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Describing hypoglycemia — Definition or operational threshold?

Early Human Development 2010;86:275-280
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3CER 7 Stanley CA, Paediatr Endocrinol Review(2006) 4;76
[ZHO]  FraE R mEEE o Rk A
T4 FFNT 4 T/ANRIERE (1998-2002 ) (T ABE L7 A VB IE MR MFEE O JFE B OJRE
DOHTIE, A AV ABRREIEOEDDBNEN TT%EF L EV,
INEHEBEDZ VB2 EA v A Y VMUE 34%., T Y XV RBREM @A AU VIIE 17%., —
WHEREA AU VMSE 26%., B EELEFIES 2 WVIL T BAEEREEKTIE 19%., HEFRRE 4%)
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Pediatric Endocrinology and Inborn Errors of Metabolism (Sarafoglou) Hyperinsulinism p39
(2009) McGraw-Hill(USA)

[Tw] HAER - AHRITHRA L AT, BERICEDDMOLENREWNZOT FUEOLE
ENKE L, RAOXMER 2mg/kg//y & K& < EED 6~8mgkg/irb D7 FUBEEZLELTD
ZEmbEZD L, FAERICEW T MFEEOEEEIE 50mg/dl L3 ~EXTHY, 60mg/dl K
WOMBEEL Ri25 TOMERHHDOTIE?] EEXDETH L,

JCHR 11 Deshpande S et al.
The investigation and management of neonatal hypoglycemia
Semin Fetal Neonatal Med 2005; 10:351-361
[E] 2fic k5 mEEOREZ, M TOREIZLERT 10~18%BEKIFTRIND,

X#R 12 /I AREFfih 5 BRI E B O ER FIZ OV T ORES
AARSEHERE RIS RS 2010 47 6 & 7-13
[ZW] MEEOREIIREE  REMKRICL > TEENELD, LUDT, @GRET
I~ b7 Uy MEOEEBEZT 5728 ERRIENTERVWERRH D,

3k 13 Stanley CA
Hyperinsulinism/hyperammonemia syndrome: insights into the regulatory role of
glutamate dehydrogenase in ammonia metabolism
Mol Genetics Metab 81(2004)S45-S51
[Ex] EEMEEA LAY VINET2 EBICHEENEV., GDH(Glutamate dehydrogenase)
BEECIEET vE=TIEEXZET 570, &7 E=7 MEX 4 RIEEDCHE. 52
WS ORDFE LR 5 D,

ik 14

Kapoor RR et al.
Hyperinsulinism-hyperammonemia (HI-HA)syndrome: novel mutations in the GLUD1 gene
and genotype-phenotype correlations.
Hormone Research 2009,72(suppl3),298

[E#] GLUD1 BEFREFEICLIEA A Y VHEDOERT b MiF7/£=7 23 EFE T b 5 EHF]
BROMSTZ, 2D, &7 =T MENRNND & E - T, GLUDL BFEZRIN TS Z
LIXTERY,
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De Boissieu D et al.
Ketone body turnover at term and in premature newborns in the first 2 weeks after birth.
Biol Neonate 1995;67:84-93
[EH)] EIE 0 BREEDCRERTHLY M ROEAIITETH S, LA L, MHIHAEDR &1
Bd 5 L X OEARIMELS (R CEBEIEBRE CH 2B/ EDT N ARKOEAITRER OS5 2~3
FRERKETH S,

X#R 17 Anthony Williams, Jo Modder

Management of pregnancy complicated by diabetes — Maternal glycaemic control during
pregnancy and neonatal management (Best Practice Guideline article)
Early Human Development 2010;86:269-273

