








Ocular reticulum cell sarcoma

Fig. 8 Case 4. Photomicrograph
of area shown in Fig. 7, showing
characteristic tumour cells on
pars plana. (Haematoxylin and
eosin, x 420).
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manifestations without clinical evidence of systemic
disease.

Patients have been typically in their sixth and
seventh decades at the time of presentation. The
first report was of a 27-year-old man, and 1 patient
was 81. These are exceptions, however, and the
mean age is 64. There is no discernible sex predilec-
tion among reported cases despite a male: female
ratio of 2:1 in cerebral reticulum cell sarcoma.10
Three patients are identified as blacks, roughly in
proportion to the general population.
Ophthalmic consultation was sought in most

cases because of decreased visual acuity. One
patient initially described floaters, and a second
complained of photopsia." The principal finding,
almost without exception, was debris which ap-
peared inflammatory-variable in location and
extent, but generally refractory to topical steroid
therapy. Both eyes were involved in roughly 50%
of cases, though asymmetry is typical.10 One patient12
presented with a hypopyon; more typically, anterior
segment reaction resembled a mild, nongranuloma-
tous iritis, with or without keratic precipitates.

It was in the posterior segment that the disorder
presented most characteristic findings. In slightly
more than half of cases, fundus lesions resembling
retinal or subretinal infiltrates were noted. Involved
retina is described as white and thickened, with
surrounding haemorrhage.4 Some observers have
depicted the lesions as patchy, yellow-white to
greenish-grey in colour, with fluffy outlines that
rapidly become confluent.'3 Encroachment of the
lesions on optic nerve or macula rapidly diminished
visual acuity. Vitreous involvement typically accom-

panied fundus lesions but occasionally was seen
alone. It has been variously described as inflamma-
tory cells, debris, or veils-often dense enough to
obscure underlying retinal detail.4

Secondary glaucoma accompanied intraocular
reticulum cell sarcoma in approximately half the
cases.12 In 4 of 17 cases14 the mechanism was rubeosis
iridis and neovascular angle closure. Increased
intraocular pressure has more typically been related
to cellular debris and synechial closure in the
anterior chamber angle. Glaucoma was not seen
in our 3 cases. In other respects, however, they
confirm the typical clinical presentation: patients
in their 60s and 70s whose decreased acuity was
ascribed to 'uveitis' wherein vitreous debris and/or
chorioretinal infiltrative lesions were prominent
features. In all 3 cases topical steroid and mydriatic
therapy was ineffective. The diagnosis is even more
suggested when there is evidence of CNS or systemic
reticulum cell sarcoma.
The pathological data in our cases likewise typify

the ocular involvement in this disease. Interestingly,
the inflammatory component on histological exami-
nation is as prominent as in the clinical setting. In
at least 1 case'5 a patient with bilateral posterior
uveitis was found at necropsy to have neoplastic
changes confined to the choroid and retina of one
eye. Choroidal lesions and vitreous debris noted
before death in the fellow eye represented infiltra-
tions of chronic inflammatory cells.
The tumour cells are indistinguishable from those

of reticulum cell sarcoma elsewhere or microglioma
in the CNS. They are large and pleomorphic, with
scant cytoplasm and prominent nuclear membranes.
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Nuclei are round or oval, occasionally multiple,
and with frequent mitoses, clumped chromatin, and
prominent nucleoli. Immunoperoxidase staining
has been used to demonstrate a B cell origin,
though post-motem changes may interfere with
results,10 and the cell or origin remains in doubt.'4
Reticulum cells are present in normal choroid, and
microglia are normal retinal constituents.4
On microscopic examination retinal involvement

is most commonly seen. In retina as in brain tissue
the cells follow a perivascular distribution, often
surrounded by fine reticulum fibres which stain
with silver and give the tumour its name. In the
uveal tract cells tend to infiltrate more diffusely,
forming dense placoid masses.'3 An unusual charac-
teristic of the tumour is its capacity to break through
Bruch's membrane, forming discrete masses beneath
the retinal pigment epithelium.'2 Exudative retinal
detachment and vitreous haemorrhage have fol-
lowed; papilloedema has occurred with infiltration
of the optic disc.'6

Retinal and uveal lesions may occur separately or

together. Vitreous debris may accompany either or,

as in our case 3, may occur alone."1'416 Several
authors have traced a trend for CNS disease to
coexist with retinal involvement, whereas 'pure'
uveal infiltration occurs more frequently with
systemic disease.

Other entities may produce similar white retinal
lesions and must be distinguished from reticulum
cell sarcoma. Retinal metastases are exceedingly
rare and are generally found in the terminal stages
of widespread disease. Leukaemic infiltrates and
retinitis secondary to bacterial or fungal sepsis are

more common but can be readily diagnosed with
bone marrow or blood studies. Similarly, toxoplas-
mosis and cytomegalovirus infection can be differen-
tiated with high, or ideally rising, serum titres.
Cotton-wool spots are generally seen in association
with systemic hypertension or collagen vascular
disease, have more sharply defined borders, and are

unaccompanied by other signs of inflammation.
Tissue diagnosis is a prerequisite for the initiation

of therapy in reticulum cell sarcoma. Systemic
disease is diagnosed by biopsy of involved lymph
nodes, bone marrow, spleen, or other viscera; in
the CNS examination of the cerebrospinal fluid
has circumvented the necessity for craniotomy in
some cases. Ocular involvement has usually been
diagnosed post mortem, though in 7 cases diagnoses
were made after enucleation of blind, painful eyes.

In 1 case diagnosis followed biopsy of a subcuta-
neous lid lesion.'2 Most notable are the 3 cases

previously reported,4 11 to which we add our case 1,
in which diagnosis came from examination of
vitrectomy specimens from visually intact eyes. In

each case vitrectomy improved visual acuity, if
only transiently.

Radiation therapy has proved especially effica-
cious in affected eyes. So far 8 cases have been
reported in which eyes were irradiated with appro-
priate shielding. In 6 treatment resulted in shrinkage
of chorioretinal lesions, clearing of vitreous debris,
and permanent improvement in visual acuity.
Chemotherapy has produced somewhat less impres-
sive results in cases of eye involvement, though
treatment regimens have varied.1217 A mass in the
ciliary body responded dramatically to procarba-
zine, lomustine and vincristine in the only case in
which therapy approximated to that now recom-
mended.214

Barr et al. noted12 that of 14 patients with primary
intraocular reticulum cell sarcoma 9 eventually
developed CNS or systemic involvement. Since
approximately half of all cases with eye findings
present with eye symptoms, it is to be hoped that
early diagnosis with vitrectomy may make possible
earlier institution of specific systemic therapy in
the future.

We are grateful to Miss Dinah G. Seibel for typing the
manuscript and to Messrs Robert Campanile and Howard
Radzyner for preparing the photographs. We are indebted
to Dr W. Richard Green for reviewing the vitreous aspirate
in case 1.
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