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ENXXlUl'£ JlN) Pro::RPl'lVE EtN:TJrN WIER 95% 6-1 Y£'.R =1 UP. 2 QlNIC7\L CASES. !'senj::> s.;Gleisrer A. ;I'lillclm
G. (1); lbjls 5.(2).

l)F:nJlUrl 00 00 00
Ci.ru:fta Infantilll:spi.tal l€Jiacl.
!€I:si.stmt in tie oo,.,!xrn (1'£) entai.Is a risk of recurrent,
l1)1D3lJ<E1lia arrl se:rn:my reuroJ.o:Jical cBreqo. Ibn perfcemirq [:H!'Crffiteota;y, a
95% exti..q:aticn is aivisEd to preo.e1t m:urren::e of hyj:Erinsulinis1. Tho ferale 6
:rmr old patients are pre:mUrl, s..bni.tta:l to 95% [:H!'Crffita:::taly in tie ffi pericd
fer I.eri.fi.a:l bt cletennimtims of insulin arrl plasm glw::se arrl
<:fug1:::s.is of resi.did:Uastffiis with a:np::n31ts of erdxrire dysplasia (case A) arrl
erdxrire dysplasia \'lith resi.did:Uastff a:np::n31t (case B). 'Ire fal1aoiin:J
evalrntims ...ere d::re: I'ntlu:q:x:rretric (..ei.glt, size:'lllbl.e 1'Q£-\W), reurol.cgi.c arrl
erdxrire fuct.im; gl}U!llia (=) , insul.inemi.a (1I'S) , relaticn insul.inemi.a
lil;\nl/glJ<E1lia (nny'L) ',N;6, MJt.i<:E C (W) in fastin; (0') arrl pest
p:ardial (W' ) t test, of tnleraoce to a:al gll.lJ::re 1. 75/l'g (CGl') arrl di<]'Sti""
a!:s:ltpticn st:u:ly:caroterania, arrl fat a!:s:ltpticn J::a1an:e (Van00 Karer
test) , case A, stature li6 an, I'.ei.g,t 21 P 5D (N.:H3). case B, stature li8 an, p
75, ,.eiglt 24 P W (N.:H3). cases A arrl B too rrzrral reurol.cgi.c test,
ENXXlUl'£ = ns RELljt; ffP C o.c,T.
EtN:TJrN rmy'l liltinl ',N;6 fl3/\nl 0 - 30 - 60 - W - 120
O'SE A:O' 5.0 3.0 0.6 0.6 76-160 - 68 -120 - 95

W' 6.4 17.1 2.7 1.6
O'SE B:O' 5.9 10.8 1.8 1.2 li4-2OO -207 -200 -126

W' 6.2 39.7 6.4 2.4
Jm:Rl'lVE H.N:. a>roIDE m:g% D-XYlCEE (VN=3O%) M'S F1'llS
O'SE A: 93 3S% 93%
O'SE B: 130 61% 94.5%
In summy, in &year ful.1.o..I cp, 95% [:H!'Crffita:::taly did rot affoct grcwth,
erdxrire fuct.im er tie cIass.i.cal p3.nfI'elEl:s of dig'Stil.., a!:s:ltpticn. In case B,
a slig1t i=:ease RELljt; W3S d::serve1 wiJurt: cliniml

RElIUll:IBILITi CF CRJoIlH H:lMl£ (CH) SRNil'i'HlE SB:REI'ICN JlN) RE2 S£(NE '10 a.mmoo (a.o) IN!OlS wrJJI <IN3ITIDl'Jl:N\ 1RRI' soou:iE
R:p=lato G.; fotlrtinaz A.; C.
DivisiCn 00 Eh:b:::rirnJo;j,ca:IIE,ll:spi.tal 00 Nili:::s R. Qlt:i&rez •