[ZR] BERIFRHERICE 5T, BHRBEHET 2O0REELETHS, WHO ORFILHEE
DIZHD 10 D RIZHERFEERIZ L > TH, MOR L FREBERFELN, ZO@EITITN<
DL RTIERERVWERSH H(CEMACH), A&y 7RZ0OHEEZRM L TE1HRIER
v, HERJFLUTOLEY THD,
*  MERFEHAE G HAER RO skin to skin contact [T D RRARICHEIR I N ARETh B,
* Atk 1 BFRILINICI Brestfeeding (RFFLHE) 2B N D R&TH D, HAHE L2 L
fESEL720I21F, BILRBORBPIBD CEECTHLIZ L&, HEMMLOBEICHBTLTER
MRITR B 7R, ,
*  ARMAEER VR Y | BERBEREIE S L A% 2 B 3L — o o fUBEE R E
134T 9 _&E Tl uy,
* BHRIARETELRYOBARELZRATH, MHHES 2mmol/L(=36mg/d) LA FIZET
LTLE-ZEE, BILEICLEREZETIHE. H2VIEROBILN TERVWEDRE,
IO DFAEITIX, Brestfeeding DA TXALT Z2HEITERVWOT, RENRE - 7 RO
AR 572 EZBIBR L7221 BT B 720,
* AR 3RRHLIEIC > Th, RMBELFET 535612, NICU ~DARAKNETH D,

XHR18 JIdbERE i BA/NERRSMERE BET
[BEHO)] EFHRREFRR (LR V> & hAR - EBEISIEER 72 & OB 25
—IBMER A VR Y VIE & Bt A A U VIEAERT S LT TE R,
[ER@] Y7V %34 RMERBIDO 39%IT, ZIR - &« 5 > MELREEER DT,

XMk 19 Hoshid et al.
[13C] breath test of medium-chain triglycerides and oligosaccharides in neonates.
Acta Paediatr Jpn. 1992;34:674-7
[EH] <~ b—RF2EEDD, EEO EF - ETMBRICRDIERBHF SN S,
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29 Hussain K et al.
Medications Used in the Treatment of Hypoglycemia due to Congenital Hyperinsulinism of
Infancy (HI)
Pediatric Endocrinology Reviews 2004;2 S1 p163-167

[Z59]
ERBF : 7 YU RERKap F Y RVEREE L, FYRVERBRTEZLICE-TA R
U o a M T 5, #EEFIRBIOY A 7Y A RIClan, KyirBIER2E 45, AR T
(X B%LULENT NT I LR LTHEET D, A TOXREHIL 20~45 R TH D43, /NET
FENLVELS 9.5~20 B & B X b T\ 5, (AR TOXBHITHA S TIRRWS, EF
b OFRER 11T 24~36 R TH A H LFEL TV 3B,)
BRER: BEBEFEHEX 5~20mgkg/B (4 2~3) THINR, DTV FY R T 58481
5~10mg/kg/H TRILT 5 Z & AEW,
BIER : HLZVEERIIOKSIEQLED 2 > TH D, KYEFRBICH LTI A 7HA
FHHWIT7at~vA R EDFIRAIOHFREZET 52 L HEV, TOMOENWER & L Tit.
ERBRILE « 4F BRI - GFEAERIN S - /MR 7 ERd 5,
—RIZREENZVE E(15mg/kg/ B A E) K EFEORWERANE LS 725, FIRAIE OOFRIX
ERM R T 5720, 3mg/kg/ BRREOHEETHLRIRA & HRT 2HE MR OHEMR - BINER
DHBIZEFEE T RE TH D,

MR 21 De Longlay P et al.

Persistent hyperinsulinemic hypoglycemia

Semin Neonatol 2002;7:95-100
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— R EA R Y > S fUEE DR R TFIR
R RELUWATL T, FLFIREZ A o007 NUBEOREEITH,
ITNH A OFERE(A~2mg/ ) EHFHTIZ L b H D,
V< b AZF L (1~4.5pglkg/Bp) 2 AT L b H 5,
WEEaLTF o RidAER TR ZO/RITARN,
VT V¥ F(1bmgkg/B 43 RBAORGEERRDL, VTYFV RIS L EEX
bNDOHEIL, &b ZEERREPROE T ORAT (22 mMELHEL, 27 &b 5 AR,
RIFE TR & Z2HER LI DO BIT A EMOIGEEA KT T REThH D,
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XWR22 FBAEARER BREETD
[BK] BEESCAROEA R VMBEMEEICST VXY REERELELE 2 A, F9M
TR HVBE B3R ST 28, KA REEE A B BIRE O F BB A X - LIS 4 8 L7,
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3R 28 Touati G et al.

