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Case History 

This 12-year-old boy has a 3-year history of recurrent
headache. The headache had a seasonal aggravation, wors-
ening during the autumn and spring to more than two
attacks per month, with only one attack per month in the
summer. In the last 3 months, he reported an increase in
frequency to one attack each week.

The head pain was bilateral, with frontal localization
and rare involvement of the whole head. The headache
commonly began as an awareness of a discomfort in the
head that in a short time became painful, starting as a mild
ache and increasing to moderate or severe intensity.

The pain was pulsating and throbbing to the beat of his
heart and lasted for 5 to 6 hours. Most attacks began in the
morning, during school, or at the end of a stressful day.
Photophobia and phonophobia accompanied all the
attacks, and nausea was present in about 50%. The head
pain was aggravated by physical activity of any form.

Once a month, he described episodes of losing vision
and transient amaurosis in the right eye. He would see a
black spot starting at the center of his vision, expanding in
size, and gradually involving the entire visual field, accom-
panying the head pain. These symptoms lasted for only 2
to 3 minutes. Usually, the headaches started during these
visual symptoms.Very rarely, these visual symptoms began
10 minutes after the headaches started.

Furthermore, he described episodes of visual impair-
ment with the same clinical characteristics without head
pain, with a frequency of one episode in a month.

At the beginning, the patient had a good response to
acetaminophen at a dose of 1,000 mg suppositories
(patient weight: 55 kg). Acetaminophen was never effective

for the visual symptoms. In the last few weeks, there has
been no response to acetaminophen.

When taking his medical history, we noted hyperreac-
tivity syndrome (irritability, infant colic, prolonged crying
bouts) which occurred at 6 months of life, and recurrent
abdominal pain at age 6 years. The family history revealed
only that the mother has suffered from migraine without
aura since adolescence.

Questions on the Case

Please read the questions, try to answer them, and reflect
on your answers before reading the authors’ discussion.

• Is this a primary headache disorder? 
• Which laboratory testing do you think could be useful

in this case?
• Would you consider prescribing a preventive treatment?

Which one?
• Which acute-care treatment should be tried next?

Case Discussion

Investigations 

As with many neurologic problems, we believe that the
key is to evaluate the whole patient rather than the iso-
lated symptom.

The evaluation for amaurosis fugax is similar to that for
transient ischemic attacks or stroke. However, an ophthal-
mologic examination was first done. Cardiac examination
was performed to search for a source of emboli or to assess
underlying cardiac disease. Blood tests, including erythro-
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cyte sedimentation rate, and tests for prothrombotic state
in this younger patient were performed. Imaging tests
began with noninvasive carotid studies. Magnetic reso-
nance imaging (MRI) or computed tomography scan can
be done to rule out a clinically silent cerebral embolism.

We began with a complete physical and neurologic
examination, which did not show any abnormalities. The
ophthalmologic examination did not reveal any sign or
symptom of vascular disease. Electroencephalogram
(EEG) and visual evoked potential (VEP) tests were done
and found to be normal. All blood tests, including ery-
throcyte sedimentation rate, tests for prothrombotic state,
and antinuclear antibody test were normal.

Although cardiac examination was normal, in order to
exclude any abnormalities of the cardiac and carotid sys-
tems, we decided to perform electrocardiogram, cardiac,
and carotid ultrasound examinations, which were all nor-
mal. Brain MRI, done to exclude focal lesions, was normal.

The negative findings in the above investigations clearly
suggest primary headache.

Diagnosis

Clinical characteristics of the patient suggest multiple
diagnoses:

1. Migraine without aura (code 1.1 according to The
International Classification of Headache Disorders, 2nd
ed). All the clinical features in our case are consistent
with this diagnosis.

2. Retinal migraine (code 1.4 according to The
International Classification of Headache Disorders, 2nd
ed). Consistent with this diagnosis, our patient had fully
reversible monocular negative-visual phenomena con-
firmed by the patient after instruction. He had normal
ophthalmologic examination and we did not find other
causes of amaurosis fugax. The headaches usually
started during these visual symptoms. Rarely, the
patient reported the visual symptoms after the
headache began, but this is not considered in the
International Headache Society classification.

Migraine is a common disorder in the differential diag-
nosis of transient monocular blindness, especially in the
age group of our patient.

Amaurosis fugax refers to transient, reversible loss of
vision, typically monocular and of short duration. With its
many causes, it can be a benign occurrence or can repre-
sent a life-threatening emergency.

