






An unusual case ofcongenital unilateral Coats's disease associated with morning glory optic disc anomaly 3

tive tissue (Fig. 10). Thick walled vessels from the

optic disc excavation extended into the peripapillary
retina.

Discussion

Coats's disease is characterised clinically by sheets of

subretinal exudation and foci of irregularly dilated

capillaries, large microaneurysms, and bizarre con-

figurations of dilated vascular channels. Subretinal

haemorrhage, sometimes extensive, is mixed with

exudation. Mounds of detached retina solidly raised

Fig. 8 The retina together with

retinalpigment epithelium (RPE)
arepenetrating into theperiphery of
the disc excavation. A large gliotic
mass is seen in the centre. R =

retina. PE=pigment epithelium

GM = gliotic mass. (Haematoxylin
and eosin, x 46).

by massive subretinal fatty exudation and haemor-

rhage may develop at different stages of the

disease.14-25 The disease may reach a certain stage

and spontaneously regress with retinal and subretinal

neovascular fibrosis with fixed retinal folds, or it may

proceed to rubeosis iridis, neovascular glaucoma,
and eventual loss of the eye,25 as happened in our

case. The primary lesion is thought to be abnormal

permeability of the retinal vessels. The vessel

walls are badly damaged which causes aneurysmic
dilatation, transudation of serum with lipids,
haemorrhages and occlusion of blood vessels, mainly

Fig. 9 Proliferating RPE cells

penetrate deep into the excavation

ofthe optic disc. Some retinal

vessels Vare seen. PE = pigment

epithelial cells. (Haematoxylin and

eosin, x 80).
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Fig. 10 At the border ofthe
excavation the RPE cells PEform a
thick metaplastic connective tissue
(Haematoxylin and eosin, x 111).

peripherally. Subretinally there are massive periodic
acid Schiff-(PAS)-positive fatty exudation, lipid-
laden ('foamy') macrophages, cholesterol crystals,
and red blood cells.2"27 The origin of the 'foamy'
macrophages is not clear. They probably arise from
retinal macrophages and, doubtfully, from retinal
pigment epithelial cells.28 Coloboma of the nerve
head is a congenital defect that may show as a cavity
confined to the disc, or the cavity may also be present
in the line of the cleft below the disc. There is
apparently no sharp dividing line between cases of
coloboma of the nerve head and crater-like holes in
the disc. Cogan 19 and Franqois 14 have shown that the
affected part of the disc, usually the lower, is replaced
by a large mass of incompletely organised tissue
containing retinal and mesodermal elements. It
resembles a fold of retina which has been pushed
back into the lower part of the sclerochoroidal
foramen causing distortion of the nerve head.
Calhoun21 described a histopathological case that was
similar to the picture described in our case, in which
a hole in the disc communciated with an extensive
cavity containing retinal elements and passing
between sclera and the optic nerve sheath.

In the above case we have found a combination of
Coats's disease as a retinal vascular anomaly and
optic disc coloboma associated with abnormality of
the main blood vessels arrangement at the disc, as
seen in morning glory syndrome. We wonder if there
is any correlation between these two vascular
anomalies, Coats's disease being mainly peripheral
and morning glory syndrome being central. To the
best of our knowledge there is no record of a similar
case combining these two rare anomalies, and there-

fore we decided to describe this very rare and most
probably coincidental association.
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