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Abstract

Sneddon syndrome may present with neurological findings such as transient ischemic stroke, strokes, seizures and/or headaches. How-
ever, a purplish, spider web-like skin finding called livedo reticularis may accompany the skin and precede neurological findings. Sned-
don syndrome often affects women. Since it is vasculopathy affecting small and medium vessels, other organ findings may accompany.
We present a 44-year-old Sneddon syndrome patient with monoparesis in her left lower extremity, livedo reticularis on her back and

legs, and hypertension.
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INTRODUCTION

Sneddon syndrome is a rare occlusive arterial disease char-
acterized by recurrent ischemic stroke and livedo reticu-
laris in the skin. It usually affects young adults and women
with an average age of onset between 20 and 42 years.[!-%]
Stroke, transient ischemic attacks, seizures, headache, and
dizziness may be seen among the neurological findings in
Sneddon syndrome. Since small and medium-sized arteries
are involved in the central nervous system, clinical findings
may not be very severe. Although the etiology of Sneddon
syndrome is not generally known, it may sometimes be as-
sociated with an autoimmune disease.[**! Most cases are
sporadic, but some familial cases with autosomal dominant
inheritance have been reported./*”! It has been emphasized
in the literature that Sneddon syndrome should be differen-
tiated according to the positivity or negativity of antiphos-
pholipid antibodies. Its incidence has been reported to be 4
per 1 million per year in the general population.!>*! Live-
do reticularis is a purplish skin change with a spider web-
like appearance that can be seen on the trunk and extrem-

ities. It can be seen before a stroke. Livedo reticularis can
worsen cold and pregnancy. Livedo reticularis may cause
diseases such as some collagen tissue diseases (system-
ic lupus erythematosus, polyarteritis nodosa, rheumatoid
arthritis), metabolic disorders (hypercalcemia), infections
(tuberculosis, syphilis), hematological disorders (throm-
botic thrombocytopenic purpura, antiphospholipid anti-
body syndrome, disseminated intravascular coagulation),
cryoglobulinemia. These may accompany the condition
and should be considered in the differential diagnosis.[*!
Hypertension occurs in a significant proportion of patients
with Sneddon syndrome. Central retinal artery occlusion
and central retinal vein occlusion can be seen among its
ophthalmological complications.!->>7]

CASE REPORT

A 44-year-old right-handed female patient presented with
complaints of numbness and weakness in her left leg that
had been present for about a day. She had no disease oth-
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er than known hypertension for which she was taking ler-
cadipine 20 mg. On physical examination, her blood pressure
was 142/70 mmHg, heart rate was 88/min, temperature was
36.5°C, and oxygen saturation was 97% in room air. Electro-
cardiography (ECG) showed a normal sinus rhythm. There
were purple-colored skin lesions on her back that extended to
her hips, which were not raised from the skin, similar to spi-
der webs, and fading with pressure. The neurological exam-
ination of the patient revealed left lower extremity strength
of -5/5 and hypoesthesia in the left lower extremity. Deep
tendon reflexes were normoactive. The patient had occasion-
al double vision for ten years and had a history of abortion
in 2012. No pathological finding was detected by the brain
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computed tomography (CT). Magnetic resonance imaging
(MRI) of the patient showed diffusion restriction in favor of
acute-subacute infarct, located paramedian at the vertex lev-
el in the right frontoparietal, and involving cortical-subcorti-
cal areas (Fig. 1).

In the dermatology consultation of the patient, the skin
finding was evaluated as livedo racemosa and biopsy was
taken (Fig. 2).

No significant pathology or cardioembolic stroke focus was
detected in the cardiac examination. No vessel occlusion was
found in the brain-neck CT angiography.

In laboratory tests, complete blood count, platelet function
tests, coagulation tests, routine biochemistry tests, complete

Figure 1. Acute infarct located paramedian at the vertex level in the right frontoparietal vertex in diffusion MRI imaging, involving

cortical-subcortical areas, and its counterpart in ADC sequence.

