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CE1l1JLllR HD IIHR'\L ll-MN: HD !¥'KRB'Q'IC fUO'ICN
lM'AIIMNI' IN CIilllREN wrIH SKR'DIC IfiPEIGd\:EMIA wrIHlJI' F1t-IILL'L
HISlCR'l CF TLIE I DIJlmI:S. re llnrD L.;Cl;in:ia E.; lb.e1
A.;1BsaI::e .i ,c,

Dial:Etes re Ehixriml6:Ji.ca (CIDJE) ,Htal re
Nii\:s R. ClJt:i&rez Y Sea::.iin Dial:Etes,Htal. "A. R:sirlls" ,a.n:s Ai.re;; , A<y1ntim .
Fb:t¥ file c:hil.citel with sp:xa1ic >ere stu:li.frl (rnIIBl fastirg

with 2 cr mze O::ntrols >ere
tmlthy c:hil.citel \.ri.t:lxut funi.l:ial. hista:y of dial:etEs cr ass::ciatEd autDinrn..re
diseases, Ilm:xal inmnity >as cEt:a:;tEd l:y tre presen:e of irsul.in autmnt:ilrdies
(IM ) a:xn:rli.rg to Ia1rrEr;all sea> hicjler t:raI X ='ltml±3 9l >ere
;x:sitile. Clillular:iItnue <I}3reSSim (CIA) >as EMllLBtEd l:y anJlturin:J
with dispersed rat islet cells (='ltml gro.p:X±2 9l: 29.66t3.1Xi irsul.in ill;SCOO
cel.ls/5 min, n=22) a:xn:rli.rg to tre :iItnue rnu:kers arrl takal intD W'lSiremtim tre
pn:::t:mt.ic Urn. sa::r. IS;='ltml gro.p:137.6178. 3 irsul.in ill , min 1t3 p:Gt
L v. gl.uJ::se, Xt2 9l, n=15) pitialts >.ere dividrl in tw:> grup;. Qo.p A:14/24 with
rnIIBl IS;l/4 lMfI.e;7/l4 CIAtw arrl 6/14 wit:lxut ant <I}3reSSim. Qo.p B:1O/24 with
inprira:l IS (thln X ='ltml - 2 s»;5/1 0 lMfI.e; 10/10 aAlI.e arrl 5/lO with l:oth
:iItnue rnu:kers + \c. 'Ire re;ults Etom ttat in c:hil.citel with

'Ire presen:e of OA is an mrly ITflJ:ker sin::e i t >as frurl in 5(Jt

of c:hil.citel witlnJt IS :in{airnmt oc IM an:! in all Iil::re with inprira:l IS. 2)IM
>ere present; in 7.14% of c:hil.citel with rnIIBl IS an:! in a 5(Jt of trcse with inprira:l
IS; 3)35% of all c:hil.citel wi th shJ...e::l IS :in{airnmt an:!
CIA+\e, trat; this a::uld be a gro.p at risk of d3\Ckpirl;J 'IYJ;e I dial:etEs .

SHU! 91G1KF-I = FJ>RIJl HD lJGE ffiERIlERlY ill CIilllREN wrIH
IIlICmIHIC (I ) !'W CffilltnC (0:) QI 1l¥ICIEN:Y. Ciaa:io M. ;Balg::>­
rcsky A.; RiImOla M.A.
Ialx:ratIrio re ! lM5tigaciin,lt:Epital re I9:liatrid G=ahan, a.n:s

Ai.re;;, A<y1ntim
ldiq:ethic QI dilici.aq (I) is tD rrultiple ill-refira:l sme
c:hil.citel .n:w &,<TptrnS in mrly p:epJI::erty (mrly cruet) Iohile ctrers .n:w a
d>::rffise in trei.r gro.;th rate in til> late prep:hrtal. (late cruet). I'e

tw:> serun (9ffi an:! IG'-I) in 15 pitimts with I,
eit:le: (Grl , n=1O) cr o1<:a:" (Gr2, n=5) thln 7 of aqa (y) at
dia;p:sis, as will as in II pitimts with cxgni.c QI dilici.aq (0:) , tD
intI:a:zanial. tuIa:s , (Gr3, n=5 ) cr o1<:a:" (Gr4, n=6) than 7 y, arrl in 52
o:ntml (e) s..t>jtts, (GrS, n=IB) cr o1<:a:" (Gro, rF34) thln 7 y. Chi.ldren

t:raI 7 Y tro rot starta:l alreBl as EMlllBtEd l:y serun lH'\ 9.llfate.
<q:s in Gel Gr3 an:! GrS arrl in Gr2(l0.3t1.'bjl. Gr4 arrl Gr6

>.ere rot statistiailly diffutmt. QI dilici.aq >as dia:p::sa:I aftelo 2
tests fir QI relmse. Serun T an:! T >.ere rnIIBl in all pitimts.

