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ABSTRACT

Background

Tolosa—Hunt (THS)  related

symptoms are described in

syndrome neurological

literature as “unilateral”,

”n o« ”oou ” o«

“recurrent”, “episodic”, “intense”, “severe”, “lancinating” or
“stabbing” pain on the upper face and forehead and may be
misdiagnosed due to the similarity of few symptoms and a
significant number of common characteristics between both

conditions.

Aims
The aim of this brief report is to indicate some important

clinical insights related to Tolosa Hunt syndrome, and to
give a frank account on the multidisciplinary approach on
maxillofacial

neurological-related symptomatology in

region.

Methods

We analysed a selection of patients with such clinical
picture. To better describe the proper management of
clinical cases, we report a 50-year-old female reporting an
history of two years of recurrent, severe stabbing pain
around the right eye, prominence of her cheek and
forehead. Her general dentist first mistakenly diagnosed
toothache and, thus, it was subsequently misdiagnosed the
trigeminal neuropathy (TN).

Results

Reported exemplificative case presented a mild ptosis,
diplopia of the right eye, corneal reflex loss, paresthesia and
hyperesthesia of upper part of left side of face. Magnetic
resonance imaging (MRI) findings were suggestive of THS.
Complete resolution of symptoms was achieved with oral
Prednisolone and constant monitoring of symptom:s.

Conclusion

THS may be added to the long list of differential diagnosis of
TN and general dentist and oral surgeons should be
informed about such rare causes of facial pain through
continued medical education programs.
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Implications for Practice:

1. What is known about this subject?
(THS)
symptoms are uncommon and they can be misunderstood

Tolosa—Hunt  syndrome related neurological

and confused with Trigeminal neuralgia (TN).

2. What new information is offered in this report?

In this brief report we indicate some important clinical
insights related to Tolosa Hunt syndrome, and we also give
a frank account on the multidisciplinary approach on
maxillofacial

neurological-related symptomatology in

region.

3. What are the implications for research, policy, or
practice?

THS may be added to the long list of differential diagnosis of
TN to avoid wrong diagnosis and treatments.

Background

Trigeminal neuralgia (TN) is a recurrent, sharp, superficial,
sudden, severe, stabbing, pain in the distribution of one or
more branches of the fifth cranial nerve more commonly
affecting the maxillary and mandibular branches but rarely
involving the ophthalmic division of the trigeminal nerve.”?
TN pain severity is often correlated with reduced measures
of daily functioning, well-being, sleep, mood and overall
health status, thereby making profound impact on quality of
life (QOL) by preventing the patient from speaking, eating,
drinking, touching or washing of the face and brushing
teeth.>*

Despite the clarity of painful symptoms of TN, as defined by
International Association of Study of Pain (IASP) and the
International Classification of Headache Disorders (ICHD),
there are significantly common characteristics between TN
and other painful conditions of the maxillofacial region.” As
the pain of TN seems to be arising from jaws, dental or oral
structures, most patients initially seek a general dentist for
management.6 It has been reported that majority of
patients presenting at tertiary care centers for treatment of
various facial pain had previously been misdiagnosed and
had undergone irreversible  dental treatment.”®
Paradoxically, most general dentists know very little about
the other causes of facial pain and often tend to
overdiagnose TN as it is often the only diagnosis apart from

dental causes which they are familiar with.>®

TN pain has a long list of differential diagnoses as a number
of pathological conditions affecting the sinuses, teeth,
temporo-mandibular joints, eyes, nose, and the neck may

present with similar symptoms namely Cluster headache,
SNUCT syndrome (Short lasting, unilateral, neuralgiform
headache with conjunctival injection and tearing), Chronic
paroxysmal hemicranias, Cracked tooth syndrome, Jabs and
jolts syndrome, Post-herpetic neuralgia, Gaint cell arteritis.™
Tolosa—Hunt syndrome (THS) an extremely rare disorder
characterized by recurrent paroxysms of severe and
unilateral periorbital or hemicraneal pain in the distribution
of the ophthalmic and maxillary division of the trigeminal
nerve associated with ophthalmoplegia, ipsilateral ocular
motor

nerve palsies, oculosympathetic paralysis, and

sensory loss in the first division of the 5" cranial nerve.™*
THS may be misdiagnosed as TN due to the similarity of few
number of common

symptoms and a significant

characteristics between both conditions."

We report a case of THS as an addition to the long list of
differential diagnosis of TN among patients presenting at
oral medicine department of Khyber college of Dentistry
Peshawar.

Case details

A 50-year-old female lady presented to our department in
October 2014 with two years history of recurrent, severe
stabbing pain around the right eye, prominence of her
cheek and forehead. She consulted her general dentist for
management when her symptoms initially developed two
years ago, mistaking it for toothache. The general dentist
performed a few dental procedures in the upper jaw to
relieve her pain but without any success. Suspecting TN as a
cause the patient was put on carbamezapine 200mg but
that too did not provide any relief in symptoms. The patient
was subsequently referred to an oral surgeon. Based on the
history of her symptoms, the patient was labeled as having
typical TN and was offered neurectomy and alcohol
injection as treatment options since the pain was not
responding to anticonvulsants. She declined to undergo
these treatment options offered by the oral surgeon and
continued live a life of pain and suffering while taking any
and every over the counter analgesics to relieve her pain.
Meanwhile there was a spontaneous remission in her
symptoms and she remained pain free for more than six
months. The patient presented to us after being referred by
the oral surgeon for experiencing recurrence of her painful
symptoms for a few months.

