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CASE REPORT
Cutaneous Ancient Schwannoma of the Ear
Schwannoma Cutdneo Antigo do Pavilhdo Auricular
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ABSTRACT - Schwannoma is a benign encapsulated nerve sheath tumor composed of Schwann cells, that may arise anywhere along the course
of a nerve. Cutaneous schwannomas, associated with peripheral nerves, usually present as a slow-growing well-circumscribed nodule, localized
in the dermis or subcutaneous tissue. They are generally asymptomatic; however, they may become painful by the nervous compression. Since
the clinical signs are non-specific, histology is required for a definitive diagnosis. Herein, we present a case of a solitary cutaneous ancient sch-
wannoma of the ear, a histopathological variant of schwannoma with distinctive morphological characteristics.
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RESUMO - O schwannoma é um tumor benigno encapsulado da bainha nervosa composto por células de Schwann, que pode surgir em qual-
quer lugar ao longo do curso de um nervo. Schwannomas cuténeos, associados a nervos periféricos, apresentam-se geralmente como nédulos
solitdrios bem delimitados de crescimento lento, localizados na derme ou tecido celular subcutdneo. Apesar de geralmente assinfomdéticos, estes
tumores podem tornar-se dolorosos pela compresséo nervosa. Os seus sinais clinicos séo inespecificos, pelo que a histologia é necesséria para
o diagndstico definitivo. Apresentamos um caso de schwannoma cuténeo antigo solitario do pavilhdo auricular, uma variante histopatolégica de

schwannoma com caracteristicas morfolégicas distintivas.
PALAVRAS-CHAVE - Neoplasias da Pele; Neurilemoma.

INTRODUCTION

Schwannoma, also known as neurilemmoma, is a benign encap-
sulated neoplasm composed of Schwann cells that originates from
nerve sheaths." Commonly found in association with the cranial ner-
ves (especially the acoustic nerve), schwannomas may arise anywhere
along the course of a nerve, including peripheral nerves.? Cutaneous
schwannoma usually presents as an asymptomatic well-circumscribed
skin-colored nodule of slow growth, located in the dermis or in the
subcutaneous fissue."? The most common sites are the head and neck
and the flexor surfaces of the extremities.®* Although they commonly
occur as single lesions (90%), they can be associated with several cen-
tral neurological tumors (usually meningiomas, 5%), neurofibromato-
sis type 2 (3%), or appear as multiple lesions (schwannomatosis, 2%).°
Herein, we present a case of a solitary cutaneous ancient schwannoma
of the ear, a histopathological variant of schwannoma with distinctive
morphological characteristics.

CASE REPORT

An otherwise healthy 69-year-old caucasian woman was obser-
ved for a painless skin nodule on her left ear, that had developed
slowly over a period of more than eight years. The patient denied pre-
vious local trauma or any other similar lesions. Physical examination

revealed a well-defined, flesh-colored, cutaneous nodule, 1T cm in dia-
meter, with elastic consistency, non-painful on palpation, located on
the patient’s concha of the left ear (Fig. 1). There were no other rele-
vant skin lesions.

Surgical excision with clear margins was performed. Histological
examination revealed an encapsulated tumor located in the upper der-
mis composed of mostly dense cellular areas (Antoni type A), alternating
with hypocellular myxoid areas (Antoni type B) (Fig. 2 A,B). On high-
-power magnification, the tumor was composed of spindle cells with
back to back nuclei arranged in parallel rows without mitoses. There
were some enlarged, hyperchromatic, and bizarre nuclei (Fig. 2C).
Conspicuous small blood vessels were seen. Immunohistochemically,
the tumor cells were strongly and diffusely immunorreactive for S-100
protein (Fig. 2D), and the tumor capsule cells stained for EMA (Fig. 2E).
Alcian blue showed staining of the myxoid matrix (Fig. 2F). Based on his-
tological examination, a diagnosis of ancient schwannoma was made.

DISCUSSION

Verocay first described schwannomas in 1908.° They represent
approximately 5% of all benign soft-tissue tumors and they are the
most common peripheral nerve tumor.* Schwannomas occur most
commonly during the fourth and fifth decade of life, without signi-
ficant evidence of sex predilection.®?
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Figure 1 - Cutaneous schwannoma, clinical picture: Cutaneous no-
dule with Tem in diameter on the patients’ left concha of the ear.

