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The Laurence-Moon-Biedl syndrome was described in 1866
by Laurence and Moon, who observed polydactylism, obesity, and
poor cyesight in a family of 8 children. In 1922 Biedl noted the fa-
milial tendency of this syndrome, reporting it in several members
of the same family. Solis-Cohen and Weiss?! proposed the term “Lau-
rence-Moon-Biedl syndrome’ in 1924 when they summarized the
reported cases. Since Bardet? added polydactylism as one of the
criteria for diagnosis, some authors prefer the term Laurence-Moon-
Bardet syndrome. Reilly and Lisser, in 1932, reviewed 77 cases. In
their study the syndrome was complete in 25 cases, questionably
complete in 10 and partially complete in 26. 16 cases were doubtful.
In 1937 Warkany, Frauenberger, and Mitchell® reviewed the
subject. They found 102 cases in the literature up to date. Only 24
showed the combination of the five required symiptoms. In the re-
mainder of the cases in which the syndrome was complete, it was
“supercomplete’’; that is, there were additional heredodegenerative
symptoms which could not be considered accidental. Thus 10 cases
remain in which were present only the five typical symptoms of the
Laurence-Moon-Biedl syndrome. Therefore, Warkany came to the
conclusion that this syndrome does not represent a disease entity
but is a rare combination of more or less frequent heredofamilial
symptoms.

The characteristic symptoms of the Laurence-Moon-Biedl
syndrome are obesity, retinal degeneration, genital hypoplasia, poly-
dactylism, and mental retardation. Frequently associated are nys-
tagmus, strabismus, deafness and syndactylism. '

Obesity: This is a prominent feature in each case reported and
is of the hypopituitary type.

Retinitis: This has been observed in go per cent of the cases
and is usually in the form of retinitis pigmentosa. The visual distur-
bance is manifest by the fifth year in the form of night blindness
but sometimes it may be manifest during infancy. The retinas show
only scattered areas of pigmentary degencration along the vessels.
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There is seldom optic atrophy. Clay?! stated that only 15 per cent
demonstrate typical retinitis pigmentosa.

Polydactylism: This symptom. is almost always present. The
cxtra digit is usually situated near the smallest finger or toc.

Mental retardation: This is noted carly; it may be mild, but
the intelligence quotient is often on the moronic level. Rarely, mental
retardation may begin following a normal period of mental develop-
ment.

Genital hypoplasia: This symptom is also relatively common,
but it is difficult to detect in young age groups.

Family tendency: There is a strong family tendency in this
syndrome, which has been reported in 8o per cent of the cases.

Etiology

Cooperstock, 3 in discussing the causation, stated: ‘“....the
most acceptable concept recently set forth, is that the condition
results from a hereditary developmental disturbance and that the
various parts of the syndrome represent mesoblastic (polydactylism)
and epiblastic (obesity, retinitis pigmentosa, mental inferiority and
genital dystrophy) defects which are recessive and due to mutations
of two genes of the same chromosome.’> Numerous other causal fac-
tors have been suggested, such as endocrine imbalance, cerebral
aplasia from hydrocephalus, etc.

Treatment

Thyroid extract has been used successfully in reducing the weight
of these patients. Frequently various pituitary extracts have been
administered, but they are of little or no value. The combined endo-
crine therapy has been said to be helpful in restoring muscular tone
and gives some subjective relief from symptoms referable -to the eyes
if begun early in the course of the disease. Therapy has no effect on
the genital dystrophy. I wish to add to the literature one casec.

Case Report

A.C.,, a 10 year old male child (Figure 1), who is originally from
Pakistan, was brought to our clinic on February 27, 1959 because of
mental retardation, failure to see in the dark and obesity.

History: According to the father, the child’smental and. motor
development had been very slow since infancy. He was still unable
to do cven very simple things. He was slow in understanding and
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The head was normal in shape but looked somewhat microcephalic.
The remainder of the examination was not contributory.

Laboratory data: Complete urinalysis was within normal limits.
Phenylpyruvic acid was absent from the urine. Complete blood
count was normal. P. P. D. was negative.

Roentgenologic studies : Roentgen films of the skull did not reveal
any dcfinite abnormalities. Studies of the bones showed no evidence
of delayed development. :

Discussion and Conclusion .

The characteristic symptoms of the Laurence-Moon-Biedl syn-
drome, which are obesity, retinal degeneration, genital hypoplasia,
polydactylism, and mental retardation, were all present in our case.
I. Q. and B. M. R. could not be determined. No family history of
any similar condition could be elicited but this is not necessarily
rcliable because the father, informant, did not know enough about
the family history. This case is considered to be a ‘‘complete
Laurence-Moon-Biedl Syndrome.”
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