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Fig.4 Initial slit-lamp
photographs of the right eye. Note
the (a) markedly reduced depth of
the anterior chamber adjacent to the
limbus, more evident in (b) a
peripheral section.

mid-dilated pupil with sphincteric atrophy (Figs. 6a,
b), and a raised IOP of 54 mmHg in the right eye. On
gonioscopy a closed angle with peripheral anterior
synechiae in the right eye and a narrow angle with
narrow entry as before in the left eye were observed.
A diagnosis of an acute attack of angle closure
glaucoma in the right eye was made and medical
therapy promptly instituted. The control of IOP in
the right eye being inadequate on miotics alone, a

Fig.5(a,b) Slit-lamp
photographs of the left eye showing
features similar to those of the right
eye (as seen in Fig. 4).
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trabeculectomy was performed, resulting in satis-
factory control of the IOP postoperatively. He is
awaiting a prophylactic peripheral iridectomy in the
left eye.

Discussion

The term nanophthalmos (pure microphthalmos)
indicates an eye which is normal other than being
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Fig. 6a

Fig. 6b

uniformly reduced in size.’** Measurements of
the nanophthalmic eye have been infrequently
documented. The critical value of the eyeball dimen-
sions at which an eye is judged nanophthalmic have
not been clearly defined. Two-thirds of the normal
volume and an axial length of 16—18-5 mm have been
proposed.* A reduction of the normal eye size by
15% has also been suggested as a sufficient criterion
for diagnosing nanophthalmos.* By these criteria our
patient has bilateral nanophthalmos. However, a
nanophthalmic eye has also been categorised as one
having a sagittal diameter of 13-17 mm.* Besides
congenital angle anomalies, which are common* and
predispose nanophthalmic eyes to simple glaucoma
later, these eyes are usually hypermetropic, with a
relatively large lens and a remarkably high ratio of
lens volume to eye volume.’ This plays an important
contributory role in the shallow anterior chamber
encountered in nanophthalmos. Presumably growth
of the lens with age increasingly crowds the already
developmentally shallow anterior chamber, thereby
rendering these eyes susceptible to angle closure
glaucoma, as in our case.

Our findings on investigation of the patient corrob-
orated the clinical diagnosis of pigmentary retinal
dystrophy. The clumps of pigment along with the
classical bone spicule pigmentation, together with
the macular involvement, are recognised variant
features. Primary pigmentary degeneration of the
retina is well known in having certain systemic and
ocular associations, of which glaucoma is well
documented. Most authors mention open angle
glaucoma.* The association of angle closure
glaucoma with retinitis pigmentosa seems to be
rather rare in published reports, and it has even been
proposed that this association may be fortuitous.’
Whatever the type of glaucoma, the clinical and
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Fig.6 (a) Close-up of the right eye
during acute attack of angle closure
glaucoma: the hazy cornea and oval
mid-dilated pupil with sphincteric
atrophy are obvious. (b) The
corneal oedema is more evident in
_theslit-lamp section: the peripheral
chink of anterior chamber is no
longer visible (compare with Fig.
4a).

histopathological reports available have not eluci-
dated its pathogenesis in relation to retinitis pigmen-
tosa.'’

Maldevelopment of the retina, retinitis pigmen-
tosa, and other retinal anomalies have also been
reported in nanophthalmos.’* The aetiology of the
association of nanophthalmos and retinitis pigmen-
tosa also remains unexplained. It is possible that in
the basically underdeveloped eye of nanophthalmos
the lack of full development of the retina in the later
part of fetal life is responsible for pigmentary retinal
dystrophic changes.

The association of nanophthalmos with pigmen-
tary retinal dystrophy,’ pigmentary retinal dystrophy
with glaucoma,'*® and glaucoma with nanophthal-
mos’*” has been reported previously. However, the
simultaneous occurrence of all these three entities,
namely, nanophthalmos, pigmentary retinal dys-
trophy, and glaucoma, seems to have been des-
cribed only twice."" The first report,” in three
brothers, was apparently of simple glaucoma, there
being no mention of detailed symptomatology or of
angle closure glaucoma. In the second report four
patients of the 13 affected seem to have had ocular
features suggestive of angle closure glaucoma,
though no measurements of anterior chamber depth
or gonioscopic or biometric data were included.'!
Again, in this rather detailed communication there is
no categorical mention of the term angle closure
glaucoma. This report has subsequently been inter-
preted as ‘microphthalmia’ with a ‘somewhat atypical
dystrophia retinae pigmentosa’ and ‘ocular hyperten-
sion with subacute attacks’.?

In our patient there is no doubt of the established
diagnosis of angle closure glaucoma in association
with nanophthalmos and pigmentary retinal
dystrophy. In the absence of other family members


http://bjo.bmj.com/
http://group.bmj.com/

Downloaded from bjo.bmj.com on February 13, 2012 - Published by group.bmj.com

628

being affected this case seems to have been sporadic
in nature.

Since nanophthalmic eyes seem to be anatomically
predisposed to angle closure glaucoma, and pigmen-
tary retinal dystrophy has been reported with both
these entities, it is possible that the occurrence of all
three in a given eye may have been overlooked in
earlier reports. It appears that if a case presents with
any two of these three entities, it is worth diligently
searching for the third component, even if only to
exclude it.
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