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Case Report / Olgu Sunumu
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A cutaneous angiosarcoma arising from the rhinophyma

Rinofima kökenli kütanöz anjiyosarkom

Serdar Düzgün, M.D., İlhan Pekdemir, M.D., Sedat Yılancı, M.D., Yağmur Yaprak Balı, M.D.,
Sinem Sıngın, M.D., Mehmet Tapan, M.D.

In this article, we report a 66-year-old male case 
of rhinophyma who had a persistent lesion on 
his nose for two-years. Despite steroid therapy, 
the lesion continued to grow. Histopathological 
and immunohistochemical findings were consistent 
with cutaneous angiosarcoma. Rhinophyma-like 
features should be considered as an unusual clinical 
manifestation of cutaneous angiosarcoma.
Key Words: Angiosarcoma; cutaneous angiosarcoma; 
rhinophyma.

Bu yazıda burnunda iki yıldır inatçı bir lezyon 
olan 66 yaşında erkek bir rinofima olgusu sunul-
du. Steroid tedavisine rağmen, lezyon büyü-
meye devam etti. Histopatolojik ve immünhis-
tokimyasal bulgular, kütanöz anjiyosarkom ile 
uyumluydu. Rinofima benzeri özellikler, kütanöz 
anjiyosarkomun nadir klinik belirtileri olarak akla 
getirilmelidir.
Anahtar Sözcükler: Anjiyosarkom; kütanöz anjiyosarkom; 
rinofima.

Rhinophyma is a kind of rosacea that occurs 
most often in men with thick sebaceous skin.[1] 

It is characterized by patulous follicular orifices, 
thickened skin and large nodulocystic lesions 
clustered over the distal half of the nose.[2] 
Patients with rosacea may have complaints about 
increased sensitivity of the facial skin[3] and 
may have dry, flaking facial dermatitis, edema 
of the upper face[4] or persistent granulomatous 
papulonodules.[5] A rhinophyma lesion can 
mask the existence of coexisting occult skin 
cancers and many types of tumors can mimic a 
rhinophyma.[6]

Angiosarcoma is a rare vascular tumor 
accounting for 2% of soft tissue sarcomas, which 
together represent less than 1% of all cancers.[7] 

In 60% of cases it arises in skin or superficial soft 
tissue.[8]

Cutaneous angiosarcomas are aggressive 
neoplasms that mostly arise in three clinical 
settings: (i) sporadic (involving upper face, scalp 
and neck of elderly patients (ii) following chronic, 
persistent lymphedema and (iii) areas previously 
treated with radiotherapy.[9-12] They are clinically 
characterized by erythematous plaques, macules, 
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nodules and rarely by chronic edema of the face.[13] 
This study is a report of an unusual presentation 
of facial angiosarcoma arising on rhinophyma.

CASE REPORT 
A 66-year-old man was referred to our department 
with a lesion on the nose that had been bleeding 
and itching for a period of three months 
(Figure 1). The patient was repeatedly treated 
for rhinophyma with steroids for three years 
without improvement. On physical examination, 
papulonodules and nodulocystic lesions were 

seen on the alar area and dorsal surface of the 
nose, with a tumoral lesion localized to the tip of 
the nose and the columella (Figure 2). The patient 
was operated on under general anesthesia and the 
tumoral lesion was excised with a 1 cm margin 
of normal skin. The post-excisional nasal defect 
was reconstructed with a full thickness skin graft 
from the supraclavicular area (Figure 3).

Histopathological examination of the lesion 
showed sebaceous hyperplasia, dilatation of 
the lymphatic vessels in the upper dermis and 
atypical proliferation of the endothelial cells in the 
dermis. Immunohistological studies showed that 
the tumor cells were positive for CD 34 and CD 31. 
The diagnosis of cutaneous angiosarcoma was 
made based on these clinical and histopathological 
findings. No enlarged regional lymph nodes were 
detected and there was no sign of extracutaneous 
illness. Radiation treatment was administered 
to the lesion site (28 Gy in 10 treatments over 15 
days). At the present time, 12 months later, the 
patient is asymptomatic.

DISCUSSION
In 1964 Wilson Jones reported a rare, malignant 
vascular neoplasm arising in the scalp or face 
of elderly patients and named it “malignant 
angioendothelioma.” The different variants 

Figure 3.	 Reconstruction with full thickness skin 
graft.

Figure 1.	 Preoperative image.

Figure 2.	 Papulonodules and nodulocystic lesions.
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of angiosarcoma are classic, associated to 
lymphedema, and secondary to radiation. The 
classic cutaneous angiosarcoma of the head and 
neck region occurs more frequently in elderly 
male patients (average age: 69 years). It is difficult 
to implicate solar damage as a cause, although 
many patients are Caucasians with a long history 
of solar exposure.[14]

About 50% of the lesions are seen in the skin 
of the head or neck area. Etiology is unknown 
but some cases are associated with irradiation 
and chronic lymphedema. Clinical presentation 
of cutaneous angiosarcoma is mostly enlarging 
erythematous plaque, colored nodule or non-
healing ulceration, rarely unexplained facial 
edema may be a sign of angiosarcoma.[15]

The tumor often mimics different diseases like 
arteriovenous malformations, lymphoma, nodular 
melanoma, sarcoidosis or facial granuloma.[14]

With regards to prognosis, it should be 
remembered that angiosarcomas of the face 
and scalp are aggressive and proliferate 
easily, having a low survival rate and a five-
year mortality higher than 70%.[16] They can 
disseminate locally, recur, or metastasize to 
the viscera via the lymph vessels or the blood 
stream, with pulmonary metastases being the 
most common and the leading cause of death 
in these patients,[12] followed in frequency by 
metastases to the lymph nodes, soft tissue, bone, 
and liver. It is important to remember that a 
sudden onset of marked thrombocytopenia may 
suggest the rapid growth of the primary tumor 
or herald the development of metastatic disease. 
Prognosis bears no relation with sex, localization, 
histological variety, or mitotic activity, although 
those lesions of less than 5 cm diameter and 
those with a prominent lymphocytic infiltrate 
seem to have a more favorable prognosis. Early 
diagnosis resulting from clinical suspicion and 
confirmed by biopsy is of great value. The 
case reported herein highlights the importance 
of the histological study of any erythematous 
enlargement of the skin on the nose, especially 
when it adopts tumor characteristics.[17]

Surgical excision is the first treatment option 
if it can be performed. For larger tumors, 
radiotherapy and chemotherapy are the other 
treatment options. Doxorubicin is the standard 
chemotherapy agent.[18,19]

Similar cases are reported in the literature 
by Traaholt and Eeg Larsen[20] Gallardo et al.,[17] 
Aguila and Sánchez[14] and Lo Presti et al.[13]

The treatment of choice is wide, local surgical 
removal[21] (although this is only possible in small 
tumors), combined with electron accelerator 
radiotherapy. High doses and wide fields are 
required, as the degree of microscopic invasion 
of the tumor always spreads beyond what 
is clinically apparent and recurrences at the 
periphery of the treated zone are common. 
Some authors have suggested the possibility of 
local control of the tumor margins by means 
of multiple peripheral biopsies or with Mohs' 
technique, but always followed by electron beam 
and radiotherapy.[16] These considerations make 
an early diagnosis all the more important in 
order to improve the poor survival rate of these 
patients.

In conclusion, this case shows that cutaneous 
angiosarcoma is a rare but a severe malignancy 
that can arise on rhinophyma, and should be a 
considered as a potential diagnosis when we are 
approaching these patients.
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