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Autosomal dominant trigonocephaly

Sir,
Tye et al. (1976) conclude that some of our earlier

findings (Kamaryt and Fintajslova, 1970) obtained by
agar gel electrophoresis of human amylase are mis-
leading and incorrect. In particular they challenge
our results on the ratios of salivary to pancreatic
amylase in children.
We estimated that the ratio ofsalivary to pancreatic

amylase in bloodserum (not in urine) from children up
to 1 year old is about 2:1. In blood serum from adults
the ratio is about 1:1, whereas in urine it is 1:2. The
relatively higher levels of pancreatic amylase in urine
are probably a consequence of the higher renal
clearance of this type of amylase (Kamaryt, 1969).
Tye et al. appear to have confused things by com-

paring their own results obtained by polyacrylamide
gel electrophoresis of urine samples with our results on
blood serum. In addition they conclude that our
electrophoretic separation on agar did not distinguish
the salivary and pancreatic amylases. They suggested
that overlapping pancreatic isoenzymes were scored
as salivary amylase, thus leading to an overestimate of
the salivary and an underestimate of the pancreatic
amylase isoenzymes. However, we never did observe
such an overlap under our experimental conditions of
agar gel electrophoresis. The root of this discrepancy
appears to be in comparing our results obtained from
blood with their results from urine. Furthermore the
differences in the rates of renal clearance between the
two amylase isoenzymes do not appear to have been
taken into account in the analysis of Tye et al.

Yours, etc,

JAROMIR KAMARY'T
Institute ofPediatric Research,

662 62 Brno, CSSR
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Sir,
The recent discussion of autosomal dominant

trigonocephaly associated with minor anomalies by
Hunter et al. (1976) is disturbingly misleading to
readers unfamiliar with the variable expression of the
craniosynostosis syndromes.
The authors reported on a 6-month-old male child

who'. . . had trigonocephaly with prominent metopic
ridge, shallow orbits, epicanthic folds, and minimal
ptosis.... There was ulnar deviation of the terminal
phalanges of the first and second digits of the hands,
and bilateral clinodactyly ofthe fifth fingers. The right
hallux was extremely broad. ... Dermatoglyphic
studies revealed a low total ridge count (44) ... There
was duplication of the distal phalanx of the right
hallux .. .'. Total craniosynostosis was also re-

ported by the authors.
The mother of this patient had a '... head cir-

cumference of 51 cm (below 3 %) . . . pronounced
oxycephaly with tall narrow forehead with a promi-
nent bulge at the bregma and a low straight anterior
hairline; ... maxilla was hypoplastic and the entire
face was concave to the right. She had an exaggerated
cervicothoracic kyphosis ... Dermatoglyphics re-
vealed a low total ridge count (56). ...' A maternal
uncle ofthe mother was 'reported to have pronounced
cutaneous syndactyly and similar curvature of the
fingers....'.
The authors evidently were misled by the mild

involvement of these patients and failed to identify
their patients' condition as one of a group of more
severe malformations which has not occurred to them
yet the 'acrocephalosyndactyly syndromes' (ACS).
McKusick (1975) recognises 5 types which range from
a very severe form, Apert syndrome (ACS Type I),
to a very mild form, the Saethre-Chotzen syndrome
(ACS Type III). Pantkeetal. (1975)havecharacterised
the latter as an autosomal dominant trait with variable
expressivity presenting craniosynostosis, acrocephaly,
low-set frontal hairline, facial asymmetry, ptosis ofthe
eyelids, deviated nasal septum, partial cutaneous
syndactyly of hands and feet. Pruzansky et al. (1975)
have shown a patient who also had broad halluces
with duplicated distal phalanges.
The findings in Hunter et al.'s patients are clearly

those of patients with the Saethre-Chotzen syndrome
and the proband's mother's pictures are highly
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