


Fig. 1 : Sagittal T1 image of Chiari type | malformation showing
descent of cerebellar tonsil below the level of the foramen magnum

coughed. They were sudden and so intense that she felt a sudden
rush of blood to the head and felt she was heading for a stroke.
This was followed for a few hours by a dull bearable head pain
with nausea. Because of the onset with laughing, she had even
stopped attending parties and social functions where she could
be provoked into laughing. There were no visual complaints
or neurological deficits. Clinical neurological and systemic
examination were normal.

She also has a second type of mild bearable headache which
she developed whenever she went in the sun, or had some
physical or emotional stress or consumed red wine. There
was a positive family history of migraine in her mother and
grandmother. She came with a CT scan done earlier which was
normal. She had received routine analgesics and was diagnosed
to be suffering from Migraine but had never received optimal
treatment. In view of the history we asked for an MR scan with
request for special views.

Questions

1. Why did we ask for an MR scan, , even though a CT Scan
was normal ? What was the specific abnormality we were
looking out for on MR. ?

2. What is the most important clue to the diagnosis of the cause
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of her severe headache?

3. What are the main differences between the 2 different types
of headache she has?

4. What are the treatment options available ?
Discussion

This patient has 2 different types of head pain. In such
situations when the patient has more than one type of headache,
it is advisable to analyse the more severe type of headache
first. In this patient, the sudden onset, severe unbearable short-
lasting headaches are precipitated by laughing, stretching
the neck or coughing . Whenever a maneuver aggravates or
produces this type of headache, be it sneezing, weight- lifting,
bending, straining at stool or stooping, it is defined as Cough
Headache. This was originally described by Tinel in 1932 and
later by Symonds in 1956; Rooke in 1968 proposed the broader
term. “Benign exertional headache” for any headache that is
precipitated by exertion, has an acute onset and is unassociated
with structural central nervous system disease, thus combining
cough and exertional headache.

This type of maneuver related headache may be benign or
symptomatic, When it is benign the pain begins immediately or
within seconds after coughing, sneezing or a Valsalva maneuver
(lifting, straining at stool, blowing or crying or singing).
The pain is severe, bursting, explosive or of splitting quality
lasting for a few seconds or minutes. The headache is usually
bilateral, maximal at the vertex or in the occipital region and
is not generally associated with nausea or vomiting and the
neurological examination is normal. The paroxysms may be
followed by dull, aching pain that my persist for hours.

In contrast to this, symptomatic cough headache could be
precipitated by laughing, crying, weight-lifting or head postural
changes. Symptomatic cough headaches can be caused by hind-
brain abnormalities, posterior fossa meningiomas and Arnold
Chiari malformation. This patients MRl was done with a specific
request to rule out a hindbrain compressive problem. As seen
in Fig. 1, she has an Arnold Chiari malformation type 1 with
cerebellar tonsillar ectopia. Here the cerebellar tonsils extend
below the foramen magnum and may cause a functional valvular
obstruction at that level. They are therefore associated with or
neck pain which is worsened by impulse related features like
laughing, coughing or stooping. Many of these patients benefit
from decompressive surgery once the problem is identified on
MRI. With a positive family history suggestive of migraine, it
is easy to diagnose the second type of trigger-linked bearable
headaches that she gets. For these headaches, routine migraine
prophylaxis will work.

In conclusion this patient has symptomatic cough headache
with an associated Chiari malformation type 1 on a background
history of migraine. She has been started an antimigraine
prophylaxis and Indomethacin for the short-lasting headaches
but we can expect good results in her case only if she agrees
to decompressive surgery. It is worthwhile remembering here
that other causes of short-lasting headaches should be ruled out
before coming to this conclusion.

Case No. 4

Al, M/25 consulted us at the Headache Clinic with complaints
of recurrent headaches for 10 years prior. He gave a history
of moderate to severe right periorbital head pain , that was
gripping in nature, lasting for upto one hour and coming on
a daily basis for 2-3 months in a year. The pain would subside
spontaneously and then he could be alright for 8-9 months of the
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year. Alongwith the intense head pain he also had redness and
watering from the right eye, intermittent right nasal stuffiness,
photophobia, phonophobia, osmophobia and during the attack
he feet nauseated, would vomit and only then did he feel better.

The pain would build up gradually and radiate hemicranially
to the neck and he would feel totally drained out . He would get
relief during the attack if he sat still in one position and did not
bend or move. The attacks would come on more at night and
he is woken up by the pain 2 hours after sleep. He definitely
would get the attacks on the day he has a stomach upset or eats
a heavy meal. There is a positive family history of headaches in
his grandmother and aunt. Clinical neurological examination
was normal.

Imaging studies done have been normal. He has seen
chiropractors , has taken feverfew but nothing seems to help.
Interestingly whenever he consumes alcohol during the two
months of his ‘migraine season’ as he calls it, he develops a severe
headache and he jokingly comments ‘the only good thing that
this headache has done to me is to make me give up smoking
and drinking, otherwise nobody seems to understand why my
head pains!”.

With this despondency, he visited us hoping for some relief
of his head pain.

Questions

1. What s your diagnosis ?

2. How would you treat this patient ?
Discussion

This patient has features of both cluster headache and
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migraine during the attack. The following features are suggestive
of Cluster Headache : the periodicity with remissions, the
predominant nocturnal frequency with the attacks having a sense
of timing and the waking up with headache 2 hrs after he goes to
sleep, the persistent right periorbital + hemicranial location, the
lacrimation, the conjunctival injection, the nasal stuffiness , the
duration of less than one hour and the worsening with alcohol
if taken during the cluster period. The features of migraine in
this patient are: the presence of a prodrome and postdrome
with nausea and a tendency to vomit, the intense photophobia,
phonophobia and osmophobia, the desire to sit still during the
attack and the significant dyspeptic symptoms during the attack.

When a patient presents with chronic recurrent headache
with combined features of 2 different primary headaches, it can
be more difficult to treat the patient. After ruling out structural
problems by an MRI scan, you need to identify features of the
headache that are more dominant and treat with prophylactics
according to the dominance. What this patient has is a rare
combination which would fit the label of ‘Cluster Migraine
Syndrome’. We started him on prophylaxis with verapamil,
lithium, a small dose of steroids for cluster headache and
flunarizine for his migraine. His attacks subsided very soon
and he went into remission. He was advised Sumatriptan for his
acute attacks but he did not need it. It is now one month that he
has had no headaches.

Although a lot of research is ongoing in this area and PET and
functional imaging and neuropeptide estimations are throwing
up new data we still do not have the final answer. We need a
revision of terminologies that will convey the extent of overlap.
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