B..al:s Aires.
'JI'ere is still antro.ersy rn tie diagx:stic advantigo of nmsuring sprntam:us CH
1eI.els o.er [hamoo::ili:gi. Iffits in dri.Jdral \'lith m:rt stature. 'JI'ere are fe<
wta a\ai.lable to a:nfinn tie npx:dcibility of tie resp:n9ES to trese Iffits. 'Ire
·aimof this st:u:ly W3S to evalrnte tie \eriabi.lity of tie CH resp:nse to {hmloco-
JD:Ii.callffit (a.o) arrl d.o:irg slap in tie SiIIe chiJd. Ei.cjlt p<ep.tErtaJ. l:o,'S\'lith
a:nstib.Jt:.icml grcwth 00lat...ere stldia:l, rreanctu:cro1D;Ji<:a C<J' \..as 1O.4t2.5D :,mrs
rreanl::aE C<J'7.86t2.77 :,mrs arrl tteir reig1t stao:I=l cEviaticn =re ..ere J:.et>o.een
-2.20 to -3.41. Etr tie CH re1£ase stu:li.es d.o:irg slap, blro:l S3lp1.es W3re drawl
every 20 minrt:es fron}:oo EM Ultil 7:00 1M. At 7:00 1M, all p3.tialts rooeiwi an
a:al cl:Ee of 100 uyhi clmidire arrl blro:l S3lp1.es ...ere cJr:a..n at 0,30,60,W arrl 120
minrt:es. Ibth Iffits W3re padi::mej twice, sepmlUrl bt a waek, in fM!rY chiJd. serun
CH an:mtratims ...ere neas..u:ed bt RIAarxl tie 12 to..u:s fZOW.es ...ere arel.yza:l bt
tie 'Ire hi.<j'est sprntam:us pxIks =u:re:l d.o:irg slap in all
dri.Jdral. 'Ire==of tie pxIks W3S similar fir erll chiJd in slap Iffit per-
fCnra:I ooce.'lte3? wasrostatistiailly si.g:ri.fi.amt: differID::e l::et>.e'n ",¥",Url sleep
tests in eitl:er rreanCH 1eI.els (first Iffit, 4.57+1.78 fl3/\nl; sa:cn::I Iffit, 4.37+1.73
fl3/\nl) er rreanaTplitJ.rle of tie pxIks (first test, 13.1+3.86 fl3/\nl; sa:cn::I test
13.!!:t1. 78 fl3/\nl). CH re;p:nse to clmidire tEbt W3S a:Pu er gcwter than 10 fl3/\nl
in at lmst me cxxas.im in 00IB'l art: of eig:lt p3.tialts.
Ie a:n::l.u:E thit th" Ql sprntam:us socreticn sh:w3:l gx:d npx:dcibility \'ohile tie
cl.cnidire test W3S llBl:kally m:::re \6riable.

SIIl.:!'-W'Sl'OO = (g.o>H) =111 URJN:;

'!lIE: FIRST Y£'.RCF LIFE RE1JlIED '10 'IRE1lIM'NI'.
! 'etert E.; fuI:gr:fi 1.; !Illiu::i.ch J.J.; C.
DivisiCn 00 Eh:b:::rirnJo;j,ll:spi.tal 00 Nili:::s R. Qlt:i&rez.B..al:s