In general, cutaneous schwannomas are asymptomatic.’ Howe-
ver, as they grow larger, pain, paresthesias, and tenderness can
occur, associated with the compression of the nerve of origin or
adjacent structures.®

The clinical diagnosis is challenging due to the non-specific
presentation, becoming necessary to exclude other well-circumscri-
bed skin masses such as lipoma, angiolipomas, leiomyomas, cysts,
neurofibromas, and neuromas.?

Histology is required to confirm the diagnosis. The tumor is
typically well encapsulated by perineurium and is classically

characterized by a biphasic pattern: areas of high cellularity (An-
toni A) that alternate with loosely myxoid edematous areas (Antoni
B) (Fig. 3)."* In Antoni A areas, uniform spindle cells are clustered
in stacks and arranged back to back, creating palisades of stacked
nuclei between which the cell processes are fused into eosinophilic
masses, called Verocay bodies (Fig. 3 A, B).'* In Antoni B areas,
cells are more loosely arranged, separated by spaces filled with
mucin. (Fig. 3 C, D)."" Most schwannomas display both areas, and
although intermingled, both region types usually appear fairly de-
marcated from one another.®

The immunohistochemical profiles of schwannomas are typi-
cally positive for S100 protein and collagen type IV, while the fibro-
blast in the perineurium sheath is positive for epithelial membrane
antigen (EMA)."* As most of schwannomas are devoid of axons,
they are characteristically negative for neurofilaments.’

Ancient schwannoma is a rare subtype of schwannoma, which is
usually found in long-standing lesions, characterized by pronounced
degenerative changes.”'° In addition to the classical features exhibi-
ted in schwannoma, ancient type displays the presence of enlarged,
hyperchromatic and bizarre nuclei and the absence of mitosis.”"'°
Cystic formation, calcification, haemorrhage and hyalinization may
also be demonstrated.””'® The characteristic histologic appearance
seen in ancient schwannoma can make pathologic diagnosis difficult
and lead to an erroneous diagnosis of malignancy.”-1°

Although ancient schwannomas are a well-known entity that
can involve the head and neck region, with reports in a variety of
locations, such as the orbit, infratemporal fossa, submandibular
gland and parotid gland,'® but it is extremely rare for them to be
found in the skin of of the ear.

The treatment of choice for cutaneous schwannoma is surgi-
cal excision, indicated in the presence of symptoms or for cos-
metic reasons.® Local recurrence is infrequent as the tumor is
usually well-encapsulated and thus easily resectable.® Malignant

Figure 2 - Cutaneous ancient schwannoma. The upper dermis showed a biphasic encapsulated intradermal tumor (A. H&E x16) with mostly hyper-
cellular zones (Antoni A pattern) and with some hypocellular zones (Antoni B pattern) (B. H&E x40). The tumor was composed of spindle cells,
some with enlarged, hyperchromatic, and bizarre nuclei but no mitotic activity (C. H&E x100). Cells showed positivity for S100 (D. S100 x16)
and fibroblasts in the perineurium sheath were positive for EMA (E. EMA x16). The myxoid stroma stained for Alcian blue (F Alcian blue x16).
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Figure 2 - A,B. Anfoni A area: dense spindle cells arranged in an orderly fashion. The nuclei are aligned in palisades, forming the distinctive Vero-
cay bodies. (A. H&E, x100; B. H&E, x400); C,D. Antoni B area: scattered spindle cells in loose and myxoid stroma. (C. H&E x100, D. H&E x400).

transformation of solitary schwannomas is exceedingly rare.® The
prognosis of ancient schwannoma is similar to the classic variant
so atypia should not raise alarm for malignant transformation.®

In conclusion, cutaneous schwannomas are benign skin tumors
with a very characteristic histology but non-specific clinical pre-
sentation. We highlight the importance of recognizing the histopa-
thological variant of ancient schwannoma to avoid an erroneous
diagnosis of malignancy and unnecessarily aggressive treatment.

