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I)ESI~CSION 01: IICUADOI1EAN 1.AIION SYNUl<Ohlli GENII C'AI<I<II!I<S I%Y 
M0Lf:CULAR GENPrIC ANALYSIS 0l;GU'I'I II<Il:C,\I<I) HI-OOD SAMI'l.liS. 
h1.A Ili.1g.1 J. Gucv;lr;1-Agui11s,2 A.L. I < ~ ~ ~ c n l > l ~ ~ i l ~ l l . ~ ; ~ ~ ~ ~ l  LI. I:I;IIIC~C.I 

( I ) l l ~ ~ w : ~ ~ d  Ilugllca Mcdic;~l Inalilutc i ~ n d  DCIII~ 01  (;CIIC~ICS i111d I 'cd~~lrics. 
St.~tri,~~il U l~ ivc~ \ i l y ,  Svn~~i<~rd. C'A, (?)III~IIIIIIC ill l i ~ ~ ~ l i ~ c ~ ~ ~ ~ o l o g y .  McI:tl~uli\~ll, imd 
l < c p r ~ ~ i l ~ ~ c t i ~ ~ ~ ~ ,  Quito, Ecu;ldor :III~ ('3)l>q1t. o i  I'C~I:IIIIC~, U~l ivc~ai ty  of I 7 l ~ ~ ~ ~ d ; i  
I lc:~lth Science Cclltcr, Caincav~llc. 

L ~ I ~ I I  \ynd~onlc'a 11igh incidence In hcvc~.~l \~III~~ICI.II I~CII.IL~IIIZ.III vil1.1gca ih  ~ L I C  111 

;I 11igI1 i ~ c q ~ ~ c r ~ c y  of ;~hy~~lpIon~:~tic II~I~IIII~~OLIS gc11c L ; I I ~ I C I ~  $\I111 i11c :I[ ~ iak  (11. 
I ~ : ~ v i ~ i g  :~licctcd ~~i ispr ing.  As :I sill<lc gr~)wtlr II~I~III~IIIC rcccptor (GI(I1) ferle 
111\1ti1ti1111, ElX1Ihpl1cc. :IC~I>UIII~ ior 11ve1 'J7'X, O T  I:LII:K~OI~:III I.,~I~III S~II~I~I I I I~ (LS) 
;~llclcs, wc Ir:lrc (lcvcli~pcd ;I r;~pid i111d r~lt i~hli. I I ICI~I~I~ lo ~ C I C C L  t111h ~lluti~ti(ln: linpcr- 
prick I>loml apok ;[re collcced on ti^ Cul l i~ ic  1 1 1 1 ~ 1  11;1pcr :III~I I I \ C ~  d ~ ~ c c l l y  ;la DNA 

I ~ I I I ~ I ~ I ~ C ~  i o i  I'C'I< i~r~ipI i i ic ;~t io~~ t ~ i  :I <;III< 2e11c II~I~IIICIII \\IIICII I~ICILI~C~ cod~111 
1811. '1.11~ ;~~npl~l ic ;~ l ion pnlducth :IIC ;~l~plic.d t i 1  11yli111 III~,III~II.IIIC ;111d I I~I I I IJ~/c~ 
sc~i:llly will1 d~gi~x~gcnin-l;~hcllccl ~ ~ l i g l ~ ~ i l ~ ~ l c o l i d c  111i1lli.b CIIIII~~ICIIICIII:I~~ 10 1111: 
IIII~III;II ilrld IIIIII:IIII allclcs. l'~t>l>c II~~I~I~II:III<III IS ~ Ic tcc te~ l  usinf ;I 

