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A Case of Rosai-Dorfman Disease in the Pterygopalatine Fossa
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ABSTRACT

Rosai-Dorfman disease (RDD) or sinus histiocytosis with massive lymphadenopathy is a rare idiopathic disease and
usually associated with benign proliferation of hematopoietic and fibrous tissue. RDD commonly manifests in young
patients as massive, painless, bilateral cervical lymphadenopathy. An extranodal form of RDD may develop in one
third of patients, but there have been no case reports where the disease has occured in pterygopalatine fossa. We
experienced a case of extranodal RDD without lymphadenopathy occurring in pterygopalatine fossa in a 54-year-old
woman who presented with palatal pain.
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Fig. 1. Pre-treatment PNS CT, MRI and PET-CT. Axial (A) and coronal (B) views of PNS CT showed ill-defined infiltrating lesion involving right
pterygopalatine fossa with invasion into posterior wall of maxillary sinus and posterior nasal cavity. Axial T1-weighted (C) PNS MRI also
showed 3.5 cm sized homogeneously enhancing mass lesion in right pterygopalatine fossa with bone destruction. Coronal T1-weighted (D)
image showed a suspicious finding of perineural invasion because the lesion was surrounding the maxillary nerve (arrow). PET-CT (E) image
showed hypermetabolic lesion in right pterygopalatine fossa, posterior wall of maxillary sinus, and masseter space. PNS CT: paranasal sinus
computed tomography, MRI: magnetic resonance imaging, PET-CT: positron emission tomogtraphy-computed tomography.
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Fig. 2. Hlstopathologlc flndlngs (A) Microscopic examination of
the lesion demonstrated accumulation of large histiocytes with
abundant eosinophilic cytoplasm and irregular infiltration of lym-
phocytes. Hematoxylin and eosin (x200). (B) Diffuse infiltration of
lymphophagocytic histiocytes accompanied by variable inflamma-
tory cells (emperipolesis) (arrow). Hematoxylin and eosin (x400).
The histiocytes were immunopositive for CD68 (C) and S-100 (D).
Immunohistochemistry (x200).
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Fig. 3. Post-treatment PNS CT. Post-treatment axial (A) and coronal
(B) views of PNS CT showed interval decrease in the extent of the
lesion in the right pterygopalatine fossa. PNS CT: paranasal sinus
computed tomography.
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