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CASE REPORT

Cervical intranodal schwannoma — a rare diagnosis
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Abstract

Intranodal schwannoma is a rare benign tumor, which originates from the peripheral nerve sheath (Schwann cells), fewer cases being reported
with lymphatic involvement. We present the case of a middle-aged female patient, with one-year growing mass in the lateral-cervical area,
in intimate relation with the vascular package of the neck. Preoperative cervical computed tomography examination showed the tumor features.
There was no intraoperative complication, with the piece being completely removed. The morphological examination revealed the structure
of a lymph node, and after Hematoxylin—Eosin staining, there were eosinophilic cytoplasm, euchromatic nuclei, with round, elongated or
slightly wavy form and reduced pleomorphism, rare degenerative nuclear atypia, and no mitotic activity nor necrosis. The expression of S100
protein on immunohistochemistry, along with negative results for smooth muscle actin and desmin sustained the diagnosis of intranodal
schwannoma of the neck. With a low index of cellular proliferation (Ki67), this case is in line with the reported features of schwannoma having

extremely rare malignant transformation.
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=& Introduction

Schwannoma (also known as neurilemmoma) is a rare
encapsulated benign tumor that originates from the Schwann
cells, within the peripheral nerve sheath. It can have any
localization, 25—45% of reported cases being in the head
or neck area. Other regions (where peripheral nerves are
located) can be involved, like mediastinum, retroperitoneum,
flexor aspects of extremities or cranial and spinal nerves [1—
4]. About intranodal schwannoma (lymphatic involvement),
there are only few presented cases, being considered as
uncommon tumor [ 1, 4, 5]. Other benign tumors that originate
from the peripheral nerve sheaths are neurofibroma and
perineurioma [1].

Palisaded intranodal myofibroblastoma, metastatic spindle
cell tumors (melanoma, Kaposi’s sarcoma, dendritic cell
sarcoma and spindle cell carcinoma) or rare metastasizing
leiomyoma represent the main differential diagnosis [6—
8]. Intranodal schwannomas are usually benign tumors,
without metastasis, but in the face of rapid growing masses
or pain development, malignancy should be considered [9].

Aim
Therefore, we report a case of a cervical schwannoma

originating from the cervical area, in a middle-aged female
patient, who presented painless but growing cervical mass.

7 Case presentation

A 50-year-old female patient, with no significant medical
history, presented for a one-year painless, slowly growing
right lateral-cervical swelling. On physical examination, the
mass was solid, up in the 2/3 superior of the cervical region,
with profound localization under the sternocleidomastoid
muscle. The long axis of the tumor was longitudinally, with
5%3 cm diameter and no adherence to the surrounding
structures. No other pathological modification on clinical
examination nor during fiberoptic nasopharyngoscopy
were identified. Cervical computed tomography (CT)
examination revealed a well-circumscribed, homogenous
tissue mass, with modest contrast enhancement, 2.5x4.5 cm
in size, localized side of right lateral-cervical vascular
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package, which imprints and moves the internal carotid
artery to the ventral part of the neck (Figure 1, A-C).
Laboratory tests showed slightly increase of erythrocyte
sedimentation rate (ESR), hemoglobin and hematocrit
values, without any other modifications. Methicillin-resistant
Staphylococcus aureus (MRSA) screening tests were
performed, with negative results. Intraoperative, the tumor
was completely removed, without any complications
(Figure 2), with a favorable short and long-term post-
operative evolution. The formalin-fixed paraffin-embedded
resected mass was conventionally stained with Hematoxylin—
Eosin (HE). The morphological examination revealed the
structure of a lymph node, with rare peripheral lymphoid
tissue (Figure 3). The mass proliferation does not exceed

ey

the lymph node capsule, with normal architecture being
replaced by a nodular mesenchymal proliferation, with
elongated cells, with indistinct limits (Figure 4), eosinophilic
cytoplasm, euchromatic nuclei, with round, elongated or
slightly wavy form and reduced pleomorphism, rare
degenerative nuclear atypia, and no mitotic activity nor
necrosis. The cells had a fascicular proliferation, in a
collagenous background. In addition, immunohistochemistry
(IHC) showed expression of S100 protein — useful for
establishing a positive diagnosis (Figure 5), with negative
results for smooth muscle actin (SMA) and desmin (Figure 6,
A and B). The cellular proliferation index (Ki67) was low
(5%) (Figure 7). Therefore, the diagnosis of intranodal
schwannoma was established.

