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ABSTRACT

Tolosa hunt Syndrome is known for its rarity. Patients complain of relapsing and
remitting sharp retro orbital pain caused by non-granulomatous inflammation in the
cavernous sinus. This 68 year old female patient presented with sharp retro orbital pain
and frontal headache unresponsive to analgesics with mild ptosis and progressed to
ipsilateral visual loss the following week. A known diabetic and hypertensive, she
responded dramatically to oral corticosteroid therapy. Contrast MRI showed a
homogenously enhancing mass in the left cavernous sinus which was isointense to gray
matter on T2- weighted images. Brain MRI showed granulomatous inflammation in left
cavernous sinus and thickening of the adjacent dura mater of the cranial base,
suggesting the possibility of a coexisting focal hypertrophic cranial pachymeningitis
Steroid therapy with strict control of blood sugar is recommended in patients with THS
complicated by diabetes. MRI is a valuable tool for serially monitoring the response of
lesions to treatment in THS.
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INTRODUCTION

Synonyms: superior orbital fissure syndrome,
cavernous sinus syndrome, cavernous sinus
granulomatosis and Tolosa-Hunt
ophthalmoplegia. The Tolosa-Hunt syndrome is
a rare syndrome with an annual incidence of
approximately one case per million per year !
This syndrome causes painful ophthalmoplegia
with sharp retro orbital pain and is caused by an
idiopathic granulomatous inflammation of the
cavernous sinus. This syndrome was first
described in 1954, and its dramatic response to
glucocorticoid treatment was recognized a few
years later*®. Though considered a benign
condition, permanent neurologic deficits may
follow, and relapses are common. It is important
to exclude all the malignant differentials before
concluding Tolosa Hunt syndrome.

CASE REPORT

68 year old female presented with complaints of
left orbital and retro orbital pain lasting for more
than 6 weeks with associated giddiness, and
hearing difficulty on both sides. Known type Il
diabetic and hypertensive on medication, she
had undergone cataract correction 3 vyears
back. Eye movements were intact with mild
ptosis on the left. Fundoscopy with dilation
showed features of diabetic neuropathy. Plain
followed by contrast enhanced CT revealed an
enhancing lesion filling the left cavernous sinus
extending posteriorly along the left tentorium
cerebelli towards the orbital apex. An incidental
empty sella was identified. This was compared
with the MRI findings which revealed an extra
axial lesion appearing hypointense on T2
weighted images, in the left cavernous sinus
extending posteriorly along the medial aspect of
the left temporal lobe and left tentorium cerebelli
and anteriorly towards the orbital apex. This
lesion appears iso intense to muscle on T;
weighted images. An attempted trans
sphenoidal biopsy specimen revealed
lymphocytic and plasma cell infiltration with few
giant cell granulomas, and fibroblastic
proliferation which helped in coming to a
diagnosis of an idiopathic granulomatous
inflammation in the left cavernous sinus. The

patient was treated with oral corticosteroids
which gave almost complete relief of the partial
ptosis and the sharp pain dramatically
disappeared within a week after
commencement of the treatment.

DISCUSSION

In 1961, this syndrome was initially described
byE Tolosain 1954° and then by
W. E Hunt et.al® Incidence is found to be equally
distributed among males and females. The age
distribution is fairly uniform except for being rare
before age 20 years old.

PATHOGENESIS

The Tolosa-Hunt syndrome is caused by an
idiopathic inflammatory process. It is associated
with signs of inflammation behind the eyes
(cavernous sinus and superior orbital fissure).
Histopathology of the biopsied specimen shows
a nonspecific inflammation of the wall of the
cavernous sinus, with a lymphocytic and plasma
cell infiltration, giant cell granulomas, and
fibroblasts proliferation?®. The inflammation
causes pressure effect with secondary
dysfunction of the structures within the
cavernous sinus, including cranial nerves lll, 1V,
and VI, as well as the superior divisions of
cranial nerve V. Cases of Tolosa-Hunt syndrome
have been reported in patients with other
inflammatory disorders, such as systemic lupus
erythematosus, but this may simply represent
an association of the two autoimmune
conditions’. The Headache Classification
Subcommittee of the International Headache
Society describes the course and features of
Tolosa-Hunt syndrome as "episodic orbital pain
associated with paralysis of one or more of the
third, fourth, and/or sixth cranial nerves which
usually resolves spontaneously but tends to
relapse and remit" °