Aires. I\t:g'ntire.
9.'DII1 o::nstitutes a netaI:ol.ic of difficult <:fug1:::s.is arrl lI1fi>J'lB1t d.o:irg
tie oo,.,!xrn pericd. Ie !me arel.yza:l1esLt'""f6'til.cly tie data of 97 lM=33,E=64)
pataents \'lith this diseese treeted at cur Il:spi.tal in a:der: to ch=cterize tteir
clinical fum of presentaticn, laInab:l:y, treatnmt arxl ful1.cw-q> of grcwth d.o:irg
tre fizst yeer of life. 'Iteir du:anlcqical C<J' (CA) en a:inissim \..as F=13.2+li.7
wy.> \IS 1-F18.2l-li.7 (P'lJ.05). Hip:retrania W3S siglificBntly Io-er in neJ.es &an
ferules 118+10-:-7 \IS 125+7.0 nEg/l, P'lJ.0l. serun potassiun \..as similar in !:ot:h sex
1-F7.97+1.2w Cl.inicBl si<p> en 1dnissim...ere a'lbi<p::1.5 CJ31italia
in 100% of girls, 52%, failure to thrive 48%, vord.ts 45% arrl cIi.ant're.
19%. D.Jrin;jtie first :rmr al life a p:cgr:essi"" :irq:aimmt of tci<jlt W3S d:seI:w1
(01 0.15 v<m5 s::6=O.65tl.3, 01 0.51. :,mrs &lP-1.47+1.2, 01 1.05 &lP-1.73+1.1,
P = 0.001 )•. 'lle tinE to rr:tl'IBlize plasm s:rllun W3S sigUficantly in
t>F58.'!:t.39 day.; than F=28.9j:21.9 day.;, PcO .036. 'JI'ere W3S a siglifi.cant OOJIti""
a:nclatim l:ellieEn m:rNer:Iof 9IDJ1l ocdiun arxl hi.p:retrania at creet, (r=-O.42
IF 0.01), ani \'lith s:s of t.ei<jlt at 12 llOlthSr:{).28, IF 0.05). M:bt of tie patients
...ere initially treated \'lith pm3'lteral artia::steroids. In 75% of
patients tie treatnmt of naintenn:e W3S \'lith a:al hidroo::rt.is:: (25 lIgm?/dly)
flu:xhicb:=t:.i.s 0.1 rrg/wy arrl s:diun ch1a:ida 2 gt/dly. In 25%, hi<j'er d:::9=s
of hidroo::rt.is:: at tines W3re lI9Erl. 'Ire potiaots w-o rooeio,e::l initially
hidroo::rt.is:: at 25 my\ri Idly too a tetter s:s of tci<jlt at 12 nmths than th:se
W-O...ere treated witn hige: d:sis of hidro:t:rt:is::ne (-1.44t1.0 \IS -2.53H.2,P'lJ.002)
In sumet)' tie sigri.ficant grcwt:Il retaId3ticn d::serve1 clJJ:iiB tie first -:;e,r of life
in p3.t.i.Ents \'lith g.o>H o:u1d !me tan d.e to tie delay of p3.t:ia1ts to rr:tl'IBlize tie
9IDJ1l lPJiun artl/er to an e><:ESS of a:rti.a::estero a:lnini.stera:l d.o:irg tie fitst
llOlths of life. With trese z:esults \ole sll::ul.d aIfhasize tre irqx:rta're of an ade-
q.ate tIa:aP.i fron tie IlUIB1t of <:fug1:::s.is to irIpI:o.e tteir tei.<jlt.

JllJIQll>M.N;; 'lHlR:lID DISEASE (roD) IN GllI.ffiEN JlN) = Wl'III
mLTIUS (IID1). Grtiei.ro L.; 01i.esa A.;

Trifr:re L.; I.; Raizran H.; fuI:gr:fi C.
DivisiCn 00 Eh:b:::rirnJo;j,CHlIE.lhi.drl 00 N.rtric:itn. Il:spi.tal 00

Nili:::s R. Qlt:i&rez. aat:E Aires. lItgaltire.
A gcwter irci.cEo:e of ronh3s tan d>;criI:a:I in d1i.l.drm \'lith IID1 tie
irci.cEo:e is \6riable in diffetmt series. Ie stldia:l tie ron in 88 dri.Jdral arrl
ab1.es:mts (56 girls, 36 l:o,'S) tan:}' l::et>.e'n 4.6 arrl 2O:,mrs (XiIE: 12.7+3.26
.:,mrs). serun'1'4, '1'3, 'ISH artl/er'ISl re;p:nse to'illll, ani an1:imi.Cii:a:rmJ t1¥:cid
ant.ih:rlies (PM) ...ere neas..u:ed at <:fug1:::s.is er d.o:irg ful.1.o..I cp. <biter W'lS rotB:l
in 46%, 1M in 39.on, thyroid disfuct.im in 22.7%, in 20.5% arxl

in 2.3%. !WXJ-.yroi.cfum =u:re:l in 16/18 p3.timts follOOrg tre
a92't of IID1l'oi=ws tie of IID1. A p:sitive
fani.ly history of autninmre cli.saare (IID1 t:iI=e I er ttryroi.d cli.saare) W3S pre:mt
in 23.9% of all g=.p arrl in 66.6%of !lutcant:il:J:dy tittetS idaltifi.a1
subjErts \'lith ttryroi.d dysfI.n::tim \'lith a sensitivity of 00%, spri.f:ici.ty of 61.8%,
a p:sitive pre::Iicti"" valle of 38% arrl a OOJIti"" pre::Iicti"" valle of 91.3%. Ie
te::alITB'li thit all d1i.l.drm arrl ab1.es:mts lIL5t l:e scrEBl'rl after <:fug1:::s.is of IID1
cletennimtin:J 'ISH to idaltifi.a1 ttryroi.d dysfLn::t.kn ani testin:J 1M to ch=cterize
tie risk of future dysfI.n::tim arxl tie carl at future 1ffitin:J in tteir ful.1.o..I cp.
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