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Abstract We describe a woman with a long history of
relapsing-remitting painful ophthalmoplegia in a seasonal
pattern, due to an isolated orbital myositis that was – at our
observation – classified in the context of the so-called
SAPHO syndrome. She had been previously treated with
corticosteroid therapy, but the association with immunosup-
pressive drugs produced a more prompt resolution of both
the headache and ophthalmoplegia, and of the magnetic res-
onance imaging pictures of isolated myositis as well.
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In the original IHS Classification [1], Ophthalmoplegic
migraine was defined as a migraine headache (1.3) over-
lapping with paresis of one or more ocular nerves, in the
absence of demonstrable intracranial parasellar lesions. In
the additional “comment”, based on the frequent long-
lasting course of symptoms (a week or more) in many
cases, a relationship to the syndrome rather than to true
migraine was stressed. In the ICHD-II [2], Ophthalmo-
plegic “migraine” has now been moved to the chapter of
“Cranial neuralgias”, an entity (13.17) separate from the
Tolosa-Hunt syndrome (13.16) and characterized by
migraine-like headache accompanied or followed – with-
in the strict limit of 4 days – by paresis of oculomotor
nerves (commonly the third nerve).

The present report refers to a 41-year-old woman who
came to our observation for chronically recurring and
long-lasting episodes of migraine-like headache, accom-

panied by variable degrees of diplopia due to constantly
unilateral oculomotor paresis affecting abduction move-
ments of the left eye.

Her history started at the age of 18 years old: recurring
migraine-like attacks with bilateral fronto-orbital pain
becoming chronic and more or less continuous within
days, and with disabling phases at times, were occurring
almost every year in active periods lasting 2–3 months.
Headache was accompanied by ipsilateral conjunctival
injection, eye-lid oedema and diplopia (with onset in the
first to second week and spontaneous remission usually
days or weeks after headache resolution). Since the onset
there had been only one single long-lasting headache-free
period of 10 years. During the last seven years the
episodes returned to a regular circa-annual presentation
with seasonal (spring-time) rhythmicity.

Only the last two episodes were treated with systemic
corticosteroids, which produced remission (within 4–6
weeks) of the daily orbitofrontal headache without signif-
icant effects on the duration of diplopia, which lasted
more or less as long as in the previous – untreated –
episodes (2–3 months).

The first RMN investigation performed within 3 weeks
of symptom onset (last episode) gave normal results with-
out evidence of orbital and intracranial pathology. Only
6–8 weeks after full development of both headache and
ophthalmoplegia RMN showed an isolated orbital myositis
affecting the left lateral rectus. She was already under
steroid treatment and indomethacin 75 mg/day for 7 days
was able to induce full recovery of headache.

A systematic evaluation of local and systemic inflamma-
tory conditions was carried out with negative results. A clin-
ical history, however, disclosed that she had been suffering
from psoriasis, palmoplantar pustulosis (PPP), isolated
episodes of arthritis and probably osteitis, thus suggesting
SAPHO Syndrome (synovitis, acne, pustulosis, hyperosto-
sis, osteitis) [3]. Therefore immunosuppressive treatment
was added to corticosteroids with a progressive reduction of
diplopia within the following 4 weeks and the subsequent
resolution of the RMN pictures of isolated myositis.

Isolated, subacute, chronic myositis may produce
symptoms resembling ophthalmoplegic migraine and
Tolosa-Hunt syndrome. The association with systemic
autoimmune disorders should be considered. In the early
stages or in the acute forms, RMN may be negative and
follow-up studies are needed.
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