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Table 1. Grading scheme of iris transillumination and macular transparency

Grade Description
Iris transillumination
Grade 1 Marked amount of iris pigment; minimal punctuate transillumination
Grade 2 Moderate amount of iris pigment; diffuse punctuate iris transillumination, often irregular in location
Grade 3 Minimal amount of iris pigment; almost complete transillumination
Grade 4 No iris pigment; full iris transillumination
Macular transparency
Grade 1 Choroidal vessels easily visible in the macula
Grade 2 Choroidal vessels visible in the macula, but indistinct because of translucent-appearing retinal pigment epithelium
Grade 3 Choroidal vessels not visible in the macula

From: Summers CG, Knobloch WH, Witkop CJ Jr, King RA. Hermansky-Pudlak syndrome. Ophthalmic findings. Ophthalmology
1988;95:545-54.

Table 2. Demographic characteristics of 42 patients with fo-
veal hypoplasia at first visit

Figure 1. Fundus pic-
tures of patients with
foveal hypoplasia. (A)
Fundus photograph of
foveal hypoplasia with
aniridia. (B) Fundus
photograph of foveal
hypoplasia with ocu-
locutaneous albinism.

Table 3. Distribution of initial & final best corrected visual
acuity of the eyes with foveal hypoplasia

No. of initial BCVA No. of final BCVA

Age (yr) Male (%) Female (%)

<1 9 (32.1) 5(35.7)

1-5 6 (21.4) 5(35.7)

6-10 7 (25.0) 1(7.1)

11-15 0 (0) 1(7.1)

16-20 3 (10.7) 0 (0)

>20 3 (10.7) 2 (14.3)

Total 28 (100) 14 (100)
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Visual acuity %) %)
FCat 10 cm - <0.1 24 (29.3) 6(7.3)
0.1 28 (34.1) 14 (17.1)
0.15 18 (22.0) 17 20.7)
0.2 5(6.1) 18 (21.9)
0.3 6 (7.3) 13 (15.9)
0.4 1(1.2) 8 (9.8)
0.5 0 (0) 4 4.9
0.7 0 (0) 22.4)
Total 82 (100) 82 (100)

Two eyes of a person with mental retardation were excluded.
FC = counting fingers; BCVA = best corrected visual acuity.
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Table 4. Spherical equivalent and cylinder of refractive errors of 84
eyes with foveal hypoplasia

No. of eyes (%)

Spherical equivalent (D)

Myopia 30 (35.7)
>-4.00 10 (11.9)
-3.90 to -2.00 3(3.6)
<-2.00 17 (20.2)

Emmetropia 6(7.1)

Hyperopia 48 (57.1)
<+2.00 18 (21.4)
+3.90 to +2.00 18 (21.4)
> +4.00 12 (14.3)

Cylindrical refractive errors (D)

0 13 (10.5)

<0.50 7(9.9)

0.75-1.00 14 (19.7)

1.25-1.50 5(7.0)

1.75-2.00 14 (19.7)

2.25-2.50 13 (18.3)

2.75-3.00 8 (11.3)

3.25-3.50 34.2)

3.75-4.00 5(7.0)

4.25-4.50 1(1.4)

4.75-5.50 1(1.4)

D = diopters.
Zlo] 37 FutE|o] Slglrk(Table 5).
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Table 5. Associated strabismus of 42 patients with foveal hy-
poplasia

Strabismus No. of eyes
Exotropia 17
Intermittent exotropia 3
Constant exotropia 14
Esotropia 7
Accommodative esotropia 3
Non-accommodative esotropia 4
Inferior oblique overaction 2
Superior oblique overaction 1
None 18

*Some of them are overlapped.

Table 6. Iris characteristics and macular transparency of 42 pa-
tients with foveal hypoplasia

No. of eyes (%)

Iris characteristics

Normal 12 (28.6)
Transillumination Grade 1 7 (16.7)
Transillumination Grade 2 4 (9.5)
Transillumination Grade 3 3(7.D)
Transillumination Grade 4 12.4)
Aniridia 15 (35.7)
Macular transparency
Grade 1 9(21.4)
Grade 2 18 (42.9)
Grade 3 2(4.8)
Cannot know (not described) 13 (31.0)
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=ABSTRACT=

Clinical Manifestations of Foveal Hypoplasia

Dae-young Park, MD, Myung-Mi Kim, MD, PhD

Department of Ophthalmology, Yeungnam University College of Medicine, Daegu, Korea

Purpose: To estimate the baseline demographic/ocular characteristics and associated findings of patients with foveal
hypoplasia.

Methods: The medical records of 42 patients (84 eyes) who were clinically diagnosed with foveal hypoplasia were retro-
spectively reviewed.

Results: There were 28 males and 14 females with mode age at diagnosis of 1 (range, 0-60 years) year and a mean fol-
low-up period of 9.7 + 5.4 years. At the first office visit, the most common complaints were ocular oscillation and face turn.
There were 75 eyes (91.5%) with best corrected visual acuity worse than 0.3 at the first visit, but that number decreased to
55 eyes (67.1%) at the last follow-up (age range, 7-60 years). The absolute spherical equivalent of refractive errors was
2.89 + 2.96 diopters (D), and 71 eyes had astigmatism with a mean astigmatism of 2.1 £ 1.1 D. Forty-two patients had as-
sociated diseases: 15 (35.7%) with aniridia, 16 (38.1%) with ocular albinism and 11 (26.2%) with oculocutaneous albinism.
In addition, strabismus was found in 24 patients (57.1%).

Conclusions: Diseases associated with foveal hypoplasia include aniridia, ocular albinism and oculocutaneous albinism.
Since foveal hypoplasia is often associated with high refractive errors and poor vision, an early prescription of eyeglasses
is mandatory for management of refractive amblyopia to ensure the development of the best corrected visual acuity.

J Korean Ophthalmol Soc 2011;52(12):1496-1500

Key Words: Aniridia, Foveal hypoplasia, Ocular albinism, Oculocutaneous albinism
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