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explains the cerebral haemorrhage in our patient. Never-
theless, despite increased complications and the difficulties
that may arise in the process of extracting the thrombus, we
should not conclude that these emboli are an absolute con-
traindication for all types of fibrinolytic treatment.'" On the
other hand, we must emphasise that the composition of the
embolism plays an important role. Increasingly widespread
use of mechanical embolectomy devices allows us to obtain
samples of fresh thrombi and complete anatomical pathol-
ogy studies.'” Gaining a better understanding of the nature
of the embolus causing the ischaemic event allows us to
stratify risks and evaluate the efficacy and safety of dif-
ferent recanalisation treatments. This information helps us
make final decisions.
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Cluster-tic syndrome as the first clinical
manifestation of a dural carotid-cavernous
fistula™

Claster-tic como comienzo clinico de una
fistula dural carétido cavernosa

Dear Editor:

According to McCormick’s 1966 classification system,
cerebral vascular malformations are categorised as arte-
riovenous malformations, venous malformations, capillary
telangiectasias, cavernous angiomas, and varix. Dural arte-
riovenous fistulas were first described in the 1930s and they
are regarded as a separate entity.

* Please cite this article as: Payan Ortiz M, Guardado Santer-

vas P, Arjona Padillo A, Aguilera Del Moral A. Cluster-tic como
comienzo clinico de una fistula dural carétido cavernosa. Neu-
rologia. 2014;29:125—128.

Dural arteriovenous fistulas account for 10% to 15% of
all intracranial arteriovenous lesions and their symptoms
and prognosis vary considerably. Some may elicit tinnitus
or ocular symptoms, while others may provoke neurolog-
ical symptoms or intracranial haemorrhage. The Cognard
classification is the most widely used to determine the risk
associated with dural arteriovenous fistulas in order to make
treatment decisions. It rates fistulas in 5 categories, from |
tov.!

The Cognard classification is based on different fac-
tors, including direction of venous drainage, recruitment,
and presence or absence of spinal perimedullary venous
drainage. Its 5 categories are described as follows. I: located
in the main sinus, with antegrade flow; 1: in the main sinus,
with reflux into the sinus (1a), cortical veins (ib), or both
(na+b); m: direct cortical venous drainage without venous
ectasia; Iv: direct cortical venous drainage with venous
ectasia; and v: with spinal perimedullary venous drainage.
Ectasia is diagnosed when vessel calibre is greater than 5 mm
or more than 3 times the normal diameter.'

Dural carotid-cavernous fistula is a specific type of dural
arteriovenous fistula in which there is abnormal shunting
within the cavernous sinus. The cavernous sinus is a vas-
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cular network crossed by the intracranial internal carotid
artery, which in turn provides various intracranial branches
to nerves and to the pituitary gland (meningohypophyseal
trunk and inferolateral trunk). The external carotid artery
also extends dural branches to the cavernous sinus; these
branches anastomose with internal carotid artery branches.
The dural arteriovenous fistula gives rise to high-pressure
arterial blood entering the low-pressure cavernous venous
sinus. This interferes with normal venous drainage of the
cavernous sinus and the orbit.

Most dural arteriovenous fistulas are acquired (venous
sinus thrombosis, surgery, trauma, spontaneous fistula,
etc.).? The formation of these fistulas has been associated
with rupture of an intracavernous aneurysm, fibromuscular
dysplasia,® Ehlers—Danlos syndrome and other collagen vas-
cular diseases, arteriosclerotic vascular disease, pregnancy,
etc.

The most common clinical manifestations are orbital
venous hypertension, orbital venous congestion, eye prop-
tosis, chemosis, dyplopia due to cranial nerve impairment
(m, v, and vi), impairment in the first branch of the trigem-
inal nerve (v-1), vision loss, central retinal vein occlusion,
retinopathy, glaucoma, and headache.*?

We present a case of dural carotid-cavernous fistula that
initially presented as an atypical recurrent headache.

