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Case Report: Prune Belly Syndrome- With An Unusual 
Presentation 
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3UXQH�EHOO\�V\QGURPH��3%6�� LV�DOVR�NQRZQ�DV�(DJOH�±�%DUUHW�V\Q-
drome.

It is classically characterized by 

�� 'H¿FLHQW�GHYHORSPHQW�RI� DEGRPLQDO�PXVFOHV� WKDW� FDXVHV� WKH�
VNLQ�RI�WKH�DEGRPHQ�WR�ZULQNOH�OLNH�D�SUXQH�

• Bilateral cryptorchidism.

• Abnormalities of the urinary tract such as bilateral gross hydro-
nephrosis, megaureter and megacystis. (1)

Our case had an unusual presentation with a hugely distended abdo-
PHQ�ZLWK�VPRRWK��VKLQ\�VNLQ�GXH�WR�WKH�SUHVHQFH�RI�PDVVLYH�XULQDU\�
ascites. 

Case:

$����ZHHNV�JHVWDWLRQDO�DJH�PDOH�SUHWHUP�LQIDQW�ZDV�ERUQ�E\�&HVDU-
ean section to a 33 year old Para 3 mother. Antenatal ultrasound scan 
VKRZHG�PHJDF\VWLV��DQG�G\VSODVWLF�NLGQH\V�WKH�EODGGHU�ZDV�¿OOHG�ZLWK�
K\SHUHFKRLF� VKDGRZV� ZLWK� VXVSHFWHG� YHVLFRHQWHULF� ¿VWXOD�� ,QLWLDOO\��
WKHUH�ZDV�DQK\GUDPQLRV�EXW�ODWHU�QRUPDO�DPRXQW�RI�DPQLRWLF�ÀXLG�ZDV�
noted. Abdomen showed evidence of ascites on the antenatal scan. A 
large mass compressed the chest with evidence of pulmonary hypo-
SODVLD����¿J���DQG���

After birth, the baby required ventilator support due to severe respira-
tory distress and lung hypoplasia. He was extubated at 62 days of life 

after several attempts of failed extubation. 

His systemic examination at birth showed a narrow thorax, severely 
GLVWHQGHG�DEGRPHQ�ZLWK�VKLQ\�VNLQ��)LJXUH���DQG�)LJXUH�����SDOSDEOH�
bladder, male genitalia with bilaterally undescended testes, and imper-
forate anus. His cardiovascular examination was normal.

3RVWQDWDO�XOWUDVRXQG�VKRZHG�K\GURQHSKURVLV�RI�ERWK�NLGQH\V�ZLWK�EL-
lateral megaureter. Paracentesis was performed postnatally, and 450 
PO�RI�XULQH�ZDV�GUDLQHG��7KH�SHGLDWULF�VXUJHRQ�GHÀDWHG�WKH�XUHWHUV�E\�
inserting bilateral ureteral drains and draining 750 ml of urine. A urinary 
catheter was also inserted. 

7KH� DEGRPLQDO� GLVWHQVLRQ� GHFUHDVHG�� DQG� VNLQ� EHFDPH� ZULQNOHG��
showing evidence of absent anterior abdominal wall muscles (Figure 
5 and Figure 6). 

/DWHU��ODSDURWRP\�ZDV�SHUIRUPHG�UHYHDOLQJ�D�ODUJH�WKLFN�ZDOOHG�XULQDU\�
bladder occupying the whole of the lower abdomen with vesicoenteric 
¿VWXOD��7KH�9HVLFRHQWHULF�¿VWXOD�ZDV�UHVHFWHG��DQG�YHVLFRVWRP\�ZDV�
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“Our case had an unusual presentation 
with a hugely distended abdomen with 
smooth, shiny skin due to the presence 
of massive urinary ascites. ”
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FRPSOHWHG�ZLWK�¿[DWLRQ�RI�WKH�EODGGHU�FDWKHWHU���&RORVWRP\�E\SDVVHG�
the imperforate anus. 

The baby is passing good amount of urine through the vesicostomy 
DQG�KLV�UHQDO�8OWUDVRXQG�VFDQ�GRQH�SRVW�VXUJHU\�VKRZV�VPDOO�ULJKW�NLG-
QH\�DQG�OHIW�NLGQH\�ZLWK�PLOG�GLODWDWLRQ�RI�WKH�UHQDO�SHOYLV��%RWK�XUHWHUV�
are not visualized now.

7KH�YHVLFRVWRP\�WXEH�ZDV�UHPRYHG�RQ�GD\�����RI� OLIH�DQG�NHSW�DV�
free drainage into the pamper, with clean intermittent catheterization 

through the vesicostomy every 8 hours to empty the residual urine 
which is continued by the caregiver at home. 

