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Abstract

Cellular schwannoma (CS) is a variety of schwannoma with a predominantly cellular growth,
normally developing in middle-aged patients. In this report, we describe a 15-month-old
infant with primary cutaneous CS on the knee. Because of its histologically malignant fea-
tures, CS is sometimes overdiagnosed as a malignant nerve tumor. Therefore, awareness of
this variant of schwannoma is important for dermatologists to avoid needless treatments for
patients with CS. © 2014 S. Karger AG, Basel

Introduction

Cellular schwannoma (CS) was first described by Woodruff [1] as a variant of schwan-
noma characterized by hypercellularity, cytological atypicality and degenerative change. The
most common location of CS is the paravertebral region together with the sacral site [2, 3]. In
general, chromosome analysis has revealed that patients with CS possess a normal diploid
stem line karyotype [3], and they rarely show development on the skin [1, 4, 5]. Though the
clinical and histological features of CS indicate malignancy (e.g. frequent recurrence, mitotic
activity), CS normally has a good prognosis [1-3]. In this report, we describe an infantile case
of cutaneous CS with atypical clinical features.
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Case Report

A 15-month-old Japanese boy visited our outpatient clinic with an 8-month history of an
asymptomatic nodule on his right knee. On his initial visit, physical examination revealed a
dome-shaped, red nodule with central necrosis, 25 x 15 mm in size, on the right knee (fig. 1).
Biopsy revealed a prominent cellular infiltrate in the mid dermis with hyaline fibrosis and
conspicuous vascularity with hemorrhage (fig. 2a). The infiltrating cells were composed of
spindle-shaped, monotonous basaloid cells without cellular atypia, forming small bundles
without a palisading pattern (fig. 2b). Immunohistochemical staining revealed that these
infiltrating cells were positive for S-100 (fig. 2c) and vimentin, and negative for EMA, keratin,
a-SMA, desmin and CD68. Full blood count and biochemical profile were within normal
ranges. From the above findings, we diagnosed this patient as infantile solitary CS. We ex-
cised the lesion with a 1 cm surgical margin and there has been no sign of local recurrence
for 3 years.

Discussion

CS is a variety of schwannoma with a predominantly cellular growth, normally develop-
ing in middle-aged patients [2]. In most of those patients, the CS is solitary, well demarcated
and painless, and it most often develops in the paravertebral region of the retroperitoneum,
pelvis and mediastinum [2, 3], but rarely on the skin [1, 4, 5]. Its malignant features, such as
bone erosion, hypercellularity, hyperchromasia and nuclear pleomorphism, and the pres-
ence of mitotic figures often lead to the overdiagnosis of CS as a malignant nerve tumor, such
as malignant peripheral nerve sheath tumor (MPNST) and neurotropic melanoma (NM) [1].
CS is differentiated from MPNST by its encapsulation and less extensive cellular and ana-
plastic histology [1], but as Kang et al. [3] reported, it is sometimes difficult to distinguish CS
from low-grade MPNST. A differential diagnosis of NM is based on involvement of the epi-
dermis with atypical melanocytic proliferation. Concerning the dermal variant of NM, which
is a rare variant of NM arising from dermal melanocytes, it might be difficult to differentiate
it from cutaneous CS [2, 6]. Therefore, though CS normally shows a benign clinical course,
long-term follow-up is indispensable for this variant of schwannoma.

In this report, we present a case of infantile cutaneous CS with atypical clinical features.
In general, the treatment for CS is surgical excision [2] because even if CS recurs, it does so
only as a local lesion, and no distant metastases have been reported. Therefore, awareness of
this variant of schwannoma is important for dermatologists to avoid needless treatments for
patients with CS, such as adjuvant radiation and chemotherapy.
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Fig. 1. a, b A dome-shaped, red nodule with central necrosis, 25 x 15 mm in size, on the right knee.
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Fig. 2. a A prominent cellular infiltrate in the mid dermis with hyaline fibrosis and conspicuous vas-
cularity with hemorrhage. b The infiltrating cells were composed of spindle-shaped, monotonous basaloid
cells without cellular atypia, forming small bundles without a palisading pattern. ¢ Inmunohistochemical
staining for S-100. Original magnification: x100 (a, c), x400 (b).
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