Sf(; >as cEtem1ira:l by satl.n:atim ..-alysis IG:-( by RIA. Serun Sf(; (mol/L)
arrl serun IG'-I (u;L) """'" I:'EEplCtil.e1y, as fullo.,s Grl :J.54t58 am
O.C6±O.IXi; Gr3:79.6.!;24.4 arrl 0.2210.16; Gr5:132i47 am 0.47iO.25;Gr2:lOO!17.4 arrl
0.171O.11;Gr4:ll3±72 arrl 0.32;tO.16;Gr6:68.7±31.7 an:! 1.04;t0.36. In pitimts
ttl'ln 7 y, l:oth 9ffi an:! IG'-I"""", statistiailly different (pLO.01) \<hen <XJTp3rirr;j
I IB 0:, Iohile in pitimts o1<:a:" ttl'ln 7 y I'D differ€noe >as frurl. Patimts with
mrly cruet I EaIlI. tD differ fran late cruet I . I.a..er IG'- I mi.ept I:e relatEd, rot
cnly tD aqa, b.Jt alro tD a laqar (lJ5I.B1.ly pmatal) an:! mze severe QI
reficim:y.

GUill! HD FlN\L t£rGIl' IN = wrIH 'lURR S'xNRl'E. Gm:ia

19 !Ubz e.;J\lal:B E.;M3.rtlrez A.;1liliu:idl J.J.;1lertJrl' e.
Qivisifu re El1h:rim1ajia.lt:Epital re Nii\:s R. ClJt:i&rez.a.n:s
Ains. A<y1ntim

sat stall.lre is a central fmll.lre in 'l\lI:rer 's s,.rorare. In til> last
trmtlTB1t s:ialJles h--lI.e l:ea1 ' lItfOl'rl in <:nEe tD irr{%o.e fiml tei.g,t. So
a:nplete l<ro./l.Bi:J' of til> \ariants of this s,.rorare an:! til> expaota:l fiml tei.g,t
fir a sprifi.c 0llltJ::y is rarl3j. I'e ..-alyza:! til> fiml tei.<Pts of 86 pitimts with
'I1Jrret" s,.rorare, 32 with a 45X chron:a:rre a::rstiwtim (Xiffi 138.1+4.92 an) arrl 52
with a lIl:S'ric:isn cr a st:r\.ctlJI:alJy aI:rn:rrBl X (136.6+4.73 an) . Fb:t¥ fi..., pitialts
-..ere kn:Jitu:linilly fulkw troJ:jl trei.r p.tErtal gro.;th pri.a:l. Nire girls re::ci\e:i
trmtmnt with lew d:ses of ethiIrtl <5tIadiol, 100 ll:JM¥d>y (gro..p A) , II startEd
>p:ntae::ul p.i:ertal cBelcptmt arrl re::ci\e:i I'D trmtmnt (gro..p B) arrl 26
pitimts, trmtEd with stardard repla:mmt d:ses ofestrogen(l7 pitialts n:n )()
gro..p e arrl 8){J gro..p D). In all pitimts tei.ept p:e:li.ct:im >as ca1allatEd l:y

rret:h:::d at til> cruet of >p:ntanecus cr at til> I:aJimirg of
til> repla:mmt tta:<w arrl til> txxal tei.<Pt grin l:el>an this cruet arrl firel
tei.ept >as ca1allatEd.

GUP CA B'\ ffifDIClHl '1OlJ\L FlN\L
t£rGIl' GI\IN t£rGIl'

A 1O.96j:l.58 9.l3;t1.57 142.4iQ.56 17.14iQ.32 137.7±7.1J8
B 1l.84+1.40 1O.1±1.53 143.7+7.76 16.55+3.02 140.1+6.36
e 12.91+2.28 11. 21+1.50 139.41+6.03 10.61+6.64 137.02t4 .7
D 14. ss!1. 56 136.4;t2.15 7.91±S.04 137•3;t4.83

In ptl'p.i:ertal girls with 'l\Irrer 9rtrl=e a s1i<j1t oo:eleratim of gn:Wth \elcrity
t.rder trmtmnt with lew d:ses cr a an.mtim3l estreg31 t:tmaP.t >as seal, b.Jt
f inal tei.<Pt >as til> Sifle in all gro.p. I'e alro lXJti.cej tlat A<y1ntire girls with
'l\lI:rer 9,n:lrore h--lI.e an ultirrate tei.g,t I:elcw til> tei.<Pt repcrta:l fir
Cl.D:t:pfin (X 143 an) cr Jmrican girls (X 142.6 an).

