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ABSTRACT

Theauthors present an unusual caseof bilateral retinobl astoma, showing
early appearance (bilateral leukocoriaat 1 month of age), “ phthysisbul bi”
in OD and massive calcification of the vitreous cavity.
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INTRODUCTION

Retinoblastoma is the most common intraocular tumour in childhood;
characteristically aggressive, it initially involves the globe, with posterior
extension to the cranium and central nervous system via optic nerve, orbit
and metastatic spreading to the whole body excluding the lungs.

Theaverage agefor diagnosisvariesfrom 12 monthsin bilateral casesto
23 monthsin unilateral tumours®.

This report refers to a case of retinoblastoma with an unusual course,
early appearance in both eyes, rapid growth with extensive necrosisand a
right phthysical eye (Figure1).

REPORT OF A CASE

C.A.S., athree-month-old femalewith one-month history of ocular inflam-
mation and leukocoriain both eyes. The parentsreport that she had normal
eyesat birth. No similar caseswereknowninthefamily.

External ocular examinationrevealed: lidinflammationwith corneal edema,
anterior chamber with flare and cells and leukocoriain both eyes. OD was
reduced in size with no pupillary reaction. OS had normal size, with ocular
hypertension and “ glaukomflecken”; pupillary reaction wasnormal to light.

CT and ultrasonography showed similar features: plaques of calcifica-
tion filling most of the vitreous chamber in both eyes (Figure 2).

All extraocular structures had been considered normal.

After alonginterview with the parents and dueto the advanced stage of
the tumor, enucleation was advised and done in both eyes.

Pathology

OD Macroscopy - globemeasuring 14x14 mm (horiz. x vertical) and 15 mm
(axial); corneawith 9x7 mm, asmall segment of the optic nervewasleft onthe
piece. Massive calcified substancefilling the vitreous cavity (Figure 3).

OD Microscopy - afew small areas of viabletumor cells, some forming
Flexner-Wintersteiner and Homer-Wright rosettes. The retinal pigment
epithelium was disorganized but there was no sign of choroidal invasion.
Theremaining optic nerve wasfree of neoplasia (Figure4).

OSMacroscopy - globemeasuring 18x18 mm (horiz. x vertical) and 20mm
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Figura 1 - Patient’s aspect on the day of presentation (2 months a
26 days old): Bilateral leukocoria and phthysical aspect of the right eye

Figura 3 - OD: Macroscopy. Globe measuring 15x15 mm, cornea with
9x7 mm. A small segment of the optic nerve and massive calcification
in the vitreous cavity
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Figura 4 - OD: Microscopy. Few areas of visible tumor cells. Rosettes
of Flexner-Wintersteiner and Homer-Wright. No sign of choroidal or

optic nerve invasion. (H.E. x 200)

configuration

(axial); corneawith 11 mm, anterior chamber with alevel of
pseudohypopyon; the same calcified white substance fills the
inferior vitreous cavity surrounded by hemorrhage.

OS Microscopy - more than 80% of the areais formed of
necrotic tumor tissue.

Somesmall areas of viableretinoblastomacellsforming the
same rosette configuration. Tumor cells were found in the
ciliary body, iris surface and posterior cornea. There was no
sign of choroidal invasion and the optic nerve was free of
neoplasia(Figure5).

Comment

Retinoblastoma as a highly malignant intraocular tumor
reguiring an early diagnosisand immediatetreatment.

The purpose of this presentation is to highlight several
uncommon manifestations of retinoblastoma, such as:

1- Bilateral leukocoriaat two monthsof age.

2 - Phthysical right eyeat first examination.

“Retinoblastoma never occurs in a microphthalmic eye’*
(Verhoeff)

There are currently only five reports of retinoblastoma
occurring inamicrophthalmic eye@®,

* Personal communication by Sergio L. Cunha M.D.
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3 - The presence of calcium isdiagnostic of retinoblastoma
ininfantslessthan 2 yearsold.

The amount of calcium in our case, plagues filling almost
the whole vitreous cavity of both eyes (ultrasound and CT
scan) isavery rarefinding in retinoblastoma.

The so called * spontaneous regression” of the retinoblas-
tomaoccurs when severe inflammation and massive necrosis
develop, leading to a phthysical eye, asin our case.

RESUMO

Os autores apresentam um caso raro de retinoblastomabilate-
ral caracterizado por aparecimento precoce (leucocoriabilate-
ral com um més de idade), grande reducéo do volume em OD
por “ phthysisbulbi” e calcificagdo macicadacavidade vitrea.
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