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Infant is a term female born to an otherwise healthy 31 year-old G3P2 diagnosed with an omphalocele 
containing the bladder on prenatal imaging (image 1A, B). On the 22 week growth scan, she was noted 
to have a widened pubic diastasis, possible bifid clitoris, dilated recto-sigmoid colon, and mild 
polyhydramnios which subsequently normalized by third trimester.  
At birth, an omphalocele was observed with asymmetric labia and clitoral tissue. There was an 
imperforate anus, and a single mucosal-lined opening in the perineum through which urine and 
meconium drained intermittently. Drops of urine were also seen emanating from a second, more 
anteriorly-located orifice within the clitoral tissue (Image2).  
Endoscopy confirmed the presence of a cloacal malformation with what appeared to be an intact 
urethra/bladder neck complex, vaginal duplication, and a fistulous tract to the rectum. A small feeding 
tube placed into the clitoral orifice could be seen entering the bladder separately on cystoscopy, which 
also appeared to show an intact bladder. Cystogram showed a smooth-walled bladder without evidence 
of reflux, however the infant did not void, and opacification of the urethra and common channel could 
not be achieved (Image 3). Spinal ultrasound was normal. On DOL 4, the omphalocele ruptured, 
revealing a true exstrophied bladder (Image 4). The infant remained stable and was discharged home on 
DOL 14, with plastic wrap covering the exposed bladder plate and diverting colostomy/mucus fistula. 
Cloacal repair and closure of bladder exstrophy is tentatively planned for when the infant is 6 months 
old.  
Images: 
Image 1A/B: Prenatal MRI demonstrating abdominal wall defect.  

 

 



Image 2: fistulous opening in clitoris draining urine (Black arrow)  

 
Image 3A/B: Cystogram  

 
Image 4: Red rubber catheter through the open bladder and out through the cloaca. The feeding tube 
traverses the clitoral tract and exists through the exstrophied bladder.  
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INTRODUCTION:  
The functionally anephric fetus traditionally has been considered nonviable. Some centers have 
begun offering aggressive perinatal care for patients with bilateral renal agenesis with rare case 
reports of survival past the neonatal period(1,2). We present a patient with prenatally diagnosed 
ARPKD who successfully underwent postnatal nephrectomy and neonatal dialysis as a bridge to 
kidney transplant.  
 
CASE:  
A 27-year-old G2P1 mother presented to our fetal care center after 26-week prenatal ultrasound 
revealed enlarged echogenic kidneys and new anhydramnios, consistent with ARPKD. Fetal 
MRI confirmed enlarged, hyperintense kidneys (Figure 1). Neonatal respiratory survival was 
deemed likely based on fetal lung volumes. Parents elected to pursue any available medical 
interventions. The child was born at 36 weeks. She was anuric as expected. She underwent left 
nephrectomy on day of life 2 to create space for peritoneal dialysis. A peritoneal dialysis 
catheter and temporary hemodialysis line were placed at that time. Her course was complicated 
by bacteremia, line thrombosis, bacterial peritonitis, feeding intolerance, and difficulty achieving 
therapeutic peritoneal dialysis volumes requiring intermittent hemodialysis. At 10 months of age, 
she is tolerating goal enteric feeds and is on a stable home peritoneal dialysis regimen. 
 
