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INTRODUCTION
� Rosai-Dorfman disease (RDD), or sinus histiocytosis

with massive lymphadenopathy, was first described in 
1969 as a distinct entity involving lymph nodes.

� Later, the disease was reported to involve multiple 
organ sites and was described to involve practically all 
organ systems.

� Bone involvement in RDD is rare, occurring in fewer 
than 10% of patients  and primary RDD of bone has 
been reported in only a handful of patients.

� The rarity of osseous RDD and its dense inflammatory 
component often causes diagnostic difficulties and it is 
often confused with other lesions, such as lymphoma, 
Langerhans cell histiocytosis (LCH), osteomyelitis, 
storage diseases, and sarcoma.

� We present one such case of RDD with primary bone 
involvement .



� 20/F with chief complain of Pain and swelling over left upper leg since 6 months.
� Pain appeared first after  a trivial trauma. The swelling appeared soon after and had been increasing in 

size slowly.
� An oval 6 x 4 cm swelling over anteromedial aspect of left leg. Suspecting an infective or a neoplastic 

pathology, we evaluated further.
� An FNAC of the presenting lesion : the picture was of an inflammatory lesions predominated by 

macrophages.
� We decided to go for a  biopsy of the lesion .

An osteolytic lesion in metaphyseal region of proximal tibia , largely centric , non expansile ,irregular 
borders with variable density in the center and without any periosteal reaction.

CASE PRESENTATION



T1 and T2 hypointense lesion in upper tibia , reaching upto
the sub articular surface , extending into the soft tissue 
antero-medially through a cortical breech

Marked hyperaemia around both knees ( left more than 
right) on blood flow and blood pool images.

Intraop – we found yellowish greyish cheesy material in the soft tissue , the breech in the cortex was seen 
and the cheesy material was seen to be coming out from inside the bone.



� Biopsy of the specimen showed: fibrosis 
and dense lymphoplasmacytic
inflammatory infiltrate admixed with 
histiocytes exhibiting EMPERIPLORESIS 
( macrophages with ingested intact 
lymphocytes within their cytoplasm). Also 
seen were granulation tissue with many 
congested blood vessels and areas of 
hemorrhage.

� Rosai dorfman in itself is a rare entitiy , with presentation 
as extra nodal type with primary MULTIPLE osseous 
lesions are even rare.

� We needed to be sure of this diagnosis.
� So we went ahead and got immunohistochemistry done 

on the tissue blocks.
� IHC results were consistent with our diagnosis of rosai

dorfman disease :
� S-100 positive
� CD 68 positive
� CD-1a negative.

DISCUSSION
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� With this diagnosis , we went back to literature and found that for 
bony lesions – curettage and bone grafting was the ideal 
procedure which cures the local lesion and that asymptomatic 
lesions should be observed closely.

� We followed the same: curettage , chemical cautery with phenol 
and bone grafting was done for the presenting lesion.
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