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Case Report

C A S E  R E P O R T

Benign Cephalic Histiocytosis:
The face of a rare pathology
Dra. Gladys Castillo Soto,* Dra. Carla Verdugo Morales,* Juan Freire Londoño,*
Fernando Montalvo Zumárraga,* Cecilia Moyano Vega,** Santiago Palacios Álvarez**

S U M M A R Y

Benign cephalic histiocytosis (BCH) is a rare dermatological disease 

that primarily affects infants and young children, characterized by 

the appearance of multiple asymptomatic, flat, erythematous-yellow 

papules, often in the cephalic region. We present the case of a 1 year 

and 3 months old male patient with asymptomatic brown papules 

on the face. Following clinical-pathological correlation, a diagnosis 

of benign cephalic histiocytosis was established. During follow-up, 

stability and involution of the lesions were observed.
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Benign cephalic histiocytosis is an uncommon di-

sease that primarily affects the craniofacial region of 

children.1,5 It is a type of histiocytosis, a group of di-

seases that involve the abnormal proliferation of his-

tiocytes in the soft tissues of the head and neck, which 

can cause facial and cranial deformities. Unlike other 

more serious forms of histiocytosis, such as Lan-

gerhans cell histiocytosis, BCH is not associated with 

malignancy or serious systemic involvement. The exact 

cause of BCH is still unknown, but it has been proposed 

that it may be linked to a transient inflammatory or 

immunological response.3

Benign cephalic histiocytosis (BCH) typically mani-

fests in infants between 3 and 6 months of age. The 

characteristic skin lesions are erythematous papules 

measuring 2 to 6 mm in diameter, which may be ac-

companied by a scaly surface.3,11 These papules usually 

appear on the scalp, forehead, cheeks, and upper trunk. 

Sometimes, they may extend to other areas of the body, 

although this is less common.2

An important feature of BCH is that, despite their 

alarming appearance, the lesions typically do not cause 

significant discomfort to the patient. They are not itchy 

or painful, which helps differentiate them from other 

dermatological conditions.4

C L I N I C A L  C A S E

A 1 year and 3 months old male patient, with no sig-

nificant medical history; the mother reports that since 

the age of 7 months, he has had asymptomatic papular 

lesions on his face. Topical treatment has been applied 
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without improvement. Over the months, the number of 

lesions on the face has increased.

P H Y S I C A L  E X A M I N A T I O N

Localized dermatosis on the face, characterized by 

multiple brown papules, approximately 2 mm in dia-

meter, non-confluent (Figure 1). Upon dermatoscopy: 

lesions show a sunset pattern (Figure 2).

In the histopathological examination, a diffuse in-

flammatory infiltrate is observed in the upper and mid 

dermis, composed of elongated and spindle-shaped his-

tiocytes that tend to converge, forming multinucleated 

cells. This infiltrate is accompanied by numerous eo-

sinophils. There is also evidence of erythrocyte extra-

vasation into the upper dermis. The infiltrate does not 

invade the epithelium or its appendages. The epidermis 

shows rectification of the ridge patterns and is covered 

by orthokeratosis at the crest (Figure 3).

D I S C U S S I O N

Gianotti et al. first described benign cephalic histio-

cytosis in 1971; it is a rare and underdiagnosed di-

sease,5 with just over 70 documented cases in the li-

terature.4 It predominates in males, with a mean age 

of 7 months at diagnosis. Fifty percent of cases occur 

before 6 months8, but it can occur up to 3 years of 

age, as seen in our patient who presented lesions at 

7 months of age. The clinical manifestations, histo-

pathological examination, and immunophenotype de-

termine its diagnosis. Its main distribution area is the 

face, although some lesions can be found on the trunk, 

upper limbs, and buttocks.4

In 2016, a group of specialists divided histiocytic di-

sorders into five groups based on their clinical, histo-

logical, and molecular characteristics due to advances 

in diagnostic methods. Table 1 shows the current clas-

sification of histiocytoses.7

The entities that cause non-Langerhans cell histio-

cytosis in the skin and mucous membranes are classified 

based on their clinical appearance, immunophenotype,

Figure 1. Brown papules.

Figure 2. Lesions with a sunset pattern.

Figure 3. The epidermis shows orthokeratosis and slight hyperpigmen-
tation of the basal layer; diffuse inflammatory infiltrate in the upper 
and mid dermis, composed of elongated and spindle-shaped histiocytes.
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and whether or not there is systemic involvement.2 Re-

cently, benign cephalic histiocytosis (BCH) has been 

classified as a juvenile xanthogranuloma (within Group 

C of non-Langerhans cell histiocytosis), along with 

other entities without systemic involvement.5

BCH is a clinical diagnosis based on the observation of le-

sions and the patient’s medical history. Despite its rarity 

and similarity of manifestations with other skin condi-

tions, a skin biopsy is often necessary. BCH is self-li-

miting, resolving spontaneously within a few months 

to a year without the need for specific treatment. The 

prognosis is excellent, with no long-term complications 

or significant recurrences.9 In our case, the diagnosis of 

BCH was based on clinical criteria, including the onset of 

the disease in early childhood, the typical clinical mor-

phology of the lesions, and their predominant distri-

bution on the face, along with histopathological study.

C O N S E N T

Informed consent was obtained from the patient’s re-

presentative for the publication of the data and photos 

in this article.

C O N C L U S I O N

Benign cephalic histiocytosis is a rare but important derma-

tological entity to recognize in pediatric practice, with a good 

prognosis. Its benign and self-limiting presentation distin-

guishes it from other forms of histiocytosis and skin diseases 

in childhood. An accurate diagnosis and a clear understanding 

of its natural course can provide reassurance to parents and 

prevent unnecessary interventions. As further research is con-

ducted, it is hoped that knowledge about the etiology and op-

timal management of this interesting condition will expand.
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Table 1.  Current Classification of Histiocytosis According to the His-
tiocyte Society.10

G R O U P  I

G R O U P  C

G R O U P  M

G R O U P  R

G R O U P  H

L A N G E R H A N S  G R O U P

N O N - L A N G E R H A N S  
C U T A N E O U S  A N D  
M U C O C U T A N E O U S  
H I S T I O C Y T O S I S
M A L I G N A N T  
H I S T I O C Y T O S I S
D O R F M A N  D I S E A S E

HEMOPHAGOCYTIC 
LYMPHOHISTIOCYTOSIS 
AND MACROPHAGE 
ACTIVATION 
SYNDROME

Langerhans cell histiocytosis

Indeterminate cell 

histiocytosis

Erdheim-Chester disease

Mixed Langerhans cell 

histiocytosis and 

Erdheim-Chester disease

Isolated cutaneous

With systemic component

Primary

Secondary

Familial

Classical (nodal)

Extranodal

Associated with neoplasms

Associated with immune 

diseases

Primary

Secondary

Of unknown origin




