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CUADRO CLINICO

Paciente de 1 afio y 6 meses de edad, sin antecedentes patoldgicos personales conocidos, acudié a consulta con

por presenter cuadro clinico de 1afio de evolucion, caracterizado por multiples papulas color piel, de superficie mame-
lonada que confluyen y forman una placa mal delimitada, de aproximadamente 6 cm de diametro, cubierta por pelo, de
consistencia blanda, y disposicion zosteriforme localizada en region lumbosacra izquierda y que en ocasiones presen-

taba prurito esporadico; a la exploracion fisica no se registran datos patoldgicos aparentes.

Se decide realizar biopsia de dicha lesién evidenciando piel con arquitectura parcialmente conservada con prolife-
racion de tejido colageno denso y adiposo, acompafiada de vasos capilares discretamente congestivos. Sin atipias o

signos de malignidad.

Clinicamente. Dermatoscopia.
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Histologia.

DISCUSION

En relacién a las caracteristicas clinicas y hallazgos his-
topatolégicos, se llegd al diagndstico de nevo del tejido
conectivo. Debido a la variedad de sindomes que pueden
incluir este tipo de nevos, al paciente se le realizd; eva-
luacion radiografica 6sea de térax, pelvis y miembros,
electrocardiograma, estudios de laboratorio inclu-
yendo: funcién renal, calcio sérico y fosforo, ademas se
realiz6 examen clinico completo a familiares; cuyos re-

sultados fueron normales.

Los nevos del tejido conectivo (NTC) son una forma
rara de heterotopia o hamartomas benignos, bien de-
finidos de la dermis que se originan de las células del
mesodermo; se caracterizan por una acumulacién y dis-
tribucién anormal de los componentes de la matriz ex-
tracelular: coldgeno, elastina o proteoglicanos, se los
puede categorizar de acuerdo al predominio de uno de
los componentes antes mecionados. A pesar de la apa-
riencia clinica similar de muchos NTC, pueden diferen-
ciarse histoquimica y/o bioquimicamente en funciéon

del elemento primario del tejido conectivo presente.
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El nevo zosteriforme del tejido conectivo es una va-
riedad rara de este tipo de heterotopias, y su diagnds-
tico es esencialmente de exclusién, se basa en la distri-
bucidn clinica de las lesiones; puede ser esporadico o
estar asociado con entidades como el sindrome de Bus-
chke-Ollendorff, esclerosis tuberosa, sindrome de Pro-

teus o neoplasia endécrina multiple de tipo 1 (MEN1) 2

Clinicamente estan compuestos por papulas o nédulos
dérmicos firmes que confluyen en una placa, general-
mente son de color piel pero pueden tener un tono ama-
rillento. En una serie canadiense de 114 casos de NTC, se
observd que la mayoria estaban localizados en el tronco
(55%) y/o las extremidades (45%), con un pequefio
nuimero en la cabeza y cuello (5%). Eran solitarios en
el 85% y multiples en el 15%. Es dificil estimar su in-
cidencia y prevalencia porque las lesiones son asinto-
maticas, por lo que pueden pasarse por alto y subdiag-
nosticarse. Los principales diagnosticos diferenciales
son nevus lipomatoso cutaneo superficial, granuloma
anular, morfea, anetoderma y neurofibromatosis seg-
mentaria. La Ultima posibilidad diferencial debe ex-

cluirse debido a su asociacion con gliomas?
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El tratamiento variard segln el subtipo de lesion, la
edad, el nimero y la ubicacion de las lesiones y los sin-
dromes acompafiantes. El monitoreo de las lesiones
puede ser apropiado si la lesién no es molesta y la ubi-
cacién no interfiere con las actividades fisicas. Se in-
cluyen como opciones terapéuticas: escisiones quirdr-
gicas, dermoabrasion y terapia laser. Alternativamente,
también se ha informado la administracién intrale-
sional de esteroides si la cirugia no es deseable o fac-
tible. Se ha reportado el uso intralesional de triamcino-
lona en intervalos de un mes durante un afio, resultando
en el aplanamiento, atrofia y despigmentacion de la le-
sién sin recurrencia reportada después un afio de segui-
miento que fue la opcidn terapéutica del presente caso

con evolucién favorable en 12 meses 4
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WHAT IS THE DIAGNOSIS

