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Introduction:

A 52-year old man with an ocular his-
tory of LASIK surgery OU present-
ed for an evaluation of a retinal
lesion in the left eye. Other than
presbyopia-related symptoms,
the patient denied any recent
vision changes. His medical
history is only significant
for hypertension and
asthma.

Examination:

The patient’s best-correct-
ed visual acuity(BCVA) was
20/25 in the right eye and
20/20 in the left eye. Pupillary
exam did not reveal an afferent
pupillary defect and intraocular pressures
were within normal limits. Slit-lamp exami-
nation showed a normal anterior segment
exam bilaterally. No abnormalities were noted
in the posterior pole of the right eye. Dilated fun-
dus exam of the left eye showed rare drusen in the
macula and a solitary red-orange mass with associated
feeder and draining vessels in the periphery (Figure 1).
There was no evidence of any surrounding exudation or
excessive subretinal fluid.

Fluorescein angiography of the left eye demonstrated
hyperfluorescence of the lesion with highlighting of the
feeder artery as well as draining vein. There were no
significant findings in the fellow eye (Figure 2). These
clinical and angiographic findings were suggestive of a
retinal capillary hemangioma and a more thorough his-
tory focused on characteristics of von Hippel-Lindau
(VHL) disease was performed. Fortunately, a complete

Figure 1. Fundus photograph of the left
eye showing a solitary red-orange mass
with associated feeder and draining
vessels in the periphery.

review of systems and family history
query were unremarkable and fur-
ther work-up was deferred to the
patient’s primary care doctor. Given
the lack of exudation and peripheral
location of the lesion, the patient has
been successfully and conservative-
ly managed with obser-
vation for 8-months
without any
visual ~ com-
plaints or
complica-
tions.

Discussion:

Retinal capillary
hemangiomas (RCH)

are benign vascular tumors
of the retina and can occur either sporadically or as an
ocular manifestation of VHL disease.! VHL is an auto-
somal dominant disease that has high age-dependent
penetrance. The affected gene in VHL disease is a tumor
suppressor gene on chromosome 3, where mutation
leads to abnormal degradation of hypoxia inducible fac-
tor (HIF). The presence and activation of HIF stimu-
lates proangiogenesis factors including vascular
endothelial growth factor (VEGF), platelet-derived
growth factor, erythropoietin, transforming growth fac-
tor and also affects extracellular matrix remodeling and




resistance to apoptosis.?2 Screening recom-
mendations for VHL disease are
based on the clinical diagnosis,
which is defined as the presence
of central nervous system
(CNS) or retinal heman-
gioblastomas, a single CNS
or retinal hemangioblas-
toma with an associated

(A) Fluorescein angiography of the left
eye showing hyperfluorescence of the
lesion with highlighting of the feeder
artery as well as draining vein.
(B) Late image of the lesion.

Treatment:

Various approaches have

with visceral manifestation been described in the man-

(pancreatic, renal or hepat-
ic cysts, pheochromocy- | _
toma, or renal cancer), or \“\ 5
any of the previously men-
tioned pathologic findings and
a positive family history. Genetic
testing in VHL is highly specific
and sensitive and is conducted in spe-
cific circumstances involving high-risk
individuals.3

agement of RCHs and
include observation, laser
photocoagulation, cryother-
T apy, plaque radiotherapy,
and surgery. The treatment
modality is often determined
based on the size, location, and
secondary effects of the RCH. Careful
observation is appropriate in small (up to
500 pm) RCHs without exudation or subretinal
fluid. Laser photocoagulation, which is applied
over several sessions, is most effective for
tumors < 1.5 mm but may be used in

Although multiple organ systems are
affected by VHL disease, ophthalmol-
ogists often play a pivotal role in
diagnosing patients because
RCHs are the most frequent
and among the earliest mani-
festations of the condition.!
Classically described as an
orange-red retinal mass
that can vary in size with
dilated feeder vessels,
RCHs can be located in the
peripapillary region or in

lesions up to 4.5mm. For anteriorly
located RCHs (>3.0mm diame-
ter) with associated subretinal
fluid, treatment with
cryotherapy is preferred
over photocoagulation.5 In
advanced cases, particular-
ly patients with severe
exudative or tractional reti-
nal detachments, pars plana

the retinal periphery. Vision vltr.cctm.'ny may be
loss associated with RCH is required.®

due to development of subreti-
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