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Abstract 

Reticulohistiocytoma (RH) is a dermal histiocytic infiltration composed of large histiocytes 

with eosinophilic glassy cytoplasm. RH is classified into three clinical forms: solitary RH, dif-

fuse cutaneous RH without systemic involvement and multicentric reticulohistiocytosis with 

systemic diseases. Solitary RH generally manifests as a nodular lesion in adults without ac-

companying systemic diseases. Herein, we describe a case of solitary RH with an atypical clin-

ical manifestation as a red-brown-colored plaque in a 2-year-old boy. Atypical presentations 

of RH may pose diagnostic difficulty unless RH is considered. A correct diagnosis of RH can 

ensure avoidance of unnecessary invasive procedures. © 2015 S. Karger AG, Basel 

Introduction 

Reticulohistiocytoma (RH) is a dermal histiocytic infiltration composed of large histio-
cytes with eosinophilic glassy cytoplasm. RH is classified into three clinical forms: solitary 
RH, diffuse cutaneous RH without systemic involvement and multicentric reticulohistiocy-
tosis with systemic diseases. Solitary RH usually presents as a small painless nodular lesion 
that can affect any part of the body, but with a predilection for the head and neck. Diffuse 
cutaneous RH presents as multiple nodular lesions which are usually located on the head 
and neck. Solitary and diffuse cutaneous RH do not accompany systemic diseases. In con-
trast, multicentric reticulohistiocytosis commonly manifests as multiple cutaneous histiocyt-
ic lesions on the face and acral sites complicated with systemic diseases and/or arthritis [1]. 
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The pathophysiology of RH is yet to be clarified, but it is considered to be non-neoplastic and 
arising from macrophages rather than dendritic histiocytic cells [2]. Solitary RH generally 
manifests as a nodular lesion in adults [3]. Herein, we describe a case of solitary RH with an 
atypical clinical manifestation as a red-brown-colored plaque in a 2-year-old boy. 

Case Presentation 

A 2-year-old boy presented with a 4-month history of a solitary plaque on the abdomen 
without any symptoms. He had no relevant medical history and did not take any medica-
tions. There were no other remarkable clinical findings. The skin lesion exhibited a well-
demarcated brown-red plaque measuring 15 × 10 mm (fig. 1a). No family members exhib-
ited similar symptoms. 

Skin biopsy revealed nodular infiltration of large cells with an abundant eosinophilic 
ground-glass cytoplasm between collagen bundles in the superficial, partially vaguely nodu-
lar appearance (fig. 1b). Nuclei were generally vesicular with a single nucleolus and without 
atypia, but some were binucleated or multinucleated (fig. 1c). Lymphocytic infiltration was 
also noted. Histological differential diagnoses included Langerhans cell histiocytosis and 
non-Langerhans cell histiocytosis, such as RH or cutaneous Rosai-Dorfman disease. Immu-
nohistochemical staining of the large cells was positive for CD68 (fig. 1d), but negative for 
S-100 protein and CD1a (data not shown). Langerhans cell histiocytosis is characterized by 
large cells with reniform nucleus and by both S-100 and CD1a positivity. Lack of emperi-
polesis and S-100 negativity excluded cutaneous Rosai-Dorfman disease. On the basis of the 
immunohistochemical findings along with large cells with an abundant eosinophilic ground-
glass cytoplasm, a diagnosis of solitary RH was made. No expansion or spontaneous regres-
sion of the lesion was observed over a 10-month follow-up even without surgical resection. 

Discussion 

RH was first described by Zak in 1950 [4]. Lesions are characterized by a dermal nodule 
consisting of histiocytic infiltration composed of large histiocytes with eosinophilic glassy 
cytoplasm. In one study of 44 cases of RH patient ranging from 2.5 to 74 years, 32 patients 
were 20–59 years old (mean 35 years) [3]. Although the etiology of RH remains unclear, it 
has been suggested that RH represents a non-neoplastic reactive process in which histio-
cytes respond to an unknown inflammatory stimulus [3]. With the exception of multicentric 
reticulohistiocytosis, RH usually involves skin and occasionally extends into the subcutis 
without accompanying systemic disease and/or arthritis. Spontaneous resolution without 
recurrence is the general outcome over a period of months to years and affected individuals 
remain healthy, while surgical resection is indicated for cosmetically disfiguring or sympto-
matic lesions [5]. Histiocytes of RH are usually positive for CD68, CD163 and alpha-1 an-
titrypsin, with erratic and focal staining for S-100 protein and microphthalmia-associated 
transcription factor [3]. They are negative for cytokeratin, CD1a, melan-A and HMB-45 and 
have a low Ki-67 index (<1%); mitotic figures are occasionally observed [1, 3]. 

In addition to the early onset (at 2 years), the clinical manifestation of RH in our case 
was unique [3, 6]. Solitary RH generally manifests as a nodule or a small superficial papule. 
Atypical presentations of RH may pose diagnostic difficulty unless RH is considered. A cor-
rect diagnosis of RH can ensure avoidance of unnecessary invasive procedures. 
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Fig. 1. Clinical appearance and histological findings. a Solitary, red-brown, well-demarcated plaque on the 

abdomen. b, c Nodular infiltration of large cells with eosinophilic ground-glass cytoplasm accompanied by 

scattered lymphocytes in the superficial and middle dermis (b: lower magnification, c: higher magnifica-

tion). d The large epithelioid histiocytes in the dermis were positive for CD68. 
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