Indurated plaque with zosteriform
distribution in lumbar region of
nursing patient
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CLINICAL PRESENTATION

1year old and 6 months of age patient, with unknown medical pathological history, presents with clinical picture of
1year of evolution, characterized by multiple skin-colored papules, with mamelonated surfaces converging and for-
ming poorly defined plaque, measuring approximately 6 cm in diameter, covered by hair, of soft consistency, and zos-
teriform arrangement located in the left lumbosacral region, occasionally presenting with sporadic pruritus; no appa-

rent pathological data is revealed on physical examination.

Abiopsy of such lesion is performed, evidencing skin with partially preserved architecture and proliferation of dense,

adipose collagen tissue, accompanied by slightly congested capillaries. No atypia or signs of malignancy.

Clinical dermatoscopy.
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Histology.

DISCUSSION

In relation to the clinical characteristics and histopa-
thological findings, the diagnosis was confirmed as
connective tissue nevus. Due to the variety of syndromes
including this type of nevi, the patient underwent a se-
ries of procedures, such as bone radiographic evalua-
tion of thorax, pelvis and limbs, electrocardiogram, as
well as laboratory studies, including renal function,
serum calcium and phosphorus, along with a complete
clinical examination of family members; their results

were normal.

Connective tissue nevi (CTN) are a rare form of hete-
rotopia or benign, well-defined hamartomas of the
dermis that originate from mesoderm cells; they are
characterized by accumulation and abnormal distri-
bution of extracellular matrix components: collagen,
elastin or proteoglycans. Connective tissue nevi can be
categorized according to the predominance of one of
the aforementioned components. Despite the similar

clinical appearance shared by many CTNs, they can be

differentiated histochemically and/or biochemically
based on the present connective tissue primary element.!
Zosteriform connective tissue nevus is a rare form of
this type of heterotopia. Its diagnosis is essentially one
of exclusion, based on the clinical distribution of the
lesions; it may be sporadic or associated with entities,
such as Buschke-Ollendorff syndrome, tuberous scle-
rosis, Proteus syndrome, or multiple endocrine neo-

plasia type 1 (MEN1).2

Clinically, they are composed of firm dermal papules or
nodules that coalesce into plaques. They are generally
skin-colored but may have a yellowish hue. In a Cana-
dian series of 114 cases of CTN, most were found to be
located on the trunk (55%), and/or the limbs (45%),
with a small number in the head and neck (5%). 85% are
solitary and 15% are multiple. It is difficult to estimate
its incidence and prevalence because such lesions are
asymptomatic. Consequently, they can be missed and
underdiagnosed. The main differential diagnoses are
superficial cutaneous nevus lipomatosus, granuloma

annulare, morphoea, anetoderma, and segmental neu-
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rofibromatosis. The last differential possibility must be

excluded due to its association with gliomas3

Treatment will vary depending on the subtype of injury,
as well as age, number and location of injuries, and ac-
companying syndromes. Injury monitoring may be
appropriate if the injury is not bothersome and the lo-
cation does not interfere with physical activities. Avai-
lable therapeutic options are surgical excisions, derma-
brasion and laser therapy. Alternatively, intralesional
administration of steroids has also been suggested if
surgery is not desirable or feasible. The intralesional
use of triamcinolone at intervals of one month for one
year has been reported, resulting in flattening, atrophy
and depigmentation of the lesion without recurrence.
This report was made after one year of follow-up, and
was the therapeutic option in the present case with fa-

vourable evolution after 12 months#
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