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Editorials

Non -specific Aortoarteri tis

Aortoarteritis (Takayasu's disease) is a chronic inflammatory disease involving
the aorta and the arteries emanating from it: 1 The disease is more prevalent in
Japan, India, Southeast Asia and Central America but occurs worldwide
sporadically. Though no .specific aetiological factor has been identified the
available evidence suggests that autoimmunity could be one. The basic pathology
is a panarteritis leading to degeneration and fibrous scarring." which results in
either stenosis and occlusion of the involved artery, aneurysm formation or
both.'

There is considerable variation in the distribution and type of arterial lesions
and associated complications.' Arterial obstruction accounts for many of the
common clinical features of aortoarteritis such as absent pulses, arterial bruits,
systemic hypertension and retinopathy. A variety of unusual manifestations
have also been described. Thus, aneurysms have been reported to occur as the
major arterial lesions in 2% to 27% of cases with aortoarteritis.> The prevalence
of aortic incompetence ranges from 7% to 15%, being more frequently seen in
older patients and in the aneurysmal forms.e-' Mitral regurgitation occurs in
12% of patients.' Pulmonary arterial involvement has been noted frequently
(44% in one study) ,3 and may result in pulmonary hypertension. About 5% of
patients have associated clinical cardiomyopathy. However, a recent study
based on endomyocardial biopsy, reported an unusually high incidence (50%)
of myocarditis in the active phase of aortoarteritis.f Histological features of
myocarditis were found even in some patients who had no clinical evidence of
heart failure. The importance and the natural history of this 'myocarditis' needs
to be studied in a larger group of patients. The variable frequencies of each
type of aortoarteritis (current nomenclature describes types I to IV) amongst
the Indian reports is probably attributable to varied investigational protocols,
with selection bias determining the extent of angiographic evaluation in each
series.

The clinical course of patients with aortoarteritis is characterized by a certain
morbidity and mortality.v-"? About 84% of patients are alive up to 10 years
after the onset of the disease, but only 64% are free of 'events'." Severe hyper-
tension, functional disability and evidence of cardiac involvement have been
good predictors of either death or major events on follow up. Heart failure and
cerebrovascular accidents and rupture of aneurysms are the common causes of
mortality.

Recent developments offer some hope to patients with this debilitating disease.
Digital subtraction angiography and computed tomography have made the
diagnosis and follow up of such patients easier. Percutaneous transluminal
balloon angioplasty is effective in dilating stenotic arteries, and the immediate
as well as short-term follow up results of this technique are promising.v'"
Vascular surgery is being increasingly recommended for the management of
both the occlusive as well as the. aneurysmal forms of the disease."
Immunosuppressive drugs including corticosteroids and cyclophosphamide
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have been reported, in uncontrolled trials, to be useful in controlling the active
inflammatory phases. 6.12

Despite extensive research on aortoarteritis, some important lacunae
remain. The specific aetiological factors and the mechanisms of injury are still
not identified. The present treatment is only palliative. Most of the reports on
therapy6.<}-12are characterized by small numbers of patients, short follow up
periods and a lack of proper controls. It is not yet known what constitutes
'myocarditis' in aortoarteritis and how clinically relevant it is. Neither is it
known what are the minimum criteria for diagnosing the active inflammatory
phase nor what are the indicators of improvement. Precise clinical and laboratory
criteria need to be defined before valid conclusions can be drawn on the effect
of intervention. Therapeutic measures, especially immunosuppressive drugs,
need to be tested by prospective randomized studies with adequate controls. It
may be difficult however to organize such a trial in a single centre but uncontrolled
trials are inadequate to assess efficacy of therapy in a disease with a variable
natural history. .

It is therefore essential to recognize the disease to be an important regional
health problem and establish a National Registry on aortoarteritis. This would
facilitate pooling of available data from different centres and help coordinate
further research. Even for case-control studies to evaluate causation, such a
large pool of patients would be more helpful than imprecise speculations based
on small samples. There is also an urgent need to unravel the pathogenesis of
the disease so that a specific cure can be developed and, perhaps, preventive
measures instituted.
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