His cardiac evaluation, including echocardiography, was normal. He 
KDV�D�QRUPDO���;<�NDU\RW\SH�

His initial creatinine level was high (maximum of 2.3 then gradually 
decreased to a normal level, graph 1). He is on prophylactic antibiotics. 

After discharge baby had a multidisciplinary follow-up and further in-
vestigation in the outpatient clinic:

• '06$�6FDQ�±�VKRZHG�QRUPDO�OHIW�NLGQH\�ZLWK�JRRG�DQG�XQLIRUP�
XSWDNH�ZKLOH�WKH�ULJKW�NLGQH\�VKRZV�QR�HYLGHQFH�RI�IXQFWLRQLQJ�
renal tissue.

• 0&8*�VFDQ�GRQH�VKRZV�JURVVO\�HQODUJHG�XULQDU\�EODGGHU��GLODW-
HG�XUHWHUV�ZLWK�HYLGHQFH�RI�JUDGH���YHVLFRXUHWHULF�UHÀX[��985��
on the right side.

• He had recurrent Urinary tract infection requiring admission and 
IV antibiotics. His prophylactic antibiotics were continued.

Discussion:

Our case had an unusual presentation with a hugely distended abdo-
PHQ�ZLWK�VKLQ\�VNLQ�GXH�WR�WKH�SUHVHQFH�RI�PDVVLYH�XULQDU\�DVFLWHV��)HZ�
cases with similar presentation have been reported in the past. (5) He 
had megaureters and megacystis. He required paracentesis to relieve 
WKH�DEGRPLQDO�GLVWHQVLRQ�RQ�DGPLVVLRQ��7KH�PHJDXUHWHUV�ZHUH�GHÀDWHG�
by ureteral drains and vesicostomy performed to drain the urine.  Once 
WKH�DEGRPLQDO�GLVWHQVLRQ�ZDV�UHOLHYHG��ZULQNOLQJ�RI�WKH�VNLQ��D�IHDWXUH�RI�
Prune Belly syndrome was evident. Ultrasound abdomen also showed 
resolution of the megaureters and megacystis. This indicates the prob-
DEOH�SUHVHQFH�RI�DQ�REVWUXFWLRQ�WR�WKH�XULQH�RXWÀRZ�DQWHQDWDOO\�UHVXOWLQJ�
LQ�PHJDXUHWHUV�DQG�D�KXJH�EODGGHU�OHDGLQJ�WR�D�OHDN�RI�XULQH�LQWR�WKH�
peritoneal cavity, causing the massive ascites. The huge distension of 
WKH�EODGGHU�KDV�PRVW�SUREDEO\�OHG�WR�YHVLFRHQWHULF�¿VWXOD�IRUPDWLRQ���

“In unstable patients who cannot 
tolerate an operation, Cystostomy and 
pyelostomy are undertaken to shunt the 
urine temporarily. There is evidence that 
prenatal vesicoamniotic shunting results 
in a good outcome with preservation 
of renal and pulmonary function in a 
patient with severe lower urinary tract 
obstruction.”
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Graph 1 - Decreasing serum creatinine 

)LJ����;�UD\�VKRZLQJ�VHYHUHO\�GLVWHQGHG�DEGRPHQ�ZLWK�QDUURZ�WKRUD[�
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,Q�XQVWDEOH�SDWLHQWV�ZKR�FDQQRW�WROHUDWH�DQ�RSHUDWLRQ��&\VWRVWRP\�DQG�
S\HORVWRP\�DUH�XQGHUWDNHQ�WR�VKXQW�WKH�XULQH�WHPSRUDULO\��7KHUH�LV�HYL-
dence that prenatal vesicoamniotic shunting results in a good outcome 
with preservation of renal and pulmonary function in a patient with se-
vere lower urinary tract obstruction. (2)

����RI�SDWLHQWV�ZLWK�3%6�VKRZ�VLJQL¿FDQW�FOLQLFDO�SXOPRQDU\�PDQLIHV-
tations.  Hypoplasia of the lungs and cystic adenomatoid malforma-
tion are some of the common respiratory manifestations of PBS. (2). 
Pulmonary hypoplasia is the main cause of mortality in the neonatal 
period. (2)

Our baby had respiratory distress and lung hypoplasia, requiring pro-
longed ventilation. In addition, he had an imperforate anus, which was 
addressed surgically, and a colostomy was performed. 30% of patients 
with PBS have evidence of gastrointestinal manifestation which in-
cludes midgut malrotation and hindgut abnormality leading to anorec-
tal malformation (e.g., the persistence of embryonic cloaca, agenesis 
of rectum and anus). (3)

