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Fig. 8 As in Fig. 7.

Fig. 9 As in Fig. 7.

more pronounced on the right. The electroretino-
gram was completely extinguished, which suggests a
retinal dysplasia.

Case III was also a girl, 7 years of age. She
displayed a typical incontinentia pigmenti of the
trunk and the legs (Figs. 3-6). The teeth are in a very
bad condition. On the ophthalmological point of
view, a nystagmus and an infero-internal strabismus
of the right eye with hyperaction of the inferior
oblique were noted. At the right eye there was an
optic atrophy with distinct margins; at the left eye the

disc was normal, but there was a temporal cone.
Both fundi were albinoid and studded with pig-
mentary dust. The retinal vessels were very thin.
There was a myopia of -10D at the right and -14 D at
the left. The right iris was variegated. No other ocular
anomalies were noted. The electroretinogram was
subnormal on both sides (R.E.: photopic b wave 40
,uV, scotopic a wave 80 gV and scotopic b wave 100
,uV. L.E.: photopic a wave 25 ,V, photopic b wave
40 ,uV, scotopic a wave 100 ,uV and scotopic b wave
120 ,uV). The right eye had only light perception.
The histopathological examination of a skin patch

with incontinentia pigmenti shows an irregular
epidermis (Fig. 7-9). The stratum corneum is slightly
thickened, but orthokeratotic. The stratum
granulosum consists of one or 2 cellular layers. The
stratum mucosum is normal. The basal layer is also
normal, and there are no melanin granules. On the
contrary, the superficial layer of the dermis displays
numerous chromatophores, filled with pigment
granules. In the middle and deep layers the capillaries
are surrounded by a muff of lymphocytes and
histiocytes.

Conclusion

Incontinentia pigmenti or Bloch-Sulzberger syn-
drome is a very distinct disease ophthalmologically as
well as genetically. Affected males are exceptional,
and X-linked dominant inheritance may be accepted.
The retrolental mass, which is seen in many cases, is
the end stage of a process which starts with circulatory
insufficiency and vascular anomalies. The process
nevertheless does not always and necessarily evolve
to the end stage, as is shown by our case II. It may
stop at any stage, as in our case III, in which the
retinal lesions and the vascular anomalies are minimal.
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