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Editorial

Multicenter studies to shed light 
on fibromuscular displasia and 
cervical artery dissection
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In this issue of Arquivos de Neuro-
Psiquiatria, Gervasi and colleagues1 re-
port the interesting case of a man diag-
nosed with ischemic stroke and fibromus-
cular dysplasia (FMD) in the internal ca-
rotid artery. FMD is a segmental, nonin-
flammatory, nonatherosclerotic vascu-
lopathy that affects primarily the carotid 
and renal arteries, but can also involve the 
vertebral artery and other territories2. At 
least two vascular beds are involved in up 
to 28% of the patients. FMD is a pathologi-
cal diagnosis, with medial fibroplasia being 
the most frequent finding, but a classical 
“beading” radiologic pattern with dilata-
tions and stenoses strongly supports clini-
cal suspicion2,3. Other radiological patterns 
such as long, smooth narrowing have also 
been described.

FMD is more common in women but 
can also affect men, as in the present-
ed case. It has been suggested that, even 
though FMD was previously considered to 
be rare, it may occur in 4% of adult women,  
being asymptomatic in most cases2. FMD 
is associated with a greater prevalence of 
intracranial aneurysms, as previously re-
ported in this journal4, and with a greater 
risk of arterial dissection. The prevalence 
of FMD in the general population is not 
known, as well as mechanisms underly-
ing pathogenesis of this vascular disease, 
or effective treatment strategies. We ex-
pect that the International Registry for Fi-
bromuscular Dysplasia2 will be valuable to 

fill some of the gaps in current knowledge 
about this condition.

In the case presented by Gervasi and 
colleagues, some features call our atten-
tion: the male gender of the patient, and 
the final diagnosis of FMD associated with 
arterial dissection provided by digital sub-
traction angiography but unrevealed by 
cervical Doppler ultrasound. The patient 
did not have headache or cervical pain, of-
ten present in cervical carotid artery dis-
section, nor did he present with Horner’s  
syndrome. The described clinical presen-
tation reinforce the concept that, even 
though the presence of such symptoms 
and signs may suggest a diagnosis of dis-
section, their absence should not be con-
sidered exclusion criteria5. 

Clinical supposition of cervical artery 
dissection is crucial for diagnosis, that has 
been facilitated by advances in imaging. 
Magnetic resonance imaging aiming at 
identification of a mural haematoma in the 
dissected artery is strongly recommended5.
Conventional digital subtraction angi-
ography may show filiform stenosis with 
slow flow, tapered narrowing (string 
sign), intimal flap, false lumen or aneu-
rysms in a dissected artery, but may not 
be required if diagnosis of a mural hae-
matoma can be made less invasively with 
magnetic resonance imaging5. In addi-
tion, factors influencing outcome have 
been enlightened by evaluation of col-
laterals with transcranial Doppler. In pa-
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tients with ischemic stroke and cervical carotid occlusion 
due to dissection, those with none or only one activat-
ed collateral vessel were shown to have worse prognosis 
than those with at least two activated collateral vessels6.

The patient reported by Gervasi and colleagues was 
treated with anticoagulation, often used in clinical prac-
tice to avoid stroke recurrence in patients with arterial  
dissection despite absence of evidence-based guidelines. 
It has been estimated that, to detect a 5% difference in the 
proportion of patients dead or disabled from 20% to 15% 
in patients with cervical artery dissection treated with 
either antiplatelet drugs or anticoagulants, 1400 patients 
would have to be included in each arm of a clinical trial7. 
Recently, higher recurrence rates than previously as-
sumed were reported in an observational study in pa-
tients with cervical artery dissections, along with higher 
rates of recurrence in patients treated with antiplatelets 
compared with those treated with anticoagulants8. These 
findings highlight the need of a clinical trial, despite bar-
riers of funding and difficulties in recruitment. At the mo-
ment, feasibility of such a trial is evaluated by the Cervi-
cal Artery Dissection in Stroke Study (CADISS) that ran-
domizes patients to either anticoagulation or antiplatelet 
treatment (http://www.dissection.co.uk).

As take-home messages from the case reported by 

Gervasi, we must keep in mind that FMD can occur in 
men, that cervical Doppler may not be able to diagnose 
FMD or arterial dissection, and that cervical carotid dis-
section can occur in the absence of headache, neck pain, 
or Horner’s syndrome. Multicenter studies are key to an-
swer a number of questions that challenge clinical prac-
tice in Neurology. Understanding causes and defining the 
best therapeutic approaches for FMD and arterial dis-
section remain puzzles to be solved, but there is hope on 
the horizon.
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