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¢/ Behcel's disease is a chronic multisystem vasculitis of unknown aetiology, alfecting many

organs including skin, joint, eyes, central nervous system, gastrointestinal tract, kidneys,
epididymis, heart, lung, large arteries and veins. Pulmonary involvement is rare in
Behcel's disease, approaching 1-5% in different series. The main features of lung involve-
ment consist of vasculitis forming multilocular aneurysms and thrombosis of the pulmo-
nary artery. Hemoptysis is the dominant clinical feature of Behget's pulmonary arteritis.

Chest x-ray, computed tomography, angiography, pulmonary perfusion scan and bronc-
hoscopy are useful foreevalualing vascular change. It is suggested that corticosteroid
treatment alone or in combination with an imunosuppressive agent such as azathioprine,
cyclosporin or cyclophosphamide should be considered as a {irst-line treatment. Anticoa-
gulant treatment in the presence of hemoptysis may be hazardous and should be avoided.
If there is no response to medical treatment, surgical excision of pulmonary artery aneu-
rysms or local resection of the involved lung should be considered. Pulmonary involve-
ment in BD is one of the severe and worst prognoslic manifestations of the disease.
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B ehcet's disease (BD) was initially
described by the Turkish professor of der-
matology, Hulusi Behcet in 1937. Although
it was originally described as the clinical
triad of oral and genital ulceration with iri-
docyclitis, now is known as a systemic di-
sease allecting many other organs as well{l-
6], Involvement of the pulmonary vascular
tree is also reported, and in some studies
the prevalence ol lung involvement app-
roaches 5 percent(2.5.6.7.8.9)

BD is most often observed in Mediterra-
nean countries, Japan, and the Middle East
(1-4,10-14) I Japan, its prevalence is repor-
ted to be 10 to 80 per 100.000 in diflerent
regions, in Turkey lwo clinical surveys in-
dicate similar prevalances of 10/100.000-
40/100.000B.4.5.11) BD patients are mainly
young adults between 20 and 40 years of
age, and it is twice as [requent in men
(2,3,4,7,10,13)

The International study group for BD
was formed in 1985 during the 3rd Interna-
tional conference on BD, and, set itsell the
task of reviewing and revising diagnostic
criteria for BD in current use with the aim
of developing an internationally agreed set

(15.16), New international diagnostic criteria
are shown in Table-I.

Aetiology is unknown, viral and bacte-
rial agents, various environmental chemi-
cals and genetic predisposition have been
implicated(2.3.5,10,14,17,18) " An gassociatlion
beiween HLA B5 and BD implies that HLA
linked genes are indeed involved in increa-
sed susceptibility(3-5.10.17-19)  various im-
munological aberrations have been obser-
ved in patients with BD, ranging [rom
auloantibodies to oral mucosa and a decrea-
se in T4 cells especially before exacerbation
of this disease, to an increased level of so-
luble interleukin 2 receptors(!9), The immu-
nologic studies of B and T cell {unction do
not yet explain the pathogenesis in this di-
seasel>19,

The underlying histologic lesion obser-
ved in all organs involved in BD is a non-
specilic vasculitis, especially aflecting
veins, venules and capillaries and characte-
rised by infiliration of the vessel wall by
mononuclear cells and later by polymorp-
honuclear leukocytes, with increased per-
meability(3.5.6,11-14,20.21) " {arge ariery aneu-
rysms and occlusions have been described
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Table-1
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International criteria for classilication of Behcel's disease

Recurrent oral ulcerations

Minor apthous, major apthous or herpetiform ulceration observed by a physician or re-
ported reliably by patient. Recurrent at least three times in one year period Plus 2 of

Recurrent genital ulceration

Recurrent genital aphtous ulceration or scarring, especially males, observed by physi-

cian or reliably reported by patient.
Eye lesions

Anterior uveitis

Posterior uveitis

Cells in vitreous on slit lamp examination or retinal vasculitis observed by opthalmo-

logist
Skin lesions

Erythema nodosum-like lesions observed by physician or reliably reported by patient

Pseudo folliculitis
Papulapustular lesions

or acneilorm nodules consistent with Behget's disease-observed by a physician and in
post-adolescent patients not receiving corticosteroids

Positive pathergy test
To be read by physician at 2448 h

*Findings are applicable if no other explanations is present

in 1.5-2.2 percent of the patients(14.19),

The pulmonary arteries affected range
from the lobar and segmental branches
down to the arterioles; these arteries disp-
lay focal thrombosis and inflammatory le-
sions with [ocal, transmural necrosis. Pul-
monary artery aneurysms have also been
reported(13),