~I I~I I I I~L~II I I I I~A~~II~~. ~luclcic ;~cid ilctcc~~nn LII. We 11.1vc ,111.t1yic,l IhIootI bpi11 a:llrl[~lc* 
iro111 90 ~ I I ~ I V I ~ L I ; I ~ S .  111 I 6  i11Tc~tcd IIILII\~I~ILI;II~, IIIIIIIO/.~;O\I~~ i o ~  IIIC tilX1lhpl1cc 
~ l l l ~ t ; ~ t i o ~ l  W;IS CIIII~IIIIIS~. 111 I9  ~I~I~CIII': $11  . ~ I i ~ ~ c l c ~ l  in~liv~ilu.i l \ ,  I r c l c ~ ~ ~ ~ y f i ~ h ~ t y  w,ls 
cnl l l i~~l ic l l .  01 (11 ~111;1iiccIcd i~ld~vii lu;~Ia ;!I 1 1 4  lo IIL. C.IIIISI~, 3-1 WCIC IIILIII~ ti1 
c:t~ry 111c I ~ l X l ~ ~ p I i c c  IIILII~II~~II. Acc111.1tc ~I~~~IIII~II:II~IIII c i i  c i~!rlcl ~I,I!IIS ;IIII~III~ 

I<CII;I~~IIC;III i~ldividu:~Is i l l-~iak I\ [111\\11ilc II\III; 1111\ IIIL.III~I~I '1 '11~ tcbli~lg is 
s l l l lp l l i i~d I>y llalllf Clllhlic Illtcr l>lilild h:lllll>l~s \vllicIl .11c C;l\y lu LI~II;IIII, bllllc. 
III;III, i1111l LI\C d t r c ~ ~ l y  ill I'(111 ~~:ICII~III\;, (,IIIIIIII.IIIII; 1111: 11~.1.11 IOI I)NA CA~I:IC~IOII. 

I)ctccuon nl 11s lii111n.11 ;III~ III~II;IIII :~ l Ic lc~~ 11). L I I~ I I~ I Iu I I I I~~~~~ '~ I I~~L~ CIIIIIIII.IICI lllc IICCII 
i111 I ; I L ~ I < I ~ ~ ~ I I ~ I ~ I ~  II~C. 
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FINAL IIEICIIT AND DISPROFOR'TION AFSEII CRANIAL 
RADIOTI IERAPY FOR LEUKAEMIA 
t lA.~ovies.*  ~ . ~ i d i . t   idcoc cock.# AL0gilvy-Slo:~r~.? S.M.S~I:II~I,~ 
J.K.Il.~nles.* D.A. ~ a l k e r . #  
*Universitv Dzt~t, of Pnedlauics. The Cli~ldrcn's I IO\IIII:I~. Slicfficld U.K . . 
tTlre Christie Ilospital, Manchester, U.K. 
#Un~vcrsity Dept. of Child Health, U~livcrbi~) I Iospilal, Nuilirlgll;~iil, U.R 

Find hcigllt and skeleral proponion, wcrc , l l ~~ l~cd  in 142 childrc~l trc;~lcd lor 
A L L  with cranial irradiation and co~nbination cl~cmotherapy but no! sp111;ll 
irradiation. Cranial irradiation consisted of 21-25 Gy in 60% alld 18 Cy ill 
40% o f  the cohort. Significant reduction in height st;lnd~rd dcvi;~tion score 
(I ItSDS) was seen in both dose groups and w;ls glwlcr in girla 1ll.111 boys e~ld 
grcilter will1 the higher doses of radiotherapy. Meall cll:~~lgc ill I IISDS Tor girls 
and boys in the higher dose group was -1.55 o~ld -0.87 rcapcc~~vcly :III~ III lllc 
1800 group -1.1 I and -0.75. One hu~idred il~lil ?ICVCII (75%) o f ~ h e  groul~ II:I~ 
rcl:lt~vcly shorter b:~cks tllan legs, this disproponiorl being sign~Tic:~lrt (a1111r1g 
IIISDS-Leg Length (LL) SDS more tlr;ln i 2) ill 23 (16%)). hlcilll sitt i~lg 
IItSDS for girls and boys in the l~~g l le r  dohe group was -1 75 :111d - 1.14 
respectively 2nd meall L L  SDS -0.81 and -0.24. 111 tiii. 181K) grOlII1 1116:111 
sitting I IISDS for girls and boys respectivcly was - 1.49 and -1 .?6 with mc:ln 
LL SDS of -0.17 :~nd -0.07. 111 COIICIU~~OII. cr:llli:~l irr:ldi;tlior~ u ' i l l ~  IK Gy :I\ 
wcll as Irigher irrad~;~lion doses r11;1y c:luae aignific;lllt st:l~~cI~ng I ~ c ~ g h t  SOS 
loss and disproportion with a relxivcly hhon b;lcl, eve11 IT the r.~dl:~~lon ficlils 
11:lvc not included 111c spille. 
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GROWTH AND kNDOCRlNE ABNORMALITIES IN PATIENTS WITH 
LANGERHANS CELL HISTIOCYTOSIS. N Hasliimoto, F. Oessho, 
Y. Miki, J. Kagawa. S. Nagafuch~,  S Egi and S. Kamoshita. 
Department o f  Pediatrics, University of Tokyo,  Tokyo 113.  Japan 

