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Objective: Tolosa-Hunt syndrome (THS) is caused by an idiopathic
inflammatory process in the cavernous sinus, superior orbital fissure, or
orbit. THS is a rare disease. The main clinical symptoms are ophthalmoplegic 
pain, accompanied by ipsilateral headache, paresis of one or more ipsilateral 
III, IV, and or VI cranial nerves, MRI or biopsy abnormalities, and cannot be 
categorized as other diseases. THS resolves adequately with corticosteroids 
within 24-72 hours of therapy.
Methods: Male 53 years old, was admitted for painful right
ophthalmoplegia, constant onset, two weeks, ipsilateral headache,
accompanied by diplopia and right eyelid ptosis. There was no history
j

of fever, trauma, or similar illness. Neurological examination showed
exotropia due to paresis of the right III and IV cranial nerves. Analgesics
can not relieve the pain. Laboratory findings, CT angiography, and brain MRI 
were normal.
Result: There was clinical improvement within 24 hours after initiation of 
methylprednisolone followed by tapering-off oral prednisone.
Conclusion: THS is a diagnosis of exclusion and must be distinguished 
from other causes of painful ophthalmoplegia. Careful follow-up is required 
to diagnose THS. The diagnosis should not depend on MRI alone but should 
be adjusted according to clinical findings and therapeutic response.
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Abstract

Introduction

Tolosa-Hunt syndrome (THS) or ophthalmoplegic
pain syndrome is an idiopathic disease that is
rarely found. The etiology is still uncertain, but the
granulomatous inflammatory process influences
the pathophysiologic mechanism in the cavernous
sinus, superior orbitalis fissure, or orbit.1-3 Based
on the 3rd edition of The International Classification
of Headache Disorders, described as unilateral pain
in the orbital or periorbital region accompanied
by disturbances in one or more third, fourth, and
or sixth cranial nerves.3 Tolosa first proposed this
syndrome in 1954, where patients had unilateral
orbital pain symptoms and ophthalmoplegia.1 In
1961, Hunt et al. suggested that six THS patients
experienced improvement after steroid therapy.5 The
estimated incidence of the disease in the United
States is 1:1,000,000 per year with an average onset
of age 38-41 ± 14-16 years.4

Case Report

A man, 53 years old, came to our emergency 
department with pain at his right eyeball accom-
panied by an ipsilateral headache, experienced two 
weeks before being admitted. The patient felt a very 
uncomfortable sensation at the back of his right eye 
that continued constantly. One week after onset, the 
patient experienced double vision and followed by 
ptosis of the right eyelid. Patients have a history of 
hypertension that has been known for the past year 

but was not treated regularly. There is no history 
of trauma and fever.

Physical examination at first admission, blood 
pressure was 170/110 mmHg and other vital signs 
within normal limits. Neurological examination 
found ptosis of right eyelid and exotropia of right 
eye. The right eye pupil was dilated (6mm), did
not react to light and visual acuity decreased at
the right eye. Funduscopic examination is within
the normal. Other neurological examinations were 
unremarkable.

Laboratory tests which were complete blood, 
erythrocyte sedimentation rate, fasting blood sugar, 
kidney and liver function, electrolytes, coagulation, 
C-reactive protein (CRP), and thyroid function, 
found unremarkable. The electrocardiogram, chest 
x-ray, cerebral and carotid angiography, brain MRI 
and MRA were unremarkable.

Our patient was diagnosed with THS. He was 
given intravenous methylprednisolone (4 mg / Kg 
of BW) for three days. Within 24 hours after 
steroid therapy, orbital and head pain was reduced, 
ophthalmoplegia and ptosis of the right eye 
underwent a slight improvement. After the third 
day of steroid injection, the patient was discharged, 
then continued with oral prednisone 60 mg/day 
for seven days and tapering down 10 mg/week.
One week later, the patient came to our outpatient 
clinic, and we found that painful ophthalmoplegia 
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resu l ted  a better preparationon coronal curvature.5f r e q u e n c y  a s  m u c h  a s  possible.3 In this case, the patient was  detected as having RAS with bruxism which was strongly suspected to be the 
main predisposition involved
of the submandibular duct (>35 mm) 
still very rarely reported in literatures.

Submandibular  s ia lol i th 
typically 

causes increasing obstruction of salivary 
secretion, which leads to swelling, pain and 
infection of the gland, and finally requires 
surgical intervention.

1,3,6,7,9,10,11related to height of the patient and emphasizes 
the need

and headache were absent; right eye ptosis had a 
significant improvement.

