
BAP-oma
(BAP-1 negative melanocytic tumour)

Introduction 
BAP-oma is a recently described melanocytic tumour, characterised by a mutation in the BAP-1 gene. These 
tumours can occur sporadically, or as part of a syndrome. Patients with a germline mutation in BAP-1 are at 
increased risk of other tumours including cutaneous melanoma, uveal melanoma and mesothelioma. BAP-1 
negative melanocytic lesions have distinct morphologic features, and BAP-1 loss can be demonstrated by 
immunohistochemistry. 

Figure 1: BAP-oma is typically a skin-coloured, dome-shaped 
lesion. This image has been taken from reference 1 (Wiesner et al.)

Clinical and histologic features of BAP-oma 
BAP-1 (BRCA-Associated Protein 1) is a gene located on chromosome 3. In 
2011, Wiesner et al. described two families with germline BAP-1 mutation. 
Individuals in these families showed multiple skin-coloured, dome-shaped 
naevi (so-called ‘BAP-omas’) (Figure 1). These naevi arose at any location 
including head / neck, trunk and limbs. 

Histologically, BAP-oma often has polypoidal architecture and active 
lymphocytic regression. There is usually only a minimal junctional 
component, though this is variable. The dermal component typically 
comprises conventional naevus cells, and a population of larger epithelioid 
cells with vesicular chromatin, variably prominent nucleoli, abundant 
amphophilic cytoplasm and some pleomorphism. These latter cells 
demonstrate loss of nuclear BAP-1 staining on immunohistochemistry 
(Figures 2 and 3). 

Some cases of BAP-oma show atypical histologic features such as 
increased mitotic rate and more prominent pleomorphism. Consequently, 
BAP-oma is generally considered a ‘melanocytic tumour of uncertain 
malignant potential’. However, current opinion suggests that most cases of 
BAP-oma behave in an indolent fashion. This is based on the observation 
that even in patients who have multiple BAP-omas, the incidence of 
cutaneous melanoma is still low. 

BAP-oma is sometimes referred to as ‘Atypical Spitz tumour (AST) with 
BAP-1 loss’. This terminology reflects similarities in cytomorphology, and 
also in clinical behaviour, in that both BAP-oma and AST are of uncertain 
biologic potential. However, there are differences between these entities. 
BAP-oma is associated with a BRAF mutation, while this mutation is rare in 
Spitz tumours. Spitz tumours commonly show epidermal hyperplasia and 
Kamino bodies. These features are not classically seen in BAP-oma.   

Diagnostic interpretation and management 
It is important to note that BAP-1 immunohistochemical loss does not 
equate to either benignancy or malignancy of a cutaneous melanocytic 
tumour. BAP-1 mutations are seen in BAP-oma (as described above), and 
also in a subset of cutaneous melanoma. BAP-1 negative melanoma may 
be secondary to a sporadic or germline mutation.   

Figure 2: BAP-oma comprises conventional naevus cells, and a 
population of larger Spitzoid cells. 

Figure 3: BAP-1 immunohistochemistry, shows loss of nuclear 
staining in the larger Spitzoid cells. 
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Most cases of BAP-oma are sporadic. A germline BAP-1 
mutation could be considered in a patient who has 
multiple BAP-omas, or a family history of mesothelioma, 
uveal melanoma or cutaneous melanoma. Other 
reported associations include renal cell carcinoma and 
meningioma. Additional tumours are likely to be added 
to this list in coming years.

A genetic test for BAP-1 is not widely available in 
Australia at this time. Nevertheless, it is still beneficial to 
refer patients with suspected germline BAP-1 mutation 
for assessment at a clinical genetics service. This will 
allow appropriate screening and counselling, for both 
the patient and family members. 

Given that BAP-oma is regarded as a melanocytic 
tumour of uncertain biologic potential, conservative 
complete excision is recommended. However, this 
approach is not feasible in a patient with numerous 
BAP-omas. In the latter scenario, clinical observation 
is recommended, with surgical management of any 
changing or concerning lesion.   
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