CONCLUSION:   
We report survival in a functionally anephric neonate with ARPKD managed with unilateral 
nephrectomy and peritoneal dialysis. Pulmonary survivors eligible for future kidney transplant 
may be candidates for aggressive perinatal management in a condition previously considered 
universally fatal. Efforts are underway to further study who is a candidate for such intervention, 
and whether offering such care is ethical(3,4).  
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A 3-month old boy presented with right scrotal swelling and concern by his pediatrician for right 
hydrocele. Examination revealed an enlarged and firm right testicle concerning for solid mass; 
exam was otherwise benign without signs of lymphadenopathy or intra-abdominal mass. Work-
up with scrotal ultrasound (US) identified a 4 cm exophytic right testicular mass with numerous 
satellite lesions throughout the testicle concerning for a malignant process. Further evaluation 
with computed tomography (CT) of the chest, abdomen, and pelvis did not reveal any metastatic 
disease. Tumor markers including alpha fetoprotein (AFP) and human chorionic gonadotropin 
(hCG) were within normal limits. Given concern for malignancy right radical orchiectomy was 
performed. Gross pathologic evaluation revealed a pink/tan lobulated mass displacing the 
testicle inferiorly. Microscopic examination found the mass to be arising from the tunica 
albuginea and visceral tunica vaginalis with focal extension into the distal spermatic cord and 
testicular parenchyma. The cells formed numerous capillary beds. Immunohistochemistry was 
negative for germ cell and sex-cord stromal markers. Final diagnosis with benign infantile 
hemangioma. Literature review found this to be a rare tumor without association to neoplasms 
of other body sites. Post-operatively he was followed with scrotal US which did not reveal 
interval appearance of any other masses.  
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Case Report: 
A 28 year old G1P1 was referred with a 22 week 46 XY fetus showing a perineal midline fluid 
filled structure, confirmed by ultrasound and MRI. Moderately dilated right pelvis was the only 
other abnormality. A follow up ultrasound repeated at 25 weeks showed resolution of this cystic 
structure and hydronephrosis.  
 
Male infant was born at 41 weeks. Neonatal exam findings included bilateral non-palpable 
intraabdominal testes (confirmed by ultrasound), penoscrotal transposition, large phallus with 
dorsal curvature, ventral subcoronal urethrocutaneous fistula (along with patent orthotopic 
urethral meatus), partially formed prepuce, and imperforate anus. The newborn ultrasound 
showed an unremarkable bladder and mild right hydronephrosis. He underwent colostomy and 
mucous fistula creation on day of life (DOL) 1. He subsequently stopped voiding, and ultrasound 
on DOL 2 showed severe bilateral hydronephrosis with marked bladder distension. 
Unsuccessful attempts at catheterization led to bedside suprapubic tube (SPT) placement. 
Voiding cystourethrogram performed via SPT showed right renal duplication, grade 4 lower pole 
reflux, non-trabeculated large capacity bladder and obstruction in the anterior urethra.  
 
Diagnostic cystoscopy at 3 weeks of age revealed a massively dilated anterior urethra 
consistent with fusiform megalourethra and 3-French caliber anterior urethral valve near the 
bulbar urethral region. Successful direct vision internal urethrotomy (DVIU) was performed 1 
week later. Thereafter, the patient voided normally per urethra. He was placed on prophylactic 
antibiotics for right lower pole reflux. He awaits urethral and phallic reconstruction along with 
orchidopexy 
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  A 36 year old G4P2103 woman with monochorionic diamniotic twin gestation was found 
to have antenatal bladder outlet obstruction (Figure 1) and oligohydramnios of Twin B on 20 
week ultrasound.  Bilateral kidneys also appeared to be echogenic (Figure 2). Twin A did not 
have any abnormalities. There was no history of congenital abnormalities with her other three 
children and no family history of urologic abnormalities or kidney disease.  
 Given the implications of bladder outlet obstruction, the patient opted for two rounds of 
vesicocentesis at 20w5d and 21w1d for Twin B.  Urine biochemistry was significant for a 
markedly elevated Beta 2 microglobulin (>20,000), indicating severe renal damage. 
Chromosomal FISH/microarray studies were negative.  Vesicoamniotic shunt was placed at 
21w6d (Figure 3).  She was admitted at 24w6d for premature rupture of membranes (PROM) 
and ultimately developed preeclampsia with severe features, which prompted Caesarean 
delivery at 30w1d.  Twin B was 1090g at birth. 
 Shortly after delivery, he had respiratory distress due to suspected pulmonary 
hypoplasia requiring intubation.  Renal ultrasound demonstrated a cystic, dysplastic right kidney 
and a markedly echogenic dysplastic left kidney that was not clearly visualized (Figure 4). He 
was anuric since birth. Attempt to place a 3.5Fr feeding tube into the urethra failed, suggesting 
urethral atresia.  Additionally, he had an imperforate anus, complete absence of sigmoid colon 
and rectum, and sacral agenesis.  Care was withdrawn on the 4th day of life in the setting of 
rising creatinine and anuria from severe kidney failure and he ultimately passed the following 
day. 
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7-day-old full-term, male was transferred after having a glans & distal penile shaft transection 
after ritual circumcision. The patient was hemodynamically stable upon presentation. He 
underwent emergent penile amputation repair.  
 
