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The co-incidence of multiple 
sclerosis in a patient with 
familial mediterranean fever
Sir,
Familial mediterranean fever (FMF) is an autosomal 
recessive inherited inflammatory disorder and in this 
disease central nervous system (CNS) involvement is 
uncommon. In 1997, three Turkish patients with FMF 
and multiple sclerosis (MS) were described,[1] this was 
followed by other reports from Israel and Turkey.[2-4] In 
this study, we report the fifth patient of FMF and MS. 
This patient was not on therapy for FMF, especially 
colchicine at the time of diagnosis this association.

A 41-years-old female a resident of northwest part of 
Turkey (Zonguldak) was reffered to our clinic with one-
year history of dizziness, difficulty in walking and hearing 
loss. She had been diagnosed as a case of MS in an another 
facility. Further review of her history revealed right eye 
vision loss with partial resolution without any specific 
treatment two years before the present visit to the clinic. 

In her twenties she was operated for recurrent abdominal 
pain on three different occasions with the diagnosis of 
appendicitis, inguinal hernia, and torsion overy. Her 
father had history of recurrent abdominal pain and died 
at the age of 43 without any definite diagnosis. She also 
gave a history of recurrent episodes of skin rash and wrist 
and knee arthritic symptoms resolving in a week period 
since several years. Neurological examination revealed 
afferent pupillary defect, temporal pallor, and diminution 
in color vision in the right eye, sensorineural hearing 
loss in the right ear., right hemiparesis (4/5) and right 
hemihypoesthesia. Tendon reflexes were brisk bilaterally 
and the plantars were upgoing bilaterally.

Cranial magnetic resonance imaging (MRI) showed 
multiple hyperintense lesions in the deep and 
periventricular white matter on T2-weighted images, 
with generalized atrophy [Figure 1]. MRI of the spinal 
cord was normal. Evoked potential examinations 
revealed prolonged P100 latency in the right eye, There 
were no reproducible somatosensory and brainstem 
auditory evoked potentials. Laboratory tests showed 
high sedimentation rate (80 mm/hr), high fibrinogen 
level (855 mg/dl), and positive CRP (1 1 1). Tests for 
collagen vascular diseases were negative. Cerebrospinal 

Figure 1: Axial (a-b) and sagittal (c) T1, axial T2 (d) and flair (e-f) brain MRI examination revealed T1 hypointense, T2 hyperintense periventricular 
lesions without gadolinium enhancement
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fluid (CSF) examination was essentially normal. 
Schirmer test was 1 mm in the right and 15 mm in the 
left eye. Pathological examination of the minor salivary 
glands was normal. Ultrasonographic examination of 
the abdomen revealed splenomegaly (135 mm) with 
perihepatic and perisplenic collection.

On the follow-up, the patient developed painful, 
erythematous skin lesion of 15 cm in diameter, 
located on the lateral malleolus and dorsum of the 
foot [Figure 2]. MEFV gene investigation revealed 
homozygote mutation for M694V gene. Five pyrin 
gene mutations (E148Q, M680I, M694V, M694I and 
V726A) were detected by using the PRONTO™ FMF 
Basic Kit according to the manufacturer’s instructions. 
Biopsy specimens from the duedonum and rectum were 
negative for amyloidosis. A diagnosis of FMF with CNS 
demyelination was considered and colchicine therapy 
was started. With colchicine therapy, her symptoms 
regressed and no further progression of the disease was 
observed during two years follow-up. 

In this patient the diagnosis of FMF was established while 
she was being worked up for MS. Even the number of 
reported cases of FMF and MS were limited, mutations 
of MEFV gene may play an important role in the 
pathogenesis of multiple sclerosis and studies are needed, 
especially in mediterranean region, to determine whether 
MEFV gene is a probable susceptibility gene for MS.
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Simultaneous posterior and 
middle cerebral artery infarct
Sir,
Willis polygon supplies blood to the brain by combining 
the circulation of the two hemispheres through the 
anterior communicating artery (ACoA) and by combining 
the anterior and posterior circulations through posterior 
communicating artery (PCoA). This system is of 
“normal” configuration in 25- 52% of the population, 
in the rest there are several variations. [1] Among the 
common variations are fetal posterior cerebral arteries 
(fPCA), hypoplastic anterior cerebral artery (ACA) 
or absent A1 segment and hypoplastic PCoA. These 
variations may present an increased stroke risk or may 
cause infarctions in an unexpected arterial tertiary. [2] 
In this report we present a patient with left-sided 
hemiplegia with infarctions in the arterial tertiary of 
right middle and posterior cerebral arteries.

A 77-year-old right-handed female patient was referred 
to our department for left-sided weakness. She had 
been using warfarin for atrial fibrillation (AF) until a 
planned operation for right humerus fracture when her 
anticoagulation treatment was stopped. At the initial 
neurological examination she was obtunded and was not 
much co-operative. She tried to open her eyes to verbal 
stimuli. The eyes were deviated to the right side and she 
had a left-sided hemiparesis.

Complete blood count, liver and renal function tests were 
unremarkable except for hyperglycemia. Atrial fibrillation 
could be seen in the electrocardiogram. The initial cranial 
computed tomography (CT) was normal [Figure 1a]. 
CT done two days later, showed simultaneous infarcts 
in the right middle cerebral artery (MCA) and right 
posterior cerebral artery (PCA) territories [Figure 1b]. 
Digital subtraction angiography did not reveal any 
occluded or stenosed segments but a fetal PCA [Figure 1c]. 
Anticoagulation with warfarin was restarted and she was 

Figure 2: Painful, erythematous skin lesion growing to 15 cm in diameter, 
located on the lateral malleolus and dorsum of the foot
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