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Abstract  
 

The Dabska tumor also known as Endovascular papillary angioendothelioma is a rare, low-grade angiosarcoma that often 

affects the skin and subcutaneous tissues of children is characterized by intraluminal papillary endothelial structures. 

EPA has an overall favorable prognosis. The malignant potential of this tumor should not be ignored and close follow-up 

should be maintained. 
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INTRODUCTION 
The Dabska tumor also known as 

Endovascular papillary angioendothelioma  is a rare, 

low-grade angiosarcoma that often affects the skin and 

subcutaneous tissues of children is characterized by 

intraluminal papillary endothelial structures. It has a 

distinctive histologic architecture of anastomosing 

vascular channels with intravascular papillary 

outpouchings projecting, sometimes in a glomerulus 

like pattern, into a lumen lined by atypical columnar 

endothelial cells.  In 1995, Enzinger and Weiss
  
labelled 

“Dabska tumor “ a form of low-grade angiosarcoma 

occurring in skin or subcutis of infants or young 

children, although we have seen rare cases in adults 

[1].   

 

EPA has an overall favorable prognosis. 

However, it does have the potential for local recurrence 

and low-grade metastasis. It most frequently presents in 

children in various skin locations, subcutaneous tissue, 

and in deeper areas of the body. However, there have 

been reports of EPA in adults and internal organs [2]. A 

biopsy is diagnostic and treatment is wide surgical 

excision. Because of the rarity of these tumors, most of 

the information is available from case reports and case 

series [3]. 

 

 

 

 

Endovascular papillary angioendothelioma is 

within a borderline area between benign lesions such as 

hemangioma and malignant ones like angiosarcoma. 

There have been cases of these tumors arising within 

preexisting vascular lesions such as cavernous 

hemangiomas. Morphologic similarity has also been 

observed with retiform hemangioendothelioma and may 

represent the spectrum of the same lesion. Based on the 

literature review, currently, the diagnosis of EPA is 

limited to low-grade sarcoma, demonstrating 

characteristic histopathological and 

immunohistochemistry features[4]. 

  

CASE REPORT 
41 year old male presented with complaints of  

painless cystic swelling on superomedial aspect of right 

orbit for 2 months duration. MRI scan of orbit –Soft 

tissue lesion measuring 2x1x1 cm, possibly  infected 

nasolacrimal cyst. Routine blood investigations were 

normal. No other comorbidities were identified. 

Excision of the swelling was done. Histopathological 

diagnosis was Endovascular papillary 

angioendothelioma (Dabska tumor) .IHC was also done 

which showed CD31 abd CD34 positivity. 
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Fig-1: Anastomosing vascular channels with intravascular 

papillary outpouchings projecting into a lumen 

 

 
Fig-2: The cuboidal or hobnail endothelial cells lining the 

vascular structures are characterized by a high nuclear 

cytoplasmic ratio and an apically placed nucleus 

 

 
Fig-3: Tumor Cells are CD31 positive 

 

 
Fig-4: Tumor cells are CD34 positive 

 

DISCUSSION 
The Dabska tumor was first described in 1969 

by Maria Dabska in skin and subcutaneous tissues in 

children and named as malignant endovascular 

papillary angioendothelioma. She described 6 cases in 

her series. Since then approximately 30 cases have been 

described in the literature. Of these 18 were children 

and 12 were adults. The age of the patients ranged from 

birth to 83 years and there was no sex predilection. 

Besides skin and subcutaneous tissue, the tumor has 

been described in other deeper locations like spleen, 

soft tissues, bone, and tongue. Generally it presents as a 

slow-growing, painless, usually intradermal nodule that 

grows to 2–3 cm in diameter[1]. 

 

The histological diagnosis of endovascular 

papillary angioendothelioma (EPA) (Dabska tumor) is 

controversial although the tumor is included in the 

World Health Organization classification. Papillary 

endothelial proliferation with a central hyaline core is 

one of the most characteristic features of EPA; 

however, this type of proliferation has been observed in 

other vascular tumors, such as angiosarcoma, retiform 

hemangioendothelioma and glomeruloid hemangioma. 

Several vascular tumors have EPA-like foci and EPA is 

not well defined generally. Endovascular papillary 

angioendothelioma may not be a distinct entity and may 

well include a heterogeneous group of lesions [1, 2]. 

 

At low power, Dabska tumor appears similar 

to cavernous lymphangiomas. The cuboidal or hobnail 

endothelial cells lining the vascular structures are 

characterized by a high nuclear cytoplasmic ratio and 

an apically placed nucleus that produces a surface 

bulge, accounting for the term "hobnail" or 

"matchstick" [3]. Immunohistochemically the tumor 

cells are positive for Von-Willebrand factor, CD31, 

CD34 and vascular endothelial growth factor receptor-3 

(VEGFR-3). The staining for CD34 and VEGFR-3 is 

most intense out of these [4]. 

 



 
 

Liz Maria Joseph & Sankar S; Saudi J Pathol Microbiol, May, 2022; 7(5): 202-204 

© 2022 |Published by Scholars Middle East Publishers, Dubai, United Arab Emirates                                                                                                 204 

 

 
 

Prognostically these tumors are low grade 

lesions with a capacity to extend to regional lymph 

nodes.The definitive diagnosis of endovascular 

papillary angioendothelioma ( EPA) is made with a 

biopsy. As this is such a rare entity, protocols for 

disease involvement, surveillance and follow-up have 

yet to be established. It is reasonable to consider 

obtaining a chest radiograph for any patient with 

pulmonary symptoms due to a reported case of a patient 

dying of pulmonary metastases. Lymph node 

examination may be performed if there is suspicion for 

involvement [5]. Surgical excision is recommended. In 

general, the prognosis is favorable for Dabska tumors 

even with invasion into deeper structures. However, the 

malignant potential of this tumor should not be ignored, 

and close follow-up should be maintained. Regional 

lymphadenectomy should be performed when those 

structures appear involved [3,4]. 
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