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Abstract 
Richter’s syndrome (RS) is a rare complication in which chronic lymphocytic leukaemia (CLL) or small lymphocytic lymphoma 
(SLL) transforms into a more aggressive type of lymphoma – diffuse large B cell lymphoma (DLBCL), or Hodgkin’s lymphoma 
(HL). The review describes the clinical case of a patient with CLL and RS diagnosis. A computed tomography (CT) scan of 
the abdominal cavity detected numerous normodense areas in the liver. Simultaneously, ultrasound examination (USG) 
of the thyroid revealed the presence of a solid hypoechogenic lump. The material sampled from closed biopsies of liver 
and thyroid in both cases allowed the diagnosis of diffuse large B cell lymphoma (DLBCL). The liver and the thyroid are 
particularly rare locations of RS. However, those cases allowed the conclusion that RS may occur even in a very unexpected 
and less probable location.
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INTRODUCTION

Chronic lymphocytic leukemia (CLL) is usually a 
lymphoproliferative disease with a chronic course [1, 2, 3]. It 
is the most commonly diagnosed type of leukemia in adults. 
The disease is characterized by the variety of clinical course, 
prognosis and response to cytostatic treatment; the start of 
treatment is individual for each patient and depends on the 
severity of the clinical or progressive nature of the disease. In 
some patients, mild course and long survival are observed, 
very often without cytostatic treatment. In the remaining 
patients, the disease is aggressive and despite intense therapy, 
it leads to death within 2–3 years.

Richter’s syndrome is defined by the transformation of 
chronic proliferation of B-cells, which is chronic lymphocytic 
leukemia or lymphocytic lymphoma, into a more aggressive 
form of lymphoma. Most commonly, it is a diffuse large B-cell 
lymphoma (DLBCL-RS) [4], rarely Hodgkin lymphoma 
(Hodgkin variant of RS, HvRS) [5]. The frequency of 

occurring of RS among patients with CLL is estimated to be 
2%-10% [6] The most frequent RS (80%–90%) stems from the 
same clone as CLL (clonally related RS). In a very small part, 
the tumor clone develops independently (clonally unrelated 
RS) [7]. The increased risk of RS occurring is related with the 
presence of genetic aberrations, such as del 11q and 17p [8, 9], 
unmutated IGHV, significant expression of ZAP-70, CD38 
and CD49d [10, 11]. RS is characterized by very rapid clinical 
process. Among more than half of patients (about 59%) there 
is fever, weight loss or intensified, night hyperhidrosis [12, 
13]. RS most commonly occurs in lymph nodes and bone 
marrow. Localization in the lymphatic system occurs in 
about 41% of cases. Particularly rare cases are those, where 
transformations occur in the liver and thyroid [14, 3].

CASE REPORT

In June 2007, 60-year-old woman, on the basis of 
histopathological examination of lymph node and 
immunophenotype of peripheral blood lymphocytes 
(CD19+/CD5+/CD23+; Ig lambda+), was diagnosed with 
chronic lymphocytic leukemia (stage 4 according to Rai 
classification). Complete peripheral blood count revealed: 

Address for correspondence: Agnieszka Szymczyk, Chair and Department of 
Haematooncology and Bone Marrow Transplantation, Medical University of Lublin, 
Department of Clinical Transplatology, Medical University of Lublin
E-mail: agnieszka.szymczyk.med@wp.pl

Received: 26.06.2018; accepted: 20.02.2019; first published: 09.04.2019

https://orcid.org/0000-0002-9715-3745
https://orcid.org/0000-0001-8347-7557
https://orcid.org/0000-0002-4153-6800
https://orcid.org/0000-0002-0451-4741
https://orcid.org/0000-0003-2315-4208
https://orcid.org/0000-0001-9160-291X
https://orcid.org/0000-0002-9083-9058
https://orcid.org/0000-0002-9036-6625
http://creativecommons.org/licenses/by-nc/3.0/pl/deed.en
mailto:agnieszka.szymczyk.med@wp.pl


Annals of Agricultural and Environmental Medicine 2020, Vol 27, No 1

Ewa Wąsik-Szczepanek, Agnieszka Szymczyk, Dariusz Szczepanek, Ewelina Grywalska, Justyna Szumiło, Piotr Trojanowski et al. Rare case of Richter’s syndrome…

Figure 3. Transformation of chronic lymphocytic leukemia in diffuse large B-cell lymphoma (Richter syndrome) in the lymph node (A) and 
immunohistochemical reactions for CD20 (B), CD5 (C) and Ki67 (D) (A – HE; B, C, D – Dako EnVisionTM+/HRP; objective magn. 10×)

Figure 2. Transformation of chronic lymphocytic leukemia in diffuse large B-cell lymphoma (Richter syndrome) in the liver (A) and 
immunohistochemical reactions for CD20 (B), CD5 (C) and Ki67 (D) (A – HE; B, C, D – Dako EnVisionTM+/HRP; objective magn. 10×)
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