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Introduction: Richter syndrome (RS) is defined as the transformation of chronic lymphocytic 
leukemia (CLL) into an aggressive lymphoma, most commonly diffuse large B-cell lymphoma (DLBCL). 
Its prognosis is similar to DLBCL de novo. Postremission stem cell transplantation should be 
considered for appropriate patients. 
 
Patients and methods: Among 385 patients, 4 were diagnosed with Richter syndrome and treated in 
the hematology department at Aziza Othmana Hospital in Tunisia between 2013 and 2020. 
 
Results: The median age was 56 years [range 46,65]. Sex ratio was 1. Three patients were diagnosed 
CLL initially: one was stage A in the binet staging system, therefore she was on therapeutic 
abstention; the other two were stage B with 17 p deletion at cytogenetics testing. They were fit for 
chemotherapy; Both received ibrutinib. The median time for RS ‘appearance was 36 months. 
One patient was diagnosed RS initially; 
Main characteristics of the patients were as fellow: Advanced stage (Ann Arbor IV) and the 
International Prognostic Index (IPI) was superior to 3. They all had B symptoms and 3 of them had at 
least 2 extranodal sites involved. 
Two patients received RCHOP 21 and died during treatment: 1 of septic chock due to grade 4 febrile 
neutropenia and the other to tumor lysis syndrome. 
One patient was proposed for allogeneic hematopoetic stem cell transplantation (Allogeneic HSCT), 
the donor refused and she died in an acute neurological distress. 
The last patient received 4 courses of RCHOP 14, and due to disease progression, he had venetoclax 
and was proposed for Allogeneic HSCT. He had complete remission on pretransplant.However he 
died of acute graft -versus-host disease  of the digaestive tract. 
 
Conclusion: In our study, RS appears to have a poorer prognosis than DLBCL de novo compared to 

literature.  A better therapeutic approch remains a challenge. 

 


