
a-

ULUSAL N EoNAToLoJi Kor,,ıgİEg
l. AKDENlz ÜLKELERI ııeoNnroı-oıl oERııEKI-ER| BlRLl AKutsNıZ u.n\trLEnı l\Evl!^ l vL""' --'' '- 

:-';, ; ;;F;Azo NAL coNGREsS oF NE1NAT1LOGY
flcoNcBEss or uNıoN or ueoıreaBANEAN Neor,ıeret SoctETtES (UMENS) & xıf, NArıoNet cc

L70
NEoNATALPERslsTENTHYPoGLYCEMıAANDHYPERGLYCEMıA

(REPoRT oF Two cAsES)
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Backround : Hypoglycemia and hyperglycemia are common metabolic problems, detected especially in

NlCU patients. Most bi tn"* are tiansĞnt anJ reıated with pr"-'"i;nv,'scn o"ıiu"ry' sepsis' infants of

diabetic mothers and hypoxia_ischemia. io*"u",. hypo o, 
-'nvpl..gıv"9mia 

,,1av sometimes be

persistent. ln these "".r.,'i"r" 
disorders.ot gj;,;o."."trboı'.' s'iJn a"s'isıet-cell hYPerPlasia' betacell

adenomatozis, glycogen storage oiseas_e.toi'ğjrğü."ri" and neonatal diabetes mellitus' Schwahmann-

Diamond Synorome, Johanson_B ıiz)ariı' 
- §yndrome 

-to,.-- hyperglycemia, should be

investigated. The diagnosis of such rare ojroio"r. are difficult 
"nJ 'o." 

bf t6dm de,end on Pathologic

evaluation.
Cases:Wepresenttwocaseswithraredisordersofglucosemetabolism.Thefirstcasehadpersistent
hypoglycemia oespıte iiğn-glr.or" intrrji"n-Ğğ ,ıiııgımın.l 

-anJ-alministration of octreotide' The

diagnosis of nesüiobTast;sis couıd be 
' mao! 

- ny p"tnoıogi., ^:5':r':" 
of pancreatic

tissue obtained at autopsy. The second ."r" nro peröistent hypörglycemia. and edema due to

hypoalbuminemia. His gıLcbse ıevel coulj ** n" decreased ;;r,ii; nün insuıin thera,Y' Pancreatic

agenesis was diagnosed at autopsy,
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NEONATAL NONKETOTİC HYPERGLYCİNEMİA AND MR SPECTROSCOPY

FINDİNGS İN A NEWBORN

E. Zengin, tl_!ş$e!, D, Toprak, A,E, Arısoy

Kocaeli lJniversity, Faculty of Mffiin;,'Department of pediatrics, Kocaeli,Turkey

Background: Neonatal nonketotic hyperglycinemia (NNH) is a metabolic disorder due to deficiencY of the

hepatic glycine cleavage reaction. Tnis leali" to 
"..r.rırtion 

ot ğıYcine in aıı bodY tissues and fluids with

eİ:::İ'lll'flİİ3',İ?""""e with hypotonici§ and faiıure 
1o :y:k was referred to our center with susPect

of metabolic disease. The infant was the .".oi J ıi"ing child- of .the 
famiıy and the parents had first degree

cousin marriage. The first baby died ın in" tlrri oiv. ot ıite wlinoul 
"ny 

diagnosis, Mother had an

uneventful course of pregnancy with normal fetal movements. Tne inJant was d!ıivered by the vaginal

route and there was no history of perinatal ,rvJn*i". Failure to sucı< anJhypotonicitY develoPed graduallY

in a few hours foltowing delivery. rııe intaıii *". 
"pproPriutJior]"stiiionaı 

ağe ano had a normal

pheno§pe. sne was"ieinuigi", hypotoni",*r,;p;;-",i";'*itt , 
ı.i.."p.]-nrt .no**6 response to painful

stimuli. Routine examinationbf cerebrospin"İ İıIio İcSF) and..o.n-p'ı*ı" blood couni"_,*"'" normal, There

was no ketosis, asidosis, hypoglycemi", nvi"r".,i.on"hı", nepaioceııuıar and.renal disfunction' Serum

and urine amino acid levels were studieo.'Ğü"i." was found in r'ign amounts in.P]asma (1'865 uımol/L)

and urine (17,461pmol/L ), G'ycine leve' of c'sr was also increas""o tı go.g Pmol/L) and the ratio of CSF

glycine to plasma was o.ıb. ln electroen."pn"ıogrrphy there were buist and supression complexes' MR

spectroscopy revealed agenesis. of corpus caııösjm-witn neu-ronaiio..; n-ac'etYıasPartate amino acid

signal loss in notn paiieĞi."ipıtuı wnite matter and cortex ano aıio a Peak in glYcihe sional at 3'5 PPm' ln

the second day, respiratory support_oli'.".n*ic ventiıation--anj Ğnitoü'intusioi for generalized

myoclonic "onrrl.io,i5;; 
rt",t"o. Tn'e infant started .ponirn"ors resPiration on the 15th daY and

externated from the Nlcu. She had intractable convulsions ,;;';;;J on in" 4th mounth in his second

"J.lttion 
to NlCU with aspiration pneumonia,

Conclusion: NNH ;;;il;;;niıoered in infants with hypotonicity, intractable hiccups, convulsions,

lethargy and apnea.
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