DIKNliIS HD 'mmHNI' CF 1l¥ICIEN:Y. fotrr:b;a

20 B;1\ntn1d I.J.P. ;1.\lo:n::elcs c.;Rig:n A.C.;larrl> V.S. ;Q:m S.Y.;
Bloise W.
l.hida:E re G:nrl>s e Int:eme>o-H:-tMEP-fi30 Paulo , Bcazil

I'e stu:li.frl 4 pitimts with arbi9=s g:ni.talia d1aIa:t.erizej by 1TIi.a:qhillw, bifid
scronrn, blinI an:! bilatel:a1 dlript:crchidia 'Ire pstaents """" atmittEd tD
stirrulatim test with ra; (:0-100) U,MJ x 4 d::ses in prep:hrtal.s arrl 6,000 U, Lm.
in p.ll:ertals with of T arrl mr by RIA aftelo eo<t:l=tim with cxgni.c rol......,t,
ailite al1um to is:>late mr. 'Ire results as anpu:e:l to tre

ard pj:ertal ='ltml gro..ps Etom rnIIBl resp=>e of tre test arrl
s.trarral of mr with an in::t:ea9a::I relatim T/UIl', ctmac:terizinJ
dilici.aq. lB.timts """'" treated with Lm, eo:J3D.5 testcsteme fir 2 llCIllhs
(125 ng IM ever:y :xl drys) in prep:hrtal.s, arrl 6 nrnths (250 m;y'.eek) , arrl with
2.5% tl:pi.c cIilr;<ltctestcsteroe (2.5 91' aU' in 100 91' cnld <n£IlIl fir 1 llCIlth in

arrl fir 6 llCIllhs in fir til> <EI.elqnmt of til> (Blis.

KSl' ra; E1\lD
oss lG:: '1' mr T;tlll' II:RllE RB1'"'IfSl' KSl'

nYdl nYdl mr

1 6 292 6. 6 44 1.7 4.0 4.7
2 9 255 7.0 36.4 2.3 2.5 4.2
3 13 1288 21 53 4 6.2 6.5
4 14 1453 16 76 4 5.8 6.8

PJ:ep.b-antrols 384+59 29+8
PuI:ertal cmtrols J..:XW76 64+16
(n=6)

I'e cr::n:::l.ub:I tlat til> eo:J3D.5 aininisttati.cn of T ac mr nay in:U::>e (Blis gItWth
in llB9:J..llire allaD by dilici.aq.

ICF-I illIElS IN = Wl'!H 1fMXlJ:lillU'JU. s::uas HD
fCIlili-U'. .:aspar H.; Paw S.
Divisims of Eh:l:x:rin:>lc: ard furato-<h::olD:.JY ; · ''Rimtd> G.rt:i&rcz"
Chi.ldren' s Itspital, a.n:s Ai.re;;, A<y1ntim .

IblittanSfuse:I pitients .n:w lew IG:-I le\.els. 'lhey a::uld l:.e<d=ilirl to gro.;th
(QI) dili.cit, nalrutritim cr I'Ed.arl t-<p>tic socretim. 'lb

