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Summary

- Adekanmbr AF, Fetuga MB Ogunlesi TA, Ogundeyi MM Gbadebo F Oymlade A.
Prune Belly Syndrome in Sagamu: Report of Three Cases with Typical and Atypical .
‘Peatures. Nigerian ]ownalq’ Puediatrics 20065 33: 22 Prune belly is a rare conigenital anomaly
that is commonly seen in males. We report two male cases and a phenotypic female with absent
abdominal wall musculature that were seen within one year at the Olabisi Ortabanjo University
Teaching Hospital, Sagamu. These cases are reported to create a better awareness of this
" disorder in this environment. Thrs toour knowledge, isthe first report of prune belly syndrome .

inour centre.

: . Introductron
~ PRUNE belly syndrome (PBS) has many acronyms
such as Eagle-Barret syndrome,! the triad syndrome

and Obrinsky syndrome.? It was first described over

- acenturyagoby Frohlich, as the absence of abdominal

musculature in a child. Twenty years later, Parker

- described other associations, and it was subsequently

named “The Prune Belly Syndrome”. The constant
 characteristics are hypoplasia of the abdominal wall,

_ aryptorchidism and urinarytract anomalies. It has been

~ postulated that these abnormalities arise either as a -

result of early urethral obstruction or more likely;
due toa primary.defect of the intermediate and lateral
 plate mesodermwhich affects the embryogenesis not

only of the mesonephric and paramesonephric ducts .

but also of the muscularure .of the abdominal wall

and urinary organs.’ In addmon, there may be

_ invelvement of the cardiopulmonary; gastrointestinal

~ andmusculoskeletal systems.*5 The association of PBS

with chromosomal anomalies such as Trisomy 18 and

Beckwrth-Wredemann syndrome have also been
- reported.

The incidence of PBS is reported to be 1 in 30,000

- 50,000 births. Although associated with young
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maternal age, the precise aetiology is uncertain.

- However, sex influenced autosomal mode of -

inheritance has been suggested.*’ While there have
been reports of this syndrome from Tbadan,* the
exact incidence in Nigeria is unkhown. Itis probably
rare but it is also likely that some cases are missed in
clinical pracuce due to poor awareness and constraints
in investigation, In view of this, we ate reporting three
cases of prune belly syndrome seen in Sagamu, withtin

a period of oneyear. |

Case Reports

Casel - »
OA 2 two-month-old srile mfant presented with
. absence of both testes noticed since birth; this-was

-associated with wrinkling of the abdommal wall and
 progressive abdominal distension. His urinary output

was apparently normal. The mother was a 22-year

-old para2*?who did not receive antenatal care but -
~ took several herbal preparations of unknown

constituents throughout pregnancy. He was delivered
atterm, ina church. The srbhng did not have similar -
features. Physical examination revealed an apparently

‘well infant who weighed 6.5 kg and had no facial

dysmorphic features, The abdomen was pendulous
and wrinkled with visible dilated bowel loops. The

| hypoplastic scrotum was empty and the phallus was

normal in size. The testicles were not palpable. There
were no other congenital malformations (Fig. 1).

~ Abdominal ultrasound showed normal sized
kidneys with hydronephrosis. Intravenous urography
(IVU) was not done for financial reasons and the

- child defaulted from further follow-up.. -
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iy,

anomahes She: Was‘ a uroduct of term: pregnancy
delivered at a hiealth centre by spontaneous vertex

e delivery. (SVD). The mother was a 17-year old
. primipara who- had febrile illnesses in the-first and-
d trimesters. for Whlch she took herbal‘ '

B The bahj "N,eﬁghed 2. 4kg and had bdateral nlicto-

;

\
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halmia, low set ears,bxlarcralchnodaétylyrocker )
"'bottom feet and-positive- ortholani test for hip

. dislocation. Her. occ1p1to-frontal circumference was -
36 cm with wide anterior fontanelle measuring 8cm -

v w1th a Prorﬁmént :dphxsternum The abdomen was

flat arid wrinkled with a central defect covered with

' amembrane but the external genitalia were grossly
:;normal Pennatal asthma with omphalocoele, a

musculature and’ poss1ble Ed#iid ,yndrome

constituted the initial assessment. Priine belly
'syndrome with posslble Edward syndrome was

She was. adequately 7r SUSC '?fted but certain

investigations such as'chest X-ray, intravenous

urography, and thomosomal«a;lalysls bykaryotyping
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were not done for logistic reasons. The patient

déveloped apnea on-the-secorid day of life and

subsequently lapsed into unconsciousness. She died
on the third day of admission; autopsy was not. -

v performed due to somo-cultural dlsapproval

Case,3 .

