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Primary cutaneous marginal zone lymphoma (PCMZL)  
represents 30-40% of all primary cutaneous B-cell  
lymphomas and mostly affects male adults. It is also the 
most common cutaneous B-cell lymphoma of childhood.  
It is a low-grade lymphoma, comprising neoplastic small  
B-cells, plasma cells and a varying proportion of reactive  
T-cells. It often manifests on the trunk and upper limbs as 
solitary or multifocal red/violaceous nodules and plaques.  
Lesions may spontaneously regress, but recurrences are 
common.    

The histological features include a dense, nodular or  
diffuse infiltrate, which is often “bottom-heavy.”   
It comprises small lymphocytes as well as plasma cells, 
which surround follicles with reactive germinal centres. 
The neoplastic B-cells usually exhibit lymphoplasmacytoid 
cytomorphology, and may constitute a minority of the  
overall infiltrate. The neoplastic B-cells are CD20+,CD79a+, 
BCL2+, CD5-, CD10-, CD23- and BCL6-. Most importantly, 
monoclonal expression of either kappa or lambda is 
demonstrated within plasma cells, by either  
immunohistochemistry or in situ hybridisation. Varying 
numbers of reactive T-cells may also be present; these are 
particularly numerous in the heavy chain class-switched 
subtype of PCMZL, which is also characterised by an IgG+, 
IgA+, IgE+ and CXCR3- phenotype. Far less commonly, the  
non-class-switched subtype of PCMZL is characterised by 
greater numbers of neoplastic B-cells, and an IgM+ and 
CXCR3+ phenotype. 

PCMZL has an excellent prognosis, with 5-year survival of 
98%. Extracutaneous spread is rare, and more commonly 
seen in the IgM+, non-class-switched subtype. 
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PCMZL: Kappa (left) and Lambda (right) in situ hybridisation, 
demonstrating Kappa light chain restriction 
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   Dr Khamu is a Dermatopathologist who joined                      
   our Collingwood laboratory in July 2017.  
   Dr Khamu graduated from the University of                                   
   Queensland in 2005. He undertook his  

Anatomical Pathology training in Brisbane between 2007 and 
2012, having completed rotations at various institutions including 
the Princess Alexandra Hospital, the Royal Brisbane and Women's 
Hospital and Sullivan Nicolaides Pathology. During this time he 
was also an associate lecturer in Pathology at the University of 
Queensland. 
 

Upon completion of his training, Dr Khamu joined Melbourne  
Pathology in early 2012 as a Consultant Pathologist. In 2013, he 
returned to Brisbane, having been given the opportunity to work 
with Professor David Weedon at Sullivan Nicolaides Pathology. 
Over the five years in this role, Dr Khamu gained valuable and 
broad dermatopathology experience, including GP and  
dermatology skin reporting. He continues to enjoy teaching,  
playing an active role in the education of pathology and  
dermatology registrars, as well as GPs. 
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