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ABSTRACT

Rosai-Dorfman disease (RDD) is rare and characterized by histiocytic proliferation and massive cervical
lymphadenopathy. About 40% of patients have extra-nodal involvement. Ophthalmic involvement is seen
in 10% of cases. A case of orbital Rosai Dorfman disease in a 58 years old woman is presented here, who
was misdiagnosed as orbital inflammatory disease initially. The patient did not respond to a course of
oral prednisolone. Then complete surgical excision of the mass was performed and the histopathological
examination was consistent with a diagnosis of RDD.
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INTRODUCTION involvement in the absence of lymphadenopathy
is relatively uncommon. The diagnosis depends on
the histopathology and immunohistochemitry. We
report a case of orbital Rosai Dorfman disease in
a 58 years old woman, who was misdiagnosed as
orbital inflammatory disease initially.

Rosai-Dorfman disease is a non-neoplastic
disease of unknown etiology observed mainly
in children and adolescents, affecting mainly
the lymph nodes.! About 40% of patients have
extranodal manifestation in the upper respiratory
tract, salivary gland, skin, bone, meninges and CASE REPORT
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Fig.1: CT image showing a homogenous mass
in right orbit (Arrow)

to a course of oral prednisolone. Then complete
surgical excision of the mass was performed under
general anaesthesia. Histopathological examination
revealed infiltrates composed of histiocytes,
lymphocytes and plasma cells. Histiocytes with
indecisive outlines were large. A characteristic
finding was the presence of lymphocytes engulfed
within the histiocytic cytoplasm, a feature called
emperipolesis. Immunohistochemically, the large
histiocytes reacted strongly and positively to S-100
protein and CD68, but negative to CD1a (Fig.2). So
the histopathological examination was consistent
with a diagnosis of RDD. Recurrence didn’t occur
by two years follow-up.

This study was approved by the institutional
ethics committee of The First Affiliated Hospital,
School of Medicine, Zhejiang University. Informed
consent was obtained from the patient and her
family.

DISCUSSION

Rosai-Dorfman disease is a rare and non-
hereditary  histiocytic  proliferative  disorder,
recognized by Rosai and Dorfman. They described
four cases called “sinus histiocytosis with
massive lymphadenopathy” initially. It usually
presents with massive painless bilateral cervical
lymphadenopathy. Opthalmic involvement is seen
in 10% of cases.” Typically, it involves the intraconal

1066 Pak JMed Sci 2013 Vol.29 No.4  www.pjms.com.pk

AN R
et e T

Fig.2: Pathological section of the patient demonstrating
emperipolesis (A) (arrow), Immunohistochemically, the
large histiocytes reacted negative to CD1a (B) and
positive to CD68 (C) and S-100 protein (D).

space in the orbit and runs a slow infiltrative and
cicatricial course.® The exact pathogenesis of RDD
is unknown. However, some studies suggest that
human herpes virus type 6 (HHV-6) and Epstein-
Barr virus may play a role.’

The differential diagnosis of RDD includes
Langerhans’cell ~ histiocytosis,  inflammatory
pseudotumor and lymphoma.?’ RDD is relatively
benign and may take years to develop. Only
tumors affecting organ functions are considered
for treatment. The diagnosis of RDD depends on
the histopathological and immunohistochemical
confirmation. The tissue consist of numerous
histiocytes, lymphocytes, plasma cells and
neutrophile granulocytes. The polygon or elliptic
histiocytes are rich of cytoplasma, which usually
swallow some whole lymphocytes, plasma cells
and neutrophile granulocytes. Furthermore, the
tissue shows immunoreactivity for CD68 and S100,
but negative for CD1a which is often present in
Langerhans’cell histiocytosis.

Our patient was an elderly woman, and
preoperative CT scan presented an inflammatory
tumor, the preoperative diagnosis was not
definite. A definite diagnosis of RDD requires
histopathological ~and  immunohistochemical
confirmation. Therefore when patient is suspected
of idiopathic orbital inflammation,a biopsy is
considerd. Bijlsma demonstrated biopsy to be safe in
not delaying diagnosis of malignancies and efficient
in providing a rapid diagnosis.!’ As for therapeutic
options, such as surgical excision, radiation therapy,
corticosteroid and other immunosuppressive
therapies should be considered.™ When the



patients are treated with corticosteroids, long-term
follow-up is required because of the potentially
vision-threatening complications and the probable
recurrence. Our patient did not respond to
corticosteroids and surgical excision was curative
without recurrence by two years follow-up. Hence
at present the surgical resection is the first choice
for treatment of orbital rosai-dorfman disease.
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