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Abstract. Horner’s syndrome from giant schwannoma of the cervical sympathetic chain: case report. Objectives: Nerve
sheath tumours are uncommon lesions in adults. Schwannomas originating from the cervical sympathetic chain are a rare
subgroup of nerve sheath tumours. Moreover, the existence of Horner’s Syndrome before surgery is uncommon, with
only five cases reported in the literature. Here we review the presentation, imaging characteristics, and operative
considerations of a patient with a large cervical sympathetic chain schwannoma, presenting with Horner’s Syndrome. A
60-year-old woman with a left upper eyelid ptosis presented to our outpatient department complaining of a painless left-
sided neck mass.

Results: Histopathologic examination of excised mass, which was nearly 9.0 cm x 7.0 cm x 6.0 cm, revealed a benign
schwannoma.

Conclusion: When dealing with cervical masses, schwannoma should be considered in the differential diagnosis,

especially when some neurological symptoms exist.

Introduction

Nerve sheath tumours are uncom-
mon lesions in the adult popula-
tion. Nearly 45% of schwannomas
occur in the head and neck, where
they may originate from any of the
peripheral, cranial, or autonomic
nerves.' The reported sites of ori-
gin of cervical schwannomas are
the tip of tongue, glossopharyn-
geal, vagal, and hypoglossal
nerves, the cervical sympathetic
chain (CSC), the cervical plexus,
and the brachial plexus.?
Schwannomas originating from
the CSC are very rare, and fewer
than 60 cases have been reported
in the literature to date.’*

The presenting signs and symp-
toms in patients with head and
neck schwannomas depend on the
size, location, and nerve of origin.
The majority of cases are sympto-
matic at the time of presentation,
with a neck mass being the most
common sign. The existence of

Horner’s syndrome (HS) as a pre-
senting sign on admission is
uncommon. In our review of the
literature, we encountered only
five cases.*® We report a huge
cervical  sympathetic  chain
schwannoma (CSCS), which pre-
sented with HS. We review the
presentation, imaging characteris-
tics, and operative considerations.

Case report

A 60-year-old woman presented
to our outpatient department com-
plaining of a painless, enlarging,
left-sided neck mass that was first
noticed approximately six years
before presentation. On physical
examination, we found a nonpul-
satile nontender rubbery mass,
nearly 10 cm in diameter, between
the clavicula and the angle of the
mandible. The patient had upper
eyelid ptosis and enophthalmos in
the left eye, and her left pupil was
smaller than the right.

Cervical ultrasonography (US)
revealed an heterogenous echoic
solid and moderately vascular
mass, located posterior to the left
sternocleidomastoid muscle, with
a diameter of 8.8 cm X 5.5 cm X
4.5 cm. A neurogenic tumour or a
paraganglioma was suspected in
the light of these findings. A mag-
netic resonance imaging (MRI)
scan was obtained, which demon-
strated a well circumscribed and
T1 iso-hypointense, T2 hyper-
intense mass located between
thyroid and parotid gland, measur-
ing 8.0cm x5.5cm x5.0cm.
The signal intensity patterns were
not specific for neurogenic tumour
or paraganglioma. We performed
a fine needle aspiration biopsy.
However, we recovered insuffi-
cient material for diagnosis.

Computerized  Tomography
(CT) angiography was performed
to assess the vascular status of the
tumour. We found a well-circum-
scribed mass of 8.0 cm x 6.0 cm
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Figure 1

(A) Axial CT angiography image shows
scattered contrast enhancement in the left
neck mass. The well-defined mass is dis-
placing the ECA (white arrow) and the
ICA (black arrow) anteriorly. (B). Sagittal
reformatted image shows that the mass is
filling the left side of the neck and running
along with the CCA, displacing it anteri-
orly. Carotid wall invasion is not seen.

x 5.5cm. It was displacing the
internal carotid artery (ICA),
external carotid artery (ECA), and
common carotid artery (CCA)
anterolaterally, whereas the inter-
nal jugular vein (IJV) was com-
pressed (Figure 1). The mass did
not invade the vascular vessels. It
was less vascular than a paragan-
glioma, and also less vascular than
the neurogenic tumour that we had
suspected.

