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Case Report

Pyeloureteral Junction Syndrome on Ectopic Kidney: About 2 Cases
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Abstract: Renal ectopy and hydronephrosis are two different conditions but the association of the both is very
uncommon. Hydronephrosis is an abnormal enlargement of a kidney due to dilatation of the kidney calices and the
kidney pelvis, it’s often associated with obstruction of the ureter that prevents normal drainage of urine to the bladder.
Renal ectopy is a misplacement due to anormal migration during embryonic development. We report two patients having

both conditions.
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INTRODUCTION

Renal ectopy is a misplacement caused by
migration anomaly during embryonic development. It
can be high, low or crossed. Low ectopy is most often
pelvic (but can also be lumbar or iliac) [1].

Giant hydronephrosis of the orthotopic kidney
is a rare entity. Pyeloureteral junction syndrome is the
most common cause. The combined occurrence of pelvic
renal ectopy and giant hydronephrosis is exceptional [2].

The incidence of pyeloureteral junction
syndrome has been reported in 22% to 37% of cases of
ectopic kidney in adults [3].

In our work, we report two observations of
patients with pyeloureteral junction syndromes on
ectopic kidneys.

CASE REPORT
Case 1

This is a 30-year-old male patient, a chronic
active smoker, who presents with chronic pelvic pain

characterized by heaviness associated with irritative
lower urinary tract disorders, with no evidence of
hematuria or fever. Clinical examination revealed a
sensitive right iliac and hypogastric region, with no low
back pain or other associated signs.

Radiologically, an abdomino-pelvic
ultrasonography was performed, revealing a pelvic cystic
mass with no visualization of the right kidney. A
urocomputed tomography scan (uro-CT Scan) showed a
right kidney in an ectopic pelvic position, with major
hydronephrosis associated with pyeloureteral junction
syndrome (Figure 1).

A renal radionuclide imaging combined with a
scan using 99mTc-DTPA was performed, showing
asymmetric relative renal function: 70% on the left and
30% on the right, with no spontaneous or induced
clearance of the ectopic right kidney (Figure 2).

The patient underwent open pyeloplasty using
the Kiiss-Anderson-Hynes technique, with JJ catheter for
drainage. Post-operative management was
uncomplicated.
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Figure 2: A renal radionuclide imaging combined with a scan showing asymmetric relative renal function

Case 2

This is a 39-year-old female patient,
hypertensive on angiotensin receptor antagonists 11 for
the last year, who presents with chronic right iliac region
pain with no lower urinary tract disorders, hematuria or
fever.

Clinical examination revealed right iliac region
sensitivity with no associated low back pain or other
signs.

Radiologically, a uro-CT scan was performed
with visualization of a pelvic ectopic right kidney with
major hydronephrosis in favor of a pyeloureteral junction
syndrome (Figure 3).

The patient underwent transperitoneal
laparoscopic pyeloplasty with a simple postoperative
recovery.
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DISCUSSION

Pyeloureteral junction syndrome corresponds to
impaired transport of urine from the renal pelvis to the
ureter, resulting in a hydronephrosis, which, if left
untreated, carries the risk of progressive deterioration in
the function of the kidney concerned. Although, this
syndrome is mostly congenital in origin, it may not
manifest itself until adulthood [4].

Renal ectopia is an uncommon urinary
malformation with an incidence of around one per 1000.
Low ectopia is most often pelvic, but can also be lumbar
or iliac. A predominance of male and left-sided ectopia
has been reported in the literature [1].

Giant hydronephrosis is defined as the presence
of more than 1,000 ml of urine in a hydronephrotic sac
in an adult, or a kidney that covers a hemi-abdomen,
crosses the midline and is at least 5 vertebrae long [5].

The majority of patients with renal ectopy are
often asymptomatic, and the ectopy is only detected in
the occurrence of a complication (hydronephrosis,
infection, renal lithiasis, etc.) or as part of an X-ray or
ultrasound examination indicated for other reasons [1]. It
is most often discovered in the presence of an abdominal
mass syndrome associated with abdominal pain and
signs of digestive, urinary, pulmonary or venous
compression. Rupture of the giant hydronephrosis is a
serious complication [6].

Figure 3: An Uro-CT scan showing an egtopic right kidney with major hydronephrosis
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Although the diagnosis is easily revealed by
ultrasound in most patients, it can sometimes be
confused with other cystic diseases. In such cases,
computed tomography and magnetic resonance imaging
are useful in the differential diagnosis [7]. DMSA renal
scintigraphy can be used to measure renal function and
to localize an ectopic kidney, as it can detect Kidneys
with a relative functional value > 5% [2]. MAG3 renal
scintigraphy, with or without furosemide stimulation,
can be used to calculate the separate function of each
kidney and confirm urinary obstruction.

The gold-standard treatment was described by
Kiss, Anderson and Hynes, consisting of resection of the
junctional zone and repair by anastomotic suture. Open
pyeloplasty remains the gold standard in the surgical
management of pyeloureteral junction syndrome.
However, the open approach has gradually been
abandoned in favor of laparoscopic techniques, due to
problems of cost and morbidity. Transperitoneal
laparoscopy is indicated for the cure of JPU syndrome in
the case of ectopic kidneys [3].

CONCLUSION

Pelvic ectopic kidney associated with giant
hydronephrosis is an extremely rare condition,
sometimes difficult to diagnose, hence the importance of
antenatal diagnosis and monitoring. In our 2 cases, a
conservative pyeloplasty was performed. The outcome
was favorable.
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