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Abstract
We report a bilateral case of type 1 idiopathic macular telangiectasia (IMT) in a female patient. 
A 40-year-old otherwise healthy female with gradual vision loss since 2 years ago with best-
corrected visual acuity of 20/400 in both eyes was referred. Her past medical history was 
negative for any systemic disease including diabetes and systemic hypertension. Color fundus 
photography showed bilateral loss of normal foveal reflex with macular edema. Fluorescein 
angiography demonstrated symmetric perifoveal telangiectasia mainly in the superior and 
nasal macula in both eyes with late staining and leakage. Spectral-domain optical coherence 
tomography revealed significant intraretinal fluid bilaterally and subretinal fluid in the left eye. 
Optical coherence tomography angiography (OCTA) revealed obvious saccular parafoveal 
capillary telangiectasia and capillary dropout as well as decreased vascular density in both 
superficial and deep capillary plexus. Deep capillary plexus involvement in OCTA was more 
evident than superficial plexus. Based on the patient’s medical history and multimodal imag-
ing, the diagnosis of bilateral IMT type 1 was made. The patient underwent 5 intravitreal 
monthly injection of bevacizumab in both eyes, which resulted in macular edema resolution. 
However, after 3 months of discontinuation of intravitreal bevacizumab, macular edema re-
lapsed. In conclusion, type 1 IMT can occur bilaterally in an otherwise healthy female patient 
as a very rare presentation. To the best of our knowledge, this case is the 4th case of bilat-
eral type 1 IMT reported in a female.
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Introduction

Idiopathic macular telangiectasia (IMT) is a retinal vascular disease classified by Gass 
and Blodi [1]. On the basis of biomicroscopic and fluorescein angiographic features, 3 general 
types have been described. IMT type 1 is an aneurysmal telangiectasia mainly affecting men 
unilaterally and is divided into 2 subtypes: type 1A is characterized by prominent telangiec-
tatic retinal capillaries usually at the temporal half of the macula that involves 2 disc diam-
eters or more. Vascular leakage, cystoid macular edema, and yellowish exudation as a variant 
of Coats’ disease can be seen. More than 90% of patients are males with unilateral involvement. 
Type 1B also shows similar male preference, unilaterality, and biomicroscopic and fluo-
rescein angiographic features, and the only difference is that the extent of telangiectatic 
involvement in retinal capillaries is less than IMT type 1A.The severity of disease and visual 
impairment is also milder [1].

More recently, Yannuzzi et al. [2] merged the type 1A and 1B subgroups into type 1 aneu-
rysmal telangiectasia [3]. Distribution of retinal involvement is varied from vascular lesions 
in the para-macular or juxtafoveal area to focal vascular changes in the mid-periphery and 
even in anterior retina. IMT type 1 is usually considered to be a form of Coats’ disease. Optical 
coherence tomography shows macular edema and foveal exudative cystic changes. On fluo-
rescein angiography (FA), telangiectatic vessels are visible, filling promptly in both super-
ficial and deep juxtafoveolar capillary plexus. Minimal non-perfusion or capillary ischemia 
and cystic or non-cystic macular edema as late intraretinal staining and leakage can also be 
seen [2, 4, 5].

As we mentioned, type 1 IMT is unilateral parafoveal telangiectasia that typically occurs 
in males. We report a case of a 40-year-old woman with bilateral type 1 IMT. To the best of 
our knowledge, this case is the 4th case of bilateral type 1 IMT reported in a middle-aged 
healthy female [2, 3].

Case Report

A 40-year-old woman referred to our clinic complaining of gradual vision loss in her both 
eyes since about 2 years ago. Her best-corrected visual acuity was 20/400 in both eyes. Her 
past medical history was unremarkable. Anterior segment examination had no significant 
point. Color fundus photography showed bilateral loss of normal foveal reflex with macular 
edema. Moreover, hard exudates could be seen in the inferotemporal retina of the right eye. 
Early- and late-phase FA (Spectralis, Heidelberg Engineering, Heidelberg, Germany) showed 
perifoveal telangiectasia and microaneurysms mainly in the superior and nasal area of 
macula in both eyes with late staining and leakage. Blue-wavelength autofluorescence 
showed bilateral abnormal hyper-autofluorescence areas due to cystoid macular edema. 
FA and blue-wavelength autofluorescence showed highly symmetric changes in both eyes 
(Fig. 1, 2).

Spectral-domain optical coherence tomography (Spectralis Heidelberg Engineering, 
Heidelberg, Germany) demonstrated significant intraretinal fluid bilaterally and subretinal 
fluid in the left eye. Central macular thickness measured up to 721 μm on the right eye and 
673 μm on the left eye. Optical coherence tomography angiography (OCTA; Optovue, Inc, 
Fremont, CA, USA) was applied for this patient. OCTA revealed obvious saccular parafoveal 
capillary telangiectasia, capillary dropout and decreased vascular density in both superficial 
and deep capillary plexus. Deep capillary plexus involvement in OCTA was more than super-
ficial plexus. Both superficial and deep capillary plexus involvement crossed the horizontal 
line based on OCTA (Fig. 3).
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The patient had no history of hypertension, diabetes, hematologic abnormality and other 
systemic diseases or X-ray radiation. Her familial, past ocular, and past drug history were also 
negative. Based on multimodal imaging, diagnosis of bilateral IMT type 1 was made. The 
patient was treated with intravitreal injection of bevacizumab for 5 times. Macular edema 
improved significantly by this treatment. However, macular edema and vision loss relapsed 
after 3 months of discontinuation of intravitreal bevacizumab. Injections restarted but after 
discontinuing the injections due to patient poor compliance, macular edema relapsed again. 
Therefore, macular photocoagulation was applied in involved areas based on FA and OCTA 
with good response in both eyes (Fig. 4).
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Fig. 1. Color fundus photography (a, b) shows bilateral loss of normal foveal reflex. Some hard exudates 
could be seen in the inferotemporal retina of the right eye. SD-OCT (c, d) demonstrates significant intrareti-
nal fluid bilaterally and mild subretinal fluid in the left eye. Autofluorescence (e, f) shows bilateral loss of 
normal foveal hypo-autofluorescence, replaced by petaloid hyper-autofluorescence areas due to cystoid ede-
ma. SD-OCT, spectral-domain optical coherence tomography.
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Discussion

