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Abstract

Introduction: Eales’ disease is an idiopathic inflammatory venous occlusion primarily
affecting the peripheral retina. It commonly affects healthy young men aged 20-
30 years, and 50-90% of patients develop bilateral involvement. Retinal changes
include perivascular phlebitis, peripheral nonperfusion, and neovascularization. Case
Presentation: We present a case of bilateral Eales’ disease; a 38-year-old man presented
to our hospital with chief complaints of decreased and blurred vision, photopsia, and
floaters in both eyes. The best corrected visual acuity (BCVA) at the initial presentation
was hand movement in the right eye (RE) and 0.3 in the left eye (LE). The anterior segment
and intraocular pressure (IOP) were normal. Funduscopy of both eyes highlighted dense
vitreous opacity. In the RE, we found perivascular sheathing, perivascular exudates, dot
and flame shape intraretinal hemorrhages, and focal occlusion of retinal vessels. In the
LE, we found perivascular sheathing, perivascular exudates, and dot and flame shape
intraretinal hemorrhages. Initial optical coherence tomography (OCT) results show
central macular thinning. The disease resolved rapidly with an oral corticosteroid before
the patient underwent pars plana vitrectomy. Conclusions: Eales’ disease can be treated
with corticosteroids, anti-VEGF, laser photocoagulation, and pars plana vitrectomy.
Even though the patient was planned for pars plana vitrectomy, we tried initial therapy
using oral corticosteroids, which responded well to the patient’s chief complaints. OCT
results also showed improvement in macular thickness after the third follow-up. Oral
corticosteroid therapy shows good results in Eales’ disease treatment.
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Introduction

Eales disease is an idiopathic, occlusive perivasculitis primarily affecting
the peripheral retina bilaterally. This condition is characterized by retinal
nonperfusion, neovascularization, and recurrent vitreous hemorrhages.''! Eales
disease was first identified in the United States, Canada, and the United Kingdom
in the mid of the 19th century and early 20th century. Henry Eales?! first described
this disease as a syndrome characterized by recurrent vitreous hemorrhage in
young men, accompanied by epistaxis and constipation. Indian and Middle East
have reported the most cases in the last decade, with the incidence being one
in 200-250 ophthalmic patients. However, due to better health and lifestyle and
lower tuberculosis (TB) rates, Eales disease appears to have declined globally.®!
Most patients are young, healthy men between 20 and 40 years; the average
onset age is typically younger among Asians than Caucasians.?! In Indonesia,
there are no data regarding the prevalence of Eales disease, but in India, one
in 135 referral ophthalmic patients and one in 200-250 general eye hospital
patients have Eales’ disease.!

Inflammation (in the form of peripheral periphlebitis or vasculitis with
perivascular exudates), retinal occlusion (superficial retinal hemorrhages,
collaterals, and venovenous shunts, dot blot hemorrhages, and retinal edema),
and neovascularization are three characteristic vascular responses in determining
Eales disease’s progression.’! The progression of Eales disease was divided by
Charamis into four stages. In stage one, patients presented with a mild case of
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Figure 1. Ultrasonography of the (A) RE and (B) LE.

peripheral perivasculitis; stage two is characterized by
severe periphlebitis that involves larger vessels; stage

three was indicated by neovascularization and vitreous

hemorrhage, and complications caused by traction led to
stage four.P!

The majority of patients are asymptomatic during the
inflammatory and occlusion phases. The disease starts
with multiple peripheral, branch retinal vein occlusions
caused by inflammation, the most common clinical
manifestation is the presence of thin, solid white lines
representing venous sheathing. Since the occlusions
are primarily venous, they slowly develop, creating
compensation manifestations such as microaneurysmes,
capillary telangiectasia, collaterals, corkscrew vessels,
and venous beading. Long-term retinal ischemia causes
peripheral neovascularization in 80% of eyes.l! When
neovascularization causes vitreous hemorrhage, the
typical symptoms of Eales disease manifest a unilateral
sudden visual loss or blurring vision and floaters.!!
Recurrence often happens and can result in traction
retinal detachment due to gradual vitreous contraction,
macular edema, secondary rhegmatogenous retinal
detachment (RRD), and secondary neovascular glaucoma.
Fundus fluorescein angiography help evaluates vasculitis,
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Figure 2. Initial macular OCT of the RE and LE.
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ischemia, and neovascularization. It is essential to
perform a B-scan ultrasound before surgery to evaluate
posterior vitreous detachment (PVD), retina condition,
and tractional membranes that may be hidden by
vitreous hemorrhage.l”! Several diseases cause retinal
vascular sheathing or occlusion that may resemble
Eales’ disease, such as intermediate uveitis, multifocal
choroiditis (ocular disease), systemic TB, syphilis
(systemic inflammatory disease), and branch retina vein
occlusion (noninflammatory diseases).”!