Since the examination is often normal in patients with
transient monocular blindness, the history is critical in
determining optimal patient management.

The specific pattern of the visual loss can be helpful.
The classic “shade” coming down over the course of sev-
eral seconds marks the etiology as being vascular.

Although the exact mechanism of the “shade” is
unknown, it is strongly indicative of thromboembolism.
Other important causes of transient monocular blindness
are the transient visual obscurations of raised intracranial
pressure or those associated with optic disc anomalies,
narrow angle glaucoma, and corneal surface problems.

Management Strategies

First of all, we stopped the acetaminophen because it was
not effective. As the other common analgesic agents were
ineffective, and the patient and his family had no cardio-
vascular disease or hypertension, we decided to use suma-
triptan nasal spray as acute treatment at a 10 mg dose,
with excellent efficacy on the migraine pain. (Editorial
note: In the United States, the European Union, and
Canada, only 5 and 20 mg sumatriptan nasal sprays are
available, and no triptan is recommended to be given to
patients below the age of 18 years. Some doctors do use it
in adolescents and even younger children off-label, and
there are few reported adverse events.)

We decided to treat the patient preventively with a cal-
cium channel blocker, due to the high frequency of attacks
in the last few months. We used flunarizine at the dosage
of 5 mg daily, in the evening. We obtained an important
reduction of frequency (to less than one attack per month).
The drug was stopped after 3 months as we try to avoid
problems with the neuroendocrine axis.

The flunarizine was effective for the patient’s visual
symptoms too.

Case Summary

The patient was a 12-year-old boy with a history of
migraine without aura and retinal migraine. Amaurosis
fugax was the key symptom of this case. With its many
causes, it can be a benign occurrence or can represent a life-
threatening emergency. Furthermore, amaurosis fugax is
quite rare in this age group.

For these reasons, we performed complete physical,
neurologic, cardiac, and ophthalmologic examinations,
EEG and VEP tests, blood tests, and an MRI scan. All of
these were normal.

Acetaminophen was no longer effective. In the absence
of cardiovascular disease and hypertension, we decided to
use sumatriptan nasal spray for migraine without aura
attacks, with efficacy and good tolerability. Flunarizine was
used as the preventive medication with success.

Overview of Amaurosis Fugax

The differential diagnosis of transient monocular visual
loss includes several entities. Microembolic disease orig-
inating from the heart or the carotid–ophthalmic sys-
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tem is the most common cause in older individuals. It
is well known that emboli can temporarily lodge in the
central retinal artery and cause amaurosis fugax. These
retinal emboli may be visualized on ophthalmologic
examination as Hollenhorst plaques in the arterioles
composed of cholesterol components, or they can be
fibrin or platelet emboli, calcific emboli, or foreign
intravascular material.

In young patients, fibromuscular dysplasia of the
carotid artery can be a source of thrombosis and/or
embolization. Systemic vasculitis may cause amaurosis
fugax, but are rarely the presenting symptoms of these
multisystem disorders. Hypercoagulable states, including
the antiphospholipid-antibody syndrome, have been
described in many young adults with retinal infarction. In
these patients, amaurosis fugax can be the only symptom
of this coagulopathy.

A less common cause of amaurosis fugax is vasospasm.
It has been suggested that vasospasm is due to altered
responses to vasoactive substances that are released by
platelets. Another uncommon cause of amaurosis fugax is
hypotension. Hypotension usually causes transient bilat-
eral visual loss. Unilateral symptoms may occur if there is
preexisting asymmetric, occlusive vascular disease.

Finally, a growing body of evidence suggests that
migraine, or a migraine-like vasospastic disorder, may be
the most common cause of amaurosis fugax in younger
patients. In favor of this etiology are the following:

• The frequency of headache during episodes, which is dif-
ferent in carotid embolic disease, which is usually painless

• The rarity of permanent visual loss or other neurologic
deficits when compared to patients with carotid
embolic disease

• The favorable response of some patients to calcium
channel blockers

• The rarity of observed retinal emboli 
• The numerous well-documented observations of reti-

nal vasospasm during episodes
• The high frequency of personal and family history of

migraine

We conclude that amaurosis fugax occurring in younger
patients is probably associated with a more benign clinical
course than that seen in older persons, and that migraine
is a likely cause for the episodes of visual loss in a major-
ity of this group.
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Editorial Comments

This very interesting case of migraine presenting with
episodes of amaurosis fugax is carefully worked up and
evaluated by Professor Guidetti and colleagues. Although
most younger migraineurs do not have such unusual visual
symptoms, it is very helpful to see yet another way that
migraine can worry us clinically. We would like to point out
that although the judicious use of triptans in children under
18 years of age is often done around the world, it is not cur-
rently recommended in the United States, the European
Union, and Canada, and in many other countries.

