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Fig. 1 Ankyloblepharonfiliforme
adnatum in patient with trisomy 18.

and despite the heart abnormalities and feeding
difficulties was coping well. However, the ultimate
progress is not good, as few of these children live
beyond one year.

Discussion

The histology of the connective tissue strands has
been shown to consist of a vascularised central core
surrounded by stratified squamous epithelium."9 The
aetiology of this abnormality is unknown, and a
number of theories have been proposed. Von Hasner
thought the lesions were the result of intrauterine
inflammation, but this is unlikely for two reasons:
firstly, there is no histological evidence of 'inflamma-
tion' having occurred, and secondly, despite their
close proximity, there is no involvement of the cilia or
meibomian glands. Wintersteiner'9 suggested that
trauma by the fingernail of the fetus provoked
proliferation of mesodermal tissue. However, this
has been refuted because the fingernails of a fetus do
not reach the ends of the fingers until the late months
of gestation long after fusion of the eyelids has
occurred.9 It has also been suggested that partial
failure of the eyelids to separate is the cause,2" but, as
the normal temporary eyelid fusion is composed
solely of epithelium and complete by the eleventh
week of gestation, it is clear that the bands reflect an
abnormality in the fusion process and not in separa-
tion.
The currently accepted theory is that the condition

is due to an interplay of temporary epithelial arrest
and rapid mesenchymal proliferation, allowing union
of the lids at certain points.2'
The association of AFA with the ectodermal

syndromes would support this theory, as Hay and
Wells comment that the syndrome of AFA, ectoder-
mal defects, and cleft lip and palate could be
explained by a 'defective interaction of ectoderm and
mesoderm, probably a fault in mesodermal tissues'
ability to organize ectoderm. "'

It has been postulated22 that in trisomy 18 there is
abnormal cellular proliferation and hyperplasia
which, if applied to the relationship of mesoderm and
ectoderm on the lid margin, may have caused the
abnormal strands and lend further weight to the
theory of Judge et al."2

It has been postulated7 that many cases ofAFA are
part of the popliteal pterygium syndrome (PPS),
comprising cleft lip-palate, popliteal and intercrural
pterygia, digital and genital anomalies, and AFA.
However, this is unlikely, because despite the vari-
able expressivity of the PPS, AFA occurred only in 3
out of 29 cases presented by Gorlin et al.

In 1980 Rosenman et al.5 divided AFA into four
subgroups (Table 1) and indicated that groups I and
II were sporadic and groups III and IV were auto-
somal dominant with variable expressivity. It is not
possible to be certain whether our case falls into one
of these subgroups or should be placed in a new

Table 1 Classification ofankyloblepharonfiliforme
adnatum

Group Associated abnormalities

I None
II Cardiac or central nervous

system
III Ectodermal syndrome
IV Cleft lip and/or palate
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subgroup V of AFA and chromosomal abnormali-
ties. It could be included in group II from the cardiac
defect or in group IV, as 15% of trisomy 18 have cleft
palate.23
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