It is  known that patients with Langerhans Cell Histiocytosis 

(LCH) are accompanied by  a variety of hypothalamtc-pi tu~tary 
dysfunction (HPD). To  test the hypothesis that the endocrine 
abnormalit ies associated wi th L C H  are related to the f inal h e ~ g h t ,  
we  studied 4 5  patients wi th LCH. Twenty patients (5 boys and  1 5  
girls) had  been fo l lowed unti l  they reached the final height. 
Observed clinical manifestations due  to H P D  were:  d iabetes 
insipidus in 11 pa t~en ts ,  growth hormone dc f~c iency  In 6 patients, 
precocious puberty in 3 patients. ACTH de l~c iency  in 6 patients 
and  TSH deftciency in 2 patients. The mean S D  score of body 
height  of patients was  no t  different f rom normal  control at the 
onset  of LCH However, the mean S D  score of the f ~ n a l  height of 
t h e  pat ients w ~ t h  L C H  was  signif icntly lower than normal  contro l  
(-1.80+1.81; meankSD) The mean S D  score of the final helght of 
the pat ients w ~ t h  H P D  (n=13) was  s ~ g n i f ~ c a n t l y  lower than the 
patients wi thout  H P D  (n=7) ( -2 .50 i1 .60  vs  - 0  59 i1 .38 :  mean-fSD, 
Ps0.05).  W e  conclude that the endocrine a b n o r m a l ~ t ~ e s  assoc~a ted  
wi th L C H  are related to the f inal hetght. 

395 
111 ollli Lllnl,lIt nl lllll I'AllhMl llllb I N  lillihii 11 '.YlllillllMl Ill I lllll 11111 lillliillll 1111 nllli/llll I ',ll~lilil N 

IIIIIIAI'Y. I . n,,,.,,,~, , 11. U C V  gdm~,,~,,, 1 .  I , t1 r8  ~ s ~ a ~ ,  11 .  I , > r m , m ,  ,, 1 . I+,,,~~,.,,,,, n.n. - -- 
I ' L , , ~ ,  n. v. , , , , , , , , ,  I .  : L . , , . , , , ~ .  :. I.,,,I,,,,~. I .  , , , ,  ,, , .  I I i , , ,~, , r , , ,  I I , , , , , ,  .,I,,,. 
n,,,l,lill>l,y "8.1 1IIilllll 1 0  llllll.lll"ll. U C I I Y I  I .  1 1 y  <,I llllllllll.l, I1 , I " .  

1 ,  , I  ,,,), t ,  , 8 8 1  I,,,.,,, ,, l,l"",l ,",,,,,,I ,I ,,,I 8 ,,,,,I l > l # ,  ,,,,>I" 8 , , l,,,,,<)l, , I , v ,  ,. ,,, , I," ,l,,l,, 
.,I,,,,,, Lll L I I I . , . , ~ ~ ~ .  1,,111111 i l,"II (I.,, , " , , . I t , . .  W , l l .  l l illilil 1 1 1  ,hi, l l i l , , i ,  /,.,I , , , ,  1.. 11.91 I,, 

