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ischaemia. Recurrent vitreous haemorrhages and the
presence of small preretinal neovascular tufts have
not yet been described in BSCR. Felder and Brock-
hurst2' reported retinal neovascularisation in patients
with posterior uveitis in the absence of capillary non-
perfusion, and Henkind' considered that inflamma-
tion locally in the retinal vascular bed is a sufficient
stimulus for the growth of new vessels, though he
found these were more readily induced at the disc
than in the retinal vessels. In our BSCR patients only
two eyes showed neovascularisation at the edge of
the optic nerve head and 13 eyes showed peripheral
retinal neovascularisation.
The observation of subretinal neovascularisation

in 12 eyes with BSCR is in accordance with the
observation of Soubrane et al.,8 who reported on
three BSCR patients with juxtapapillary subretinal
neovascularisation, and Brucker et al.,' who
observed macular subretinal choroidal neovasculari-
sation in four eyes of two patients with BSCR. In two
eyes of our series there appeared to be a relationship
between a birdshot lesion and the development of a
subretinal neovascular membrane (Fig. 6C, D). This
is not surprising, as new vessels may arise from
atrophic chorioretinal scars, irrespective of their
origin.

CONCLUSIONS
1. The fundus appearance of BSCR shows a high
degree of uniformity and is now well defined, as has
been demonstrated in a large group of patients. It
shows a characteristic pattern of multiple small
depigmented flecks, radiating from the margins of
the optic nerve head towards the periphery. It is
bilateral and in most cases symmetrical.
The condition is further characterised by the

presence of various inflammatory signs, mainly in the
posterior segment and only very seldom in the
anterior segment. Some patients may initially present
with a mild to severe vitritis associated with disc
oedema, retinal vasculitis, and cystoid macular
oedema before the flecks become apparent; as the
choroidal lesions appear the retinal and vitreous
changes often regress. Other patients present at their
first visit with the typical spotted retina with only
minimal involvement of the vitreous and the retinal
vessels. In these cases a low grade inflammation may
also have been present for some time, giving rise to a
long history of floaters or in some patients not causing
ocular complaints. The sequelae of previous inflam-
mation, such as optic atrophy, chronic cystoid
macular oedema, epiretinal membranes, peripheral
retinal and disc neovascularisation, and subretinal
neovascular membranes are common. It would
appear that BSCR may begin with simultaneous
inflammatory reactions in the vitreous, the retina,

and the choroid, and that after a period of more or
less active inflammation the condition tends to
stabilise.
The disease is rare, as only 102 cases of typical

BSCR were collected in 14 major European eye
clinics during the period 1980-6, and it affects people
in middle life without predilection for sex.

2. From the various clinical manifestations it is now
possible to consider diagnostic criteria. The major
criterion is the characteristic spotted fundus appear-
ance associated with evidence of posterior segment
inflammation and/or evidence of known complica-
tions of the disease.
Ranged according to their frequency, the ophthal-

moscopic signs are vitritis (83%), cystoid macular
oedema (62.6%), arteriolar narrowing and irregu-
larity of veins (61%), retinal vasculitis (40%), disc
oedema (38%), cellophane-like maculopathy (10%),
retinal neovascularisation (7.5%), subretinal neo-
vascularisation and macular scar (6%), optic atrophy
(3.5%).
The minimal criteria necessary for the diagnosis of

BSCR could be formulated as bilateral presence of
typical birdshot spots in the fundus and two or more
signs from the preceding list. A further important
criterion may be the association with the antigen
HLA A29.

3. The aetiology remains speculative. There
appears to be no specific link with any systemic
disease, although arterial hypertension and vascular
occlusive disease occurs rather frequently in this
group of patients.
The specificity of the ophthalmoscopic appearance

of BSCR, the constancy of its behaviour, and its very
high association with HLA A29 together suggest that
BSCR is a single nosological entity. There is no
evidence of a single cause, and it is possible that the
disorder represents a specific response to a variety of
pathogenetic agents.
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