Severe refractory dermatitis
and cystic fibrosis

An 80-day-old infant was admitted for severe dermatitis, resem-
bling acrodermatitis enteropathica, characterised by erythema-
tous scaly plaques with crusts and ulcerations, predominantly in
the diaper area, perioral area and extremities (figure 1). She had
generalised severe dermatitis from the first weeks of life unre-
sponsive to conventional treatment. At admission, the patient
was below the 3rd percentile for weight and at the 25th percen-
tile for length, both of which were at the 50th percentile at birth.
She was exclusively breast fed and any allergic sensitisation was
excluded. Laboratory findings included low levels of albumin
(16.2 g/dl) and haemoglobin (5.5 g/dl). Albumin and blood trans-
fusions were required. Being deficient in zinc levels (43.2 pg/
dl), she was treated with oral zinc supplementation (40 mg/day).
The neonatal screening for cystic fibrosis (CF) was negative, but
steatocrit was 28% and chymotrypsin was 1 U/g in the stools.
The sweat chloride test was attempted but insufficient amount
of sweat was obtained because of severe dermatitis. Based on
a suspicion of CF, pancreatic enzyme supplementation was
started. The dermatitis showed gradual resolution, preceded
by extensive desquamation. This was associated with clinical
and laboratory improvements. Finally, mutation analysis for CF
showed the homozygous mutation AF508.
Skinmanifestationsof CFareunderestimated.! Acrodermatitis
enteropathica-like dermatitis may concur and allows a correct
and early diagnosis in atypical presentations of CF, particularly
in association with failure to thrive or pathological laboratory
findings (anaemia and hypoalbuminaemia).>** Even in cases
of negative neonatal screening, the sweat test and/or genetic
analysis are required if there are symptoms suggestive of CE.!
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