The patient was a 69-year-old woman with a history of
vertiginous syndrome and a cholecystectomy. She was exam-
ined due to recurrent right-sided hemicranial headache
(predominant in the periorbital region) that had been occur-
ring over 4 months. Headaches appeared almost daily,
tended to be more intense at night, and occurred in 2
to 4 episodes per day. These episodes lasted from min-
utes to hours and were generally described as moderate to
intense pain that was oppressive and sometimes pulsating.
Accompanying symptoms included conjunctival injection
ipsilateral to the pain, an uncomfortable sensation (‘gritti-
ness’) in the right eye, and a sensation of fullness in the right
nasal region that occasionally coincided with headaches.

Since onset of these headaches, the patient had also been
experiencing short attacks of paroxysmal pain lasting less
than 60 seconds, described as resembling electric shock and
located in the upper right dental arch. Episode periodicity
varied throughout the day and the pain was described as
moderate to intense with no trigger points or other con-
comitant symptoms.

The patient had been examined by ophthalmologists and
a dentist, and the facial CT and cranial MRI scans that had
been performed revealed no significant findings.

She was admitted to the neurology department due to
presenting binocular horizontal diplopia in the preceding
days. Examination revealed right-sided sixth nerve palsy
with no other findings.

A brain MRI and MRI angiography revealed discrete right-
sided exophthalmos, changes in signal intensity in the right
cavernous sinus, and an increase in right ophthalmic vein
calibre that suggested a right dural carotid-cavernous fis-
tula. In light of these findings, we performed left and right
cerebral carotid angiographies which revealed extensive
dural fistulous connection affecting the right cavernous and
coronary sinuses and probably also the medial margin of the
left cavernous sinus. There was a prominent arterial supply
from branches of both internal maxillary arteries and also
from the inferolateral trunks of both internal carotid arter-
ies. Venous drainage for the fistula followed an anterograde
pattern towards both inferior petrosal sinuses, which were
found to be permeable. This coexisted with intense reflux to
the right superior ophthalmic vein and the facial vein, with
extensive involvement of veins of the right cerebral cortex
(Figs. 1 and 2). Based on this evidence, the MR angiography
and cerebral angiography pointed to a grade i dural carotid-
cavernous fistula (with direct drainage to right-sided cortical
veins and no ectasia).

In a second intervention, doctors embolised the cav-
ernous sinus. Subsequent image series of both carotid
arteries showed absence of pathological arteriovenous
shunting and normalisation of cerebral blood flow in both

Figure 1

Left: Right external carotid artery angiogram, lateral projection, with blood supply from the internal maxillary artery to

the cavernous sinus. Right: Lateral projection angiogram of the right internal carotid artery showing blood supply to the cavernous
sinus. Both images show the co-presence of reflux to the right ophthalmic vein and facial veins, with extensive participation by

right-sided cerebral cortical veins.
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Figure 2

Left: Anteroposterior projection angiogram of the left common carotid artery with blood supply to the cavernous sinus

from the internal maxillary artery and the inferolateral trunk of the internal carotid. Right: Left external carotid artery angiogram,
lateral projection, with blood supply from the internal maxillary artery to the cavernous sinus.

carotid territories. At 5 months post-intervention, the
patient had experienced no further headaches.

Our patient initially presented with a recurrent headache
which met criteria for cluster headache. Nevertheless, other
data were atypical, such as recent onset in an elderly woman
and the association with trigeminal neuralgia with no trig-
ger points or factors. Coexistence of a cluster headache
and trigeminal neuralgia was described years ago under the
name of cluster tic syndrome. This entity is recognised by
the IHS International Headache Classification.® The primary
form of this entity was ruled out by the appearance of
oculomotor palsy and findings from complementary tests.
The literature has described secondary causes of cluster

Table 1  Aetiology of secondary cluster headaches.

