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ABSTRACT 
 

 

Tolosa Hunt syndrome (THS) is a rare neurological 

syndrome, manifesting as a unilateral headache with painful 

ophthalmoplegia. THS main symptoms are thought to be 

derived from the granulomatous inflammation of the 

cavernous sinus, superior orbital fissure or orbits. Although 

the facial nerve does not originate from the cavernous, few 

case reports have observed the involvement of facial nerve, 

proposing the idea of a diffuse systemic inflammation. We 

here describe a case of a typical THS in the form of initial 

presentation, imaging and response to treatment but has 

atypical features, in the form of extracavernous cranial 

nerve involvement. 
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Implications for Practice:  

1. What is known about this subject?  

Tolosa Hunt syndrome is a rare disorder usually limited to 

the cranial nerves in the cavernous sinus and orbital fissure. 

 

2. What new information is offered in this case study? 

The Facial nerve involvement reported in our case is atypical 

and indicates a more systemic inflammation. Reporting such 

cases is necessary for understating the pathology.  

 

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

practice?  

Reporting atypical cases of THS with extracavernous 

involvement help in expanding our understanding and 

change the diagnostic criteria. 

 

Background 

Tolosa Hunt syndrome (THS) is a rare disorder with an 

incidence of one per million.
1
 The underlying cause is 

assumed to be idiopathic inflammation of the cavernous 

sinus or orbital apex.
2
 This inflammation causes painful 

cranial nerve palsy involving all or some of the following 

nerves: the third, fourth or sixth cranial nerves, V1 and/or 

V2 divisions of the fifth cranial nerve.
3
 Here we describe a 

case of THS that has atypical clinical presentation, in the 

form of extracavernous cranial nerve involvement. 

 

Case details 
A 26-year-old female patient presented with a one-month 

history of severe right-sided throbbing headache and 

double vision that was getting gradually worse. At 

emergency room assessment, Blood Pressure was 149/90. 

Cranial nerve examination showed normal vision acuity 

20/20, bilateral equal and reactive pupil to light, normal 

fundus exam and visual field. There was complete ptosis of 

the right eye, and ophthalmoplegia of the third, fourth and 

sixth cranial nerves. With decreased facial sensation on V1, 

V2 trigeminal nerve branches on the right side. The rest of 

the neurological exam was normal. The patient was 

suspected to have cavernous sinus pathology. Urgent 

Magnetic resonance imaging (MRI) and magnetic resonance 

venography of the brain and orbits were obtained. MRI 

showed asymmetric fullness and intense post-contrast 

enhancement of the right cavernous sinus, extending 

through the superior orbital fissure to the orbital apex with 
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no evidence of venous thrombosis (Figure 1). These findings 

were suggestive of Tolosa Hunt syndrome. The 

cerebrospinal fluid study showed normal protein 0.39g/L, 

normal glucose 4mmol/L and WBC 6 per cubic millimetre, 

negative gram stain, and cultures. ANA, thyroid function 

test, vitamin B12 and ESR were normal. She was started on 

high dose pulse steroid therapy 1000mg for three days 

followed by oral prednisolone 60mg per day with slow 

tapering. Her headache improved significantly within three 

days of starting steroid treatment. On follow up assessment 

three weeks later she had complete resolution of the 

headache and ophthalmoplegia. She was kept on slowly 

tarping doses of oral prednisolone. Two months later after 

reaching a dose of 15mg she experienced a new headache 

with a left Lower motor neurone facial palsy. She was 

treated with acyclovir and high dose oral prednisolone 

tapered over two weeks. Headache improved but she still 

has a mild residual left facial weakness. Repeated MRI brain 

(Figure 2) was normal with complete resolution of previous 

cavernous sinuous abnormality.  

 

Discussion 
Tolosa Hunt syndrome (THS) is an idiopathic inflammation 

of the cavernous sinus or orbital apex, which results in 

painful ophthalmoplegia and facial pain secondary to 

trigeminal nerve involvement.
2,4

 The most important step in 

the diagnosis is to exclude the more serious pathologies 

such as cavernous venous thrombosis, infections or 

compressive tumour. The Headache classification 

committee of the International Headache Society diagnostic 

criteria -Third edition ICHD-3 suggest the following 

diagnostic criteria for Tolosa-Hunt syndrome:
5
 

A. Unilateral orbital or periorbital headache fulfilling the 

following criteria: 

1. headache on the same side of the granulomatous 

inflammation. 

2. headache has preceded the onset of cranial nerve 

palsy by 2 weeks or less than 2 weeks or developed 

with it. 

B. Both of the following: 

1. granulomatous inflammation of the cavernous sinus, 

superior orbital fissure or orbits, demonstrated by 

MRI or biopsy. 

2. paresis of one or more of the ipsilateral third, fourth 

and/or fifth cranial nerves. 

C. Not better accounted for by another ICHD-3 diagnosis. 

Rapid resolution of the pain within two to three days from 

starting the steroid therapy is a characteristic feature that 

can help to confirm the diagnosis
3,6

 although other causes 

can respond to steroid initially, The improvement of cranial 

nerve palsy and radiological changes can take a longer 

time.
1,3

 Few case reports described the rare association of 

extracavernous cranial nerve involvement in THS suggesting 

a more diffuse systemic inflammation.
7–11

 A case series of 

14 cases of THS mentioned the involvement of facial nerve 

in four cases. Three cases developed facial nerve palsy after 

recovery from THS and one case had facial nerve palsy 

before the onset of THS; of these cases, two had 

involvement of facial nerve in the contralateral side of 

THS.
11

 Recurrent facial nerve palsy proceeding the onset of 

THS has been reported in one case.
8
 We describe a typical 

case of THS based on the clinical presentation, MRI finding 

and improvement with steroid treatment. However, the 

facial nerve palsy shortly following this clinical event is 

atypical and can be explained by two hypotheses: First, it 

can be an incidental idiopathic facial nerve palsy unrelated 

to the THS. Second, it could suggest that THS is a part of an 

idiopathic inflammation of the cranial nerve inflammation 

not limited to the cavernous sinus. Even though our 

hypotheses could be true or not, reporting such atypical 

cases of THS could help in expanding our knowledge and the 

understanding of this idiopathic cranial nerve inflammation 

or finding an underlying cause. We stress on the fact that 

THS remains a diagnosis of exclusion. Many inflammatory 

and neoplastic conditions can have a similar presentation 

and response to steroid. Therefore, an extensive workup 

should be done to exclude other cause before making the 

diagnosis. 

 

Conclusion 
THS is a rare disorder that is not fully understood. Reporting 

atypical cases of THS could further expand our 

understanding and adds to the literature. 
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Figure 1: (A) axial and (B) coronal section of T1 MRI with 

contrast showing asymmetric fullness and intense 

enhancement of the right cavernous sinus, extending 

through the superior orbital fissure to the orbital apex 

 

  

 

Figure 2: (A) axial T1 with contrast and axial T2 MRI brain 

showed resolution of the asymmetric thickening and 

enhancement involving the right cavernous sinus and 

superior orbital fissure 

 

 
 

 

 

 
 


