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SUMMARY : Retroperitoneal fibrosis is an inflammatory process which infrequently affects anv par

baf the alimentary tract froni the oesophagus to rectosigmoid. A munber of etiological factors is proposed,
but a familial 1endency has not been described before. The familial link between our two cases : one with
© both colonic and bilateral ureter involvement and the other, with a unilateral ureter involvement, prompied

us to report them.

INTRODUCTION

Retroperitoneal (ibrosis (RPF) is an infTamma-
tory process which usually presents in the [ifth or
sixth decades with non-specific symptoms and ret-
roperitoneal involvement of the ureters and vascu-
tar structures. The urinary system tract problems
are frequently scen in RPF. The alimentary tract is
rarely involved in RPF and conscquently this is
infrequently considered in the differential diagno-

sis of bowel discases. RPF may affect any part of

the alimentary tract from the oesophagus (o reclo-
sigmoid (6. 11).

We present 2 sisters with retroperitoneal fibro-
sis, one of which has gastrointestinal tract involve-
ment.

CASE REPORT

A 40-year-old lady presented with an abdomi-
nal pain in the right lumbal region. She had experi-
enced lethargy and anorexia for a month and diarr-
hea last week. Clinical examination revealed abdo-
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minal tenderness. defense, direct rebound and
hypoactive bowel sounds in oscultation. The chest
and plain abdominal radiographs were normal.
with no evidence of bowel obstruction. Ultrasonou-
raphy (USG) revealed right hydrouretcronephro-
sis. an intraperitoneal mass at the lumbal region.
increased bowel wall thickness and hepatomegaly.
An intravenous urogram revealed right hvdrouete-
ronephrosis and dilatation of pelvis renalis. Abdo-
minal lomography revealed thal there was multiple
syncchias in the retroperitoneal region (Fig. 1).
Colonoscopy revealed, multiple external compres-
sions o the colon which were confirmed as lympha-
denopathy. Based on sonography findings. laparos-
copy and biopsy were considered. A laparoscopy
was performed and no mass lesion was detected.
Also, multiple synachiae were scen in this laparos-
copy and biopsy was performed. Histology showed
dense connective tissue with focal inllammatory
change consistent with retroperitoneal [ibrosis. No
neoplastic or carcinoid cells were seen. We have le-
arned that the sister of our patient had also been ad-
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mitted Lo urology department with a temporary ab-
dominal pain and urologic prohlems. Her intrave-
nous urogram had revealed bilateral hvdrouretero-
nephrosis. As she had notaceepted the procedure
we could not perform a laparoscopy (Iig. 2.

Steroid therapy was commenced. midally pred-
nisolone 40 mg daily for 2 months, then 10 mg daily
for a further 12 months before graduatly termina-
ting treatment. The abdominal tomography was re-
peated alter the treatment (Fig. 3y Al svmptoms
disappeared wfter steroid therapy in a few months.

DISCUSSION

RPE. firstdeseribed in 1948, represents an in-
completely understood enuty characterised by a
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Fre - 1 The tomographic view ol the retroperitoneal multiple
sviechii.

Fig - 2 - The urographic view of the hiluteral hydrourcteroneph-

rosis,
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Fig - 3 The tomographic view after (he treatment.

prolileration of retroperitoncal fibrous tissue with
varying amounts of chronic inffammatory change
t14). The ctiology ol retroperitoncal librosis
(Ormond's discase) has still not been clarificd. Moxt
cases are considered to be idiopathic and may repre-
sentan autommune reaction to components within
atheromatous plagues (9. 12). It is also recognised
to oceur following retroperitoncal hacmorrhage or
trawn, regionad  anteritis. pancreatitis. and
radiation. Tt has been found in association with
drugs and mainly ergot derivatives such as meth-
vsergide (203 Despite all of these etiologic factors
venetic tendeney has not been shown in literature.
Our two cases had no history of ravima. regional ci-
teritis. pancredtitis and exposition (o radiation.
Both of them had no history of using methyvsergide.

Retroperitoncal mvolvement olten causces tie-
teric obstruction, periaortic fibrosis and venous
obstruction. Bowel invotvement in RP[ is uncom-
mon, Bowel involvement may present with pseu-
do-obstruction caused by fibrotic mesenteric pli-
quics ([8). These bowel involvements in RPF is al-
fecting the small bowel, Strictures of the large bo-
wel in RPEF have been reported inonly Hcases (2.
OAC7C80 100 T 1S) By adding our one case which
has stricture of large bowel the number of cases in

the Hterature rise to 12,

Symptoms of presentation resembled ileas. €o-
lonoscopic and barium examinations of the invol-
ved farge bowel have shown normal mucosa with
narrowing and angulation. Additonal imaging in
cuses ol farge bowel involvement has invariably de-
monstrated cither unilateral or bilateral ureteric



obstruction.

Steroid treatment is known to be the best choci-
ce in RPF with urcter involvement. The benelicial
clfect of steroids in RPE is thought (o reflect their
anti-inflammatory action and inhibition ol librotic
tissue maturation. In our patient atter steroid the-
rapy symptoms were diminished considerably but
not completely. Steroids are believed 1o be less ef-
fective in cases ol mature librosis (12, 13). On the
other hand. the disuppearance ol retroperitoneal
fibrous tissue demonstrated by CT. on low-dose
postoperative steroid therapy. was reported (17).
The use ol steroid in the adjuvant treatment of RPF
was first reported in 1958 (16) but there is only one
report documenting their use in large bowel invol-
vement.

RPL has long been known (o alfect a number of
widely separatle organ systems but can also allect
only onc organ. Literature survey reveals that RPF
can be responsiblyle for only unilateral ureterolysis
(1) Because it was not allowed we could not sup-
port the pathologic diagnosis with biopsy. For the
differential diagnosis of unilateral ureterolysis with
noninvasive methods we looked for malignancy
and tuberculosis to no avail. Low doses of steroid
therapy (20 mg/day) was given 1o our patient and at
the third month of therapy the decrcase in her comp-
laints supported our diagnosis of retroperitoneal
librosis.

The familial factor between our two cases: one
with colonic symptoms and the other having unila-
teral ureter involvement urged us 10 write this report
on retroperitoneal fibrosis,
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