Conflicts of Interest: The authors have no conflicts of interest to declare. Finan-
cing Support: This work has not received any contribution, grant or scholarship.
Confidentiality of Data: The authors declare that they have followed the proto-
cols of their work center on the publication of data from patients. Patient Con-
sent: Consent for publication was obtained. Provenance and Peer Review: Not
commissioned; externally peer reviewed.

Conflitos de Interesse: Os autores declaram a inexisténcia de conflitos de interes-
se na realizacdo do presente trabalho. Suporte Financeiro: Nao existiram fontes
externas de financiamento para a realizacéo deste artigo. Confidencialidade
dos Dados: Os autores declaram ter seguido os protocolos da sua instituiggo
acerca da publicagdo dos dados de doentes. Consentimento: Consentimento do
doente para publicacdo obtido. Proveniéncia e RevisGo por Pares: N&ao comis-
sionado; revisGo externa por pares.

) ORCID

Sofia Antunes-Duarte: https://orcid.org/0000-0003-3662-0423
Pablo Espinosa Lara: https://orcid.org/0000-0003-0692-7301
Marta Aguado Lobo: https://orcid.org/0000-0003-1699-1753
Tiago Oliveira: https://orcid.org/0000-0001-8593-1071

Dolores Lépez-Presa: https://orcid.org/0000-0002-2246-459X
Luis Soares-de-Almeida: http://orcid.org/0000-0003-4026-6105
Paulo Filipe: https://orcid.org/0000-0001-6917-527X

Corresponding Author: Sofia Antunes Duarte

Adress: Hospital de Santa Maria - Servico de Dermatologia, Piso 5
Av. Prof. Egas Moniz, 1649-035 Lisboa

E-mail: sofia.duarte.a@gmail.com

© Author(s) (or their employer(s)) 2021 SPDV Journal. Re-use permitted under
CC BY-NC. No commercial re-use.

© Autor (es) (ou seu (s) empregador (es)) 2021 Revista SPDV. Reutilizagéo
permitida de acordo com CC BY-NC. Nenhuma reutilizagdo comercial.

REFERENCES

1. Noh S, Do JE, Park JM, Jee H, Oh SH. Cutaneous Schwannoma Presented as a Pedunculated
Protruding Mass. Ann Dermatol. 2011; 23:5264-5266. doi:10.5021/ad.2011.23.52.5264

2. Ritter SE, Elston DM. Cutaneous Schwannoma of the Foot. Cutis. 2001;67:127-9.

Kondo RN, Pontello Janior R, Taguti PS. Cutaneous schwannoma: an atypical presentation.

An Bras Dermatol. 2017;92:441-2. doi:10.1590/abd1806-4841.20176583

4. Serban O, Poanta LI, Mihaileanu F, Fodor D. Schwannoma of the lower leg with malignant
transformation, a case report. EJCRIM. 2015; 2. doi: 10.12890/2015_000236.

5. Patel AH, Makhijani S. Cutaneous schwannoma presenting as a lower back mass. Int J Surg
Case Rep. 2017; 32: 25-8. doi:10.1016/}.ijscr.2017.01.035

6. Carter JJ, Langman G, Orpin SD. A solitary painful papule on the ear. Clin Exp Dermatol.
2009;34:125-6. doi: 10.1111/].1365-2230.2007.02505.x.

7. Argeny ZB, Balogh K, Abraham AA. Degenerative (‘ancient') changes in benign cutaneous
schwannoma. A light microscopic, histochemical and immunohistochemical study. J Cut
Pathol. 1993; 20:148-53. doi: 10.1111/].1600-0560.1993.tb00232.x.

8.  Cérdenas LF, Sangieza O. Schwannoma con cambios degenerativos, schwannoma ancia-
no. Rev Asoc Colomb Dermatol. 2009;17: 236-8.

9. Fong KL, Bouwer H, Baranyai J, Jones RW. Ancient Schwannoma of the Vulva. Obstet Gyne-
col. 2009; 113:510-2. doi: 10.1097/A0G.0b013e318188042f

10. Park J, Roh SG, Hwang SR, Kim JI, Kim HU, Yun SK. Cutaneous ancient schwannoma of the
forehead. Eur J Dermatol. 2013; 23: 518-9. doi: 10.1684/¢jd.2013.2114

i

171



