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Introduction
Congenital Ureterovesical Junction Obstruction (UVJO) may be observed during fetal age or 

any stage at the time of childhood. It is aimed in this report to present a male child with obstructive 
megaureter due to congenital UVJO. He was surgically treated with excision of narrowed distal 
ureter in addition to tapering ureteroplasty with ureteroneocystostomy. The topic is discussed with 
special reference to the etiology of this rather rare entity under the light of relevant literature.

Case Presentation
A 27-months-old boy was admitted to our department with an antenatal history of right 

Hydroureteronephrosis (HUN). Laboratory tests were otherwise normal except signs of Urinary 
Tract Infection (UTI) including leucocyturia. The microbiological urinalysis was positive for 
UTI revealing E. coli 105 CF µ/mL. Urinary ultrasonography revealed an enlargement of the right 
kidney, pelvis and a megaureter with tortuosity down to the urinary bladder. Scintigraphy using Di-
Mercapto Succinic Acid (DMSA) and Di-Mercapto Pentetic Acid (DTPA) showed a dilated right 
kidney with reduced scintigraphic uptake revealing a differential renal function of 41% for the right 
and 59% for the left kidney with signs and findings showing UVJO. Magnetic Resonance Imaging 
(MRI) showed enlargement of the right kidney with marked reduction of the cortical thickness, 
an enlarged pelvis and huge dilatation of right ureter with tortuosity down to the bladder (Figure 
1). Due to progressive worsening of the upper urinary tract function and repeated UTIs, surgical 
intervention became a necessity rather than of choice. Surgical intervention revealed a severely 
narrowing of the right distal ureter for 2 cm in accordance with UVJO resembling bird’s beak and the 
diameter of the ureter proximal to UVJO was measured nearly 4 cm (Figure 2). Excision of the distal 
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Figure 1: MRI showing the enlargement of the right kidney with reduction of cortical thickness and giant pelvis 
and ureter just before the ureterovesical junction.
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ureter and a segment of megaureter with a tapering ureteroplasty 
of the proximally dilated megaureter for a length of 10 cm around 
a 8 Fr feeding tube and reimplantation using Politano Leadbetter 
technique was subsequently performed (Figure 3). The urinary 
bladder was drained via 8 Fr silicone foley catheter. Postoperatively 
he did well with no episode of pain, nausea or vomiting. On the 
second postoperative day, the patient started oral feedings and was 
discharged home in good condition.

Discussion
As a cause of hydronephrosis in newborns, megaureter accounts 

for approximately 20% of cases and occurs bilateral in 15-25 of 
patients [1]. Ureteral dilatation can be classified into four categories 
and these are namely non-refluxing non-obstructed ureter, refluxing 
non-obstructive ureter, refluxing obstructive ureter and non-refluxing 
obstructive ureter. Diagnostic work-up performed in our case did not 
reveal vesico-ureteral reflux and so our patient can be classified as 
non-refluxing obstructive ureter. It has been reported that of the 27% 
of pediatric patients with kidney failure due to obstructive uropathy, 
obstructive megaureter accounts for 3.5% of cases [2,3]. Fortunately 
due to rather normal findings in the left kidney and ureter, no kidney 
failure was observed in our case. Among different etiologic factors 

in HUN, primary UVJO is rare and frequently associated with an 
aperistaltic segment of the distal ureter at the UVJ. Most of these cases 
can be detected during antenatal ultrasound screening of urinary 
tract [4,5]. Prenatal ultrasonography also revealed HUN in our 
case during routine follow-up. It is likely that most of these patients 
with primary UVJO show symptoms during childhood. Although 
the age of our patient was found to be within the limits of infancy 
period, surgical treatment was performed in our case since there was 
reduced scintigraphic function with repeated UTIs positive for E. 
coli and severe hydronephrosis (>30 mm). The etiology of primary 
UVJO is unclear. The transportation of urine at the UVJ occurs by 
means of peristalsis of the circular outer and longitudinal inner layers 
of muscles [6]. It has been postulated that increase in collagen and 
hypertrophy of the circular muscle and atrophy of the inner muscle 
may be responsible for the deterioration of urine flow at the UVJ 
[7-11]. It has been hypothesized that, with a resemblance to the 
gastrointestinal system, urinary tract obstructive disorders might be 
related with the aplasia or hypoplasia of the Interstitial Cells of Cajal 
(ICC) [12]. In a recent study by Kart and co-workers, it was shown 
that the number of ICC was decreased in the UVJ of the patients with 
primary obstructive megaureters compared to the normal control 
group [6]. Histological analysis in our patient revealed fibrosis of 
tissues removed at surgery.

Conclusion
UVJO is a rare but important cause of HUN in children and may 

occur at any stage during childhood. It is commonly associated with 
UTIs and deterioration of upper urinary tract. Timely and accurate 
management of this entity is important for the preservation of upper 
urinary tract function. The health providers dealing with such kinds 
of patients should keep this anomaly in mind and a prompt pediatric 
surgical consultation is recommended and the patient should be 
treated accordingly.
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Figure 2: Operative view showing marked narrowing of the right distal ureter 
with dilation of the proximal ureter with tortuosity (Note 5 Fr catheter inside 
the ureter).

Figure 3: Operative view showing distal part of right ureter after tapering 
ureteroplasty around a 8 Fr catheter before reimplantation.
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