;‘ﬁhship of 104 members over 5
éenerations, in whom 26 were affected
% with anv one or a combination of the
following traits : 1.congenital localised
'Y sbsence of skin, affecting the lower
¥ extremities, 2. blistering of skin or
_mucous membranes or both with no
residual scarring, and 3. congenital
bsence or deformity of nails or both. It
as also concluded that this represents a
ew syndrome which is different from
ther congenital localised aplasia of skin
and from the wvarious forms of
}_jidermolysis bullosa.! Cases of aplasia
utis with blistering of skin are

ccasionally  reported in  Indian

A Z-week-old-male child was brought
~ Jlor extensive ulcerative lesions on the
Jlower extremities. The child was fourth
~5sue born with full term normal delivery.
fosence of skin on lower extremities was
oticed by mother at birth of the child.

om the Skin, V D and Leprosy Section,
“Patment of Medicine, and Department of
Pﬁemistry, Govt. Medical College, -
Ngabad - 431 001, India.

“dless correspondence to : Dr Anilkumar Gaikwad
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BART SYNDROME
Anil Kumar Gaikwad, Reshakiran Shende, M Y Khedker

An infant presenting with extensive aplasia cutis on lower extremities later
developed blisters on skin and mucous membrane. Clinical features and histopathological
- examination of skin favoured the diagnosis of Bart syndrome.

Key Word : Bart syndrome

Local practitioner advised systemic
ampicillin and framycetin for topical use.
There was no response to the treatment
and on seventh day the child started
developing blisters on sacral and scapular
region and on both lips for which the
child was brought to this hospital.
Examination of the child revealed
otherwise healthy child having normal
neonatal reflexes. The skull was normal
and all the nails were dystrophic. There

~ Fig. 1.  Aplasia cutis on lower extremities
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was syndactyly of first 2 toes on left side.
Local examination revealed symmetrically
distributed aplasia cutis on the lower
extremities. The surface of the ulcerative
area was covered with inflammatory
exudate and crusts (Fig. 1). There was
clear demarcation between the normal
and diseased skin. Blisters were present
on the sacral area (Fig. 2), scapular

Fig. 2.

Aplasia cutis and blisters in the
sacral area

region and on both lips. Examination of
oral cavity revealed superficial ulcerative
lesions on buccal mucosa on both sides.
There was no congenital anomaly and
systemic examination was normal. Patient
was the fourth issue of consanguinous
parents. The first 2 female children were
normal and alive. The third child was also
born with similar skin lesions on lower
extremities, the parents were not sure
about the blisters on skin, the child died

Ind J Dermatol Venereol Leprol

at the age of 6 weeks. Father and
of the patient had normal nails ap
was no history of blisters of
Haemogram, urinalysis, kidney fyng
tests, liver function tests, X-ray chest
lower extremities were normal. &,
aureus was grown from the ul
lesions on legs. Histopatho
examination of skin from the ce
the lesion revealed absence of epi
There were fufts of sweat glands a
follicles were absent. The patien
given inj. gentamycin, oral vitamin
topical sisomycin. Ten days late
vesicles regressed and the infectio
controlled, however there wa‘f-
tendency for healing of the ulcera
lesions. Fresh blisters appeared on
sacral, scapular and scalp area. On ]
hospital day the child became sudd
dyspnoeic, developed tachyca
became unconscious and died. Au
was not permitted by the parents,

Comments

The mode of inheritence of
syndrome is that of an autos
dominent gene, showing full penet
and variable expressivity.! Mild fo
blisters without residual scarring follo
blistering, frequently seen
abnormalities, blistering .of m
membranes, localised aplasia cut
autosomal dominent inheritence sepat
this new syndrome from other typ
epidermolysis bullosa.’ In the secafs
group of aplasia cutis the defet
common on extremities and blis
develop subsequently, the aplasia cul
this group is indicative of
developmental defect caused by
trauma in uterus.?ln a patient
extensive aplasia cutis it may be a f

(i)
(ii)

(i}
(ii)
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t syndrome.**[t seems that Bart
e is not a rarity but in the initial
t may be confused with aplasia
ongenita, susequent development
ters unfolds the diagnosis. There
response to the drug therapy in
tient. Keeping.-the wound clean and
bilisation of the parts to avoid
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