Early intervention of Eales disease (within 3-6
months) improve visual outcomes. Various therapeutic
interventions, such as pharmacological treatment, laser
therapy, and/or surgery, can be used individually or
in combination, depending on the patient’s condition
and medical situation.! Corticosteroids treat active
vasculitis. Most unilateral cases respond to periocular
injection corticosteroids (triamcinolone acetonide).
Systemic corticosteroids (oral prednisolone, one mg/kg
body weight/day) should be considered for bilateral or
severe vasculitis or no response to periocular injections.
Some patients need low-dose maintenance. These two
routes of corticosteroids usually control Eales disease
inflammation.? The use of anti-VEGF (bevacizumab
and ranibizumab) in Eales disease is expected to
prevent retinal neovascularization and can be used as
adjuvants to laser photocoagulation and vitrectomy.!”!
Peripheral laser photocoagulation in the ischemic areas
bordering neovascularization is the treatment of choice
for the proliferative stage. Treatment can be extended
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Figure 3. Fundus image of the RE and LE at (A) the first follow-up, There
are perivascular sheathing (shown in blue circle), perivascular exudate
(shown in yellow circle), flame-shape haemorrhages (shown in black
circle), and focal occlusion of the retinal vessel (green circle) and (B) the
second follow-up.

posteriorly depending on retinal ischemia spread and
disc or posterior neovascularization. Photocoagulation is
contraindicated in active vasculitis. In persistent vitreous
hemorrhages, core vitrectomy is the choice of treatment.!®!
Eales’ disease can lead to several complications, including
cystoid macular edema, macular holes, persistent vitreous
hemorrhage, traction retinal detachment, neovascular
glaucoma, and epiretinal membrane formation.!

Case presentation

In this case presentation, we present A 38-year-
old man who came to Solo Eye Hospital, with a chief
complaint of decreased and blurred vision in both eyes
for the past two months. He also has symptoms of
photopsia and floaters. There was no history of trauma,
recurrent eye redness, eyeglasses, diabetes mellitus,
hypertension, persistent cough, persistent vomiting,
diarrhea for more than three weeks or weight loss, and
free sex. General examination results within normal
results. Ophthalmological examination revealed the best
corrected visual acuity (BCVA) at the initial presentation
was 0.3 inthe left eye (LE) and hand movement in the right
eye (RE). Ocular motility was normal with intraocular
pressure (IOP) result 12.3mmHg on the RE and 13.0 on
the LE. Anterior segment examination within normal
limits in both eyes. In the posterior segment (funduscopy
indirect) of RE, we found exudative retinal detachment,
vitreous hemorrhage, blood dot retinal hemorrhage, and

Fibularis, Wibawaty

neurovascularization. We found vitreous hemorrhage,
blood dot retinal hemorrhage, neurovascularization, and
posterior vitreous detachment (PVD) on the LE.

We consulted the patient to an internist to rule out
other possibilities of systemic disease that can cause
retinal vasculitis (ex. TB, syphilis, and toxoplasmosis)
with the laboratory examination: leucocyte 7.800/ul,
hemoglobin 14.6 g/dl, eritrosit 4.39 jt/ul, trombocvte
333.000/u, HbsAg (-), HIV non-reactive, fasting blood
sugar 100 mg/dL, venereal disease research laboratory
(VLDR) and treponema pallidum haemagglutination
assay (TPAH) test negative, Anti Toxoplasma IgG & IgM
negative, and X-ray thorax within normal limit. The
internist stated that no systemic disease that could cause
retinal vasculitis could be found in this patient.

The ultrasonography (USG) shows RE retinal
detachment, while LE shows PVD (Figure 1). Initial
macular optical coherence tomography (OCT) of both
eyes highlighted that the macular image of the RE is less
distinct due to the vitreous hemorrhage, whereas the LE
shows macular edema (Figure 2). Based on history taking,
ocular examination, USG, macular OCT, and laboratorium
result, we diagnosed the patient with Eales disease and
started the treatment with methylprednisolone 24 mg in
the morning and afternoon.

