Successful penetrating keratoplasty in an infant after extended storage of infantile donor cornea.
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Choroidal melanoma in a patient with
retinitis pigrnentosa and Usher's
syndrome
EDITOR,-Usher's syndrome is an autosomal
recessive condition characterised by retinitis
pigmentosa and hearing loss. It is the mosr
common cause of combined blindness and
deafness in the USA. Usher's syndrome has
two well defined subtypes including type I and
rype 11.' Type I has more severe and early
onset findings.
C?SE REPORT
.4 5 9 year old woman wirh retinitis pigmentosa

Figure 2 (a) Righr eye, and (6) leji eye of 3 monzh oki infant with Perers'anomdy preoperarively.
(C) Righr eye 8 weeks afrer penetraring keratoplasty wirh cornea from 20year old donor. (d) Leji eye 9
weeks after penetrating keratoplasq with cornea from 13 ntonrh old donor preserzled in organ culttare
for 9 weeks. (c) Conracr specular tnicroscopy of right eye 1 year postoperanvely w i ~ hceU densirq' of
1410 cells/mm2. Contact speclilar microscopy of left eye l year posroperatively with cell density of
2235 cellsimm'.
maintained in culturc for h 8 days (over 9
weeks), the final endothelial assessment, by
vital staining and light microsiopy, having con.
rlght eye was
firmed its suitability for u ~ eThe
operated on 1 week later uslng a cornea from a
25 year old donor as no infantile cornea was
available.
At 2 months postoperatively at examination
under anaesthesia both corneal grafts were
clear (Fig -7cJ:. Examina~ionunder anaesthesia was repeated 1 year larer. Again both grafts
were clear. and specular mlcroscopy of the
graft endothelium revealed a cell density of
2 2 3 5 cells m m in the graft from the infantile
donor, and 1410 cellj!mm' in the graft from
the older donor (Fig 2e.fi. Retinoscopy
showed high m>-opia in both eyes. but both
fund1 appeared normal.
CO.Zl.UEST

In mosr eye banks organ cultured corneas that
are not transplanted m-ithin 4-5 weeks of
retrieval are discarded. This 1s based o n the
finding that the rate of decline of cndothelial
cell density increases after 75 days of culture
in a single aliquot of culture medlum.
Pels er d reported that storage of corneas in
culture for 3-7 weeks induced a mean cell loss
of about 11".i, while preservation for 9-17
weeks ( m e d ~ u m changed after 6 U-eeks),
resulted In a mean cell loss of about 4 3 % . T h e
actual cell loss, however, varted significantly
among exam~nedcornea\ and therefore it has
been suggested that the quitability of an
individual cornea for transplantation should
be based on rhc quality of the endothelium

during final assessment rather than the length
of storage.' It has also been suggested thar the
increased cell loss after 4 0 days of culture
might be caused by the depletion of nutrients
and accumulation of waste products in the
culture medium. A larger volume of medium,
or the renewal of the medium, may postpone
or prevent this process. However, with prolonged organ culture endothelial survlval 1s
not the only factor in determining the
suitability of tissue for transplantation. If there
is epithelial overgrowth onto the posterior
corneal surface this can potentially lead to
problems of implantation of epithelial cells
into the anterior chamber.
There has been a report of corneas safely
preserved in culture for 7 weeks before
transplantation,' and we have found thar an
infantile cornea preserved for 9 weeks in organ
culture can be transplanted successfully.
There is usually no need to extend the storage time of adult corneas, but it may be
appropriate to extend the preservation time of
some infantile corneas in order to maximise
the chance of their most appropriate utilisation, and further research is needed to
optimise storage methods and evaluate the
costbenefit of longer storage times.
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and type I Usher's syndrome developed
blurred vision in the left eye over a 4 month
period. T h e best corrected visual acuity was
20:50 in the right eye and 20'80 in the left eye.
Anterior segment examination and intraocular pressures (16 m m Hg) were normal
bilaterally. Ophthalmoscopic examination
showed mild optic disc pallor, marked vascular attenuation, and retlnal pigmentary
changes in both eyes. Inferotemporally in the
left eye, there was a 15 X 1 0 m m dome-shaped
choroidal melanoma with a secondary retinal
detachment affecting the inferior half of the
fundus (Fig 1). There was no evidence of retinal invasion or seeding. A-scan and B-scan
ultrasonography demonstrated a 5 . 0 m m thick
choroidal mass wirh low to medium internal
reflectivirq; acoustic hollowness, and a secondary retinal detachment (Fig 2 ) . Goldmann
perimetry showed marked constriction of
visual fields wirh only 5 degrees of central field
remaining In both eyes. Electroretinographic
testing under photopic and scotopic conditions revealed that the b-wave was isoelectric.
T h e patient was treated with iodine- l 2 5
plaque radiotherapy with tumour apex dose of
9 0 0 0 cGy, base dose of 4 3 0 0 0 cGy, and optic
disc dose of 3 7 0 0 cGy. T h e tumour showed a

Figure J Fundzrr drdzcing showing spiculed
retznal pigmentary changes and a choroidal
mrianorna with 17tfirior hemretina1 serous
dstarh~nent.

