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Dear editor,
We read with great interest the article entitled BSpectral-

domain optical coherence tomography imaging of
mucopolysaccharidoses I, II, and VI A^ by Seok et al.
[1]. Although the study provides important data, we
have several comments. First, there is a typing error in the
title. It should be B…mucopolysaccharidoses I, II, and IVA^
instead of BVI A^. Second, as for mucopolysaccharidoses
(MPS) type VI, we do have some spectral-domain optical
coherence tomography (SD-OCT) images of MPS type VI,
which show depigmented retinopathy and thinning of
the choroid [2].

Third, thinning of the choroid might play a role in the
development of pigmentary retinopathy in MPS I, II, and
VI, and we suggested that the SD-OCT with enhanced depth
imaging might help evaluate the chorioretinopathy of MPS
patients [2].

Fourth, Seok et al. described cystoid macular edema in case
7 (MPS II). We also observed prominent cystic spaces in the
inner nuclear layer and outer nuclear layer of a MPS II patient,
but those cystic spaces extend far beyond macular area (be-
yond 6,000 μm diameter). The character of the contents of the
cystic spaces is still unknown and needs further study.

However, those cystic spaces resolved with time in our pa-
tient, who did not receive enzyme replacement therapy.
No loss of ellipsoid zone was noted 3 years after reso-
lution of those cystic spaces. Therefore, those cystic
spaces or fluid accumulation might not be directly relat-
ed to the loss of ellipsoid zone or degeneration of photore-
ceptor cells.

Fifth, their study showed central foveal external limiting
membrane (ELM) thickening and inner segment/outer seg-
ment (IS/OS) thinning in MPS I and II. The ages of their
patients were between 9 and 20. We also observed thickened
ELM in the central foveal area and loss of ellipsoid zone in the
extrafoveal area. The thickened ELM at central foveal area
was noted in MPS I and MPS II, but not so evident in MPS
VI. The ELM is formed by the attachment site of the Müller
cells and the adjacent photoreceptor cells. It is possible that
accumulation of mucopolysaccharides might lead to the acti-
vation of the Müller cells and hence thickened ELM [2].
Although IS/OS thinning at fovea was demonstrated in their
study, IS/OS thinning wasmoremarked in the perifoveal (case
6, 7, 8, 10, and 11) and parafoveal areas (case 10). In our
study, loss of ellipsoid zone was mainly noted in extra foveal
area, and the remaining ellipsoid zone became smaller with
advancing age. In two of our MPS II patients, aged 46 and 49
years old respectively, the fundus examination revealed pig-
mentary retinopathy mimicking retinitis pigmentosa. The SD-
OCT showed that the ellipsoid zone existed only in the very
central fovea. However, both patients still kept a visual acuity
of 20/40 in each eye and intact color discrimination.
Therefore, whether rod cells are involved more than cone cells
and the significance of IS/OS thinning at fovea need further
investigation.

Lastly, in their study, five eyes of three MPS IVA patients
showed normal OCT results. Our study also demonstrated
similar results in 16 eyes of eight MPS IVA patients.
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