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Introduction

Rosai-Dorfman disease is a benign lymphoproliferative disease with rare occurrence in
the overall population. The characteristic findings of the disease are emperipolesis on
microscopy and S-100 protein positivity on immunohistochemistry. The present report
describes the case of a 57-year-old man who presented with repeated seizures, urinary
retention, and ataxia. Satisfactory results were obtained with surgical treatment. The
diagnosis was confirmed by immunohistochemistry.

A doenca de Rosai-Dorfman é uma doenca linfoproliferativa de carater benigno com
ocorréncia rara na populacao global. Os achados caracteristicos da doenca sao
emperipolese no exame de microscopia e positividade para proteina S-100 no exame
imuno-histoquimico. O presente estudo descreve o caso de um homem de 57 anos que
apresentava convulsdo de repeticao, retencao urinaria e ataxia. Foi obtido resultado
satisfatério com o tratamento cirtrgico. O diagndstico foi confirmado por imuno-
histoquimica.

occasionally accompanied by lymphadenopathy. The extrano-
dal sites, in descending order of frequency, are the skin, the

In 1969, Rosai-Dorfman disease was first reported as a sinus
histiocytosis with massive lymphadenopathy in a young black
man. The disease presented with bilateral, painless and mas-
sive cervical lymphadenopathy associated with malaise, fever,
normocytic anemia, hemolytic anemia, neutrophilic, high
erythrocyte sedimentation rates, and polyclonal gammopathy.?

It is estimated that the incidence of the disease is of 1 case
per 2 million individuals, affecting predominantly children
and young adults, with a slight predominance in males.?
Extranodal involvement is documented in 43% of the patients,
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nasal cavity, the paranasal sinuses, the eyelids, the orbits, the
bones, the salivary glands, and the central nervous system
(CNS). The CNS can be involved in less than 5% of the cases, and
in 90% of them, the leptomeninges are affected.*

Case Report

The case described in the present study is that of a male patient
whowas 57 years old at the time of the diagnosis. He presented
with repetitive convulsive crises, urinary retention, and ataxia.
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Fig. 1 Computed tomography of the skull showing a posterior fossa lesion, adjacent to the cerebellum tentorium. (A) coronal cut; (B) axial cut;

(C) sagittal cut.

A computed tomography (CT) exam revealed heterogeneous
expansive formations in an intraventricular situation occupy-
ing the posterior portion of the third ventricle and part of the
right lateral ventricle, as well as another extra-axial lesion in
the posterior fossa. =Fig. 1 demonstrates these findings.

It is suggested that the lesions found in the imaging
examination may correspond to primary lesions of the
meningothelial lining (meningiomas) in the tentorium, as
well as signs of subfalcine herniation due to the effect of the
intracranial masses.

During hospitalization, the patient presented improve-
ment of the clinical picture with the use of corticosteroids. A
ventriculoperitoneal shunt was performed to attenuate the
hydrocephalus. The surgery was performed because of the
alleged cerebellar tentorium meningioma. Both the surgery
and the postoperative period were uneventful.

With the tumor duly resected, the patient was referred for
an anatomopathological examination, which revealed two
expansive brain lesions, one intraventricular in the third right
lateral ventricle, and the other extra-axial in the posterior fossa.
The macroscopy presented as irregular fragments of excision of
a skull base lesion, of a soft and light brown appearance.

The microscopy described the tumor as fragments of brain
lesions with proliferation of cells with microvacuolar cytoplasm
of uncertain behavior and areas of dense connective tissue with
foci of dystrophic calcification. It was recommended, for diag-
nostic elucidation, an immunohistochemical study.

The immunohistochemical study suggested the diagnosis
of Rosai-Dorfman disease because there were fragments of
hypercellular cerebral parenchyma at the expense of histio-
cytic cells, several of them xanthomatous in appearance,
while others showed a more eosinophilic cytoplasm.

