
and rarely to the choroid. Haematogenous spready by 

papillary thyroid cancer is rare. Medullary carcinoma of 

thyroid also rarely metastasises to the choroid. 

Clear cell changes can occur in thyroid neoplasms of 

various histological types due to cytoplasmic vesicles of 

mitochondrial origin and due to accumulation of 

thyroglobulin, glycogen, lipid or mucin.s The neoplasm 

most prone to undergo clear cell changes is the Hurthle 

cell variant of thyroid tumour, due to a vesicular 

swelling of mitochondria.s Clear cell changes are also 

seen in follicular carcinoma due to vesicles of either 

mitochondrial or granular endoplasmic reticulum 

derivation,s papillary carcinoma due to glycogen 

accumulation,6 undifferentiated carcinoma and rarely 

medullary carcinoma of the thyroid. 

Immunohistochemical study with antibody to 

thyroglobulin is positive in these neoplasms. The natural 

history of these tumours is determined by their basic 

nature rather than the extent of cytoplasmic clearing in 

the tumour cells. Therefore clear cell carcinoma is not 

considered as a specific tumour type.s,? 

Our case has certain unusual features, such as the 

relatively young age of the patient, the site of the 

metastasis and the clear cell differentiation within the 

tumour. Documented choroidal metastasis occurring 4 

years after the primary thyroid tumour is rare. Our 

report also indicates that the eye could be the only and 

early sign of metastasis of a thyroid cancer and such 

patients should have regular periodic systemic and 

ophthalmic evaluation. 
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Sir, 

Unilateral retinitis pigmentosa in a woman and 

pigmented paravenous chorioretinal atrophy in her 

daughter and son 

A woman presented unilateral retinitis pigmentosa, and 

her two children hereditary pigmented paravenous 

chorioretinal atrophy. All were followed up for 21 years; 

no progression of disease was observed. 

Case reports 

In 1975, a 28-year-old woman was referred to us for 

visual impairment in the left eye. Her family history was 

normal (Fig. 1). The patient's right eye visual acuity was 

20/20, while the left eye showed no light perception. 

Ophthalmoscopy yielded normal results in the right eye, 

while atrophic optic disc, attenuated retinal arterioles 

and bone spicule pigment clumping that had spread 

into the peripheral retina in association with 

maculopathy were observed in the left eye. Results of 

electroretinography were normal in the right eye and 

were not detectable in the left eye. On fluorescein 

angiography, the right eye was normal while the left eye 

showed diffuse hyperfluorescence due to pigment 

epithelial atrophy together with hypofluorescence 

corresponding to bone spicule pigment clumping. 

In 1976, her lO-year-old daughter was admitted to 

our Retinal Unit presenting anisometropic amblyopia in 

the left eye, with a 3 year history of bilateral visual 

impairment. On admission, visual acuity was 20/20 

(-0.75) in the right eye and 20/100 (-1.00 -4.00 X 10°) 

in the left eye. Ocular motility, anterior segment and 

intraocular pressure were normal; no relative afferent 

pupillary defect was found. Ophthalmoscopy showed 

typically defined, bilateral areas of chorioretinal atrophy 
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Fig. 1. Family pedigree. 
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Fig. 2. Fluorescein angiogram of the patient's daughter showing typical paravenous hyper fluorescence due to chorioretinal atrophy associated with 
hypo fluorescence corresponding to areas of pigment clumping. The girl's brother presented almost identical findings. 

with pigment clumping along the retinal veins. 
Peripapillary atrophy of the pigment epithelium was 
observed. The retinal vessels were of normal calibre. No 
macular involvement was found. Visual field testing 
with Goldmann perimetry revealed a central ring
shaped scotoma. Electroretinography showed slightly 
decreased A and B wave amplitudes for both scotopic 
and photopic functions with a normal implicit time. On 
fluorescein angiography, the paravenous atrophy was 
hyperfluorescent with evidence of choroidal vessels, 
while hypofluorescence corresponded to the areas of 
pigment clumping (Fig. 2). 

In 1976, we examined her 6-year-old son for fundus 
abnormalities; the patient had no visual symptoms. The 
best corrected visual acuity was 20/20 (-3.50 X 180°) in 
both eyes. Ophthalmoscopy, fluorescein angiography, 
visual field testing and electroretinography showed 
almost identical findings in the two siblings. 

The general physical examination was negative in all 
family members examined. Serology for syphilis, 
Toxoplasma and cytomegalovirus, as well as a skin test for 
tuberculosis, were negative. 

We followed up the mother, daughter and son until 
1998, performing clinical examinations, visual field 
testing, electroretinography and fluorescein 
angiography; no changes in the ocular findings were 
found. 

Comment 

Pigmented paravenous chorioretinal atrophy (PPCRA), 
first described by Brown in 1937, presents peculiar 
ocular characteristics consisting of bilateral areas of 
chorioretinal atrophy and pigment accumulation along 

the retinal veins. Patients are usually asymptomatic and 
diagnosis is performed at routine examination. As 
reported by Noble and Carr! the appearance of the 
fundus shows a marked variability among reported 
cases. 

