
























FIG. 8.

Pigment-free fundus of the right eye of the 10 years old J. L.

FIG. 10.

Fundus of the 70 years old grandmother L. B. with atrophia
retinae pigmentosa and forme fruste of retinal fold.
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ABLATIO FALCIFORMIS CONGENITA

(5/6). It is emmetropic. The fundus is nearly completely
devoid of pigment, all the choroidal vessels being distinctly
visible. The retinal vessels are extremely thin. Arteries and
veins cannot be clearly distinguished. (Fig. 8.)
The left eye shows the following series of abnormalities:
1. Membrana pup. persistens. (Fig. 9a.)

FIG. 9b.

Deposit at the posterior surface of the lens from which a feather-
shaped cataract emerges. J. L.

2. A deposit of (connective ?) tissue at the posterior surface of
the lens in its nasal upper periphery. From this a feather-
shaped cataract emerges on the posterior surface of the lens
pointing to the centre of the pupil. (Fig. 9b.)

3. Abnormal pigmentation in the pigment layer of the retina,
partly in the form of dots of about the diameter of the optic disc,
partly in the form of bows of pigmentation, partly in the form of
finest pigmentations scattered between the bigger ones. Through
and between all this pigmentation the choroidal vessels are very
distinctly visible.

4. In the para-foveal parts and medially above the centre,
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yellowish white areas of depigmentation are visible, strongly
resembling retinal colobomata or choroidal cicatrices.

5. A typical " retinal fold " running from the entrance of the
optic nerve to the nasal superior periphery, where it is attached
to the lens in the region of the tissue covering the posterior surface
of the lens. (Fig. 7.)
On the surface of the fold three retinal vessels are to be seen

emerging from it at some distance from the entrance of the
optic nerve. At about 4 mm. from the entrance of the optic nerve
a single retinal vessel comes from under the fold running at some
little distance nearly parallel to it. In its central parts this
vessel is at one side bordered by a white line. This is the only
visible vessel of the whole retina!

It is therefore understandable that a former observer overlook-
ing this vessel wrote: " the retina is entirely rolled up into a
single skein that is attached to the lens," and another observer
made the diagnosis: " cicatricial chorioretinitis disseminata."
Those who know the clinical aspect of congenital " retinal fold "

will, however, not hesitate to enlist the case in this category.
I therefore was very much interested in the family history. Dr.
Ancona was kind enough to examine the parents, a sister and the
six brothers. There is no consanguinity of the parents. The
mother showed in the left eye changes described as " cicatricial
chorioretinitis." Of the brothers and sisters from the ages of
two to fifteen years no one showed fundus changes. Among
the elder children slight myopia and myopic astigmatism was
frequent. In one case unilateral myopia of 4OD. was observed.
This examination therefore was not very helpful, but our atten-

tion was drawn to the fact that the grandmother on the father's
side and the brother of this grandmother were attended to in
former years in our clinic. I was able to re-examine them with the
following results:
The 70-years-old Mrs. L.B. was described in 1930 as a case of

retinitis pigmentosa with complicated cataract. In 1931 lens
extraction was performed on the left eye. It was then noticed that
the pigmentation did not show the typical stellate shape but
formed a broad ring of roundish dots, whilst the central parts of
the retina were dusted by fine pigmentation. The blood vessels
were fine. The field of vision was after operation about 20 to 30
degrees. The central vision was nearly I after correction with a
glass (+10OD.sph.). The right eye was entirely amaurotic and had
a cataracta subluxata. Ophthalmoscopic examination was impos-
sible. At our examination the pigmentation corresponded quite
well to the description given five years before, but on close
examination something like a thin fold of the retina was also
observed in the same axis as in the eye of the grandchild. (Fig. 10.)
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ABLATIO FALCIFORMIS CONGENITA

In order to have an unprejudiced opinion I asked our artist to
sketch the fundus without drawing his attention to this fold-
like appearance. The Figure (10) shows the result. In order to
distinguish this somewhat uncommon retinitis pigmentosa from
inflammatory alterations I also examined the brother of the grand-
mother.
W.A.B. (aged 58 years) showed in both eyes the picture repro-

duced here for the left eye. (Fig. 11.) The picture strongly

FIG. 11.

Fundus of the 58 years old brother of the grandmother W. B.

resembles that of his sister. The blood vessels are very fine, and
beyond the zone of pigmentation are, without exception,
changed into fine white lines. In the nasal inferior part just at
the beginning of the zone of pigmentation a yellow patch resemb-
ling a cicatrix of chorioretinitis is visible. Both eyes show
cataracta cort. post. Night blindness existed from early youth.
The fields of vision are only 3 to 5 degrees, nevertheless the vision
is 1/10 in the right eye and 1/6 in the left. Further information
about the family was not available.
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It is to be regretted that at the moment of the examination of the
ten-year-old child we did not examine the dark adaptation. The
parents refused afterwards to re-visit the clinic for this purpose.

In discussing this case and especially the fundus alterations
suggesting scars of chorioretinitis I might draw attention to
similar cases described elsewhere, particularly to the case of Magnus
(Graefe's Archiv., 118, 1920) who studied a case of bilateral
pseudo-glioma caused by fibrous tissue behind the lens with arteria
hyaloidea persistens and microphthalmos. The second eye could
be partly examined ophthalmoscopically and the aspect is described
as follows: discoloured and depigmentated areas are visible that
remind one of choroiditis and are localised in the layer of the
pigment epithelium. Nowhere retinal vessels were visible,
although no detachment existed in this part!

This case shows that the fundus appearance found in our case
does not necessarily prove an inflammatory process.

FURTHER LITERATURE
HEINE.-Arch. f. Ophthal., Bd. LVIII, 1904.
HEINE.-Zeitschr. f. Augenheilk., Bd. LI, 1923.

SOME CLINICAL NOTES ON THE NATURE OF
THE RETINAL VENOUS PULSE

BY

N. PINES
LONDON

Description
THE same method was used as in the investigation of retinal
vascular disease-a 12 volt red-free light worked with a current
of 20 volts or more. This is essential as the brilliancy of the
over-heated wire increases the red-free part of the spectrum and
the more overcharged the lamp the better it is for the resulting
illumination. The patient would generally experience great dis-
comfort if this intense light were to fall unguarded on to the
retina, but if the red-free filter is placed in such a position that
all the light emanating from the bulb is coloured, it will mitigate
this inconvenience.
Commencing from the periphery, in the primary branches of

the veins and, in favourable cases, in even the secondary branches,
especially the-thicker ones, the venous pulse was discovered in all
patients except where an obstruction inl the optic nerve or further
beyond it produced an engorgement of the veins. It is much
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