
Conclusion: Fdopa-responsive dystonia is a rare disease Cits clinical
characteristics include FAchildhood-onset dystonia with marked diur-
nal fluctuation and female predominance, for the not enough sup-
plement of BH4 during the day Aa dramatic and sustained response
to relatively low doses of levodopa, but Little effectiveness of treat-
ment of BH4A mutations of GCH-I gene and TH gene A increased
prolactin by regulation of dopamine D2 receptor clinical diagnosis of
DRD remains difficult. The children who suspected the disease
should be taken genetic test once diagnosed C the Comprehensive
Treatment C low doses of levodopa therapy Cs hould be taken to im-
prove the quality of life as soon as possible.
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Objective: To identify determinants of height for age z-score (HAZ)
and stunting at 2 years of age
Methodology: This cohort study was conducted at AIIMS, New Delhi.
Healthy term neonates were enrolled and followed till 2 years. Weight
and length were measured at birth, 1 and 2 years using electronic
weighing scale and infantometer. Caloric intake was assessed by 24 hrs
recall at 1 and 2 yrs. Fasting blood samples for vitamin D (25OHD) and
insulin were drawn for a subset. HAZ at 2 years was calculated by WHO
Anthro, and its correlation checked with weight and length at birth and
1 yr, parents’ height and BMI, socio-economic status (SES), gestational
diabetes (GDM), caloric intake, 25OHD and insulin at 1 and 2 years.
Results: We studied 186 children (110 boys). Median (IQR) of HAZ at
2 years was -0.87 (-1.49 to -0.07) with 17 (9.1%) children being
stunted (HAZ<-2). Median 25OHD at 1 yr (n=93) was 4.0 (3.0-9.1)
ng/ml, and at 2 yrs (n=78), 10.8 (6.5-17.5) ng/ml. Median (IQR) of Insulin
at 1 yr (n=117) μU/ml was 3.1 (1.3-6.2) and at 2 yrs (n=101), 3.1 (1.8-4.6)
μU/ml. Thirty-four (18.3%) were born to mothers with GDM. The mean
± SD of various parameters and their correlation with HAZ at 2 years
are presented in Table 1. The correlation was strongest for weight and
length at 1 yr. The odds ratios of stunting in the presence of various
categorical variables are summarized in Table 1. Fathers’ height < 160
cm, and length at 1 yr < 71.5 cm had the highest odds for stunting at 2
yrs. Maternal BMI, GDM, SES, 25OHD and Insulin levels at 1 and 2 yrs
were not correlated with HAZ at 2 years.
Conclusion: Height at 2 years was correlated with size at birth and 1
yr and caloric intakes at 1 and 2 years. Higher odds for stunting were
seen if parents were short, length at birth or 1 yr was short, and
weight and caloric intake at 1 yr were low. Serum 25OHD and Insulin
levels were not correlated with HAZ.
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Purpose: Noonan syndrome (NS) is characterized by short stature,
heart anomalies, developmental delay, dysmorphic features, crypt-
orchidism, and coagulation defects. Several studies reported the
short-term effects of recombinant human growth hormone (rhGH)
treatment on the improvement of height. This study was performed
to evaluate the long-term efficacy of rhGH in patients with NS in
Korea.
Methods: This study included 15 prepubertal children with NS who
received rhGH subcutaneously at a dose of 50–75 μ g/kg/day for 6
days a week for at least >3 years. Pre- and post-treatment data, such
as height, weight, bone age, IGF-1, and IGFBP-3 levels, were collected
every 6 months.
Results: Chronologic age and bone age at the start of treatment
were 7.97 ± 1.81 and 5.09 ± 2.12 years, respectively. Height standard
deviation score (SDS) was increased from -2.64 ± 0.64 to -1.54 ± 1.24
years after 3 years (P < 0.001). Serum IGF-1 SDS levels were elevated
from -1.28 ± 1.03 to -0.10 ± 0.94 (P < 0.001). Height SDS was more in-
creased in subjects without PTPN11 mutations compared to those
with mutations after 3 years (P = 0.012). However, the other parame-
ters, including bone age, IGF-1 SDS, and IGFBP-3 SDS, were not
significantly different between patients with and without PTPN11
mutations.
Conclusions: Although this study included a relatively small number
of patients, long-term rhGH therapy in NS patients was safe and ef-
fective at improving height, growth velocity, and serum IGF-1 levels,
in accordance with previous studies. However, the meticulous moni-
toring of potential adverse events is still needed because of high
dose of hGH and preexisting hyperactivity of RAS-MAPK pathway.
Patients with PTPN11 mutations demonstrated a decreased response
to rhGH therapy compared to those without mutations.
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Objective: A study has reported increased body mass index (BMI) of
preschool children after the great east Japan earthquake (BMJ Open
2016:e010978). The results were limited to preschool children, and evi-
dence of infant growth after the earthquake is necessary. The present
study aimed to determine how the earthquake changed the growth of
infants who were residing on the Pacific Ocean side of northeast Japan.
Methods: We collected health examination data of infants at 3, 6, 18
and 42 months of age in Fukushima, Miyagi and Iwate prefectures in
Japan. For primary comparison, we defined three infant groups.

