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SUMMARY: Bekir N, Bayraktaroglu 2, Coskun Y, Karaaslan C. (Departments of
Ophthalimology and Pediatrics, Gaziantep University Faculty of Medicine, Gaziantep,
Turkey). Whistling face (Freeman-Sheldon) syndrome In two siblings. Turk J Pediatr
1994; 329-332.

Two siblings with typical manifestations of whistling face (Freeman-Sheldon) syndrome
(WFS) born to unaffected parents are presented. In Case 1, deep-set eyes, epicanthus,
blepharophimosis, right lid ptosis, strabilsmus, anti mongoloid slant, small mouth,
mask-like face, high-arched palate, nasal speech, dysphagia, kyphosis and minimal
scollosis were noted, while Case 2 displayed blepharophimosis, mask-like face, long
philtrum, high-arched palate, scoliosis, bilateral post-axial polydactyly of the feet and
pes varus. We corrected the blepharophimosis in Case 1 by bilateral canthotomy and
canthoplasty.

This syndrome Is usually inherited as an autosomal dominant trait; however, some
authors have reported an autosomal an autosomal recessive form of this syndrome
similar to our cases. Nevertheless, this could be explained by genetic expression of
the mutant gene. Key words: whistling face syndrome, blepharophimosis, canthotomy,
canthoplasly, genetic heterogeneity.

This disorder was described by Freeman and Sheldon in 1938'. The most
common manifestations of Freeman-Sheldon syndrome are midface flatness with
small mouth giving a "whistling" appearance, deep-set eyes, epicanthal folds,
strabismus, ulnar deviation of fingers, blepharophimosis and talipes equinovarus?.

Although the occurrence of autosomal dominant inheritance has been clearly
established, the recessive form of this syndrome has yet to be definitively
evaluated®.

We describe here two siblings with whistling face (Freeman-Sheldon) syndrome
(WFS) born to unaffected parents, and we present our surgical approach to
lid deformities.
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of the face and claimed that the primary cause of the deformities was related
to myopathy, classifying this syndrome as a separate type of myopathic
arthrogryposis. Bilateral post-axial polydactyly of the feet in Case 2 is an unusual
finding in this syndrome; however, it is unclear whether this finding is related
to WFS or is a coincidental matter.

Guyuron and Winkler'2 reported correction of congenital upper eyelid ptosis
and bilateral commissuroplasty in a case with WFS. Guzzanti et al.'® also reported
orthopedic aspects concerned with the locomotor apparatus in two cases of
WFS. We corrected the blepharophimosis in Case 1 by bilateral canthotomy
and canthoplasty.

Medical treatment for WFS is not available, and prenatal diagnosis of the disease
is insufficient at present. It is beneficial to correct some of the deformities of .
these cases surgically.
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