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Figure 1. Ophthalmoscopic (top) and fluorescein angiographic (bottom) findings in the right (shown left) and left (shown right)

eyes of patient 1. There is no detectable abnormality at the disc and around the macular regions of either eye.
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Figure 2. Humphrey C24-2 perimetry o

scotoma in both eyes.

f the right (shown left) and left (shown right) eyes of patient 1. There is

a central
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Figure 3. (A) The photopic and scotopic full field ERG was normal in both eyes of patient 1.

iy
]
=

0z
ol

(B) The multifocal

electroretinographic responses from the central areas are attenuated in the right (shown left) and left (shown right) eyes.

Figure 4. The 3 mm horizontal scans of the optical coherence tomography images obtained from patient | demonstrating foveal
thickness of 114 pum in the right eye (left), 108 um in the left eye (right).
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Figure 5. Ophthalmoscopic (top) and fluorescein angiographic (bottom) findings in the right (shown left) and left (shown right)
eyes of patient 2. There is no detectable abnormality at the disc and around the macular regions of either eye.
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Figure 6. Humphrey C24-2 perimetry of right (shown left) and left (shown right) eyes of patient 2. There is a large central field
defect in both eyes.

861



I == O‘
= [ -
( A ) Standard Electro-Retinogram Standard Electro-Retinogram
) 200
i i
«
s o= 2
g y
v
. on Seompic 24 38 Fi
. sostopic e n
500
204
S
g 0T\
& 2504
s Sootope 848 Flash Seotopic 038 Fash
100
| 4
< x
g TV
Scot OPs 008 Flash Scot OPs 048 Flasn
0 100
00 200
¢ 2
@ 7
s otv
Photopic 048 Fissh Photopic 088 Fash
00 200
00 0
@ 4 = 3 1: -
& Tyew ER i
ST S . el vy e v B
200 i SR 012 20 0 e UG Q8 2

0 s 100 150
milkseconds.

200 250 O S0 100 150 200 250
milliseconds

Figure 7. (A) The photopic and scotopic full field ERG showed mildly decreased amplitude and normal implicit time in both

eyes of patient 2. (B) The multifocal electroretinographic responses from the central areas are attenuated in the right (shown left)

and left (shown right) eyes.

Figure 8. The 3 mm horizontal scans of the optical coherence tomography images obtained from patient 2 demonstrating foveal

thickness of 131 pum in the right eye (shown left), 132 pm in the left eye (shown right).
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=ABSTRACT=
Two Cases of Occult Macular Dystrophy in a Family

Joo Hoon Kim, M.D.', Kyu Hyung Park, M.D."?

Department of Ophthalmology, Seoul National University College of Medicine
Seoul Artificial Eye Center, Seoul National University Hospital Clinical Research Institute', Seoul, Korea
Department of Ophthalmology, Seoul National University Bundang Hospital’, Gyeonggi, Korea

Purpose: We report two familial cases of occult macular dystrophy (OMD) presenting with a progressive
decrease in central vision.

Case summary: Both patients exhibited a normal ophthalmologic examination including slit lamp biomicroscope,
fundus examination, fluorescein angiography, and full-field electroretinogram. However, there were central
visual field defects on a Humphrey static visual field test (C 24-2) and abnormal multifocal electroretinogram
(mfERG) findings affecting the central portion of the test field. Foveal thinning was also observed by optical
coherence tomography images in 1 case. These findings are consistent with the clinical characteristics of
occult macular dystrophy, and close observation was recommended.

Conclusions: OMD is a disease characterized by a reduction in central visual acuity without visible fundus
abnormalities and full field ERG. It may be misdiagnosed as optic nerve disease, a central nervous system
problem, non-organic visual disorder or malingering; therefore, mfERG is essential for the diagnosis of this
rare type of macular dystrophy.

J Korean Ophthalmol Soc 49(5):858-864, 2008

Key Words: Multifocal electroretinogram, Occult macular dystrophy
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