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A 55-year-old woman with no known systemic disorder and without any history of ocular disease, trauma, and surgery presented with
a nonremitting conjunctival redness on her left eye that was existing since her childhood. On ophthalmological examination, an
extremely rare coexistence of isolated unilateral bulbar conjunctival telangiectasia and ipsilateral retinal vascular tortuosity without
any systemic and neuroradiological association was detected. We aimed to demonstrate this rare vascular coexistence and discuss

differential diagnosis of the underlying causes.

1. Introduction

Conjunctival telangiectasia is a rarely encountered ocular
finding which can be described as the presence of tiny dilata-
tions of conjunctival blood vessels. It can be congenital and
can accompany some systemic syndromes such as hereditary
hemorrhagic telangiectasia (Rendu-Osler-Weber disease),
ataxia telangiectasia, Fabry’s disease, Alport syndrome, and
Bloom syndrome or can be acquired especially secondary to
some chronic ocular surface disorders such as ocular rosacea
[1-4]. Conjunctival telangiectasia may involve one or both of
the arterial and venous systems; it can occur unilaterally or
bilaterally, and it can be localized or generalized.

Herein, we report an extremely rare coexistence of iso-
lated unilateral bulbar conjunctival telangiectasia and ipsilat-
eral retinal vascular tortuosity without any systemic or
neuroradiological association and aim to discuss the differen-
tial diagnosis of the possible underlying diseases.

2. Case Report

A 55-year-old woman with no known systemic disorder and
without any history of ocular disease, trauma, and surgery
presented with a nonremitting conjunctival redness on her
left eye that was existing since her childhood. Since she has

never reported none of the ocular symptoms such as burning
and foreign body sensation accompanying to redness in her
eye, she had received several topical treatments including
artificial tear drops, steroids, antibiotics, and nonsteroidal
anti-inflammatory eye drops with poor response. She denied
any family history and accompanying dermatological disor-
der or any systemic diseases such as hypertension, diabetes,
and hyperlipidemia.

Static and dynamic assessment of both eyelids were nor-
mal without any port-wine stain, hemangioma, or facial
abnormality. There was no exophthalmos or globe deviation.
On ophthalmological examination, the best-corrected visual
acuity was 20/20 in both eyes; intraocular pressure was
16 mmHg in the right and 17 mmHg in the left eye. Slit-
lamp anterior segment examination of the right eye was nor-
mal; however, left eye revealed conjunctival and episcleral
vascular dilation and tortuosity with an accompanying bul-
bar conjunctival telangiectasia most prominent in the lower
conjunctiva near to limbus (Figures 1(a)-1(c)). The dilated
examination of the fundus and fluorescein angiography was
normal in the right eye; contrary, the retinal vessels were
strikingly tortuous and slightly dilated in all four quadrants
of the left eye without any other accompanying retinal find-
ings such as exudation or hemorrhage (Figures 2(a)-2(d)).
The optic disc and macula were normal bilaterally. There
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FIGURE 1: (a) Anterior segment picture of the right eye depicting normal conjunctival and episcleral vessels. (b, ¢) Anterior segment picture of
the left eye depicting the conjunctival and episcleral vascular dilation, tortuosity, and conjunctival telangiectasia.

was no mass lesion, retinal capillary haemangioma, choroidal
haemangioma, or racemose angioma in the retinal periphery
on indirect ophthalmoscopy. Fundus autofluorescence imag-
ing and optical coherence tomography angiography of the
left eye revealed a striking retinal vascular tortuosity; optical
coherence tomography imaging scans were normal for both
eyes (Figures 3(a)-3(c)). Schirmer I and tear break-up time
tests were within normal limits bilaterally.

The patient was referred to internal medicine, cardiology,
dermatology, and neurology departments in order to exclude
some systemic syndromes that can accompany conjunctival
telangiectasia such as hereditary hemorrhagic telangiectasia
(Rendu-Osler-Weber disease), ataxia telangiectasia, Fabry’s
disease, Alport syndrome, and Bloom syndrome and some
systemic diseases that can accompany retinal vascular tortu-
osity such as systemic hypertension, pulmonary arterial
hypertension, atherosclerosis, polycythemia vera, and sickle
cell anemia. Neuroradiological assessment including brain
and orbital magnetic resonance imaging with magnetic reso-
nance angiography was performed in order to exclude any
accompanying retroorbital or cranial vascular abnormality
and caroticocavernous fistula. After all those aforementioned
evaluations, no systemic coexistence was identified.

The patient was monitored for visual acuity, intraocular
pressure, slit-lamp anterior segment, and fundus examina-
tions during follow-up visits. The clinical findings were stable
without any symptoms, and there was no change in the
appearance and shape of the conjunctival, episcleral, and ret-
inal vessels 12 months after initial examination.

