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Rare disease

Schwannoma is an uncommon benign tumor that develops from Schwann cells in the peripheral nervous sys-
tem; 25-50% of such tumors occur in the head and neck. A rare variety of schwannoma, known as an ancient
schwannoma, exhibits calcification, cystic degeneration, hemorrhage, myxoid stroma, pleomorphism, and nu-
clear hyperchromatism. Such characteristics may contribute to this tumor being incorrectly diagnosed as ma-
lignant. Almost all reported intra-oral ancient schwannomas behave innocuously.

A 20-year-old man presented to the oral surgery clinic with a right facial swelling that began a few months be-
fore. CT and MRI were performed and showed a well-defined cystic lesion anterior to the right masseter mus-
cle, located in the subcutaneous area and measuring 28x24x20 mm. No extension to the surrounding tissues
nor any other similar lesions were seen. Microscopic examination revealed an encapsulated nodular mass with
cystic cavities, hemorrhage, and variably distributed myxoid and hyalinized stroma. The tumor demonstrated
2 distinct cell distributions: hypercellular areas (Antoni A) and myxoid hypocellular areas (Antoni B). Focal ar-
eas in high-power magnification showed atypical cells with hyperchromatic and pleomorphic nuclei. The tumor
cells showed diffuse positivity for S-100 in IHC. The diagnosis of ancient schwannoma was made. At 1-year fol-
low-up, there was no evidence of nerve injury or recurrence.

One more case of oral ancient schwannoma is added to the literature. This is the first reported in Saudi Arabia.
It is prudent to be familiar with the degenerative and cytologic alterations of ancient schwannoma, as this
may limit the likelihood of misdiagnosis and unnecessary treatment of this benign tumor, with an excellent
prognosis.

Schwann Cells ¢ Schwannomatosis

https://www.amjcaserep.com/abstract/index/idArt/938335
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Background

Schwannoma, also known as neurilemmoma, is an infrequent
benign tumor that develops from Schwann cells in the periph-
eral nerves. Although they are uncommon, 25-50% of such tu-
mors occur in the head and neck. They typically manifest in the
oral cavity as asymptomatic nodules. Both genders are equal-
ly affected, with the greatest incident reported between the
ages of 20 and 40 years [1,2].

A rare variety of schwannoma known as an ancient schwan-
noma exhibits calcification, cystic degeneration, hemorrhage,
myxoid stroma, pleomorphism, and nuclear hyperchromatism.
Such characteristics may contribute to this tumor being incor-
rectly diagnosed as malignant. Almost all intra-oral ancient
schwannomas behave innocuously [3].

A systematic review investigated the published articles re-
lated to oral ancient schwannoma, revealing only 27 report-
ed cases from 1950 to 2016. The age range was 11-82 years,
with average age 40 years. The male: female ratio was 1: 2.
The most common reported oral location was the floor of the
mouth. Other reported sites include the tongue, jawbone, pal-
ate, submandibular area, and labial and buccal mucosa [4].

Most cases are asymptomatic; however, paresthesia and pain
were documented in 4 cases. Dysphagia and voice change was
reported in 2 cases, located in the submandibular area and
the tongue. Of 26 case reports, 17 were reported in Asia, in-
cluding India, Iran, Korea, Japan, Taiwan, and Israel. No cases
were reported in Saudi Arabia [4].
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Figure 1. Facial asymmetry due to swelling in the right cheek.

The present case report presents the clinical, radiographic and
histologic features of a newly reported case of ancient schwan-
noma in the buccal mucosa of 21-year-old man with a 1-year
follow-up in Qassim, Kingdom of Saudi Arabia.

Figure 2. (A, B) Coronal and axial MRI show a well-defined lesion anterior to the masseter muscle (arrows).
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Figure 3. MRI shows a cystic lesion anterior to the right
masseter muscle, measuring 28x24x20 mm (arrow).
Hypointense in T1 and hyperintense in T2 with internal
mini-cystic areas.

