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Abstract

Epispadiasrepresents one of the most severe forms of congenital penile anomalies. Classically,
the urethra and the glans are opened dorsally with dorsal chordee and shortened penile body.
It is usually found as a part of the epispadias-exstrophy complex. Isolated epispadias is rare. It
has an incidence of 2.4 per 100,000 births. Distal epispadias and epispadias with intact prepuce
are further rare. Only few cases have been reported of epispadias with intact prepuce.We here
present our experience of 3 cases of distal epispadias with intact prepuce done by the authors at
two different institutes. Post-operatively, all patients did well. After 3 months of follow up, the
prepuce was retractable, urine stream was forward and downward and the look of the penis

was acceptable cosmetically.
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INTRODUCTION

ongenital abnormalities of the genito-urinary
tract involve functional and structural
problems. Congenital abnormalities range form
renal abnormalities to the urethral abnormalities.
These represent 20-50% of all the congenital foetal
abnormalities."? The incidence of these genito-

urinary abnormalities range from 0.42 to 4.2 per
1000 births in various studies.*”

Epispadias represents one of the most severe
forms of congenital penile anomalies. Classically,
the urethra and the glans are opened dorsally
with dorsal chordee and shortened penile body.
It is usually found as a part of the epispadias-
exstrophy complex. Isolated epispadias is rare.®
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It has an incidence of 2.4 per 100,000 births.” Just
like hypospadias, epispadias can be divided into
peno-pubic, shaft, coronal and glanular. It can be
further divided into continent and incontinent
variety. Distal epispadias (coronal and glanular)
and epispadias with intact prepuce are usually
seen as the continent varieties. Distal epispadias
and epispadias with intact prepuce are further rare.
Only few cases have been reported of epispadias
with intact prepuce.®'

The diagnosis of distal epispadias with intact
prepuce is often missed at birth because the
prepuce looks normal. Unless the spade like with
broad glans and dorsal direction of the opening of
prepuce are noticed and a few specific questions
asked about the stream of urine, the diagnosis is not
done. On further and specific clinical examination,
we can palpate small gap between the two corpora
cavernosa.

We here present our experience of 3 cases of
distal epispadias with intact prepuce done by the
authors at two different institutes.

CASE REPORTS

All the three patients presented late after the age
of 5 years (Table). Two of them were brought by
their parents for ballooning of the prepuce during
micturition and the third one for the abnormal
upward direction of the urinary stream. All patients
were continent and there were no other urinary
complaints. No other congenital anomaly noted
clinically. Clinical examination of the penis revealed
intact prepuce, prepucial slit oriented dorsally, wide
open meatus upto corona, no chordee, bilateral
scrotal testis and normal hernial sites. Therefore,
clinical diagnosis of coronal epispadias with intact
prepuce was made in all the cases. All the urinary,
blood and sonological investigation were normal.
We did not do any contrast study or urodynamic
study as there was no doubt of any other urological
abnormality.

After complete workup and fitness, all patients
were operated. Epispadias repair was done the same
way as we do for coronal hypospadias (Fig. 1-6),
except the approximation of the two corporae over
the newly formed urethral tube whenever needed.
We used 5-0 PDS suture for urethral reconstruction
over 10 Fr silicon catheter. Prepucioplasty can be
done as a part of the procedure. The catheter was
removed on 14th post-operative day. All patients
passed urine from the newly formed meatus with
anterior and downwardly directed urinary stream.
There were no complications in all the patients.

All patients had minimum follow up of 1 year.
After 1 year, the look of the penis was acceptable,
the prepuce was retractable well with no further
urinary or cosmetic complaints.

Initial appearance of penis after
relracting the prepuce

Fig. 2

Fig. 3
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Fig. 6

DISCUSSION

Epispadias is usually found in association with
the bladder exstrophy as a part of the exstrophy-
epispadias complex. Seventy percent of the

epispadias are complete. Isolated epispadias is
very rare. Further rare is the epispadias with intact
prepuce. Only few case reports and case series have
been reported."®

The embryonic development of prepuce and
urethra is well corelated. It means that if there is a
defect during development of urethra, the prepuce
will also not develop on that side.’*' This explains
the typical deformation of the epispadias and
hypospadias.

The developmental defect of the exstrophy-
epispadias complex is well explained, but there is
no well documented explanation for the epispadias
with intact prepuce. Few authors suggested that it is
because of the non-closure of the urethral plate due
to developmental arrest.’>'®* While others correlate
it with megameatus intact prepuce hypospadias
variety as many cases of epispadias with intact
prepuce were glanular."”

The real diagnosis of epispadias is usually missed
at the time of birth. Under-reporting is expected.’
This is due to the normal appearing prepuce and
hidden urethra inside the intact prepuce. Same
happened in our cases. Most of the cases are
diagnosed later in life when the child grows and
child or the parents notice ballooning of prepuce
or abnormal upward urinary stream or the child is
planned for circumcision.”® In our cases also, two
children were brought by parents due to abnormal
ballooning of the prepuce and the third one
brought due to upward urinary stream. No further
investigations are required in these patients as
the diagnosis is usually clinical except ultrasound
of the abdomen and pelvis to look for any other
congenital abnormality of the genito-urinary tract.
In our cases also, the ultrasound scans were normal
in all the patients.

The treatment of this condition needs surgical
correction. In cases of distal epispadias specially,
glanular and coronal epispadias with intact prepuce,
simple approximating urethral reconstruction
can be done, with or without prepucioplasty or
reverse MAGPI procedure known as IPGAM can
also be done. We also did the same in all our cases.
Other procedures for more proximal epispadias are
Cantwell-Ransley or modified Cantwell-Ransley or
complete penile disassembly technique by Mitchell
can be done.

Surgical results for repair of distal epispadias
give good results as in our cases. Complications
are common in more proximal or the classical
epispadias repair.
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