chological well-being and feelings of inadequacy in relation
to their parents and family. The Shwachman score of the
sick child was not related to the level of self-esteem.
Conclusion: When CF is present among siblings, girls
seem to carry more of the family pain than boys, a finding
that calls for an increased awareness of the girls’ situation

by members of care teams.
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0274. Ages and Stages Questionnaire used to mea-
sure cognitive deficit in children born ex-
tremely preterm

Klamer A. / Lando A. / Pinborg A. / Greisen G. [A.
Klamer, Department of Neonatology, Rigshospitalet, Bleg-
damsvej 9, DK -=2100 K¢enhavng, Denmark] — ACTA

PAEDIATR. INT. J. PAEDIATR. 2005, 94/9 (1327 -1329)

Aim: To validate the Ages and Stages Questionnaire (ASQ)
and to measure average cognitive deficit in children born
extremely preterm. Methods: Parents of 30 term children
aged 36 —42 mo completed the ASQ and the children un-
derwent the Wechsler Preschool and Primary Scales of In-
telligence-Revised. In a second study, the ASQ was ob-
tained in 22 children born extremely preterm and 19 term
children at the age of 35 —44 mo. Results: The overall
ASQ score correlated significantly with IQ (p = 0.007).

The children born extremely preterm had an ASQ score of
- 1.06 SD below the score of the term children (p =
0. 048). Conclusion: The ASQ identified a developmental

deficit of the expected magnitude.

ASQ
‘ " (ASQ)
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ASQ
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0275. Neurodevelopmental outcome and haemato-
logical course of a long-time survivor with
homozygous alpha-thalassaemia: Case re-
port and review of the literature

Liicke T. / Feister S. / Diirren M. [Dr. T. Lucke, Depa-
rtment of Paediatrics, Hannover Medical School, CarlNeu-
berg Str. 1, D —30625 Hannover, Germany] — ACTA PAE-
DIATR. INT. J. PAEDIATR. 2005, 94/9 (1330 -1333)

Aim: Homozygous a — thalassaemia, also called haemoglo-
bin (Hb) Bart’s hydrops fetalis, has been thought to be a
lethal condition. Due to prenatal diagnosis and intrauterine
blood transfusions, a few patients with Hb Bart’s hydrops
fetalis have survived. This fact raises the urgent questions
of clinical management and appropriate follow-up of these
patients, both of which are addressed in this article.
Methods: We report on a 6.5 —y-old patient with ho-
mozygous o — thalassaemia and review the literature of 13
other survivors published to date. Transfusion requirements
were evaluated and the rate of liver iron accumulation was
assessed by biomagnetic liver susceptometry before and
after institution of iron-chelating therapy. Psychometric e-
valuation was carried out using Munich’s Functional De-
velopment Test, the Columbia Mental Maturity Scale, the
Kaufman Assessment Battery for Children, and the Peabody
Picture Vocabulary Test. Results: Our patient had signifi-
cant delay of psychomotor development. Psychometric e-
valuation at the age of 5 y revealed an 1Q of 85 and an
intellectual level of a 4 — y-old child. Early tissue iron
overload was seen, but a negative iron balance was
achieved after institution of desferrioxamine treatment at

dosages used for [ —thalassaemia. Conclusion: Ho-

27



