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A Rare Cause of Intra Cavernous Internal Carotid Artery
Dissection: Sturge Weber Syndrome

Intrakavernéz internal Karotid Arter Diseksiyonu olan
Nadir bir Olgu: Sturge Weber Sendromu

Pinar Bekdik Sirinocak ®, Muzaffer Degertekin ®, Basar Sarikaya ®, Canan Aykut Bingél ©
Berrin Aktekin ©

ABSTRACT

Sturge-Weber syndrome (SWS) is a rare neurocutaneous disease characterized with a port-wine stain and ipsilat-
eral leptomeningeal angiomas. It may cause wide variety of neurological signs and symptoms.

A 63-year-old female patient with a port-wine stain on her face was followed up in our department symptoms of
transient ischemic attack and focal epileptic seizures at 2-year intervals.

The investigation of the cause of the transient ischemic attacks showed dissection of the right cavernous internal
carotid artery.

To the best of our knowledge, this is the first case in the literature. In advanced age, as in our case, central nervous
system involvement could be related to congenital abnormalities of the vascular bed.
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Sturge Weber sendromu (SWS) porto-sarap lekesi ve ipsilateral leptomeningeal anjiomlar ile karakterize nadir
goriilen bir nérokiitanéz hastaliktir. Cok gesitli nérolojik belirtilere ve semptomlara neden olabilir.

Yiiziinde porto-sarap lekesi olan 63 yasinda kadin hasta bélimimiizde gegici iskemik atak ve fokal epileptik nébet
semptomlari ile iki yil araliklarla takip edildi. Gegici iskeminin nedeninin arastirilmasi sirasinda sag kavernéz inter-
nal karotis arterin diseksiyonunu gdésterildi.

Bildigimiz kadariyla, bu literatiirdeki ilk olgudur. lleri yasta bizim hastamizda oldudu gibi santral sinir sisteminde
vaskdiiler yatadin konjenital anormallikleri ile iliskili olabilir.

Anahtar kelimeler: Sturge Weber sendromu, diseksiyon, gegici iskemik atak, kavernéz segment, epilepsi

INTRODUCTION with various neurological clinical signs

and symptoms such as transient isch-

Encephalo-facial angiomatosis, SWS,
exists in the following three types
according to the Roach scale: type 1:
classical SWS characterized by a port-
wine stain and leptomeningeal vascular
angioma, type 2 exists with the pres-
ence of only facial angioma, and type 3
is characterized by leptomeningeal
angiomatosis @,

Sturge-Weber syndrome may present

emic attacks (TIAs) and focal seizures.
Epileptic seizures are frequently associ-
ated with bilateral leptomeningeal
lesions, vascular involvement or cortical
dysplasia and they may affect individu-
als at any age. On the other hand, one
of the rare causes of TIA is the dissec-
tion of the carotid artery, accounting for
2% to 3% of all strokes 3. It is more
common at the cervical segment of the
carotid bulb . In our case, the investi-
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gation of the cause of the transient ischemic attacks
showed dissection of the right cavernous internal
carotid artery. To the best of our knowledge, this is
the first case in the literature developed in an
advanced age as in our case, amnd central nervous
system involvement could be related to congenital
abnormalities of the vascular bed.

CASE REPORT

A 63-year-old female patient was first admitted to
our clinic in 2013, with a complaint of sudden onset
hypoesthesia in the left side of her face and left arm
lasting for about five minutes. A week ago, she had
been evaluated in another hospital for two of almost
the same episodes and put on antiplatelet drug
treatment with the diagnosis of TIA. In her first
admission to our clinic, she had been experiencing
her third attack, her physical and neurological exam-
inations were all within normal limits except a port-
wine stainon the right side of her face innervated by
the second branch of the trigeminal nerve (Figure 1).
In her past medical history she had hypertension,
mitral valve replacement in 1998, and implantation
of permanent cardiac pacemaker in March 2013. Her
laboratory analyses were unremarkable except
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Figure 1. Port-wine stain.
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Figure 2. DSA images are in accordance with dissection.

Figure 3. DSA images are in accordance with dissection.

hyperlipidemia. The advanced investigations in car-
diology couldn’t detect any additional problem. Her
cranial magnetic resonance imaging (MRI) with con-
trast enhancement showed focal narrowing of the
right cavernous internal carotid artery, therefore we
planned to perform digital subtraction angiography
(DSA) of cerebral and cervical vessels. The DSA
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images are in accordance with dissection of carotid
artery (Figures 2 and 3). The patient was considered
to have TIA caused by dissection of the carotid artery
and therapeutic anticoagulation was arranged.