On clinical examination she had mild ptosis and diplopia of
the right eye. The patient had a corneal reflex loss, and also
paresthesia and hyperesthesia of upper part of left side of
face which was significant of involvement of ophthalmic
branch of trigeminal nerve. Ophthalmologist opinion was
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taken to rule out any other cause of headache. Funduscopy
examination was within normal range.

A Multiplanar MRI imaging through brain acquiring T1 and
T2 weighted images with and without contrast was done,
that revealed 1x1.2x1cm homogeneously enhancing extra
axial lesion involving the right orbital apex with extensions
into right cavernous sinus suggestive of Tolosa Hunt
Syndrome (Figure 1).

The patient was treated with oral Prednisolone (Deltacortril
5mg tablets) and showed significant relief of symptoms
within 48-72 hours. Complete resolution of her ptosis as
well as the oculomotor nerve palsy was achieved within one
week. Patient was followed-up for six months and showed
no recurrence of symptoms till her last evaluation visit.

Discussion

THS is an extremely rare condition with an estimated annual
incidence of one case per million per year.14 Originally
reported by E Tolosa in 1954 in a (a 47-year-old man with
self-limited left orbital pain. The pain recurred after several
months and became associated with ptosis and
subsequently total ophthalmoplegia.15 Later, on in 1961 W.
E Hunt reported six similar cases and they concluded that
the process was an inflammatory reaction limited to the
cavernous sinus and that corticosteroid therapy was
beneficial."® Five years later in 1966, the condition was
finally termed as “Tolosa-Hunt syndrome” by Smith and
Taxdal as they described five more cases and stressed the
importance of steroid administration as a diagnostic

17,18
test.

According to Modified Revised IHS headache classification
of 2004, THS is now described as “An episodic orbital pain
associated with paralysis of one or more of the third, fourth
which

spontaneously but tends to relapse and remit” with the

and/or sixth cranial nerves usually resolves

following diagnostic criteria:™®

A. One or more episodes of unilateral orbital pain persisting
for weeks if untreated.

B. Paresis of one or more of the third, fourth and/or sixth
cranial nerves and/or demonstration of granulomas by MRI
or biopsy.

C. Paresis coincides with the onset of pain or follows it
within two weeks.

D. Pain and paresis resolve within 72h when treated
adequately with corticosteroids.

E. Other causes have been excluded by appropriate
investigations.

Carotid-cavernous fistulae, pituitary adenomas,

vasculopathic cranial neuropathy, aspergillus invasion,

Wegener's granulomatosis, sarcoidosis, lymphoma and
ophthalmoplegic migraine may be included in the extended
list of differential diagnosis of any steroid responsive painful

16-18

ophthalmoplegia. It is important to mention that

meningiomas do not resolve with steroid therapy,
sarcoidosis and lymphoma often have systemic symptoms
whereas vascular abnormalities such as arteritides, carotid-
ophthalmoplegic migraines and

cavernous fistulae,

aneurysms are not associated with masses in the cavernous

. . 15.20
sinus or orbital apex.

In 2006 Shim KW, Moon JC et al reported the first case of
THS misdiagnosed as TN and Atypical facial pain. They
emphasized that THS may be misdiagnosed as TN and
atypical facial pain due to the similarity of few symptoms
and a significant number of common characteristics
between both conditions.” To the best of our knowledge
ours was probably the second case of THS misdiagnosed as
TN due to similarity of presentation.

Despite the fact that THS and TN is usually described in

VT

literature as “unilatera episodic”, “intense”,

|II “ »n o u
’

recurrent”,
“severe”, “lancinating” or “stabbing” pain on the upper face
and forehead yet neither are mentioned in the long lists of

differential diagnosis of either conditions.>***®

should be directed toward the

immunomodulatory activity of mesenchymal stem cells

Future therapies
(MSCs).19 Inflammation must be excluded from the potential
causes of the described symptomatology, in fact, oxidative

20-23 . . 24,25
stress, tumor-related inflammation,

and syndromic
conditions affecting oral and perioral tissues®® are an
important cause of secondary TN. New treatments will be
directed on local drug delivery functionalized scaffolds and

. . . . 27-30
active principles delivered on site.

Conclusion

Lack of knowledge may lead to delayed or erroneous
diagnosis and unsuitable or unnecessary treatment
interventions as most general dentists know very little
about the other causes of facial pain. It is recommended
that THS may be added to the long list of differential
diagnosis of TN and general dentist and oral surgeons
should be informed about such rare causes of facial pain

through continued medical education programs.
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Figure 1: A Multiplaner MRI imaging with contrast through
brain acquiring T1 and T2 weighted images that revealed 1
x 1.2 x1 cm homogeneously enhancing extra axial lesion
involving the right orbital apex with extensions into right

cavernous sinus suggestive of Tolosa Hunt Syndrome
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