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Dome- shaped maculopathy in the setting of 
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DESCRIPTION
A 35- year- old woman presented with acute- onset 
painless diminution of vision for both distance 
and near in her left eye for 1 month. She is a 
known case of hypothyroidism controlled on oral 
thyroxine. The best- corrected visual acuity (BCVA) 
at presentation was 20/20 (spherical equivalent of 
−0.5 D) in right eye (OD) and 20/50 p (spherical 
equivalent of −7 D) in left eye(OS), respectively. 
Examination of the anterior segment under the slit 
lamp was unremarkable. Dilated fundus examina-
tion of the left eye revealed yellowish- white retinal 
myelinated nerve fibres (RMNF) surrounding the 
disc, extending along all the four major vascular 
arcades—classified to be a type 2 RMNF variant, 
shallow posterior staphyloma at posterior pole with 
background fundus tessellation (figure 1A). Fundus 
examination of OD was essentially unremarkable. 
Swept- source optical coherence tomography (OCT) 
vertical scan passing through the fovea in OS 
demonstrated dome- shaped inward protrusion of 

macula inside the posterior staphyloma without an 
associated subretinal fluid in any of the radial scans 
(figure 1B). A diagnosis of Straatsma syndrome (a 
triad of RMNF, ipsilateral myopia and amblyopia) 
along with coexistent dome- shaped maculopathy 
(DSM) was made. Refractive error correction with 
contact lenses was advised to the patient and coun-
selled regarding anisometropic amblyopia.

RMNF have been reported in around 1% of the 
general population.1 2 Embryologically, the normal 
process of myelination of the visual pathway usually 
commences at the lateral geniculate body at around 
20 weeks of gestational age, which proceeds centrif-
ugally, finally terminating at the lamina cribrosa 
shortly after birth. The various phases of myelin-
ation reported in the literature include an imma-
ture phase, promyelination phase and the phase 
of myelination, being controlled by the myosin 
light- chain kinase (MLCK)/myosin 2 gene located 
in the Schwann cells. Several theories describing 
the pathophysiology of RMNF have been hypothe-
sised, one relates RMNF to the failure of the lamina 
cribrosa in acting as an efficient barrier for detaining 
the anterograde optic nerve myelination, while 
the others attribute to the presence of heterotopic 
oligodendrocytes- like cells.3 4 Straatsma in the year 
1979 described a specific syndrome comprising of 
a triad of amblyopia, high myopia and RMNF that 

Figure 1 (A) Colour fundus image of the left eye 
showing myelinated nerve fibre layer involving disc and 
all four major arcades. The tessellated appearance of 
retina is seen. (B) Optical coherence tomography vertical 
scan of the left eye showing inwards bowing of scleral 
and choroid at the centre of the scan, while shallow 
posterior staphyloma configuration of the parafoveal 
retina is seen.

Patient’s perspective

I am happy that my disease could be diagnosed 
so as to avail of immediate further consult and 
treatment. My family members and I have been 
apprised about my condition, its natural course 
and possible complications. The need for regular 
follow- up and self- awareness of visual loss has 
been explained to me in a language that I can 
easily understand.

Learning points

 ► Dome- shaped maculopathy (DSM) can lead 
to acute- onset vision loss in a patient with 
Straatsma syndrome.

 ► DSM in the setting of Straatsma syndrome is 
rare, may be an underreported/diagnosed entity 
that can be unmasked using high- definition 
optical coherence tomography.

 ► Visual prognosis in such patients are generally 
poor owing to pre- existing amblyopia with 
superadded maculopathy.
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are either isolated or associated with retinal vascular, cranioce-
phalic and hamartoneoplastic disorders.5 The various poor prog-
nostic factors consist of age at diagnosis, BCVA at presentation, 
type of fixation, the extent of myelination, degree of myopia and 
anisometropia. The amblyopia can be secondary to high myopia- 
induced retinal defocus (anisometropic) or RMNF- related direct 
interference of vision.5 DSM is an inward protrusion of the 
macula visualised on OCT initially documented in myopic eyes 
with posterior staphyloma, though later reported in eyes without 
staphyloma, emmetropia and hyperopia also. DSM is known to 
have a spectrum of presentations ranging from no symptoms, 
metamorphopsia, vision loss, pigment epithelial changes, reti-
noschisis to choroidal neovascularisation in advanced scenarios.6 
The onset or progression of DSM in our case could be the cause 
of the recent unexplained drop in vision in the left eye. The 
vision deterioration in cases of DSM is known to occur due to 
reduced retinal sensitivity owing to a change in curvature of the 
retina.7 DSM in the setting of Straatsma syndrome is rare, may 
be an unreported entity to the best of our knowledge.
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