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Background: In Familial Mediterranean Fever (FMF), although cognitive
functions have been shown to be impaired in children and adolescents, it
has been shown that colchicine can be preservative on the cognitive
functions in patients who are on long term colchicine treatment.
Objectives: This study aimed to evaluate cognitive functions in adult
patients with FMF and cognitive effects of colchicine use.
Methods: The study included patients who were diagnosed with FMF
according to Tel-Hashomer criteria. The control group included patients
with no other inflamatory or systemic disease. Clinical features such as
disease duration, comorbid diseases, colchicine treatment duration and
dosage, amyloidosis and chronic renal failure (CRF), FMF gene mutation
and PRAS scoring for evaluation of disease activity were recorded. Pitts-
burg Sleep Quality Index (PSQI), Fatigue Severity Scale, FMF Quality of
Life Scale and Beck Depression Scale were used to assess patents clini-
cal situations. Cognitive measurements were evaluated under executive-
propellent functions. KAS test was used for information processing and
fluency skills; fruit-name test was used for the evaluation of focusing,
concentration, and attention skills; animal counting test and The Montreal
Cognitive Rating Scale (MOCA) which can evaluate different subunits
(visuospatial/executive, naming, memory, attention, language, abstraction,
delayed recall, and orientation) were used for the fluency and mainte-
nance of attention. Different attention parameters were evaluated for
patients and healthy individuals. These attention parameters were; focus-
ing, eloborate, sustainability, ability to pay attention to two information at
the same time.
Descriptive analysis was performed for all parameters. Mann-Whitney U-
test and Spearman correlation coefficient were used to compare parame-
ters. P <0.05 was accepted as statistically significant.
Results: The study included 24 (21 women, 3 men) patients with FMF
and 10 (7 female, 3 male) age, sex and BMI matched healthy controls.
The mean age of the patients and controls were 36.83 (SD:10.9) and
39.3(SD:8.6), respectively. No significant difference was found between
FMF and healthy control groups regarding animal counting, KAS test,
MOCA test, and subgroups. Only fruit-name counting test was decreased
in the FMF group compared to the healthy controls (p <0.05). As the
duration of colchicine treatment was prolonged, a moderate positive corre-
lation was found in KAS scores (r=0.511) and MOCA naming scores
(r=0.445). In the FMF group, the number of attacks in the last three
months and the sleep scores of Pittsburgh and depression scores had a
moderate positively correlation (r = 0.496). Depression scores and quality
of life scores were highly correlated (r = 0.631).
Conclusion: FMF patients attention parameters are impaired compared to
the healthy controls. Information processing and fluency performance is
increased in FMF patients with the duration of colchicine treatment that
demonstrate the ability to categorize and fluent use of the information.
Number of attacks are correlated with poor sleep quality and depression.
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Background: While thrombosis in Behçet’s Syndrome (BS) is considered
to be mainly caused by inflammation in the vessel wall, several pro-
thrombotic factors have been studied with inconsistent results.
Objectives: We aimed to perform a systematic review of clinical studies
investigating the thrombophilic factors in BS.
Methods: The online database of PubMed was searched with the key-
word “Behcet*” in four languages (English, German, French and Turkish)
from inception up to May 2018. Titles and/or abstracts of all studies
were screened independently by two reviewers (GG and BY) for studies
reporting on thrombosis, fibrinolysis, endothelial factors and comparing BS
patients with and without thrombosis. Conflicts were solved by a third
reviewer (GH). The pooled odds ratios (OR) with 95%CI were calculated
for binary outcomes and standardized mean differences (MD) were calcu-
lated for continuous outcomes by using RevMan 5.3.
Results: Of 9937 articles, 9373 were excluded due to repetition and inap-
propriate study design after reviewing titles and abstracts. Full text review
of the remaining 564 articles yielded 86 papers meeting our predeter-
mined inclusion criteria.
Several factors such as protein C, protein S, active protein C resistance,
anti-thrombin III, plasminogen, plasminogen activator inhibitor, fibrinogen,
factor 7, factor 12, thrombin activatable fibrinolysis inhibitor, anticardiolipin
antibodies, antiß2 Glycoprotein1 antibodies and methylenetetrahydrofolate
reductase gene C677T mutation were not different in BS patients with
thrombosis compared to those without thrombosis. On the other hand,
vascular endothelial growth factor levels, P-selectin glycoprotein ligand-1,
platelet-activating factor seemed to be more frequent in BS patients with
thrombosis in the few studies reporting on these, including a small num-
ber of patients.
Among the 11 parameters with controversial results across studies, meta-
analysis showed significantly higher homocysteine levels, higher factor 8
levels, more frequent Factor V Leiden mutations and higher von Wille-
brand factor levels in BS patients with thrombosis, whereas the pooled
difference was not significant for mean platelet volume, tissue plasmino-
gen activator, prothrombin gene mutations, lupus anticoagulant, P-selectin
level, erythrocyte aggregation and thrombomodulin level (Table).
Conclusion: Among the several prothrombotic factors that were studied in
BS patients, factor V Leiden mutation, high homocysteine levels, factor 8
levels and von Willebrand factor levels may be associated with thrombo-
sis in BS. Studies investigating these factors together in a large number
of patients together with appropriate controls are needed to confirm these
results.

Table. Meta-analysis of studies with controversial results

Prothrombotic Factor Number of
studies

Number of Behçet’s patients MD/OR
(95% CI)With

thrombosis
Without

thrombosis

vWF (U/dl) 3 37 93 MD: 10.09
(2.70,
17.47)

Factor V Leiden 9 204 446 OR: 2.17
(1.32, 3.57)

Homocysteine 12 285 436 MD: 1.26
(0.86, 1.66)

FVIII level 3 53 128 MD: 14.68
(2.87,
26.49)

tPA 5 103 200 MD: 0.09
(-0.47,
0.66)

Prothrombin mutation 7 189 398 OR: 1.63
(0.85, 3.13)

Mean platelet volume 5 73 327 MD: 0.13
(-0.13,
0.39)
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