
ml/s at six weeks, reducing to 1 6 ml/s at 72 weeks.'2 These
observations suggest the development of tolerance. Alter-
natively a more likely explanation is that the cc blockade
results in a change in both voiding pressure and flow during
voiding and that these effects on detrusor function take more
than a month to occur, reducing the potential for any increase
in flow rate. Supporting the suggestion that there is a gradual
change in detrusor function is the observation that detrusor
instability may take up to six months to improve after
prostatectomy.
The best way of assessing clinical efficacy is currently the

subject of considerable debate. Though the effect of any drug
on symptoms is extremely relevant to clinical practice,
symptom scores are difficult to quantify and validate. Con-
versely, estimations of flow rate provide objective data,
allowing comparisons with the "normal" range of 25-35 ml/s
for healthy young controls, but represent the consequence of
the combined influences of detrusor contraction and bladder
outflow resistance.

Surgery produces better results than c adrenergic block-
ade. A recent study comparing al adrenoceptor blockade
using prazosin with surgical prostatectomy found that the
flow rate increased by 28% after cc, blockade compared with
96% after surgery. Symptom scores improved by 45% after
surgery and only 6% after prazosin. 8

cc Blockade with drugs clearly has a long way to go before it
can rival surgery. Increasing the efficacy of adrenoceptor
blockade by defining an ca subtype within the prostate that is
distinct from the subtype located on blood vessels is one way
forward. This would allow the administration of higher doses
of a antagonist without increasing the risk of cardiovascular
effects.'9 Alternatively, combinations ofan a, antagonist and a
5a-reductase inhibitor both to relax the prostatic smooth
musculature and to shrink the epithelial component of pros-
tatic tissue are another possibility. In contemporary practice

selective cc, adrenergic blockade has an adjunctive role in
treating symptomatic benign prostatic hyperplasia and pro-
vides an alternative to surgery for those patients who are unfit
for surgery, do not want surgery, or those who are on waiting
lists for surgery.

CHRISTOPHER CHAPPLE

Consultant Urological Surgeon,
Royal Hallamshire Hospital,
Sheffield S1O 2JF
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Behqet's disease

Retains most of its mysteries

In 1937 Hulusi Behcet, a Turkish dermatologist, described
a disease associating uveitis with genital and oral aphthous
lesions. Fifty years later Behcet's disease has expanded and
is now recognised as a chronic, multisystem disorder with
vasculitis as its underlying pathological process. It is an
illness of the second to fourth decades, rarely seen in
childhood and in patients over 50; a diagnosis of late onset
Behcet's disease, even with consistent symptoms, will usually
prove wrong.
The vascular manifestations are the main clinical features.

Phlebothrombosis may affect all parts of the body, including
dural sinus thrombosis (one third of the neurological lesions
in our series).' Damage to arteries is observed in 5% to 35% of
patients2 -mostly aneurysms and arterial thrombosis. Arte-
rial lesions carry a poor prognosis because the aneurysms
often rupture, especially those in the pulmonary vessels.4
Cardiac lesions include intraventricular thrombosis and thick-
ening.' Vasculitis of the coronary arteries may lead to
infarction or to aneurysm and usually requires surgical
treatment.
The articular manifestations of Behqet's disease are rarely

destructive. The association with ankylosing spondylytis

(1-3%) seems coincidental. Renal damage is unusual and is
often due to amyloidosis.67

For most patients Behcet's disease is not life threatening,
and the outlook is dominated by disability due to blindness or
neurological lesions-the identification of which is greatly
facilitated by magnetic resonance imaging.8

Nevertheless the disease has many mysterious features.
The first of these is its aetiology: infection may play a part
ranging from herpes viruses to streptococci.9 '° No case to case
transmission has been described. The second mystery is the
pathophysiological mechanism of Behcet's disease. The pos-
sibilities include autoimmune mechanisms, immune circulat-
ing complexes, and chemical agents. Among more recent sug-
gestions have been heat shock proteins and hyperactivity of
vascular endothelial cells.'0 None ofthese hypotheses has led to
a clear understanding of the disease.
The epidemiology of Beh,et's disease is also mysterious.

An association with HLA-B5 antigens has been reported in
certain parts of the world and in some familial clusters," with
a prevalence varying from 0 6/100 000 in Yorkshire,'2 and
7-8-5/100000 in Japan to 370/100000 in a recent survey in
Turkey.'3 Behcet's disease seems more common between
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latitudes 30°N and 45°N in Asian and Eurasian populations-
coinciding with the ancient Silk Road. In our experience the
male preponderance is 1-45 to 1, with no clinical difference
between French (one third- of our series) and North African
patients.14
The diagnosis remains difficult on occasion despite a new

set of diagnostic criteria proposed by the international study
group for Behcet's disease.'5 These criteria are useful for
defining cases for inclusion in research studies; they are of
little help in the early recognition of Behcet's disease before
appearance of aphthous lesions or for the individual diagnosis
of atypical or incomplete forms. Moreover, they mostly
depend on data obtained at interview, which may be incon-
sistent. The pathergy test-a papular or pustular reaction
after a needle prick -seems to give a positive result less often
with the use of disposable needles.'0 Definitive laboratory
tests are lacking.
When gastrointestinal manifestations are present Behcet's

disease may be impossible to differentiate from Crohn's
disease. Arterial lesions may mimic Takayasu's disease. If
polychondritis is present the pattern of symptoms has led
some authors to propose the name "mouth and genital ulcers
with inflamed cartilage"-MAGIC syndrome.'6 In general,
Behcet's disease should not be diagnosed when other clinical
explanations are possible.

Another common difficulty is distinguishing aphthous
ulceration from the condition. Aphthous ulcers are so
common and Behcet's disease so rare that any hypothetical
diagnostic test would require a very high specificity for
Behcet's disease for it to have any useful, predictive
value.

Prognosis is also uncertain. Despite the many published
reports few have data on the long term prognosis of patients
followed up prospectively. Are sex and HLA-B5 relevant to
the severity of Behcet's disease? The male preponderance
observed in diagnosed cases is not found in systematic
surveys, in which women outnumber men 2 to 1. In the
Turkish survey HLA-B5 was found in 80% of cases leading to
admission to hospital. This contrasted with a prevalence of
26% in all diagnosed cases, the same proportion as in healthy
controls (30%).'3
The final mystery is treatment. Drugs that have been used

include colchicine, corticosteroids, dapsone, thalidomide,
levamisole, immunosuppressive agents, penicillin-not to
mention plasmapheresis and immunoglobulins. There have
been few controlled trials, but the evidence shows that
thalidomide is effective for severe recurrent aphthous
stomatitis'7; cyclosporin'8 is better than colchicine for treating
ocular manifestations and mucocutaneous lesions"; and aza-
thioprine seems to stabilise visual acuity and to control the
extraocular manifestations of the syndrome.' One important

unanswered question is whether treatment is necessary for
decades or only when the disease is active.
We recommend colchicine and aspirin to prevent acute

exacerbations of the disease. Corticosteroids should be the
sheet anchor of treatment for ocular or neurological involve-
ment, and we recommend anticoagulants for arterial or
venous thrombosis. The side effects of immunosuppressive
drugs preclude their general use as long term treatment or as
first line agents. Long term prognosis is probably improved
by early recognition of the disease, accessibility to care, and
compliance with treatment.

Better understanding of this strange illness awaits advances
in our knowledge of vascular disorders and immunology in
the measurement of disease activity, and the development of
multicentre trials.

The sixth international conference on Behqet's disease will be held in Paris,
France, 30 June-I July 1993. Details from B Wechsler.
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