
Arch Dis Child 2012;97(Suppl 2):A1–A539 A191

Abstracts

had no significant changes in each group and between the two 
groups (trial: –0.29±0.9 vs. control: –0.95±1.1, p value >0.05). Height 
Velocity with age had a negative linear correlation and height Z 
score was positively related to the initial height and weight (p value 
< 0.05) in both groups.
Conclusion In CPP, adjuvant therapy with Vitamin A and iron in 
combination with GnRH agonist could be considered to improve 
height velocity.

IMAGE SYNDROME: FIRST NORTH AFRICAN DESCRIPTION
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Introduction If the diagnosis of adrenal insufficiency (IS) with 
salt loss is quite common, some forms deserve particular attention.
Description A 40 days infant, twin born SGA is admitted for 
severe dehydration with impaired general condition. The physical 
examination found a right inguinal hernia and hypospadias. No dys-
morphia is highlighted.

The assessment carried outhypoglycemia with hyponatremia 
and hyperkalemia. Rehydration with IV corticosteroid therapy is 
then initiated based hydrocrtisone.

The association Inguinal Hernia-IS-Hypospadias is a rare form of 
congenital deficiencies in adrenal enzymes: IMAGe syndrome asso-
ciating intrauterine growth retardation (I), metaphyseal dysplasia 
(M), adrenal hypoplasia (A), genital abnormalities (Ge).

A radiograph of the members is requested and returns, at first, 
normal; but progressive dysplasia is noted after 1 year.
Discussion The causes of neonatal adrenal insufficiency are a het-
erogenous group.

The sexual ambiguity, the association with clinical and labora-
tory diagnosis led to a such rare diagnosis. Genetic analysis was not 
yet performed.

The acronym IMAGe (OMIM 300290) was individualized in 
1999 by Naughty & Al.

This condition can be added later by a dyplasie metaphyseal, but 
the exact cause remains unknown In 2008, a Japanese team empha-
sized the radiological monitoring of these children.
Conclusion Advances in genetics still perplexing in some forms of 
neonatal IS, despite the role better and better established SF-1 gene 
DAX-1 & IMAGe syndrome is a perfect example: association of 
clinical and radiological signs of unknown origin described in the 
five continents.

FIRST SEIZURE AS LATE PRESENTATION OF VELO-CARDIO-
FACIAL SYNDROME
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Congenital hypoparathyroidism caused by Velo-Cardio-Facial Syn-
drome (VCFS) typically presents with hypocalcemia usually associ-
ated with other characteristic findings. It is most often diagnosed 
during the neonatal period.

We report the case of a boy who presented with symptomatic 
hypocalcemia (serum total calcium 5.1mg/dL; ionized calcium 
0.65mmol/L) at 8 years of age; he had a history of velopharyngeal 
incompetence and late development with language impairment; at 
presentation, mild dysmorphic facial features were detected. The 
laboratory evaluation revealed parathormone (PTH) < 1.0 pg/ml. 
The presence of hypoparathyroidism suggested VCFS, confirmed by 
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respectively. Hypoparathyroidism’s etiologies were: autoimmune 
polyendocrine syndrome (2cases), idiopathic hypoparathyroidism 
(3cases), kearns sayer syndrome (1cas). PHP was diagnosed in 3 
cases; among them, 2 children had Fahr syndrome. All patients were 
treated with oral calcium, active vitamin D. 2 patients died; the 
cause of death was not related to their HP.
Conclusion HP is a rare endocrinopathy in childhood. The etio-
logical diagnosis strategy needs many investigations especially 
genetic analysis.

BONE MINERAL DENSITY IN CHILDREN WITH CEREBRAL 
PALSY
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Diminished bone mineral density (BMD) is a frequent finding in 
cerebral palsied children. The underlying pathophysiology is com-
plex in CP and variable risk factors such as immobility, nutritional 
deficiency and anticonvulsant use have been proposed. This study 
aimed at assessing BMD in children with CP.

In this analytic-descriptive cross-sectional study, 85 children 
with CP were recruited in Tabriz Children Teaching Centre. Patients’ 
BMD of three lumbar vertebrae (L2–L4) and hip was determined by 
Dual energy X-ray Absorptiometry (DXA). Functional status was 
assessed by the Gross Motor Functional Classification (GMFC) 
scale. Eighty five patients, 44 males and 41 females with a mean age 
of 5.79±2.39 (3–11) years were enrolled in the study. Reduced BMD, 
–2< Z score< –1 and Z score≤-2 were present in 48.2% and 30.6% of 
the patients, respectively. Standing ability and its duration was 
directly associated with increased lumbar vertebral BMD. The mean 
hip BMD was significantly lower in the cases with positive history 
of receiving anti-convulsant medications. The mean lumbar verte-
bral and hip BMDs were higher in cases with hypotonic CP and in 
the patients with hemiplegic involvement in a nonsignificant man-
ner. There was also nonsignificant inverse correlation between the 
BMD and GMFC.

Diminished BMD, –2< Z score< –1 and Z score≤-2 are frequent 
in children with CP. The relating pathophysiology is multifactorial 
and complex.

