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CYILEAN  SCREENING PROGRAM FOR  CONGENITAL ~ HYPOTHYROIDISM.
PSYCHOMETRIC AND NEUROLOGICAL EVALUATICON OF DETECTED CASES.
Cusllo, X., Abodovsky, N., Vivanco, X., Pérez, P., Manriquez, M.,
Godoy, X. San Juan de Dios Hospital, INTA, University of
Santiago, Chile.

This national progcram has detected 35 patients in the Metropolitan
Region and 62 Region, from March, 1992 until May, 1934. The observed
incidence is 1/4316

Objective: Psvcnometrlc and neurological evaluation of the subjects
detected. Method: Psychometric evaluation by psycheologist, applying
Bayley scales and nnuro1oclcal evaluation by pediatric neurolcgist,
at 2-6-10-12-18-24 months of age. Results: Cut of 33 children: 24
had initial low T4, 6 had compensated hypothyroidism (HCT) and 3 had
delaved ]’t\'DOt]”VTOJ.dlSm (HCT). Out of 24 patients, 23 began their
treatment at an average age of 16 days. Initial T4 was 5.85 pg/dL
(range: 1.0-9.9). Psychometry was normal at all ages. One case was
treated at 73 days, with T4 0.1 pg/dL and had altered psychometry,
which tended to improve later on. Comparing six patients with
delayed bone age (BA) and average T4 2.65 pg/dL (range: 0.1~4.8)
with 18 patients with normal bone age and average T4 5.85 pg/dL
(range: 1.0-9.9) psychometry was normal in beth groups, but tended
to have hicher scores in the cases with normal BA. All HC and HCT
psychometric tests were normal, except in one who had a marginal
score at 3 months of age. Neurological examination was abnormal in
3 out of 24: one whose treatment was delayed, one preterm child with
a pyramidal syndrome at 3 months of age, and 1 with slicht
psychomotor delay at 3 months of age.

Conclusions: 1.- After 18 months of observation the psychometric
tests were normal when treatment was started before the age of 30
days. 2.- Delaved (BA) and low T4 level (< 4.28 ng/dL) mey precch
retarded psvchomotor development. 3.~ It is necessary to have longer
follow up in order to predict psychomotor development.
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RELA’T'ION OF LIPOPROTEIN (a) "‘O PRRENTAL CARDIOVASCULAR DISEASE.
Asenjo,S., Casanueva, V., Calvo, C., Cigd. X,, Ernst, I., Wilkelm,
V., Gleisne er, A. Departrments of Pedlatrlcs and Biochemi st"y,
University of Concepcidn, Chile.
-moo'“o‘feln a (Ip{a)) 1is considered as a risk-indicator for
c:.rc:l:.<>vas<:\.11 ar disease (C‘-D), _ndepender't of known fzcters such as
hypercholest erolemia, besity iabetes mellitus and
hypertension.The aim of ths study was to determine whether Ip(a)
plasma concentrations in cnﬂdren with oarents with CED below 45
vears of age is a_useful risk indicator for this disease, and to
establish the relationship with ethnic factors. 18 Caucasian
children aged 4-15 vears with parental CHD (Group A) were studied
and_compared with 71 Caucasians without parental CHD (group 3; and
44 Pe}‘uenchn children living in Alto Bio Rio (group C). Lp(a) was
measured in serum by enzvme immunoassay using monoclonal antiapo(a)
as antibody and polyclénal anti apoB percxidase to avoid cress
reaction with plasminogen. Lp(a) values higher than 30 mg/dl were
considered risk Mcncators for CHD.
In 15 children g83% of group A, 59 (83%) of group B, and 42 (05%
of group C Lp(a) values were < 30 mg/dl. None in groa A, 3 (4
in 2nd 2 (4. 5%) in croup C nad Lp(a) levels tween al—s
mo/cﬂ Three (16.6%) in group A 2.6%) in croup B, and none in
growp C had Lp(a) levels > 50mg/dl. In group A the relative risk was
1.3 times higher compared with croup B and 16.6 times higher
compared with group C. When cc"xs:Lde ing Lp(a) values of 31-50 mg, /Ql
there are no relative risk differences tween oroup A
(RR:0.98) but there is relative risk difference in comparison w1th
group C (RR:3.6
CONCLUSIONS: L“(a) levels > 50 mg/El pose a greater risk for CHD in
Caucasian children with parental CHD compared with the general
Caucasian population, and a much greater risk than in the Pehuenche
population. Lp(a levels between 31 and 50ma/dl pose a greater risk
in Caucasians only when compared to the Pehuenche population. These
results suppcrt the hvpothesis that Ip(a) may be influenced by
ethnic facters.
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IMPRINTING EFFECT OF FETRL PS\'D/OR PERINATAL ADRENAL ST
"ERUM LH IN 21-EYDROXYLASE DEFICIENCY (CAH).
Cham S. Riv .roJ.a M. A .;abmavary of

