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Migraine and Related Headache Syndromes

Paul B. Rizzoli, MD, FAAN

INTRODUCTION

Headache as a symptom is nearly ubiquitous. Under
certain circumstances of pattern, frequency, severity,
and other factors, the symptom may qualify for a diag-
nosis of a primary headache disorder. These headache
disorders are among the most common and most de-
bilitating conditions known,'? and their effect on pro-
ductivity and quality of life is staggering. In the United
States alone, estimates are that 23 million individuals
have severe, limiting migraine, resulting in lost produc-
tivity of more than $1 billion per year and accounting
for 10 million physician office visits annually.?

Under other circumstances, the symptom of head-
ache may reflect an underlying illness or condition
(ie, a secondary headache). Differentiating between
primary and secondary headache is the first and most
critical step in the diagnostic process. Headache syn-
dromes, especially primary headache syndromes, will
be encountered by practitioners in nearly every aspect
of clinical medicine. This review focuses on the clas-
sification, diagnosis, and management of some of the
more common primary headache syndromes.

CLASSIFICATION OF HEADACHE

The current most widely used system for classifying
headache is that of International Headache Society
(IHS), the International Classification of Headache Dis-
orders, Second Edition (ICHD-II), revised in 2004.* The
ICHD-II is designed primarily to afford diagnostic consis-
tency for research purposes. As such, the system classifies
headache based on characteristics alone without regard
to associated features such as age, sex, family history,
or life stressors. Part 1 classifies primary headache (ie,
those with no other known cause) as 1 of 4 main types:
migraine, tension-type headache, cluster headache and
other trigeminal autonomic cephalalgias (TAC), and
other primary headaches. Migraine is further subclassi-
fied as migraine with or without aura (which can include
either the traditional visual aura or sensory symptoms),
retinal migraine, complications of migraine, or probable
migraine. Tension-type headache is further subclassified
as infrequent, frequent, chronic, or probable. Cluster
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headaches are grouped with the relatively rare condi-
tions of paroxysmal hemicrania, shortlasting unilateral
neuralgiform headache attacks with conjunctival injec-
tion and tearing (SUNCT syndrome), and probable
TAC. Finally, other primary headaches include both
common and uncommon conditions: stabbing, cough,
exertional, hypnic, and thunderclap headaches; head-
ache associated with sexual activity; hemicrania con-
tinua; and new daily persistent headache. Secondary
headaches, of which there are many, comprise Part 2 of
the ICHD-II. Nonetheless, the major utility of the system
resides in Part 1, where most of the research efforts have
typically been directed and research in headache surged
after the implementation of the original IHS system.

From a clinical standpoint, the ICHD-II classification
system is difficult to apply in practice. For example, head-
ache types such as chronic daily headache and menstrual
migraine do not appear in the system, although these di-
agnoses remain in wide clinical use. Menstrual migraine
does not easily fit into the system because it includes a
trigger in the individual patient and thus is not descrip-
tive of the headache itself; it has since been added to the
appendix of the 2004 classification. Chronic migraine
and chronic tension-type headache appear in the system,
along with a category for new daily persistent headache,
but not chronic daily headache.?

COMMON HEADACHE SYNDROMES: EPIDEMIOLOGY AND
CLINICAL CHARACTERISTICS
Migraine

Migraine is a common, chronic, and in some in-
stances progressive genetic neurologic disorder char-
acterized by episodic symptomatology often triggered
by environmental variables that, as a common thread,
tend to disturb the migraineur’s homeostatic balances.
Thus, changes in weather, time zone, sleep states, hor-
monal status, and stress level all tend to be reported as
triggers. The potency of the trigger seems to reflect the
speed and magnitude of the change (eg, a rapidly ap-
proaching low pressure system is more often reported
as a trigger than is a slowly developing high pressure
system). The menstrual trigger, as another example, is
attributed to the rapid fall in estrogen levels just prior
to menses.®
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