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Reason/Evidentiary Support 

Many of the various sub-types of renal epithelial neoplasia exhibit differing clinical behaviour and 
prognosis.1,2,9-14 This has been confirmed in large single and multicentre studies for the main tumour 
sub-types. Several series have also clearly demonstrated that many of the newly described entities 
of renal malignancy have a prognosis that differs from that of clear cell renal cell carcinoma.14 In 
addition to this protocols for the various types of adjuvant anti-angiogenic therapy relate to specific 
tumour sub-types.15  

The 2013 International Society of Urological Pathology (ISUP) Vancouver Classification of adult renal 
tumours identified an emerging/provisional category of renal cell carcinoma (RCC).8  While appearing 
distinctive, these rare tumours had not been fully characterized by morphology, 
immunohistochemistry and molecular studies. This category was also included in the fourth edition 
of the World Health Organisation (WHO) classification of renal neoplasia. In the WHO classification 
oncocytoid RCC post-neuroblastoma, thyroid-like follicular RCC, anaplastic lymphoma kinase (ALK) 
rearrangement-associated RCC and RCC with (angio) leiomyomatous stroma are included in this 
category.  These entities should be classified under ‘other’ with the name specified. 

Papillary RCC has traditionally been subdivided into Type 1 and Type 2.16 Recent studies have shown 
these tumours to be clinically and biologically distinct. Type 1 tumours are associated with 
alterations in the MET pathway while type 2 tumours are associated with activation of the NRF2-ARE 
pathway.  On the basis of molecular features type 2 tumours may be sub-divided into at least 3 
subtypes.17  Type 1 and type 2 tumours show differing immunohistochemical staining with type 1 
tumours more frequently expressing cytokeratin 7 in comparison to type 2.1,8,16,17  

Oncocytic papillary renal cell carcinoma is a category included in the fourth edition of the WHO renal 
tumour classification.1 While not fully characterized, this tumour is best included in the broader 
papillary category. 

Papillary RCC is associated with a more favourable outcome than clear cell renal cell carcinoma 
(ccRCC), collecting duct carcinoma and hereditary leiomyomatosis and renal cell carcinoma 
(HLRCC)1,14  Papillary subtyping is also of prognostic significance with type 1 tumours having a more 
favourable prognosis then those with type 2 morphology.14,16,17 

On occasion it may be difficult to accurately classify tumours with deeply eosinophilic cytoplasm on 
renal biopsy. Here the differential diagnosis includes oncocytoma, chromophobe renal cell 
carcinoma, oncocytic papillary renal cell carcinoma and post-neuroblastoma renal cell carcinoma. 
Immunohistochemical assessment may be helpful but due to the limited tissue available in a needle 
biopsy this may be inconclusive. In such instances the term oncocytic neoplasm may be used with a 
note emphasising that this is not a diagnostic category but a descriptor that includes both benign 
and malignant entities.18,19  

The benign entities of renal neoplasia commonly encountered in renal biopsies such as oncocytoma, 
angiomyolipoma, papillary adenoma, metanephric adenoma and other forms of adenoma should be 
classified under ‘other’ with the diagnosis specified. 
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