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Fig. 5 Monolayer of endothelial cells (EC) resting on the iridic surface has elaborated a thick basement membrane
(BM). CO: collagen; (F): cytoplasmic filaments. TEM, x 13 145. Inset shows patch of filamentous banded basement
membrane with a periodicity of 100 nm. TEM, x 65 300. AFIP neg. 79-13170—4.

Endothelial proliferation probably also plays a
major role in the formation of iris nodules, as
originally suggested by Shields and coworkers.” The
confinement of nodules to the endothelialised
portion of the iris, attenuation of endothelial ABM
underlying the melanocytic nodules, and the
presence of apertures within the basement membrane
providing continuity with underlying stroma suggest
that proliferating endothelium may encircle and
pinch off portions of stroma. Contact inhibition
between the advancing sheet of endothelium and
collections of abnormal iridic melanocytes could
facilitate stromal encirclement and is consistent with
the scalloped border of the endothelial membrane
seen by SEM. On serial clinical observation iris
nodules have been noted to increase in size and
pigmentation in essential iris atrophy.” The exten-
sion of nodule-forming melanocytes on to the
surface of adjacent ABM seen histologically suggests
that these cells undergo active proliferation, though
herniation of iridic stroma resulting from increasing
contraction of the endothelial membrane is an
alternative explanation.

Iris abnormalities usually do not occur when
corneal endothelial overgrowth follows trauma or
is found in association with rubeosis iridis caused
by a variety of entities (for example, diabetes mellitus
and central retinal vein thrombosis). This suggests
that there is probably some sort of predetermined
iris abnormality in the ICE syndrome. The term
iris naevus syndrome was proposed by Scheie and
Yanoff? to emphasise the diffuse, rarely full-thickness
iridic naevi and iridic nodules composed of naevoid
cells observed in those patients described originally
by Cogan and Reese.! The plump cells with larger
melanin granules demonstrated on the anterior
border layer in our case probably represent a
population of atypical melanocytes, that is, naevus-
like cells. Jakobeic et al.® described 2 cases with
early focal iridic endothelialisation in the vicinity
of discrete full-thickness iris naevi and suggested
that abnormal melanocytic cells may in some
manner stimulate endothelial proliferation and
overgrowth onto the iris. Naevi of the iris have
been described clinically and pathologically in cases
previously classified as essential iris atrophy.®—!
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Furthermore, iridic nodules composed of melano-
cytic cells histologically indistinguishable from
naevus cells are not infrequently seen in eyes with
full-thickness iridic holes.> 7 It must be emphasised,
however, that the naevus-like appearance seen
histologically in some cases of essential iris atrophy
and iris naevus syndrome could result from stromal
compaction by the endothelial membrane. Further
research is necessary to characterise the relationship,
if any, between abnormal iridic melanocytes and
the initiation of endothelial proliferation in the
iridocorneal endothelial syndrome.
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