During the procedure, the urethra was reanastomosed and the tunica albuginea of each 
corporal body was reapproximated. With plastic surgery assisting, an attempt at microscopic 
dorsal vascular and nerve anastomosis was unsuccessful. With concern for distal penile shaft 
and skin ischemia, the decision was made to perform a Cecil-Culp repair by circumferentially 
surrounding the corporal bodies, urethra and dermabraded glans with well-vascularized scrotal 
tissue. He tolerated the procedure well.  
 
One month after the initial procedure, he had cystoscopic confirmation of a well-healed urethral 
anastomosis and underwent trial of void. He voided with a straight stream and without retention 
or urinary tract infections. He continued to develop well without issues.  
 
After 15 months, the decision was made to perform a two-stage release of the Cecil repair. The 
first stage involved incisions parallel to the corporal bodies on each side to mature the 
vascularity of the scrotal skin flap to be used for penile coverage. Two weeks later, the skin was 
fitted around the corporal bodies and urethra providing excellent, well-vascularized coverage.  
 
At 35 months, the patient was seen and continues to do well, with noted spontaneous erections, 
straight urinary stream and a spectacular cosmetic result.  The patient will continue follow-up 
and monitoring for any issues. We will continue to discuss management of his hair-bearing 
transplanted skin as he approaches puberty.  
 
Word Count: 249 
Contact: Sameer Mittal (Email: mittals3@email.chop.edu) 
The initial, all intraoperative and subsequent post-operative photos will be presented during the 
case presentation to illustrate the utility of this technique.   
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Introduction: 
Diphallus is a rare congenital anomaly which accounts for 1 per 5 to 6 million live births1,2. Until 
now, about 100 cases have been reported in literatures3. The current classification classifies 
diphallia into true diphallia and bifid phallus. Each of these is further subdivided into partial or 
complete duplication. We report a different surgical approach for penile duplication 
reconstruction. 
Case Report: 
Our case was a baby boy diagnosed at birth with a duplicated penis. VCUG confirmed no 
urethral duplication. At the age of 7 months he underwent EUA and penile exploration 
demonstrating two separate corpora cavernosa were each had developed its own glans but one 
lacked its corpora spongiosa. The patient was subjected to a new technique, reconstructing the 
penis with preservation of the native urethra and most of the normal glans, partial penile 
amputation of his accessory penis then grafting it to the normal looking phallus ensuring a 
proper anchoring to the pubic tubercles to maximize fixation for erection and intercourse. 
Rotational byars flap was done in a functional area. A technically successful reconstruction was 
achieved. Post-Operative follow up showed a quite normal looking penis with a straight stream 
voiding. Our surgical approach is different in contrast to previously reported management 
techniques involving surgical excision of the abnormal penis with or without urethral 
reconstruction.3,4  
Conclusion: 
Due to the rarity of this malformation, surgical reconstruction should be individualized as it 
poses a great challenge taking into account the medical, surgical and ethical considerations 
without imperiling penile function or cosmesis. 
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Introduction: Diphallia is exceedingly rare, with an incidence of 1 to 5.5 million births. Glans 
duplication (GD) is the rarest form of diphallia and occurs almost exclusively in the sagittal 
plane1. We describe the first case of GD in the coronal plane with isolated genitourinary 
anomalies. Our patient had associated features of urethral duplication, partial bladder 
duplication, and presented with urinary retention as an adolescent. 
 