In the course of her regular follow-up, she did not
have any other TIA. Meanwhile, six months ago, she
presented to our department with episodes of queer
epigastric sensation with abdominal discomfort, hot
flushes all over her face with profound sweating,
hyperventilation and loss of consciousness which
lasted for about 1 to 3 minutes then totally resolved
within 20 minutes. She was taking sodium warfarin
at the time of admission and the INR level was 2.64.
In the evaluation of the cardiology department, no
cardiac pathology was considered. T2 and flair
sequences of the cranial MRI with contrast enhance-
ment showed subcortical areas of nonspecific isch-
emic gliotic hyperintense signals in both cerebral
hemispheres. The interictal EEG showed focal epilep-
tiform activity in the right temporal lobe. Then we
diagnosed her episodes as epilepstic seizures and
added 500 mg/day levetiracetam to her treatment.
The aforementioned attacks didn’t appear in her
further follow-up.

DISCUSSION

Sturge-Weber syndrome is a facomatosis character-
ized with leptomeningeal angiomatosis, port-wine
stain and ocular abnormalities ©®. Cutaneous port-
wine mark is the most common capillary vascular
malformation existing at an equal frequency in both
genders which is 0.3% in the newborn infants @, It
exists in front of the head on the eyelid, showing
localization in accordance with the area innervated
by first or second branch of the trigeminal nerve “.
In normal circumstances, the vascular plexus devel-
ops at the sixth gestational week and regresses in
the ninth week of gestation. Failure of regression
results in residual vascular tissue, such as angiomas
on face, leptomeninges and the involvement of the
ipsilateral eye ©,

Causes of the neurological abnormalities are not
clear and the following possible mechanisms have
been claimed: hypoxic ischemic damage of the tissue
in the side of leptomeningeal capillary venous mal-
formation, decreased cellular glucose metabolism,
and cerebral blood flow, venous occlusion and
increased venous pressure >0 The other clinical
signs of SWS include epileptic seizures, glaucoma,
headache, ischemic cerebral vascular events and
behavioral disorders.

TIA has been re-defined in the AHA/ASA guideline in
2009, as the transient neurological dysfunction
caused by focal cerebral ischemia which is not relat-
ed to a permanent cerebral infarct ). Dissection of
the carotid artery is an uncommon cause of stroke,
accounting for 2% to 3% of all strokes 2. It has been
reported that dissection of the internal carotid artery
causes TIAs in 20% to 30% of the patients and cere-
bral infarct in 40% to 60% of them 9. Most of the
infarcts are embolic in nature and they occur in corti-
cal and subcortical localizations. Patients present
with a considerably wide clinical spectrum. It may be
asymptomatic, or may exist with headache, pain in
the face and neck, tinnitus, Horner syndrome, retinal
ischemic events or involvement of the 9, 10" and
11" cranial nerves 19, Therefore, it also has a wide
spectrum of differential diagnosis. Its etiology has
not been fully clarified yet; however, systemic hyper-
tension and arteriopathy are the most frequent
causes 19, The most common localization of the
spontaneous dissection of ICA is 2-3 cm distal to the
cervical segment, towards the carotid bulb ©.
Computed tomography angiography, magnetic reso-
nance angiography, and conventional angiography
could be use for the diagnosis. In our case, at her
first clinical presentation, multimodal neuroimaging
did not detect the leptomeningeal angioma and/or
calcification but showed arterial dissection, focal
narrowing of the right cavernous part of the internal
carotid artery as a cause of the transient ischemic
attack, detected by DSA. In SWS, dissection of the
carotid artery at this localisation has not been previ-
ously reported in the literature.
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At the second clinical presentation, our case experi-
enced two episodes with sudden onset, existing with
abdominal discomfort which was consistent with an
epileptic seizure. EEG recording pointed out to the
right temporal epileptic focus. Antiepileptic treat-
ment was initiated and epileptic seizures did not
recur. Intracranial abnormalities in SWS may not
exist in infants in the early period, and, therefore,
re-investigations may be required in the advanced
ages. Our case was also re-evaluated for the signs of
SWS. T2W flair sequences of the contrast-enhanced
cranial MRI revealed subcortical areas of nonspecific
signal elevations in both cerebral hemispheres, local-
ized intensively in the frontal areas; however lepto-
meningeal angioma, cortical dysplasia and calcifica-
tion did not exist. Although a typical vascular lesion
of SWS was not detected in our case, her presenta-
tion were considered to be caused by ischemia as a
result of dissection of the carotid artery.

CONCLUSION

In conclusion, SWS is a condition characterized with
a port-wine mark, and neurological symptoms caused
by leptomeningeal angiomatosis. The patients with
port-wine marks present with neurological symp-
toms should be examined in detail re-garding the
SWS. However, even in the advanced ages as in our
case, SWS may present with various clinical features
such as TIA and seizures due to the cerebral effects
caused by a possible congenital anomaly in the vas-
cular bed. Additionally, our case is of utmost impor-
tance to highlight the dissection localized at intracav-
ernous segment of the carotid artery, which is a rare
cause of the TIA.
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