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Bart’s syndrome Associated with Pyloric Atresia: Case Report
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Abstract:- In literature Bart’s syndrome is presented as a genetic disorder of localized absence of skin
accompanied with any type of epidermolysis bullosa (EB), but mostly with dominant dystrophic epidermolysis
bullosa (DEB dominant), Bart's syndrome is one of the rare presentations of epidermolysis bullosa. It also
known as congenital transient mechano-bullous dermatosis, and has tendency for skin and mucous membranes
blistering, and may associated with nail deformities. Diagnosis is mainly clinically, but microscopy is required
for classification. Palliative treatment and infection control are the main methods of treatment. The association
of Bart's syndrome with other congenital anomalies is very rare.Here we reported a very rare interesting
condition of a newborn girl baby of Bart's syndrome associated with pyloric Atresia, surgical repair done,
together with  palliative treatment and good infection control, she died 100 days after birth because of
Fulminant sepsis due to Multi microbial infection. To the best of our knowledge, this is the first case of Bart's
syndrome associated with Pyloric Atresia reported in Saudi Arabia.
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I INTRODUCTION

In 1966 Bart described three congenital skin manifestation disorders; congenital
absence of skin, blistering and associated nail abnormalities.(1) the absence of skinlater
known as epidermolysis bullosa (EB).(2)The mode of transmission is suggested to occurs
through an autosomal dominant gene with complete penetrance but variable
expression(3). (4),It is still one of the lesser presentations of epidermolysis bullosa(5).
Today there is general consensus that the term Bart's syndrome should be used to identify
patients with any type of epidermolysis bullosa who present with localized congenital
absence of the skin on the extremities.(6), So Bart's syndrome is a subtype of dominantly
inherited  dystrophic  epidermolysis  bullosa.(7)It is believed that congenital skin absence
follows the patterns of Blaschko's lines(8). In the first line treatment aimsto prevent
secondary infection and prognosis is favorable but basically depends on the healing of
skin  lesions.(8).The association of Gastric outlet obstruction disorder with epidermolysis
bullosa is rare but is not un common observation, still cases are individually reported.(9)
Here we are introducing an interesting newborn girl baby had congenital large skin free
areas appears as red plagues on nose, ears, neck, abdomen, hands, arms, legs and feet,
with  congenital pyloric  Atresia. The diagnosis was clinically Bart’s syndrome. Light
microscopy confirmed epidermal blistering.  Further investigations to classify it was not
done. The patient treated surgically for pyloric Atresia, and with other palliative systemic
and local measures for skin careand infection control.

IHCASE REPORT
Our baby was an outcome of emergency cesarean section delivery because of
obstructed labour. This was due to fix breach presentation at Baljurashi General Hospital
in KSA. Mother follow up was G3P2A0 and booked at 36 weeks of gestation.Baby was
quite normal and cried immediately after birth without any assistance. The attending
staffhas observed immediately the multiple localized rich reddish areas of skin defects in
both arms, hands, legs,neck, abdomen, chestnose and ears Fig (1 and 2). Baby initially
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was stable and maintaining saturation at room air, skin was peeled and blisters appeared
in the next day. We started septic precautions with highly wound sensitive antibiotics
eg.fucidinic acid skin ointment, to avoid infections.Baby does not passed stool and later
on developed persistent yellowish vomiting with abdominal distension. Imaging
investigations revealed Pyloric  Atresia, baby  referred to  the pediatric surgeon
andunderwent a  successful repair surgery, gradually the intubation removed and baby
built up oral feeding and passed stool normally. Sadly, later on during course of
admission, she developed recurrent attacks of sepsis spite of aggressive systemic and
topical treatment, first sepsis was with Candida, then with enterococcus, and last one was
fulminant multi microbial sepsis, which was the cause of death. Our patient, died after
100 days of delivery.

A

Figure 1: picture of the skin defects

Figure 2: picture of the skin defects of the lower limp

111 DISCUSSION
In theliterature, Bart’s syndrome is arare congenital disorder,about half a million
globally. Bart'sSyndrome occurs just one in a million. On the other hand, The coexistence
of pyloric atresia and junctional epidermolysis bullosa (PA-JEB syndrome) has been
repeatedlyobserved (10). Some still think it is arare association(11). Again, our case is the
first one in KSA and is a valuable addition to this observation. This syndrome can be
differentiated clinically from Herlitz  junctional epidermolysis bullosa (JEB) by absence
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of prominent granulation tissue formation and increased frequencies of genitourinary tract
involvement and ear anomalies (10). Other associated congenital anomalies reported with
Bart’s  syndrome is  mandibulofacial  dysostosis  (12). Others  reported  Gastric  outlet
obstruction and gastric infarct in  junctional epidermolysis bullosa(13) and others with
pyloric and concomitant choanal atresia(14) Corbus callosum agenesis is also reported.

Someassociated disorders are more complicated, like a case report of double gastric outlet
obstruction, rectovaginal fistula with epidermolysis bullosa. She recovered after excision
of  diaphragms,  pyloroplasty = and  pelvic  colostomy.  (15)The  variety of  congenital
disorders, and wide range of clinical presentation raising the question , is Bart's syndrome
a specific syndrome?(16).Skin care and infection control were essential parts in plan
ofmanagement, but despite of all efforts baby developed frequent attacks of different
microbial infections, last one was post operative multi microbialsepsis. The skin care in
patients of Bart’s syndrome is essential and treatment should be directed towards
prevention of sepsis and secondary infection(8)
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