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Figure3 (A) Right globe
and eyelids. The anterior
segment is replaced by
fibrous tissue containing
cartilage (arrowhead),

lenticular tissue (asterisk),
and skin appendages (arrow)
(haematoxylin and eosin,
%2-5). (B) The anterior
segment of right eye. The
fibrous tissue includes skin
appendages (haematoxylin
and eosin, X 150). (C) The
retina with dysplastic
changes showing rosette
formation lying directly on
the sclera. Retinal pigment
epithelium fails to reach optic
disc (arrow) (haematoxylin
and eosin, X 100).

resuscitated because of extensive craniofacial
deformities.

A fibrous band was attached to the scalp of the
fetus and inspection revealed multiple mal-
formations. The skull bones were incompletely
formed and brain tissue was exposed. The scalp
was contiguous with the amnion so the head of
the fetus was attached to the placenta. Other
systemic abnormalities were as follows:
abdominal and right thoracic wall defects,
coarctation of the aorta, amputation of the third
and fourth fingers of the left hand, amputation of
the first, second, fourth, and fifth toes of the left
foot, facial cleft, scoliosis, and short umbilical
cord (Fig 1).

Other malformations observed by inspection
were as follows: right eye, the palpebral fissure
was so narrow that the right globe was obscured;
left eye, ectropion and coloboma of the lower
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eyelid were present. An opaque cornea-like
structure was observed and was contiguous with
upper eyelid, causing incomplete formation of
the upper conjunctival fornix (Fig 2).

Histopathology

RIGHT EYE (FIG 3A)

Both the upper and lower eyelids were well
formed showing eyelashes, the extraocular
muscles, and tarsus composed of collagenous
fibres including Meibomian glands. The cornea,
anterior chamber, and iris were replaced by
dermis-like connective tissue including rudi-
mentary lens, cartilage, hair follicles, and
pilosebaceous units. This lesion was covered
with stratified squamous or cuboidal epithelium

(Fig 3B). The posterior segment was almost

normal except for the dysplastic retina showing
rosette formation. The pigment epithelium did
not reach the optic disc resulting in the dysplastic
retina lying in direct contact with the sclera,
suggesting an incomplete closure of the fetal
fissure. The hyaloid artery was observed (Fig
3C).

LEFT EYE (FIG 4)
The left eye showed similar histological
findings to those of the right eye except for minor

Figure4 (A) The anterior segment of the left eye is also
replaced by fibrous tissue (asterisk) (haematoxylin and eosin,
X 2-5)(B) The fibrous tissue includes lenticular tissue (arrow),
but no skin appendages (haematoxylin and eosin, X 100).
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differences. The lower eyelid was well formed
but the upper eyelid was rudimentary. The
cornea, anterior chamber, iris, and ciliary body
were replaced by fibrous connective tissue (Fig
4A). This connective tissue was covered with
stratified squamous epithelium and included
islands of lenticular tissue, but no other
components such as skin appendage and cartilage
were found (Fig 4B). The posterior segment was
generally unremarkable.

Discussion

The incidence of amniotic band syndrome has
been estimated at one in 5000 to 15000 live
births. Deformities observed in amniotic band
syndrome have been considered to be

compression deformities caused by the amniotic

band or amnion itself® the orbit or globe may
be involved.

Epibulbar choristomas can be divided into
four main histopathological groups; dermoid,
lipodermoid, single tissue choristoma, and
complex choristoma.” A dermoid consists of
dermis-like connective tissue in which pilo-
sebaceous units are present. When the lesion
consists of dermis-like connective tissue and no
pilosebaceous units it is termed a dermis-like
choristoma, belonging to single tissue
choristoma.! Complex choristomas consist of
two or more choristomatous tissues.” In the left
eye of the present case, the cornea, anterior
chamber, and iris were replaced by choristo-
matous dermis-like connective tissue covered by
stratified squamous epithelium with hair
follicles, pilosebaceous units, and a cartilaginous
tissue. From these findings the left eye was
diagnosed as an epibulbar complex choristoma.
The right eye of the present case showed similar
histological findings to those of left eye. The
cornea, anterior chamber, and iris were replaced
by choristomatous dermis-like connective tissue
covered with stratified squamous epithelium.
Since no other choristomatous component could
be found the right eye was diagnosed as dermis-
like choristoma.

In both eyes alterations in the posterior
segment were milder compared with the anterior
segment. In the left eye focal dysplastic changes

687

of the retina showing rosette formation were
seen. We have previously reported two cases of
corneal choristoma and both of them showed
similar retinal dysplastic change.® In both eyes
lenticular tissue is intermingled in the choris-
tomatous tissue, suggesting that the malfor-
mation of the eye occurred during formation of
the lens at about the fourth week of gestation,’
and that the rupture of the amnion in this case
happened at about the same time or before.

There is no satisfactory explanation of the
origin of the epibulbar choristoma." Ozanics"
suggested that many congenital malformations
of the anterior segment of the eye probably arose
from derangement in the migration of neural
crest cells. The case described here could present
evidence to support this theory because the
choristomatous tissue consists of cartilaginous
and fibrous tissues which are derivative of neural
crest cells. So the fact that this case of amniotic
band syndrome had epibulbar choristoma in
both eyes might indicate that a compression
mechanism could play a role in the pathogenesis
of epibulbar choristoma by disturbing the
migration of the neural crest cells into the optic
cup.
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