A month after the therapy with an oral corticosteroid,
the blurred vision and floaters in both eyes had already
decreased. General examination results were normal.
Ophthalmological examination revealed the best BCVA
was 1.0 in the RE and 0.6 in the LE. Ocular motility and
anterior segment examination were normal, IOP result of
13 mmHg on the RE and 14.7 on the LE. In the posterior
segment examination in the RE, there is no sign of cystoid
macular edema and decreased vitreous hemorrhage.
There are neovascularization, cystoid macular edema, and
vasculitis on the LE, with decreased vitreous hemorrhage.

A Fundus image of both eyes performed on the second
visit highlighted dense vitreous opacity. In the RE, we
found perivascular sheathing, perivascular exudates,
dot and flame shape intraretinal hemorrhages, and
focal occlusion of retinal vessels. In the LE, we found
perivascular sheathing, perivascular exudates, dot and
flame shape intraretinal hemorrhages (Figure 3A).
The macular OCT shows thickening on the nasal and
inferior segment of the RE macula and macular edema
with subfoveal fluid in the LE (Figure 4A). We continue
the treatment with methylprednisolone 16 mg in the
morning and afternoon.

Three months after the therapy with an oral
corticosteroid, blurred vision and floaters in both eyes
were no longer present. General examination results were
normal. Ophthalmological examination revealed that the
BCVA was 1.0 in the RE and 1.0 in the LE. Ocular motility
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Figure 4. Macular OCT of the RE and LE at (A) the first follow-up, there is RE perimacular thickening and LE macular edema and (B) second follow-up.

and anterior segment examination were normal, with
IOP result of 11.3 mmHg on the RE and 12,3 on the LE. In
the posterior segment examination in the RE, there is no
sign of cystoid macular edema and vitreous hemorrhage.
There is decreased neovascularization, cystoid macular
edema, and vasculitis on the LE. The fundus image of both
eyes highlighted the decrease in perivascular sheathing
and perivascular exudates with no hemorrhage in the
RE, while in the LE, there are neovascularization, retinal

66

scarring, and perimacular exudates (Figure 3B), while
the third macular OCT shows normal RE macular and
macular thickening on LE (Figure 4B). OCT angiography
in RE is normal, while LE shows epiretinal membrane
(ERM) (Figure 5). We continue the treatment with
methylprednisolone 8 mg in the morning.

Discussion and conclusions
Eales’ disease is an idiopathic inflammatory venous
occlusion that primarily affects the peripheral retina
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affecting predominantly healthy young men between the
ages of 20 and 40. Changes to the retina include extensive
periphery ischemia, perivascular sheathing, and
neovascularization. Recurrent vitreous hemorrhages are
the most common cause of vision loss. In Eales disease,
75% of patients have floaters, and 60% have blurred vision
due to vitreous hemorrhage, although the patient often
has no symptoms early in retinal perivasculitis. The
patient with bilateral Eales’ disease is around 50-90%.[°!
Retinal neovascularization occurs in up to 80% of patients.
Neovascularization can form on the disc (NVD) or retina
(NVE). This neovascularization bleeding and vitreous
hemorrhage are common and often recurring, causing
vision loss. Isolated vitreous hemorrhages usually resolve
without vision impairment.®!

USG is needed to detect retinal detachment, whether
traction, rhegmatogenous, or combined, when vitreous
hemorrhage obscures the view of the fundus.”! Peripheral
vasculitis is an essential sign of this disease. It looks like
sheathing in peripheral blood vessels due to peripheral
exudate. Signs of retinal vein blockage can appear when
many of these veins are affected.

Eales’ disease is treated symptomatically. It aims to
reduce retinal perivasculitis and vitreous, reduce the risk
of vitreous hemorrhage caused by forming new blood
vesselsin the retinaand/or optic nerve fibers due to retinal
detachment, and surgically remove unabsorbed vitreous
hemorrhage and/or vitreous membrane. Corticosteroids,
anti-VEGF therapy, photocoagulation with or without
anterior retinal cryoablation, and vitrectomy are used in
various disease stages.!®!

