
Abstract
This is a case of a 30 year old female who presented in
February 2012 with a large painless left neck swelling since
5 months. Her biopsy was done but the result was
inconclusive. Later on after proper staging workup it was
found to be bony metastatic disease. Her repeated biopsy
showed spindle cell lesion. She was advised surgery, which
was done revealing poorly differentiated angiosarcoma
involving 27 out of 33 lymph nodes. Angiosarcoma is an
uncommon malignant neoplasm characterized by rapidly
proliferating, extensively infiltrating anaplastic cells
derived from blood vessels and lining irregular blood-filled
spaces. Cutaneous angiosarcoma of the scalp and face is
the most common form of angiosarcoma. Angiosarcoma
of the cervical lymph node without a primary scalp or oral
cavity lesion is a very rare presentation and has been
reported only once. Thus, this case reported with bony
metastasis can be labeled as the first of its kind.
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Introduction
Angiosarcoma is an uncommon malignant neoplasm
characterized by rapidly proliferating, extensively infiltrating
anaplastic cells derived from blood vessels and lining
irregular blood-filled spaces.1 Specialists apply the term
angiosarcoma to a wide range of malignant endothelial
vascular neoplasms that affect a variety of sites. They are
usually seen in adults, most common sites being the skin,
soft tissue, breast, bone, liver and spleen.2 Angiosarcomas
are aggressive and tend to recur locally, spread widely, and
have a high rate of lymph node and systemic metastases.
The rate of tumour related deaths is high. Approximately
50% of angiosarcomas occur in the head and neck, but they
account for less than 0.1% of head and neck malignancies.
Cutaneous angiosarcoma of the scalp and face is the most
common form of angiosarcoma. The differential diagnosis of
angiosarcoma includes haemangioma for the better
differentiated lesions, Kaposi's sarcoma for those with a
predominantly spindle component, and carcinoma or

amelanotic melanoma for the poorly differentiated types.2

Case Report
A 30 year old unmarried female reported with a diagnosis
of spindle cell neoplasm from her neck node in February
2012. After thorough history and examination it was
found that she had complaints of large painless left neck
swelling since 5 months. Her initial workup before her
presentation here included an FNAC of the neck swelling
in posterior triangle, which revealed spindle cell
neoplasm with a query of myxofibroma. A trucut biopsy
was performed one month later, which again revealed
spindle cell neoplasm. After Immunohistochemical
staining of the same sample it was then concluded to be
a metastatic neuroblastoma. The same sample was then
examined in some other institute after a month, which
confirmed the earlier findings.

The patient was advised bone marrow biopsy, which
proved negative for malignancy. A fresh biopsy was done
on the left neck node, which gave the result of 'Poorly
Differentiated Malignant Neoplasm'. Bone scan showed
metastatic involvement of the right spine of scapula and
the T12 vertebra. A CAT scan of neck was then carried out
which showed a large soft tissue density mass measuring
12.5 × 11.5 x 8.5 cm in the left side of the neck extending
from the subparotid region to the supraclavicular fossa
abutting the left lung apex and encasing the bifurcation
of external carotid arteries. The mass was compressing the
left tonsillar fossa and the base of the tongue. It was also
compressing the left lobe of thyroid gland and displacing
the trachea towards the right side.

Her ultrasound abdomen showed an echogenic mass
measuring 2.1 x 1.1 cm in right lobe of the liver, which was
reported as a benign lesion. An extended panel of
Immunohistochemical stains were requested on the same
sample, which then concluded to be 'Poorly differentiated
Synovial Sarcoma'. Surgery was then planned after review
by the ENT surgeon. Her Left radical neck dissection was
attempted, but was closed by the surgeon without
excision of the mass due to profuse bleeding. Surgery was
repeated successfully and the histopathology report
confirmed it to be a vascular neoplastic lesion, the
features of which were consistent with Poorly
Differentiated Angiosarcoma with 27 out of 33 lymph
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nodes showing involvement by the disease.

Discussion
Angiosarcoma is an uncommon malignant neoplasm
characterized by rapidly proliferating, extensively infiltrating
anaplastic cells derived from blood vessels and lining irregular
blood-filled spaces.1 The term angiosarcoma applies to a wide
range of malignant endothelial vascular neoplasms that
affect a variety of sites. These tumours characteristically
involve the scalp or face of elderly individuals, where they
present as bluish or violaceous plaques and nodules. Most of
them spread locally in surface and depth while a third of them
eventually give rise to distant metastases, particularly to
cervical lymph nodes and lung.3 Angiosarcomas arising at
different sites and in different organs have some distinct
features. They may occur in any region of the body but are
more frequent in skin and soft tissue and can also originate in
the liver, spleen, breast, bone, or heart.

Immunohistochemistry is a powerful tool in the diagnosis
of angiosarcoma, particularly in the poorly differentiated
histological type. Well known endothelial antigens are F-
VIII-RA, CD31, CD34, and Ulex lectin.4

Infiltration of bone marrow by angiosarcoma has been
reported in literature. K. F. Wong from Hong Kong
reported a case of Sinonasal angiosarcoma with marrow
involvement, mimicking malignant lymphoma.5 Chen
Wang published another report from University of
Toronto with a rare finding of bone marrow involvement
in angiosarcoma of the spleen.6

All angiosarcomas tend to be aggressive and are often
multicentric.7 These tumours have a high local recurrence
rate and metastasis because of their intrinsic biologic
properties and because they are often misdiagnosed,
leading to a poor prognosis and a high mortality rate.8
Malignant vascular tumours are clinically aggressive,
difficult to treat, and have a reported 5-year survival rate
around 20%.9 Advanced stage at presentation and lack of
extensive excision are associated with higher recurrence,
higher distant metastasis and low survival rates. The 5-
year survival for soft tissue sarcomas is 67%.10

The use of irradiation in conjunction with surgery
continues to evolve and results in 80% of local control and
excellent functional and cosmetic outcome. Considering
that 50% of angiosarcomas have distant metastasis,
irradiation does not improve survival.

In postoperative therapy, the initial volume is usually
treated from 45 to 50 Gy, with subsequent cone downs to a

final dose of 60 to 66 Gy, using 1.8 or 2.0 Gy daily fractions.
For preoperative irradiation, 45 to 50 Gy is often delivered 2
to 4 weeks before resection with an intraoperative or
postoperative boost as indicated by the surgical margin.

Rufus J. Mark collected data of 28 patients of
angiosarcomas of the head and neck from 1955 to 1990 in
the University of California, Los Angeles (UCLA) and
concluded that combined modality therapy offers the
best chance for long-term control in patients with
angiosarcoma of the head and neck.11

Conclusion
This case report gives new information on the occurrence of
Angiosarcoma in the cervical lymph node without a primary
scalp or oral cavity lesion, which is a very rare presentation
and has been reported only once,10 making this case the
first of its kind being reported with bony metastasis.
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