Surgical excision was planned,
and the mass was explored in a
transcervical approach. The main
vascular structures and the vagal
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Figure 2

The excised mass was well-circumscribed, oval, and measured
nearly 9.0 cm x 7.0 cm x 6.0 cm.

and accessory nerves were
explored and found not to be
involved with the tumor. The IJV
was reduced in size due to long-
term compression. The CCA and
ECA were gently pulled up
laterally. Then the mass was sepa-
rated by blunt dissection from the
CCA and ECA laterally, the ansa
cervicalis inferolaterally, and the
hypoglossal nerve superiorly. We
noticed CSC fibers emerging in
the vicinity of the upper and lower
pole of the mass. The mass origi-
nated from a very thin nerve
branch of CSC, and the nerve
coursed directly into the lesion.
Although the dissection was
meticulously performed, the mass
could not be separated from the
nerve, and the tumour was excised
with part of the nerve. The excised
mass was well-circumscribed,
oval, and measured nearly 9.0 cm
x7.0cm x 6.0cm (Figure 2).
Final pathologic evaluation was
consistent with a benign schwan-
noma. The patient’s preoperative
HS was not more prominent after
surgery (Figure 3). During the 12-

month follow-up, the patient had
no disease recurrence.

Discussion

Schwannomas, first described by
Verocay, are slow-growing encap-
sulated tumours arising from the
perineural cells located in the
peripheral nerve sheath. They are
commonly benign, but malignant
cases have been reported.’
Cervical schwannomas typically
present between the fourth and
sixth decades of life, as in our
case, but they may occur at any
age."

In general, the presence of
a parapharyngeal tumour is
not associated with neurologic
damage to the sympathetic nerves,
because the structures in the neck
are located in loose fascial com-
partments.” In our review of the
literature, we encountered only six
cases of CSCS with HS before
surgery, including our case.**®
Ozliigedik et al.” reported a 59-
year-old man with the complaint
of a nontender mass on the left
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The patient’s pre-operative (A) and post-operative (B) photographs show that the pre-operative Horner’s syndrome was not more

prominent after surgery.

side of his neck. His left eyelid
drooped, and the left pupil was
miotic. CT, Doppler ultrasonogra-
phy, and carotid angiography
revealed a mass 6.5 cm in diame-
ter. After surgery, the patient’s HS
become more prominent. Politi et
al’ reported a woman with HS in
the preoperative period. They
made the preoperative diagnosis
by CT scan alone, and they did
not take a biopsy. Wax et al.’
presented four patients who were
treated for CSCS. One of them
had pre-operative HS. This patient’s
mass was discovered during inves-
tigation of his HS. Wax et al. made
the diagnosis by CT scan, and
excised the mass using the cervi-
cal approach. Ganesan et al.’ and
Giustolisi et al.® reported CSCS
with HS, and concluded that there
is an uncertainty in diagnosis, and
that the pre-operative HS may
guide the surgeon.

Schwannomas may be of vari-
able size, from millimeters to cen-
timeters, but they rarely reach
enormous proportions, as in our
case, with dimensions of 9.0 cm X
7.0cm x 6.0 cm. We called it a
“giant schwannoma.” To our

knowledge, there is no prior report
of such a large schwannoma
originating from the CSC.

US, CT and MRI are useful
tools for preoperative diagnosis of
cervical schwannomas. Previous
studies have reported that vagal or
CSCS tumours displaced the CCA
and the ICA anteriorly or antero-
laterally, as seen in our case,
because both tumour types
expanded to the posterior of these
blood vessels. This finding is
characteristic for both vagal and
CSCS tumours.” The vagal
schwannoma grows between the
1JV and the CCA or the ICA,
increasing the distance between
the artery and vein. On the other
hand, the CSCSs grow posterior to
the CCA, ICA, and 1JV, and no
separation can be observed
between the IJV and the CCA or
ICA.

Both carotid body tumours
(CBTs) and CSCSs are neuro-
genic tumours that occupy the
parapharyngeal space. It can be
difficult to differentiate a CSCS
from a CBT pre-operatively.
Failure to make a pre-operative
diagnosis is not infrequent.

Correct diagnoses have been
reported in 25-33% of schwanno-
ma and 70% of paraganglioma
cases.* Although pulsation or thrill
is indicative of vascular lesions,
displacement of vascular struc-
tures by a non-vascular mass may
also cause pulsation."” Neverthe-
less, a schwannoma can be hyper-
vasculer."! The treatment for a
SCSC is total excision of the
lesion, while trying to keep the
nerve intact. If it is certain that the
mass is a schwannoma, functional
loss can be minimized by opening
the capsule of the tumour and
keeping the nerve bundles intact."

Conclusion

When dealing with cervical mass-
es, the possibility of a schwanno-
ma should be considered in the
differential diagnosis, especially
when some neurological symp-
toms exist.
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