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Cutaneous Rosai-Dorfman Disease - A Rare
Non-Langerhans Cell Histiocytosis
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Abstract

Cutaneous Rosai-Dorfman disease is classified as non-Langerhans cell histiocytosis. It is a benign
lymphoproliferative disorder involving only skin and subcutaneous tissue, which is rare and not well
documented. It manifests as erythematous to brown papules, plagues, or nodules with histiocyte-rich
inflammatory infiltrate which constantly exhibit emperipolesisi.e., uptake of intact lymphocytesand plasma
cells; they express both Langerhans cell and macrophage markers (S100 and CD68 respectively). We
report a case of a 45-year-old female presenting with a plague on right cheek since 10 months without
systemic symptoms. The lesion was excised in-toto and defect covered with rhomboid flap repair.
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Introduction :

Cutaneous Rosai Dorfman disease (CRDD) is a rare
non-Langerhans cell histiocytosis without systemic
involvement, reported in 3%.™ It isan extranodal variant
of Rosai Dorfman disease; adistinct clinicopathol ogical
entity mainly affecting middle aged femalesand usually
presenting as plaques and nodul eswith satellite papul es.
Histopathologically it is characterized by emperipolesis,
the hisiocytesbeing CD1a, S100 * and CD68*. Herewe
present a45 year old femal ewith skinlesion of ten months
duration. The diagnosis of CRDD was confirmed by
histopathol ogy and Immunohisto chemistry and thelesion
excised completely.

Case Report

A forty-five year old female presented with an
erythematous growth over the right cheek. Ten months
ago it started without antecedent trauma and associated
fever or pharyngitis, as three grouped shiny white

asymptomatic papules. These coalesced to form a red
plague. Thisincreased in sizewith appearance and fusion
of satellite papules. In the past five months, the lesion
became itchy, painful with burning sensation; therewas
no discharge, no aural or mucosal lesions, and no history
suggestive of malaise, lymphadenopathy, tuberculosis,
weight |oss, loss of appetite or atopy.

Patient was on anti-hypertensives, statins and thyroxine
for the past five years, and oral hypoglycemics for the
past six months.

Patient’s vitals and systems examination were normal.
Dermatological examination revealed an erythematous
dcme-diameter firm swellingwith apolycyclic margin over
the right parotid area: the surface was crusted in places
and studded with small white papul es and telangiectasia
(Figl). It was tender on deep pressure, not fixed to
underlying structures. There was perilesional erythema
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=fg L. Turnour sfiowing surface tefangrectasia, white papules
and satellite papules

FIg 5. S-1I00 positive histiocytes (40x)
and few erythematous shiny papules. There were no
mucosal lesions, regiond or generaized lymphadenopathy
or organomegaly.

Complete hemogram, liver and renal function tests, blood
sugar, serumlipid profilewerenormal, VDRL non reactive

and viral markerswere negative. Histopathol ogy showed
dense dermal infiltrate of histiocytes and inflammatory

-

Fig 2. Histiocytes with Toamy cytoprasm (H& £, 40X)

N 4
=g 6. Post surgical pfiotograph of the fesfonal site

mononuclear cells. There were large histiocytes with
foamy cytoplasm (Fig 2) and few large histiocytes
demonstrating emperipolesis (Fig 3).
Immunohistochemical staining revealed CD 68 +
histiocytes (Fig 4) and S100 positive histiocytes (Fig 5).
She was diagnosed as CRDD, started on systemic
steroids. The response being unsatisfactory she was

Vol. 26 No. 2, April - June 2024

JK Science: Journal of Medical Education & Research 119



referred to plastic surgery; atotal excision wasdonewith
arhomboid flap repair to cover the defect.

This case is being reported for its rarity and specific
histol ogical and immunohistochemical findings.
Discussion

Cutaneous histiocytes include Langerhans cells,
mononuclear cells/macrophages and dermal dendrocytes
(type 1- Factor Xllla+cells and type 2- CD3+ cells).l?
Histiocytoses are proliferative disordersinvolving bone
marrow derived CD34 positive progenitor cells. They
include two closely related groups, namely, Langerhans
cell histiocytoses and non Langerhans cell histiocytoses.
Non Langerhans cell histiocytoses may be primarily
cutaneous, cutaneous with systemic involvement or
systemic with rare skininvolvement.

Rosai-Dorfman disease (RDD), originaly called sinus
hi stiocytosi swith massive lymphadenopathy,® isarare,
benign, reactive non Langerhans cell histiocytosis.
Antecedent non-specific fevers and pharyngitis may
herald the onset of RDD.! Of unknown etiology, RDD
mostly affects lymph nodes, a ong with extranodal sites
in43%, the skinin 10%. Systemic RDD affectsyounger
persons, mostly blacks, with associated fever, systemic
symptoms, lymphadenopathy, anaemia, leukocytosis,
elevated ESR and hypergammagl obulinaemia.

Purely cutaneous RDD (C-RDD) limited to the skin
without systemic involvement, is reported in 3 %.5 A
distinct clinicopathological entity'®, C-RDD commonly
presents mainly in Asians and whites as anodul oplaque
with satellite papules™ over theface, trunk or extremities
at a mean age of 43.5 years with a female
predominance.!® There are no significant systemic,
extracutaneous or serologic manifestations. Histologically
lesionsinvolvethedermisand subcutis, the pathognomonic
cellsbeing histiocyteswith abundant cytoplasm, indistinct
borders, large vesicular nucleus and prominent nucleoli
expressing both macrophage markers CD68 and
MAC387 and Langerhans cell marker S100.® There are
also numerous plasmacells, lymphocytesand polymorphs;
thehallmark isemperipolesis, i.e., large histiocyteswith
intracytoplasmic intact inflammatory cells.’% CRDD is
benign and self limited.!*! Treatment depends on severity
of disease, patient acceptance and treatment
complications. Variousmodaitiesinclude surgicd excison,
cryotherapy, isotretinoin, chemotherapy and radiotherapy.
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