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Introduction
Cutaneous Rosai-Dorfman disease (CRD) is a rare entity characterized by histiocytic proliferation in the skin. [1] Clinical features
include  painless  bilateral  massive  cervical  node  enlargement,  fever,  leukocytosis  with  neutrophilia,  elevated  erythrocyte
sedimentation rate, anemia, and hypergammaglobulinemia. [2,4] Skin involvement may be secondary to the disease (CRD-S), but
cases of purely cutaneous Rosai-Dorfman disease (P-CRD) have been described and defined as cutaneous lesions in the absence
of lymphadenopathy and/or extra-cutaneous disease. [1] 
We report 2 observations of purely cutaneous Rosai-Dorfman disease.

Observation 1
A white, 43-year-old man, presented with an asymptomatic skin lesion on the posterior face of the left shoulder that appeared 8
months previously. Clinical skin examination revealed an erythematous, infiltrated and inflammatory plaque, topped by multiple
papular and nodular lesions. 

Observation 2
A black 29-year-old man, consulted for an asymptomatic skin lesion on his left shoulder that appeared 1 year previously. Clinical
skin examination revealed a large infiltrated nodular lesion with some satellite papules.

Both patients had no significant medical history and their complete clinical examinations were otherwise normal. Histology  and 
immunohistochemistry of skin biopsies confirmed the diagnosis of Rosai Dorfman disease in both cases. No abnormalities were 
revealed on PET-CT, cranio-encephalic MRI and complete blood tests, confirming the purely cutaneous form of the disease.
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Discussion
The purely cutaneous Rosai-Dorfman disease (P-CRD) present as asymptomatic red or orange papules, nodules or plaques. [2]  
Diagnosis can be suspected clinically, but remains difficult and must be supported by histology (with characteristic images of 
“emperipolesis”) and immunohistochemistry. [1,2,3] The pathophysiology remains unknown, but the role of bacterial or viral 
infection has been suspected. [1,2,4] The prognosis is usually good. [2] Lesions may regress spontaneously or after treatments. In 
the two cases reported, surgical resection was performed.

Conclusion 
The purely cutaneous form of Rosai-Dorfman disease is frequently misdiagnosed clinically and should be confirmed by histology
and immunohistochemistry. To exclude visceral localizations of the disease, complete systemic assessment is required.

References
[1] Ahmed A., Crowson N., Magro C. A comprehensive assessment of cutaneous Rosai-Dorfman disease. Annals of Diagnostic Pathology. 2019; 40:166-
173.
[2] Vuong V., Moulonguet I., Cordoliani F., Crickx B., Bezier M., Vignon-Pennamen M-D, Flageul B., Bagot M., Petite A. Cutaneous revelation of Rosai-
Dorfman disease : 7 cas. Annales de dermatologie et de vénérologie. 2013;140:83-90.
[3] Bruce-Brand C., Schneider J., Schubert P. Rosai-Dorfman Disease: an overview. Journal of Clinical Pathology. 2020;73:697-705.
[4] Rosai, J., Dorfman, RF. Sinus histiocytosis with massive lymphadenopathy. A pseudolymphomatous benign disorder: Analysis of 34 cases.  Cancer.
1972;30:1174-88.