Case Report

A 20-year-old man attended the oral surgery clinic, Doctor
Tooth Dental Center, Bukairiah, Qassim, Saudi Arabia, with
a right facial swelling that began a few months before. The
patient had no known medical illnesses or significant family
history. This swelling caused a conspicuous asymmetry of the
face (Figure 1). No pain was reported. An extra-oral examina-
tion revealed a mass formation in the soft tissue of the right
cheek, close to the parotid duct. The lesion was firm and could
be demarcated by palpation. Lymph nodes were impalpable.
An intra-oral examination showed smooth-surfaced swelling
that was slightly movable upon manipulation on the right-side
buccal mucosa, with almost 3 cm in diameter.

Radiographic studies, including ultrasonic, CT, and MRI, were
performed and showed a well-defined cystic lesion seen an-
terior to the right masseter muscle located in the subcuta-
neous area, measuring 28x24x20 mm. No extension to the
surrounding tissues nor any other similar lesions were seen.
Hyperintense T2 and low-intense T1 denoted the cystic nature,
with minute internal mini-cystic areas (Figures 2-4).

The differential diagnosis includes benign neoplasms, either
of salivary origin, like pleomorphic adenoma or cystadenoma,
or soft-tissue neoplasms like myofibroma, solitary fibrous tu-
mor, or any other mesenchymal neoplasms.
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Figure 4. Ultrasonography shows a hyperechoic heterogeneous
round mass without any internal flow.

Figure 5. Intraoperative view of the lesion.

The lesion was uneventfully surgically resected under local
anesthesia. The lesion was located just beneath the oral buc-
cal mucosa, was well capsulated, and not attached to the sur-
rounding tissue; therefore, it was easily separated from the
surrounding tissue. The eradicated lesional tissue was then
submitted for microscopic examination (Figure 5).

Upon gross examination, the specimen appeared as a single
nodular tan piece measuring 2.8 cm in the greatest dimen-
sion. Multiple small cystic cavities were noted upon section-
ing (Figure 6).

Microscopic examination revealed an encapsulated nodular
mass with cystic cavities, hemorrhage, and variably distributed
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Figure 6. Gross section of the lesion showing surrounding
capsule and cystic cavities with hemorrhage within the
lesion.

cells in myxoid and hyalinized stroma. The tumor demonstrates
2 distinct cell distribution: (1) hypercellular areas with nuclear
palisading and Verocay bodies (Antoni A), and (2) myxoid hy-
pocellular areas (Antoni B). Large, haphazardly spaced blood
vessels and hemorrhage were prominent, particularly in hy-
pocellular myxoid areas. The tumor cells were fine, elongated,
and wavy, with tapered ends interspersed with collagen fibers.
However, focal areas in high-power magnification showed atyp-
ical cells with hyperchromatic and pleomorphic nuclei without
abnormal mitosis (Figures 7-9). Tumor cells showed strong and
diffuse positivity for S-100 in immunohistochemical testing.

Microscopic examination of benign mesenchymal neoplasm ex-
cluded salivary gland neoplasms. Microscopic features along
with IHC excluded other benign mesenchymal neoplasms
and confirmed the diagnosis of schwannoma. The cytologic
and degenerative changes supported a diagnosis of ancient
schwannoma.
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Discussion

To best of our knowledge, this is the first reported case of
oral ancient schwannoma in Saudi Arabia. Interestingly, most
of the reported cases were in Asia, accounting for two-thirds
of the reported cases globally. India and Iran represent more
than one-third of reported oral ancient schwannoma cases [4].

Schwannomas are typically asymptomatic, although pain and
discomfort can accompany the tumor, particularly when it in-
volves submucosal areas. The cause of schwannoma is still elu-
sive [5]. All of the reported cases of oral ancient schwanno-
mas were accompanied by pain with or without paresthesia
are 4 cases, and all in females; 3 out of 4 of these cases were
located in the mandible. Only 1 case was in the upper lip and
demonstrated intermittent paresthesia [6-9], which might in-
dicate that the intraosseous lesions are inclined to be painful.
Pressure of the neoplasm on the associated nerve, which is
fully surrounded by bone, may be the primary reason. In addi-
tion, females were more likely to show symptoms than males.
The lesion was painless in the current case.

