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(Kelikian and Doumanian, 1957) has also led to poor
results, because of congenital underdevelopment of the
associated muscles and other soft tissues. Thus,
though congenital radioulnar synostosis is readily
diagnosed early, surgical intervention seldom leads to
improved function, and is not advisable at present.

Previous reports of familial radioulnar synostosis
have been of families of western European descent,
though Berant and Berant (1973) describe an Israeli
family 'of Moroccan extraction' (presumably the same
family mentioned by Jancu, 1971). The present case is
apparently the first report of familial radioulnar
synostosis in the black population.

I am grateful to Dr Elaine Zackai for her comments in
preparation of this manuscript.

RICHARD A. SPRITz

Department ofPediatrics,
University ofPennsylvania,

Children's Hospital ofPhiladelphia
Philadelphia, Pa. 19104, USA

References

Abbott, F. C. (1892). Hereditary congenital dislocations of the
radius. Transactions of the Pathological Society of London, 43,
129-139.

Berant, M., and Berant, N. (1973). Radioulnar synostosis and
craniosynostosis in one family. Journal ofPediatrics, 83, 88-90.

Cleveland, W. W., Arias, D., and Smith, G. F. (1969). Radioulnar
synostosis, behavioral disturbance, and XYY chromosomes.
Journal ofPediatrics, 74, 103-106.

Davenport, C. B., Taylor, H. L., and Nelson, L. A. (1924). Radio-
ulnar synostosis. Archives ofSurgery, 8, 705-762.

Fahlstrom, S. (1932). Radio-ulnar synostosis. Historical review and
case report. Journal ofBone and Joint Surgery, 30, 395-403.

Hansen, 0. H., and Andersen, N. 0. (1970). Congenital radio-ulnar
synostosis. Report of 37 cases. Acta Orthopaedica Scandinavica,
41, 225-230.

Jancu, J. (1971). Radioulnar synostosis. A common occurrence in
sex chromosomal abnormalities. American Journal ofDiseases of
Children, 122, 10-1 1.

Kelikian, H., and Doumanian, A. (1957). Swivel for proximal radio-
ulnar synostosis. Journal of Bone and Joint Surgery, 39, 945-
952.

Sandifort, E. (1793). Museum Anatomicum Academiae Lugduno-
Batavae, Leyden, 1, P1. 103, Figs. 1, 2, and 3, 227.

Wilkie, D. P. D. (1914). Congenital radio-ulnar synostosis. British
Journal ofSurgery, 1, 366-375.

Requests for reprints to Dr Richard A. Spritz,
Department of Pediatrics, Children's Hospital of
Philadelphia, 34th Street and Civic Center Boulevard,
Philadelphia, Pennsylvania 19104, U.S.A.

Case reports

Cleft palate and accessory
metacarpal of index finger
syndrome: possible familial
occurrence
SUMMARY A case of cleft palate and accessory
metacarpal of index finger syndrome is described
and related to the presence of Pierre Robin syn-
drome in a stillborn sibling. The significance of
this relationship is discussed.

The Pierre Robin syndrome is classically comprised of
cleft palate, glossoptosis, and micrognathia (Smith,
1976). One variant of this condition is the cleft palate
and accessory metacarpal of index finger syndrome
which has so far been described in 3 cases, all of which
have been sporadic in occurrence (Holthusen, 1972;
Manzke, 1966; Farnsworth and Pacik, 1971). This
report describes a further case together with a sib who
had classical Pierre Robin syndrome. This may
represent the first reported familial incidence of the
syndrome.

Case report

R.P. was born at term by caesarean section to a 28-
year-old gravida 2, para 1 mother. Caesarean was
done because the mother had previously delivered a
stillborn male infant with classical Pierre Robin syn-
drome and a 4 mm secundum atrial septal defect.
Father was also aged 28 years. There was no history
of parental consanguinity or of maternal drug or
alcohol abuse during pregnancy. Birthweight was 3-21
kg. Respiratory difficulties developed immediately
after birth and intubation was performed with diffi-
culty because of micrognathia and cleft palate. After
resuscitation he was managed prone on a specially
constructed frame to ensure an optimum airway and
to facilitate feeding.

Clinical examination revealed typical facial features
of Pierre Robin syndrome (Fig. 1). In addition sym-
metrical angulation deformities of both index fingers,
confirmed by x-ray examination as due to accessory
metacarpals, were present (Fig. 2). X-rays of the feet
were normal. Height and weight gain continued well
below the third centile for age, and tachypnoea and
recession persisted. Cardiac examination revealed a
midsystolic murmur at the upper left sternal edge
associated with wide, fixed splitting of the second heart
sound. Electrocardiogram showed changes com-
patible with secundum atrial septal defect. He subse-
quently developed recurrent upper airway obstruc-
tion, respiratory tract infections, and a degree of cor
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i)

Fig. 1 Facialfeatures of
Pierre-Robin syndromepresent
in this patient.

Fig. 2 Hand x-raypicturefrom patient
showing bilateral symmetrical angulation
deformities ofthe indexfingers.
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pulmonale. Though adequate calories were provided
he failed to thrive. Developmental progress was
essentially normal for age.

In order to relieve the airway obstruction and its
associated hypercapnoea and cardiac failure and to
facilitate tracheal toilet an elective tracheostomy was
performed at the age of 81 months. Thereafter he
showed considerable improvement with return of
blood gases to normal and relief of cardiac failure. At
the age of 12 months he was discharged to home care.
He has since shown improvement in linear growth
though his weight remains below the third centile for
age.

Discussion

The bony abnormalities in this patient are strikingly
similar to the malformations described in the three
previously reported cases. The association of these
anomalies with the other defects probably represents a
distinct syndrome. The accessory bone later fuses with
the first phalanx so the term 'accessory metacarpal'
may be a misnomer. The coexistent atrial septal defect
in our patient and his brother was also found in the
syndrome described by Gorlin et al. (1970) of Robin's
anomaly with talipes equinovarus and persistent left
superior vena cava.

Unfortunately no precise details of the anatomy of
the hands in the stillborn brother are given in the
necropsy report. Nevertheless, this infant clearly had

'Present address: Dept. of Pediatrics, Division of Pediatric Cardiology,
Yale University School of Medicine, 333 Cedar St. New Haven, Coun
065 10, U.S.A.
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the Pierre Robin syndrome and thus the coexistence
of the 'accessory metacarpal' may imply a substantial
recurrence risk in sibs.

M. GEWITZ,I R. DINWDDIE, T. YULLE,
E. HILL, AND C. 0. CARTER

The Hospitalfor Sick Children,
Gt. Ormond Street, and the
MRC Clinical Genetics Unit,

Institute ofChild Health,
London.
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Announcement

The University of California, San Francisco, and the
National Foundation-March of Dimes are sponsoring
the 1978 Birth Defects Conference, 12-14 June 1978.
For information write to Dr. Bryan D. Hall, M648,
Department of Pediatrics, University of California,
San Francisco, California 94143, USA.
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