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Isolated Rosai-Dorfman Disease
of the Cerebellar Hemisphere as
a Rare Diferential Diagnosis of
Metastatic Brain Disease. Case
Report

Sinus histiocytosis with Massive
Lymphadenopathy, or Rosai-Dorfman disease
(RDD), is a rare  histiocytic proliferative disorder. It

was first described in 1969 by Juan Rosai and Ronald
Dorfman. 8,9

    The cause of RDD is obscure; molecular studies have
shown that RDD is a polyclonal and reactive process rather
than a neoplastic one.6

   Serological evidence of Epstein-Barr virus is documented
in about 50% of cases; however, the presence of Epstein-
Barr virus carriage has not been demonstrated in histiocytes
and lymphocytes by the in situ hybridization technique.11

  Generally patients present in their mid-20s and  the typical
form presents with massive cervical lymphadenopathy
(87%) associated with fever, elevation of the erythrocyte
sedimentation rate, and hypergammaglobulinemia.
Extranodal involvement occurs in 25% to 43% and affects
the skin (12%), paranasal sinuses (11%), soft tissue (9%),
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  Sinus Histiocytosis with Massive Lymphadenopathy,
or Rosai-Dorfman disease (RDD), is a rare
histiocytic proliferative disorder. Generally patients
present with massive cervical lymphadenopathy.
Intracranial localization is a rare manifestation of
RDD. The majority of the cases with intracranial
involvement are reported to be with supratentorial,
dural-based localization. Only a few cases of the
posterior cranial fossa involvement have been
reported in the literature. We report a case of isolated
cerebellar hemisphere RDD which was initially
misdiagnosed as a metastatic brain disease.
   Key words: cerebellar, brain, metastases, isolated,
Rosai-Dorfman,

bone (9%), salivary gland (5%), oral cavity (3%), kidney
(2%), lower respiratory tract (2%), larynx (1%), and, rarely,
other locations.2,4,10 Intracranial localization is a rare
manifestation of RDD.

                              Case Report
     A 47 year-old woman with anamnesis for skin melanoma
resection  a year ago, presented at the emergency unit of
our hospital with three days history of severe headache,
vertigo, vomiting and tinnitus. The severity of the
complaints increased with change of the head position.
The physical examination revealed no other abnormalities.
After CT scan and subsequently MRI that showed not
enhancing oval lesion in the left cerebellar hemisphere,
without an evident mass effect on the fourth ventricle
(Figure 1, Figure 2), the patient was admitted at the Clinic
of Neurosurgery to be prepared for operative treatment.
Routine hematological and biochemical studies were normal
except for the erythrocyte sedimentation rate, which was
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elevated. Chest x-ray and abdominal ultrasound imaging
were also normal.
   Cerebellar metastasis with unknown primary was
considered as the most likely diagnosis. Melanoma
malignum of the skin was considered as a possible primary
tumor. The patient underwent a suboccipital craniotomy
with complete excision of the lesion, which was found to
be with parenchymal location,   avascular, well circumscribed
and demarcated, soft and greyish mass. The postoperative
course was uneventful, and the patient completely

recovered within three weeks after beginning a rehabilitative
program.
   Microscopic examination revealed a mixed population of
histiocytes ,lymphocytes and monocytes with presence of
lymphocytes within the cytoplasm of histiocytes
(emperipolesis) (Figure. 3).  The conclusion of the
histopathologists was Rosai-Dorfman disease.
  Postoperative follow-ups on one, six and 12 month
revealed no signs of disease, lymphadenopathy or
hepatosplenomegaly. Three years later, the patient still

Figure 1.Non-enhanced (A) and contrast-enhanced  (B) CT-scans, revealing intraaxial lesion in the left
cerebellar hemisphere.

Figure 2. Non-enhanced (A,B,C) and contrast-enhanced  (D,E) axial and sagital T1 and T2 weighted
MR images revealing intraaxial lesion in the left cerebellar hemisphere.



 Nepal Journal of Neuroscience, Volume 5, Number 1, 200860

exhibited no new symptoms and follow-up imaging
demonstrated no local recurrence.

                                  Discussion
   We report a case of isolated cerebellar hemisphere RDD,
which was initially misdiagnosed as a cerebellar metastasis
because of the anamnesis for skin melanoma resection. The
anamnesis, age of the patient, blood tests, clinical data,
and findings from the imaging were consistent with this
diagnosis. A primary cerebellar tumor also was considered.
The conclusion of the histopathologists was unexpected.
In about 40% of reported cases of RDD the involvement of
an extranodal location is evident, but an intracranial
localization is a rare manifestation. Characteristics of
patients with intracranial localization of RDD differ from
those with classic manifestations of the disease. The age
of onset is later than the age of onset of nodal-based RDD
(37.5 yr versus 20.6 yr in the review of Deodhare et al.1).
Only in a minority of patients, lymphadenopathy (4 of 20
patients) or other extranodal localizations (6 of 20 patients)
is evident.
 The majority of the cases with intracranial involvement are
reported to be with supratentorial, dural-based localization.
Only a few cases of the posterior cranial fossa involvement
have been reported in the literature.2, 3, 5
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Figure. 3. Photomicrograph demonstrating a mixed
population of histiocytes, lymphocytes and monocytes with
presence of lymphocytes within the cytoplasm of histiocytes
(arrow)(emperipolesis). H&EX20.

                          Conclusions
   This case comes to show that the rare entities, though
rare, do exist and should be concidered. The extranodal
form of RDD,though rare, is a real entity that must be
considered in the differential diagnosis list of space-
occupying lesions of posterior cranial fossa.
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