Cases: The patient is a healthy 14-year-old male seen initially as a prenatal consult for enlarged 
bladder and hydronephrosis. Post-natal exam was notable only for GD, with a right dominant 
glanular hypospadiac meatus, a left orthotopic meatus, and a single penile shaft. Workup by 
ultrasound initially demonstrated normal kidneys and bladder, though revealed right 
hydronephrosis and a dilated bladder with over 400mL capacity by 9 months of age. Voiding 
cystourethrogram (VCUG) and MR urogram showed bilateral grade 3-4 vesicoureteral reflux 
(VUR) and confirmed partial bladder duplication with a right and left urethra and three apparent 
corporal bodies. He had mild bladder residuals and was managed for several years with timed 
voids and prophylactic antibiotics, with improvement of VUR, resolved hydronephrosis, and no 
infections. More recently, he presented with elevated bladder residuals and febrile UTIs. An 
appendicovesicostomy was created. Correction of the penile anomaly has been offered 
separately, though family has opted to manage conservatively.  
 
Discussion: Lower urinary tract duplication anomalies can occur in a variety of configurations 
and are more commonly associated with bowel or spine anomalies or with syndromes2. The 
etiology of lower tract duplication remains poorly understood, though it appears multiple 
embryopathies may account for the spectrum of anatomic variations1,2.  
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9.  PUNCTURE OF PROLAPSED URETEROCELE AT BEDSIDE WITHOUT ANESTHESIA OR 
SEDATION  
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Background: Prolapsed ureterocele presenting in the early age postnatally as an introital mass between the 
labia represents an emergent situation due to obstruction of the urethra and bladder neck. Classically, the 
bladder is drained with a catheter to bypass the ureterocele and surgical intervention is undertaken in an 
operative theater under general or spinal anesthesia. We report 3 cases of prolapsed ureterocele which 
underwent puncture at bedside without anesthesia or sedation with the babies in an awake state and 
reviewed their clinical courses. 
 
Methods: The charts of 3 baby girls were reviewed to establish the diagnoses and clinical courses. All 3 
girls were born with a prenatal diagnosis of a ureterocele associated with a duplex kidneys and ureters on 
the right (2) and on the left (1). All patients underwent evaluation with VCUG and renal US along with 
prophylaxis with oral Amoxicillin pre and post puncture. 
 
Results: All 3 patients developed unexpectedly prolapse of the ureterocele at age 4 weeks (2) and 8 wks 
(1), as an inter-labial mass with the crescent shape urethral meatus anterior to the ureterocele. One pt had 
US evaluation of the mass to ensure that it was cystic in nature. Puncture was carried out with a hand held 
high temp cautery pen with the patients awake without anesthesia (general, spinal, or topical) or sedation. 
An exact location of puncture was chosen to ensure decompression and to ensure the puncture hole to be 
returned to the bladder at a most desirable position intravesically. Post puncture, all patients genitalia 
returned to normal anatomy within 2 weeks on exam. Prior to puncture, 2 pts had no VUR and 1 pt had 
grade 1 VUR on the side of the ureterocele. Post puncture, no pts developed VUR. One pt underwent 
upper pole heminephrectomy and ipsilateral lower pole UPJ repair as definitive treatment and 2 pts have 
not needed any further surgery along with evidence of ureterocele decompression and improvement in 
hydronephrosis, with follow up of 58, 54, and 9 months respectively. 
 
Conclusion: Prolapsed ureterocele can be punctured easily, quickly, and safely with no anesthesia or 
sedation needed, which has not been reported previously. The ureterocele wall seems to lack any sensory 
innervation. A geometric determination of the puncture site is crucial to ensure the puncture hole to be in 
an ideal location when it returns to the bladder to avoid reflux and to achieve decompression of the 
ureterocele and hydronephrotic moiety.  
 
