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Background: 

While cardiac involvement occurs in up to 25% of patients with disseminated lymphomas, 

primary cardiac lymphomas (PCLs) are rare in immunocompetent patients, accounting for 1-2% 

of primary cardiac tumors and 0.5% of extranodal lymphomas. Diffuse large B-cell lymphoma 

(DLBCL) is the most common type in immunocompetent host. They most frequently involve the 

right sided chambers, but any area of the heart can be involved. Clinical manifestations vary 

based on the size, location and extent of tumor infiltration.  These tumors respond well to 

chemotherapy but carry the risk for development of rapid tumor lysis which may induce life-

threatening acute cardiac decompensation.   

Case: 

A 73-year-old woman presented with generalized fatigue and was found to have complete heart 

block on ECG. Cardiac biomarkers, troponin I and BNP were elevated. Echocardiogram and CT 

scan revealed a large mass involving entire right heart and encompassing the right coronary 

artery. Endomyocardial biopsy demonstrated CD20 positive DLBCL with significantly elevated 

proliferative index (Ki-67) at 40%.  The tumor was limited to the heart consistent with a 

diagnosis of PCL. Due to the location of the mass, pacemaker was not feasible. She received one 

dose of anthracycline based multi-chemotherapy regimen –CHOP, which was complicated by 

development of acute tumor lysis syndrome (ATLS). Despite aggressive renal replacement 

therapy, she developed severe lactic acidosis leading to cardiac arrest.  

Discussion:  

PCL is a rare cardiac tumor and clinical manifestations vary. It can present as a common cardiac 

condition such as acute coronary syndrome, heart failure, and arrhythmia.  Unlike most other 

cardiac tumors it is rapidly progressive and can be fatal. Anthracycline based multi-chemotherapy 

regimen with or without rituximab and radiation therapy has shown promising results. Palliative 

surgery may be necessary to correct hemodynamics. Given the rapidly proliferating nature of the 

tumor, patients with PCL are at high risk for ATLS and so prophylactic treatment with xanthine 



oxidase inhibitor and urate oxidase as well as initial dose reduction and fractionated 

chemotherapy regimen may need to be considered especially if the patient has other risk factors 

for development of TLS.  

 

Tumor (intrinsic) and Host (extrinsic) related predictors of TLS  

Tumor Related Factors Host Related Factors 

Ki-67 > 10% Advanced age 

Bulky lesion (>10 cm) Elevated pretreatment serum uric acid (>7.5 

mg/dL) 

Leukocytosis (WBC > 50,000/microliter) Renal dysfunction (Cr>1.5) 

LDH two times higher than upper normal 

limit 

Volume depletion  

Bone marrow infiltration Exposure to contrast 

 


