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Fig.4 Retroperitoneal biopsy
showing fibrous tissue with some
areas of chronic inflammatory cell
infiltration. (H and E, X300).

he was asymptomatic and was being treated with 1600
mg of ibuprofen daily.

Discussion

We are aware of three previously reported cases of
orbital inflammation with proptosis (orbital pseudo-
tumour) in association with retroperitoneal fibrosis
and obstructive renal disease.’* This entity was first
described in 1967 by Comings and coworkers, who
reported the ocular and abdominal findings in two
brothers.” Their first patient, a 37-year-old man,
initially presented with symptoms of recurrent
episcleritis, which 10 years later recurred in associa-
tion with proptosis and with gastrointestinal symp-
toms of nausea, vomiting, and lower abdnominal
pains. A non-functioning kidney and hydronephrosis
were found. A sheet-like fibrosis covering the ureters
was noted on exploratory laparotomy. Biospy
showed dense fibrous tissue infiltrated with leuco-
cytes and plasma cells. The patient’s 39-year-old
brother had recurrent episodes of arthralgia of the
hands as a child. By the age of 18 he had progressive
dyspnoea on exertion. The trachea and vena cava
were found to be encased in a fibrous mass during
exploratory thoracotomy. At the age of 33 exoph-
" thalmos of his right eye developed. An orbital biopsy
was not obtained in either patient.
Richards and coworkers* reported on a 66-year-old
woman with a three-year history of declining health

Adolph A Schonder, Robert C Clift, John W Brophy, and Lear W Dane

secondary to renal failure and a six-month history of
painless proptosis of her right eye. Biopsy specimens
of the orbit and of the abdomen were stated to be
similar and to be composed of fibrous connective
tissue interspersed with collections of acute and
chronic inflammatory cells.

As we have noted in the introduction to this report,
orbital inflammation and episcleritis associated with
proptosis and limitation of ocular motility may occur
in individuals with several forms of coexisting
systemic inflammatory diseases. These may respond
to treatment and resolve without residual fibrosis,
but late scarring and limitation of eye movements
often occur. Our patient has not shown clinical signs
or laboratory findings consistent with any of these
conditions. He has not developed postinflammatory
orbital fibrosis, and the orbital biopsy showed no
evidence of necrosis or of scarring. Nevertheless we
assume that a relationship exists between his
recurrent ocular inflammatory episodes and his retro-
peritoneal fibrotic lesions.

The pathogenesis of multifocal fibrosclerosis is
unknown. It has been proposed that the retro-
peritoneal fibrotic component represents a localised
secondary response to gastrointestinal inflamma-
tion. A similar retroperitoneal process may be
initiated by the ingestion of methysergide.® Retro-
peritoneal fibrosis causing extrinsic ureteral obstruc-
tion was first described by Albarran.” The fibrous
process may exist without creating ureteral obstruc-
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tion, but the ureter is quite vulnerable to compres-
sion and distortion by the fibrosis and is therefore the
structure most frequently affected. The inferior vena
cava and aorta may also be involved.*

In our case the retroperitoneal mass was described
by the surgeon as a fibrotic wall, and biopsy speci-
mens showed only thickened fibrotic tissue.
Specimens with these characteristics may initially be
regarded as being inadequate, especially in cases
where a malignancy is suspected because of the
obstructive nature of the disease. Care must be taken
to make certain that adequate specimens are
obtained from different sites and that the process is
indeed benign, since a similar fibrotic process may be
seen with carcinoma of the sigmoid, carcinoid
tumours, reticulum cell sarcoma, and Hodgkin’s
disease.* Once the benign nature of the obstructive
disease is established, intraperitoneal transplanta-
tions of the ureters to relieve the urinary obstruction
has been recommended.® This procedure was
successful in our patient, and he is now asympto-
matic. The patient’s mother had a past history of
surgery for oesophageal obstruction; this suggests a
possible familial incidence. However, the histo-
logical diagnosis of her chest lesion is unknown; there
has been no recurrence of her disease, and she has
not shown ocular or other abnormalities of the type
associated with multifocal fibrosclerosis.
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It appears that the use of non-steroidal anti-
inflammatory agents has been beneficial in suppress-
ing recurrence of this patient’s orbital inflammation.
He has had only one recurrence since his hospitalisa-
tion, but this occurred while he was off his medication.
Because of the short follow-up interval in this case
the long-term benefit of this form of therapy is
uncertain.
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