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Case Report

Cutaneous Rosai Dorfman disease

RMCS Rajaguru!, MVC de Silva’

Abstract

Rosai Dorfman disease (sinus histiocytosis with massive lymphadenopathy) is a rare polyclonal histiocytic disorder of
unknown origin. Extra-nodal involvement is seen in about 43% of cases. We report the occurrence of cutaneous Rosai
Dorfnan disease in a 32-year-old woman in the absence of demonstrable lymph node involvement. As the skin
manifestation of Rosai Dorfian disease may precede systemic involvement, it is important to distinguish this disease
entity from other types of histiocytic proliferations. Accurate diagnosis enables close follow up of the patient for
subsequent development of local recurrence or systemic involvement.

Introduction

Rosai-Dorfman disease (RDD), also known as sinus
histiocytosis with massive lymphadenopathy
(SHML), is a polyclonal histiocytic proliferation,
characterized by large histiocytes with a distinctive
morphology commonly exhibiting emperipolesis
(1, 2). It was first recognized as a distinct
clinicopathological entity by Rosai and Dorfman in
1969(1). Although RDD typically affects lymph
nodes, extra-nodal involvement has been described
(1,2,3). This report describes RDD occurring in a
32-year-old woman who presented with a single
subcutaneous nodule in the nape of the neck, without
lymph node involvement.

Case Report

A 32-year-old woman presented with a single non-
tender subcutaneous nodule in the nape of the neck
of five-months duration. The nodule gradually
enlarged, reaching a maximum size of 3.5cm in
diameter. The lump was immobile and firm with
ill-defined margins. There were no accompanying
constitutional symptoms, lymphadenopathy,
hepatosplenomegaly or other subcutaneous lumps.
The white blood cell count was 10.5x10%/mm® with
a relative lymphocytosis. Her past medical history
was unremarkable. The lump was excised under
general anaesthesia. Convalescence was
uncomplicated.

Histologic examination of the lesion under scanning
magnification revealed a thin epidermis with a
narrow rim of relatively well-preserved underlying
dermis. The dominant pathologic process involved
the lower dermis and subcutaneous tissue, which
showed blue strips and nodules of lymphoid cells
alternating with pale staining bands of cells
displaying a vague sinusoid like pattern (Figure 1).
Examination of the pale staining areas at high
magnification revealed the distinctive histiocytes of
Rosai-Dorfman disease. The histiocytes were three
to six times larger than the conventional histiocytes
with centrally placed, round, vesicular nuclei
containing prominent nucleoli. The cytoplasm was
watery and voluminous with an occasional foamy
appearance. There were admixed plasma cells and
occasional eosinophils. A striking feature of the
infiltrate was the presence of lymphophagocytosis
(emperipolesis) by the histiocytes (Figure 2).
Occasional scattered large atypical nuclei were
observed in some areas.

Immunoperoxidase stains were performed on
formalin fixed paraffin embedded tissue using
Streptavidin Biotin Complex method. The large
histiocytic cells showed strong cytoplasmic and
nuclear staining with S-100 protein. (Dako,1:100
dilution, microwave antigen retrieval).
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