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Abstract

Prune belly syndrome is a rare disorder that occurs mainly in men. It is characterized by the triad of deficient abdominal
wall muscles, the dilated urinary collecting system, bilateral cryptorchidism, and infertility. It mainly affects the genitourinary
system, which involves the prognosis. We present the case of a preterm neonate male whose diagnosis of a prune belly
was suspected in antenatal ultrasound. He had a urinary tract abnormality starting at 22weeks of gestation. At birth, a
clinical examination revealed a distended abdomen within a wrinkled and flaccid abdominal wall, a macropenis, and bilateral
cryptorchidism. A urinary tract ultrasound revealed a right pyelocaliciel dilatation and a right megaureter with a megacystis.
The neonate ultimately died due to severe renal failures. Prune Belly syndrome is a complex disease with a high mortality
rate. Early antenatal ultrasound may ameliorate the prognosis.
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Introduction

Prune belly syndrome (PBS) is a rare congenital disease with
an incidence of 1per 30,000-50,000 live births.! It was first
described by Frolish in 1839, with 95% of cases occurring in
males and with male infertility.? It is characterized by abdom-
inal flaccidity, urinary tract involvement, and cryptorchidism.
The name “prune belly” refers to the wrinkled appearance of
the abdomen, which is caused by a lack of muscle support.’
Most cases of PBS are sporadic with a normal karyotype.
PBS can be associated with other anomalies, including the
pulmonary, orthopedic, and gastrointestinal systems.* The
cause of this disorder has yet to be determined, but there is a
potential for genetic inheritance and possible chromosomal
association with Edward and Down syndromes.> The prog-
nosis is determined by the presence of either renal failure or
pulmonary hypoplasia.” In this paper, we present a case of
PBS diagnosed at 22 weeks of gestation with bilateral dilated
ureters and oligohydramnios and confirmed at birth with clin-
ical manifestations including a deficient abdominal wall,
hydronephrosis, and cryptorchidism.

Case presentation

A preterm neonate with a prenatal diagnosis of bilateral
dilated ureters and oligohydramnios was admitted to the

Neonatal Intensive Care Unit. He was born by cesarean sec-
tion at 35weeks of gestation to a 28-year-old mother.
Pregnancy was complicated by oligohydramnios, discovered
at 22 SA. The Apgar scores were 9 and 10 at 1 and 5min,
respectively. Abdominal examination revealed a distended
abdomen with a wrinkled and flaccid abdominal wall (Figure
1). The examination of the external genitalia showed a
macropenis. The scrotal skin showed smaller rugae and no
testes in the sac (Figure 2), while other systemic examina-
tions revealed no abnormality. The abdominal ultrasonogra-
phy showed two small kidneys suggestive of renal dysplasia,
bilateral dilatation at the entire length of the urethra, and dis-
tension of the urinary bladder. We have completed cystoure-
thrography, which eliminated the diagnosis of the posterior
urethral valve. This urethography showed a megalourete and
a megacyctis (Figure 3). The kidney function was altered
with blood creatinine at 300 micromol/l. The surgical man-
agement was realized on day 2 of life. On intraoperative, on
the right side, there was a urethral atresia, and on the left, a
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Figure |I. A distended abdomen and a flaccid abdominal wall.

Figure 2. The external genitalia showed a macropenis and
bilateral cryptorchidism (no testes in the sac).

megaureter. A bilateral ureterostomy was performed. The
postoperative course was complicated by a urinary tract
infection with severe renal failure. Intravenous therapy with
cefotaxime was administered for 10days. The neonate died
30days later.

Discussion

PBS was first reported in 1895.! It is also known as Eagle-
Barret syndrome and is a rare disorder that consists of a triad®:
muscular deficiency of the abdominal wall, urinary tract
abnormalities, and cryptorchidism. The disease affects males
preferentially.? The incidence of PBS seems to be decreasing
in developed countries because of prenatal diagnosis and the

Figure 3. Arrows in this cystourethrography showed a
megalourete and a megacyctis.

therapeutic interruption of pregnancy.’ The etiology of PBS is
currently uncertain, but there is some evidence of a possible
family genetic inheritance.® The mechanism of the develop-
ment of PBS is evaluated in a series of evaluations from the
first trimester until the end of the term. Severe obstructive
uropathy causes distention of the bladder and urinary ascites,
which lead to degeneration of the muscles of the abdominal
wall and failure of testicular descent. While the impaired
elimination of urine from the bladder leads to oligoamnios
and pulmonary hypoplasia,'’ an antenatal fetal ultrasound
showed oligohydramnios, posteriorurethral valves, or mega-
cystis-megaureter syndrome. While at birth, clinical exami-
nation may reveal a newborn with respiratory distress due to
pulmonary hypoplasia. Also, it can show a Potter’s facies that
is mainly due to oligohydramnios.!' Abdominal examination
may show varying levels of flaccidity or muscular deficiency.
In PBS, it can coexist with other anomalies in 75% of cases.
Cardiac anomalies are found in 10% of cases. Gastrointestinal
anomalies are noted in 30% of cases, such as malrotation,
malfixation of the intestine, and atresia of the anus.'? The
diagnosis of this syndrome is confirmed by radiological
examination such as ultrasound and Regressive Uretro-
Cystography per-Mictional-Ulstrasound. The severity of PBS
usually depends on the damage caused by lung and urinary
tract anomalies. For therapeutic management, caring for
patients with PBS requires a large multidisciplinary team
approach to help these newborns. It is mostly a symptomatic
treatment. Reconstruction surgical treatment may be neces-
sary for all the congenital malformations mentioned above,
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such as urinary tract reconstruction, kidney transplantation,
abdominoplasty, or orchidopexy.”!* The mortality rate is
approximately 60%. The most frequent cause of death is kid-
ney failure. This is the case in our case.* The prognosis
depends on kidney and lung damage. The single most impor-
tant determinant of long-term survival is the severity of the
urinary tract involvement, particularly renal dysplasia.” When
diagnosed in the antenatal period by ultrasonography intrau-
terine, therapeutic options, including in utero placement of a
vesicouterine shunt, can be taken to prevent renal damage,
which may change the prognosis later on.*

Conclusion

Prune belly syndrome is a complex congenital malformation
affecting mainly males. Renal failure and pulmonary hypo-
plasia are the main causes of death. Early antenatal ultra-
sound may detect features, and early and multidisciplinary
management of this disease may ameliorate the prognosis of
prune belly syndrome.
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