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A 41-year-old female with a previous diagnosis of familial Mediterranean fever (FMF) was admitted 
due to a sudden-onset vision loss in the right eye during the third day of FMF attack. Past medical 
records revealed that she was non-compliant with her colchicine medication and therefore expe-

rienced 4 serositis attacks in the last 6 months. The systemic rheumatologic questionnaire was otherwise 
non-contributory. Ophthalmologic examination of the left eye demonstrated no pathology, whereas fun-
dus evaluation of the right eye showed severe, white vascular sheaths extending from the optic disc to the 
periphery and pre- and intra-retinal hemorrhages in all retinal quadrants (Figure 1). Dilated and tortuous 
veins were detected in fluorescent angiography imaging (Figure 2). Based on these findings, a diagnosis 
of frosted branch angiitis (FBA) was made. Laboratory investigations were unremarkable except for mild 
elevations of acute phase parameters. Serologic studies for antinuclear antibody, anticardiolipin antibod-
ies, and antineutrophil cytoplasmic antibodies (ANCA) were negative. Possible infectious agents were also 
excluded, and extensive radiographic evaluation of the central nervous system was non-revealing. After 
excluding all other possibilities, a diagnosis of FBA possibly related to FMF was considered and a combina-
tion of methylprednisolone (1 mg/kg/day) with tapering doses, azathioprine (2.5 mg/kg/day) and colchi-
cine (0.5 mg, 3 times daily), was initiated. The visual complaints in the right eye completely resolved at the 
end of the third month. In the fourth month of follow-up, she manifested with sudden-onset vision loss in 
the same eye during a serositis attack. Colchicine dosage was escalated to 4 times a day with concomitant 
moderate steroid administration. She is currently on colchicine and azathioprine without any FMF attack 
and relapses of FBA in the last 6 months

Familial Mediterranean fever is the prototype of periodic monogenic autoinflammatory diseases typically 
manifested by recurrent attacks of peritonitis, fever, erysipelas-like rash, and arthritis.1 Ocular involvement 
is a well-defined clinical feature of systemic autoimmune diseases, especially in Behçet’s syndrome (BS), 
spondyloarthropathy, ANCA-associated vasculitis, systemic lupus erythematosus, and rheumatoid arthritis, 
whereas eye disease is quite uncommon in FMF.2

Frosted branch angiitis is a type of retinal vasculitis characterized by the sheathing of vascular structures 
which is a unique diagnostic appearance.3 The disease is generally considered idiopathic, but its association 

Figure 1.  Fundus evaluation of the right eye revealed severe and white vascular sheaths extending from 
the optic disc to the periphery and pre- and intra-retinal hemorrhages in all retinal quadrants.
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with autoimmune diseases has been increas-
ingly reported in the literature, particularly with 
granulomatosis with polyangiitis, FMF, and 
BS.4 It is well described that some vasculitis dis-
orders including immunoglobulin A vasculitis, 
BS, Takayasu arteritis, and polyarteritis nodosa 
might accompany with FMF, and all these clini-
cal conditions may involve the eye.5 Therefore, 
exclusion of all these possibilities is crucial 
before establishing a relationship between 
FMF and FBA. The association between FBA 
and FMF has been recently illustrated in a case 

series by Mansour et al.4 In this report, a majority 
of FBA cases are seen in those with insufficient 
disease control. The authors also observed that 
effective control of inflammation in FMF with 
colchicine, especially in terms of normalizing 
C-reactive proteinP, is of great importance to 
control and prevent retinal vasculitis.4
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Figure 2.  Dilated and tortuous veins were detected in fluorescent angiography.
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