In this case, a 38-year-old man came to our hospital
complaining of decreased and blurred vision, photopsia,
and floaters in both eyes. The BCVA at the initial
presentation was hand movement in the RE and 0.3 in the
LE. The anterior segment and IOP were normal. We found
vitreous hemorrhage, blood dot retinal hemorrhage, and
neurovascularization in the RE and LE posterior segment.
USG shows RE retinal detachment in this patient, while
LE shows PVD.

The patient has no history of trauma, recurrent eye
redness, eyeglasses, diabetes mellitus, hypertension,
persistent cough, persistent vomiting, diarrhea for
more than three weeks or weight loss, and free sex.
Based on lab results and internist examination, we can
rule out TB, HIV, syphilis, and toxoplasma as causes of
retinal vasculitis in this patient. It is important to rule
out systemic infections and noninfectious diseases
that can mimic Eales’ disease symptoms, such as TB,
syphilis, sarcoidosis, toxoplasmosis, systemic lupus
erythematosus, and Behcet disease.!'"]

Initial funduscopy of both eyes highlighted dense
vitreous opacity. In the RE, we found perivascular
sheathing, perivascular exudates, dot and flame shape
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intraretinal hemorrhages, and focal occlusion of retinal
vessels. We found perivascular sheathing, perivascular
exudates, dot and flame shape intraretinal hemorrhages
in the LE. Initial macular OCT of both eyes highlighted
that the macular image of the RE is less distinct due to
the vitreous hemorrhage, whereas the LE shows macular
edema. Although Eales’ disease primarily affects the
peripheral retina, macular involvement is possible.
Macular edema and the epiretinal membrane was the
most common symptom./'?!

We choose first-line therapy for Eales disease, a
corticosteroid. We choose corticosteroids as therapy
because of several benefits: systemic corticosteroids are
the primary treatment for active vasculitis, particularly in
cases of severe bilateral involvement!"?; corticosteroids
are recommended for widespread vasculitis, vision-
threatening vasculitis, and macular edema because
corticosteroids reduce retinal inflammation!#);
corticosteroid is more affordable than other therapy
choices, such as anti-VEGF therapy, photocoagulation,
and vitrectomy; patient does not need hospitalization
and can be treated as an outpatient; no risk of infection
after injection or surgery; and in most cases, Eales
disease responds very well to corticosteroids. However,
corticosteroids can cause side effects such as weight gain,
mood changes, difficulty sleeping, increased blood sugar,
increased risk of infections, cataracts, and glaucoma.!'
Thus, we must monitor the patient monthly to adjust
the dosage and stop treatment after recovery. Other
therapies, such as anti-VEGF and vitrectomy, are also
considered if the patient’s condition does not improve
(ex., severe neovascularization and persistent vitreous
hemorrhage) during monthly control to the hospital.

We gave oral methylprednisolone instead of a
periocular injection because this patient has bilateral
Eales diseases. We start with methylprednisolone with
an initial dosage of 0.6-1 mg/kg weight of the patient.
In this patient, we use 24 mg given in the morning
and afternoon and tapering off to 8 mg in the morning
during four months of therapy. The patient responded
well to oral corticosteroid therapy; blurred vision and
eye floaters were absent. His BCVA was 1.0 in the RE
and 1.0 in the LE, and vitreous hemorrhage already
subsided in both eyes. Macular OCT results also showed
improvement in macular thickness after the third
follow-up. OCT angiography in RE is normal, while LE
shows ERM. We also do optical coherence tomography
angiography (OCT-A) in monitoring Eales’disease because
it is a non-invasive imaging technique that can detect
neovascularization and show deep capillary plexus
changes. In patients with macular involvement, OCT-A
showed enlarged superficial capillary plexus (SCP) and
deep capillary plexus (DCP) areas.['>}'6] Since there is an
ERM in LE OCT-A, we considered performing membrane
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Figure 5. Angiography image of the RE and LE.

peeling surgery on the LE if the patient perceives visual
impairment in the future, which is usually the patient
experiences distortion (the patient sees curved or
crooked lines).

Corticosteroids are the primary therapy for Eales’
disease in the active perivasculitis stage to control
inflammation. Oral and topical corticosteroids are used
to control retinal vasculitis. Dosage must be adjusted for
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Angiography (Outer retina

Angiography (

each patient based on inflammation severity. In this case,
oral corticosteroid therapy shows good results in Eales’
disease treatment.
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