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RESUMEN

La histiocitosis cefdlica benigna (HCB) es una enfermedad dermatolégica

rara que afecta principalmente a lactantes y nifios pequefios, caracte-

rizada por la apariciéon de multiples papulas eritemato-amarillentas

planas, asintomaticas, con frecuencia en la regién cefélica. Presentamos

el caso de un paciente varén de 1 afio 3 meses con papulas color marrén,

asintomadticas, en el rostro. Tras correlacion clinico-patoldgica, se esta-

blece el diagndstico de histiocitosis cefalica benigna. Durante el segui-

miento se observo la estabilidad y la involucién de las lesiones.

INTRODUCCION

La histiocitosis cefalica benigna es una enfermedad poco
comun que afecta principalmente la regién craneofacial
de los nifios*5 Es un tipo de histiocitosis, grupo de enfer-
medades que involucran la proliferacién anormal de his-
tiocitos en los tejidos blandos de la cabeza y el cuello, lo

que puede ocasionar deformidades faciales y craneales.

A diferencia de otras formas mas serias de histiocitosis,
como la histiocitosis de células de Langerhans, la HCB
no se asocia con malignidad ni con afeccién sistémica
grave. La causa exacta de la HCB adn no se conoce, pero
se ha propuesto que podria estar vinculada a una res-

puesta inflamatoria o inmunoldgica transitoria3

La HCB se manifiesta tipicamente en lactantes entre
los 3y 6 meses de edad. Las lesiones cutdneas caracte-

risticas son papulas eritematosas de 2 a 6 mm de did-

metro, que pueden estar acompariadas de una superficie
escamosa3" Estas papulas suelen aparecer en el cuero
cabelludo, la frente, las mejillas y la parte superior del
tronco. A veces, pueden extenderse a otras areas del

cuerpo, aunque esto es menos comun?

Una caracteristica importante de la HCB es que, a pesar
de su apariencia alarmante, las lesiones no suelen
causar molestias significativas al paciente. No presentan
prurito ni dolor, lo que ayuda a diferenciarlas de otras

afecciones dermatoldgicas#
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Masculino de 1 afio 3 meses, sin antecedentes de impor-
tancia; la madre refiere que, desde los 7 meses de edad,

presenta lesiones papulares en el rostro asintomaticos.
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Aplica tratamiento topico sin mejoria. Con el pasar de los

meses aumenta el nimero de lesiones en el rostro.

EXAMEN FiSICO

Dermatosis localizada en rostro, caracterizada por
multiples papulas de color marrén, de aproximada-
mente 2mm de didmetro, no confluyentes (figura 1). A
la dermatoscopia: se evidencian lesiones con patrén en

sol poniente (figura 2).

Figura 1. Pdpulas color marrén.

Figura 2. Lesiones con patrén en sol poniente.
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En el examen histopatolégico se evidencia infiltrado
inflamatorio difuso dispuesto en la dermis superior y
media, compuesto por histiocitos elongados y fusiformes
que tienden a confluir formando células multinucleadas.
Se acompafian de numerosos eosinéfilos. Se observa
ademds una extravasacion de eritrocitos a la dermis su-
perior. El infiltrado no invade el epitelio ni los anexos.
La epidermis muestra rectificacién de las redes de cresta

y estd recubierta por ortoqueratosis en cresta (figura 3).

Figura 3. En la epidermis se observa ortoqueratosis y ligera hiper-
pigmentacién de la basal; infiltrado inflamatorio difuso en dermis
superior y media, compuestos por histiocitos elongados y fusiformes.

DISCUSION

Gianotti et al. describieron por primera vez la histiocitosis
cefalica benigna en 1971; es una enfermedad poco comin
e infradiagnosticada6, con poco mds de 70 casos docu-
mentados en la literatura4. Prevalece en varones, con una
edad media de 7 meses al diagndstico. E1 50% de los casos
ocurren antes de los 6 meses8, pero pueden ocurrir hasta
los 3 afios, como el caso de nuestro paciente que presento
las lesiones a los 7 meses de edad. Las manifestaciones
clinicas, el examen histopatoldgico y el inmunofenotipo
determinan su diagndstico. Su principal zona de distri-
bucion es la cara, aunque algunos se encuentran en el

tronco, los miembros superiores y los gliteos*

En 2016, un grupo de especialistas dividié los tras-
tornos histiociticos en cinco grupos seguin sus caracte-
risticas clinicas, histolégicas y moleculares, debido a los
avances en los métodos diagndsticos. La tabla 1 muestra

la clasificacion actual de las histiocitosis?
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Tabla 1. Clasificacion actual de las histiocitosis segun la Sociedad del
Histiocito®

