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ridocorneal endothelial (ICE) syn-

drome encompasses a spectrum of

disorders characterised by corneal
endothelial abnormalities, progressive
formation of peripheral anterior syn-
echiae (PAS) without pupillary block
and iris defects.? It is traditionally
subdivided into Chandler’s syndrome,
progressive iris atrophy, and iris nevus
(Cogan-Reese) syndrome. In their
purest form, the 3 syndromes can be
easily distinguished but there is often
considerable overlap in the clinical
features. The cause of ICE syndrome is
unknown. A membrane grows from
abnormal corneal endothelium across
the angle onto the iris surface and
contracts, causing the formation of PAS
and iris abnormalities.?

The condition is uncommon and
typically affects one eye of young to
middle-aged women. Patients often
present with a distorted pupil in a

Figure. Iridocorneal endothelial syndrome.

previously normal eye. The iris may
show ectropion uvae and full-thickness
iris holes, and there are often varying
degrees of iris atrophy. The posterior
corneal surface has a characteristic
beaten metal appearance and specular
microscopy may reveal the distinctive
ICE cells, which are pathognomonic of
ICE syndrome. The clinically uninvolved
contralateral eye may also have sub-
clinical endothelial abnormalities.

The course of the disease is progres-
sive and there is no means of arresting
it. Serious sequelae of ICE syndrome
are glaucoma and corneal decompensa-
tion. Glaucoma occurs in about 50%
of patients with ICE syndrome,?® espe-
cially in the variants of ICE syndrome in
which abnormal ICE cells involve the
entire posterior corneal surface. Glau-
coma is caused by secondary synechial
angle closure as a result of contraction
of the abnormal tissue in the angles.
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IOP may be controlled initially with
medical therapy but medical treatment
is generally ineffective.2* Management
of glaucoma due to ICE syndrome is
primarily surgical. A wide range of sur-
gical procedures to control the IOP in
ICE syndrome have been described, with
variable but often limited success.?*® In
one large series of 66 patients with ICE
syndrome, the success rate of conven-
tional first trabeculectomies at 1 year
and 5 years were only 60% and 21%,
respectively.? The high failure rate is
related to the progressive nature of
the disease with endothelialisation
occurring over a filtration fistula or
within the bleb itself. In unresponsive
eyes, the use of a glaucoma drainage
implant should be considered.

Glaucoma secondary to ICE syn-
drome is often initially attributed to other
causes. In all patients with unilateral
glaucoma, particularly if they are young,
ICE syndrome should be considered as
a possible diagnosis and its signs, which
may be subtle, should be sought.

References

]

\A A4

1 Shields MB. Progressive essential iris

atrophy, Chandler’s syndrome, and iris-
nevus (Cogan-Reese) syndrome: a
spectrum of disease. Surv Ophthalmol
1979;24:3-20.
Laganowski HC, Kerr Muir MG, Hitchings
RA. Glaucoma and the iridoconeal endo-
thelial syndrome. Arch Ophthalmol 1992:
110:346-350

3 Wilson MC, Shields MB. A comparison
of the clinical variations of the irido-
corneal and endothelial syndrome. Arch
Ophthalmol 1989;107:1465-1468.

4 Shields MB, Campbell DG, Simmons
RJ. The essential iris atrophies. Am J
Ophthalmol 1978;85:749-759.

5 Kidd M, Hetherington J, Magee S.
Surgical results in iridocorneal endothe-
lial syndrome. Arch Ophthalmol 1988;
106:199-201.

6  Wright MM, Grajewski AL, Cristol SM,
Parrish RK. 5-Fluorouracil after trabecu-
lectomy and the iridocorneal endothelial
syndrome. Ophthalmology 1991;98:
314-316

Volume 2, Numbers 1, 2, 2000

33





