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Abstract

Sneddon syndrome (SS) is a clinical entity corresponding to a non-inflammatory thrombotic vasculopathy that includes livedo
reticularis (typical skin lesions) and cerebrovascular lesions. We present here a case of autoimmune SS with dementia and
psychosis as the main features that revealed the disease, in a 45-year-old Tunisian man

Introduction:

Sneddon syndrome (SS) is a noninflammatory thrombotic vasculopathy affecting small and medium arteries
of the skin and the brain. This disease is a rare disorder (1). The SS Orpha number is ORPHA820 (2). In
almost half of the cases antiphospholipid antibodies are detected (2,3). The aim of this report is to provide
a description of a case of SS with cognitive impairments and psychotic symptoms as inaugural symptoms.

Case report:

The patient is a 45-year-old Tunisian male. He consulted with memory disorders, confusional episodes and
delusions. The picture began three years before his first consultation with a progressive worsening. His family
brought him to the clinic because of the decrease in his autonomy in daily life. At the same time, sleep
disorders and mood lability were described. Initially, he was treated as suffering from major depression, with
psychotic symptoms. Physical examination revealed mild dysarthria with pyramidal syndrome. The rest of
the examination was normal except for multiple skin blemishes , mainly on the trunk and upper extremities,
and raynauld phenomena in the fingers. Lesions were changing under pressure. The psychiatric examination
found a delusion of persecution with auditory and visual hallucinations. The patient and his entourage did
not recognize the skin lesions as pathologic. The neuropsychological tests revealed a score of 19/30 points
on the Mini-Mental Status Examination, a dysexecutive syndrome (BREF test: 5/18), and hippocampal
profile amnesic syndrome. Three years ago, his wife noticed speech disorder. He reported family history of
haemorrhagic stroke with hypertension in his mother, and stroke in his father without history of vasculitis,
or SS.

Immunological work up showed positive anti phospholipid antibodies (APL). The rest of the immunological
and infectious investigation was negative. The test for human immunodeficiency virus, hepatitis B and C
virus was negative. The thyroid workup was normal.

The brain MRI (Figure 1) – showed multiple areas of signal change over the cortical-subcortical transition
and in the deep periventricular white matter with gadolinium enhancement, confirming cerebral ischemia.
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Cerebral atrophy was also observed.

Cerebral angiography (Figure 2) revealed decreased vessel diameter and parietal irregularities in distal cere-
bral arteries suggestive of vasculitis. He was discharged on acetylsalicylic acid, corticoids and oral anticoag-
ulants with a diagnosis of SS.

Discussion:

The collection of the data, its analysis and the presentation of the results was performed according to the
declaration of Helsinki-ethical principles for medical research involving Human subjects.

Sneddon syndrome is a clinical diagnosis. It has been related to several etiologies (2). Schellong et al (4)
distinguish the primary form without apparent cause from the autoimmune forms occurring with systemic
lupus erythematosus or antiphosphate antibody syndrome (as in our case) (2). A thrombophilic form has
also been described by the same author (4)

The estimated annual incidence of SS is four cases per million and its precise aetiology is unknown(5). The
dementia of Sneddon syndrome is rarely inaugural. It may simulate an Alzheimer’s type dementia, making
the diagnosis more difficult (3). It is mainly due to the repetition of unnoticed cerebral ischemic accident,
more rarely hemorrhagic, which cause the deterioration of intellectual functions (3).

The course of this dementia is progressive and it is preceded one time in half by a transient cerebral accident
(5). Thus, cognitive disorders are other hallmark of the disease, which justifies close neurological monitoring
of any patient presenting with an isolated livedo reticularis. (3). Concentration, attention, memory, visual
perception and visuospatial construction are the most commonly described cognitive impairments (3).

Cases of other psychiatric symptoms are rare in the literature. We found two case reports about suicide
attempts in patients with Sneddon syndrome. In the first case it was a suicide attempt in a patient with
bipolar II disorder, the patient was put on antipsychotics but was resistant, and finally this episode led
to the diagnosis with Sneddon syndrome (6). The second case report disused the case of a woman, with
Sneddon syndrome, that had a suicide attempt in a psychotic context (7). She was finally put on a low
dose of antipsychotics with a good outcome. Th authors hypothesised that the psychiatric symptoms were
secondary to Sneddon syndrome. In our case, the psychiatric symptoms included delusions of persecution
with auditory and verbal hallucinations.

Psycho-cognitive signs occurs generally after years, but cases of dementia and mood disorder secondary to
subclinical recurrent strokes have been reported without preceding episodes of focal neurological deficit (8).
In a case report, cognitive impairment was the first clinical presentation of Sneddon syndrome and it was
explained by the writers as vascular dementia as they believed that it could be secondary to silent strokes
that went unnoticed (2).

Lesions can be more clearly detected by MRI than by CT scan (8) . MRI may show lacunar infarcts and
signal alterations in the periventricular white matter suggesting chronic ischemia and cortical atrophy (9).

There are three aspects of cerebral infarction (9). In case of occlusion of a middle-sized artery, a large
cortical-subcortical infarction is observed. A smaller distal infarct is seen if a superficial perforating artery
is involved, and more rarely a deep white matter infarct if the deep perforating artery is thrombosed (9,10).
In addition, strokes may be supra- and infratentorial, but basal ganglia and cerebellum are rarely involved
(11).

Cerebral angiography is the gold standard for diagnosis of Sneddon syndrome and it has demonstrated
superior visualization of medium to small size vessels compared to CT or MR angiography. In the early
stages, when angiopathy only affects the capillaries and arterioles, angiography can be normal (5). It may
remain normal in up to half of cases. In the other half, it shows obstruction sometimes responsible for
collateral arteriolar network (12).

Cutaneous biopsy may show occlusion of arterioles by intimal proliferation (13). For several authors, these

2



P
os

te
d

on
A

ut
ho

re
a

6
Se

p
20

22
|T

he
co

py
ri

gh
t

ho
ld

er
is

th
e

au
th

or
/f

un
de

r.
A

ll
ri

gh
ts

re
se

rv
ed

.
N

o
re

us
e

w
it

ho
ut

pe
rm

is
si

on
.

|h
tt

ps
:/

/d
oi

.o
rg

/1
0.

22
54

1/
au

.1
66

24
56

81
.1

96
91

46
2/

v1
|T

hi
s

a
pr

ep
ri

nt
an

d
ha

s
no

t
be

en
pe

er
re

vi
ew

ed
.

D
at

a
m

ay
be

pr
el

im
in

ar
y.

histological findings are of little help in the diagnosis since they are neither specific nor sensitive (14,15). In
our case, no cutaneous biopsy was performed.

Conclusion:

In front of neuropsychiatric signs, especially dementia in the young and dermatologic signs, the diagnosis
of SS should be evoked. MRI and Cerebral angiography are essential. Cutaneous biopsy can help in the
diagnosis.

Figures:

Figure MRI shows lesions with high signal intensity on T2WI in the cortical -subcortical region of left
occipital lobe and left and right parietal lobes with retracted atrium and diffuse atrophy.

Figure 3D TOF MR Angiography shows rarefaction of the distal branches of the middle cerebral artery
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