Main Presenter: Donald Nguyen 
 
 
 



10. Newborn male with features of covered cloacal exstrophy with prolapsing bladder plate at 
penoscrotal hypospadic opening 
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A full-term infant was born in July 2019 after a pregnancy notable for IUGR, oligohydramnios. 
Multiple prenatal ultrasounds were performed secondary to difficulty in ascertaining fetal sex 
with the final determination as female.  At birth the infant was noted to have ambiguous genitalia 
with an absent anus, a bifid scrotum with bilateral palpable gonads, a small hypospadiac 
phallus, and a large mucosal opening at the penoscrotal junction that was draining stool and 
urine.  Upon valsalva, the bladder prolapsed and ureteral orifices were visualized.  The 
umbilicus was low-lying and a rectus belly diastasis was palpable beneath the skin.  Renal 
function returned within normal limits.  Pelvic ultrasound revealed no evidence of female organs 
and a karyotype returned 46,XY.  Sacral x-ray revealed a wide pubic symphysis diastasis and 
sacral anomaly.  After surgical consultations, the decision was made for intestinal diversion, 
cystoscopy, and exam under anesthesia.  Due to the large size of the mucosal opening, 
cystoscopic exam was difficult to achieve, however, communicating surfaces of both intestinal 
and urothelial mucosa were visualized within the opening.  The space was unable to be 
adequately distended to perform a fistulogram. Diagnostic laparoscopy revealed an absent 
colon and rectum with a short cecum entering the posterior bladder.  An ileostomy and mucous 
fistula were created.  Pelvic MRI demonstrated the bladder prolapse, mild right hydronephrosis, 
and lack of visualization of sacrococcygeal elements.  His bladder is currently being managed 
with saran wrap covering, and reconstruction options remain in discussion.  
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INTRODUCTION:  
Congenital lower urinary tract obstruction (LUTO) is a significant cause of pediatric renal dysfunction.  
Fetal sonographic findings of posterior urethral dilation, megacystis, and hydroureteronephrosis suggest 
LUTO; neonatal voiding cystourethrogram (VCUG) demonstrating posterior urethral dilation should 
further raise suspicion for anatomic obstruction (e.g. posterior urethral valves (PUV)).  We present cases 
of suspected PUV during fetal evaluation that demonstrated no anatomic obstruction on postnatal work-
up. 
 
CASE DESCRIPTION:  
Case 1: 
Fetal ultrasound at 12 weeks demonstrated bladder dilation (4.4 x 3.6 x 3.2cm), bilateral 
hydroureteronephrosis, and positive keyhole sign. Born at 39 weeks, he voided on first day-of-life (DOL).  
VCUG on DOL3 demonstrated posterior urethral dilation. On DOL6, cystourethroscopy revealed a non-
obstructive Cobb’s Collar, absent PUV, and normal bladder.  Subsequently, he experienced increasing 
inter-void intervals until retention at 18 months.  Urodynamics demonstrated a capacious (800mL), 
hypocontractile bladder and hypertonic urethra.  At 19 months he underwent vesicostomy creation, with 
eventual conversion to a Mitrofanoff channel.  
 
Case 2: 
Fetal ultrasound at 19 weeks revealed megacystis and bilateral hydronephrosis. Follow-up fetal 
ultrasound showed hydroureter as well. After delivery at 40 weeks, voided on DOL1.  VCUG (DOL3) 
demonstrated prostatic through proximal-bulbous urethral dilation; cystourethroscopy on DOL6 revealed 
posterior urethral dilation, bladder trabeculae, and no valves.  After admission for febrile UTI and 
impaired renal function on DOL14, repeat cystourethroscopy again showed no valves and presence of a 
circumferentially thickened sphincter. A cutaneous vesicostomy was then created.  
 
