
EDITORIALeOftalmo

eOftalmo. 2025;11(3):95-7. 
 

95

 This content is licensed under a Creative Commons Attribution 4.0 International License.

EMAP in focus: aspects of extensive macular atrophy 
with pseudodrusen-like appearance in Brazil
EMAP em foco: aspectos da extensive macular atrophy with pseudodrusen no Brasil

Sung Eun Song Watanabe1, Carlos Augusto Moreira-Neto2,3

1. Escola Paulista de Medicina, Universidade Federal de São Paulo, São Paulo, SP, Brazil.
2. Hospital de Olhos do Paraná, Curitiba, PR, Brazil.
3. Instituto Professor Moreira, Curitiba, PR, Brazil.

Corresponding author: Carlos Augusto Moreira-Neto. Email: camoreiraneto@gmail.com
Received on: January 26, 2026. Accepted on: January 30, 2026.
Funding: The authors declare no funding. Conflicts of interest: The authors declare no conflicts of interest. 

How to cite: Watanabe SE, Moreira-Neto CA. EMAP in focus: aspects of extensive macular atrophy with pseudodrusen-like appearance in Brazil. eOftalmo. 2025;11(3):95-7. 

DOI: 10.17545/eOftalmo/2025.0007

Extensive macular atrophy with pseudodrusen-like appearance (EMAP) was 
first described by Hamel et al. in 2009 and has been diagnosed with increasing 
frequency in Brazil. However, it remains an underdiagnosed disease, mainly be-
cause of its phenotypic similarity to age-related macular degeneration (AMD), 
especially in older patients1.

The classic features of EMAP include multilobulated atrophy of the retinal 
pigment epithelium (RPE), often distributed along the vertical axis; a predilection 
for the superior perifoveal region; and relative foveal preservation in the early 
stages1-3. Other findings include pseudodrusen-like subretinal deposits in the 
posterior pole, areas of peripheral pavingstone degeneration, and symptom 
onset at a younger age compared to classic AMD, usually between the fourth 
and sixth decades of life.

More recent studies have significantly broadened the spectrum of the disease 
in terms of structures, describing separation of the RPE from Bruch’s membra-
ne, progressive choroidal thinning, rupture of Bruch’s membrane, and choroidal 
neovascularization2,4. In terms of function, electrophysiological tests show diffuse 
involvement of the outer and inner retina, along with changes in full-field electro-
retinography and a reduction in the photopic negative response, which suggests 
the involvement of photoreceptors and bipolar and ganglion cells5,6.

Patients with EMAP present different clinical characteristics from those with 
AMD and those with hereditary retinal dystrophies. The typical presentation 
includes progressive and insidious visual loss, often accompanied by difficulty 
adjusting to the dark, dyschromatopsia, and paracentral scotomas. Central vi-
sual acuity can remain preserved for years; however, once foveal involvement is 
established, visual progression tends to be rapid and clinically significant.
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In Brazil, EMAP was first documented in 2018 in 
a report that described the clinical progression of a pa-
tient, including that of the involved structures, who 
was followed up for eight years. This study contri-
buted to the recognition of the entity in the national 
context7. Subsequently, Brazilian studies expanded 
on this observation by highlighting relevant epide-
miological specificities, including the high frequency 
of previous history of rheumatic fever in childhood8,9.

Rheumatic fever is a late-onset autoimmune in-
flammatory disease triggered by oropharyngeal infec-
tion with group A Streptococcus pyogenes, which is 
still responsible for significant cardiovascular morbi-
dity and mortality in developing countries10,11. Na-
tional estimates indicate that millions of individuals 
are at risk of developing rheumatic fever after strepto-
coccal tonsillitis, which remains an important public 
health problem in Brazil10.

A frequent history of rheumatic fever associated 
with prolonged use of benzathine penicillin G as se-
condary prophylaxis has been detected in Brazilian 
cohorts with APEM8,9. Although this association does 
not establish a causal relationship, it raises the hy-
pothesis of an underlying chronic immune-mediated 
mechanism. To date, there is no evidence of retinal 
toxicity directly related to prolonged use of benzathine 
penicillin, and its mention is relevant as an indirect 
marker of exposure to rheumatic fever.

Some conceptual similarities exist between rheu-
matic fever and autoimmune retinopathy, including 
the presence of elevated inflammatory mediators, 
a chronic subclinical course with episodic exacer-
bations, the absence of specific diagnostic markers, 
and difficulty in objectively assessing progression and 
treatment response4,11,12. In this context, we hypo
thesize that, in genetically susceptible individuals, 
EMAP may be a late manifestation of a chronic im-
munological cross-reaction after previous exposure to 
group A streptococcus5. This hypothesis is supported 
by the previous description of systemic inflammatory 
changes in patients with APEM, such as lymphocyto-
sis, eosinophilia, elevated erythrocyte sedimentation 
rate, and increased C3, which indicate an underlying 
systemic inflammatory or allergic state2.

Advances in multimodal imaging, including pa-
noramic retinography, fundus autofluorescence, and 
high-resolution optical coherence tomography, allow 
a more accurate diagnosis and better structural mo-
nitoring. Electrophysiological tests are widely used in 
retinal diseases, and their role in the diagnosis and 
follow-up of autoimmune retinopathies is well esta-

blished. The latter show electrophysiological patterns 
that vary based on the paraneoplastic association, the 
presence of melanoma, the non-paraneoplastic form, 
and the profile of anti-retinal autoantibodies13-15. Al-
though the literature on these entities is limited due 
to their rarity and diagnostic complexity, EMAP shares 
several clinical characteristics with autoimmune reti-
nopathy, such as bilaterality, painless progressive vi-
sual loss, nyctalopia, dyschromatopsia, photophobia, 
and central and peripheral scotomas, which are often 
associated with systemic autoimmune diseases.

Currently, there is no consensus on the pathophy-
siology, risk factors, or disease-modifying treatment of 
EMAP. In the absence of specific treatments, the main 
goals of its clinical management should be early diag-
nosis, rigorous structural and functional monitoring, 
treatment of associated complications such as choroi-
dal neovascularization, and visual rehabilitation.

The recognition of EMAP as a distinct entity, po-
tentially influenced by systemic immunological fac-
tors prevalent in developing countries, prompts the 
need for prospective studies, genetic and immunolo-
gical analyses, and international multicenter collabo-
ration. In this context, Brazil is a unique and impor-
tant setting for the advancement of knowledge about 
this disease.
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