SIGNS AND SYMPTOMS
Symptoms are mostly unilateral and the patient
complains of a sharp and intense pain behind
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the eye not relieved with the common over-the-
counter analgesics. The pain may be described
as intense, severe, stabbing, boring or
lancinating type of pain. Compression of the
surrounding structures may cause other
symptoms, namely, double vision, fever, chronic
fatigue, vertigo or arthralgia. Occasionally the
patient may present with a feeling of protrusion
of one or both eyeballs (exophthalmos).>* Motor
nerve dysfunction may manifest as diplopia,
ptosis and pupillary dysfunction. Paralysis of
various facial nerves and drooping of the upper
eyelid (ptosis) is also an accompanying feature.
Though THS is usually diagnosed by exclusion,
the other tests include a variety of laboratory
tests which help to rule out other causes of the
patient's symptoms.’ These tests include
a complete blood count, thyroid function tests
and serum protein  electrophoresis.® Studies
of cerebrospinal fluid may also be beneficial in
distinguishing between THS and conditions with
similar signs and symptoms.®

IMAGING

Imaging includes non-enhanced and enhanced
computed tomography though conventional CT
was found to be inconclusive, along with MRI.
CT

May show asymmetrical enlargement in the
region of the cavernous sinus on the affected

side with or without contrast enhancement.
Internal carotid artery narrowing, extension
towards the superior orbital fissure and orbital
apex comprise the secondary criteria.

MRI
Evidence of inflammatory changes may be seen
in the region of the anterior cavernous sinus,
superior orbital fissure with or without
involvement of the orbital apex. Signal
characteristics are generally non-specific but
may include:
- T1 :involved region is iso intense 2 to hyper
intense 8 compared with muscle
- T2 :involved region is hyper intense
- C+ (Gd) : may show homogenous
enhancement during active phase with a
resolution of enhancement following
treatment with corticosteroids®'°
In 1961, Hunt et al outlined six clinical criteria
characterizing the syndrome: (1) steady,
gnawing, retro orbital pain; (2) defects in the
third, fourth, sixth, or the first branch of the fifth
cranial nerve, with less common involvement of
the optic nerve or sympathetic fibers around the
cavernous carotid artery; (3) symptoms lasting
days to weeks; (4) occasional spontaneous
remission; (5) recurrent attacks; and (6) prompt
response to steroid therapy.

Figure 1
An axial section of CECT showing a homogenously enhancing filling the left cavernous sinus and
extending posteriorly along medial aspect of left temporal lobe & the left tentorium cerebelli and

anteriorly extending towards the left orbital apex
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Figure 2
Axial sections of T, weighted MRI shows extra axial hypointense lesion in the left
cavernous sinus extending posteriorly along the medial aspect of the left
temporal lobe and left tentorium cerebelli.
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Figure 3
Same lesion as in figure 2 appears iso intense to muscle on T1 weighted images.

Figure 4
3D IAC images showing a focal lesion filling the left cavernous sinus extending posteriorly
along the left tentorium cerebelli towards the supra orbital fissure.
No significant IAC occlusion identified in this case.
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Figure 5
Axial FLAIR section shows a hypointense lesion in the left cavernous
sinus with no associated edematous changes.

CONCLUSION

This rare case of Tolosa Hunt Syndrome
showed dramatic relief with oral corticosteroids
and was followed up with biopsy and repeat
MRI of the brain which showed almost complete
reversal of the findings in the left cavernous
sinus. The symptoms were relieved starting
from the third day after initiating the
corticosteroid therapy and the patient showed
dramatic improvement with no relapse in the
following 12 months. Numerous reports have
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