3. Discussion

We herein report an extremely rare ocular abnormality of
isolated unilateral bulbar conjunctival telangiectasia and ipsi-
lateral retinal vascular tortuosity. Despite thorough systemic
evaluation and imaging, we could not able to demonstrate
any systemic or neuroradiological association, and ocular
findings were stable during a 1-year follow-up duration.
The most commonly encountered and well-defined
systemic syndromes that can accompany conjunctival telan-
giectasia are hereditary hemorrhagic telangiectasia (Rendu-
Osler-Weber disease) and ataxia telangiectasia, and rarely
Alport syndrome, Fabry’s disease, and Bloom syndrome.
Hereditary hemorrhagic telangiectasia (Rendu-Osler-
Weber disease) is characterized by bleeding telangiectasias
throughout various vascular beds in the body. Eye
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F1Gure 2: Colour fundus photograph of the right (a) and the left (b) eyes. Fundus fluorescein angiography of the right (c) and the left (d) eyes,
showing normal retinal vasculature on the right and the convoluted and slightly dilated arteries and veins on the left eye.

involvement occurs in 45-65% of patients, and the most com-
mon lesions are conjunctival telangiectasias in the palpebral
conjunctiva [4]. There are also some reports in the literature
defining hemolacria as a finding of hereditary hemorrhagic
telangiectasia [4-6]. Unilateral and bilateral conjunctival
involvement has been reported in the literature. Dilatation
of retinal vessels due to retinal arteriovenous malformation
has been rarely seen [4, 5]. So, it was also considered in the
differential diagnosis of our patient. Diagnosis of the disease
is based on clinical findings of mucosal and/or skin lesions
and bleeding from the lesions, and a family history [4]. How-
ever, the patient in this case had no recurrent epistaxis,
hemolacria, muco-cutaneous telangiectasias, or family his-

tory of the disease. Choroidal telangiectasia was also reported
in a patient with hereditary hemorrhagic telangiectasia by
using indocyanine green (ICG) angiography [7]. Although
retinal arteriovenous malformation was excluded by using
fundus fluorescein angiography, we could not completely
exclude the possibility of the presence of choroidal telangiec-
tasia, since we did not perform ICG angiography.

Ataxia telangiectasia is an autosomal recessive disorder
primarily characterized by immunodeficiency, radiation sen-
sitivity, and cancer susceptibility along with some neurologi-
cal findings such as cerebellar degeneration [8]. In ataxia
telangiectasia, conjunctival-cutaneous telangiectasia are the
main ocular findings. However, retinal telangiectasia or



Ficure 3: Fundus

autofluorescence (a), optical coherence
tomography (b), and optical coherence tomography angiography
(c) imaging of the left eye.
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retinal vascular changes are not evident [9]. Our patient is an
otherwise healthy adult which also excludes the possibility of
this diagnosis.

Conjunctival and retinal vascular tortuosity and dilata-
tion are common in Fabry’s disease. However, these often
present bilaterally and vascular involvement that is mostly
combined with vortex keratopathy (cornea verticillata) and
lens opacity with a “spoke-like” pattern at the posterior
capsule in Fabry disease [10]. These findings correlate with
progressive deposition of glycosphingolipids in the ocular
structures.

Caroticocavernous fistula should also be kept in mind in
a patient with unilateral conjunctival and retinal vascular
dilatation and tortuosity, which is an abnormal connection
between the cavernous sinus and the carotid artery system
and usually occurs unilaterally. These patients may have
signs and symptoms such as corkscrew episcleral blood ves-
sels in association with conjunctival chemosis and dilated,
tortuous retinal veins with retinal hemorrhage, as well as
proptosis, pulsating exophthalmos, diplopia, ophthalmople-
gia, elevated intraocular pressure, and audible bruits [11,
12]. The patient was referred to a neuroradiology unit in
order to exclude caroticocavernous fistula in the process of
differential diagnosis; however, brain and orbital magnetic
resonance imaging along with magnetic resonance angiogra-
phy scans, all were normal.

Familial retinal arterial tortuosity is another rare disease
that should be kept in mind in differential diagnosis of retinal
vascular tortuosity, which is an autosomal dominant disorder
affecting the retinal arterioles rather than the venous system
[13]. In some cases, it has been reported that the retinal arte-
riolar tortuosity is accompanied by bulbar conjunctival telan-
giectasia [14]. Retinal arterioles typically appear in corkscrew
and spiral shapes and can lead to recurrent visual symptoms
complicated by preretinal and intraretinal hemorrhages [15].
Systemic involvement of nonocular vascular beds has been
demonstrated in a few cases [16]. However, the diagnosis is
mainly based on clinical findings of bilateral tortuosity of
small and medium-sized arterioles in the peripapillary and
macular regions contrary to our patient which has unilateral
involvement.

Impending retinal vein occlusion can also be considered
in differential diagnosis of unilateral retinal venous dilata-
tion and tortuosity. However, both retinal and venous sys-
tems were involved in our patient. There is also no defined
association of impending vein occlusion with conjunctival
telangiectasia.

Last but not least, some acquired causes such as chronic
phases of some ocular surface disorders should also be con-
sidered in the differential diagnosis of conjunctival telangiec-
tasia [3, 17, 18]. Of these, ocular rosacea is the mostly
encountered one. However, unilateral involvement in our
patient and absence of symptoms such as foreign body sensa-
tion and burning; absence of ocular findings such as meibo-
mian gland dysfunction, blepharitis, lid margin erythema
and irregularities, and tarsal conjunctival telangiectasia
helped us to exclude acquired causes in differential diagnosis.

In conclusion, isolated unilateral bulbar conjunctival tel-
angiectasia and ipsilateral retinal vascular tortuosity without
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any systemic or neuroradiological association is an extremely
rare coexistence. A detailed and thorough systemic evalua-
tion is necessary to exclude some severe diseases as the
underlying cause in these patients.

Consent

A written informed consent was obtained from the patient to
publish medical data and figures described in this case report.
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