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Behcet's disease (BD) is a chronic inflammatory condition involving several organs,
such as skin, mucous membrane, eye, joint, intestine, lung and central nervous
system. Ankylosing spondy litis (AS) is a prototype of seronegative
spondyloarthropathy, and a chronic systemic inflammatory disorder of the axial
skeleton, mainly affecting the sacroiliac joint and spine. In the latter, systemic
complications may develop in addition to joint involvement. The coexistence of BD
and AS has been rarely reported in the literature. The inclusion of BD among
seronegative spondyloarthropathy and whether sacroiliitis (SI) develops in BD are still
being debated. We describe a 28-year-old man who has fulfilled the diagnostic criteria
for BD and AS as well.
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INTRODUCTION

t is debatable that BD could be included among
seronegative spondyloarthropathy’?. Some investigators
have reported an increased prevalence of Sl and AS in
patients with BD, but others have found a prevalence that
does not differ from that of the general population. The
case described here was first diagnosed as ankylosing
spondylitis. At that time, he had had recurrent oral ulcer.
Several years later, painful scrotal ulcer, and panuveitis
that is a different clinical finding in AS, had developed.

CASE

A 28-year-old man presented with painful swelling of
the right knee. He had been having recurrent oral ulcer
for the past ten years. Seven years ago, he had pain in
the right heel, buttocks and lower back. The pain and
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stiffness in the lower lumbar region and buttock was
worse in the early morning and improved with activity.
Subsequertly, painful swelling of the right knee
developed. He was diagnosed to have AS at the
University Medical Center. He had been treated with
indomethacin, low-dose methotrexate and sulfasalazine
during three years. After that, he withheld the medications
by himself. Painful scrotal ulcer occurred and painful
swelling of right knee developed again two years ago.

Physical examination revealed multiple aphthous ulcers
on the buccal mucosa, papulopustular eruptions on the
anterior chest and scrotal ulcer. There were tenderness
and swelling on the right knee. The chest expansion was
5 cm and the modified Shobber test was 15 cm. The
pathergy test was negative. Hematological and
biochemical tests were as follows: WBC 9200/mm3,
hematocrit 40.1%, platelet 321000/mm3, total protein 7.2
g/dl, albumin 4.4 g/dl, AST 26 IU/L, ALT 35 IUL, creatine
kinase 76 IUL. Erythrocyte sedimentation rate was 30
mm'hr and C- reactive protein was negative. Urinalysis
and coagulation tests were normal. Rheumatoid factor,
antinuclear antibody and antineutrophil cytoplasmic
antibody were negative. Both HLA- B27 and B51 artigens
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were positive. Bilateral Sl (right: grade 4, left: grade 3)
was noted on plain pelvis radiograph (Figure 1) and
T2-weighted magnetic resonance imaging (Figure 2).

Fig.1. Plain pelvis radiograph shows the obliteration of
joint space in both sacroiliac joints (right>left) and
the juxta- articular bony sclerosis.

Fig. 2. T2-weighted magnetic resonance imaging shows
the increased signal intensity of subchondral
marrow, and the obliteration of joint space in both
sacroiliac joints (right>left).

Inttially he was treated with indomethacin 50 mg/day,
sulfasalazine 2g/day, methotrexate 75 mg/week and
colchicine 12 mgday. Because of persisting, painful
swelling of the right knee, methotrexate was increased to
15 mg/week, and intra- articular injection of triamcinolone
acetonide 40 mg was done. While being treated, recurrent
acute iritis with hypopyon, posterior uveitis and papillitis in
both eyes (figure 3 & 4) were developed. Prednisolone 40
mg/day and cyclosporine 5 mg/kg/day were prescribed.

Fig. 3. Fundus photograph of the right eye shows
haziness due to posterior viritis. There are
elevation and blurring of the optic disc suggesting
papillitis.

Fig. 4. Fluorescein angiogram of the right eye reveals
prominent leaking of optic disc and diffuse hyper-
fluorescence due to posterior vitritis.

DISCUSSION

There are no specffic diagnostic or laboratory tests for
BD. The diagnosis of BD mainly depends upon the
thorough history taking and clinical manifestations. The
diagnosis of AS is also based on the clinical findings and
the radiographic SI. Our case fufilled the diagnostic
criteria of BD by the International Study Group for
Behcet's Disease” and modified New York criteria for
AS". Although there are some reports for a coexisting BD
and AS™?, it is unclear whether that occurs incidentally or
overlaps like other connective tissue diseases.

Some investigators report a high prevalence of Sl in
patients with BD and, therefore, suggested that BD
should be included in seronegative spondyloarthritides,
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whereas recent reports suggests no association between
the two conditions. Dilsen and co-workers reported the
highest values, 33 (10%) patients with AS and 112 (34%)
with Sl in 331 Turkish patients with BD”. Kahan et al.
found AS in 2 (6.2%) of 32 patients with BD in France™.
In Britain, Caporn et al reported erosive Sl in 7 (50%) of
14 patients with BD'”. However, other authors found no
association between Sl or AS and BD in Japan’, North
America”, Iraq™, Britain®® and Turkey®. Yazici et al.
reported only a single patient among 184 BD patients in
Turkey™. It remains unclear why there are differences in
prevalence between AS or SI and BD. Yazici and
co-workers suggested that there was high observer
variabilty in reading the anteroposterior radiographs of
the sacroiliac joints™. Olivieri et al. suggested that
computed tomography may reduce differences due to
error in the radiological evaluation of the sacroiliac joints”.
So far, there are no reports about association of Sl or AS
in patients with BD in Korea.

The course of eye involvement in BD and AS is so
different. The HLA-B27 asssociated uveitis like AS
usually involves the anterior weal track and follows a
benign course. However, the uvetis in BD involves both
anterior and posterior uveal tracts and causes the loss of
sight in 25 % of patients™. Whereas most patients with
AS have HLA-B27 artigen, the relationship between
HLA-B51 and BD appears to be in some racial
populations. Both HLA-B27 and B51 (B5) artigens were
more frequent in patients with coexisting BD and AS than
in healthy controls”. The eye involvement in our case
was arterior uveitis, posterior weitis and retinal papillitis
that are similar to the features in BD. He had both
HLA- B27 and B51 antigens.

Until now the problem has been mainly limited to
whether the frequency of Sl and AS is greater in BD. In
order to define the relationship between AS and BD,
more reports and experience will be needed.
Furthermore, case control studies should be done in
different countries.
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