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Clinical investigation of Ramsay—Hunt syndrome with
glossopharyngeal and vagal nerve involvement

Nobuko Shiraiwa, Akira Tamaoka, Norio Ohkoshi

ABSTRACT

Introduction: Ramsay—Hunt syndrome is a peripheral
facial nerve palsy accompanied by an erythematous
vesicular rash in the ear (zoster oticus). Although
involvement of the facial and vestibulocochlear nerves
is typical in Ramsay—Hunt syndrome, multiple cranial
neuropathies are rare, and are often associated with
poorer prognosis and systemic complications. Here, we
evaluated the clinical course of a rare case of Ramsay—
Hunt syndrome associated with glossopharyngeal and
vagal nerve disorders.

Case Report: A 75-year-old man presented with
right facial paralysis, hoarseness, and dysphagia,
leading to the diagnosis of Ramsay—Hunt syndrome
with glossopharyngeal and vagal nerve disorders. The
time between onset and initiation of antiviral drug
administration was six days. Five years earlier, the patient
had developed deafness on the same side along with
dizziness. Facial paralysis and dysphagia improved nine
months after onset; however, deafness, dizziness, and
hoarseness persisted. The possibility of vestibulocochlear
nerve palsy due to Zoster sine herpete was therefore
considered.

Conclusion: Ramsay—Hunt syndrome with multiple
cranial neuropathies is rare and is usually associated
with a poorer prognosis. In this case, facial paralysis
and dysphagia improved nine months after onset;

Nobuko Shiraiwa', Akira Tamaoka?, Norio Ohkoshi®

Affiliations: 'Professor, Department of Health, Faculty of
Health Sciences, Tsukuba University of Technology, Tsukuba,
Ibaraki, Japan; ?Professor, Department of Neurology, Fac-
ulty of Medicine, University of Tsukuba, Tsukuba, Japan;
3Professor, Department of Radiological Technology, Tsukuba
International University, Ibaraki, Japan.

Corresponding Author: Nobuko Shiraiwa, 4-12-7 Kasuga,
Tsukuba, Ibaraki 305-8521, Japan; Email: nshiraiwa@k.
tsukuba-tech.ac.jp

Received: 22 January 2024
Accepted: 10 April 2024
Published: 16 May 2024

however, deafness, dizziness, and hoarseness persisted.
Therefore, attention must be paid to unilateral cranial
nerve disorders, including Zoster sine herpete, during the
assessment process.
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INTRODUCTION

Ramsay—Hunt syndrome (RHS) is a peripheral facial
nerve palsy accompanied by an erythematous vesicular
rash in the ear (zoster oticus). This condition is caused
by reactivation of the varicella-zoster virus (VZV) in
the geniculate ganglion of the facial nerve [1]. Although
involvement of the facial and vestibulocochlear nerves is
typical in RHS, multiple cranial neuropathies are rare, and
are often associated with a poorer prognosis and systemic
complications [2—7]. We evaluated the clinical course of
a rare case of RHS associated with glossopharyngeal and
vagal nerve disorders.

CASE REPORT

A 75-year-old man with treated hypertension
presented with a sore throat and pain in the right ear.
When he consulted a doctor the next day, where a cold
was suggested (Figure 1). Three days later, the patient
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visited the hospital again and blisters were detected on
the right pinna; he was diagnosed with otitis externa. He
visited another hospital the next day owing to the spread
of the rash to the right side of his face and swelling of the
right auricle and was diagnosed with herpes zoster (HZ)
six days after symptom onset. Alongside a rash featuring
blisters that extended from the second branch of the right
trigeminal nerve to the C2 region and ear canal, there were
paralysis of the right peripheral facial nerve, hoarseness,
and dysphagia. Pustules in the right ear tested positive for
the VZV antigen. Serum analysis by complement fixation
test for VZV antibody was positive (<x4 [-]). Therefore,
anti-viral treatment with valaciclovir 3000 mg/day was
initiated. The next day, the patient was admitted to
the hospital and administered 750 mg of intravenous
acyclovir every 8 h for 10 days.

