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Caso Clinico

RESUMO - O neurotequeoma é uma neoplasia benigna, rara, cuja histiogénese permanece incerta. Os avangos nos estudos
com a imunohistoquimica, no entanto, permitiiam o reconhecimento de uma possivel origem na linhagem fibrohistiocitéria.
Histopatologicamente s@o reconhecidas trés variantes de acordo com a quantidade de matriz mixéide e com a andlise imunohis-
toquimica: mixdide, celular ou misto. Os raros casos reportados, localizaram-se sobretudo na cabega, pescoco e membros su-
periores, em mulheres jovens. Na revisGo da literatura ndo hdé referéncia as caracteristicas dermatoscédpicas do neurotequeoma.
Neste contexto, descrevemos o caso invulgar de um neurotequeoma celular, localizado na axila de uma crianga de 7 anos, do
sexo feminino, e respectivos achados dermatoscépicos.

PALAVRAS-CHAVE - Crianga; Dermoscopia; Neurotequemoa.

An Unusual Case of Cellular Neurothekeoma in a
Child: Case Report and Brief Review of Literature

ABSTRACT — Neurothekeoma is a rare benign neoplasm of uncertain histogenesis. Progresses in immunohistochemistry have brou-
ght new insights into its cellular differentiation and origin, recognizing the possibility of a fibrohystiocitic lineage. Also, it has been
subclassified histopathologically as either myxoid, cellular, or mixed type, depending on the amount of myxoid matrix and on im-
munohistochemical analysis. Few cases of cellular neurothekeoma have been reported. Most of them are found on the head, neck
and upper extremities and mostly in young female adults. On review of literature we have not found reports regarding dermoscopic
features of neurothekeoma. Herein we report an uncommon case of cellular neurothekeoma on the axilla of a 7-year-old girl, with
description of its dermoscopic findings.
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INTRODUCTION

Cellular neurothekeoma (CNT) is a distinctive, uncommon
and benign dermal neoplasm.! The term CNT was first intro-
duced in by Rosati et al,? to describe a variant of neurothekeo-
ma with high cellularity in a very sparse myxoid matrix. Two
other variants of neurothekeoma have been described, accor-
ding on the amount of myxoid matrix: mixed and myxoid.? In
this setting it is of outmost importance to distinguish between
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myxoid NT, and CNT, which are unrelated. The former, also
termed “nerve sheath myxoma” have a strong predilection
for the extremities (mainly fingers), is characterized by a well
circumscribed proliferation of spindle cells in a background
of abundant myxoid stroma, in which ultrastructural and
immunohistochemistry studies have been favored an ori-
gin from neuronal cells, staining consistently for S-100 pro-
tein and other neural markers namely glial fibrillary acidic
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protein (GFAP).*> On the other hand, CNT usually occurs as
an asymptomatic pink or red-brown, dome-shaped, solitary
papule or nodule. Nevertheless multiple lesions were descri-
bed in two patients.® It is mainly located on the face (nose,
cheeks and chin), neck, arms and shoulders of children and
young adults, and is more frequent in females.'*¢ The histo-
genesis of CNT remains enigmatic.” Formerly, it was conside-
red a nerve sheath tumor. However, there is no unequivocal
evidence for neuroectodermal derivation.! A case of CNT ex-
pressing both PG-M1 and KP-1(CDé8), reliable markers of
histiocytic differentiation, led to speculation that these tumors
were of fibrohistiocytic lineage.® Latter, in a review, Jaffer S et
al® found that more than half of CNT stained for CD68, rein-
forcing the previous conception. Histopatological examination
shows a multilobular pattern with cellular nests, fibrous stroma
on the superficial or retficular dermis, and sometimes in sub-
cutis. The tumor consists of nests and fascicles of epithelioid
and short spindle-shaped eosinophilic cells with vesicular nu-
clei.? The histopathological pattern may resemble other con-
ditions namely neuronal and melanocytic lesions. Therefore,
the immunohistochemistry panel is crucial for the differential
diagnosis. CNT are consistently negative for neural markers
such as S-100 protein and also for CD57 and EMA (5). CNT
stain for PGP 9.5, S-100A6 protein and NKI-C3.7"" Of note
mixed NT characterized by a histopathological pattern that is
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Figure 1
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an infermediate between NTC and myxoid NT (5).
The scarcity of cases may explain why the dermoscopy fea-
tures have rarely been described.'?

CASE REPORT

We report a case of a 7-year-old girl, whose medical his-
tory was unremarkable and presented with a 1 year history
of an asymptomatic red-pink nodule on the left axilla. A well
circumscribed erythematous, firm, non-tender, nodule with 1
cm diameter was seen on the anterior pillar of the left axilla
(Fig. 1). Dermoscopy revealed a whitish and yellow patch on
an erythematous homogeneous background (Fig. 2). There
was no previous history of frauma or inflammatory dermatitis
and physical examination was otherwise unremarkable. Our
clinical impressions included: dermatofibroma, insect bite,
granulomatous reaction, skin adnexal tumor and keloid/scar.
Complete excision was performed. Histopathological exami-
nation revealed a dermal tumour composed of collagen en-
circled nests of spindle and epithelioid cells with ample clear
cytoplasm, and vesicular nuclei with light pleomorfism (Fig. 3).
Immunohistochemistry was positive for vimentin and negative
for S100, Melan A, HMB - 45, EMA and SMA. (Fig. 4). These
findings were compatible with CNT. After 1 year of follow-up,
the patient remained asymptomatic without recurrence and
excellent healing process.

Figure 2
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Figure 3

Figure 4

DISCUSSION

Cellular neurothekeoma is an infrequent, dermal tumor
with a two- fold female predominance.! It is more common
in the second decade of life, with a mean age of 25 years.!
Only 24% occur in patients aged under 10, and 20% in pa-
tients above 30 years of age.® It is commonly located on
the arms (35%), head and neck (33%), legs (17%) and trunk
(15%). To date, only one case has been previously reported
on axilla.! Clinically, it manifests as an asymptomatic, erythe-
matous papule or nodule, with a slow growth rate.’™ The di-
fferential clinical diagnosis is broad, including benign and
malignant neoplasms, as well as inflammatory reactions,
e.g: epidermal cyst, nevus, dematofibroma, adnexal tumor,
basal cell carcinoma, amelanotic melanoma, cutaneous me-
tastasis, hemangioma, insect bite, granulomatous reaction
and keloid/ scar.®

In the present case, dermoscopic findings included an
erythematous homogenous area surrounding a white-yellow
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patch, with striking similarity to those that has been descri-
bed for other tumors of fibrohistiocitary origin, such as der-
matofibroma.'*15

It is remarkable that in great series conducted by different
authors'? the clinical diagnosis of CNT was never suspec-
ted, whereby the final diagnosis was histologic. Neverthe-
less, considering its wide differential clinical diagnosis (with
malignant and benign conditions) the histopathological
examination and immunohistochemistry remain crucial for
a definitive diagnosis of CNT. Few studies have evaluated
the prognosis of CNT. The risk of recurrence of CNT is so-
mewhere around 3%, but metastases were never described.?
Thereby, complete excision of CNT with free margins is the
treatment of choice.

CONCLUSION

Although uncommon, CNT is a diagnosis to be consi-
dered in children with a pinkish, brown nodule, with slow
progression even in an atypical location, such as the axilla.
Histology remains the cornerstone for the definitive diagno-
sis of the tumor. The authors encourage publication of new
cases of CNT with dermoscopic findings in order to improve
the description of a common pattern that could be helpful in
clinical recognition of this entity.
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