GRUPO I | GRUPO LANGERHANS | Histiocitosis de células de
Langerhans

Histiocitosis de células
indeterminadas

Enfermedad de
Erdheim-Chester
Histiocitosis de células de
Langerhans y enfermedad de
Erdheim-Chester mixtas

GRUPO C | HISTIOCITOSIS NO Cutdnea aislada

LANGERHANS Con componente sistémico
CUTANEA Y
MUCOCUTANEA
GRUPO M | HISTIOCITOSIS Primaria
MALIGNA Secundaria
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CONCLUSION

La histiocitosis cefalica benigna es una entidad dermato-
logica rara pero importante a reconocer en la practica pe-
diatrica, con buen pronéstico. Su presentacién benigna y
autolimitada la distingue de otras formas de histiocitosis y
enfermedades cutaneas en la infancia. Un diagndstico ade-
cuado y una comprension clara de su curso natural pueden
proporcionar tranquilidad a los padres y evitar interven-
ciones innecesarias. A medida que se realizan mas investi-
gaciones, se espera que se amplie el conocimiento sobre la

etiologia y el manejo 6ptimo de esta interesante condicion.
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GRUPO R | ENFERMEDAD DE Familiar
ROSAI-DORFMAN Clésica (nodal)
Extranodal

Asociada a neoplasias

GRUPO H | LINFOHISTIOCITOSIS | Asociada a enfermedades
HEMOFAGOCITICAY | inmunes

SINDROME DE Primaria
ACTIVACION DE Secundaria
MACROFAGOS De origen desconocido

Las entidades que causan histiocitosis de células no
Langerhans en la piel y las mucosas se clasifican segtin
su apariencia clinica, su inmunofenotipo y si hay o no
afectacion sistémica> La HCB se ha clasificado recien-
temente como un xantogranuloma juvenil (dentro del
grupo C de histiocitosis de células no Langerhans),

junto con otras entidades sin compromiso sistémico.’

La HCB es diagnéstico clinico basado en la observaciéon de
las lesiones y la historia médica del paciente. A pesar de la
raridad y similitud de manifestaciones con otras afecciones
cutaneas, a menudo es necesario realizar una biopsia de piel.
La HCB es autolimitada, resolviendo espontaneamente du-
rante unos meses a un afio sin necesidad de tratamiento es-
pecifico. El pronéstico es excelente, no hay complicaciones a
largo plazo o recurrencias significativas? En nuestro caso, el
diagnostico de HCB se baso en criterios clinicos, incluido el
inicio de la enfermedad en la primera infancia, la morfo-
logia clinica tipica de la lesion y su distribucién predomi-

nante en el rostro, junto con el estudio histopatoldgico.
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SUMMARY

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.

INTRODUCTION

Benign cephalic histiocytosis is an uncommon di-
sease that primarily affects the craniofacial region of
childrens 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 response3

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-
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companied by a scaly surface3" 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 common2?

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*

CLINICAL CASE

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.

PHYSICAL EXAMINATION

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

Figure 1. Brown papules.

Figure 2. Lesions with a sunset pattern.
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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).

DISCUSSION

Gianotti et al. first described benign cephalic histio-
cytosis in 1971; it is a rare and underdiagnosed di-
sease; with just over 70 documented cases in the li-
terature’ 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

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?

The entities that cause non-Langerhans cell histio-
cytosis in the skin and mucous membranes are classified

based on their clinical appearance, immunophenotype,

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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Table 1. Current Classification of Histiocytosis According to the His-
tiocyte Society:°

GROUP I | LANGERHANS GROUP | Langerhans cell histiocytosis
Indeterminate cell
histiocytosis
Erdheim-Chester disease
Mixed Langerhans cell
histiocytosis and
Erdheim-Chester disease

GROUP C | NON-LANGERHANS Isolated cutaneous

CUTANEOUS AND With systemic component
MUCOCUTANEOUS
HISTIOCYTOSIS
GROUP M | MALIGNANT Primary
HISTIOCYTOSIS Secondary

GROUP R | DORFMAN DISEASE Familial
Classical (nodal)
Extranodal
Associated with neoplasms
Associated with immune
diseases

GROUP H | HEMOPHAGOCYTIC Primary

LYMPHOHISTIOCYTOSIS | Secondary

AND MACROPHAGE Of unknown origin
ACTIVATION

SYNDROME

and whether or not there is systemic involvement? 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 involvements

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? 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.

CONSENT

Informed consent was obtained from the patient’s re-
presentative for the publication of the data and photos

in this article.
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CONCLUSION

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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