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Posterior Urethral Valve in Twins – A Case Report 
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Abstract 

Posterior Urethral Valves occur 1 in 5000 live births.1 The spectrum of renal dysfunction and subsequent 

functional outcomes vary widely in children. We report a case of a one-day-old second male twin who was 

delivered at 31 weeks of gestation and presented with respiratory distress. Ultrasound and VCUG was done, 

and the diagnosis of posterior urethral valve was made. 

 

Introduction 

Posterior urethral valves (PUV) are the most 

common congenital cause of bladder outflow 

obstruction in male neonates.
2
 Posterior urethral 

valves are obstructing flaps of tissue in the male 

urethra that prevent normal urine flow from the 

bladder. They result from the formation of a thick, 

valve-like membrane from tissue of Wolffian duct 

origin (failure of regression of the mesonephric 

duct) that courses obliquely from the veromontanum 

to the most distal portion of the prostatic urethra. 

This is thought to occur in early gestation (5-7 

weeks). Most PUVs are diagnosed after detection of 

hydronephrosis by routine prenatal ultrasound. 

Typical prenatal findings include bilateral 

hydrouretero-nephrosis, distended bladder and a 

dilated prostatic urethra. Posterior urethral valves 

(PUV) in discordant twins are seldom reported. We 

reported this case for this reason. 

 

Case Report 

A 1-day-old second male twin of 31 weeks gestation 

presented to us with complaints of respiratory 

distress. The patient was the second twin who was 

delivered by vertex presentation following breech 

delivery of the first twin. Both the twins were 

admitted in the NICU for very low birth weight and 

respiratory distress. Prior Ultrasound reports in the 

3
rd

 semester showed hydronephrosis in the 2
nd

 twin. 

Few days after admission, the 2
nd

 twin had poor 

passage of urine. Abdominal examination revealed a 

distended bladder with mild abdominal distension. 

Other systemic examinations were within normal 

limits. 

Routine blood examinations were done including 

sepsis screening and total serum bilirubin. The 

patient’s blood group was A positive. Sepsis 

screening was negative while total serum bilirubin 
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was 5.1 mg/dl. Other hematological parameters were 

within normal limits. 

Ultrasound was done (Figure 1) which shows 

persistent dilatation of the urinary bladder with a 

thickened bladder wall (>2mm). The proximal 

urethra was dilated resembling a keyhole appearance 

suggestive of posterior urethral valve. Urologist was 

informed and as per advises; Voiding 

cystourethrography (VCUG) was done. VCUG 

shows dilatation of the prostatic urethra confirming 

the diagnosis of posterior urethral valve. 

 

 
Figure 1: Ultrasound showing keyhole appearance 

 

Discussion 

Morgagni was the first to describe PUV in 

1717.
3
However the most frequently referenced, 

earliest description of PUV is credited to 

Langenbeck in 1802, who commented on valve-like 

folds in autopsy specimens. Langenbeck did not 

infer any clinical significance to these findings.
1
 In 

1832 Velpeau described several anatomical 

specimens in which there were posterior urethral 

valve-like folds that might be of clinical importance. 

Tolmatschew in 1870 was the first to recognize this 

as a pathological entity and propose a theory about 

its embryology.
4
 Finally, Young et al described 

PUV as a clinical and pathological condition in 12 

patients while giving an accurate description of the 

clinical presentation and the anatomy of valves in 

1919.
5 

The exact etiology of PUV is unknown, but it 

appears to be a multifactor gene mediated 

embryopathy.
6 

During embryogenesis, the most 

caudal end of the Wolffian duct is absorbed into the 

primitive cloaca at the site of the future 

verumontanum in the posterior urethra. In healthy 

males, the remnants of this process are the posterior 

urethral folds, called plicaecolliculi. Histological 

studies suggest that PUV is formed at approximately 

4 weeks' gestation, as the Wolffian duct fuses with 

the developing cloaca. When the insertion of the 

mesonephric ducts into the cloaca is anomalous or 

too anterior, normal migration of the ducts is 

impeded, and the ducts fuse anteriorly resulting in 

the formation of abnormal ridges or folds, which are 

believed to be the origins of PUV.
7 

Young in 1919 described three different types of 

valves based on the orientation of the valves and 

their relationship to the verumontanum: 

Type I: Two membranous structures in the posterior 

urethra originating from the caudal end of the 

verumontanum rising along the lateral margin of the 

urethra on each side meeting at 12 o'clock. 

Type II: Membranes arising from verumontanum 

and attached cranially to the bladder neck. 

Type III: Circular diaphragm in the region of the 

caudal end of the verumontanum with a central 

defect. 

They further subdivided the classification of types I 

and III into a and b. Type III lesions were thought to 

consist of a membrane with a hole above (type IIIa) 

or below (type IIIb) the verumontanum, but without 

attachment to the verumontanum.
8 

Neonates with PUV who are not diagnosed before 

births may present with delayed voiding or poor 

urinary stream, abdominal mass, failure to thrive, 

poor feeding, lethargy, urosepsis or urinary ascites. 

In addition, respiratory distress at birth due to 

pulmonary hypoplasia may be the initial sign of 

urethral obstruction.
9
In infants, poor urinary stream 

and recurrent urinary tract infection are common. 

Older boys may present with recurrent UTI, diurnal 

enuresis in boys older than 5 years, secondary 

diurnal enuresis, voiding pain or dysfunction, and 

decreased force of urinary stream. 

Examination findings in the newborn include poor 

breathing movements, small chest cavity, palpable 

walnut-sized bladder (hypertrophy detrusor muscle), 

abdominal distension (ascites), potter facies and 

limb deformities (skin dimpling) and indentation of 
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the knees and elbows due to compression within the 

uterus. 

Diagnosis is ascertained by a combination of 

antenatal evaluation, which includes maternal 

ultrasound and fetal urinary biochemical assessment 

for renal function, and postnatal evaluation, which 

consists of renal and bladder ultrasonography, 

voiding cystourethrography, renal scintigraphy and 

urodynamic studies. Ultrasonography shows dilated 

bladder along with dilatation of prostatic urethra 

resembling keyhole appearance.
10 

VCUG confirms 

the diagnosis. 
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