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Case Report
Distal ureteral atresia with ureteropelvic junction  
obstruction in a female child: a rare case
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Abstract: This case report describes a distal ureteral atresia along with ureteropelvic junction obstruction which oc-
curred in a 19-month-old female child. It is easily to be misdiagnosed as mere ureteropelvic junction obstruction and 
omitted the combined diagnosis of distal ureteral atresia. Dismembered pyeloplasty was done in local hospital after 
admission, however with the result of recurrent fever when clamp the left nephrostomy tube and Antegrade urogra-
phy demonstrated distal ureteral atresia. After two months, boari flap reconstruction was performed for the patient 
in the Second Xiangya Hospital of Central South University, and the child had good rehabilitation in the end. To our 
knowledge, this is the first case report on distal ureteral atresia associated with ureteropelvic junction obstruction.
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Introduction

Distal Ureteral Atresia is a rare disease usually 
associated with a non-functioning kidney [1]. 
Its combination with another urinary abnormal-
ity is even rarer [2]. We here report a case of a 
19-month-old female child, who was misdiag-
nosed as ureteropelvic junction obstruction, 
presenting with a left renal hydronephrosis 
because of upper and middle ureteral dilata-
tion is not obvious, in fact distal ureteral atresia 
with ureteropelvic junction obstruction. To our 
knowledge, in the English literature, this is the 
first case report on distal ureteral atresia asso-
ciated with ureteropelvic junction obstruction. 

Case report

A 19-month-old female child, who presented 
with left flank discomfort and had no history of 
trauma, was admitted to local hospital for fur-
ther investigation. Contrasted Computed Tom- 
ography showed that hydronephrosis with 
delayed enhancement in left kidney, renal 
parenchymal thickness can be fair (Figure 1). 
Magnetic resonance urography (MRU) indicat-
ed ureteropelvic junction obstruction (Figure 
2). After dismembered pyeloplasty in local hos-

pital, the child had recurrent fever when clamp 
the left nephrostomy tube. Antegrade urogra-
phy demonstrated that left double J had not 
arrived at the bladder, mild dilatation of the 
upper, middle ureter and distal ureteral atresia 
(Figure 3).

After two months, boari flap reconstruction was 
performed for the patient in our hospital and 
recovered well postoperatively. Intraoperative 
findings showed atresia of ureter length up to 5 
cm long. Histopathological examination of the 
atresia part of the ureter shows a lot of lympho-
cytes and neutrophil infiltration and marked 
thickening of the smooth muscle (Figure 4).

Discussion

Distal ureteral atresia, one of the rarest con-
genital anomalies, represents a failure of the 
ureter to communicate with the bladder, and is 
commonly associated with a nonfunctioning 
kidney [3]. In this case, the renal parenchymal 
thickness was good when diagnosis was done 
because of the expanded extrarenal pelvis off-
set majority obstruction pressure, although 
there was a renal calyceal dilatation deforma-
tion. In general, the ureteral part above atresia 
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should be obviously dilatation if the kidney is 
functional. In this case, ureteropelvic junction 
obstruction leads to the unobvious expansion 
of ureteral part above atresia, which caused 
the initial misdiagnosis. Although UPJ obstruc-
tion may also be resulted from acquired lesions 
such as vesicouretal reflux and megaloureter, 
which can lead to upper tract dilation with sub-
sequent elongation, tortuosity, and kinking of 
the ureter [4], we would not consider the above 
situation in this circumstance. Ureteral atresia 
and UPJ obstruction are separate entities in 
this case. The two entities appeared simultane-
ously in the same patient, which is believed as 
the fist report in English literature by now.

In conclusion, we reported the first case of dis-
tal ureteral atresia with UPJ obstruction in a 
female child. Although distal ureteral atresia 

with UPJ obstruction is extremely rare, this enti-
ty should be suspect when the single disease 
cannot explain all symptoms or signs, especial-
ly ureteral catheter was placed unfavorably. 
There is no better way to diagnose preopera-
tively including MRU. Retrograde or Antegrade 
urography remains the gold standard for diag-
nosis of the disease.

Figure 1. CT showed that hydronephrosis with de-
layed enhancement in left kidney.

Figure 2. MRU indicated ureteropelvic junction ob-
struction in left kidney.

Figure 3. The Antegrade urography demonstrated 
that left double J had not arrived at the bladder, mild 
dilatation of the upper, middle ureter and distal ure-
teral atresia.

Figure 4. Histopathological examination of the atre-
sia part of the ureter shows a lot of lymphocytes and 
neutrophil infiltration and marked thickening of the 
smooth muscle (H&E; original magnification, × 40).
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