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SUNCT SYNDROME

Report of a possible symptomatic case

Guilherme Gustavo Riccioppo Rodrigues, Carlos Alberto Bordini,
Fabiola Dach, Alan Eckeli, José Geraldo Speciali

ABSTRACT - SUNCT is one of the rarest and least known primary headache disorders. Although its patho-
genesis has been partially understood by functional neuroimaging and reports of secondary cases, there
is limited understanding of its cause. We report a case of SUNCT in a 54-years-old man, that could not be
strictly classified as secondary SUNCT; however, the time lag of pain onset suggests a new theory in which
neuroplasticity could be involved in the origin and duration of the pain in SUNCT syndrome.
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Sindrome SUNCT: relato de caso possivelmente sintomatico

RESUMO - SUNCT é uma das mais raras e menos conhecidas cefaléias primarias. Embora sua patogénese
esteja parcialmente compreendida por neuroimagem funcional e relatos de casos secundarios, ha insufi-
ciente conhecimento a respeito de sua causa. Nos relatamos um caso de SUNCT em um homem de 54 anos,
que ndo poderia ser estritamente classificado como SUNCT secundario; entretanto, o lapso de tempo para
o inicio da dor sugere uma nova hipétese na qual a neuroplasticidade possa esta envolvida na origem e

duracdo da dor na sindrome SUNCT.

PALAVRAS-CHAVE: cefaléia secundaria, sindrome SUNCT.

Short-lasting, unilateral, neuralgiform headache
with conjunctival injection and tearing (SUNCT) rep-
resents one of the rarest primary headache disor-
ders’. It has been classified among other short-last-
ing headache disorders with prominent autonomic
features under the general term of trigeminal auto-
nomic cephalalgias (TACs)%. SUNCT is characterized
by brief, strictly unilateral pain attacks, stabbing or
burning in quality, maximal in and around the eye,
usually lasting 5-240s, and accompanied by ipsilater-
al autonomic manifestations. The patients may expe-
rience up to 30 attacks per hour, but the frequency
is usually 5-6 per hour. The mean age of onset is 51
years old (range 23-77) and there is a male predom-
inance’. In the majority of the cases, etiology and
pathogenesis are unknown. Accordingly, SUNCT ap-
pears in the current classification among the prima-
ry headache disorders?; (For a recent review see Co-
hen et al, 2006)°. Studies with functional neuroim-
aging have been pointing to activation of hypotha-
lamic centers on genesis of autonomic disturbances

and pain®®. The response to deep brain stimulation
in the hypothalamic area in a patient with intracta-
ble SUNCT? renders further support to the hypothe-
sis that this region is the anatomical site of the syn-
drome. There is evidence that peripheral stimulation
of trigeminal afferents could lead to the central dis-
inhibition of hypothalamic centers, forming the tri-
geminovascular reflex?; this may be the explanation
for some secondary cases reported in the literature.
However, many questions about this headache syn-
drome remain unanswered.

Herein, besides the report of one possible symp-
tomatic case of SUNCT, we endeavour to explain a
feasible pathophysiological mechanism underlying
this disorder.

An informed consent was obtained from the pa-
tient for publication.

CASE

A 54 year-old man was first admitted in our emergency
unit in March, 1999, with a history of sudden unsteadiness
of gait and hypoesthesia in the left side of the face. Except
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for hypertension, the patient had no significant past med-
ical history. On physical examination his speech was dysar-
thric although language was normal. He was oriented to
self, place and date. His pupils were equal and reactive to
light and fundoscopic examination was normal. Sensation
to pin prick and light touch was diminished on the right
side of the face and left side of the body. No other alter-
ations of cranial nerves were noticed. His muscle strength
and tone were normal. Stretch reflexes were normal and
flexor plantar responses were obtained bilaterally. His gait
was unsteady with tendency to deviate to the right. Stat-
ic equilibrium was impaired, falling to the right. Dysmetria
was not present on finger-nose testing. MRI was performed
demonstrating an infarct of the right dorsolateral medulla
(Figure). After three days the patient remained stable and
was discharged from hospital with ASA 100 mg a day. In
August, 1999 (6 months later), he returned to our service,
without neurological deficits, complaining of attacks of an
intense right orbital pain, lasting approximately 20 seconds,
associated with ipsilateral conjunctival injection and lac-
rimation, occurring more than 10 times per hour. He has
been followed ever since. There was no response to vera-
pamil, sumatriptan tablet, carbamazepine, greater occipi-
tal nerve block or lamotrigine.