Table 1 (abstract P2-4-1). Summary of various parameters, their
correlation with height z-score (HAZ) at 2 years, and association with
stunting (HAZ<-2)
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(1) ‘Milk-fed group’ included the infants who had experienced the
earthquake between 3- and 6-month examinations. (2) ‘Toddler
group’ included the infants who had experienced the earthquake at
the age of 21–30 months. (3) ‘Unaffected group’ included the infants
who had undergone the 42-month examination before the earth-
quake and therefore whose anthropometric data were not affected.
In the strata of the prefectures and sexes, we graphically plotted the
changes in BMI from 3 through 42 months of age, adjusting for ges-
tational age, infant age in month and time points of health examina-
tions in general linear model. Thereafter, we compared the changes
in BMI between each affected vs. referent-unaffected groups.
Results: The analyses included 8,479 boys and 8,218 girls. In the
milk-fed group at the age of 6 months, the girls in Fukushima, the
boys (p<0.001) and girls in Miyagi and the boys and girls in Iwate
represented slight to statistically significant decreases in change in
BMI, compared to those in the unaffected group. In the milk-fed
group in Fukushima, there were also statistically significant increases
in the boys at 18 (p<0.01) and 42 months (p<0.001) and the girls at
42 months (p<0.01).
Conclusions: The data indicate that immediately aftermath of the
earthquake, the growth of the affected suckling infants were slightly
disturbed. The affected suckling infants in Fukushima also represent
increased BMI at the age of 42 months and may have potential to
show early adiposity rebound. The results highlight the need of med-
ical follow-up to the infants in Fukushima.
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Background: Children born small for gestational age (SGA) are at
high risk of developing metabolic syndrome in adulthood. Growth
hormone (GH) treatment for children born SGA has been reported to
have favorable effects on lipid metabolism through the activating of
signal transduction on metabolism, and probably, on immunity.
Objective: We aimed to elucidate the metabolic and immunological char-
acteristics for SGA children and to assess their alteration by GH treatment.
Subjects: Twenty-six prepubertal short children (mean age 4.4 yr)
born SGA were included for the study, and 26 healthy children
(mean age 4.7 yr) had participated as controls.
Methods: All of 26 SGA patients were treated with GH. Anthropom-
etry and measurement of hematologic, biochemical, immunological
and endocrinological parameters were performed before and 1, 3, 6,
9 and 12 months after the start of GH treatment. At baseline, we
compared these parameters between the SGA and control groups.

We also examined the change of these parameters at each point of
time from the baseline levels.
Results: After 12-month GH treatment, mean height SDS of SGA chil-
dren changed from -3.29 SD to -2.73 SD. HbA1c level did not change
significantly during the GH treatment. Total cholesterol, LDL-C and
HDL-C levels were similar in both groups, and these parameters did
not show significant changes during the GH treatment. SGA children
had higher baseline levels of ApoA1 than controls, and the levels in-
creased by 12-month GH treatment. The ApoB level and ApoB/
ApoA1 ratio decreased by 12-month GH treatment. Among immuno-
logical parameters, monocyte counts were lower in patients than
controls at base line, and increased by GH treatment. Neutrophil
counts tended to be lower in patients than controls, and significantly
rose after GH treatment. Flow cytometric analyses showed the NK
cell ratio in peripheral leukocytes was higher in SGA patients, and de-
creased after GH treatment. Leptin and resistin levels were lower in
patients than controls, which showed no significant change during
GH treatment.
Discussion: Our study demonstrated the GH treatment changed apo-
protein profiles toward improvement of lipid metabolism and pre-
vention of cardiovascular disease for SGA children. The unique
immunological profiles of lower neutrophils and monocytes and
higher NK cell ratio in peripheral blood might affect the predispos-
ition to metabolic syndrome for SGA children. GH treatment could
significantly modify the immunological profiles.
Conclusion: GH treatment for SGA children potentially has favorable
effects not only on the growth, but also on the lipid metabolism and
immune system.
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Objective: It is as yet unclear whether the WHO 2006 Child Growth
Standards (WS) are applicable to East Asian populations in general.
We studied the applicability of WS as standard may be appropriate
in Japanese children.
Methods: We used the 2007-2013 Tokyo public child care center sur-
vey data (Tokyo 2007-2013 survey cohort: 3430 boys, 3025 girls, 0-60
months of age, semi-longitudinal data). For each child, z-scores for
length/height and weight were calculated by comparison with both
WS and the Japanese 2000 reference (JR). We adopted Cohen’s
criteria (differences of 0.20 SD units, small; 0.50 SD, medium; 0.80 SD,
large), in the assessment of differences in length/height and weight.
The prevalence of children below and above certain thresholds for
length/height and weight were obtained according to WS and JR in
Japanese children (Tokyo 2007-2013 survey cohort): short stature,
length/height < 3rd centile; tall stature, length/height > 97th centile;
underweight, weight < 3rd centile; overweight, weight > 97th centile.
Results: Japanese children had significantly low mean z-scores for
length/height: the mean z-score was close to -1.0 (medium-large
difference for the most part) while mean z-scores for weight ranged
from -0.01 to -0.62 compared with WS (small difference for the most
part). (Table) Percentages of children classified as short stature, tall
stature, underweight and overweight were as follows.
Short stature: 6.8-13.7% (WS), 0.3-8.0% (JR), in boys; 3.7-10.8% (WS),
0.6-7.2% (JR), in girls.
Tall stature: 0.0-1.6% (WS), 0.0-3.1% (JR), in boys; 0.0-1.8% (WS), 0.1-
4.4% (JR), in girls.
Underweight: 2.4-6.8% (WS), 1.5-5.7% (JR), in boys; 0.8-6.9% (WS), 1.4-
5.3% (JR), in girls.
Overweight: 0.0-1.0% (WS), 1.5-4.6% (JR), in boys; 0.0-1.6% (WS), 1.8-
5.8% (JR), in girls.

Fig. 1 (abstract P2-4-3). See text for description

International Journal of Pediatric Endocrinology 2017, 2017(Suppl 1):15 Page 114 of 144


	s13633-017-0054-x 113
	s13633-017-0054-x 114

