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Abstract: Retinal capillary hemangioblastomas (RCH) are usually associated with
von Hippel-Lindau (VHL) disease although they may present as a solitary tumour
without systemic involvement. We present a case report on a healthy young female
who is found to have a solitary retinal capillary hemangioblastoma. The presenting
ocular complaint was floaters and on examination vision was 6/6. Clinical findings
and angiographic studies supported the diagnosis. She was initially observed as her
vision was good and there was no macula involvement. Unfortunately she suffered a
drop in visual acuity and was then subjected to five intravitreal Ranibizumab
injections and cryotherapy. She managed to retain best corrected visual acuity

DOI: (BCVA) of 6/9 following treatment. This case report is to highlight the unusual
10.36347/sjmcr.2018.v06i04.011 | occurrence of solitary retinal capillary haemangioblastoma, various possible
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differential diagnoses to be considered and the treatment options available.
[=] 7.2 [=]

INTRODUCTION

Retinal capillary haemangioblastoma (RCH) is one of the presenting
features of von Hippel Lindau (VHL) disease and may lead to visual impairment if
undetected [1]. Approximately 50% of patients found to have solitary RCH are
expected to be diagnosed with VHL disease [2].

However the risk of diagnosis reduces with
increasing age. We present a case report on a young
female with solitary RCH who presents with floaters as
the only ocular complaint. The possible differential
diagnoses and treatment are outlined as below.

CASE REPORT

A 31 year old lady who was premorbidly well
presented to the Eye Casualty clinic with the complaint
of left eye floaters. The floaters had been present for 5
years and had not been worsening. There were no
flashes of light, blurring of vision, eye pain, eye
redness, tearing or discharge. There was also no history
of trauma.

On ocular examination, visual acuity (VA) for
both eyes were 6/6, N6. There was no relative afferent
pupillary defect. Anterior segment examination and
intraocular pressures were normal bilaterally. The left
eye fundus showed a retinal capillary
haemangioblastoma in the superotemporal quadrant
supplied by two dilated and tortuous retinal veins. There
was no surrounding subretinal fluid seen. At the macula
there was an epiretinal membrane and presence of
collaterals. Otherwise, there were no retinal exudates or
vitreous haemorrhage. Right eye fundus and systemic
examination were unremarkable.
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Fig-1 [a,b]: Fundus picture shows retinal capillary haemangioblastoma and feeder vessels

Optical Coherence Tomography (OCT) macula
done showed minimal subretinal edema superiorly, not
involving the fovea. Fundus fluorescein angiography
(FFA) showed leakage and presence of feeder vessels.
We scheduled a Magnetic Resonance Imaging (MRI)
scan of Brain and Ultrasound Abdomen for her in which
results were normal. She was given monthly follow-up
during which her vision and condition remained stable.

Five months later during her clinic visit, we
noted her best corrected visual acuity (BCVA) dropped
to 6/18 over the affected eye. She did not have any new
symptoms and clinical examination revealed no
increasing macula oedema, exudates or retinal
detachment. Serial OCT macula showed stable minimal
subretinal fluid not involving fovea. In view of her drop
in VA she was treated with a total of five intravitreal
Ranibizumab injections. However after the third
injection, subretinal fluid level remained the same. She
then underwent left eye anterior cryopexy following
which repeat FFA showed reduction in leakage. Two
weeks later vision improved to 6/12 pinhole 6/9. OCT
macula one week post procedure showed further
reduction in subretinal fluid.

DISCUSSION

Von Hippel-Lindau (VHL) disease is a familial
cancer syndrome characterized by multi systemic
tumours and cystic lesions. [1] When our patient
presented to the Eye Casualty with a retinal capillary
haemangioblastoma (RCH), one of the top differentials
were von Hippel Lindau (VHL) disease. This is as RCH
is the most common and earliest presentation of von
Hippel Lindau disease. [2] The incidence of RCH in
VHL disease has been reported to range from 49% to
85%. [3] This patient was screened for VHL disease via
Ultrasound Abdomen and Magnetic Resonance Imaging
(MRI) brain to look out for intracranial haemangioma,
renal cell carcinoma, pheochromocytoma and
pancreatic cysts. [3] However this patient was found to
only have a solitary RCH and there was no evidence of
systemic disease. Few criteria that suggest VHL disease
are multiple retinal RCH lesions (2 or more), other
manifestations of VHL disease or positive family
history [2].

This patient presented not far off from the
average age of onset of 25 years [1]. However she
presented with a unique complaint of floaters instead of
blurring of vision. This is likely due to the peripheral
location of the tumour which was not significant
enough to cause visual impairment. In certain cases,
peripheral tumours may also lead to decrease in vision
if there is significant increase in size, increase in
vascular permeability (leading to accumulation of
subretinal fluid) and presence of hard exudates at
macula [4]. The floaters were attributed to the minimal
vitreous condensation seen in the fundus.

A few differentials for a RCH would include
retinal microaneurysm or Coats disease. In a retinal
microaneurysm there would be round or fusiform
dilatation of retinal arteriole usually from a branch of
the supero-temporal vessels [5]. In the latter, the age of
presentation is during childhood and the abnormal
vasculature is seen more diffusely [3]. Another
differential would be retinal cavernous haemangioma
however there would not be prominent feeder vessels as
seen in our patient. Meanwhile, vasoproliferative
tumours may present in a similar manner but are
commonly found at the inferior quadrant and lack
feeder vessels [3].

Treatment of retinal capillary
haemangioblastoma is varied as it largely depends on its
location, size and associated complication [1]. In this
patient we initially observed her first as her vision was
good and there was no involvement of the fovea. Active
surveillance is recommended for those with peripheral
tumours < 500um in size with no exudation [1]. After
her vision reduced to 6/18 unaided, we administered
intravitreal Ranibizumab injections in an effort to try
and reduce the size of the haemangioblastoma.
Intravitreal anti-vascular endothelial growth factors
(VEGF) are thought to be useful in treating RCH due to
poor regulation of VEGF in the disease [7]. In a study
done by Wong et al, intravitreal Ranibizumab injections
done every four weeks delivered minimal beneficial
effects [6]. However it was admitted that future studies
were needed to determine the definitive role of anti-
VEGEF in treatment of RCH [6].
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After five injections of Ranibizumab, our
patient was treated with cryotherapy. Based on a study
done by Atik et al. cryotherapy is thought to result in
reduction of subretinal fluid [1]. Indications for
cryotherapy included large peripheral tumours more
than 3mm in size with subretinal fluid as seen in our
patient [1,3]. Other options of treatment are laser
photocoagulation which is usually reserved for small
RCH located in the posterior pole in eyes with clear
media [3].

CONCLUSION

In conclusion, solitary RCH are uncommon
findings in ophthalmology and due treatment is
indicated when necessary to preserve visual outcome.
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