A . 3  y , ,  ul ,~,Iu (l1.h. 1, - I'I.J/I . ~ ~ l i ~ ~ ~ ~ L l v ~ l  L h i  d~l l i ic .#t l  l i i  i i l # ~ l . r t t , ,  l r i  70 . > t ~ ~ -  

m.#lillvil iul#lr<!l .. K.II~,IL~III.> Y C # ( .  j 3 , X  j i ? . l l . l ,  X II#II,.II> 1 11 ( i / . '8 ' )  ,#>,I X-LLIULLIII.,~ 
1 b ~ ~ o i t ~ 1 ~ 1 1 1 1 ,  [/ll.ii). 118wlu-Uui~k ( l l u ~ l ,  .%I  l l u . ~ l c d  IIII I I 1 1  l I ~~ . .~ t i i , j ~ l  ,.LIII t ~ , , , .  ( d l ~ l ~  
.,,,I, I,,",, 8 8 ,  1 [ l ' , , , l  I. ,.), l',,,I,~,,, !, (1,,,81 ' ,  I ,  I ,I,, ,,#,,,,,,, (,,,,1/,11~, n,,l,Ll,,,,,,, I>,,, 

I I  I In1 111 . f . )  .,#,,I I.I.~I,.I, t . .y~t l . .  1 1 1 1 ~  I ,lli y l l , l~ 1 1  i l  t i  t U 1  I l ~ i l  I ( l l ~ _  lit lliU I I  yli 

11.A.. U t j88 I ,  w t , r  ! # , v ~ l I ~ ~ r ~ [ ~ )  ,md /I> , < < t  #v<,cl lhl>ll ( l l l / h ~ ~ / w ~ ~ ~ h  ~ l ~ ~ l y l  (011 , l r t ! # q j l ;  

IIIII.II 1%) 01 .I/IUYI I1 yri /l.R., / I  i#tlll.8#1 w i t #  I , , .# l td ~811, 1,LII II/<U.. 

< $ I 8 q ~ \ %  I t , ,  1 8  .tdct~l 1 1 1  1 [lUU~~~l/ht~/~l,~ql (1,Il ~tlt, 11 , j 8 j c , )  srtcl ,I ~811, I I IIIU, 

" ~ C I I I " ~ ~ I ~ ' " I ~ ~ . . I ~ I ~ ~ I ~ <  ( I l l  i r >  L Y C / < . I  ( 1 1 - 1 '  (11111113) .  I11 1 1 8 1 1 1 1 1  1 j 1 1  1 A 1  Ill>" W.8 .  

,<,",I i i  , , , l l y  lilgl>(., lll_l, LO,I,~.UII (vtO.ull b, 111, 1. a1111 ,111, 1 1 )  ,. lLl, 1, , , , , I , , , , , .  I/,,. .,. 
I t . i i l l l i  live tilhc.iltly b c t i  f ound  ~n mLrtop.#u..il uunt.i> v cilit.l#cil~.~~~ ., I .  I 1  plu-. Lll 
,q,oul, - I~,ut t l  , i t  II,,,,..,,, 0 1  11w v,$lur., a r i d  ' ,u l  L.. ,, o v ~ i y  v., i i , ,, l i1,1. ( I l t l ~ . l ~ ~ J  .,1,,1 

till 1 2 1 1  ,1111111. Il, "1111 1ll<0.II',). 11 -Ii 111"11,, .Illl~l.iI ,111 , < I < ,  1 . 1  ,. ill 118, . l,,,, 1, 1, I l l l , .L,1 ., Y .  