DISCUSSION:  
These represent a poorly-described etiology of congenital, functional LUTO.  Despite absence of 
anatomic obstruction, both patients ultimately experienced worsening bladder and renal dysfunction 
prompting need for cutaneous diversion.  
 
 
  



12. CONGENITAL VIRILIZATION AFTER TWO PREGNANCIES WITH RETAINED INTRA-UTERINE 
MIRENA® DEVICE  
Helen Hougen, MD, Casey Seideman, MD, Christopher Austin, MD. 
Doernbecher Children's Hospital at Oregon Health and Science University, Portland, OR, USA.  
Background: Pregnancy rate after hormonal intrauterine device (IUD) placement is low. The postnatal 
consequences of intra-uterine pregnancy with a retained IUD are not well-described. Mirena® is an IUD 
that secretes levonorgestrel, a progesterone analog. We aim to describe two patients with labial fusion 
and urogenital sinus after pregnancy complicated by retained Mirena® IUD.  
Methods: Chart review was performed for two patients referred to urology clinic for ambiguous genitalia. 
Both were term 46 XX females whose pregnancies were complicated by a retained Mirena IUD. Both 
patients were taken to the operating room for initially exam under anesthesia (EUA), cystoscopy, 
vaginoscopy, then later vaginoplasty. We describe the operative outcome of these two cases.  
Results: Both patients were found to have normal length clitoris, small but present labia minora, fusion of 
the labia majora with short urogenital sinus with normal single patent vagina and cervix, and a long 
perineal body with normal anal location. Workup for congenital adrenal hyperplasia, and other disorders 
of sexual differentiation was negative. Subsequently, vaginoplasty was performed for both patients. A 
posterior flap vaginoplasty was performed in both patients without need for significant urogenital sinus 
mobilization (Figure). No operative complications occurred. Both patients recovered appropriately, voided 
spontaneously and were discharged on post-operative day 1.  
Conclusions: We present the first report of congenital virilization associated with persistent hormone IUD 
during pregnancy. While the presence of retained IUDs has been associated with increased maternal 
complications, and high doses of progestins during pregnancy have been associated with fetal virilization, 
no reports have associated the presence of a hormone IUD with increased fetal malformations thus far.  
Figure. Pre- and post-op appearance of the genitalia of one patient.  
Helen Hougen, MD, Casey Seideman, MD, Christopher Austin, MD. 
Doernbecher Children's Hospital at Oregon Health and Science University, Portland, OR, USA.  

 
 
  



13. A patient with bilateral single-system ectopic ureters who achieved urinary continence after 
ureteral reimplantation 
Kristin Ebert, MD; Rama Jayanthi, MD 
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The patient has a history of VATER and was born at 36 weeks gestation. Her prenatal 
ultrasound was significant for unilateral right hydronephrosis and concern for an absent bladder. 
A postnatal ultrasound on day-of-life three demonstrated moderate right hydronephrosis and a 
left pelvic kidney with dilated calyces. A VCUG showed a urogenital sinus with two hemivaginae 
and a refluxing ectopic right ureter draining into the right hemivagina. A MAG3 renogram at one 
month of age showed a poorly functioning left kidney, right hydroureteronephrosis, and poor 
drainage from the right system. An exam under anesthesia at age two confirmed a gaping 
ectopic ureteral orifice in the right hemivagina and an extremely small bladder with an estimated 
capacity of 10mL. The left ureteral orifice was unable to be identified but was presumed to drain 
into the left hemivagina given the defuctionalized appearance of the bladder. At age 26 months, 
she underwent an open bilateral ureteral reimplantation. Both ureters were found to enter the 
ipsilateral hemivagina. There was not enough bladder muscle to perform antirefluxing 
anastomoses, so refluxing anastomoses were performed. At most recent follow up at age 
seven, the patient reports normal voiding patterns and no daytime incontinence.  Even though 
this child had bilateral single system ureters ectopic to bilateral hemivaginas, she developed 
normal urinary control after reimplantation, which usually does not occur with typical bilateral 
single system ectopic ureters. This suggests that continence is dependent solely on bladder 
neck development, not ureteral location, in children with bilateral ectopic ureters.  
 
