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Description

	 A	62	year-old	Hispanic	female	presented	to	the	oncology	clinic	with	a	right	chest	wall	nodule.	She	

had	a	past	medical	history	of	left-sided	breast	cancer,	diagnosed	37	years	prior	and	treated	with	left	

mastectomy	and	chemotherapy.	Her	disease	recurred	in	the	right	breast	8	years	later,	and	was	treated	

with	 right	 mastectomy	 and	 chemotherapy.	 She	 reported	 having	 node-positive	 disease	 and	 denied	

receiving	radiotherapy.	The	patient	�irst	noticed	the	chest	wall	nodule	ten	months	prior	to	her	current	

presentation.	It	was	asymptomatic	and	had	not	increased	in	size	since.	Review	of	systems	was	negative;	

no	fever,	chills,	night	sweats	or	weight	loss.	Physical	examination	revealed	a	2	cm	non-tender	mobile	

nodule	on	the	right	chest	wall.	Complete	blood	count	and	comprehensive	metabolic	panel	were	within	

normal	limits.		Computed	tomography	of	the	chest	con�irmed	the	presence	of	a	2.3	cm	nodule	within	the	

subcutaneous	soft	tissue	of	the	right	lateral	chest	wall.	Metastatic	disease	was	suspected,	considering	the	

patient's	 history,	 and	 excisional	 biopsy	 of	 the	 chest	wall	 nodule	was	performed.	 Surgical	 pathology	

demonstrated	marked	sinus	histiocytosis	intermixed	with	plasma	cells	and	lymphocytes	(Figures	1).	

Some	 of	 the	 histiocytes	 exhibited	 engulfment	 of	 lymphocytes,	 a	 phenomenon	 referred	 to	 as	

“emperipolesis”	(Figures	2	and	3).	Immunohistochemical	staining	was	positive	for	S-100	and	negative	

for	CD1a.	The	overall	�indings	were	consistent	with	Rosai-Dorfman	disease.	The	patient	continued	to	be	

in	good	health	and	did	not	have	evidence	of	symptomatic	disease	or	recurrent	breast	cancer	on	regular	

follow	up.	

Learning	Points

Rosai-Dorfman	disease	(RDD),	also	known	as	sinus	histiocytosis	with	massive	lymphadenopathy,	is	a	

self-limiting	proliferation	of	non-Langerhans	histiocytes	 that	most	commonly	affects	 isolated	 lymph	

nodes,	causing	painless	lymphadenopathy	[1].		

Extra-nodal	involvement	of	RDD	has	been	reported	in	virtually	all	organ	systems,	and	usually	mimics	

neoplasms.	The	most	common	sites	of	extra-nodal	involvement	of	RDD	are	the	skin	and	soft	tissue	[2].

Histologic	examination	is	characterized	by	numerous	large	polygonal	histiocytes	that	exhibit	abundant	

eosinophilic	 cytoplasm.	 However,	 the	 histologic	 hallmark	 of	 RDD	 is	 emperipolesis,	 a	 phenomenon	

whereby	in�lammatory	cells	such	as	lymphocytes	and	plasma	cells	reside	intact	within	the	cytoplasm	of	

histiocytes	[3].	Immunohistochemical	staining	of	the	histiocytes	is	characteristically	positive	for	S-100	

and	CD68	and	negative	for	Cd1a	[2].
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A	 high	 index	 of	 suspicion	 is	warranted	 for	 the	 diagnosis	 of	 RDD,	 especially	 in	 cases	 of	 extra	 nodal	

involvement	masquerading	 as	malignancy.	 An	 accurate	 histologic	 diagnosis	 and	 appropriate	 clinical	

suspicion	are	crucial	to	prevent	costly	diagnostic	workup,	and	resection	is	curative	in	most	cases.	
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Figure	1:	Soft	tissue	biopsy	
showing	marked	histiocytic	
in�iltration	(10x,	hematoxylin	and	
eosin)

Figure	2:	Emperipolesis;	an	intact	
lymphocyte	within	the	cytoplasm	of	
histiocyte	(white	arrow)	(40x,	
hematoxylin	and	eosin)

Figure	3:	Emperipolesis:	
lymphocytes	within	the	cytoplasm	
of	histiocyte	(white	arrows)	(40x,	
hematoxylin	and	eosin)
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