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Pulmonary involvement in Beh~et•s disease 
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The diagnosis of Beh~et's disease is made when recur
ring oral aphthous ulcerations are seen in patients having 
any two of the following features: recurring genital ulcers, 
uveitis or retinal vasculitis, cutaneous lesions, i.e. pust
ules or nodules, and a pathergic skin reaction to needle tra
uma [1]. To be valid, the lesions should be observed by 
a physician. Ordinarily, thls poses no problem since the 
oral ulcerations, which are the best clue to the disease, are 
present most of the time. Important additional clinical fea
tures omitted from the diagnostic criteria include: meningo
encephalitis, synovitis, phlebitis and arteritis. Since modem 
treatment with immunosuppressive drugs can preserve 
both sight and life in Beh~et's disease, we must sharpen 
our diagnostic wits so as not to miss the diagnosis. 

Ar.Moo et al. [2), in this edition of the Journal, present 
the case of a young patient with recurring oral ulcers, 
arthralgias, and recurring haemoptysis. She did not fulfil 
the diagnostic criteria for Beh~et's disease. However, 
the pulmonary arteritis and aneurysms · against a back
ground of recurrent oral ulcerations, arthralgia, and recur
ring haemoptyses make a compelling case for one 
diagnosis, i.e. Beh~et's disease. 

Haemoptysis is the dominant clinical feature of Beh~t's 
pulmonary arteritis. It was the direct cause of death in 11 
of 28 Beh~t's patients having lung involvement in the re
view by EFTHJMiou et al. [3]. A thrombo-angiitis affects 
the pulmonary vessels in this unique type of vasculitis 
(4-6]. The clinical syndrome is easily understood when 
one comprehends the pathology. The internal elastic la
mella and elastic fibres of the media of the arteries are dis
rupted, in a piecemeal vasculitic process that results in 
infarcts, fibrosis, and, in 75% of histologically studied 
cases, aneurysms that communicate with bronchi [3-10]. 
All sizes of vessels can be involved, from the main pul
monary arteries to the capillaries and veins. Repeated 
bouts of haemoptysis interspersed with periods of few 
symptoms are explained by the varying age of vasculitis 
lesions, showing phases of vessel healing, scarring, and 
destruction. Haemoptysis is due to an artery-to-bronchus 
fistula. Most patients are young men, and evidence of 
veno-occlusive disease outside the lung is common [7, 11, 
12). 

Despite the unique presentation, the diagnosis is frequ
ently missed. Indeed, the Hughes-Stovin syndrome, des
cribed in 1959 as comprising pulmonary "thromboses", 
veno-occlusive disease and intracranial venous hyper-
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tension, in 1993 reads like a missed diagnosis of Beh~et's 
disease, with pulmonary arteritis [12]. 

A check-list to help us recognize and manage Beh~t's 
pulmonary arteritis presenting as haemoptysis is as follows: 
1. Single or recurrent haemoptysis: ask about oral ulcers. 
2. Chest X-ray: abnormal in 90%. Alveolar infiltrates 
are due to haemorrhage [ 10]. Perihilar opacities may be 
aneurysms in pulmonary or segmental arteries [3, 7, 10]. 
3. Ventilation-perfusion (V-Q) scan: expect it to be pos
itive, but the infarction may be due to pulmonary arteritis. 
Do not anticoagulate: Beh~t's disease patients seldom 
die of pulmonary infarction [11) - even those having 
recurrent deep vein occlusion. Haemoptysis is promoted 
by anticoagulants. 
4. Bronchoscopy: may fail to localize the source of 
bleeding [3, 5]. 
5. Pulmonary arteriography: will show the extent of 
aneurysms, unless thrombosis occludes them [7]. Angio
graphy can provoke bleeding in some patients. 
6. Computed tomography (Cl) with contrast: can deline
ate the aneurysms, but can also miss them [3, 5, 7). If the 
situation is not an emergency, consider options 5 and 6. 
7. If the situation is an emergency, urgent transfusion and 
surgical consultation are mandatory. Dramatic haemopty
sis can force the issue. Local resection of the involved 
lobe, or even lung, can be life-saving. Local resouroes and 
the degree of urgency -yvill determine whether er can 
be obtained. If not, chest X-ray and bronchoscopy will be 
the surgical guides. 
8. In less urgent cases, as well as in any patient who has 
survived aneurysm resection, begin prednisone 1 mg·kg-1 

q.d. plus chlorambucil 0.1 mg·kg-1 q.d. [13]. Cortico
steroids alone do not suffice to prevent a fatal outcome 
[3, 8]. Immunosuppressive treatment can be tapered over 
one year. This regimen is based on its successful use in 
Beh~et's patients having ocular or cerebral disease. 

With the above measures it should be possible to 
lower the mortality rate in pulmonary Beh~et's disease 
from its estimated current unacceptable level of nearly 
50% (4]. 
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