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ABSTRACT

Rosai-Dorfman disease (RDD) is a rare, benign pseudolymphatous condition, predominantly involving lymph nodes. Although
several cases of extra-nodal involvement have been reported previously, central nervous system involvement, particularly in
the absence of nodal disease is extremely rare. Extranodal large RDD presenting as a single lesion involving sino-orbital and
anterior cranial fossa has rarely been described previously. We report a case of incisional biopsy proved RDD in a young lady
who presented with nasal obstruction and subsequent proptosis with visual diminution. Radiography of head and paranasal
sinus demonstrated a strongly enhanced, diffuse polypoid lesion filling the bilateral sinonasal cavity and orbit with extension
to the anterior cranial fossa by way of splaying the bony foramina. Pre-operative low dose steroid therapy had resulted in
decreased size of the mass which facilitate gross-total surgical resection. RDD was confirmed by histopathology (emperipolesis)
and immuno-histochemistry (S-100 positivity). The follow-up computed tomography 3 months later showed minimal tumor
residue in left parasellar region with complete sinonasal decompression.
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INTRODUCTION

Sinus histiocytosis with massive lymphadenopathy is
a unique benign histiocytic proliferative disorder of
unknown etiology, initially described by Azoury and
Reed and later described to have a benign course by
Rosai and Dorfman in 1969.1"" Although, it was initially
considered to be a lymph node limited disease typically
causing bilateral, painless cervical lymphadenopathy,
now is recognized as a distinct clinicopathological entity.
Isolated extra-nodal form presents in 25% to 40% of
cases; most commonly in the skin, head and neck,
paranasal sinus (PNS), orbit, upper respiratory tract,
bone, testis and rarely central nervous system (CNS).!!
CNS involvement is uncommon and accounts for less
than 5% of cases, with three-fourths in the brain and the
other one-fourth in the spine.” Though cases of isolated
intracranial Rosai-Dorfman disease (RDD) have been

Access this article online

Quick Response Code:

Website:

www.ijns.in

DOI:
10.4103/2277-9167.138920

described in the literature.*> simultaneous involvement
of sinonasal and intracranial cavity is rare with only few
cases have been reported in the literature.l*!” Three of
the reported cases presented as multi-focal involvement
of the PNS, intracranial lesion, spinal lesion and skin.
Herein, we report a case of RDD having a single lesion
involving the sinonasal, orbital and intracranial cavity.

CASE REPORT

The present case report is about a 17-year-old girl
presented with 4 year history of persistent nasal
obstruction with recent onset of proptosis and visual
diminution of 3 month duration. Physical examination
showed bilateral proptosis with polypoid subcutaneous
mass in the infra-orbital region [Figure la]. There
was no palpable lymph node or any cutaneous lesion.
Computed tomography (CT) scan of the brain and
PNS demonstrated contrast enhanced diffuse polypoid
hypo to isodense mass filling the nasal, paranasal and
orbital cavities extending to anterior intracranial fossa
with splaying of osseous foramina [Figures 2 and 3a].
Magnetic resonance imaging (MRI) of the head and neck
revealed infiltrative lesions filling the nasal, ethmoid
sinus cavities, extending to bilateral orbit and anterior
cranial fossa through the osteomeatal complex [Figure 4].
The lesion showed iso to heterogenous signal intensity
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on T1-weighted images, hypo to heterogenous on
T2-weighted images and exhibited strong, homogeneous

contrast enhancement.

Incisional biopsy from the infra-orbital subcutaneous

mass showed features of extranodal sinoorbital RDD.
She was started on oral a systemic steroids (prednisolone
60 mg/day) which was continued for 3 weeks. Within
2 weeks of treatment, the size of proptosis was
reduced clinically [Figure 1b] and she showed marked

Figure 1: Clinical photograph of the patient at the time of presentation (a) After 2 week of steroid therapy (b) Showing decrease in the size of the proptosis.
Post-operative photo, at the time of discharge (c) At 3 month follow-up (d) shows no proptosis
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Figure 2: Computed tomography scan of brain and paranasal sinus demonstrates contrast enhanced diffuse polypoid hypo to isodense mass filling the nasal,
paranasal and orbital cavities extending to anterior intracranial fossa with splaying of osseous foramina
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