophilic granular cytoplasm,
hemosiderin, and small  vacuoles.
Cytologic atypia was slight and mitotic
activity was weak. Since the surgery
margin of tumor was not contaminated, no
other adjuvant therapy was considered for
the patient. In the 2-years follow-up, the
patient did not reveal any symptoms of
local recurrence and distance metastatic.

Figurel. X-ray image showing bone tumor in
ulna that destruct the one cortex and fine bony
trabeculation the extend to soft tissue.

Figure2. In axial and coronal MRI, the
heterogeneous lesions of hyper intense signal
in Tl and T2 were more consistent with
vascular mass.
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Figuré 3. Characteristic appgaraﬁce of KHE
with attenuated vessels and slit-like openings

that resemble Kaposi sarcoma (H& E, x400).

Discussion

KHE is a local invasive tumor which is
often arising from the skin or soft tissue,
especially in childhood (7). In the present
case, the tumor appeared primarily in the
forearm without any skin changes.
Radiography depicted lytic lesion with
periosteal reaction, which was similar to
chondroblastoma. In  most cases,
radiographic images display expansile
mass with ill-defined margins, which often
penetrate the adjacent soft tissue (8). It is
said that T2-weight images in MRI reveal
KHE in a range of high to intermediate
signal intensity; whereas, TI-
wieghtimages display low intensity. The
imaging modality of choice is for vascular
tumors of the head and neck (9). Since the
MRI of the present case showed a similar
view, it can be recommended as imaging
modality choice for KHE of bone. As we
know, ABC can develop secondary to
other tumors. So, KHE <can be
misdiagnosed as ABC. It can be even seen
with  the KHE  pathology  lam.
Histologically, the initial biopsy reported
aneurysmal bone cyst which was
incompatible with radiography, but in the
biopsy after en bloc resection, the tumor
was reported with infiltrative nodules of
tightly-packed primitive vessels, which
were reminiscent of capillary hemangioma
along with slit-like blood vessels,
indicating Kaposisarcoma.

It should be noted that bone KHE could be
misdiagnosed as juvenile hemangioma,
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which is one of most common vascular
tumor of bone (10). One of great
challenges of KHE is its treatment. So far,
KHE treatment has been limited because
of the relative rarity of this neoplasm. The
follow-up of patients with KHE has shown
that complete surgical excision of tumors,
if possible, is the most effective treatment,
especially in patients who have not
responded to drug treatment (11). In the
present case, surgical treatment was also
effective for the patient. In general, this
paper reported a case of KHE in the long
bone in form of an initial mass without
skin changes or dependence on Kasabach-
Merritt phenomenon in a young girl with a
two-year follow-up. The patient was
treated with en bloc resection and the
results were satisfactory. Accordingly, it is
recommended to pay attention to
Kasabach-Merritt phenomenon which is
characterized by  thrombocytopenia,
microangiopathic hemolytic anemia, and
mild consumptive coagulopathy and
associated with KHE. KHE with KMP has
a high mortality rate of up to 50%. (12),
but it has not been seen in KHE of limbs
yet. Metastatic events can be also the cause
of death.

Conclusion

KHE is a rare vascular of bone. Given that
ABC can be developed secondary to other
tumors, KHE can be misdiagnosed as
ABC. It can be even seen with the KHE
pathology lam. It is recommended to that
decision about this tumor is based on
imagining and clinical symptoms. Multiple
biopsies from different tumor sites can be
done, If needed.
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