Post-traumatic

Post carotid endarterectomy

Sphenoid sinus aspergilloma

Enucleation of the eye

Cerebral metastasis

Sellar region tumours

Prolactinoma

Meningioma

Nasopharyngeal carcinoma

Clival tumour

Ventricular xanthoma

Cervicomedullary infarction

Subdural haematoma

Septic thrombosis of the cavernous sinus or posterior
communicating artery

Superficial temporal arteriovenous fistula

Mesencephalic, parietal, occipital, or temporal
arteriovenous malformation

Vertebral artery dissecting aneurysm

Mycotic aneurysm of the intracavernous carotid

tic syndrome, including basilar artery ectasia or pituitary
adenoma.’®

Although the literature does describe dural arteriove-
nous fistula in association with intermittent headache, we
find few descriptions of the clinical characteristics in such
cases.”> Another noteworthy feature in our case was the
fact that the initial brain MRl was normal. On this basis, we
advise using MR angiography or a similar technique when
studying trigeminal autonomic cephalalgias. This comple-
mentary test can be used to identify numerous vascular
conditions that are known causes of secondary cluster
headaches (Table 1).°~"2

In conclusion, when a patient presents an atypical form
of trigeminal autonomic headache, doctors must search for
a secondary cause. These headaches are often associated
with a wide range of entities, some of which may be quite
severe.
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Rapid, severe neurological impairment
associated with paraneoplastic cerebellar
degeneration and anti-Yo antibodies™

Deterioro neurolégico rapido y severo
asociado a degeneracion cerebelosa
paraneoplasica con anticuerpos anti-Yo
positivos

Dear Editor:

Paraneoplastic cerebellar degeneration (PCD)'~* is a rare
syndrome that most frequently occurs in women with
gynaecological cancer.” It is characterised by extensive
loss of Purkinje cells which are targeted by antibodies
(anti-Yo, anti-Tr)>®; these antibodies may be detected in
serum and/or cerebrospinal fluid (CSF).” These syndromes
manifest with pancerebellar symptoms including vertigo,
ataxia, dysarthria, and nystagmus.®° Symptoms are usually
expressed during the underlying tumour’s early stages of
development, which means that any occult neoplasia should
be located urgently.'0"?

The patient was a 69-year-old woman treated at our
hospital for left gaze deviation, generalised hypotonia fol-
lowed by limb hypertonia, and loss of consciousness lasting
approximately 5minutes. Medical history included arterial
hypertension and hypothyroidism, both of which were con-
trolled. She had lost 8kg in the preceding 6 months and
also experienced difficulty walking, blurred vision, and dif-
ficulty speaking in the week prior to hospital admission.
Examination showed normal vital signs. The patient was
alert and oriented, displaying dysarthria, difficulty follow-
ing directions, saccadic eye movements, vertical nystagmus,
and pronounced left-sided dysmetria on the finger-to-nose
test. The patient was unable to perform the heel-to-knee-
to-shin test; tendon reflexes, cranial nerves, and sensitivity
showed no alterations. Complementary tests showed nor-

* Please cite this article as: Cadavid D, Diaz JC, Masaru Shinchi
A, Jesualdo Ariza Y. Deterioro neurologico rapido y severo asociado
a degeneracion cerebelosa paraneoplasica con anticuerpos anti-Yo
positivos. Neurologia. 2014;29:128—129.

mal blood count and renal function, no positive ELISA tests
for HIV or other entities, normal vitamin By, levels, and
normal CSF results (cytochemistry, direct study, and cul-
tures). Brain MRI with gadolinium contrast (Fig. 1) revealed
microangiopathic leukoencephalopathy with no lesions in
the posterior fossa and normal MRA. Based on this evi-
dence, doctors suspected PCD. Doctors extended the search
for a primary tumour by ordering a thoracic CT and mam-
mary ultrasound; both yielded normal results. Abdominal
and pelvic CT (Fig. 2) revealed a retroperitoneal mass prox-
imate to the third part of the duodenum with no masses in
ovaries or adjacent structures. The mass was resected and
determined to be a retroperitoneal lymph node with poorly
differentiated metastatic adenocarcinoma. The immunohis-
tochemical study was inconclusive. The Western blot test
was used to check for anti-Hu and anti-Yo antibodies, and
the latter were detected. The patient was started on steroid
treatment at 1 mg/kg/day, but progress was poor. Cerebel-
lar symptoms evolved rapidly, and the patient was unable
to walk or swallow less than 7 days after being admitted.
Due to the patient’s rapid clinical decline and poor prog-

Gadolinium-enhanced FLAIR
inversion-recovery) magnetic resonance image of the brain:
microangiopathic leukoencephalopathy.

Figure 1 (fluid-attenuated
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