A number of mechanisms have been
implicated to account for the high incidence
of thrombosis and include impaired f{ibri-
nolysis, increased clotting factors and ab-
normal platelet function. Several studies
have reported increased platelet aggregation
in patients with BD. Both decreased vessel
wall production and reduced plasma con-
centration of prostacyclin, a potent platelet
anli-aggregatory agent have been suggested
in the development of high risk thrombosis
(22,23)

The major maniflestation of lung invol-
vement is hemoplysis2.58.20 Massive and
often fatal hemoptysis in BD is more likely
to be secondary to a ruptured aneurysm
than pulmonary infarction(®13:25) QOther
symptoms are dyspnea, pleuritic chest pain,
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fever and cough®-8), Lung involvement is
characterised by aneurysms, thromboses,
infarction, haemorrhages, pleural effusions
and vena cava syndrome, and co-existence
of pulmonary arterial aneurysms with
thromboses should suggest BD{Z5
8,11,13,24,25) pespite this unique presenta-
tion the diagnosis is [requently missed. In-
deed, the Hughes-Stovin syndrome, descri-
bed in 1959, as pulmonary "thromboses",
veno-occlusive disease and intracranial ve-
nous hypertension, seems today more like a
missed diagnosis of BD with pulmonary ar-
teritis(®.19.20,26)

Rarely pulmonary tuberculosis itsell has
been reported in association with BD. There
are a number of possible factors which
might increase the risk of developing tuber-
culosis in patients with BD. One possibility
is that the disease itself may produce a de-
fect in cell mediated immunity which inc-
reases the individual susceptibility to tuber-
culosis. Ethnic factors, genetic predisposi-
tion and immunosuppressive drugs might
also be important(2.9)

Thrombotic occlusion of the superior
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vena cava is a relatively frequent complica-
tion in BD. There are four cases with chy-
lothorax complicated by BD, the condition
was caused by a superior vena cava syndro-
me secondary to superior vena cava throm-
bophlebitis extending to and obliterating
the thoracic duct(27),

Chest x-ray findings are often non-
specific and may be completely normal. The
most commonly described f{indings are
transient alveolar infiltrates, which may
represent haemorrhage or infarction; less
{requently, nodules and larger central opa-
cities are found and these represent lobar
and segmental pulmonary artery aneu-
rysms. Pleural effusions usually relate to
pulmonary infarction or vena cava superior
syndrome(VCSS). VCSS may also cause me-
diastinal enlargement(2:5-7.13,25)

The diagnosis can be made with the ob-
servation of defective perfusion on the pul-
monary perfusion scan even though chest
x-rays are normal(?),

The vascular pathology can be demons-
traled by dynamic CT scans(5:8), Although
pulmonary angiography is a very valuable
diagnostic tool, one should know that an-
giography may aggravate the vasculitis
(713, Broncoscopic study is also important
and reveals the bleeding site but it has been
argued that it carries a similar risk with
angiography(®). Nuclear magnetic resonance
(NMR) and Digital substraction angiography
(DSA) have also proved to be useful in the
diagnosis of vascular lesions(8:26)

Various treatments are considered to be
elfective in this disease, including corticos-
teroids, colchicine, azathioprines, chloram-
bucil, cyclophosphamide, cyclosporin A,
fibrinolytic therapy, interferon and blood
transfusions(2-6.10-12) There is no agree-
ment on how to treat major venous and ar-
terial disease. It seems reasonable to avoid
anticoagulants, especially heparin and war-
farin, when pulmonary arteritis is present.
Anticoagulant therapy may be potentially
hazardous to patients suflering from aneu-
rysmatic dilatation of the pulmonary blood
vessels®7.11,20) - Corticosteroid treatment
supplemented by immunosupressive thera-

Pulmonary manilestations in Beheet's discase

py is indicated when active large vessel ar-
teritis is present(5:6.8.20) Simultaneous use
of 300mg acetyl salicilic acid seems prudent
in order to prevent secondary thromboses(®),
Immunosupressive treatment can be tapered
over one year{20),

Pulmonary involvement in BD carries
an extremely poor prognosis. Mortality rate
is estimated to be around 50%(20), Being a
systemic disease, the most severe presenta-
tion in pulmonary involvement of Behcet's
is aneurysm. Although development of
aneurysm can be prevented by the early ini-
tiation of medical therapy, surgical aneu-
rysmectomy should be considered especially
in a singular lesion®19.20 If hemoptysis
continues despite combination of corticos-
teroid and immunosupressive therapy, then
underlying lesion should be histologically
conflirmed and, then surgical excision of the
involved lobe or even the whole of the lung
can be life-saving(6.20),

It sohuld be kept in mind that unexplai-
ned hemoptysis and recurrent pulmonary
thromboembolism may be due to Behcet's
disease.
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