<,>,,l,"l.. ( 1 3 < 1 1 . 1 1 ' 1 ) .  11,  i l l , l , l , l  I",, l,ll I1il.l ill" ,I,,, ill., , 1 1 1 ,  I,, ,ILL, l l , , , , ,  (. .I,, y 

"~,l,lll,lllllll.. il l I I 1 I I / 1 1 1  , , t i ,  / p i ,  , , n , , , ,  .. 1 1  Illl,.i/iy , , I , , ,  , ,. LI,,. ",,lI i, l i  " 1  b u l l ,  

iiilhlb, l i r # < j  limd d i l ~ ~ . ~ l i r i i j  I I V ~ I  -dc~~., id~ lnt l i t l u ~  , b u t  ,,UL 

P I ~ I I O I O ~ I L I I I ~ .  111 l u 8 l l c i  0 8 ,  1 . I . L I U ~ C S I  L I s i n  I I , ~  11111.  lnll . i t . #  L l i  I I ' I I I C . < ~ I ~ I  . m  I t , k  

td,l", . 

Fetal, Neonatal, Pregnancy 

396 
PERSISTENT HYPERlNSULlNEMlC HYPOGLYCEMIA OF INFANCY (PHHI): 
PARTIAL AND COMPLETE CLINICAL REMISSION AFTER LONG-TERM 
OCTREOTIDE TREATMENT. H. 8 8. Glaser, M.D. Departments ol 
Ped~atrics, Endocrinol 8 Melabol. Hadassah Unlverslty Hospital, Jerusalem. Israel. 

Moderale to severe PHHI usually requlrcs ncar total pancreatcclomy to avo~d 
hypoglycemia Induced braln damage We treated 13 such patients w~th octrcolide 
over the last 6 y. Seven subsequently undcrwcnt partial pancrealectomy: 2 had 
~nadeauate resoonse due lo  seosls. 1 l a ~ l c d  to resoond to combined 
octreoi~de/alucadon/d~azoxlde and 4'becausc thc~r familv sitbation d ~ d  nnt nerm~l 

started lmmed~alely in 5 of 6 pat~ents slncc prcvious exper~erice lnd~cates that 
dlazox~de IS rarely ctlectlve in severe d~scase Octreotidc was glven In 3-4 daily sc 
~nicct~ons In 3 oatienls. and continuous sc lnfusion (Mcd~x lnsulln lnluserl In 3. All 
pallents had aiute GI symptoms (vom~l~ng, abdom~nal d~stenlion, stcalorihea) and 
wcight loss alter beg~nn~ng the drug. Tills responded panlally to oral pancreatic 
enzyme treatment, and remitted alter 2-4 weeks. Asymptomat~c gallstoncs were 
dlscovcrcd at routlnc ultrasound In 1 patlent allcr 1 y ol Ircal~ncnl. Growth rate 
decreascd In all dur~ng the lirst 2-6 months, but normallzed subscqucnlly as d ~ d  
body we~ghl. All patients have normal psychomotor dcvcloplncnt lor age, howevcr 
2 are <1 year old Every 6 ~ 1 2  montlls all atlcnlpl was ~nadc to stop oclruol~de 
treatment or sw~lch to d~azox~de. F~vc Datlents stooocd oclrcot~dc alter 8 5 m lo 5.5 

avoided in some Dalients However, cll~cacv is oart~al, and close follow-uo w~th 
rcpcated blood glucose determinal~ons, lrcquent l ied~ngs. gaslriislomy and llosp~tal 
admiss~ons durlng acute ~llnesses may still be ncccssary Most can cvcntually stop 
octreot~de and enter complete or partlal rcrnisslon. 
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I.ON(~I'I'III)IN.\I. SI'IJIIY OF 111.001) SI'OT I;SII CONCl~~N'I'I1A'l'IONS IN  
NORkI,\I. GlI<l.S !\NU 'I'IIRNI<R S \ ' N l ~ l ~ O ~ l l <  l)tlI<lN(; l<AI<l,Y l'OS'l'N,i'l'~\I, 
1.II:E. C IICIIIIILII\, I' IIourJ~ux. C S.II I \ \U~. I I  I. VI\ .111tl J I' HOIII~LIL~IIOII 
I)~~.I~IIIICIII (11 I'~C~I:IIIIC\ :III~ I'ed1.11r1c I..~~NII.~I~II~, CIIII~I~C~I'S 1l~~y111.1l I<CIIIC I:.IIIIOI.I, 
UIIIVCI\II~ 111 l I r ~ ~ \ ~ c l \ .  :III~ hlcdgcn~x. HC~~IIIIII 