Contact: Kristin.ebert@nationwidechildrens.org 
 
  



 
14. A Case of a Large Abdominal Cyst with Diagnosis of Crossed Fused Ectopic Kidney with 
Severe UPJ Obstruction 
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Presenter: Chris Ballantyne, ccb6x@virginia.edu 
 
RS is a 5 year old girl who was adopted from India with limited care.  She has a history of an 
ectopic anus s/p repair, bilateral radial hypoplasia, and a right solitary kidney.  A history of cystic 
mass was not known prior.  On arrival to the USA, a renal ultrasound was done to evaluate the 
solitary kidney; the patient was found to have a large midline abdominal cystic mass.  She was 
sent to pediatric surgery to rule out malignancy.  An MRU was done which showed the cystic 
mass abutted the lower/mid-pole of the right kidney, and it appeared there was a rim of renal 
tissue surrounding part of the cystic structure.  The right kidney was also mal-rotated anteriorly.  
It was suspected that the patient may have a cross fused ectopic kidney with severe UPJ 
obstruction of the crossed kidney.  Due to this, a Mag3 renal scan was obtained which 
demonstrated no uptake into the large cystic mass and 100% function in the right kidney.  The 
patient was taken to the OR for robotic partial nephrectomy/removal of the cystic mass.  Intra-
operatively, the large dilated mass was found to be fused to the inferior pole of the right kidney 
with a large aberrant vessel overlying the junction.  An atretic blind ending ureter was found 
under this vessel.  Pathology was consistent with cystic dysplastic changes.  The patient did 
well post-operatively.  Repeat renal ultrasound post-surgery demonstrated well healing isthmus 
tissue; however ultrasound 10 months post-op demonstrated the isthmus tissue appeared more 
multi-cystic in nature.  She continues to be followed. 
 
Images Pre-op: 



 

  
 
 
 
 
 
Image Intra-op: 
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Title: Minimally invasive management of a bilateral duplex collecting system with periurethral ectopic 
upper pole ureters and a right cecoureterocele in an infant 
 
Case 
A newborn female was initially referred to urology for prenatal bilateral hydronephrosis and a possible 
right ureterocele. Subsequent postnatal workup revealed a bilateral duplicated collecting system 
without vesicoureteral reflux. The left kidney was found to have severe upper and lower 
hydroureteronephrosis with a possible lower pole ureteropelvic junction obstruction and an upper pole 
ectopically located in the perineal region next to the urethral opening (from which purulent material 
was easily expressible by pushing on the abdomen). The right kidney had a hydronephrotic upper pole 
without any other discernable anatomic abnormalities. She was planned for a robotic-assisted 
laparoscopic left lower pole pyeloplasty and a left upper-to-lower ureteropyelostomy. However, at the 
time of surgery a cecoureterocele with an ectopic right ureteral orifice just proximal to the meatal 
opening was discovered. It was also determined that the left ureteropelvic junction was actually patent, 
although a little tortuous. Fluoroscopic images taken during cystoscopy demonstrate dilated tortuous 
ureters bilaterally and bilateral hydronephrosis. After and intra-operative discussion, the decision was 
made to proceed with bilateral ureteroureterostomies to be done simultaneously. The patient’s post-
operative course was uncomplicated, and she continues to do well. 
 