Figure 1 — Computed tomography examination, with enhanced contrast: (A) Coronal
image presenting a well-circumscribed, homogenous tissue mass, with modest contrast
enhancement, of 2.5%4.5 cm, in the right lateral-cervical area, displacing ventrally
the carotid artery; (B) Axial image of the same tumor mass; (C) Sagittal image of the
same tumor mass.

Figure 2 — Intraoperative aspect
of the intranodal schwannoma
showing a solid, well delimited
mass.
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Figure 3 — Morphological examination: residual lymph
node tissue at the periphery of the tumor and part of the
Iymph node capsule [Hematoxylin—Eosin (HE) staining,
x40].

Figure 4 — Morphological examination: nodular mesen-
chymal proliferation, with elongated cells, arranged in
palisade (HE staining, x200).

Figure 5 — Immunohistochemistry (IHC) analysis (x200):
tumor cells with increased expression of S100 protein.
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Figure 6 — IHC analysis (x200): tumor cells with negative results for smooth muscle actin (SMA) (A) and desmin (B).
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Figure 7 — IHC analysis (x200): the cellular prolife-
ration index (Ki67) was around 5%.

= Discussions

Regarding epidemiological aspects, schwannoma has
equal incidence in men and women, most reports involving
patients between 20-50 years old [10]. The same trend was
also observed for the intranodal schwannoma, affecting
patients between two to 79 years old, as our case, with no
gender preponderance [1, 3-5, 8, 11].

Grant et al. reported the first case of an intranodal
schwannoma emerging from a parotid lymph node, in a
67-year-old female patient, emphasizing the need to define
this as a specific histopathological (HP) entity [12]. A few
years later, Hayes & O’Sullivan reported a form of hybrid
schwannoma and perineurioma tumor [13].

Normally, after clinical suspicion has been raised, these
tumors are diagnosed by CT examination of the incriminated
area, followed by surgical excision and HP examination.
Depending on mass localization, other diagnosis tools can
be used. Kang et al. presented a mediastinal lymph node
schwannoma, diagnosed using endobronchial ultrasound
[14].

Most often, this tumor has <5 cm, with rare reported
cases of intranodal schwannoma dimensions of up to 10 cm,
having a regular form, with no adherence to other tissues.
No necrosis, calcification or cystic modification are normally
seen within this type of tumor [1, 3-5, 15, 16].

Another important aspect about schwannoma is that
it can be part of schwannomatosis (that can associate
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different visceral cysts, including in the kidney, according
to Merker et al. study [17]) or neurofibromatosis type 2
(NF2) disease. Therefore, some patients may be predisposed
in presenting with multiple schwannomas over the years,
sparing the vestibular nerve (particular to NF2), a disease
which can be sporadic or inherited [18, 19]. Due to single
localization in our patient and the lack of familial history,
no genetic tests were necessary. Nevertheless, a longer
follow-period is required in such cases.

On morphological examination, intranodal schwannoma
consists of spindle cells, with rare or even absent mitosis
[5, 10]. There are two growth patterns reported, Antoni
type A, with elongated spindle cells and compact aspect,
and Antoni type B, with a careless organization, frequently
presenting cystic areas [16]. The exposed case shows
classical morphological aspect, without intratumoral necrosis,
and an Antoni type A growth pattern. Worth to be mentioned
is the absence of stellate zones of collagen deposition
(also known as “amianthoid fibers”), which are highly
specific for palisaded myofibroblastoma [6, 16].

Regarding IHC features, these tumors present S100
protein, which are low-molecular weight proteins of cells
originating from the neural crest [10, 15]. Therefore, in
our case, the strong positive expression of S100 protein
on IHC analysis, along with the absence of SMA or desmin
were useful in making the main differential diagnosis with
intranodal palisaded myofibroblastoma and leiomyoma
[5, 7]

& Conclusions

From our knowledge, this is the third reported case of
an intranodal schwannoma located in the cervical area. In
face of this tumor, complete resection is associated with
favorable evolution. Establishing a correct diagnosis is
essential due to the high-risk similar tumors with an
aggressive clinical course and fatal outcomes.
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