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Dear Editor,

CADASIL is a hereditary small vessel disease
that typically manifests in early adulthood and is
characterized by migraine headaches, recurrent
lacunar strokes, epilepsy, vascular dementia,
apathy, pseudobulbar palsy, and organic
psychiatric  symptoms (1). If there s
disproportionate white matter disease on
magnetic resonance imaging (MRI) in patients
with a positive family history and relatively mild
or no vascular risk factors, CADASIL is the
diagnosis that comes to mind. In the last 20 years,
many cases and case series have been reported in
our country, and it is not rare (2,3).

CADASIL has very specific MRI features; in
many cases, it is possible to identify the syndrome
based on the lesion pattern. In the family of the
presented 59-year-old man, a (C.3043T>C
(p-Cys1015Arg) mutation was found in exon-19 of
the NOTCH3 gene. The diagnosis was made after
recurrent strokes, that had first occurred 8 years
ago. In his family, grandmother, aunt, siblings, and
children have a diagnosis of CADASIL. The 3T MRI
findings of the patient who presented with acute
right-sided hemihypoesthesia while continuing to
smoke and use clopidogrel are presented. (Figures
1 and 2). CADASIL's most striking MRI findings are

symmetric, coalescing and diffuse hyperintense
lesions (ischemic leukoencephalopathy) in T2-
weighted and FLAIR sequences (4). Basal ganglia
and thalamus are frequently affected. The pons
and corpus callosum are also not infrequently
affected. A well-documented typical feature is that
the anterior temporal lobe and the external
capsule are affected first and become completely
affected over time. Both areas were severely
affected in about 90% of cases (5). The cortex and
U fibres are typically spared in CADASIL. Occipital
and orbitofrontal subcortical white matter
involvement is also relatively rare (6).

Lacunar infarcts correlate closely with clinical
symptoms and are often located in the marginal
zones of leukoencephalopathy (peripheral
lacunae). This is a distinctive feature (7). In
CADASIL, lacunae tend to be variable in shape and
large. Acute lacunar lesions may be symptomatic
or detected on follow-up MRIs of completely
asymptomatic cases.

Cerebral microbleeds occur in up to 45% of
CADASIL cases and do not have a typical
distribution (6).

The number and volume of perivascular
spaces were significantly increased in CADASIL. A
frequently observed finding is an état criblé (or
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Figure 1. A: T2 axial: diffuse subcortical leukoencephalopathy with preservation of arcuate (u)
fibres, lacunar infarcts with peripheral localization [red arrow], multiple central lacunar infarcts,
and etate crible; B: FLAIR (fluid-attenuated inversion recovery): Diffuse leukoencephalopathy,
symmetric involvement of external capsules [yellow arrows], chronic and subacute central
lacunar infarcts [red arrows]; CD. T2 and FLAIR axial: anterior temporal leukoencephalopathy
[yellow arrow with open end], marginal perivascular spacing fields (box: an upper section, red
arrows with open end), lacunar infarcts in the pons [yellow arrow]; E: SWI (Susceptibility
weighted imaging): right occipital microhemorrhage [green arrow], central and peripheral
lacunae [red arrow]; F: DWI (diffusion-weighted imaging): Right frontal subcortical acute
lacunar infarct [Green arrow], central and peripheral lacunae [Red arrow]. 3T magnetic
resonance imaging..
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Resim 2. A: FLAIR (Liquid

attenuated

MRI in CADASIL

inversion healing): Diffuse subcortical

leukoencephalopathy with preservation of arcuate (u) fibres, lacunar infarcts with peripheral
localization [red arrow]; B:ASL (Arterial spin labelling MR perfusion): Bilateral parietal cortical
hypoperfusion [white open arrows]; C: Coronal T2 transmission: Diffuse leukoencephalopathy,
chronic peripheral and central lacunar infarcts with multiple conglomerates [red arrows],
enlarged peri-spaces in a chain-like arrangement [yellow open sell arrows]; D: SWI
(Susceptibility weighted imaging): Peri-dentate hypointensity [White arrows]. 3T magnetic

resonance imaging..

status cribrosum) localized in the basal ganglia.
Corticosubcortical rim location of perivascular
spaces, especially of the temporal pole, and the
formation of chain-like structures are the the most
specific imaging findings of CADASIL (6).
Cerebrocortical hypometabolism and associated
hypoperfusion due to cortical disconnection
caused by subcortical lesions are other guiding
imaging findings in CADASIL (8). Disproportionate
involvement of the temporal pole and external
capsule, micro haemorrhages, and multiple and
enlarged perivascular spaces suggest a diagnosis
of CADASIL. However, peripheral lacunae,
perivascular spaces that chain together, and
cortical hypometabolism are almost diagnostic of
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the disease, especially when they occur together.
So, once seen, never forgotten.
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