Other types of symptoms also have been documented. Two re-
ported cases (both males) had difficulty swallowing or speaking;
they were located in the tip of the tongue and submandibu-
lar area. The size of the tumor can be the key factor influenc-
ing symptoms: the size of the lesions in these 2 cases were 3
cm and 7.5 cm, respectively [10,11].

The floor of the mouth is the most common location of oral
ancient schwannoma. Other affected sites include the tongue,
jawbone, palate, submandibular area, and labial and buccal
mucosa [4]. The current lesion was located in the submuco-
sal area of the buccal mucosa, and only 2 previously reported
cases had lesions at this location; both were 2 cm in diame-
ter in 66- and 60-year-old patients. The durations of these 2
lesions were 13 and 23 years, respectively, without any com-
plications [12,13].

There are 5 microscopic categories of schwannomas: com-
mon, plexiform, cellular, epithelioid, and ancient. The neck is
the most common location of ancient schwannomas. In the
oral cavity, they tend to occur in the floor of the mouth [10].

Alotaiby et al evaluated all neural neoplasms in the oral cavity,
which represent 0.2% of all oral specimens. Ancient schwan-
nomas account for 0.7% of all oral neural neoplasms, reflect-
ing their extreme scarcity [3].

Intra-oral ancient schwannoma is an uncommon subtype of
schwannoma that has some features of conventional schwan-
noma, including a capsule and being well demarcated from the
surrounding tissues. Hyalinization, hemorrhage, cyst formation,
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Figure 7. (A, B) Low-power magnification of H&E (4x) sections of ancient schwannoma showing a capsule around the lesion (blue

arrow) and cystic spaces within the lesion (red arrow).

Figure 8. (A, B) Medium-power magnification of H&E (10x) sections show hyalinization (blue arrow) and myxomatous background (red
arrow) with formation of blood vessels. Some areas show classic features of schwannoma, including Antoni A and Antoni B,

as well as Verocay bodies (black arrow).
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Figure 9. High-power magnification of H&E (20x) section shows
pleomorphism (blue arrows) and hyperchromatism (red
arrows) without mitosis.

histiocytes and siderophages infiltration and calcification are
among the degenerative processes that characterize it. Some
authors relate it with long history as well [10,12] In the current
case, most of the microscopic features of the ancient schwan-
noma were noticed. However, the history of the lesion is not
long, 1-2 years. The microscopic features may not necessari-
ly reflect old lesion age.

Salehinejad et al, found that females are affected twice as of-
ten as males, with an age range of 11-82 years and an aver-
age age of 40 years. Interestingly, most of the reported cases
were in Asia [4], which may suggest genetic or environmental
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factors associated with development of the tumor with such
degenerative or ancient changes.

The treatment of schwannoma is complete surgical exci-
sion, keeping in consideration preservation of the related
nerve [14-16]. The reported incidence of postoperative paralysis
in vocal cord is as high as 85% in some series [17]. Harazono
et al reported no recurrence in a 20-year retrospective study
of surgically excised ancient schwannomas in the maxillofa-
cial region [18]. In the present case, the surgery was done un-
eventfully under local anesthesia. The patient was followed
up for 1 year, with no evidence of recurrence or complications.

Conclusions

We report the first case of oral ancient schwannoma in Saudi
Arabia and add 1 more case to the literature. Reporting of
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such an unusual case familiarizes oral pathologists with his-
tologic degenerative changes and cytologic atypia of oral an-
cient schwannoma. This may limit the likelihood of misdiag-
nosis and unnecessary treatment of this benign tumor, with
an excellent prognosis.
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