<Etezmire trei.r <rigin arrl eo..olutim Ioe stu:li.frl pitients [Dlitl:arsfuse:l fir
lBro3Jd:rirq:athiEs ..h,n enterirJ:j til> Sb..dj, tine I,rF25 (TI ) arrl aftelo 1 j'ffiI" of
fulkw '-P, tine II, n=23 ('I'1I) . Ibth at TI arrl TII Ioe ITelSl.Ire:l tei.ept, Ioei.glt ,
total prcteins, alhrnin, gmra gkhilin, ttansfeo:in an:! I(FI; at TII Ioe alro
EMllLBtEd '1'3, '1'4, 'Illi arrl til> aI resp::me to 2 s tacrlml stinuli (rnIIBloQl ) 10
rt]iInl). QUy ere pitimt (at TI) tro -.ei.cjlt I:elcw 85% of rnIIBl, an:! 5(Jt of tre
Wnle p:pJlatim tro Ioei.glt f"<031tile} tei.<Pt f"<031tile . I.cw IG'-I >as frurl in
64% of TI pitimts an:! in 73. 9% of TII pitients . IG:-I lo:]ritllTlic d2viatim
ffi:w:rl a siglifiront ro:ictim (TI X:-2 .55, TII X:-3.34, p 0.01,*). 'Ittal prcteins
an:! alhrnin alro d=:ffisaj sigd£i.alntly ('IT X:7.45 \IS TIl X:6. 93, yrt, p
0.01, *,TI X:4.22 IB UI X:3.84,yrt, p 0. 02, *, l:'EEplCtil.e1y) . Ibth at TI an:! '111 IG'­
I lo:]rittrni.c d2viatim Etom a sigUikant a:rrelatim with tJ:<nifeo:in m
r:O.419, TIl r:O.481, p 0.1Xi) an:! gmra gkhilin (,1'1 r:-{).489 , TII r:-{).416 , p
0.C6) . QI socretim \oBS EMllwtEd in 17 pitients; 70.6.. (12/17) tro lew IG'­
I J.e,.cls . ere of tlan (1/12) shJ...e::l aI Micit an:! lew '1'3 an T4 J.e,.cls, otJ-er fhe
(5/12) shJ...e::l Gi refi cit akrc. 1re otter six pitimts (6/12) h'rl a QI resp=>e> 10
rt]iInl an:! rnIIBl '1'3 , T4 an:! 'Illi.
Cl:rclusims:l) til> lew IQ'-I J.e,.cls frurl in [Dlitransfuse:l pitients are rot We tD
rralrutritim, 2)in 5(Jt of til> CDSeS trey CIl.Ild I:e a::kriJ:aj tD QI reficit, eit!"er
F"innry cr tD 3)after exclu:lin:] tte al:o.e ITalt.i.aai
fu:to<s til> CJtter 5(Jt CIl.Ild p:dBbly I:e at:t:rihIta:l to re:l.o3:l t-<p>tic
(til> alhrnin re:ict.i.cn an:! til> sigUiiront corrclatims l:el>an IO"-I an:!
transfeo:in an:! gunll gkhilin a::uld te c:cnsid=rl sqp:rtin:J irdirrct Mf.Bl:es) •
*;pllnrl test

RE5!CNSE '10 '11£ GlF 'lESI' IN = wrIH CR:WIll IilMN: m=.
Gm:ia H.;SU", R.;llg..EibM.;YwllXn R.; WilJelm v.; Gittani A.;.lu'a
A. ;O:xt.ii'Ez A.;1tnriq..ez C.;'Itn&illa I . ;1la-ls F. arrl Giss:rla F.
Ins titutD InI.est:iglciaes Moterro-Infantil. Fa::ulta:! re

/oWicire,U1i.1oO!tSi.d3d re <hile.lt:Epital Clfniro San Il.:rja-Arriaran.
'Ire Grovlh Ii:mae I'eJmsi.rq f'a:::lxr (<W) is a [>'Pt.ire of 44 anin:aci.ds in
til> W1i.ch stinulates Ch socretim by til> I.llE!

lBs l:ea1 rep:rta:l in s::ne algeS of Gi dilici.aq (GD). 'Ire <W >as prla:mrl in 14
prep:hrtal. c:hil.citel with GD, 9 rrm arrl 5 w:JTEn, with a ITffil1 dw:rn!<:qical aqa of
8.1 (3.5-11.8l ard nmn b::re aqa 5.1 (dif -3) , tei.<Pt of 2.5 9l with
respa:::t to til> flffifl, an:! gro.;th rate 4.5 CI1\"ye3r. 'Ire dia;p:sis of em >as l:a9>::l
01 a QI resp::me t.rder 7 rt]iInl to 2 stinulatim tests an:! til> e>clusim of otter
pitrolcgi.es. 1 uyI'g iv <W >as 1rlninistez:ej with nres.u:eta1ts of GI at (}- 5­
llH.5-:xl min.ltes. 'Il'C >as prla:mrl in 9 pitients, in 813 it >as rnIIBl arrl 1
pre3EIltEd etpty t:urki.ffi so.lJa . I'e \SEd RIA OK) with 2n:l ant:ib:rlj with 5%intra-
assaj arrl 7% inte!:'-6ssay variatim a:efficient. 'Ire p::si.ti\C resp=>e tD til> test
>as dilira:I as a QI of 0Ier 4-fold tlat of til> variatim a:efficient of til>
RIA \SEd.

>as a p::si.tile resp=>e in 10/14 pitimts (71%). 'Ire [mk (II \ah.e >as
d:t:airal in at 10 min.ltes 5-))) aftelo til> iVCW inja::tim.
QD N % Iffial GI QI [mk

(rt]iInl) (nYdl)
CW+ 10 71 1.3 24.6
GlF - 4 29 O.B 2.1
'Ire p::si.tile resp::nse tD GlF in 71% of til> GD cases, SJIJ'Sts ttat in nest of tlan,
til> reficim:y lies in til> hyp:fuilims arrl rot in 'lhse pitimts
nay I::aefi.t fran a lmg-tenn trmtmnt with <W .
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