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Prenatal cortical hyperostosis (Caffey disease)

Sir,

We read with interest the letter
from Basel et al. [1] documenting
the case of a 27-week-old aborted
fetus with an unusual congenital
bone dysplasia and requesting ad-
ditional opinion regarding diagno-
sis. The major radiographic
findings reported in the fetus com-
prise marked cortical hyperostosis
with consequent periosteal ‘cloak-
ing’ of the long bones, which were
poorly modelled, and asymmetrical
bowing of the bones of the lower
extremity.

These appearances are consistent
with the diagnosis of ‘prenatal cor-
tical hyperostosis (Caffey disease)’.
This condition appears to be distinct
from the infantile form of cortical
hyperostosis described by Caffey [2]
in which the onset of pathology is
postnatal.

We have previously presented
clinical, radiographic and histologi-
cal findings of nine new cases of this
prenatal form of cortical hyperosto-
sis [3]. It appears that prenatal onset,
polyhydramnios, bowing of long
bones and generalised, symmetrical
involvement of the skeleton help

distinguish this condition from the
‘classic” postnatal form of Caffey
disease. The condition appears to be
inherited as an autosomal recessive
trait [3], which has important impli-
cations for genetic counselling in the
family of the fetus reported by Basel
et al.

In conclusion, we agree with the
second differential diagnostic possi-
bility put forward by Basel et al. [1]
that this fetus has “affey’s disease in
its severe congenital form” that we
have termed ‘prenatal cortical
hyperostosis’.
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