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Intraparotid lymph node with metastatic angiosarcoma:A rare tumor with a routine presentation
Hiten Joshi, David McPartlin

ABSTRACT
Introduction: We present an unusual casepresenting as a parotid tumor in a Caucasianman, including our management and a review ofliterature. Case Report: A 83­year­old male wasreferred to the ENT department with a non­painful swelling in front of his right ear. Thiswas diagnosed as a likely Warthin’s tumor andthis was further supported by ultrasoundimaging. Fine needle aspiration cytology wasnon­diagnostic. The patient underwentsuperficial parotidectomy for histologicalconfirmation. Histology identified anintraparotid lymph node with metastaticangiosarcoma. The primary source was notidentified. The patient was further treated withadjuvant radiotherapy and at a 10­month post­therapy review there is no evidence ofreoccurrence. Conclusion: An angiosarcoma is arare malignant neoplasm of endothelial­typethat is characterized by rapidly proliferating andinfiltrating anaplastic cells. Angiosarcoma’saccount for less than 0.1% of all head and neckcancers and it is extremely rare for the majorsalivary glands to be affected; 80% of all parotidtumors are benign. Metastatic angiosarcomaarising in an intraparotid lymph node has notpreviously been reported in English journals.This presented case is unusual in its locationand its mode of presentation.
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INTRODUCTION
An angiosarcoma is a rare malignant neoplasm ofendothelial­type that is characterized by rapidlyproliferating and infiltrating anaplastic cells.Angiosarcoma affecting the soft tissues commonlyaffects the extremities, retroperitoneum and abdominalwall and cutaneous angiosarcoma of the scalp and faceis the most common form of angiosarcoma [1, 2].Although approximately 50% of angiosarcomas occur inthe head and neck region, they represent less than 0.1%of all head and neck malignancies and there are very fewpublished cases occurring within the parotid gland [3].Often these tumors are initially mistaken for otherpathology on clinical grounds with diagnosis only madeafter surgical resection is complete.

CASE REPORT
An 83­year­old male was initially referred to the oraland maxillofacial surgeons with a swelling on the rightside of his mouth and in front of his ear. The patient’scomplaint was of a painless swelling that was growingover a period of two months. There was no history ofdischarge in the mouth, weight loss or anorexia. He wasreferred to the ENT department with an initial diagnosis
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of a pleomorphic adenoma. ENT review identified aright parotid swelling and there was no facial nervepalsy (House­Brackmann grade I). Following this, thepatient was given a diagnosis of a likely Warthin’stumor on clinical grounds. His past medical historyconsisted of two basal cell carcinomas (BCC); one onthe chest and one on the right lower leg in the last 6years. He also suffered from type 2 diabetes,hypertension, and angina.The patient underwent an ultrasound scan whichidentified features consistent with a Warthin’s tumorand a fine­needle aspirate (FNA) performed wasreported as highly suggestive of neoplasia of anindeterminate type. The patient was consented for asuperficial parotidectomy for histological diagnosis andthis was performed successfully with full preservation offacial nerve function. The patient was discharged on thefirst postoperative day and reviewed in clinic withresults of the histology. Provisional histology resultsidentified an encapsulated neoplasm with lymphoidtissue present at the edges and thus identifying anintraparotid lymph node. Microscopy identifiedappearances of an unusual malignant spindle cellneoplasm. Immunohistochemical staining was positivefor CD34 and vimentin. The specimen was reviewed atthe regional head and neck unit and confirmed adiagnosis of an intraparotid lymph node with metastaticangiosarcoma (Figure 1).The patient was reviewed by the oncologists andfurther investigations in the form of staging CTscanning identified no primary site. He underwent20 doses of adjuvant radiotherapy over a four­weekperiod and a 10­month post­radiotherapy there is noclinical evidence of recurrence.

DISCUSSION
The parotid gland is the most common site forsalivary gland tumors of which 80% are benign. Thecommonest benign tumors are the pleomorphicadenoma (80%), followed by Warthin’s tumor [4].Malignant parotid tumors are rare with pathologiesincluding mucoepidermoid carcinoma, adenoid cysticcarcinoma, adenocarcinoma, malignant degeneration ofa pleomorphic adenoma and, squamous cell carcinoma.Angiosarcomas most commonly occur in skin andsoft tissue [2]. They account for less than 0.1% of allhead and neck malignancies and it is extremely rare forthe major salivary glands to be affected [3]. Thesetumors are rare malignant neoplasms of endothelial­type cells that line vessel walls; characterized by rapidlyproliferating anaplastic cells that infiltrate extensively.Presentation often consists of a moderately pacedgrowing mass associated with compression of adjacentneurovascular structures. There may be systemicfeatures. For example, bleeding and thrombocytopenia,characteristic of a malignant vascular proliferation [5,6]. This case is unique in that the patient had no othersymptoms apart from the swelling occurring over a fivemonth period. On review of literature, we identified

seven cases of angiosarcoma involving the parotid glandand no cases of metastatic angiosarcoma arising in anintraparotid lymph node [7, 8, 9].The diagnosis of a vascular tumor can often be madewith the aid of CT or MRI imaging and biopsy in theform of a FNA or core biopsy [10]. Imaging can also aidin the detection of metastases which can occur in up to50% of cases. Metastases are most commonly seenlocally in the regional lymph nodes or distantly in thelungs, liver, or spleen, and sometimes in the bothregions.Studies have shown the 5­year survival ofangiosarcoma can vary from 12–41% [5, 6, 11]. Themainstay of therapy is surgical resection with either pre­or postoperative radiotherapy. Tumor site has shown tobe prognostically significant in several studies, forexample, Morrison et al. demonstrated poor survival inpatients with angiosarcoma of the scalp [12]. There islittle evidence available demonstrating survival rates inpatients presenting with an unknown primary butsurvival rates have been shown to be associated withearly surgical resection prior to local or distant spread [5].At present there are no clear guidelines on themanagement of head and neck metastatic angiosarcomafrom an unknown primary. Surgical resection andradiotherapy are currently the treatment options withthe role of chemotherapy not fully established in thevarious forms of angiosarcoma [1, 13]. Due to the rarity

Figure 1: Histology slide of the angiosarcoma at high powerusing H&E staining.
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of the pathology, we sought advice from the UK NationalSarcoma Unit and our patient underwent adjuvantradiotherapy.

CONCLUSION
Intraparotid angiosarcoma is a very rare pathologywhich may present through a routine head and necklump clinic. We present an unusual presentation of sucha lesion.
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