IMT type 1 is characterized by unilateral macular telangiectasia and aneurysms typically 
in males. Bilateral presentation in a female patient is very rare. The possible disorders that 
can cause similar presentation are retinopathies caused by diabetes mellitus, sickle cell 
anemia, hypertension, retinal venous occlusions, ischemic syndromes, hyper-coagulopathy, 
inflammation, and retinal hemangiomas. The past medical history of this patient was negative. 
Therefore, none of these disorders can be attributed to our patient.

The most important differential diagnosis of this condition is bilateral branch retinal vein 
occlusion (BRVO). However, we should notice some important points before the diagnosis is 
made. First, bilateral cases of BRVO are often related to systemic diseases especially in young 
patients [6]. Second, in IMT1, retinal hard exudates can be seen far away from leaking areas 
(as it is obvious in our patient, Fig. 1a), far to consider it due to BRVO. It senses like a Coats 
phenomenon that exudate is far from pathologic area [7].

Third, natural course of IMT1 is somehow different from BRVO that usually we have 
stable course after macular edema resolution by multiple intravitreal injections [8, 9]. Our 
patient showed multiple recurrences early after discontinuation of intravitreal injections and 
became stable after laser photocoagulation treatment. The limited effect of intravitreal anti-
VEGF treatment for IMT type 1 and need to use focal laser treatment as the mainstay in 
controlling macular edema has been focused earlier in literature [10, 11]. Although there are 
some recurrent BRVO cases in the literature, we cannot rule out this diagnosis only based on 
multiple recurrences.

Fourth point and probably the most important point is similarity between the 2 eyes. 
In this patient, location and pattern of involvement is exactly the same for both eyes, 
simulating a kind of dystrophy rather an acquired and random condition like BRVO [2, 3] 
(Fig. 2).
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Fig. 2. Early- and late-phase fluorescein angiography (a–f) shows perifoveal telangiectasia, microaneurysms 
(red arrows), and macular edema mainly in the superior and nasal of fovea in both eyes with late staining 
and leakage. Note that lesions are highly symmetric.
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Fifth, both superficial and deep capillary plexus involvement crossed the horizontal line 
based on OCTA. This phenomenon is considered to be in favor of IMT type 1 rather than BRVO 
[10].

We described a case of atypical bilateral type 1 IMT in a female patient. This presentation 
is unusual for type 1 IMT and has only been described rarely in literature. Usual cases occur 
unilaterally with male predominance. In a similar study in 2017, by Machkour et al. [3], 2 
cases of middle-aged women with bilateral type 1 IMT have been described. In an older study 
in 2006 by Yannuzzi et al. [2], another case of bilateral IMT in a female has been described. 
To the best of our knowledge, this case is the 4th case of bilateral type 1 IMT reported in a 
middle-aged healthy female.

In Gass and Blodi’s study [1], telangiectasia was present bilaterally in 1 male case among 
8 patients of IMT. Finally, Dunn et al. [5] also reported a male patient with bilateral type 1 IMT 
complicated by cystoid macular edema.

As mentioned, type 1 IMT is a variant of Coats disease. Coats and type 1 IMT predom-
inantly affect males and are usually unilateral. As we know, Coats disease is more unusual, 
advanced, and atypical in female gender and bilaterality can occur more in female 
patients. As most cases of bilateral IMT reported to date are female, this suggests same 
pattern in type 1 IMT patients. In this case, we also tried to show that OCTA may effec-
tively identify vascular anomalies in type 1 IMT patients and be useful as a guide for laser 
treatment.

Fig. 3. OCTA revealed obvious saccular parafoveal capillary telangiectasia (red arrow), increased vascular 
tortuosity (blue circle), capillary dropout, and decreased vascular density in both superficial (left column) 
and deep (right column) capillary plexus. Deep capillary plexus involvement in OCTA was more than super-
ficial plexus. Both superficial and deep capillary plexus involvement crossed the horizontal line based on 
OCTA. OCTA, optical coherence tomography angiography.



378Case Rep Ophthalmol 2021;12:373–379

Niyousha et al.: Bilateral IMT Type 1 in a Female

www.karger.com/cop
© 2021 The Author(s). Published by S. Karger AG, BaselDOI: 10.1159/000513095

Conclusion

According to this case and previous studies [1–3, 5], it seems bilateral involvement and 
female sex cannot rule out the diagnosis of type 1 IMT. Moreover, typical features of type 1 
IMT in fundus examination may not be seen in all cases and we should consider other modal-
ities like FA and OCTA alongside fundus examination for making the proper diagnosis. Further, 
similar case reports in the future may help us to figure out new pathophysiologic and clinical 
aspects of type 1 IMT.
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Fig. 4. Post-laser treatment OCT of the patient. OCT, optical coherence tomography.
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