DS ON

m ESH levels are h*cher m 01 is
than m hovs during the first tu'r~=s;e* of postnatal life. The
mechanism for these sex differences is not known. In crder to study
the influence of high levels of adrenal stercids, mainly androgers
and s during this period of life,

irls wlth CM mean + SD zge 20.%+15.8 days, were studied before’

and after 5€i41 da vs of cral hvdrocortiscne replacement tre*apx A
control group of 16 girls (Cl) and 15 DOYS {C2), mean ages 41.7+33.5
and 59. 3*43 3 Gays, respectively, were also studied. Serum LH and
FSH levels were determined by enzyme immunoassay in the presence of
two mornoclonal antibodies. Mean serum IH in untreated CAH patients
{1.28+1.91 IU/L) was higher than in Cl (0.47:0.38) and lower than in
C2 (2.52%2.74). but differences were not statistically significant.
Mean serum FSH in untreated CA-' patients (2.19:3.25 IU/L) was
swmﬁcanﬂy lower (p < 0.05) than in Cl (6.57:5.23), but similar
to C2 (2.43%#1.67). During therapy, serun LH in CAH patients
(3.49+4.82) was significantly hicher than in Cl , (p < 0.02) and
similar to C2; whiie serum FSH in CAH patients (3.72%1.78) was not
different than in Cl or C2. These data suggest that high levels of
adrenal steroids, probably androgens, might modulate conadotropin
secretion at the hypothalamic or pituitary level. These steroids
might exert a synercistic inhibitory effect with ovarian iphibin on
FSH secretion in these c¢irls. The fact that aiter cu:enaJ. steroid
suppression, the pattern of serum LH levels in these infant girls
with CAH remained similar to that of control boys, suggests that
high levels of androgens at a critical period during fetal and/or
perinatal life, had an imprinting eifect on the contrel of IH
secretion that persists after androgen withdrawal.
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TRUE HERMEPHRODITISM (TH): CLINICAL, CYTOGENETICAL AND FISTCLOGICAL
STUDIES AND MANAGEMENT OF 10 BRAZILIAN CASES.

Guerra _ Jr.,G., Maciel-Guerra,A.T., Marques-de-Faria,A.P.,
Baptista M.T.M., Silva,R.3.P., Ceschini M., Cerdinalli,I.A.
Interdisciplinary Group for the Study of Sexuzl Development - GIEDDS
- FCM-UNICAMP - Campinas -~ Sao Paulo -Brasil.

The freguency of TH as cause of ambiguous genitalia (AG), as well as
the cvtogenetic features and gonadal histology, depend on the
population studied. Among 126 cases of AG seen at the GIEDDS during
the past 5 years, 10 exhibited TH (7.9%). The mean age was 78 months
(range 2 to 239 months). Nine patients were assigned as males,
probably due to a high deoree of virilization of the external
genitalia (phallus with mean length of 3 ¢m, 6 cases with complete
labioscrotal fold fusion, and 8 with at least one palpzble gonad).
There was no consanguinity, and in 2 instances there were familial
cases of AG. The Xkaryotype was 46,XY in 4 cases, 46,XX in ?,
46,XX/46,XY in 2, 45,X,+ mar. in 1, and 45,X/47,XYY in 1. Concerning
the internal genitalia, in 9 cases there were Fallopian tubes,
uterus in 8, and vas deferens in 4., The histological study of the 20
gonads (gonadectomy in 15) demonstrated 8 testes (T), 6 ovaries, 4
ovotestes (OT). Gonads were not found in 2 (GNF), but there was
evidence of previous testicular function (mullerian regression and
wolffian development). One 7 year old case (46,XY) exhibited
bilateral genadoblastomas. In 60 % of cases there was bilateral TH
and the remainder were unilateral, 2 with OT + T and 2 with OT +
GNF. The social sex was changed (male to female) in 4 petients.
These results are guite different compared to other regions of the
world, such as South Africa, Japan and Europe.
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PAPILLARY THYROID CARCINOMA (Ca) IN CHILDREN A}'D ADOLESCENTS:
DIFFERENCES IN AGGRESIVENESS AND NEW STRATEGY OF FOLLOW UP.

15K . Moguilevsky, J.,  Zantleifer, ©D., 6Gdllo, G.
Departments of Endocrmoxocy, Nuciear Medicine and Pathology,
Garrahan Children's Hospital, Buenos Aires, Argentina.