Subsequently, one month later, the patient visited the
Neurology Department of our clinic. Physical examination
revealed crusting of the subcutaneous rash on the right
pinna and back of the head, pain in the pinna, and
paralysis of the right peripheral facial nerve (Yanagihara
method paralysis score, 12 points). In addition, deafness
on the same side, dizziness, hoarseness, and dysphagia
(swallowing solid food was difficult) were observed.
Furthermore, the patient had experienced deafness of
the right side and dizziness for five years and had been
diagnosed with sudden right sensorineural hearing loss
at 70 years of age. At that time, he showed no rash on his
ear or mouth, and was prescribed steroids; however, his
hearing did not improve.

This was determined to be a relatively rare case
of RHS combined with hoarseness and dysphagia
due to glossopharyngeal and vagal nerve paresis.
Pregabalin treatment was initiated for auricular pain,
and rehabilitation was initiated for facial paralysis.
Hoarseness and dysphagia were managed by the
Department of Otolaryngology.

Auricular pain improved 2.5 months later, and
pregabalin treatment was discontinued. Approximately
nine months after the onset, the patient recovered from
facial paralysis and dysphagia almost completely. No
pathological synkinesis, facial convulsions, crocodile
tears, or stiffness were observed. The facial paralysis score
was 40; nevertheless, deafness, dizziness, and hoarseness
persisted.

Acyclovir  2250.maidaylis
Pregabalin 150 mg/day

Rash
Pain in the right ear
Hunt syndrome
Dysphagia
Hoarseness
onset  6days 1 month 2.5 months 9 months

after onset afteronset after onset after onset

Figure 1: Patient’s clinical course.
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DISCUSSION

Lower cranial nerve palsies have been found to be
less frequent in patients with RHS caused by VZV [8,
9]. Tsau et al. [8] summarized the characteristics of 330
patients with HZ infection and cranial nerve involvement
and reported that 0.9% of patients had glossopharyngeal
and vagus nerve involvement, in addition to facial
palsy and vestibulocochlear nerve disorders. Gunbey
et al. [9] described a patient with rare polyneuropathy
of VZV infection, confirmed radiologically through
magnetic resonance imaging (MRI), which revealed the
involvement of cranial nerves VII, IX, and X.

Our patient was identified as having a relatively rare
case of RHS combined with hoarseness and dysphagia
due to a lower cranial nerve disorder. Varicella-zoster
virus infection should be considered, even in patients
with unilateral palsy of the lower cranial nerves associated
with laryngeal paralysis.

Zoster sine herpete (ZSH) is a term used to describe
typical dermatomal pain due to VZV in the absence of
a characteristic rash [10, 11]. Our patient experienced
deafness on the same side and dizziness for five years
and had no ear or mouth rash during that time. Hence,
we considered the possibility that our patient had
vestibulocochlear nerve palsy due to ZSH.

Mondelli et al. [12] reported that oral treatment with
aciclovir reduced peripheral sensory axonopathy due to
ganglion damage and the risk of spreading to the anterior
roots and spinal motor neurons. Regular antiviral
therapy within 72 h of skin rash appearance is believed to
be able to substantially reduce pain over time, as well as
minimize the risk of other related complications [13, 14].
On this basis, our patient was not administered antiviral
drugs within 72 h of onset. In the early stages of RHS,
the typical shingles rash often occurs in areas that are
difficult to notice, such as the ear canal. This patient could
have had the rash in his ear canal on day he presented
with pain in the right ear. Therefore, it is important
not to overlook the rash to avoid delays in diagnosis of
RHS. Approximately nine months after onset, his right
facial palsy and dysphagia improved almost completely;
however, deafness, dizziness, and hoarseness persisted.

CONCLUSION

Ramsay—Hunt syndrome with multiple cranial
neuropathies is rare and is usually associated with a
poorer prognosis. In the case reported herein, facial
paralysis and dysphagia improved nine months after
onset; however, deafness, dizziness, and hoarseness
persisted. Our findings emphasize the importance of
vigilance for unilateral cranial nerve disorders, including
ZSH, during the assessment process.
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