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limbal circumference. This streteching affects prineip-
ally the iris (atrophy) and the zonmule (weakening)
giving rise to many of* the accepted diagnostie criteria.
The cornea is enlarged but not particularly stretched
or rendered thinner although Dohlman and Larsson (1958)
and Kayser (1Y36) report cases showing central thinning
of the cornea.

The clinical characteristies of megalocornea
(taken mainly from Anderson) may be summarized under
the following headings:

1. Cornea. Pirst there are the enlarged but
healthy corneae varying from 12 to 18 mm. and most gen-

erally exceeding 13 mm. Corneal opacities, unless due
to injury or secondary ulceration, are absent. There

are no tears in Descemet's membrane. Melanosis corneae

or Krukenberg's spindle may be present. imbryotoxon
(areus juvenilis) or gerontoxon (arcus senilis) is
trequently noted. The corneal radius of curvature is

normal or less than normal, ranging according to

Anderson from 7.0 mm. to 8.5 mm. and averaging 7.5 mm.
which is also the normal average.

2. Hkefraction. Hefractive errors are frequent

with all types represented btut astigmatism generally

with the rule is unusually common. In Vail's series






iris pigment.

Gonioscopy has not been reported by most authors.
Detailed reports so far as I can find are those of Tron-
coso and Givmer (1936), Hosen (1945), and Malbran and
Dodd (1960). These and a few others are agreed that
the iridocorneal angle is widened, often markedly.
Other details are found in a later section.

7. lens. As a result of stretch%ng of the zonule
the lens may be tremmlous, subluxated or completely
dislocated. The lens itself is of normal size although
Klar (1940) reports extracting a cataractous lens from
a man with magalocornea that weighed 340 mg.

The lens appears to have a strong tendency to op-
acities, Vail reported 27 cataracts out of 69 well
documented cases. Tables I and II show 12 out of 28
more recent cases., It is interesting too, to note the
large number of cases age 50 and below (9 out of 12},
Vos suggests that this increased incidence of cataract
is due to the disproportionate uvea.

Remains of pupillary membrane are not uncommonly
found on the lens capsule.

8. Other Ocular Tissues. These are normal. There

is no cupping of the optic disc. %There is complete ab~-

sence of signs of glaucoma including increased ocular
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8. Remains of pupillary membrane.
9, Sharp corneoscleral margin.
Vail analyzes his minor criteria as follows:

Based on 6O cases--

1., mmbryotoxon or gerontoxon . « « ¢« « o . o 24
2. Krukenberg's spindle « o« o o o o o o o o o ¥
3. Persistant pupillary membrane « ¢ o« o o o o8
4, 1Irododondesis and tremulous lens . « « o o2
5. Nerve fibers in cornea o« o« « o« ¢« o o o o
6. LensopaCity...............27
7. Deep anterior Chamber e © © o o o o o o o 27
8. Irregular pupils e o o o o o o o o o o o 16
Based on 28 cases of tables I and II in this paper--
- o O
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Fad
SEFE 2
1, kEmbryontoxon or gerontoxon . . . « .2. 8 10
2. Krukenberg's spindle « ¢« ¢« ¢« ¢« o o O 1
3. Persistant pupillary membrane . . « O 3
4, Irododonesis o« o« o o » « .« e o 95 8 13
5. Tremulous or subluxated lens e o o o2 4
6. Nerve fibers in cornea « o« « « « « 0 2
7. lens opacity (cataract) « « ¢« ¢« ¢« o« # 8 12

8. Deep Anterier chamber . . « « « « .10 18 28

The above lists, of course, have no statistical
value but are useful in making certain comparisons. I
should like to point out that this shows the type of
cases published since Vail are very similar to those
previously reported. Both lists indicate that the most
prominent minor criteria are (a) embryotoxon, (b) iroden-
esis, (c) tremulous lens, (d) cataract and (e) deep

anterior chamber. It is difficult to say whether these
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are noted most often becanse they are more striking

or truly more representative,




































twins afflicted with craniosynostosis (Cglamandrei,
1950) but this 1s likely only a eauriosity.

Various authors (Vail, Duke-Elder, Apderson) note
that megalocornea is ¥Yfrequently" associated with
Mgrfan's syndrome. Rosen (1945) has this to say:

L in reviewing Rados' (1942) most
excellent, exhaustive and comprehensive

work on Marfan's syndrome in which every
case in the literature 1s tabulated (over
200 cases), I have been able to find meg-
alocornea in only three cases. In these
three cases is included assumption that
megalocornea and arachnodactyly are fre-
quently associated, Thaden's measurements
were 13 mm and 12,5 mm, respectively. This
same case had been reported one year earlier
as a case of arachnodactyly and megalocornea
by danother author, Fleischer. In reviewing
thls same list of cases of Marfan's syndrome
five cases of microcornea were uncovered,

It seems therefore, that megalocornea is
not a commonly associated finding in
arachnodactyly------ ",

a5



VIIXY. SUMMARY AND CONCIUSIONS

1. Megalocornea as a clinical entity is re-
viewed in historical perspective,

2.. The classically established form is a sex-
linked recessive condition of enlarged cornea with
frequently associated degenerative changes in the
iris, lens and zonule.

3. The differential diagnesis of megalocornea
once thought a closed question has been subjected to
analysis in the light of recent articles. The differ-
ential is between megalocornea as defined above and
incomplete congenital glaucoma (hydrophthalmus sanatus).
It is polnted out that no final decision can be reach-

ed until cases of megalocornea with well established

sex-linked pedigrees can be subjected to gomiosceopic
examinations as outlined by Malbran and Dodd.

4, Etiology is discussed with final conclusions
difficult to reach. The most prominent idea suggests
that megalocornea is a result of atavism. This approach
is emphasized in this paper.

Megalocornea 1s presented as a éondition not en-
tirely benign which is frequently complicated by cor-

rectable refractive errors and cataracts.
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