Long-term treatment of persistent hyperinsulinemic hypoglycemia of infancy with
diazoxide: a retrospective review of 77 cases and analysis of efficacy-predicting criteria
Eur J Pediatr 1998;157:628-633

[BE)] o7V F> Rt 5EGFIT2F. 15mgkg/ BUTO®REE (BB X% 10mgkg/
H) TEHLTEY, ThUEOEELZITIERITEV, U7V x2 FEED 16mg/ke/H L
FTohhid, TREERIIZEOATHY . KNIFREREOBIEANEL L Z LT TH D,
BL, o7V XY FOEBEIIHEIR T18~24 Bl L BV o, A% - EHOH|EIZIL 5~8 H
MIENT & TH %,
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#AEE > DOPA decarboxylase (2 X% Z & 235N
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ARSI, BARBRLZbDEEX
bz,
(EfzFRE) |ImEkLY &/ L DNA % Hhid
L7=D%H, Kare F ¥ R 5T 2 ABCCS,
KCNJ11 Ef=Fo4ex s Y % PCREEL
BonEmEER L=, BigDye
terminator cycle sequencing kit ver 3.1 % {£
LTy —r v TR %{TV, ABI prism



mmmaﬁv—#y%—mfﬁgﬁﬂ&ﬁb
Teo AESINTEROBHBRLBE D720
B D% LENLZ FRRICRGFRE L7 it‘
EROBRFEMEEFHERT H7-%, SIFT, Polyphen
270 T ML o TT R BEROFERMES
BEL. EHICEHA 106 NI OWTHERD
BELZBRI L
(18F-DOPA PET) I (ORIRFEESWPT
BV - Va4E) DJF#E T 18F-DOPA PET %84k
AT & BRI AT L7,
(CERABARA D V> 7 AFEARE ASVS)
TRO7 e bz & 0T Lz,
1 DA T—T oty FEIML, LER., K
REER X AR, PR ML BE R
2 ftR#E 3 6 BFRILL AN octreotide Hik, ¥
7Y FH A FE5 BLALATICHIE, KiEH
AR 7 A > Hefr, ML¥E% 60-90 mg/d] IZHERF,
Bar PN VBB C TR
3 BB FTHOREREMROWER
4 HH (BRAER3EMULOWHEE, BRERT)
© physiosol 35 #gifk, MFE(E%RD)
RERFRAR & 0 BATERARICERMAE 5 1 >
EREE, 2 b —U R L (R Y
MmpE (MEHDOAE v ), BT A
DRNE)
KEREIAR L 9 7 7. splenic artery,
gastroduodenal artery, superior
mesenteric artery & ¥, 0.0125 mmol/kg
(BnFa—n b LT 0064 ml/keg) 4
BT 2 ml ICHRL T 15-25 B Cass
H, SEARIZL 0O SLAERIT 5,

» vasospasm TPHD77-H= bhn
77Ut 50pug HAENER]
WCEET D,

HIFEERIZ T 30 R T 120 B % T
. (0, 30, 60, 90, 120 sec) L., A A&
Uy, g (MEADOREY YY), Av
>y AORIE, MAEEIIEGERE H1T 9,

RES, BER IFMICEY, 1557
LA IAERIE L, MpEEE 60-90 mg/dl
R, MBI LT B oRERRE,
m LA %t LIS A A R Y
TxRE (A RY U ERELRWY),
BEHZBEDICYT VXYV 4 K,
octreotide ILTCICERET,
3 HE

AR D2fEUED EREAEL
T 5,
RFTRZ
s,

R HBEMERITT 0% &

C. WFRRHE
(BB THRE)
ABCC8 &2 ¢.4186G>T (p.D1396Y) DA %
R, ZOERIZRKAR THAZEBRIESNI,
AKERIRBEOER CThH -7z SIFT,
Polyphen 2 @707 A CHERER AL Z 9 AEE
PERE NI EISRIBES L, EHICIEFabr—)L
106 AMZiFHEN 2T,
CRIRAMEBIIRN L o AEATE  ASVS)
B ARERIE D ASVS OFER AR 11T~ 7, Iitek
RN A > A D AR A VY D AR &
KIE T, BARBIEDSEMIT b,
(18F-DOPA PET)
HAREEIRORFIE T 2 BT o - EREK 1 IR,
A% T SUVICIZ LA EBIEB R DN o7z,