The S-100 marker was found to be positive (~Fig. 2).
There was a chronic mononuclear inflammatory infiltration,
drawing attention to the presence of cells with an occasional
intracytoplasmic location in the histiocytes (emperipolesis).

Discussion
The age and gender of the patient in the present case is similar to

the age and gender of patients from cases reported in the
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literature.>™” The clinical presentation of intracranial tumors
is dependent on the location of the tumor. The patient in the
present report had recurrent seizures, urinary retention, and
ataxia. Other reports include headache and convulsion,’ in
addition to cognitive decline, visual blurring, and hemianopsia.*

The origin of Rosai-Dorfman disease, sometimes associat-
ed with the Epstein-Barr virus,® or with the varicella-zoster
virus, remains invariant, with involution with the use of
acyclovir.’ It may also be associated with other immune
disorders, such as hemolytic anemia, polyarthritis, rheuma-
toid arthritis, glomerulonephritis, asthma, and juvenile dia-
betes.® Thus, the present study aimed to describe a case of
Rosai-Dorfman disease that occurred in southern Brazil.

If there is no pathognomonic signal, the radiological
exams suggest an intracranial mass. In addition to meningi-
oma, a differential diagnosis for eosinophilic granuloma,
lymphoproliferative disorder, plasma cell granuloma, and
infectious diseases should be considered.” Tumors of the
Rosai-Dorfman disease are homogeneous, lobulated, hyper-
attenuating, and without calcifications.

On the other hand, in the magnetic resonance imaging
(MRI) exam, in T1 weighting, the tumors are homogeneous,

Fig. 2 Image of the immunohistochemical study demonstrating
histiocytes reactive to the S-100 protein.



lobulated, and isointense to the cerebral parenchyma. In T2
weighting, the nodulations are heterogeneous, hypo/isoin-
tense to the parenchyma, and with intensity similar to that of
the dura mater.* They also present the dural tail sign,
indicating insertion of the lesions in the dura mater.’

Given the suspicion of meningioma, surgery was chosen
as a therapeutic option.10 Surgery, whether followed by
corticosteroids or not, is the best therapeutic option for
tumors of the Rosai-Dorfman disease.*

The macroscopic description in the literature is of a yellow-
ish mass of elastic consistency,* or white-gray,” differing from
the present case. In microscopy, the phenomenon described as
emperipolesis consists of histiocytes with large vesicular
nuclei having pale eosinophilic cytoplasm containing lympho-
cytes or erythrocytes within them.* Immunoreactivity to S-
100 protein is very suggestive of Rosai-Dorfman disease.*®’
The immunoreactivity for CD1a markers, which are markers
for Langerhans histiocytosis, should be negative.®

Because the tumor is benign, surgery with partial or total
excision has a satisfactory outcome.’” The surgery may be
followed by corticosteroid therapy, antineoplastic chemo-
therapy, and radiotherapy.* Unfavorable results have been
reported in cases of extranodal multisystemic disease, of
immunological abnormalities, or in cases in which there is
involvement of the kidney, of the liver, and of the lower
respiratory tract.® Rosai-Dorfman disease may have a lethal
outcome despite intensive treatment with external beam
radiation, interferon, cyclosporine, methylprednisolone, eto-
poside (VP16), and vinblastine.?

Conclusion

The literature demonstrates a benign essence for Rosai-Dorf-
man disease, however, with an obscure etiology, which can
affect all age groups and have heterogeneous clinical
manifestations.
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Even though it is the main differential diagnosis of me-
ningiomas, through radiology it is impossible to make the
final diagnosis,. The pathological anatomy is fundamental for
diagnostic confirmation. The microscopy showed character-
istic emperipolesis findings, and the immunohistochemistry
showed immunoreactivity for S-100 protein, with no reac-
tivity for CD1a.

Thus, surgery provides good survival outcomes and has
been adopted as the therapeutic method of choice.
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