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ABSTRACT
Angiosarcomas are malignant neoplasias of rapid growth that emerge from endothelial cells. They are rarely found
in the area of the head and neck and account less than 0.1% of all head and neck malignancies. In some cases it has been
linked to trauma, radiation and angiectasia but the etiology mainly remains unknown. Here we report a case of angiosarcoma of pyriform sinus manifested by dysphagia and dysphonia. The patient underwent endoscopic hypopharyngeal
excision followed by radiation therapy with a good result. Our patient remains tumor free after two years. The purpose of
this article is to add another case of primary angiosarcoma of a rare site, the hypopharynx.
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Introduction
Angiosarcomas are malignant neoplasias of rapid
growth that develop from endothelial cells1,2. It is also
known as malignant hemangioendothelioma, angioblastoma, hemangiosarcoma and intravascular endothelioma. They are rarely found in the area of the head and
neck and account less than 0.1% of all head and neck malignancies. They represent 2% of all sarcomas and only
1–4% are located in the upper aerodigestive tract3,4. The
causes are unknown, even if, in some cases, it is believed
to be linked to trauma, radiation and angiectasia. It may
be multifocal in origin. Although it can be found throughout the human body and affect various organs and structures, the extremities are the most commonly involved
sites. Angiosarcoma of the head and neck is very rare and
when it does occur in this region, the scalp and facial skin
are the most common sites of origin.

tumor in the right pyriform sinus area. The patient underwent endoscopic hypopharyngeal excision in general
anesthesia. We performed intraoperative histological biopsy, and there was no tumor cells left in mucosa. The operation was followed by radiation therapy with a good result. A biopsy revealed an intermediate-grade angiosarcoma. Immunohistochemical evaluation by means of
markers, such as vimentin and factor VIII, offered a significant contribution to the diagnosis of angiosarcoma.
Microscopic review of the specimen revealed an elongated fusiform nucleus cells with atypia which were also
observed between the vascular areas (Figure 1). Immunohistochemical stain with Factor VIII revealed a clear
membranous positivity in tumor cells (Figure 2). The final diagnosis was an intermediate-grade angiosarcoma.
The patient continues symptom-free and with no evidence of local or distant metastasis 2 years after initial
treatment in 2009.

Case Report
A 75-year-old male came to our clinic with a month
history of dysphagia and dysphonia. During physical examination, a smooth purplish exofitic tumor, 2 × 2 cm in
size, on a narrow base located in the right pyriform sinus
area was identified. A CT scan showed a nonenhanced

Discussion
Appearance of angiosarcoma in the head and neck region is very rare, and in these few cases it has been
shown mostly to affect the scalp and facial skin. Only 16
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whereas the period of time for the presence of symptoms
is short, usually one month. Tumours demonstrate the
typical histomorphologic features of angiosarcoma in
other soft tissue sites. Tumor cells are consistently positive with Factor VIII-related antigen, CD34 and CD316.
Our patient presented with a month history of dysphagia
and dysphonia. Etiology is unknown and has been associated to certain risk factors such as chronic lymphedema,
radiotherapy, vinyl chloride exposure, trauma and telangiectatic skin lesions.

Fig. 1. (HE original magnification 100x) Showing typical angiosarcoma histological finding. Solid growth of markedly atypical
epitheloid and spindle cells with only focal evidence of vascular
differentiation.

Fig. 2. (Factor VIII original magnification 200x). Immunohistochemical stain with Factor VIII reveals a clear membranous positivity in tumor cells.

cases of upper aerodigestive angiosarcomas have been reported since 19775 in the world. Symptoms are non-specific: previous radiation exposure is frequently noted,

Histological diagnosis is not always straightforward,
as this neoplasm may be misdiagnosed as other vascular
tumours (Kaposi’s sarcoma, haemangiopericytoma), as
non-neoplastic lesions (granulomas secondary to intubation) and as poorly differentiated squamous cell carcinoma7. In addition, appearance on unusual locations can
lead to misdiagnosis. The histology of aerodigestive angiosarcomas is similar to that of angiosarcomas at other
locations. It is characterized by multiple vascular anastomosis, sometimes having solid necrotic or hemorrhagic
areas, particularly in high-grade tumors. The neoplastic
vessels present atypical endothelium with prominent
hyperchromatic nuclei and can be classified in high or
low grade based on their microscopic appearance8. Diagnosis of angiosarcoma is established by pathological examination of the biopsy using hematoxylin-eosin staining. However, immunohistochemical staining with CD34
and factor VIII antigen is often required. Factor VIII-like
antigen is synthesized in vascular endothelial cells and
CD34 is specifically stained in vascular endothelial cells9–11.
Radical surgery with ample margins is the treatment of
choice in patients with head and neck angiosarcoma.
Free margins are the best prognostic factor for avoiding
recurrence12. Aerodigestive angiosarcomas have a better
prognosis than angiosarcomas of other locations due to
better cell differentiation and the presence of early symptoms. Recurrence can occur because of tumor tissue left
during resection. Radical surgery followed by radiotherapy has been suggested as the treatment of choice. Good
outcome in the case of our patient once more confirms
the value of proposed therapy.
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ANGIOSARKOM HIPOFARINKSA: PRIKAZ SLU^AJA

SA@ETAK
Angiosarkomi su maligne neoplazme brzog rasta koje se razvijaju iz endotelnih stanica. Rijetko se nalaze u podru~ju
glave i vrata, a incidencija im je manja od 0,1% svih malignih tumora glave i vrata. Uzroci nastanka su nepoznati, iako
se u nekim slu~ajevima vjeruje da su povezani s traumom, zra~enjem i angiektazijama. Prikazujemo slu~aj angiosarkoma piriformnog sinusa hipofarinksa sa simptomima disfagije i disfonije. Pacijentu je u~injena endoskopska hipofaringelna ekscizija nakon koje je provedena adjuvantna radioterapija. Nakon dvije godine pacijent je i dalje bez recidiva
tumora. Svrha ovog ~lanka je prikazati jo{ jedan slu~aj primarnog angiosarkoma neuobi~ajenog sjela, hipofarinksa.
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