Discussion

THS has been described in the third edition of 
the International Headache Society (IHS) (ICHD-3 
beta) as unilateral orbital regional pain associated 
with one or more III, IV, and or VI cranial nerves 
caused by granulomatous inflammation of the 
cavernous sinus, superior orbital fissures or orbit.
There are several changes to the THS criterion in 
ICHD-3 beta table 1 compared with the ICHD-II 
criteria.6

There are accompanying symptoms presented in 
several case reports: disturbance of the fifth, seventh, 
and eighth cranial nerves. The pupillary reflex is 
sometimes affected. THS is an exclusionary diagnosis,
7 so the diagnosis must be carefully concluded to
rule out other causes of ophthalmoplegic pain such 
as tumors, vasculitis, basal meningitis, sarcoidosis,
or diabetes mellitus.3

There are several changes in ICHD-3 compared 
to ICHD-I and ICHD-II. One of them is the 
criteria that say that MRI has a vital role in 
diagnosing THS and getting rid of other diagnoses
such as lymphoma, meningioma, and sarcoidosis.
On the diagnostic criteria B.1 Table 1, evidence of
granulomatous inflammation in the cavernous
sinus and surrounding areas is required through
MRI or biopsy. If the results of the MRI are not
found pathologically, then to prove the presence of
granulomatous inflammation is through biopsy.

Based on the literature, THS lesions are generally 
located in the basal region of the cranium, which is 
difficult to access and close to other vital structures.
Considering the risks and complications of our 
patients for their excellent response to steroids, we 
did not do a biopsy to confirm the diagnosis. THS 
with normal MRI has been reported in several case 
reports.7 Cakirer reported 3 (13%) patients with
normal MRI from 23 patients.8 La Mantia et al.
reviewed THS case reports from 1988-2002, of the
85 patients who met the THS diagnostic criteria,
there were 41 (48.2%) patients having a normal
MRI of a total of 85 patients.9 In 2013, Zhang et al. 
also reported 22 (47.8%) patients with normal MRI 
of a total of 46 patients.6

A review by Colnaghi et al. suggested the MRI 
scan should be set at a thickness of 3mm pieces.10

This cut arrangement is minimal and is usually made 
on a 3T MRI, while a 5mm thickness on MRI is 
1.5T. However, there were no significant differences 
between MRI pieces 1.5 T/5 mm and 3T/3 mm, 
while lower spatial resolution had limitations in 
detecting granulomatous lesions.11

Figure 1     Ophthalmology examination showed 
A. Right palpebral ptosis
B. Exotropia at the primary position of the right eye
C. Dilatation of the right eye pupil.

     

Figure 2     Paresis of Third and Fourth Cranial Nerves of the Right Eye.
     

Figure 3    Improvement 
A. Ptosis of the Right Palpebra
B. The Right Eye Pupils Reacted to the Light.

     

Figure 4     Improvement of third and fourth cranial nerves paresis.
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causes of ophthalmoplegic pain. Diagnosis cannot
depend on MRI alone but can also be adjusted for
clinical symptoms and response to therapy.
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Table 1. Diagnostic criteria of Tolosa Hunt Syndrome
(ICHD-3 beta):
A. Unilateral orbital or periorbital headache fulfilling 

criteria C
B. Both of the following:

1. Granulomatous inflammation of the cavernous 
sinus, superior orbital fissure or orbit, demonstrated 
by MRI or biopsy
2. Paresis of one or more the ipsilateral IIIrd, IVth

and/or VIth cranial nerves.
C. Evidence of causation demonstrated by both of 

the following:
1. Headache is ipsilateral to the granulomatous 
inflammation
2. Headche has preceded paresis of the IIIrd, 
IVth and/or VIth nerves by £2 weeks, or developed
with it

D. Not better accounted fot by another ICHD-3 
diagnosis

Improvements in clinical symptoms of headache 
and ophthalmoplegia within 72 hours after
administration of steroids have been excluded from
the diagnostic criteria, but are still listed
in additional information. It is due to general
policy not to include therapeutic responses in 
diagnostic criteria.6 The ophthalmoplegic pain of our 
patients has drastically reduced in the first 24 hours 
after injection of intravenous methylprednisolone. 
There has also been minimal improvement in cranial 
nerve paresis. It correlates with the literature proposed 
by Zhang et al, who reported that pain complaints 
could be reduced by 60-70% within 72 hours after 
steroid therapy.6

Whereas cranial nerve neuropathy tends to be more 
slowly repaired, usually with steroid therapy within 2 
to 8 weeks.8 The therapeutic response to corticosteroids 
is still very significant characteristics in THS cases, and 
resolution after steroid therapy is needed to confirm 
the final diagnosis of THS.6

Our patient was treated with 4mg/kg of BW of 
intravenous methylprednisolone for three days then 
continued with oral prednisone 60 mg / day for seven 
days and tapering of 10 mg/week.There is no standard 
dose of steroids for THS cases. Hung et. al., in their 
study, said that high-dose glucocorticoid therapy 
(prednisolone >0.5mg/kg of BW/day) had the same 
effect with low doses (prednisolone £0.5 mg/Kg of 
BW/day). In this case, low-dose glucocorticoids are 
recommended as therapy.11

Conclusion

THS is an exclusion disease and must be
distinguished from other causes of ophthalmoplegic
pain. Careful monitoring is needed to rule out other
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