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Abstract Isolated congenital anterior urethrocutaneous fistiula (CAUF) is a rare anomaly. 

CAUF can be defined as a fistula of the penile urethra associated with a normal 

foreskin, in which urethral meatus and prepuce are intact. Additionally, it may be 

associated with other anomalies such as congenital hernias and anorectal 

malformations. Treatment of CAUF is individualized according to site of fistula, 

associated anomalies and condition of the distal urethra. We are reporting our 

experience of two cases that had abnormal openings on the ventral aspect of distal 

penis with normal foreskin without hypospadias and chordee. 
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INTRODUCTION  

Congenital anterior urethrocutaneous fistula 

(CAUF) is an extremely rare anomaly and 

its earliest description was done by 

Campbell in 1951[1]. CAUF can be defined 

as a fistula of the penile urethra associated 

with a normal foreskin, in which the urethra 

and external urethral meatus are intact, 

typically with intact prepuce and no history 

of any penile trauma including surgical 

trauma [2,3]. Only 41 cases have been 

reported in the English literature till date. It 

has also been described as an unusual type 

of hypospadias called cryptospadias [2,3].  

CAUF is also associated with anorectal and 
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genitourinary anomalies. Most of CAUF are 

found in the localization coronal/subcoronal 

[3]. Surgical repair is required for all cases 

and is based on the principles of 

hypospadias repair. We report 2 cases of this 

rare anomaly with a review of the literature. 

 
CASE REPORT 
 
Case 1 

 

A 1,5-years-old boy presented with passing 

urine from two orifices, one from the tip and  

other from the under surface of penis since 

birth. There was no history of surgical 

operation or trauma in the past. Physical 

examination revealed normal looking penis 

with a small (5mm х 4mm) fistula like 

opening under the ventral surface at distal 

penile area just distal to coronal sulcus (Fig. 

1A).  

 

 
Fig.1. (A) Preoperative appearance of the case 1. 

Red arrow pointing at CAUF. (B) Postoperative 

appearance of the penis. 

 

Glans penis and the prepuce were 

unremarkable without chordee. Further 

evaluation did not reveal any associated 

anomaly. Treatment included per-operative 

diagnostic cystoscopy which was normal 

and primarily closure of the fistula in 

multiple layers using local tissues.  

Postoperative period was uneventful and 

resulted in excellent outcome (Fig. 1B). 

Patient is doing well at 7 years follow up.  

 

Case 2 

 

A 3 years 9 months male child presented to 

our clinic with history of passing urine from 

under surface of penis since birth. No past 

history of trauma or any surgical procedures. 
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Patient was passing urine mostly from the 

fistula and had poor stream from the external 

meatus. He was otherwise healthy and had 

no other anomalies. Penile length, glans and 

prepuce were unremarkable without 

chordee. Ventrum of penis at its distal site 

(subcoronal) showed 8×4mm fistulous 

opening (Fig. 2A).  

 

 

Fig. 2. (A). Fistula of case 2 before 

spongioplasty. (B). Apperance of the penis after 

spongioplasty. 

 

Diagnostic cystoscopy was normal. Fistula 

was closed in a multilayer fashion with 6/0 

vicryl over 10 Fr infant feeding tube (Fig. 

2B). Catheter was removed on post-op day 7 

and had good cosmetic appearance. He is 

doing fine at six months follow up. 

 

DISCUSSION 

 

Although the etiology of CAUF is not yet 

well established, to explain the pathogenesis 

several theories have been suggested. 

According to Campbell [1], CAUF describe 

congenital or embryonal urethral blowouts 

behind a distal congenital obstruction.  

Ritchey et al. [4] have suggested that the 

fistula resides in a focal or temporary defect 

in the urethral plate that prevents fusion of 

the urethral folds.  Another proposal is 

pressure atrophy leading to pressure necrosis 

of urethra caused by the heel of the baby’s 

foot [5,6]. Goldstein theorized that there is a 

transient deficiency or inhibition of the local 

effect of testosterone leading to the failed 

closure of the urethral groove [7]. Olbourne 

[8] proposed that a focal defect in the urethral 

plate results in arrested distal migration of the 

urethral plate or a localized deficiency of a 

portion of the plate. Mutations of activating 
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transcription factor (ATF3) and sonic Hedge 

Hog (SHH), fibroblast growth factor (FGFs) 

8 and 10, an estrogens responsive gene, 

Ephrin-B2 and receptors have been 

implicated in the genesis of CAUF [9,10]. 

There are two types of CAUF. The first type 

is isolated fistula, which is associated with a 

normal foreskin, no chordee or hypospadias 

and an intact distal urethra and spongiosum 

as in our cases. The other type is associated 

with hypospadias-like characteristics, that is, 

chordee, a dorsal hood with or without distal 

urethra or spongiosal defect. Additionally, 

CAUF is uncommon as compared with 

posterior urethrocutaneous fistula, which 

usually represents Y-type duplication of the 

urethra with anorectal atretic malformations 

[11]. 

The diagnosis of CAUF is mainly clinical 

and it should be evaluated for other 

anomalies. Both of our patients were 

diagnosed clinically and did not have any 

other associated anomalies. The other 

diagnostic tool cystourethroscopy is used to 

rule out urethral duplications presenting as 

congenital urethral fistula. 

Cystourethroscopy was done per-operatively 

in both of our patients which was essentially 

normal. 

The choice of surgical treatment depends on 

the location and the size of the fistula and 

other associated abnormalities. For isolated 

cases of CAUF, simple closure like 

hypospadias fistula gives excellent results. 

Those cases of CAUF with varying spectrum 

of hypospadias require to be repaired as per 

principles of hypospadias [12]. Most 

commonly described procedures are 

Thiersch-Duplay tubularization or 

tubularization and incision of the urethral 

plate technique, pedicled island preputial 

tube or onlay urethroplasty, buccal mucosa 

urethroplasty, modified Denis Browne 

urethroplasty or direct closure [2,3,12-14]. In 

two cases presented in this study, primary 

closure was used for repair with success. In 

large fistulas, a flap may be better to avoid 

from recurrent fistula. The incidence of 

recurrence following repair is approximately 

17% as per the reported literature [8,11,12]. 

As a result, isolated congenital anterior 

urethral fistula is extremely rare a congenital 

anomaly. Type of repair depends on the 

individual patient local anatomy. 

Additionally, anomalies associated with 

CAUF should be excluded before deciding 

surgical correction. Treatment is simple and 

straightforward in most of cases with 

excellent outcome.  
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