VITAMIN A AND IRON AS AN ADJUVANT THERAPY IN 
ADDITION OF GNRH AGONIST IN PRECOCIOUS PUBERTY
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Background To examine the effect of vitamin A and Iron supple-
mentation on growth outcome of central precocious puberty (CPP) 
patients who receive GnRH agonist.
Method 36 female CPP patients were randomized in control (17 
cases) and trial (19 cases) groups. Both groups received GnRH ago-
nist and the trial group received iron (10m/day) and vitamin A 6000 
U/week as well. The patients were revisited every 3 months, their 
weights, height, BMI were measured, and their bone age was deter-
mined in the beginning and end of the study. Statistical analysis 
was performed between groups and in each group.
Results The mean age of the patients was 106.7±10.57 vs. 
102.7±13.7 months in trial and control groups. No statistical differ-
ence was observed in the base-line age, weight, height, BMI, bone 
age and predicted adult height (PAH). Height Z score (1.22±0.9 vs. 
0.39±0.7, p value<0.01), and height velocity Z score (1.4±2.1 vs 
–0.36±1.9, p value<0.01) were significantly higher in the trial as 
compared to the control group at the end of the study. PAH-SDS 
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Abstract 665 Figure 1

Consistent with RA. She received prompt intravenous antibiotic 
therapy with no clinical improvement. Only repeated accurate 
physical examinations, with early appreciation of subsequent clini-
cal findings consistent with KD, allowed for early diagnosis and 
proper treatment with intravenous immunoglobulin. In literature 
sixteen cases of KD mimicking RA have been reported. Fever and 
deep neck infection like symptoms were the only clinical findings at 
admission in 14 (87.5%) children. All children had a neck CT scan 
performed showing findings suggestive of RA. All children were 
promptly started intravenous antibiotic therapy without clinical 
improvement and five patients (31%) underwent unproductive sur-
gical drainage of the retropharyngeal space. Twelve patients (80%) 
received a diagnosis of KD after 7 or more days since onset of fever 
and 4 after 10 or more days. Coronary aneurisms were found in  
2 patients, both of whom had a delayed KD diagnosis after 10 or 
more days since fever onset.
Conclusion Pediatricians should be aware of atypical KD presenta-
tions mimicking RA. Early diagnosis of KD is pivotal for preventing 
cardiac complications, as well as avoiding the risk associated to 
unnecessary surgical intervention.

PULMONARY ABNORMALITIES IN CHILDREN AND 
ADOLESCENTS WITH TYPE 1 DIABETES MELLITUS

doi:10.1136/archdischild-2012-302724.0666

1GC Yılmaz, 1P Boran, 2L Yılmaz, 1E Tutar, 1G Tokuc. 1Dr. Lutfi Kirdar Kartal Research and 
Training Hospital, 2nd Clinic of Pediatrics; 2Dr. Lutfi Kirdar Kartal Research and Training 
Hospital, Department of Family Medicine, Istanbul, Turkey

Background and Aims Few studies are available on pulmonary 
function abnormalities in children with diabetes with controversial 
results. Spirometric abnormalities and reduction of lung diffusing 
capacity for carbon monoxide (DLCO) have been reported.

A cross sectional study was designed to assess whether children 
and adolescents with type 1 diabetes have pulmonary dysfunction.
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Fluorescence in situ hybridization study that revealed a deletion on 
chromosome 22q11.2 zone. Therapy with calcium was undertaken 
at first by intravenous infusion and orally afterwards; high levels of 
calcium were needed to normalize serum calcium.

Molecular evaluation of the parents showed no deletion in the 
22q11.2 zone, allowing for the diagnosis of a de novo deletion in the 
index case.

The importance of this report relies on the fact that the patient, 
despite clinical suspicions of VCFS, remained asymptomatic until 
late childhood, presenting with no renal dysfunction, immunologi-
cal abnormalities or cardiac malformations.

Considering this hypothesis and making an early diagnosis is 
important both for implementing timely clinical evaluation and 
dietary supplementation if needed and for family planning.

DIFFERENT FACES OF CHRONIC AUTOIMMUNE 
THYROIDITIS IN CHILDHOOD AND ADOLESCENCE
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Chronic autoimmune thyroiditis (CAT) is multifaced disease. Its 
incidence has increased dramatically over the past few decades 
afflicting up to 2% of the general population. CAT as autoimmune 
disorder results from complex interplay of genetic, environmental 
and endogenous factors. In nonendemic goitre areas, CAT is the 
most common cause of acquired hyothyroidism.

Unlike overt goitrogenic form of disease, atrophic one remains 
hidden or misdiagnosed for years.

Some children expirience all thyroid dysfunction types during 
natural course of the disease; mild hyperthyroidism at diagnosis 
(hashitoxicosis), euthyroid state, and gradual progression from sub-
clinical to overt hypothyroidism.

The clinical manifestations of acquired hypothyroidism (AH) in 
childhood differ from those in adults. The classic manifestation also 
occur in children, but are not so prominent. Instead, the most 
important sign of AH in childhood is growth failure. Weight tends 
to increase and in most instances weight for age is greater than 
height for age. The retardation of bone age in AH usually equals or 
exceeds the retardation in linear growth. Pubertal disorders: delayed, 
or even precocious puberty are always present.

Another intriguing form of dysfunction in CAT could be the sub-
clinical hypothyroidism with mixed signs of hypo and hyperfunc-
tion (autoimmune dysthyroidism). Thus, clinical features do not 
always correspond to hormonal status. The reasons for diagnostic 
pitfalls, because of clinical ambiguity are challenging for pediatri-
cians and endocrinologists.

RETROPHARYNGEAL ABSCESS AS A PITFALL IN THE 
DIAGNOSIS OF KAWASAKI DISEASE: CASE REPORT AND 
REVIEW OF THE LITERATURE
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Kawasaki disease (KD) is an acute self-limiting vasculitis of child-
hood of unknown etiology. We report the case of a patient with KD 
whose initial presentation mimicked a retropharyngeal abscess 
(RA) and review the literature on this topic. Our child, a 4 year old 
girl, presented with fever (< 24 hours) and clinical, laboratory and 
MRI findings.
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