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Sir, 
A 31 year- ld woma n was applied to our 

University ho pital neurology outpatient clinic 
v,1ith the complaint of expressive aphasia and gait 
ataxia w hile using acetylsa licylic .ı c i d: 300 mg/ day 
regularly. Expr ive aplıasia, 1 ft 12th cranial 
nerve involvement and gait a taxia to the left ide 
were found in her neurological examina tion and 
had diagnosed transient i chemic attack (TlA). In 
her physical e amination Raynaud 's p henomena 
and patches of livedo re ticularis, wlıi ch extended 
across her lower back, thighs and bil rıterally d rsal 
hands (Fig 1) were seen. Her m dicıı l s tory was 
notable for pr vious TlA attacks, hypertension 
(HT), and pr gna ncy with intraut rine growth 
restriction child and dead born. She had a 10 
years old healthy boy. H r fother had died with 
myocardial in farction when he wa 35 year old. 

H r brain Magnetic R sonancc lınagine (MR!) 
detected nunı rous, scattercd corti a.l, subcortiecıl 

ischemic lesion and lacumır infarcti n in c ntrum 
semi vale (Fig2). Doppl r a nd card i echograplıical 

findings wer not indicate any eti logic foctor for 
cardiac or cervica l vascukı r m bolus. 

Figure 1: P~tchcs o f li vedu rcl i cu l ıı ris on dnrs~I lıund. 

in laboratory 'Xanıin, tion; ,11 13lood ' e li 
c u nt (CBC), sed iment, tion ratc, ami rouline 
bioch >mi try vn luc and blood h 1mo -ysteinc !evci 
weP ali in Lhcir norma l rnngcs. ~oagul.ıt i on tc;; ts 

Figme 2; MR!: Subcorti cıı l ischcmic le ions. 

including de tection of an ti thrombin lII, rh urnatoid 
factor, Anti Nuclear Antibody (ANA), Anti-ds 
D A, Anticardiolipin antibody (ACA) I M and 
lgG, p and c-antineutrophil cytoplasmic antibodie 
(p A CA, c A CA) and Lupus anticoagulant 
were all negative. Protein C: 75 (N: 70-130) and 
Antithroınbine IH: % 89 ( : 6%-120%) both v.ere 
in normal range but Protein S: 57 ( ; 60-140); 
Activııted protein C resistanc (APC- r istance): 
103 ( : 120-130) werc both r duced. Sh had no 
gene ınutations including PT 20210 G- : G/G ( : 
G/ G) and MTHF2 677C-T: C/ C ( : C / C) but D A 
analysis with micro-array show d Factor V Leiden 
hctereozygot muta ti n : [ FV 1691 G-A: / A ( : 
G/G)J. 

The diagnosis f the pati nt was n ddon'. 
syndrome (SS) wi th the etiologic factor of Factor 
\/ Leiden ınuta tion, Protein S defici ney and AP -
rcsistancc. Anticoagulııtion therapy with wa rfa rin 
wıı ııdded her trcatment. Y t, he has bcen usin 
wnrbrin and acetyL a licylic a id with n further 
1\1.:'urologica l probl m in 2 y ars. SS is, ocic1 l d 
with cer bra l i chcınic evc nls, li v~do a ııd i 
cmıscd by vascu lnr thronıbos is (1 ). Despitc sevcrn l 
thro ıııbophili c conditions h11vı.: bccn implirn tcd, it 
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Tunca et ali. 

is often associated with primitive antiphospholipid 
syndrome (2). lsolated or multiple infarcts can be 
seen in computerized tomography (3). Thrombosis 
of cerebral vessels has been noticed in few cases 
reaching autopsy so a thrombotic process is thought 
likely even in the absence of antiphospholipid 
(aPL) (4,5). 

Miscellaneous clotting abnormalities have 
been previously reported in isolated cases of 
aPL- negative patients such as homozygous 
factor V leiden mutation (4,6,7), increased platelet 
aggregability (8), increased b- thromboglobulin 
levels (9), modifications of the tissue plasminogen 
activator /inhibitor ratio (10), familial deficiency 
in antithrombin III (11), increased amounts of 
antithrombin III (3), dysfibrinogenemia (2), 
activated protein C resistance (7), impairment of 
coagulation factor VII and free protein S (12). 

Patients with factor V leiden mutation have a 
single point mutation of factor V gene Arg506Gln 
or R506Q leading to activated protein C resistance 
and reduced anticoagulant effect of the protein C/ 
S natura} inhibitor system (4). 

The prevalence of heterozygous factor V Leiden 
mutation in aPL negative patients with sneddon 
syndrome was 19 % in Besnier Ret al. series (4). 

Normally, the protein C system becomes 
activated when thrombin binds to thrombomodulin. 
This pathway regulates the activity of clotting 
factors Va and VIIIa. Disruption of this pathway 
results in a potentially hypercoagulable state (13). 
Furthermore association between APC resistance 
and ven o us or arterial disease ha ve been reported 
recently (14,15). in addition Schellong et al. (12) 
reported protein S deficiency in four Sneddon' s 
syndrome patients, protein C deficiency in two 
patients and factor V Leiden mutation in two 
patients in their series. 

in the light of our case and other cases we could 
say that coagulation disorders have been proposed 
as an etiologic factor of Sneddon' s syndrome. 
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