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Abstract

Epispadias is a rare genitourinary malformation, more so is epispadias with intact prepuce. Inci-
dence of epispadias with intact prepuce is not known however, there are few case reports and a
case series. We present a 5-year-old boy brought to our facility by his parent for circumcision.
Further evaluation revealed a short penis with broad base and intact prepuce. The preputial slit
was dorsally oriented. On retracting the prepuce, there was corona epispadias with wide and
healthy urethral plate. No meatal stenosis or chordee noticed. Other findings were normal. He had
epispadias repair. The postoperative period was uneventful. Three months after operation, the
prepuce was easily retractable over the penis and the penis was cosmetically acceptable.
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1. Introduction

Epispadias is abnormal congenital opening of the urethra on the dorsum of the penis. It is believed to be a milder
form of extrophy-epispadias complex which includes cloacal extrophy, bladder extrophy and epispadias. It is a
rare genitourinary malformation, more so is epispadias with intact prepuce. Incidence of isolated epispadias is
put at 2.4 per 100,000 birth [1] and 70% are complete epispadias. Incidence of epispadias with intact prepuce is
not known however there are few case reports [2]-[5] and a case series [6]. We present an unusual case of coro-
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na epispadias, in a 5-year-old boy with intact prepuce.

2. Case Report

A 5-year-old boy brought to our surgical outpatient clinic for circumcision. There was no complaint by the par-
ent about the appearance of the child’s external genitalia. However mother had noticed upward direction of his
urinary stream and occasional ballooning of the prepuce during micturition. There is no history of urinary incon-
tinence, straining on micturition or recurrent per urethral discharge. No other congenital anomaly noticed and no
past history of surgery. Pregnancy and delivery were supervised and were uneventful. He is product of full-term
gestation and has normal developmental milestone.

The examination of the external genitalia revealed short penis with broad base. The prepuce was intact with
the preputial slit dorsally oriented (Figure 1). On retracting the prepuce, there was coronal epispadias with wide
and healthy urethral plate. No meatal stenosis or chordee noticed (Figure 2). He has a well-developed scrotum
with both testes intrascrotal and were normal. A diagnosis of corona epispadias was made.

Abdomino-pelvic ultrasound scan, complete blood count, haemoglobin genotype and electrolyte, urea and
creatinine were normal.

Urodynamic study was not performed as there was no suspicion of vesicoureteric reflux or reduced bladder
capacity [6].

He had epispadias repair. A U-shaped incision was made with limbs of the U at the edge of the urethral plate
and the curve at the proximal end of the epispadias. The urethral plate was tubularised over size 10F urethral
catheter using Vicryl 5/0 suture. The two corporal bodies were approximated over the reconstructed urethra. The
prepuce was reconstructed (Figure 3). No circumcision or supra-pubic cystostomy was done. Catheter was re-
moved on the tenth post-operative days. He was able to void with anteriorly directed urinary stream.

At 3-month post-operative review, the child was able to void with good stream of urine. No fistula or other
complication noted. The prepuce is easily retractable over the penis. The penis is cosmetically acceptable.

Figure 1. An intact prepuce with the preputial slit
dorsally oriented.

Figure 2. Coronal epispadias with healthy and wide

urethral plate.
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Figure 3. Immediate postoperative appearance after
reconstruction.

3. Discussion

The incidence of isolated epispadias is put at 2.4 per 100,000 birth [1] and 70% are complete epispadias.

It is usually associated with extrophy of the bladder in 90% of the cases. Typically, epispadiasis associated
with defective prepuce on the dorsal aspect of the penis and redundant prepuce on the ventral aspect of the penis.
Epispadias with intact prepuce as in this reported case is extremely rare. It incidence is not known however there
are few case reports [2] [4] [5] [7]-[10] and a case series [6].

Various theories have been put in place to describe the development of the urethra but there are still contro-
versies about the development of prepuce [11]-[13] and its relationship with the development of urethra [14].
Many authors [12] [13] quote Retterer (1885-1915) as the first to describe development of the prepuce as com-
bination of preputial folding and the ingrowth of a cellular lamella. This in-growth creates the prepuce, the glans
penis, the corona, and the coronal sulcus mucosa. Subsequently, Raghavaiah stated that the prepuce developed
from ring of ectoderm that forms just proximal to the developing glans penis, this later advances over the corona
and covers the glans entirely [9].

Most of these theories can explain typical epispadias but there is still no good explanation about epispadias
with intact prepuce [5]. This make some authors [8] [15] to believe that epispadias with intact prepuce is as a
result of developmental arrest in terms of non-closure of the urethral plate. They further stated that the presence
of a dorsally directed preputial opening, the absence of frenulum on the glans and incomplete penile raphe are
further evidences of an abnormal development. McCahill et al. in an attempt to explain epispadias with intact
prepuce stated that there is an active growth of mesenchyme between the preputial fold and the glandular lamel-
la, which transports the fold distally until it covers the glans completely even if there is defective glanular ureth-
ra development [7]. However, this has not explained corona or penile epispadias with intact prepuce. Moreover,
because most of the reported cases of epispadias with intact prepuce were glanular, many authors equate it with
mega-meatus intact prepuce hypospadias [5].

There may not be any complain by the parent to suggest this condition. The diagnosis is usually missed due to
the apparently normal looking penis. Most cases are discovered when the child is presented for circumcision as
seen in the index case. Features like upward directed urinary stream, ballooning of the prepuce while micturiat-
ing, are not constant and may not be taken very serious by most parents. As seen in the index case, the mother
noticed the upward directed urinary stream but she never gave it any importance. Deviation of the preputial
opening upward towards the dorsal aspect of the penis, absence of frenulum line on the glans, horizontal termi-
nation of the raphe phallus close to the glans, phimosis, broad base phalus, spade like glans, splitted corpora ca-
vernosal and a depression between the corpora bodies are some of the signs that can be seen in this condition [2]
[3] [5]-[9]. Because the diagnosis is clinical, not many investigations are usually required. Abdomino-pelvic ul-
trasound scan done to this patient is to rule out other congenital urinary tract abnormalities, which are the com-
monest association of this condition.

Surgery gives acceptable functional and cosmetic outcome. There are many surgical procedures described for
treatment of epispadias. For epispadias with intact prepuce, especially coronal or glanular, simple approximation
of the glans penis with or without circumcision may be just what is needed to give good outcome as seen in this
case. Though the follow up is short, postoperative appearance and urinary stream are satisfactory.

This condition should be born in mind. Underreporting maybe present, [6] especially in communities where
circumcision is not consistently practiced. Whereas, it is easier detected in countries where most males undergo
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circumcision.

4. Conclusion

Epispadias with intact prepuce is a rare congenital anomaly of the external genitalia. Presentation may be late
due to apparently normal looking penis. Examination of the penis before circumcision cannot be overempha-
sized, as this may be the only opportunity to pick this anomaly.
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