In d1lic1c111 .~IIIIII.I~ S ~ C C I C S .  OVD~ICCIUIII~ tloch 11111 rch1111 III IIIUIC:I\U~ go!~.id~l~oll i~! 
hccrclio~~ H I  1111: Iclu\ III contr3sI. :~go~l.~d.il \LII?IUCI\ \IIIIW UIUL~:IIC~ I:SII LCC~CIIOII 

r I Nct~~~.tl.~l lilood 1,SII l c~c l \  u,cle \lucllud III 9 Iu l l tc~~n girl, WIIII 
' I  I I I  w I I I I I I I  IXIIIII:II IUIIICIIII g1115 1hor11 IIIU \:IIIIC 

wccL 'Mc 115ud Ihlocrl \p<~ls colleclcd :!I IIIC IIIIIC LII 111.t- SLICSIIIII~. I t i ,  29 I~I~NII~I\ 

pr~or 1,) l l > t \  hlc~~ly, IFSII was !IICJXU~C~ u\181g .$ l)~gld> s ~ ~ c c ~ l ~ c  IIIIIIILIII<~~L~~LC>~IICIII~ 

a\h;~y. 00 d.ty 5-0 .!llcr liirlll. FSII w:tr uro.llly LLO~UICLI,II~IC ( <  1 1111111~111) or IOIV 
(1-3 IIII~~IIII~) ill 1101111.11 g111) AIII~II~ 111c 9 GI) I~.IIIUIII\. 5 11:111 1 3 1 1  <: 3 !IIILJIIIII 
,~lil J b110~cd ~ I~g l l l l y  ~ICV.IIC~ IcvcI~ I.III~III~ J 3~1O iJ IIIILIIIIII 'I'IIL.\c t l ~ l l c ~ e ~ ~ c c ~  III 

I:SII SLXICIIIIII uvrc IIOI 1cl.31cd 10 d ~ l t ~ r ~ o c c ~  III L:II~OI~I)U AOIOII~ 5 I~.IIIUIII\ ~IL~LIICJ 
ICIII~IIU~III:IIIY. I \IIU\YC~ i~~crci~se III I:SII Icvcl\ 1,) I4 l I ~ l 5  0 l11lll1111l LIUIIII~ lllc 
sccon~l wccl 01 IMic Ilowc\er, this inclc.l\c w . ~ \  ~IIIIII).II.II>IU 1,) 111.11 SCUII 111 17 11111111.11 

gt~ls a:ln~plcd 1111 :I rcc<llld i~cc;~hion 2-3 wccls :11tc1 IIIIIII One 'I'LIIIICI P.IIICIII 11.111 \1111  
h ~ w  I.SII ( 2  5 111111/1111) 011 d;~y 23 ;111d \II~)\I~CII XIIIIC IIILIC.I\C 10 8 5 111lll111il ~ I I I  h y  
30 'l'ltchc J.il.t ~t~d~c:tle 111.t1, 111 'I'LIIIIC~ 11:111c111\. 11c1111.11.11 ~li.!l~gc?, 111 I,SII ~ccIcI~~~II  

;uc ~IIIII~.II 1,) 1101111,11 9111, lllougll tllcrc I\ IIO I~ULIII,~CL LOOIIIII Ily gol~.!~l,ll I~OIIII~IIU~ 
'l'llul~. I.Sll .nr.~y CJIIIIOI Oc UIC~ :IS ;I ~CIIII.II.II \ C I ~ C I I I I I ~  IIIU~IIO~I l u ~  'I 'LIIII~~ \)IIL~I<IIIIC 
111 g~rlb. 
Supported Ihy ;I gr:1111 Iroln llrc Bc lg~a~~ Su~dy GIOIII) It11 I'CL!I.IIIIC I~ I I~ IUCI I I I~ I I~~~~.  

S69 


	393: FINAL IIEICIIT AND DISPROFORTION AFTER CRANIAL RADIOTHERAPY FOR LEUKAEMIA

