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Abstract Cutaneous manifestations are an important
feature of Behçet’s disease (BD) and are classiWed as a
major diagnostic criterion by the International Study
Group (ISG). Necrotizing vasculitis as a skin manifes-
tation in patients with BD has been reported rarely. In
this report, we describe a patient who fulWlls ISG crite-
ria for the diagnosis of BD with necrotizing small ves-
sel vasculitis developed necrosis on distal part of the
Wfth Wnger of right foot and the heel.
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Introduction

Behçet’s disease (BD) is a systemic vasculitis of
unknown etiology, characterized by recurrent oral and
genital ulcers and uveitis. Cutaneous, articular, neuro-
logic, intestinal, pulmonary, urogenital, and vascular
manifestations have also been observed. It can aVect
all types and sizes of vessels [1]. Cutaneous manifesta-
tions are an important feature of BD and are classiWed
as a major diagnostic criterion by the International
Study Group (ISG) [2]. A number of cutaneous mani-
festations, including Sweet’s syndrome-like lesions,
erythema multiforme-like lesions, inWltrated erythema,

palpable purpura, hemorrhagic bullae, extragenital
ulcerations, superWcial migratory thrombophlebitis and
acral purpuric papulonodular lesions, are described [3,
4]; however, some of these are uncommon. Cutaneous
vasculitis in BD is predominantly a venulitis or throm-
bophlebitis, with relative sparing of the arterial com-
partment [5]. Necrotizing vasculitis as a skin
manifestation in patients with BD has also been
reported rarely [6–11]. In this report, we describe a BD
patient with necrotizing small vessel vasculitis devel-
oped necrosis on distal part of the Wfth Wnger of right
foot and the heel.

Case report

A 21-year-old woman was referred with a 2-year his-
tory of recurrent oral and genital ulcers, erythema-
nodosum like lesions and bilateral uveitis. Based on
the clinical Wndings, a diagnosis of BD was established.
After diagnosis of BD, treatment was started with col-
chicine 1.5 mg/day, azathioprine 150 mg/day, cyclo-
sporine 200 mg/day and low dose aspirin. One year
later, she was re-admitted to the hospital with recur-
rent uveitis of left eye, erythema-nodosum like lesions
and ischemic lesions on the Wfth Wnger of right foot and
the heel. Laboratory studies revealed white blood cell
count of 11,400 per mm3 [4,400–11,300 per mm3], plate-
let count of 559,000 per mm3 [150,000–450,000 per
mm3], C-reactive protein of 142 mg/l [<5 mg/l], and
erythrocyte sedimentation rate of 106 mm/h. Urinaly-
sis, renal function, and liver-function tests were nor-
mal. Serological work up was negative, including
antinuclear antibody, antineutrophilic-cytoplasmic
antibody, lupus anticoagulant, anticardiolipin antibody
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and rheumatoid factor. Genetic study including factor
V Leiden and prothrombin 20210A gene mutations
were also negative. Protein-C, protein-S and anti-
thrombin III levels were in normal ranges. Thorax
computed tomography was normal. Although a histo-
pathological examination was not done, based on test-
ing for the primary causes of hypercoagulopathy
yielding negative results, clinical diagnosis of small ves-
sel vasculitis with BD was made and therapy was initi-
ated with intravenous pulse of methylprednisolone 1 g
given three consecutive days and monthly pulse cyclo-
phosphamide. Later, prednisolone continued with
1 mg/kg/day orally. Thereafter, intravenous three
monthly pulses of cyclophosphamide (1 gram once a
month) were given, oral cyclophosphamide continued
with 150 mg/day. Prednisolone was dropped below
20 mg/day over a 12-week period. Despite appropriate
immuno-suppressive therapy, necrosis developed on
distal part of the Wfth Wnger of right foot and the heel
after 5 months (Fig. 1). Amputation of distal part of
the Wfth Wnger of right foot (Fig. 2) and debridement of
necrotic site of the heel were done and split thickness
skin grafting was used for repair of soft-tissue defect
resulting from necrotic site of the heel. Preoperative
laboratory studies revealed white blood cell count of
11,300 per mm3, platelet count of 199,000 per mm3, C-
reactive protein of 15.3 mg/l, and erythrocyte sedimen-
tation rate of 48 mm/h. She is currently free of all
presenting symptoms in the 8 months of this therapy.
Soft-tissue defect on the heel has been reduced.

Discussion

BD is distinctive among the vasculitides in that it can
aVect all types and sizes of vessels. Large vessel
involvement is observed in 25–50% of patients with
BD [12, 13]. When we review of the literature, some

cases of BD with severe necrotizing vasculitis as a skin
manifestation have been described [6–11]. Cutaneous
vasculitis in BD is predominantly a venulitis or throm-
bophlebitis, with relative sparing of the arterial com-
partment. Chen et al. [5] reported that approximately
half (48%) of BD patients with cutaneous lesions had
either lymphocytic (31%) or leukocytoclastic vasculitis
(17%). They have suggested that vascular inXamma-
tion is the pathologic basis of the skin lesions in BD
and that the histologic spectrum ranges from fully
developed necrotizing vasculitis with marked Wbrinoid
necrosis of vessel walls to perivascular inXammation
with or without a marked interstitial inWltrate. Plotkin
et al. [7] reported that a patient with chronic recurrent
migratory superWcial thrombophlebitis and marked
cutaneous hyperreactivity (pathergy) who developed
leukocytoclastic vasculitis with recalcitrant leg ulcer-
ations 9 years after the onset of his illness. Cutaneous
polyarteritis- nodosa-like lesions and necrotizing pan-
arteritis involving small and medium-sized arteries in
the dermis–subcutis junction have also been reported
rarely with BD [10, 11]. Vikas et al. [10] reported that
their patients had both venous and arterial involve-
ment, the former with thrombotic angiopathy and the
latter with acute vasculitis.

Although a histopathological examination was not
done in our case, based on testing for the primary
causes of hypercoagulopathy yielding negative results,
clinical diagnosis of vasculitis with BD was made. Vas-
culitis is well-known characteristic feature of BD.
Accordingly, we considered vasculitis with BD as the
most likely diagnosis in this case. Our patient had no
history of venous thrombosis before the development
of necrotizing vasculitis. One interesting point of our
patient is that, to the best of our knowledge, there is no
previous report of such a case of BD with necrotizing
small vessel vasculitis that developed necrosis on distal
part of the Wfth Wnger of right foot and the heel. The

Fig. 1 Necrosis on the distal part of Wfth Wnger of right foot and
the heel

Fig. 2 Amputation of distal part of the Wfth Wnger of right foot
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association of BD and small vessel vasculitis is repre-
sent a rare condition. Our knowledge of the preva-
lence, pathogenesis and therapeutic options of small
vessel vasculitis in BD patients are limited.
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