




Congenital corneal staphyloma: clinical, radiological, andpathological correlation

Fig. 4 The central anterior cornea
shows keratinisation, abnormal
epithelium, and lack ofBowman's
membrane. (Haematoxylin-eosin,
X60).

trusion lined on its inner surface by atrophic iris.' '4
Secondary angle closure resulting from total anterior
synechiae leads to elevation of the intraocular pres-

sure and optic disc cupping. Protrusion of the bulging
cornea between the eyelids can result in exposure
keratitis, epithelial metaplasia, and keratinisation.

AM
Fig. 5 Examination ofthe central
posteriorcorneathrough thepupil.

v" ~~~~~Notethe complete lack of
Descemet's membrane and the

J endothelium. (Haematoxylin-
eosin, x60).
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Fig. 6 The angle shows totalperipheral anteriorsynechiae
obliterating the anterior chamber. The ciliary body is
markedly atrophic. (Haematoxylin-eosin, xS).

Keloid formation has been reported to occur in
staphylomatous cornea, presumably as a response to
chronic corneal inflammation.' Dermis-like chorio-
stomas arising from the ectatic corneas have also
been reported.6

Histopathological and electron microscopic study
of eyes with congenital corneal staphylomas charac-
teristically shows absence of Descemet's membrane
and corneal endothelium.2 Inflammatory cells are
notably absent in the stroma of the staphylomatous
cornea in many cases. The absence of corneal
endothelial cells combined with the lack of stromal
inflammatory changes suggests that congenital cor-
neal staphyloma is developmental rather than inflam-
matory in origin.2 Congenital corneal staphyloma,
like Peters' anomaly, is now presumed to be due to
failure of the normal migration of neural crest cells.
According to this view it is simply a more extreme
form in the spectrum of central anterior segment
mesenchymal dysgenesis than is Peters' anomaly.27
The combination of congenital corneal staphyloma
with the median cleft face syndrome supports this
view and puts the abnormal differentiation at the 17
to 20mm stage of development (approximately seven
weeks' gestation).'
Our patient fits both the clinical and histological

definition of congenital corneal staphyloma. Never-
theless, in view of the child's vague postnatal history,
the sequelae of a perforated corneal ulcer could also
be considered as a possible explanation for this
presentation. However, the total lack of endothelium

and Descemet's membrane, as well as the absence of
a demonstrated perforation site, militates against this
diagnosis.

In view of the severe cosmetic deformity of this
blind, glaucomatous eye and the normal condition of
the fellow eye we considered enucleation to be the
most appropriate treatment. Although most eyes
with congenital corneal staphyloma have come to
enucleation, some success in treating the milder
forms of this disorder with penetrating keratoplasty
has recently been reported.' All bilateral cases of
congenital corneal staphyloma probably warrant a
surgical attempt to salvage some vision in at least one
eye.
We believe this paper reports the first use of

computerised tomography in the evaluation of cor-
neal staphyloma. It was far more helpful than contact
ultrasonography in showing the anterior segment
abnormality and excluding other diagnoses such as
dermoid cyst or retinoblastoma. It should be especi-
ally useful in differentiating the milder forms of
corneal staphyloma from other associated disorders
with buphthalmos and corneal opacification. Further-
more, if keratoplasty is being considered, the in-
formation provided may prove invaluable in the
decision to proceed as well as in planning the surgery.
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