The new histologic approach to p?bﬂl‘ary thyroid Ca includes
subtypes with poor prognosis (those with solid areas, diffuse
infiltration, tall and coiumnar cell tvimsf) and others with good
Prognosis (ehcapsulatnd and predominantly follicular types).

A total croup of 15 patients (ages X*SD 11.4#4.5yr, fema"es, i2,
males, 3) with a follow up of 1 to 6 years, was re-evaluated. Two
had diffuse Ca with massive involvement of the g¢land, lymph nodes
and miliary lung infiltration. Both cases had very high serum levels
of calcitonin, X:220 pmol/L (normal value < 29 prvr‘l/IJ without arezs
of medullary carcinoma. Twelve tumors were of the conventional type
and one was encapsu'lated

Post-operative follow up was performed with thyroglobulin (Tg)
measurements every 3 months (normal value for ath Kreotlc patients:
< 6 ng/ml) and total body scans every 6 to 12 months. Patients with
residual thyroid tissue had Tg values over 14 n ml Patients
without tumor showed Tg < 3 ng/ml. A new strategy of follow up was
carried out in 7 patients by using Thallium-201 (‘I‘l—201 a
radiotracer of low radiation energy, without dlscontm\.mg 1-
thyroxine (T4) treatment. Results were compar with conventional
scintioram, performed with 5-10mCi I-131 after 30 days of
dlscontmumi; T4._Findings bomvlded in all patlem.s using either
T1-201 or I-131. In conciusion: Diffuse Ca were more aggressive so
total thyr01dectom es were performed in them, as well as in
conventional types. The encapswated Ca were treated with subtotal
resection. According to the results of Tg values and T1-201
scintigrams, we propose to restrict I-131 scans to patients with
abnormal Tg values and/or residual thyroid tissue on T1-201 scan.
Thus, both the interruption of 1-T4 treatment and the I- 131 high
radiation may be avoided in patients in whom treatment with I-131 is
not necessary.
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CAB‘R" INE (CAB) TREATMENT "OR uYI/‘EF‘.P’ROLACTII\EMIC AMFNORRH'AS IN
ADOLE:! ‘Cb Fideleff H.L. hervin,A., Vita

Daocno S.M., Holland, M. Dlwsmn o wao\,rmalocy Alverez nosoltal
BJenos AWes l\rge*xtlra

Dopamine_ agonists represent he ireats choice for
bmerp*olacu 1err1c curpnorrheas cn.rna ad . In order to
evaluat ong-acting drug CAS (1-{6 allvlergolin-8-B-il-
carbonvl 1 { 3(dlethyla:mno)p*opyx]?—et wylurea) we studied 5
hy mmﬁctmemlc adolescents with a chronclogical age between 16
ahd 18 vears (1 microadenoma, 2 residual nyperovolactmemlas
followm% pituitary _ adenoma = surcery _and idiopathic
hvperprolactinern as). Four of them received bromocriptine (BEC)
during 24 weeks. Prolactin (FRL) was measured basally and after
4,8,12,16,20 and 24 weeks oI treatment. After a 4 week wash-out
périod, CAB was admm:.ste"eq and PF

mo!

was measured basally and at
thly intervals for 48 weeks. The fifth patient only received CAB

treatment for 45 weeks, REC was administered at variable doses of
2.5 mg three or four times per day, and CAB was administered at a
single weekly dose of 0.5 to 1mg. Serum PRL was measured by RIA and
statistical evaluation was performed with Wiicoxon's test. Resuits
are presented in the table (mean + SEM).

PRL('la/rﬂ) BASAL 4 WEEKS 24 WEEXS 48 WEEKS

BEC 136.9253.5 49.5%3.5 36.2+6.4

CAB 180.5273.4 34.628.7 28,247, 6% 38.4£15.6%
< 0.5 p < 0.07

< 0.5 p <

*CPBZ‘!wcegsvs CAB 48 weeks p < 0.7

All patients resumed menstrual and ovulatory cycles. No tumor
relapse = was Observed in the patients with residual
hyperprolactinemias following pituitary surgery, whereas in the
patient with mlcrcadenoma no tumor was visualized on CT at 48 weeks.
Conclusions: 1) At 24 weeks there were no Sis cnificant dlf‘erences in
the PRL values observed in patients treated w1th BEC or CAB, 2) The
effect achleved with CAB persisted at 48 weeks. 3) AB was effective
in restoring gonadal function, mantaining asymptomatlc patients who
had undergone pltx.ltary surgery and causing the tumor image to
disappear. Due to its long - actin g properties, its ease of
administration, and its low incidence of side-effects, CAB appears
to be a useful treatment for nyperprolactinemia in adolescents.
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