While progression of PPCRA has been reported by 
Pearlman et al} the disorder is mostly stationary. Some 
authors described PPCRA with macular involvemene 
and optic nerve head drusen.4 These associations seem to 
be the exception rather than the rule. Although most 
cases of PPCRA are sporadic, Skalka5 first reported the 
occurrence of this disease in an affected father and son. 
To our knowledge, only two additional families have 
been described: Traboulsi and Maumenee6 reported a 
family with an affected mother and three sons, and 
Noble? described the disorder in three brothers. 
Unfortunately, due to the small size of the nuclear 
families, the authors were unable to establish the mode 
of inheritance. Dominant, recessive, X-linked and even 
Y-linked modes of transmission have been proposed. 

The diagnosis of the family we examined was 
unilateral retinitis pigmentosa with macular 
involvement in the mother and hereditary PPCRA in the 
daughter and son. We followed up the three patients 
from 1976 to 1998, and clinical and instrumental ocular 
findings remained unmodified, confirming the 
hypothesis that PPCRA is usually a non-progressive 
disorder. 

While the occurrence of PPCRA in two siblings with 
almost identical ocular findings strongly suggests an 
inherited disorder, we were unable to establish the 
mode of transmission. Although the mother and two 
children show different clinical features, we can 
hypothesise that, in this family, it is the pigment 



epithelial damage which has been transmitted in an 
autosomal dominant manner with variable expression. 
Such damage, in fact, may have different clinical 
manifestations. However, it is possible that both the 
mother and her husband are carriers of a recessive trait 
and that the occurrence of unilateral retinitis pigmentosa 
in the mother is coincidental. 
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Sir, 

Traumatic hyphaema and sickle cell retinopathy in a 
patient with sickle cell-haemoglobin E (HbSE) disease 
Hyphaema following blunt ocular trauma generally 
resolves spontaneously and has a good visual prognosis. 
However, coexisting systemic diseases can adversely 
affect outcome.1 We present a young man with sickle 
cell-haemoglobin E (HbSE) disease who developed 
multiple episodes of rebleeding, persistent elevation of 
intraocular pressure (lOP) and sickle cell retinopathy 
following traumatic hyphaema (TH). Spontaneous and 
complete reversal of retinal changes was observed on 
follow-up. 

Our case reflects the high risk for complications when 
hyphaema occurs in sickle cell patients.2 To our 
knowledge TH and sickle cell retinopathy have not 
previously been reported in association with HbSE 
disease. We emphasise the need for an aggressive 

therapeutic approach to the management of TH in HbSE 
disease with careful attention to the ocular and general 
condition. 

Case report 

A 23-year-old, previously healthy Omani man, 
presented with loss of vision in his left eye (LE) 
following blunt trauma. Ophthalmic examination 
revealed visual acuity limited to hand movements, a 
total hyphaema and lOP at 45 mmHg in the LE. The 
right eye (RE) was normal with a visual acuity of 6/6. 
The patient was hospitalised, advised strict bed rest in a 
propped-up position and commenced on acetazolamide 
(500 mg intravenously, followed by 500 mg q.i.d. orally), 
topical timolol 0.5% b.i.d. and topical dexamethasone 
0.1% q.i.d. 

Twenty-four hours later, the hyphaema had resolved 
and lOP was 28 mmHg. Haemoglobin electrophoresis 
revealed the presence of sickle cell-haemoglobin E 
(HbSE) disease (HbS, 66%; HbE, 33.5%; HbF, 0.5%). Fresh 
bleeding occurred the following day, filling half the 
anterior chamber, but lOP was normal at 16 mmHg. Due 
to recurrent bleeding, the hyphaema failed to resolve. 
Tranexamic acid was commenced on day 11 and 
subsequently a decrease in the level of the hyphaema to 
less than one-third of the anterior chamber was noted. 
However the lOP began to rise and was 40 mmHg on day 
16. Attributing the increased lOP to a paradoxical effect 
of acetazolamide in sickle cell patients,3 acetazolamide 
was replaced with oral glycerol initially and with 
intravenous mannitol later as the patient could not 
tolerate the former. Use of mannitol resulted in 
symptoms and signs of dehydration, necessitating its 
withdrawal. Acetazolamide was reinstated and 
administered along with intravenous fluids (0.9% 
dextrose saline with sodium bicarbonate supplements). 
Surgical intervention was contemplated at this stage but 
deferred, as control of lOP was achieved within 24 h. The 
hyphaema cleared up gradually over the next 1 week and 
patient was discharged after a hospital stay of 4 weeks, 
on topical timolol 0.5% b.i.d. and topical prednisolone 
0.5% t.i.d. 

Review 1 week later revealed normal visual acuity 
and visual fields and angle recession from 12 o'clock to 3 
0' clock in the LE. lOP was 16 mmHg RE and 10 mmHg 
LE. Fundoscopy revealed occluded peripheral retinal 
vessels bilaterally, more in the LE (Fig. 1). Fluorescein 
angiography showed hypofluorescent columns in the 
retinal periphery, confirming peripheral vascular 
occlusion in the LE (Fig. 2a); no abnormality was 
observed in the angiograms of the RE. Based on the 
above, a diagnosis of bilateral sickle cell retinopathy, LE 
> RE was made. On follow-up, 8 weeks later, fundus 
examination showed normal retinal vessels in the 
previously affected area and fluorescein angiography 
revealed normal retinal filling patterns in both eyes 
(Fig. 2b). 
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