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Abstract

Prolapse of a cecoureterocele through the urethra presenting as a
prenatal vulval mass is an extremely uncommon entity. We present
a case of a newborn girl with a cecoureterocele extending through
the urethra (diagnosed at 29 weeks’ gestation) and we present its
postnatal findings and outcomes.

Introduction

An ureterocele is a congenital saccular dilatation of the ter-
minal portion of the ureter. They are 4 times more likely
to occur in females." Ureteroceles in girls are associated
with duplex systems in 95% of cases; in 80% of cases,
they are associated with the upper pole of a duplex sys-
tem.? Cecoureterocele is an uncommon type of ureteroce-
les, where the blind pouch of the ureterocele is elongated
beyond its orifice by tunnelling into submucosa under the
bladder trigone and through the urethra. Perinatal prolapsing
cecoureterocele is an unusual, but distinctive, sign that may
present a diagnostic dilemma to the clinician and implies a
challenge to pediatric urologist.?

Case report

A pregnant woman presented at 29 weeks’ gestation for a
routine prenatal sonography. Examination revealed 2 sepa-
rate renal pelvises in the right kidney followed by dilatation
of a single moiety with a dilated ipsilateral ureter and a thin-
walled cystic mass within the bladder extending through the
urethra. This finding was thought to represent an ectopic
ureterocele. At 35 weeks of pregnancy, the cystic mass in the

bladder was more prominent, extending outward between
the fetal labia permanently. At 38 gestational weeks, the
woman delivered a female infant. A newborn girl presented
with a 2-cm cystic genital mass increasing in size during
micturation (Fig. 1a, Fig. 1b). Postnatal ultrasound revealed
a duplex right kidney with dilatation of the upper pole and
ureterocele protruding into the urethra. Voiding cystoure-
throgram (VCUQG) showed a well-defined contrasted tubular
structure originated in the bladder with extension through
the urethra, and vesicoureteral reflux (VUR) to the lower
pole of the right kidney (Fig. 2). A magnetic resonance image
(MRI) showed a markedly dilated right upper pole associated
with a large ureterocele, outpouching from the urethra (Fig.
3). Right upper heminephrectomy of a dysplastic moiety and
ureterocele aspiration were necessary. The postoperative
course was uneventful, and the infant remains asymptomatic
at the 2-year follow-up.

Discussion

A cecoureterocele prolapsing through the urethra is extreme-
ly uncommon. The incidence rate is less than 3% of all
patients with ureterocele.* It is more common in female
infants and may be complicated by urinary obstruction and
infection.” To the best of our knowledge, there are only 3
reported cases of prenatal diagnosis of such an anomaly.®

Routine screening antenatal ultrasonography has dramati-
cally increased the detection of urinary anomalies. To date,
most babies with an ureterocele and duplex kidneys present
antenatally. It is mandatory for pediatric urologist to recog-
nize this anomaly and its prognosis. The report of an upper
pole “cyst” in a fetus should be interpreted as being upper
pole hydronephrosis until otherwise demonstrated.?

An extravesical ureterocele is a cause of bladder outlet
obstruction in newborn girls.” The clinical suspected diag-
nosis of an obstructing ureterocele should be considered in
any female infant presented with intermittent stream, bladder
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Fig. 1a. Genital picture of a newborn girl with a cystic mass protruding through
the urethra before micturition.

distension, anuria, or ascites. Since prolapse occurs down
the posterior wall of the urethra, it is common to encounter
a congested, smooth, ecchymotic mucosa-covered genital
cystic mass. Common complications of ureteroceles include
urinary tract infection, obstructive voiding, urinary retention,
failure to thrive, and abdominal pain.®

Ectopic ureteroceles present diagnostic dilemmas when it
is difficult to determine from which renal moiety they arise.
Ultrasound may be used initially to reveal a thin-walled
cystic structure near the base of the bladder, dilatation of
one or both moieties and associated duplex system. VCUG
could accurately reveal the presence and severity of VUR
and suggest ureterocele prolapse. The lower moiety ureter is
often inserted more laterally and is prone to develop VUR.?
If diagnostic difficulty remains, then intravenous urography
(IVU) and MRI may be used as accurate tools. IVU may
demonstrate pelvi-calyceal anatomy and the ureterocele as
a cystic intravesical-filling defect.® MRl may demonstrate
the extension of the ureterocele through the urethra and its
association with a duplex system.® As either of the moieties
can be functioning poorly in a duplex system, a MAG-3

Fig. 1b. Genital picture of the same newborn patient during micturition showing
the increasing size of the prolapsed cystic mass.

isotopic renogram becomes useful for considering the dif-
ferent options in management.'® The differential diagnosis
of a prolapsing cecoureterocele in newborns includes epi-
dermal inclusion cyst, Skene’s duct cyst, urethral prolapse,
and sarcoma botrioides."*7#

Before surgery, we must obtain as much information as
possible regarding the patient’s altered anatomy. Although
specific and definitive management for ureteroceles differ in
some individuals, the goals of treatment are the same: preser-
vation of renal function; prevention of infection, obstruction
and reflux; and maintenance of urinary continence.

Management options of a ureterocele complicating a
duplex kidney are diverse: conservative treatment, endo-
scopic incision, upper pole heminephrectomy, reimplanta-
tion of both ureters, and pyelopyelostomy.*'" Each patient
requires individualized treatment; nevertheless, upper pole
removal is the preferred definitive procedure when there is
clearly no function in the upper moiety. It may be accom-
panied by reimplantation of the refluxing lower pole ureter
combined with ureterocele excision."'? In patients with a
good upper pole function, the endoscopic puncture of ure-
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Fig. 2. Voiding cystourethrogram reveals a tubular structure originated in the
bladder and extending to the urethra, and vesicoureteral reflux to the lower
pole of the duplex right kidney.

terocele may be an attractive procedure despite the risk of
creating reflux in the involved ureter.” It has been reported
that less than 20% of cases ultimately require secondary
procedures for persistent VUR after primary treatment.”'?

Conclusion

A newborn with a prolapsing cecoureterocele provides an
interesting challenge to the pediatric urologist. It may appear
as a genital cystic mass in prenatal sonography. Ultrasound,
IVU, VCUG and MRI may be necessary for adequate assess-
ment. The anatomy and function of the system vary con-
siderably and no one management plan is suitable for all
cases. It is important to bear in mind that in these children
it is possible to injure the bladder neck or damage a per-
fectly normal lower pole. Standard treatment is upper pole
nephrectomy with aspiration of the ureterocele. Puncture of

Prolapsed cecoureterocele

Fig. 3. Coronal T2-weighted magnetic resonance image showing a dilated right
upper pole associated with a large ureterocele, outpouching from the urethra.

the prolapsed blind pouch of the cecoureterocele may be
sometimes necessary.
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