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SUP MI, HOI CHUNG TOLOSA-HUNT?
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A 0 chanh:

Ho va tén: Nguyan Thi T, ni¥, NS: 1952, ID: 2400063222
Dia chi: Ap Hiép Trung, X3 MY Hiép Son, Hon dat
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Ly do kham: Pau 1/2 dau phai, sup mi.




A Bonn si-kham LS:

- Bénh kh&i phat khoang 10 ngay véi dau 1/2 dau phai, dau trong hoc mat
phai va sup mi mat phai = BV Binh An

« TS: tAng huyét ap udng thubc thwdng xuyén.
 Kham:

-Dau nhiéu trong hoc mat pha| sup mi mat phai, liét day Ill phai, dong tr
mat phai dan, PXAS kém so v&i mat trai.
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Ophthalmic (V) n.
Maxillary (V) n.
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Abducens (V1) n.
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~ Summary

Tolosa-Hunt syndrome describes episodic orbital pain associated
with paralysis of one or more of the third, fourth and/or sixth
cranial nerves, which usually resolves spontaneously but can
relapse and remit.

History

It was first described in 19254 by Tolosa, who found granulomatous
inflammation in the cavernous sinus during autopsy of a patient
with severe left-sided trigeminal pain and total ophthalmoplegial®l.
In 1261, Hunt reported 6 cases of unilateral painful
ophthalmoplegia that tested negative with angiography and lumbar
puncture and rapidly resolved with steroids.!!

~ Disease Entity
Tolosa-Hunt syndrome was first classified by the International
Headache Society in 2004 and now is a part of Classification ICHD-
3. 1CD-10 for Tolosa Hunt Syndrome is H42.40.

Disease

Unilateral orbital or periorbital pain with paresis of third, fourth
and/or sixth cranial nerves secondary to idiopathic inflammation of
the cavernous sinus, superior orbital fissure or orbit.

Tolosa Hunt Syndrome would be seen as inflammation, 1
enhancentment or thickening localized in this area (labels). MRI brain,
coronal, Tl-weighted, showing the Cavernous Sinus labeled. Courtesy of AAO
multimedia. CN= Crani A/ Nl = lo r Nerve, CN Vel =

Tricaminal Narnm-1ct NMivicinn € KNIV a? = Tricaminal NMarn/a-2nd NMivicinn
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Tolosa Hunt Syndrome would be seen as inflammation, &3
enhancentment or thickening localized in this area (labels). MRI brain,
coronal, Tl-weighted, showing the Cavernous Sinus labeled. Courtesy of AAO
multimedia. CN= Cranial Nerve. CN IllIl = Oculomotor Nerve, CN Vsl =
Trigeminal Nerve-1st Division, CN Ve 2 = Trigeminal Nerve-2nd Division,
CN VI = Abducens Nerve, FR = Foramen Rotundum, ON = Optic Nerve, SS
= Sphenoid Sinus, TT = Torus Tubarius. The nerves cannot be labeled with
certainty because of their shifting relationships within the cavernous
sinus. Note the superomedial course of ON as it passes from the orbit into
the brain. Posterior to the point where the inferior border of ON exits the
optic foramen, the superior border is covered by a layer of dura, the
falciform fold. On Tl-weighted scans, the sphenoid bone, air in SS, and
dura forming the falciform fold overlying the nerve all have a similar
appearance. TT (or tubal elevation) is comprised of cartilage arising from
the medial pterygoid process; it marks the nasopharyngeal opening of the
auditory (eustachian) tube.

The ICHD-3 Diagnostic criteria for Tolosa-Hunt syndrome are as

follows!?!

A. Unilateral orbital or periorbital headache fulfilling criterion C
B. Both of the following:

a. Granulomatous inflammation of the cavernous sinus, superior
orbital fissure or orbit, demonstrated by MRI or biopsy

b. Paresis of one or more of the ipsilateral third, fourth, and/or
sixth cranial nerves.

C. Evidence of causation demonstrated by both of the following:
a. Headache is ipsilateral to the granulomatous inflammation

b. Headache has preceded paresis of the third, fourth, and/or
sixth nerves by =2 weeks, or developed with it.

D. Not better accouMteator py anomerierio:3 diagnosis (see
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b. Headache has preceded paresis of the third, fourth, and/or
sixth nerves by =2 weeks, or developed with it.

D. Not better accounted for by another ICHD-3 diagnosis (see
differential diagnosis section for more detail)

Of note:

Some reported cases of Tolosa-Hunt syndrome had additional
involvement of the trigeminal nerve (commonly the first division) or
optic, facial or acoustic nerves. Sympathetic innervation of the pupil
is occasionally affected.