 
Conclusion 
We present a case of bilateral duplications with obstructed megaureters of different etiologies and an 
associated cecoureterocele managed successfully with robot-assisted laparoscopic bilateral 
ureteroureterostomies performed under a single anesthetic. Despite the complexity of delineating the 
patient’s anatomy and the difficulty of the dissection due to chronic inflammation, this case was safely 
performed in a 10-month-old infant.   
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Case 

This female patient had a normal prenatal course until 21-weeks gestation, when 
prenatal US revealed anhydramnios and bilateral upper-tract obstruction with multicystic 
dysplastic kidneys. The patient was born at 37 3/7 weeks with significant pulmonary hypoplasia 
requiring bilateral chest tubes and immediate intubation. She was anuric and renal US showed 
severe bilateral hydronephrosis with cortical thinning. On DOL 3 she underwent bilateral 
percutaneous nephrostomy tube placement. Over the next two weeks, the patient had good 
urine output from the right PCN and minimal output from left PCN with improving creatinine and 
electrolyte profile. The left PCN was subsequently removed and she was extubated on DOL 15 
with renal US showing decreased dilation of the left system and right PCN in good position with 
no dilation. The patient was taken to the OR at 1 month for bilateral retrograde pyelogram, 
which revealed severe right UPJO and patent left ureter with focal narrowing. A right-sided open 
pyeloplasty was performed. The patient had an extended inpatient course due to her CKD and 
feeding optimization but was discharged home 1 month later. Follow-up US at 6 months 
revealed mild pelvic dilation on the right and stable persistent dilation of major calyces on the 
left. Due to her stage 4 CKD, she was started on peritoneal dialysis and is currently undergoing 
evaluation for renal transplant. 
 
Discussion and Conclusion 

Bilateral UPJO, while rare, can cause pulmonary hypoplasia and kidney dysfunction 
leading to significant morbidity and mortality. Early detection allows for potentially lifesaving 
interventions until definitive repair can be performed.  
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BACKGROUND: Urinary ascites in neonates is a very rare condition. Two neonates with urinary ascites 
of unusual etiology are discussed. 
METHODS: Two neonates presented to us with urinary ascites and were managed surgically.We present 
the challenges posed in the care of these patients. RESULTS: Case 1: A late prem male neonate 
presented with abdominal distension at birth associated with renal impairment and bilateral 
hydronephrosis to a hospital overseas. The child underwent a laparotomy (showing clear fluid in the 
abdomen) and a suprapubic cystostomy. The child was then airlifted to us with urine leaking from the 
main pfannensteil wound in the lower abdomen. The abdomen was reexplored, washed and drained. A 
rent in the bladder was identified by methylene blue instillation into the bladder. It was repaired and a 
vesicostomy was performed. The child recovered uneventfully. Six months later, a MCU was done 
through the vesicostomy and showed anterior urethal valves which were treated endoscopically. The 
vesicostomy was closed. The child is now 8 years old and both kidneys are normal. Case 2: A full term, 
male neonate with Klinfelter Syndrome presented with a large urinary ascites during perinatal period 
along with a large cyst next to the suspected bladder detected on antenatal scans. He had renal agenesis 
on one side. He was managed with urgent peritoneal drainage and urethral catheterization at birth. He 
needed two weeks of ventilatory support due to gross abdominal distension and three weeks of peritoneal 
fluid drainage. After multiple modalities of imaging with ultrasonography, CT scan , MRI and MCU, it was 
found that the bladder outlet was obstructed at the bladder neck by a large utricular cyst. The cyst was 
not visualized in earlier post natal scans in the presence of ascitis and urethral catheter but it 
remanifested after the ascites resolved. The renal function also normalised gradually thereafter. He 
underwent a vesicostomy and is planned to be managed with excision of the cyst at a later 
date.CONCLUSIONS: Neonatal urinary ascites is uncommon and usually presents as a clinical 
emergency. The diagnosis and treatment can be challenging if the cause of obstruction is rare .The 
management of these cases should be planned carefully based on the anatomical and functional status of 
the urinary system.  
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Figure 1 : Prenatal MRI at 33 weeks gestational age demonstrates hyperintense, enlarged 
kidneys and minimal amniotic fluid, consistent with ARPKD. 
 

 
 


