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CASE REPORT

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, plaques, or nodules with histiocyte-rich
inflammatory infiltrate which constantly exhibit emperipolesis i.e., uptake of intact lymphocytes and 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 plaque 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%.[1] It is an extranodal variant
of Rosai Dorfman disease; a distinct clinicopathological
entity mainly affecting middle aged females and usually
presenting as plaques and nodules with satellite papules.
Histopathologically it is characterized by emperipolesis,
the hisiocytes being CD1a-, S100 + and CD68+. Here we
present a 45 year old female with skin lesion of ten months
duration. The diagnosis of CRDD was confirmed by
histopathology and Immunohisto chemistry and the lesion
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
plaque. This increased in size with appearance and fusion
of satellite papules. In the past five months, the lesion
became itchy, painful with burning sensation; there was
no discharge, no aural or mucosal lesions, and no history
suggestive of malaise, lymphadenopathy, tuberculosis,
weight loss, 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
4cm-diameter firm swelling with a polycyclic margin over
the right parotid area: the surface was crusted in places
and studded with small white papules and telangiectasia
(Fig1). It was tender on deep pressure, not fixed to
underlying structures. There was perilesional erythema
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Fig 6. Post surgical photograph of the lesional site

Fig 1. Tumour showing surface telangiectasia, white papules
and satellite papules

Fig 2. Histiocytes with foamy cytoplasm (H&E, 40x)

Fig 3. Histiocytes showing emperioplesis (H&E, 40x) Fig 4. CD68 positve histiocytes (40x)

Fig 5. S-100 positive histiocytes (40x)

and few erythematous shiny papules. There were no
mucosal lesions, regional or generalized lymphadenopathy
or organomegaly.
Complete hemogram, liver and renal function tests, blood
sugar, serum lipid profile were normal, VDRL non reactive
and viral markers were negative. Histopathology showed
dense dermal infiltrate of histiocytes and inflammatory

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
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referred to plastic surgery; a total excision was done with
a rhomboid flap repair to cover the defect.
This case is being reported for its rarity and specific
histological and immunohistochemical findings.
Discussion
Cutaneous histiocytes include Langerhans cells,
mononuclear cells/macrophages and dermal dendrocytes
(type 1- Factor XIIIa +cells and type 2- CD3+ cells).[2]

Histiocytoses are proliferative disorders involving 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 skin involvement.
Rosai-Dorfman disease (RDD), originally called sinus
histiocytosis with massive lymphadenopathy,[3] is a rare,
benign, reactive non Langerhans cell histiocytosis.
Antecedent non-specific fevers and pharyngitis may
herald the onset of RDD.[4] Of unknown etiology, RDD
mostly affects lymph nodes, along with extranodal sites
in 43%, the skin in 10%. Systemic RDD affects younger
persons, mostly blacks, with associated fever, systemic
symptoms, lymphadenopathy, anaemia, leukocytosis,
elevated ESR and hypergammaglobulinaemia.
Purely cutaneous RDD (C-RDD) limited to the skin
without systemic involvement, is reported in 3 %.[5] A
distinct clinicopathological entity[6], C-RDD commonly
presents mainly in Asians and whites as a noduloplaque
with satellite papules[7] over the face, trunk or extremities
at a mean age of 43.5 years with a female
predominance.[8] There are no significant systemic,
extracutaneous or serologic manifestations. Histologically
lesions involve the dermis and subcutis, the pathognomonic
cells being histiocytes with abundant cytoplasm, indistinct
borders, large vesicular nucleus and prominent nucleoli
expressing both macrophage markers CD68 and
MAC387 and Langerhans cell marker S100.[9] There are
also numerous plasma cells, lymphocytes and polymorphs;
the hallmark is emperipolesis, i.e., large histiocytes with
intracytoplasmic intact inflammatory cells.[10] CRDD is
benign and self limited.[11] Treatment depends on severity
of disease, patient acceptance and treatment
complications. Various modalities include surgical excision,
cryotherapy, isotretinoin, chemotherapy and radiotherapy.
Financial Support and Sponsorship

Nil.
Conflicts of Interest
There are no conflicts of interest.
References

1. Chan CC. Dapsone as a potential treatment for cutaneous

Rosai-Dorfman disease with neutrophilic predominance.

Arch Dermatol 2006;142(4):428.

2. Goodman WT, Barrett TL. Histiocytoses. In: Bolognia JL,

Jorizzo J, Schaffer JV, editors. Dermatology. 3rd ed. vol 2.

India: Elsevier Saunders; 2014.pp. 1529-44.

3. Rosai J, Dorfman RF. Sinus histiocytosis with massive

lymphadenopathy. A newly recognized benign

clinicopathological entity. Arch pathol 1969;87:63-70.

4. Raboua M, Elhadri K, Amenzouy F, Boutaqiout B, Ouali

MI, Ganouni NCI. Rosai-Dorfman disease with nodal and

extra-nodal involvements: a case report. Sch J Med Case

Rep 2023;11(5):822-4.

5. Chu P, LeBoit PE. Histologic features of cutaneous sinus

histiocytosis (Rosai-Dorfman disease): study of cases both

with and without systemic involvement. J Cutan Pathol

1992;19:201-6.

6. Wang KH, Chen WY, Liu HN, Huang CC, Lee WR, Hu CH.

Cutaneous Rosai-Dorfman disease: clinicopathological

profiles, spectrum and evolution of 21 lesions in six

patients. Br J Dermatol 2006;154(2):277-86.

7. Lu CI, Kuo TT, Wong WR, Hong HS. Clinical and

histopathologic spectrum of cutaneous Rosai-Dorfman

disease in Taiwan. J Am Acad Dermatol 2004;51(6):931-9.

8. Brenn T, Calonje E, Granter SR, Leonard N, Grayson W,

Fletcher CDM, et al. Cutaneous Rosai-Dorfman disease is

a distinct clinical entity. Am J Dermatopathol

2002;24(5):385-91.

9. Parrent T, Clark T, Hall D. Cutaneous Rosai-Dorfman

disease. Cutis 2012;90(5):237-8.

10. Kumar B, Karki S, Paudyal P. Diagnosis of sinus

histiocytosis with massive lymphadenopathy (Rosai-

D o r f m a n  d i s e a s e )  b y  f i n e n e e d l e  a s p i r a t i o n  c y t o l o g y .  D i a g n

C y t o p a t h o l  2 0 0 8 ; 3 6 ( 1 0 ) : 6 9 1 - 5 .

1 1 . M a  H ,   H u a n g  H ,   L i  M ,   L a i  W ,   L u  C .  C a s e  f o r  d i a g n o s i s .

C u t a n e o u s  R o s a i - D o r f m a n  d i s e a s e .  A n  B r a s

D e r m a t o l   2 0 1 4 ; 8 9 ( 1 ) : 1 7 1 - 2 .