DISCUSSION

Several case reports have already been pub-
lished about symptomatic SUNCT: vascular malfor-
mations'®"", cavernous haemangioma', dorsolateral

Figure. MRI showing a right dorsolateral medullar infaction

(arrow).

brainstem infarction'®, HIV infection', basilar impres-
sion secondary to osteogenesis imperfecta'®, cranio-
synostosis'®, leiomyosarcoma of the cavernous sinus"’,
prolactinomas'®', vertebral artery loop®*?’, pituitary
adenomas®*?* and chronic maxillary sinus disease®*
are the underlying reported etiologies.

The present case is striking for the difficulties we
face in order to consider it a “symptomatic SUNCT
syndrome.”

The patient has a definite medullary lesion. As
the trigeminal nucleus extends from the midbrain to
the second cervical segment, even if the lesion had
involved trigeminal areas, a strait forward relation-
ship between the lesion and symptoms might not be
established with certainty, because this lesion is not
related to the areas demonstrated to be abnormal in
SUNCT syndrome according to imaging studies®®.

The headache surged only six months after the
stroke, a long period between the lesions and the be-
ginning of the symptoms. A close temporal relation-
ship between the associated disease and the onset of
pain was not observed and the putative underlying
disorder was not treatable. So, our case does not ful-
fill IHS criteria for “Secondary Headache Disorder”*.
Thus, we would suggest that the association herein

reported were coincidental.

Similar situations are seen in the literature. In
some reports there was not a close temporal rela-
tionship between the onset of the pain and the oc-
currence of the associated disorder'®"15162022 g re-
mission of the pain after its proper treatment'>":2021,
Some authors seemed to be aware of such discrepan-
cies and, accordingly, admitted that in most of such
“secondary” cases were coincidental®.

On nosological positioning, two possibilities arise:
1) our case is “primary SUNCT” and the previous le-
sion is simply coincidental; 2) our case is classified
under the “Chronic post-vascular disorder headache”
(item A6.8 at the appendix of ICHD-II*). We would
be inclined to place our case in this second category
as the typical characteristics of these headaches are
not known.

However, there is an alternative pathophysiologi-
cal explanation for this possible symptomatic SUNCT
case. Neuronal plasticity has been proposed for the
inception of some neurological disturbances like
phantom limb phenomena, tinnitus, focal hand dys-
tonia®® and even for the beginning and maintenance
of pain in diverse clinical situations?’=°. Besides, new
evidences have been presented demonstrating the
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relationship between neuroplasticity and migraine®'.
In a similar way, definite brain damage might induce
neuroplastic changes, which in turn would elicit pain.
Herein, we propose neuroplasticity as the underlying
mechanism for such SUNCT case.

“A close temporal relationship with the under-
lying cause of the symptoms and resolution with
treatment of the associated disorder” is beyond any
doubt an important criterion for symptomatic head-
ache disorders; but if one proposes neuroplasticity
as the underlying mechanism for such SUNCT case, a
new formulation for the above mentioned criterion
should be considered. This case could technically be
classified under an item like “A6.8", but considering
the rarity of the condition, and the relative abun-
dance of those cases''"'>16:20-22 it js possible that
they do not occur as a mere coincidence.

In our opinion our patient could well be classified
as “symptomatic SUNCT” instead of chronic post-vas-
cular disorder headache (A6.8). Since it is a beginning
hypothesis, for sure, more studies will be necessary,
involving a fair number of patients and with the use
of more complex methodologies to confirm or refute
the neuroplastic hypothesis in the etiology of some
cases of SUNCT syndrome.
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