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CASE

A 44 year old man presents with a complaint
of episodic abdominal pain and fever beginning

at age 27. He emigrated to the United States
as a young adult from his home in Catania, Sicily.
Typically these episodes last roughly 24 hours and
occur monthly but have recently increased in frequency.
Right shoulder pain, 1-2 hours before the onset of
his symptoms, would occasionally precede sudden,
severe subxiphoid stabbing pain radiating to the back.
Progression would include generalized abdominal pain.
The associated fever would last 6-12 hours; there is no
vomiting but diarrhea has occurred. When evaluated
in the emergency department (ED) his white blood
cell count (WBC) and erythrocyte sedimentation rate
(ESR) were both elevated. Although resolution of the
fever and pain occur within 24 hours, these events cause
exhaustion for the next 24 hours. A therapeutic trial
was initiated.
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(continued from page 56))
ANSWER AND DISCUSSION

Familial Mediterranean Fever (FMF), inherited by
autosomal recessive means, affects mostly those whose
families have come from around the Mediterranean
Sea, such as Sephardic Jews, Armenians, Turks, North
Africans and Arabs. Greeks and Italians are less often
affected. Most of those who suffer with this disorder
develop symptoms in their first decade and 90% are
symptomatic by the age of 20. The typical patient will
develop sudden onset of fever and abdominal pain
(sterile peritonitis), which may last 1-3 days and resolve
spontaneously. They may also have pleuritis, synovitis,
pericarditis, a skin rash that looks like erysipelas, or
orchitis. The abdominal exam may simulate acute
peritonitis (guarding, rebound tenderness, rigidity and
ileus), leading to exploratory surgery. Abnormal lab
results may include elevated WBC, ESR, and CRP.
Treatment with colchicine is dramatic in ~75% of
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patients (fewer than 1 episode in 6 months), usually
0.6 mg per day but as high as 1.8 mg may be needed
daily. At least half of non responders were noncompliant
patients. The major complication of untreated FMF
is amyloidosis (AA type), which may develop after
several decades. Differential diagnosis, to be especially
considered if the patient does not respond to colchicines,
should include: tumor necrosis factor receptor-1-
associated periodic syndrome (TRAPS), hyper-IgD
syndrome, Muckle-Wells syndrome, and familial cold
autoinflammatory syndrome. Genetic testing for FMF
is available but is not very sensitive. ll
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