Also, the baby had bilateral talipes equinovarus deformity, which is 
being managed by physiotherapy. 45% of babies with PBS can have 
VNHOHWDO�DEQRUPDOLW\�6NHOHWDO�DEQRUPDOLWLHV���H�J���FOXEIHHW�� OLPE�GH¿-
ciencies, teratologic hip dysplasia ) (4) and 10% of patients can have 
cardiac anomalies including atrial septal defect, ventricular septal de-
fect, patent ductus arteriosus, and Tetralogy of Fallot. (2)

Long term outcome in a patient with PBS is determined by the severity 
of urinary tract abnormality and renal function. (2)

Our patient is being managed with a multidisciplinary team approach 
including neonatologist, pediatric surgeon, pediatric nephrologist, or-
thopedics and physiotherapist. In the outpatient follow up baby was 
having recurrent UTI, which was treated by IV antibiotics by the pedi-
DWULF�QHSKURORJLVW��%DE\�LV�RQ�SURSK\ODFWLF�DQWLELRWLFV�DV�0&8*�VKRZV�
JUDGH� ��985�� �'06$� VFDQ� VKRZHG� QRUPDO� IXQFWLRQLQJ� OHIW� NLGQH\�
ZKLOH�WKH�ULJKW�NLGQH\�LV�QRQ�IXQFWLRQLQJ�

Parents have been taught intermittent catheterization through the vesi-
costomy. The plan is to refer the patient to plastic surgery for recon-
struction of the abdominal wall.

)LJ���±�%DE\�ZLWK�YHVLFRVWRP\�GUDLQ�DQG�VKRZLQJ�GHFUHDVHG�DEGRPL-
nal distension showing the wrinkles

)LJ���±�;�UD\�DEGRPHQ�VKRZLQJ�YHVLFRVWRP\�WXEH�DQG�OHVV�GLVWHQGHG�
DEGRPHQ�
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Addressing the Growing Need for Interdisciplinary Training in 
Perinatal/Neonatal Comfort Care: A New 3-Day Course in NYC 
Elvira Parravicini, MD 
 
Elvira Parravicini, MD has been a neonatologist and 
perinatologist for more than 30 years, with 20 years 
at Columbia University Irving Medical Campus 
(CUIMC). She obtained a certification of Palliative 
Medicine at Harvard Medical School. In 2008, Dr. 
Parravicini created and continues to direct the 
Neonatal Comfort Care program at CUIMC, a service 
of perinatal and neonatal palliative care. She has 
written several scientific articles and, over the 
course of the past 10 years has been an invited 
speaker nationally and internationally. Elvira can be 
reached at ep127@cumc.columbia.edu. 
 
Perinatal detection of congenital anomalies leads to 
the identification of infants who are affected by life-
limiting conditions with a short life expectancy. 
Perinatal palliative care offers a plan for improving 
quality of life of the infant and the family, when 
extending the baby’s life is no longer the goal of 
care. The evidence base for perinatal palliative care 
continues to grow. However, there is no consensus 
about best clinical practice in promoting support for 
the family or comfort for the neonate. Support for 
the family is achieved through appropriate pre- and 
postnatal consults, shared-decision making, and 
advance care planning. A state of comfort for the 
neonate is achieved when relational basic needs 
such as bonding, maintenance of body temperature, 
relief of hunger/thirst, and alleviation of 
pain/discomfort are met. 
 
To begin addressing this growing need to support 
families or the comfort of the neonate, a 
collaborative and interdisciplinary team has come 
together to develop a 3-day intensive training, which 
will include information about the successful 

experiences of the Neonatal Comfort Care Program 
in providing perinatal palliative care for over a 
decade at CUIMC. Moreover, the course faculty will 
discuss evidence-based rationale, practical aspects 
and strategies for implementing and applying 
aspects of the CUIMC to provide support for families 
and achieve a state of comfort for newborns with 
life-limiting conditions. The course has been 
approved for CME credits. CNE credits pending.   
 

 
 
dƌĂŝŶŝŶŐ�KďũĞĐƚŝǀĞƐ�

1. Become familiar with the essential elements 
of prenatal and neonatal palliative consult 

2. Ability to adequately perform prenatal and 
neonatal palliative consult 

3. Ability to identify families’ needs and apply 
strategies to successfully achieve support 
when they have a newborn with a life-
limiting or life-threatening condition 

4. Ability to identify newborns’ basic needs and 
apply strategies to successfully achieve a 
state of comfort for newborns with life-
limiting or life-threatening conditions 

 

1H[W�/HYHO�3HULQDWDO�1HRQDWDO�&RPIRUW�&DUH�7UDLQLQJ�
Creating an Interdisciplinary Palliative Care Plan for Each Baby and Their Family 

June 19 – 21, 2019 | 9am – 5pm | Columbia University | New York City More info: mailman.columbia.edu/comfort-care 
 

A 3-day intensive training of seminars and hands-on activity sessions to provide an overview of the methods, elements, 
and strategies needed to create a comprehensive neonatal comfort care plan for the entire perinatal team. 
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