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Persistent Cutaneous Papules and Nodules in a Six-year-old Child: A Quiz
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A 6-year-old boy presented with cutaneous papules and
nodules on his left ear and left upper arm, of 1 year’s dura-
tion. The patient had no pain or itching from the nodules
and no systemic symptoms, such as night sweat, fever or
weight loss. He had also recently developed an uncharac-
teristic rash on his cheeks, with occasional itching. There
was no family history of other dermatological diseases and
no known allergies. The patient was referred for further
dermatological examination.

Clinical examination revealed 3 small, elevated papules
on the helix of the left ear, each around 3-mm diameter
(Fig. 1). The papules had a blue-violet colour and soft
consistency. A larger purple nodule was present on the left
upper arm and a blue-violet maculopapular rash was visible
on the cheeks. No cervical or inguinal lymphadenopathy
was detected.

A punch biopsy was obtained from the nodule on the left
upper arm, and histopathological evaluation demonstrated
a dermis with diffuse infiltration of lymphocytes admixed
with histiocytes and plasma cells. The histiocytes expres-
sed S-100, but not CD1A or langerin (Fig. 2a). Areas of
emperipolesis were identified (Fig. 2b).
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Fig. 2. (a) Histiocytes expressing S-100, original magnification x10. (b) Area of emperipolesis, original magnification x60.

What is your diagnosis? See next page for answer.

Fig. 1. Small, blue-violet papules on the helix of the left ear, each
around 3-mm diameter and with a soft consistency.
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ANSWERS TO QUIZ

Persistent Cutaneous Papules and Nodules in a
Six-year-old Child: A Commentary
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Diagnosis: Cutaneous Rosai-Dorfman Disease

The patient presented papules and nodules on the helix
of the ear and the upper arm. To rule out potential syste-
mic involvement, he was referred to the Department of
Paediatrics. Laboratory findings revealed normal leuco-
cytes, erythrocyte sedimentation rate, C-reactive protein,
and immunoglobulin G, and an ultrasound examination of
the abdomen did not reveal any abnormalities or enlarged
lymph nodes. The patient was diagnosed with cutaneous
Rosai-Dorfman disease (RDD) due to the characteristic
histopathological findings and no systemic involvement.
The histopathological hallmarks of RDD are S-100 expres-
sion of histiocytes without CD1A expression and detection
of emperipolesis, which is phagocytosis of intact leucocytes
especially lymphocytes (1).

RDD is a benign histiocytic proliferative disease, also
called sinus histiocytosis with massive lymphadenopathy.
Classic RDD manifests with cervical painless lymphadeno-
pathy and systemic symptoms, such as fever, loss of weight,
and night sweats, often accompanied by laboratory changes,
such as leukocytosis, neutrophilia, polyclonal hypergam-
maglobulinaemia and elevated erythrocyte sedimentation
rate (2, 3). In addition, RDD can involve extranodal sites,
such as the skin, nasal cavity, orbital tissue, bone, and
central nervous system (3). The skin is the most common
extranodal site (4). However, a cutaneous form also exists,
in which the manifestations are present exclusively in the
skin, as was the case in the current patient.

In the current case, the histopathological hallmarks,
S-100 expression of histiocytes without CD1A expression
and detection of emperipolesis, were crucial to obtain the
correct diagnosis. Differential diagnoses, such as juvenile
spring eruption, lymphocytoma cutis, and cutaneous mar-
ginal zone lymphoma were considered before histological
report. A correct clinical diagnosis of cutaneous RDD can be
challenging as the manifestations can range from solitary or
numerous papules, nodules or plaques, or a combination of
these. Typically, the lesions are asymptomatic, but tender-
ness, pruritus or ulceration can occur (5, 6). The lesions are
mostly localized to the extremities, followed by the trunk
and face (5).

The aetiology of RDD is unknown. However, infections
such as Epstein-Barr virus, human immunodeficiency virus,
human herpesvirus-6, herpes simplex virus, and abnor-
malities of the immune system have been suggested to be
associated with RDD (5).

RDD affects younger patients, with a median age of
approximately 20 years, whereas patients with cutaneous
RDD have an older age at onset (median age 43.5 years)
(3, 4). However, the current patient was only 6 years old.
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Cutaneous RDD in children is thus extremely rare, and, to
our knowledge, only 6 cases have been reported previously
).

The indication for treatment in cutaneous RDD is often
due to symptomatic lesions or systemic progression. Diffe-
rent treatment options have been reported, such as excision
of lesions, topical steroids, retinoids, thalidomide, alkylating
agents, radiotherapy or “wait-and-watch” therapy (6, 7).
The response to treatment is variable, but most patients
experience resolution of their lesions (7, 8). This patient
was treated symptomatically with topical steroid (group
3) and frequent follow-up visits, and the parents were in-
formed about the likely benign nature of the diagnosis of
cutaneous RDD.

This case adds further to the limited literature on cuta-
neous RDD in children. The case highlights the importance
of punch biopsies in the elucidation of cutaneous RDD, as
the clinical manifestations may mimic other dermatological
disorders. Indeed, more potential malignant skin disorders,
such as lymphomatoid papulosis, may have clinical simi-
larities with cutaneous RDD. Although cutaneous RDD
usually affects adults, this case illustrates that cutaneous
RDD should also be considered in children.
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