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Richter's Syndrome
— Heport of a case —

Su-Kyeong Yeon, M.D, Chang-Sug Kang, 3.0, Han-Jin Lee, ¥.0.* Dong-Uk Kim, M. D.**
Chun-Chu Kim, M.I).** and Sang-In 8him, M.[,

Department of Clinical Pathology, Radiology® and nternal Medicine™
Cathalic University Medical College

Richter's syndrome is a development of a high grade malignant lymphoma in a patient with
preexisting chronic lymphocytic leukemia, small lymphocytic lymphoma or Waldenstrom's
macroglobulinemia. A rare case of Richter's syndrome arising in the spleen of a 3%-year-old-man
was studied by morphology, immunohistochemistry and gene rearrangement study. He has had
weight loss and night sweat for last 6 months, Hepatosplenomegaly and abdominal lyvmphadeno-
pathy were noted on CT scanning. Especially an ovoid radiolucent mass was found within the
image of splenomegaly, Lymph nodes and liver biopsy, bone marrow aspiration and splenectomy
were done. In the lymph nodes, liver and bone marrow, well differentiated small lymphocytic in-
filtrations were found but, in the spleen, pleomorphic, large cells with occasional multinucleated
giant cells formed a nodular mass surrounded by diffuse, extensive infiltration of small well
differentiated lymphocytes. The two distinctive areas in the spleen had positive staining for B-
cell marker (HLA-DR and Ls), negative staining for T-cell marker (UCLH,), and positive staining
for Igd heavy chain and kappa light chain by immunohistochemical study. So this case was di-
agnosed as a diffuse large cell lymphoma transformed from small lymphocytic lymphoma We
made an another effort to clarify their clonality. Gene rearrangement method using
complementarity-determining region ICDR3) of immunoglobulin heavy chain (IgH) gene and T-
cell receptor ¥ (TCRy) gene by polymerase chain reaction (PCR) technique was done. The two
lymphomas in the spleen demonstrated the same rearrangement pattern in both IgH and TCRy
gene. We think these findings strongly suggest that the large cell lymphoma has the same
clonality with that of the small lymphocytic lymphoma. (Korean J Pathol 1994; 28: 420~426)
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Fig. 1. Protein immunoelectrophoresis showing palyclonal gammopathy(A: serum protein, B: cerebrospinal fluid

protein).
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Fig. 2. Abdominal CT shows moderate hepatomegaly
and marked splenomegaly with 2 small round
hypodense lesion(arrow)
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Fig. 3. Bipedal lymphangiogram  shows opacified
lymph nodes from both inguinal groups to
paraaortic groups that are diffsely enlarged.

Fig. 4. Composite photormicro-
graph showing lymphoid cell
population from the spleen.

A: large pleomorphic cell popu-
lation demonstrating diffuse
large cell lymphoma

B: small lvmphoid cell popula-
tion demonstrating diffuse
well differentiated lymphocyt-
ic lvymphoma
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% Fig. 5. Photomicrograph of
fisty needle biopsy specimen of liver

3% exhibiting primarily periportal
gty infiltration by small lymphoid
£ cells,

Fig. 6. Bone marrow aspiration
smear showing infiltration of
small lymphocytes with occa-
sional spindle cytoplasms.
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Table 1. Immunohistochemical stain results

Small lymphocytic Large cell
LCA + +
UCHL, -
L + i
HLA-DR + +
g - +
lgis
lgA —
Kappa + +
Lambda -
Vimentin
Keratin —
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Fig. 7. The gene amplification
by PCE reveals same gene re-
arrangements for immunoglo-
bulin heavy chain gene, com-
plementarity-determining  re-
gion I(CDR3) and y-gene of T
cell receptorl TCHEy) in two neo-
plastic regions(L: diffuse large
cell lvmphoma, S: small lym-
phocytic lymphomal.
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