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ABSTRACT: A 39 years old woman presented with painful loss of vision in left eye for 3 days. Patient 

had similar complaints in left eye 3 months back. On examination, her visual acuity was perception of 

light with accurate projection of rays with RAPD. Severe ptosis was present in left eye. The patient 

had restricted extra ocular movement in all gazes and numbness in periorbital region. Right eye 

examination was unremarkable. The case was diagnosed as multiple cranial nerve palsy and MRI 

contrast revealed abscess in the left orbital apex region involving, left cavernous sinus, extra axial left 

temporal lobe, extending into superior orbital fissure and associated patchy meningeal involvement. 

Tolosa–Hunt syndrome (THS) is a rare disorder characterized by severe unilateral headaches with 

multiple cranial nerve palsies, usually involving the third, fourth, fifth, and sixth cranial nerves and 

periorbital pain, along with weakness and paralysis of extra ocular muscles.[1] The exact cause of THS 

is not known, but the disorder is associated with inflammation of cavernous sinus and superior 

orbital fissure. 
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INTRODUCTION: Treatment of THS is corticosteroids and immunosuppressive agents (such as 

methotrexate or azathioprine.[2] Patients usually respond to corticosteroids, and spontaneous 

remission can occur, although extra-ocular muscles may not recover completely.[3] Roughly 30–40% 

of patients who are treated for THS experience a relapse.[2] The prognosis of THS is usually 

considered good. 

A 39 years old woman presented with painful loss of vision in left eye for 3 days. Patient had 

similar complaints in left eye 3 months back. On examination, her visual acuity was perception of 

light with accurate projection of rays with RAPD. Severe ptosis was present in left eye. The patient 

had restricted extra ocular movement in all gazes and numbness in periorbital region. Right eye 

examination was unremarkable. The case was diagnosed as multiple cranial nerve palsy and MRI 

contrast revealed abscess in the left orbital apex region involving, left cavernous sinus, extra axial left 

temporal lobe, extending into superior orbital fissure and associated patchy meningeal involvement. 

Tolosa–Hunt syndrome (THS) is a rare disorder characterized by severe unilateral headaches 

with multiple cranial nerve palsies, usually involving the third, fourth, fifth, and sixth cranial nerves 

and periorbital pain, along with weakness and paralysis of extra ocular muscles.[1] The exact cause of 

THS is not known, but the disorder is associated with inflammation of cavernous sinus and superior 

orbital fissure. 

Treatment of THS is corticosteroids and immunosuppressive agents (such as methotrexate or 

azathioprine).[2] Patients usually respond to corticosteroids, and spontaneous remission can occur, 

although extra-ocular muscles may not recover completely. [3] Roughly 30–40% of patients who are 

treated for THS experience a relapse. [2] The prognosis of THS is usually considered good. 
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We report a rare case of Tolosa–Hunt syndrome with recurrence of multiple cranial nerve 

palsy and its response to steroids. 

 

CASE REPORT: A 39 years old woman presented with painful loss of vision in left eye for 3 days. On 

examination, her visual acuity was perception of light with accurate projection of rays and RAPD. 

Severe ptosis was present in left eye. The patient had restricted extra ocular movement in all gazes 

and numbness in periorbital region. Right eye examination was unremarkable. The case was 

diagnosed as multiple cranial nerve palsy. 

 MRI contrast revealed abscess in the left orbital apex region involving, left cavernous sinus, 

extra axial left temporal lobe, extending into superior orbital fissure and associated patchy meningeal 

involvement. Complete blood count, Urine routine was normal. VDRL, Mantoux test, HIV serology, 

CSF Tb PCR negative. Chest X ray PA view was normal. 

 Oral methyl prednisolone 16 mg thrice a day was started. After two days of steroid treatment, 

pain in the left eye reduced, ptosis and extra ocular movements improved. After one week, methyl 

prednisolone dose was tapered. With two weeks of steroid treatment, vision improved to finger 

counting at half meter with mild ptosis and restriction of extra ocular movements. 

 During follow up, in four weeks complete recovery of ptosis and extra ocular movements 

occurred. Vision improved to finger counting at one meter. Repeat MRI was done in four weeks which 

revealed that inflammation and edema in left cavernous sinus, extra axial left temporal lobe, and 

superior orbital fissure has reduced. 

 Patient had similar complaints in left eye 3 months back which improved completely with 

steroid treatment. 

 

DISCUSSION: Nonspecific inflammation (noncaseating granulomatous or nongranulomatous) within 

the cavernous sinus or superior orbital fissure is the cause for constant pain, which characterizes the 

onset of this disorder. Ophthalmoparesis occurs when cranial nerves III, IV, and VI are involved by 

granulomatous inflammation. Pupillary dysfunction is related to injury to the sympathetic fibers in 

the cavernous portion of internal carotid artery or parasympathetic fibers that surround the 

oculomotor nerve. Trigeminal nerve involvement causes paresthesia of the forehead and periorbital 

area. Pathological involvement beyond the cavernous sinus, superior orbital fissure, or apex of the 

orbit occurs rarely, and the disorder is part of a continuum with idiopathic orbital pseudo tumor, 

with which it shares histopathologic features. Spontaneous remissions and relapses may occur in up 

to 40% of the patients. 

 The disorder is rare during the first 2 decades of life; in people older than 20 years, it 

appears to have an even distribution. When THS occurs in children, the course of the disorder 

appears to be similar to that experienced by adults.[3] The disorder may threaten sight if untreated 

and inflammation extends beyond the cavernous sinus to affect the optic nerve. The diagnosis of 

Tolosa-Hunt syndrome is usually one of exclusion. 

MRI [4] of the brain and orbit with and without contrast, magnetic resonance angiography or 

digital subtraction angiography, and CT scan of the brain and orbit with and without contrast may all 

be useful. Inflammatory changes in the cavernous sinus, superior orbital fissure, and/or orbital apex 

are typically observed on high-resolution contrast-enhanced imaging. Corticosteroids are the 

treatment of choice, usually providing significant pain relief within 24-72 hours of therapy initiation. 
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Ophthalmoparesis usually requires weeks to months for resolution; indeed. Ophthalmoparesis may 

not completely resolve in some cases depending on the degree of inflammation and the 

aggressiveness of therapy. For refractory cases, azathioprine, methotrexate, or radiation therapy has 

been employed.[5] Surgical extirpation is generally not a feasible treatment of Tolosa-Hunt syndrome; 

the primary value of surgical intervention is for histopathologic diagnosis. 

If a patient is unable to tolerate steroid therapy, other immunosuppressive therapy may be 

considered. Typically, the prognosis is considered good. Relapse can occur in as many as 40% of 

patients successfully treated for Tolosa-Hunt syndrome. Our patient had recurrence in 3 months 

after the first episode of ophthalmoplegia. This emphasizes the importance of long term follow up 

after tapering of steroids. 
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Figure 1: Severe ptosis in primary gaze 
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Figure 2: Restricted extra ocular movements in all gazes in LE 

Figure 3: Abscess in the left orbital apex region involving left 
cavernous sinus, extra axial left temporal lobe, extending into superior 

orbital fissure and associated patchy meningeal involvement 
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