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SUMMARY

We report a patient with ocular abnormalities due
to Alport syndrome.
Considerable improvement of visual acuity was ob-
tained following ocular lens extraction with foldable
lens implantation in the right eye to compensate the
effect of the lenticonus anterior. The presence of con-
junctival telangiectasia is a new clinical finding in a
patient with Alport syndrome.

RÉSUMÉ

Nous décrivons des anomalies oculaires chez un pa-
tient avec le syndrome d’Alport. Un lenticône anté-
rieur était présent. Après extraction de la cataracte
avec implantation d’un cristallin artificiel, une amé-
lioration visuelle notable a été observée. Nous rap-
portons également la présence de télangiectasies
conjonctivales, symptôme non décrit jusqu’à pré-
sent.
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INTRODUCTION

Alport first described this condition in 1927 (1)
in his article entitled: ″Hereditary familial con-
genital hemorrhagic nephritis″. The first de-
scription of the ocular features of this syndrome
by Sohar, dates back to 1956 (6). Alport syn-
drome is an inherited disorder of basement mem-
branes, due to mutations in the gene encoding
type 4 collagen (2). As a consequence, the co-
chlea, glomerulus and several eye structures are
affected by structural defects in their respec-
tive basement membranes. Until now, ocular
abnormalities described in Alport syndrome in-
cluded those at the level of the cornea, lens,
iris and the retina (3). Here we describe a pa-
tient with Alport syndrome and conjunctival te-
langiectasia.

CASE REPORT:

A 44-year old man with proven, X-linked domi-
nant Alport syndrome was referred to our de-
partment because of a slowly progressive drop
in visual acuity in his right eye. A full clinical
work-up including biomicroscopy, fundoscopy,
corneal topography and optical coherence to-
mography was performed. This patient devel-
oped a high-tone sensorineural hearing loss by
the age of 20 and a terminal renal failure. The
latter was treated by two consecutive kidney
transplantations, the first in 1985 and a sec-
ond after chronic rejection of the first graft, in
1991. A bout of malignant hypertension fol-
lowing the second kidney transplantation
probably caused a bilateral cystic macular oede-
ma with an associated papilledema. This lasted
for two and a half weeks.

zzzzzz

* From the Department of Ophthalmology and
** Centre for Medical Genetics, Ghent University

Hospital, Ghent, Belgium.

received: 09.07.03
accepted: 25.08.03

29Bull. Soc. belge Ophtalmol., 290, 29-31, 2003.



RESULTS

Visual acuity was 3/10 with -5.5 (-5.75/13°)
in the right and 1/20 with -5.5 (-4/0°) in the
left eye. Ocular examination revealed multi-
ple, bilateral conjunctival telangiectasias
(fig. 1). The lesions were equally distributed in
both eyes and located only on the bulbar con-
junctiva, predominantly in the perilimbal area
at 3 and 9 o’clock. Slitlamp examination re-
vealed a polymorphous corneal dystrophy, a
lenticonus anterior and a corneal arcus juveni-
lis in both eyes. A bilateral dot-and-fleck reti-
nopathy was obvious on fundoscopy, as was a
large stage 4 macular hole in the left eye
(fig. 2). Corneal topography showed a regular
corneal astigmatism of +2.84/94° (right eye)
and +2.81/94° (left eye). Hence, approximate-
ly half of the total astigmatism in the right eye
is lenticular in origin and related to the lenti-
conus anterior. Clear lens extraction in the right
eye with foldable lens implantation was per-
formed and one month after treatment visual

acuity was restored to 9/10 with +1.75 (-3.5/
170°). With corneal topography, the remain-
ing astigmatism was proven to be only corneal
in origin.

DISCUSSION

The first to report retinal telangiectasia in a pa-
tient with Alport syndrome were Kondra et al. (4)
in 1983. However, to our knowledge, conjunc-
tival telangiectasia have never been described
before. Mannis et al (5) presented a differen-
tial diagnosis of conjunctival telangiectasia in-
cluding (a) local conditions which dilate the
conjunctival vessels and (b) concomitant te-
langiectasia of conjunctiva and skin. The latter
includes (a) Osler-Rendu-Weber syndrome, (b)
ataxia-telangiectasia, (c) angiokeratoma cor-
poris diffusum and (d) generalised essential te-
langiectasia. This group can generally be ex-
cluded because of the absence of skin lesions
in our patient. Local conditions dilating the con-
junctival vessels are mainly due to (a) an in-

Figure 1. Multiple conjunctival telangiectatic vessels near limbus of right eye.
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creased local blood flow (including a carotid-
cavernous fistula or an underlying uveal mela-
noma) and (b) a local inflammatory process
(e.g. Graves ophthalmopathy, chronic conjunc-
tivitis). All of these were excluded in our pa-
tient. As on the one hand conjunctival vessels
have a well-defined basement membrane, and
on the other hand the pathology in Alport syn-
drome is caused by an inherited disorder of
these very basement membranes, one might
consider this as a possible explanation for the
existence of conjunctival telangiectasia in our
patient.
To our knowledge, no correlation has been de-
scribed between our patient’s medical treat-
ment namely azathioprine, cyclosporine, cal-
ciumcarbonate and natriumbicarbonate, and
conjunctival telangiectasia.

CONCLUSION

In summary, we report a patient with ocular ab-
normalities secondary to Alport syndrome. Con-
siderable improvement of visual acuity has been
obtained following ocular lens extraction with
foldable lens implantation in the right eye to
compensate the effect of the lenticonus ante-
rior. The presence of conjunctival telangiecta-
sia is a new clinical finding in a patient with
Alport syndrome.
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Figure 2.
(left) Lenticonus anterior in the right eye.
(right) Fundus of left eye showing typical dot-and-fleck retinopathy and a stage 4 macular hole.
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