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ABSTRACT 

The Congenital anterior urethrocutaneous fistula is a rare entity with varied anatomic configurations. In this re-

port, we present three different varieties of congenital anterior urethrocutaneous fistula. The anterior 

urethrocutaneous fistula was associated with no urethra, hypoplastic urethra, and normal urethra, distal to fistu-

la, 1 in each patient. Each required a different treatment strategy. Postoperative outcome was good in all cases.  
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INTRODUCTION 

A urethrocutaneous fistula is usually acquired second-

ary to hypospadias repair. A congenital 

urethrocutaneous fistula is a rare entity and can occur 

at the anterior or posterior urethra.  Congenital fistula 

from the anterior urethra is a rare entity and less than 

50 cases have been reported in the literature.[1-3] We 

herein report three cases of congenital anterior 

urethrocutaneous fistula. Considerable controversy 

exists as to the etiology and management of this 

anomaly. The variation in anatomic configuration of the 

anomaly prompted us to report the cases. 

CASE SERIES 

Case 1: A 5-year-old uncircumcised male child pre-

sented with a passage of urine from an abnormal open-

ing located at the ventral surface of the penis since 

birth. On examination, the glans was conical with the 

dorsal hooded prepuce. There was no meatus visible 

on the tip of the glans and a blind pit was present at the 

tip. The penis was curved ventrally with chordee. An 

oval opening of size approximately 8 mm x 6 mm was 

present on the ventral aspect of the proximal penile 

shaft. A thin completely skin lined urethra was present 

between the opening and the glans of the penis. On 

probing the urethra distal to the opening a 6Fr infant 

feeding tube could be negotiated to the level of the co-

rona (Figure 1). The urethra distal to the fistulous open-

ing was hypoplastic and transparent. Feeding tube 

could be passed easily into the bladder through the 

proximal opening. Both the testes were descended and 

normal. The patient underwent two-stage urethroplasty. 

In first stage chordee correction with excision of the 

distal hypoplastic urethra was done. Second stage 

urethroplasty was done after 6 months. The patient is 

now passing a single straight stream of urine from the 

tip of the penis at 3-months follow up.  

Case 2: A 4-year-old child presented with passing urine 

from an abnormal opening on the ventral surface of the 

penis. On examination, the prepuce was normal. Glans 

was conical with no meatus but a blind pit at the tip. 
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The ventral part of the penis was completely skin cov-

ered. The meatus was located at the distal penile re-

gion and was about 8 mm wide. There was no chordee 

of the penile shaft. Both the testes were descended and 

normal in size. On catheterization, the feeding tube 

passed proximally into the bladder easily (Figure 2). A 

single stage Snodgrass urethroplasty was done with 

tubularization of the healthy skin at the site of the ure-

thral plate with a dartos flap cover. Postoperatively, the 

patient recovered without any complications and is do-

ing fine on the follow-up. 

 

Figure 1: Catheter within the hypoplastic urethra (within arrows) distal 

to meatus up to the corona level.  

 

Figure 2: Distal penile hypospadias with healthy skin cover arrow mark 

distal to meatus.  

Case 3: A 4-year-old child with anorectal malformation 

had a fistulous opening on the ventral surface of the 

mid shaft penis. The fistula was large with a diameter of 

20 mm. The distal part of the urethra beyond the fistula 

was of normal calibre and the meatus was opening at 

the tip of the penis. The defect was associated with 

chordee. Both the testes were normal and there was a 

perineal lipoma. At surgery, the chordee was corrected 

after degloving the penile skin. The fistula was closed 

primarily by 6-0 polydioxanone suture. A tunica 

vaginalis testis flap cover was placed over the suture 

line and skin closure done (Figure 3). The patient had 

an uneventful postoperative recovery and has no com-

plications at 3 months follow up. 

 

Figure 3: Normal urethra distal to fistula. Simple closure with tunica 

vaginalis flap arrow mark.  

DISCUSSION 

Congenital urethrocutaneous fistula in the anterior ure-

thra is a rare anomaly. We presented three different 

variations of this anomaly i.e. having three different 

types of urethra distal to the fistulous opening. The ure-

thra distal to the fistulous opening was hypoplastic in 

the first case, absent in the second case and normal in 

the third case. The management of the cases is also 

different depending on the anatomy and structures dis-

tal to the fistula. 

An anterior urethrocutaneous fistula may be an isolated 

anomaly or associated with other anomalies like 

anorectal malformations, genitourinary anomalies etc. A 

review of 47 reported cases showed the fistula to be 

located at the distal shaft in 24 patients; at the mid shaft 

in 13, at a penoscrotal junction in 3; and at an unspeci-

fied location in 7 cases.[1] The aetiology of congenital 
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urethrocutaneous fistula is unknown. The most possible 

cause of this anomaly is a localized deficiency of a por-

tion of the urethral plate. Under androgen stimulation, 

the genital tubercle elongates and the mesoderm in the 

urethral fold fuses in the midline enclosing the urethra. 

Goldstein postulated that there is a transient deficiency 

or inhibition of the local effect of the testosterone lead-

ing to the failed closure of the urethral groove.[2] This 

anomaly raises doubt about the postulation that the 

urethral folds fuse from proximal to distal penile regions 

serially, like a closing zipper.[3] Baskin et al. proposed 

the formation of a urethral seam at the edges of the 

urethral folds which fuses in the midline.[4]. A defect in 

the seam may explain for a focal defect in urethral fu-

sion resulting in a congenital urethrocutaneous fistula. 

Congenital urethral fistula also postulated to have re-

sulted from an embryonic urethral blowout resulting 

from a distal urethral obstruction. 

The ectodermal cells from the tip of the glans penetrate 

inwards to form a cord which later canalizes. This canal 

joins with the penile urethra which has already formed 

at that time. The first case described above had a pa-

tent urethra from the fistula site up to the corona level 

though hypoplastic. This may be due to an associated 

defect in canalization of the glanular ectodermal ure-

thra.  

Two types of congenital anterior urethrocutaneous fistu-

lae have been described. The first variety has an iso-

lated urethrocutaneous fistula with intact distal urethra 

and spongiosum, normal foreskin and without any 

chordee or hypospadias. Our third case fell in this va-

riety; however, he had skin level chordee which was 

corrected after degloving the penile skin. The other type 

is associated with hypospadias with chordee and dorsal 

hood with or without a distal spongiosal or urethral de-

fect. The first and second cases described above be-

longed to this type. 

Treatment of congenital urethrocutaneous fistulae is 

tailored depending upon the defect. According to 

Maarafie and Azmy, the urethra beyond the fistula dic-

tates the type of surgery. If it is congenitally defective 

then simple closure is usually unsuccessful and the 

defective urethra should be opened and converted into 

a hypospadias.[5] In our series, the first case had 

hypoplastic urethra covered by a transparent mem-

brane of skin distal to the urethrocutaneous fistula and 

the glanular urethra was deficient. Chordee correction 

was done by excising the thin hypoplastic urethra and 

staged urethroplasty done, whereas in the third case 

the distal part was healthy. We had performed a simple 

fistula closure along with a tunica vaginalis flap cover, 

which was successful in our second case; however, 

skin distal to meatal opening was tubularized.  

In conclusion, congenital anterior urethrocutaneous 

fistula is a rare anomaly. The management of the con-

dition depends upon the type of the defect distal to the 

urethral fistula. We could successfully manage the cas-

es with excising the hypoplastic distal urethra in the first 

case, tubularizing the healthy skin in the second case, 

and simple closure of the fistula in the third case. 
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