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ISOLATED RICHTER’S SYNDROME
IN CENTRAL NERVOUS SYSTEM

Case report

Lucilene S.R. Resende’, Carlos Eduardo Bacchi?, Luiz Augusto L. Resende’?,

Roberto Colichio Gabarra’ Ligia Niéro-Melo’

ABSTRACT - Diffuse large cell non Hodgkin's lymphoma associated with chronic lymphoid leukemia (CLL),
or Richter’s syndrome, is a rare and serious complication. Isolated Richter’s syndrome in the central nervous
system is very rare; only 12 cases have been reported. We describe a 74-year-old patient with diffuse large
cell non Hodgkin's lymphoma in the right frontal region with the appearance of multiform glioblastoma.
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Sindrome de Richter isolada em sistema nervoso central: relato de caso

RESUMO - Linfoma nao Hodgkin difuso de grandes células em paciente portador de leucemia linféide croni-
ca (LLO), ou sindrome de Richter, é complicacdo rara e grave nesta leucemia. Sindrome de Richter isolada no
sistema nervoso central é muito rara, tendo sido encontrados apenas 12 casos descritos. Descrevemos paciente
de 74 anos, que apresentou linfoma nao Hodgkin difuso de grandes células em regido frontal direita, simulan-

do glioblastoma multiforme.

PALAVRAS-CHAVE: sindrome de Richter, sistema nervoso central.

The occurrence of a diffuse large cell non Hodg-
kin's lymphoma in a chronic lymphocytic leukemia
(CLL) patient was described by Richter in 1928'; this
became known as Richter’s syndrome after 19642
It is the most serious CLL complication?. Isolated Ri-
chter’s syndrome in the central nervous system (CNS)
is very rare, only 12 cases have been described??, 5
of them with isolated leptomeningeal involvment*62,
and the other 7 with parenchimal involvement.

The aim of this paper is to reportan additional
case with isolated CNS Richter’s syndrome with ri-
ght frontal lobe parenchimal involvement.

CASE

A 74-year-old white male had previously diagnosed
CLL, presenting only leucocytosis (lymphocytosis) for 6
years; he had been receiving medical support in anoth-
er service with occasional use of chlorambucil, when he
began to show mental confusion, bewilderment, and gait
disorders. Cranial computerized tomography (CT) scan
revealed an expansive process in the right frontal region
Fig 1A. Extirpation of the lesion was indicated supposing

a multiform glioblastoma. Histological examination, ho-
wever, showed a diffuse large cell non Hodgkin lympho-
ma. His neurological symptoms improved after surgery,
and he attended our hospital on the 15% day post-oper-
ative. When admitted, he was in good shape, with rosy
complexion, and without adenomegaly or visceromegaly.
Neurdogical examination showed a lucid, conscious and
oriented patient, with normal cranial nerves. A slight left
hand side hemiparesis with elevated deep tendon reflex-
es and Babinski sign was present. There were no signs of
intracranial hypertension and a fronto-parietal surgical
scar was visible. Peripheral blood revealed hemoglobin
concentration of 14g/d|, platelet count of 170 x 10%1, and
leukocyte count of 96 x 10%/1 (94% lymphocytes). Aspira-
ted bone marrow had 60% mature lymphocytes, and bo-
ne marrow biopsy revealed a nodular and interstitial pat-
temof disease involvement. Peripheral blood lymphocy-
te immunophenotypic findings included CD23(+), CD5(+),
CD20(+), CD25(+), CD10(-), CD21(-), CD22(-), CD11c(-), co-
expression CD20/5(+), HLA-DR(+), slgG (+ weak), compati-
ble with B - CLL. Biochemical serum analysis, thoraxic CT
scan, and abdominal CT scan were all normal. HIV soro-
logical test was negative. Cerebrospinal fluid (CSF)was
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Fig 1. Right side frontal tumoral lesion before (A) and after (B)
surgery. Reoccurrence of tumoral mass shown by CT scan (C),
MRI (D), and SPECT scan (E).

xanthochromic, with 10 erythocytes/mm?, 7 leucocytes/mm3
(95% lymphocytes; 5% monocytes), 203mg/d| protein,
49mg/dl glicosis, and negative Nanquin ink. Simultaneous
diagnosis of CLL and diffuse large cell non Hodgkin lym-
phoma of the CNS were established (Richter’s syndrome).
The patient received chlorambucil (4mg/day, continuous
use), intrathecal chemotherapy (methotrexate = 12mg,
cytarabine = 70mg, dexamethasone = 2mg - once a week
for 3 consecutive weeks), plus radiotherapy of the right
cerebral hemisphere (total of 3600 cGy within 4 weeks).
CT scan after radiotherapy showed no tumor remnants
in CNS, and revealed only a local porencephalic cyst (Fig
1B). Treatment of CNS lymphoma was stopped but treat
ment of CLL continued (chlorambucil). Five months lat-
er the same neurological symptoms reappeared. A slight-
ly xanthochromic CSF showed 39 erythrocytes/mms3, 2 leu-
cocytes/mm?3, 412 mg/dl protein, 52 mg/dl glicosis, and
negative Nanquin ink. Imaging of CNS by CT scan, mag-
netic resonance imaging (MRI), and cerebral perfusion with
Sestamibi-99mTc (SPECT scan) revealed tumor relapse in
the right frontal region [Fig 1C,D, E]. The choice was right
f rontal lobectomy, perf o rmed without incident. He was
dischargd receiving dexamethasone (4 mg/day), aceta-
zolamide (500 mg/day), and carbamazepine (400 mg/day).
He presented good evolution, practically free of neuro-
logical sequels (with only brief periods of mental con-
fusion). He died at home while sleeping on the 14t day
post-operative, before any other adjuvant therapy.

DISCUSSION

Richter’s syndrome occurs in at least 1to 10% of
CLL cases®, and is the most serious complication of
this disease®. The usual presentation is sudden clini-
cal deterioration, assymetric adenomegaly, espleno-
megaly, fever, weight loss, increased lactate dehy-
drogenase, and monoclonal gammopathy. Although
extra-nodal involvement is possible, isolated topog-
raphy is extremely uncommon>%8. In the 12 CNS cas-
es, the lesion was meningeal in 5, and parenchimal
in 7, as in our patient.

The malignant characteristics of cerebral large
cell lymphoma probably resulted in a neurorradiolo-
gical aspect similar to multiform glioblastoma. Ly m-
phoma of cerebral parenchimais very serious. Our
patient died only 7 months after surgeny, radiother-
apy, and intrathecal chemotherapy.

There is evidence that prolymphocytic CLL trans-
formation, blastic CLL crisis, and blastic transfor-
mation of low grade non Hodgkin lymphomas can
present closely related manifestations, signifying
neoplastic progression. Thus the malignant cells in
the cerebral lymphoma of our patient could have
developed as a subclone of his CLL#89,
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