 AE, 2 44-day-old boy presented with émpty:scrotal
sacs and flabby abdomen. The 35-year-old para 5

mother had a febrile illness during the first trimester

of pregnancy but did not take any traditional medicirie

including herbal preparations. His siblings didnothave -
similar disorders. Physical examination revealed a boy .
" with flabby abdomen and easily palpable and’
~ displaceable loops of intestine but there was fio
* organomegaly: The scrotumwas hypoplasticbut the.
phallus was normal (Fig. 3). Intraverious urography
- and abdominal ultrasound were not carried out for

financial reasons. He. subsequently defaulted from
further follow up-

 Fig 3: Photograph of Case 3 showingy

PBS is regarded as essentlally a miale dlsea;
nevertheless a modified form of ithe: yndrome hag
" been reported in.females.*¥°.’I'wo of the cases
-~ presented (Cases 1 and 3) were males conformingto

~ the known sex predilection in- PBS Case 2, Wl'nc:hg1
was a phenotypic female, was an unusual case. The. - -
phenotypic sex may be an aberration but we could

not confirm the genotypicsex of the baby. Therefore,

_ Case 2 may well be a syndrome of absent abdominal -

~wall musculature or a modified female phenotyplc

form of PBS. Although the presence. of urmarytract. Y

* inthis environment.

* anomahes*and uterine duplication Whlch, are known

inthefemale equivalent of PBS,® could not
be evaluated in this phenotypic female patient, there
were no clinical features indicative of such. Although
there have been-teports of PBS in genotypic and
phenotypicfemales; ™ cases of PBS maystill be rissed
due to poor awarénessor constraints in investigation.
This may expla1 the se,_,,mmg ranty of thrs d1sorder

‘One of ‘the males had hydronephros1s, a

complication of theurinarytract anomaly seen in PBS,
* while the other male could not be investigated. In
~addition, PBS may be assocrated '
-and 21,6 while anomalies i
~ and lower limbs do oceyr

v "th Tr1som1es 18

both pectus excavatum and
in'Case 2 weré unustial featurés of PBS'but may

. occur in certain chromosomal anomalies particularly .

Edward syndrome. However, the other features in

- this patient were not classical of either an Edward or
“se's ' Down syndrome: The presence of-hip dislocation .
- and other limb deformxty in the second case lends -~

o

‘edence o earlier reports that orthopaedic problems
‘occyr in females with PBS.

the modification of PBS in the female genetic?
¢ories about the aetiology of this
h'we could not verify the possible

role:of genetlcs y chromosomal analysis in our -

Nevertheless, the use of herbal preparations
i pregnancy in two of the cases may support -

vearher suggestion of disturbed embryogenesis as the
 basis of thedisorder.! The relativelyyoung maternal

age in two of our cases was also in keeping with
other reports, whlle the thlrd pat1ent w1th advanced
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part of the country in Wthh the mother was 38 years
01 12

The prognos1s in PBS though hitherto reportedly

poor, has since improved with prenatal diagnosis.?

Unfortunately; only very few centres in the country

offer prenatal diagnostic services and most expectant
mothers do not avail themselves of formal antenatal
care. None of the mothers in this report had formal
‘antenatal care, If they had received antenatal care and
prenatal diagnosis, the affected families would
probably have been more prepared for the care of
the babies. The natural grief reaction accompanying

the birth of dysmorphic babies in families that are .

not prepared for such has been reported.? Early

neonatal death does occur in PBS; this is dependent
on the degree of pulmonary hypoplasia and renal. -
dysplasia.® Although none of these possibleassociated

" disorders was confirmed in our patients, it is plausible
that they could be contributory.

Our inability to adequately i investigate these babies

for reasons of poor finances was a major problem

in the management of these patients and might have
been responsible for their eventual loss to followup.

There is, therefore, a need to make health care free

for children, particularly those with. illnesses and .

* disordersthat make them proneto neglectand default.
This may encourage and improve health seeking
behaviour in the parents-and improve the long term
- prognosis of these patients. Supportgroups need to
- beformed in orderto provide necessary information
..+ and, psychological support. for affected families.
- Similarly; physicians, practising in this environment
... rieed to-be-aware of this disorder and. its various
modifications for'improved case management. .
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