The syndrome has been caused by granulomatous material in the
cavernous sinus, superior orbital fissure or orbit in some biopsied
cases.

Careful follow-up is required to exclude other possible causes of
painful ophthalmoplegia.

Etiology

Tolosa-Hunt syndrome is idiopathic.

Risk Factors

A possible risk factor for Tolosa-Hunt syndrome is a recent viral
infection.

Pathophysiology

Tolosa-Hunt syndrome is idiopathic, sterile inflammation of the
cavernous sinus. Its pathology is described as fibroblastic,
lymphocytic, and plasmocytic infiltration of the cavernous sinus.
Granulocytic and giant-cell infiltrations have also been described.
Pathology may extend to involve the superior orbital fissure
(sphenocavernous or parasellar syndrome) or orbital apex and
affect the optic nerve. Involvement of cranial nerves 11, IV, and VI,
the superior division of the fifth cranial nerve, as well as the
sympathetic fibers in the cavernous ICA or parasympathetic fibers
that surround the oculomotor nerve can occur secondary to
granulomatous inflammation.

> Diaanosis=
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~ Diagnosis

Symptoms

Painful ophthalmoparesis or ophthalmoplegia is the hallmark of
Tolosa-Hunt syndrome!®). The patient may complain of double
vision worse at distance, headaches, dizziness, nausea, neck
stiffness, photophobia, blurred vision, and a “boring” pain may be
associated with the headache.

Physical Exam

In addition to the standard ophthalmic examination of the patient
including vision, |IOP, pupil check for APD and nystagmus, slit-lamp
and dilated fundus exam, a complete sensorimotor exam should be
done. This includes oculomotor exam (to check for esotropia,
exotropia, hypertropia or hypotropia), ductions, vergence,
saccades, pursuit, and head tilt/turn. A common finding is abduction
deficit associated with esodeviation that increases with gaze to the
affected side. Lids should be checked for ptosis or lid retraction or
any change in lid aperture during eye movements (to check for
aberrant regeneration). Lid strength, fatigue or variability should be
noted. Facial sensation should be checked. Stereopsis and color
plates should also be evaluated.

Clinical diagnosis

Involvement of multiple contiguous cranial nerves strongly suggest
alesion in the cavernous sinus or subarachnoid space. Only one
nerve may be involved, most likely the sixth cranial nerve, which is
the only one not protected within the dural wall of the cavernous
sinus.

In addition to the complete ophthalmic exam as described, the
physician must closely look for Horner syndrome, facial
hypoesthesia or engorgement of ocular surface vessels, orbital
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Diagnostic Procedures
The most appropriate imaging includes MRI /MRA (DWI series)

which provides information about the cavernous sinus and orbital
apex in greater detail than a CT. MRI may be able to provide detail
of granulomatous inflammation, aiding in formal diagnosis of
Tolosa-Hunt syndrome. However, these results may be unreliable.
Biopsy can also be used to demonstrate granulomatous
inflammation and may be more reliable, but the procedure may be
more difficult!?!

A CTA w/ and w/o contrast can also be obtained if an MRI/MRA is
not available. A lumbar puncture may be done to check for opening
pressure and CSF should be evaluated for infection/oligoclonal
bands.

Recent evidence supports the use of High resolution 3D skull base
MRI with isotropic constructive interference in steady state (CISS)
and O0.6-mm cut images with and without contrast as effective way
to visualize cranial nerves and cavernous sinus lesions that were
not previously visualized.[*!

MRI orbits with and without contrast, axial(A) and coronal (B)
sections, showing enhancement of the right cavernous sinus (arrows) in a
patient with right third and sixth abducens painful palsy. P- Pituitary
gland. Q- Quiasm. OD- Right and OS- Left eye. Direct contribution of
Claudia Maria Prospero Ponce MD.

Laboratory Tests

Work up should include tests that can rule out the various diseases
listed above given the history and context of the patient. This can
include

Serum

= CBC w diff
- FSR
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= Glucose
= Protein
= Cell count and differential (WBC, RBC)
= Cytology
Culture
= Gram stain

= Oligoclonal bands

In few recent reports, associations with Pathogenic Nucleotide-
Binding Oligomerization Domain 2 Polymorphism!®! and CcoviID-19
vaccination |7 have been reported.