Final diagnosis:

Migraine with amaurosis fugax




	Advanced Therapy of Headache
	Copyright
	Dedication
	Preface to the First Edition
	Preface to the Second Edition
	Acknowledgments
	Contributors
	Contents
	Case Studies 1
	Ch01 The Man with Frequent Headaches
	Ch02 The Basketball Player with Visual Disturbance
	Ch03 The Patient Sir William Osler Never Met
	Ch04 The Teenager with Recurrent Headache
	Ch05 An Adolescent with Headache
	Ch06 The Woman with “Monthly”Headaches
	Ch07 The Young Woman with Headaches, Seeking the Pill
	Ch08 The Engineer with Sudden Headache
	Ch09 The Patient with Headaches, Hormones, and Hot Flashes
	Ch10 The Women with Multiple Trigger Factors
	Ch11 The Woman with Prolonged Visual Symptoms
	Ch12 Headache with Transient Weakness and Positive Family History
	Ch13 The Woman with a Change in Her “Migraine”
	Ch14 The Patient with “Headache and Depression”
	Ch15 The Patient with Another Sudden Headache
	Ch16 The Young Man with Recurrent Severe Headache
	Ch17 The Man with Intractable Headache
	Ch18 The Woman with Several Headaches Each Hour!
	Ch19 Chronic Migraine without Medication Overuse
	Ch20 The Woman with Never-Ending Headaches
	Ch21 The Woman with Daily Worsening Headache
	Ch22 A Middle-aged Man with Jogging-induced Headaches
	Ch23 The Man Who Was Afraid To Have Sex
	Ch24 The Nurse with Jabbing Headaches
	Ch25 The Woman with a Continuous Right-Sided Headache
	Ch26 Two Patients, Two Diagnoses, and Two Treatments!

	Case Studies 2
	Ch27 Three Patients, Three Similar Headaches
	Ch28 Refractory Headache with Systemic Symptoms in an Established Migraineur
	Ch29 A Young Woman with Sudden-onset Headache
	Ch30 Three Cases of “Side-locked Headache”
	Ch31 The Man with Chronic Headaches and Few Other Symptoms
	Ch32 The Man with Recurrent Jaw Pain
	Ch33 The Headache That Changed
	Ch34 Two Patients with Headache and Hyperprolactinemia
	Ch35 The Executive with Unusual Visual Aura
	Ch36 The Case of Migraine and a Change of Pattern
	Ch37 An Elderly Doctor with Acute Onset of Focal Headache (a Patient Seen Too Soon)
	Ch38 The Glassblower Who Couldn’t Blow
	Ch39 A Young Woman with a Changing Headache Pattern and Bilateral Papilledema
	Ch40 The Lady with “Electrical” Facial Pain
	Ch41 The Woman with Headache Originating in the Neck
	Ch42 The Man with Neck Pain and Arm Numbness
	Ch43 Medicolegal Headaches: Trials and Tribulations

	Case Studies 3
	Ch44 The Woman with Migraine and Recurrent Stroke
	Ch45 The Case of One Headache Disguised As Another
	Ch46 Young Boy with Visual and Headache Symptoms After Soccer
	Ch47 A Woman with Rebound Headache and Intermittent Paralysis
	Ch48 Two Patients with Severe Unilateral Headaches
	Ch49 A Young Man with New Headache After Mild Head Trauma
	Ch50 Poison a Headache?
	Ch51 Three Patients with “Vascular” Headache
	Ch52 The Woman with Orbital Pain and Tearing
	Ch53 The Case of The Man with The Painful Eye…!
	Ch54 The Innocuous Headache That Turned Sinister
	Ch55 The Elderly Woman with Sharp, Shooting Orbitotemporal Pains and Visual Loss
	Ch56 The Young Woman with Pain in The Head
	Ch57 The Man with The Red Eye
	Ch58 The Man with Persistent Headaches, Following a Rear-end Motor Vehicle Accident

	Appendix: Diagnostic Table of Contents
	Index
	Exit



