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Juvenile retinoschisis
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Jager (I953) introduced the term retinoschisis for a hereditary sex-linked disease involving
the inner layers of the retina. He stated that this condition was found in patients living
in Western Europe, but it is not limited to the white race. Cibis (I965) studied a family
with juvenile retinoschisis, tracing it back five generations to a Cherokee Indian woman
who appeared to be a carrier of this disease. Deutman (I97I) described juvenile
retinoschisis in four sons of an Indonesian family and Saito, Satoh, Seimiya, Koda,
Asamizu, and Mori (197I) reported a Japanese family afflicted with this disease. We
have had the opportunity of evaluating a Negro family with juvenile retinoschisis.

Case reports

A 28-year-old Negro widow and her nine children were referred by the Social Service to the Eye
Clinic of the University of Missouri for ocular evaluation. Several of her children were having
reading difficulties. The woman had been married twice; seven children were from her first
marriage and two from her second (Fig. I).

FIG. I Pedigree of juvenile retinoschisis, suggesting a
sex-linked mode of inheritance. The mother's eyes and
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those of her children were examined

Examination

I2. THE MOTHER, 28 YEARS OLD

Visual acuity; 6/6 in right eye, with - i D sph., +1-I 25 D cyl., axis 750; 6/6 in left eye, with -25
D sph., + I *O D cyl., axis IO5°.

Slit lamp: Posterior vitreous detachment, both eyes.

Ophthalmoscopy: Normal fundi.

IIi. I I YEARS OLD

Visual acuity: Counting fingers at 2 m. in right eye, with +3-5 D sph., +2-75 D cyl., axis 500; 6/24
in left eye, with +2-5 D sph., +3-25 D cyl., axis I30°.

Variable amount of right esotropia.
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Juvenile retinoschisis

Ophthalmoscopy: Foveal retinoschisis in both eyes. Peripheral retinoschisis with oval tears in the
inner retinal layer extending from 4 to 1O o'clock in the right eye and from 3 to 7 o'clock in the left.

2. I I YEARS OLD, fraternal twin of II]
Visual acuity: 6/6o in right eye, with +4-5 D sph., +2-5 D cyl., axis 600; 6/6o in left eye, with
+4 5 D sph., +2 75 D cyl., axis 1200.

Ophthalmoscopy: Foveal retinoschisis, both eyes. Extensive splitting of the retina with numerous
dehiscences in the inner layer in both eyes.

II7. 5 YEARS OLD

Visual acuity: 6/42 in right eye, with +0-25 D sph., + I *25 D cyl., axis go9; 6/30 in left eye, with
+o075 D sph., -t o075 D cyl., axis go9.

Ophthalmoscopy: Pronounced macular degeneration in both eyes (Fig. 2). Veils extending from
posterior part of fundus to ora serrata in both eyes (Fig. 3). Vitreous haemorrhage in left eye.

FIG. 2 Macular degeneration in left eye of a FIG. 3 Large avascular veil in right eye of same
5-year-old boy. From 2 to 8.30 o'clock splitting of boy as in Fig. 2
the retina is evident

118. 3 YEARS OLD

Visual acuity each eye: Follows light and picks up small objects.

Ophthalmoscopy: Foveal retinoschisis in both eyes (Fig. 4, overleaf). In the region of the equator
several holes and cyst-like areas in the retina in both eyes.

11g. 2 YEARS OLD

Visual acuity each eye: Follows light and grasps objects.

Ophthalmoscopy: Veil-like membranes inferotemporally in both eyes.
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FIG. 4 Foveal retinoschisis with microcysts in left
eye of a 3-year-old boy. Small radiate folds are
visible even at this age
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Discussion

In our review of the literature on juvenile retinoschisis we did not find any case of a Negro
afflicted with this disease. The mother of the children, who is a carrier of juvenile
retinoschisis, showed marked posterior vitreous detachment in both eyes. Her husbands'
eyes were not examined. Evidence of foveal retinoschisis was already documented in her
youngest son who was onlY 3 years old.

Sujmmary
A Negro family with juvenile retinoschisis is described. Five of nine children are affected.
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