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Idiopathic retroperitoneal
fibrosis
Freeing the ureter from its surrounding tissues, or ureterolysis
(supplemented when necessary with corticosteroids), is now
known to be an effective treatment for most patients with
idiopathic retroperitoneal fibrosis.' Nevertheless, our under-
standing of the nature of the condition lags far behind its
relatively successful management.
One reason for this is its unfortunate name, which (with

some of the synonyms that have been applied) has led to some
confusion with the fibromatoses, with which it has nothing
in common. The name is also so vague and all-embracing
that authors and reviewers sometimes use it to include any
unusual examples of fibrosis of unknown and miscellaneous
causes occurring anywhere in the retroperitoneum. These
misunderstandings have obscured the fact that most reported
cases fall within a fairly well-defined syndrome with constant
features affecting middle-aged patients. The disease consists
of chronic inflammation of connective tissue, with fairly
non-specific histological appearances but with a characteristic
anatomical distribution centred on the aorta.2 Usually this
periaortic inflammation begins in the lower abdomen but less
frequently in the mediastinum. The inflammation is essentially
an infiltrate of lymphocytes and plasma cells and its variable
degree of activity is reflected by the patient's erythrocyte
sedimentation rate.' The activity of the inflammation may
decline spontaneously and is rapidly decreased by treatment
with corticosteroids.' 3 Untreated, however, the inflammation
usually progresses slowly and extends to block any hollow
organ in its path, especially the ureters and major blood
vessels, leaving fibrosis in its wake.2
Beyond these basic observations lie some pieces of a puzzle

which are difficult to fit together. A few reports have described
retroperitoneal fibrosis in patients who also had connective-
tissue diseases such as scleroderma4 or lupus erythematosus5;
the descriptions of these associated diseases have not always
been convincing and they might have been purely fortuitous,
perhaps with the exception of Raynaud's phenomenon.
Coexistent arteritis, on the other hand, has been described
sufficiently often to be significant.2 6 In a few cases, similar
inflammation and fibrosis have also occurred in isolated
distant sites such as the thyroid, the orbit, or around coronary
arteries.6 7 In another minority the disease seems to be
precipitated by methysergide and is usually relieved by its
withdrawal.8 There is one well-documented report of familial

incidence.9 All these small groups of patients do not seem to
differ from the majority in their primary disease, and the
histological appearances of the periaortic inflammation are
similar in all.
These associations, and the predominance of plasma cells

in the inflammatory infiltrate in the active stages ofthe disease,
have led to analogies being drawn with the connective-tissue
diseases and to the reasonable conclusion that an allergic or
autoallergic mechanism is at work. This view has gained
impetus from a recent suggestion (which requires confirmation)
of an association4 with HLA-B27.

Methysergide is frequently assumed to act as a haptene in
this disease, but evidence for this belief is lacking and no
other allergen has been suggested to explain the other cases.
Some reports have raised the suspicion of a primary aortitis.10
Another view is that the adventitial inflammation may result
from autoallergy to antigens usually sequestered in the aortic
wall, perhaps antigens elaborated in atheromatous plaques.
The effect of methysergide might then lie in its vasospastic
action enhancing the escape of such antigens to the exterior
of the vessel.2 7 These suggestions require an arterial cause
for the manifestations distant from the aorta, which is not
impossible, especially in the patients with thyroid lesions.7
The fibrotic disorders of the peritoneum associated with
practolol (sclerosing peritonitis)1' and with carcinoid
syndrome12 13 are entirely different from idiopathic retro-
peritoneal fibrosis in their anatomical position and histological
appearances. They do, however, raise the possibility that
vasoactive substances may in some way enhance fibrosis in
susceptible patients.
The relative success of empirical treatment should not

obscure the amount still to be learnt about idiopathic retro-
peritoneal fibrosis. Opportunities for detailed pathological
observations are rare. The main chance for improved under-
standing, therefore, seems at present to lie in the hands of
the surgeon who encounters the patient. His responsibility
lies not only in effective management of the patient's condition
but also in investigating the nature of the disease-with the
best hope probably lying in the suggestion of an allergic
process arising in and around arteries.
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