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A Case of Bart’s Syndrome

Kyu-yeop Lee, M.D., Dong Jin Ryu, M.D., Hye Jin Chung, M.D., Dongsik Bang, M.D., Ph.D.

Department of Dermatology and Cutaneous Biology Research Institute, Yonsei University College of Medicine, Seoul, Korea,
Department of Cutaneous Biology, Jefferson Medical College and Jefferson Institute of Molecular Medicine,
Thomas Jefferson Universityl, Philadelphia, Pennsylvania, USA

Aplasia cutis congenita is a rare congenital skin defect that presents with sharply outlined ulcerations. The most
common site of this disease is the scalp, yet when other areas of the body are involved, there is higher incidence
of concomitant congenital diseases or malformations. Bart’s syndrome is a rare inherited condition with congenital
skin defects that are associated with epidermolysis bullosa. An infant presented with congenital skin defects on the
leg, and the infant had recurrent bullous skin lesions on the both hands, feet, wrists and ankles. The skin defect
caused only small scar formation and no handicap regarding function and appearance, yet continuously new bullous
lesion developed and healed on the both distal extremities. He was diagnosed as suffering with epidermolysis bullosa
with the histological findings of epidermal cleavage and negative direct immunofluorescence findings. Herein, we
report on a case of Bart’s syndrome that displayed aplasia cutis congenita over the lower extremities and skin
blistering. (Korean J Dermatol 2009;47(4):463 ~ 467)
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Fig. 1. (A) Clinical features on the day of birth. Large sized skin defect at the extensor side of the right leg. There is no deformity
of the leg, toes and toe nails. (B) Solitary erythematous erosion on the right on the left hand. (C) Clinical feature of at the age of

6 months, with some scar and postinflammatory pigmentation

Fig. 2. (A) Skin from defected lesion of the leg showed loss of a few upper epidermal cell layers (left) compared to normal skin
(right) (H&E, X 100). (B) Skin from defected lesion of the leg showed mild vacuolization and acantholytic changes (H&E, X400).
(C) Skin from bullous lesion of the wrist showed epidermal separation with eosinophilc infiltration (H&E, X100).
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Table 1. Classification of aplasia cutis congenita (ACC) according to Frieden'

Type I ACC of the scalp without multiple abnormalities and with and autosomal dominant or sporadic inheritance

Type 11 ACC of the scalp with associated limb reduction abnormalities and an autosomal dominant inheritance

Type I ACC of the scalp with associated epidermal and organoid nevi, associated with corneal opacities and psychomotor
retardation. The inheritance is sporadic

Type IV ACC overlying embryogic malformations such as meningomyeloceles, spinal dysraphia, or leptomeningeal angio-
matosis. This ACC affects any site, mostly the scalp and abdomen.

Type V ACC associated with fetus papyraceus or placental infarcts. Affects any site, mostly symmetrical and linear. Some
developmental delay, nail dystrophy, or clubbed hands and feet are observed.

Type VI ACC associated with epidermolysis bullosa, usually on the extremities. Normally there must be blistering of the
skin and mucous membranes and absent or deformed nails. The inheritance depends on the type of epider-
molysis bullosa.

Type VII ACC localized to the extremities without blistering and without associated abnormalities. This group affects mostly
pretibial areas and the dorsal aspects of the hands and feet. The inheritance is autosomal dominant or recessive.

Type VIII ACC caused by specific teratogens like varicella or herpes simplex infections or in association with methimazole.

This ACC appears mostly in the scalp region.
ACC associated with malformation syndromes like trisomy 13 or ectodermal dysplasia.

Type IX
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