Figure 2. Spiderweb-like, purplish, non-fading livedo reticularis skin lesions on the legs and back of the patient
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urinalysis, protein electrophoresis, antinuclear antibodies,
vitamin BI12, thyroid function tests, HbAlc, erythrocyte
sedimentation rate, autoantibody (anti-SSA, anti-SSB, an-
ti-dsDNA antibodies, anti-Sm antibodies), antithyroid anti-
bodies, syphilis serology (fluorescent treponemal antibody),
Schirmer test, homocysteine, rheumatoid factor, anti-strep-
tolysin O (ASO), rheumatoid factor (RF), immunoglobins
A, G, and M were normal. ELISA tests (hepatitis A, HIV,
hepatitis B, hepatitis C) were negative. However, anti-cardi-
olipin IgM elevation was detected but anti-f2 glycoprotein 1,
anti-prothrombin IgG and IgM, anti-annexin V IgG, and an-
ti-annexin V IgM were normal. The tests for viral meningitis
agents (herpes simplex virus 1-2, HSV), varicella zoster virus
(VZV), enterovirus, parechovirus, Epstein-Barr virus (EBV),
cytomegalovirus (CMV), and adenovirus were negative. The
brucella tests were negative. The pathergy test for Behget’s
disease was negative. In skin biopsy, proliferating vascular
structures under the epithelial tissue and intense mononucle-
ar type inflammatory cell infiltration around these vascular
structures were consistent with livedo reticularis. No signif-
icant pathology was detected with the renal Doppler ultra-
sound study for hypertension. No additional pathology was
detected in the examinations performed in the patient who
had occasional double vision.

Warfarin treatment was administered to the patient due
to a history of thrombosis and anticardiolipin Ig M positivity.
The patient was discharged from the outpatient clinic to be
followed up. However, the patient did not come for examina-
tion afterwards.

DISCUSSION

Sneddon syndrome is a rare occlusive arterial disease char-
acterized by recurrent ischemic stroke and livedo reticu-
laris in the skin. Stroke, transient ischemic attacks, seizures,
and headaches can be seen in patients as neurological find-
ings. However, patients may have liver, kidney diseases,
and hypertension.l'#) Our patient had hypertension, liver
and kidney function tests were normal, and no significant
pathology was found by the ultrasonography performed to
find the etiology of hypertension. On MRI, an acute-sub-
acute infarct located paramedian at the vertex level in the
right frontoparietal and involving cortical-subcortical
areas was detected. Thereupon, the etiology of ischemic
stroke was investigated in our patient. Sneddon syndrome
affects women more frequently between the ages of 20 and
42 and its incidence is estimated to be 4 in 1 million people
per year.[">3] Our patient was a 44-year-old woman whose
biopsy result of the skin findings was found to be compat-
ible with livedo reticularis. Some collagen tissue diseases,
metabolic disorders, infections (tuberculosis, syphilis),
hematological disorders that may be associated with live-
do reticularis were excluded.*®! The relationship between
cerebrovascular disease and livedo reticularis was report-
ed in 1959 by Kimming and described by Champion and

Rook in 1960. The syndrome, however, was first described
by Sneddon in 1965.1!37 Antiphospholipids are associated
with a high risk of ischemic stroke, and they were positive in
our patient. As a result of the thrombophilia panel searched
in our patient, no significant pathology was detected.

Treatment with warfarin is recommended in the pres-
ence of antiphospholipid antibodies.['"*”] Our patient had
antiphospholipid antibodies and warfarin treatment was
started.

We wanted to present our 44-year-old patient with isch-
emic stroke, livedo reticularis and hypertension, anti-car-
diolipin IgM positivity and a diagnosis of Sneddon syn-
drome.

In conclusion, Sneddon syndrome, which is very rare,
was aimed to be considered while investigating the etiology
in young stroke patients. If the patient meets the diagnostic
criteria for Sneddon syndrome, antiphospholipid antibod-
ies and thrombophilia panel tests should also be performed
in order to regulate the treatment, and the treatment should
be arranged accordingly.
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Pe3tome

Cunppom Sneddon Mo>keT IPOSIBATHCS HEBPOIOTMYECKIMI IIPOSIBTICHISIMY, TAKMMI KaK IIPEeXOMSIINIT MIIeMUYeCKIIT MHCYIIbT, IH-
CY/IBTBI, CYOPOTH 11/ 11V TONIOBHBIe 607u. TeM He MeHee, ypIIypHOe, TOXOXKee Ha Ay THHY 06pasoBaHe Ha KO)Ke, Ha3bIBaeMOe /14800
pemuKynapuc, MoXXeT 0OHaPY>KIThCS Ha KO>Ke U IIPeLIeCTBOBATh HeBpomorndeckum cumnromaM. Cungpom Sneddon gacto mopaxa-
eT >KeHIMH. [I0CKONbKY 5TO BaCKy/IONaTus, IOPaXKaIoLasd MEJIKIE U CPeHIE COCY/bl, OHA MOXKET COIPOBOXK/IAThCA M3MEHEHUAMU
B [PYTUX OpraHax. MBI IpefcTaB/isieM 44-7I€THIOK MAlMeHTKy ¢ cuHApoMoM Sneddon ¢ MOHOIIApe30M J1eBOIT HIDKHEN KOHEYHOCTH,

JIUBENO PEeTUKY/TAPUC Ha CIIMHE M HOraX M TUIIEPTOHMEIA.
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