Differential Diagnosis

Tolosa-Hunt syndrome is considered a diagnosis of exclusion. Thus,
the following entities must be considered and ruled out before a
diagnosis of Tolosa-Hunt syndrome is made:

= Ischemic disease: Hemorrhage, ischemic mononeuropathy

= |Infectious process: post viral syndrome, chronic inflammation
of petrous bone (recurrent ear infections), syphilis, basal
meningitis

= Anatomical malformation: aneurysm, AVM, carotid-cavernous
fistula, cavernous sinus thrombosis, pseudotumor cerebrii,
Duane syndrome/Moebius syndrome, Chiari malformation

= |Inflammatory disease: Sarcoidosis, granulomatosis with
polyangiitis (formerly Wegener's), Behcet's disease, IgG4
Disease

= Autoimmune condition: myasthenia gravis, thyroid disease,
lupus

= Neoplastic disease: meningioma, neurogenic tumor,
hemangioma, lymphoma/leukemia, schwannoma, pituitary
adenoma, metastasis, CPA lesion, nasopharyngeal carcinoma,
chordoma, chondrosarcoma, brain stem glioma in children

= Demyelinating disease: MS
Others: Diabetes mellitus, Head trauma, BBPV, Meniere’s,
ophthalmoplegic migraine

~ Management

Oral steroids are the mainstay of treatment. Both symptoms and

nhwvciral evam findinocc (Theadacrhe ntacice anhthalmanlecia aete) can
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~ Management

Oral steroids are the mainstay of treatment. Both symptoms and
physical exam findings (headache, ptosis, ophthalmoplegia, etc) can
be expected to resolve rapidly with an oral steroid taper regimen
over 3-4 months. The patient can be co-managed with the
Neurology service to rule out other entities listed in the differential
diagnosis of Tolosa-Hunt syndrome.

Before starting steroid, fungal infection of the orbit with fungal
sinusitis (mucormycosis in diabetic/immunocompromised) is a
differential diagnosis that must be considered, because in that case
starting steroid will worsen the disease.

Several therapies have been investigated for instances of steroid-
resistant Tolosa-Hunt syndrome. A case report by Lee, et al. has
been published in which gamma-knife radiation therapy is used to
provide marked short-term relief without relapse of symptoms!®l.
Antimetabolic agents such as methotrexate, infliximab, and
mycophenolate mofetil have also been shown to cause dramatic
improvement in patients whom are deemed to be steroid-

resistant!?/110111]

Complications

A rare complication is aberrant regeneration of cranial nerves.

Prognosis

Prognosis of Tolosa-Hunt syndrome is excellent. Full recovery is
expected with steroid treatment. The disease may have a relapsing-
remitting course.

~ References

1. 1 1© 21 Tolosa E. Periarteritic lesions of the carotid siphon
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BENH VIEN BINH AN MEDIC KIEN GIANG
80-82 Sgu)'én Trung Truc - Phuing Rach Gia - An Giang
PHIEU KET QUA CHUP MRI
Ao
Ma KCB: 2400063222 Ho tén: BT: Nim sinh: 1952  Phai: Nor
Dia chi: ) ) ) Neay chup: 18/03/2024
Lam sang: liét day III, VI, sup mi mat phai, dau dau kéo dai, theo ddi tai bién mach maiu ndo, khoi choang cho noi so
Chin doin: H49.0-Liét diy thin kinh [vin nhin] III(liét day IIL, IV phii theo déi HC tolosa -hunt);169.3-Di chirng nhéi
maiu nio
BS chi dinh: BS Hoang Gia Vinh KhoaPhong: Noi Thin Kinh & EEG Péi twong: BHYT
Noi lam viec:

KY THUAT:Chup cong hudmg tirso nio (0.2-1.5T) [khong c6 chat tuong phin]

Nio bénh nhin dugc khio sit qua cac mit cattheo nhing chudi xung: Sagittal
T1WI; Axial T2WT, Axial T2 FLAIR, DWI. Khong tiém thudc tuwong phan.
XOANG:

- Cac xoang ham, sang, tran, buwom hai bén khong viém.

-Vom hau va cac khoang canh hau hai bén réng.

- Viém tai xuong chim wai.

HO SAU:

- Ton thuong ndo cii cau nio wai.

- Ndo that 4 & gitra, khong déan.

- Cac bé dich ndo niy quanh than nio binh thuong.

TANG TREN LEU:

- Tén thuong dang nét chat tring dwdi vo viung tran, dinh hai bén, ting tin hiéu wé
T2WI, T2FLAIR.

- Hé thongnio that binh thuong vé hinh dang, tin hiéu, kich thudc.

- Cau tmic dudmg gitta khong léch. Ranh vo ndo binh thuong,

Keét luan:
Khéng thiy khoi choan ché néi so.
Tén thuongnio cii cdu ndo wai.
Tén thuwong dangnét chit ring dudi vo ving tran, dinh hai bén. Bénh Iy chitran
do bénh 1¥ mach méau nhé.
Viém tai xuong chim trai.
Pé nghi:

Két hop 1am sang.
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