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Ramsay Hunt Syndrome with a Cranial Nerve Polyneuropathy
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Introduction

Ramsay Hunt Syndrome is a cranial nerve (CN) neuropathy
associated with varicella-zoster virus (VZV) reactivation in the
geniculate ganglion of CN VII. This results in a classic triad of
ipsilateral facial palsy, otalgia, and vesicular lesions in the
auditory canal.'

Case Presentation

A 61-year-old male with a history of central nervous system
(CNS) lymphoma, status post autologous stem cell transplant,
oral herpes simplex virus (HSV) infection, and adrenal
insufficiency presented with one week of throat and mouth
pain. Three days prior to admission, he noted pain and
decreased hearing in the left ear. Two days prior to admission,
he developed difficulty walking, lurching and falling to the left.
The day prior to admission he noted dysuria, increasing fatigue,
and dysphagia. Vital signs on admission were notable for fever
and tachycardia. Physical examination revealed 1-2 mm
vesicles and ulcerations on an erythematous base on the left soft
palate (Figure 1A), dysarthria, and moderate left facial droop.
Neurological examination was otherwise unremarkable and
examination of the ears revealed only cerumen. MRI brain was
negative for acute processes or findings suggestive of CNS
lymphoma. Urinalysis revealed pyuria and bacteria. He was
started on broad-spectrum antibiotics for a presumed urinary
tract infection and valacyclovir for presumed HSV re-activation
and possible Bell’s Palsy.

On hospital day 3, the patient developed significantly
diminished hearing on the left, altered taste on the left side of
his tongue, worsening facial droop (Figure 1B), and new
crusted lesions on the left upper lip (Figure 1C). Otalgia and
dysphagia persisted. Audiogram revealed profound hearing
loss on the left. MRI of the intra-auditory canal demonstrated
enhancement of the left CN VII consistent with
inflammation/infection (Figure 2); lymphomatous infiltration
secondary to CNS lymphoma was not excluded. A modified
barium swallow study (MBSS) showed reduced pharyngeal
sensation, laryngeal elevation, tongue base contraction, and
tongue leftward range of motion. These were new compared to
MBSS 5 months prior.

With these findings, Ramsay Hunt Syndrome was considered
and the patient was transitioned to IV acyclovir and started on
daily prednisone 60mg based on established guidelines.””
Lumbar puncture (LP) on hospital day 5 revealed pleocytosis
(112 WBC/cm?, 83% lymphocytes) and VZV PCR testing of

the CSF was positive. CSF review by pathology did not suggest
lymphoma. HSV PCR testing of blood, CSF, and his oral
lesions were negative. While VZV PCR testing of blood and
one of his oral lesions was negative, the clinical picture and CSF
studies were most consistent with VZV reactivation and
Ramsay Hunt Syndrome. The patient was treated with
prednisone for 7 days and IV acyclovir for 10 days. Repeat LP
on hospital day 15 (after 10 days of acyclovir) demonstrated
decreasing pleocytosis and a negative VZV PCR.

Six months after discharge, the patient reported a persistent
hearing deficit. His dysphagia and dysarthria improved, and his
facial palsy largely resolved.

Discussion

Initially described in 1910, Ramsay Hunt Syndrome results
from VZV reactivation in the geniculate nucleus of the facial
nerve.” CN VII palsy is the cardinal symptom, characterized
by weakness of the upper and lower face and inability to close
the eye. CN VII also supplies sensory innervation to the
auditory canal, which underlies the otalgia and auditory canal
vesicular VZV lesions that complete the classic triad. Our
patient exhibited facial nerve palsy and otalgia.

Among the less appreciated signs and symptoms of Ramsay
Hunt Syndrome are complications of the other sensory fibers of
CN VII. These include somatic sensory to the posterior
ear/mastoid process, special sensory innervation to the anterior
two-thirds of the tongue via the chorda tympani, and vestigial
somatic sensory innervation of the soft palate.” Involvement of
these fibers can cause deficiencies in taste, as well as vesicular
lesions behind the ear, on the tongue, and on the soft palate. In
our case, vestigial somatic sensory fibers appear to have been
involved, resulting in herpetic lesions on the soft palate.

Ramsay Hunt Syndrome sometimes presents as a cranial nerve
polyneuropathy. CN VIII is the second most commonly
affected cranial nerve, likely due to inflammation spreading
from the adjacent CN VII. Complaints include hearing loss (as
in this patient), as well as nausea, vomiting, and vertigo. Other
affected nerves include CN IX-XII (consistent with this
patient’s dysphagia, dysarthria, and tongue weakness). At least
two mechanisms may underlie the involvement of these cranial
nerves in Ramsay Hunt Syndrome associated polyneuropathy:
(a) spreading of inflammation to contiguous ganglia;' and (b)



ischemic neuropathy due to VZV infection of the endothelia of
common small blood vessels.°®

Finally, our patient exhibited some atypical symptoms: perioral
lesions in a V2 distribution, poor balance (cerebellum), and
confusion. Considering he was hypogamma-globulinemic
during admission, we speculate that hematogenous and/or CSF
spread may account for these symptoms, as CSF was positive
for VZV.

Herpes zoster is a dangerous complication of Stem Cell
Transplantation. Prior to acyclovir prophylaxis and treatment,
up to half of transplant patients would suffer outbreaks within
6 months with significant associated mortality.” Today,
transplant patients routinely receive early acyclovir prophylaxis
and allogenic stem cell transplant recipients receive it for up to
a year following transplant.® Our patient received prophylaxis
for only 3 weeks following transplant. The zoster vaccine is a
live-attenuated vaccine and is therefore contraindicated in
immunosuppressed patients. A recombinant vaccine has
recently been shown effective in older adults’ and, as our
patient highlights, this may be an important advance.

Figure 1: Signs of Ramsay Hunt Syndrome. (A). Soft palate
ulcerations (white arrowheads) on hospital day 2, which had
evolved from vesicular lesions on presentation. (B). Left cranial
nerve VII palsy as evidenced by upper and lower facial droop.
(C). Ulcerations and crusting on the upper lip noted on hospital
day 3.

Figure 2: MR intra-auditory canals. On T2 imaging, increased
enhancement (indicated by red arrowheads) was noted in the
left CN VII (A), as well as the left geniculate ganglion (B).
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