D. B8

ZOMEORER 2 DOEERFENHL NI
oz, TRbbH, (1) kRS AV VILE
O BRBERIE, D7 L EOBBEIZ B
Ti, WEMORE SMiaDT v v M T IT
LB5HDOTHIRAEIZL Db DTIEARWI &, (2)
18F-DOPA OEL Y iAA I 4T L BMIfED A >
2 Y U BWREE KRBT 5D TIHRWTZ &, 2
HIA LT, ERERBHRITA R ERWE



ol T BE BRI TR b R X B HIRRSE
WHMadZ LIk B B LN TV, AFFRD
WRIZEY, 7R MR 3T LAKRKEBE D
TNWADTHY ., FIHIIEER 21 R Y oy
WEEDETIZL DD THD Z EBRHALNTH
D, FEROBIGIT, 2 BIBERFE O A VAR =VIR
FHNZxT 5 2 KESTHRO LN TNDY,
ASVS IZX > TR LRV Z &1, BE B Hika
DEBAAEIEME T NV S 7 BT RIVBBR L T
RN EERIBLTED ., BRI
REIZ 72\ 2 & DMBE SN 5, BERETE L L 7 KATP
F ¥ FNVOBREREIIE XIS NI Enb, il
DA F 2 F e FMT XD REE TV D FTRENE
WEZDNDH, SBROBHRETH 5,

[27& 3C#R]

1) Kassem S.A., Ariel 1., Thornton P.S.,
Scheimberg I., Glaser B. Beta-cell proliferation
and apoptosis in the developing normal human
pancreas and in hyperinsulinism of infancy.
Diabetes 2000;49:1325-1333.

2) de Lonlay P, Simon-Carre A, Ribeiro MdJ,
Boddaert N, Giurgea I, Laborde K,
Bellanné-Chantelot C, Verkarre V, Polak M,
Rahier J, Syrota A, Seidenwurm D,
Nihoul-Fékété C, Robert JJ, Brunelle F,
Jaubert F. Congenital hyperinsulinism:
pancreatic
[18F]fluoro-1.-dihydroxyphenylalanine (DOPA)
positron emission tomography and
immunohistochemistry study of DOPA
decarboxylase and insulin secretion. J Clin
Endocrinol Metab 2006;91:933-40.

3) Remedi MS, Nichols CG. Chronic
antidiabetic sulfonylureas in vivo: Reversible
effects on mouse pancreatic B-cells. PLoS Med
2008:5:1473-1485.
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BRI U 7 BETHERATPF v R L R Rt R
A LAY VIIFEDBIRIZENWT, £ R Y 5
WEERE & 18F-DOPA PETZ R THIO TH
fTLTZ, Zhic kv, RarpdF v xAMEERMES
A AV VIFED B RERIT, Dl bED
IHABRRE T, BEENRE (L TH Y BE p MR
OHREEE LR NI EBH LN T, F
72, 18F-DOPADE 1 iAHIZEE 57 2 DOPA de
carboxylase D&M & fifa DA AV 53 UbEE
LT LHWIT LAV, 20 ki3, KEZ)
\ZH 72> TD18F-DOPA PETOHREEMEIZ DO
TEREZRITNTZ2H0OTH S,

F. fREaRRE#
57T D

G. WIRERXR
(G SCHR)

1) Yorifuji T, Hosokawa Y, Rika Fujimaru R et
al. Lasting 18F-DOPA PET uptake after clinical
remission of the focal form of congenital
hyperinsulinism. Horm Res Pediatr 2011 (in

press).
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£1 BRIRMEINRA LV T AEAE (ASVS) DRER

Insulin (WU/mL)
Time (sec) splenic gastroduodenal superior mesenteric
0 6.2 5.0 4.7
30 5.2 5.0 8.2
60 6.9 8.2 5.8
90 7.6 9.9 7.7
120 5.2 7.7 3.7

1 18F-DOPA PET O#t#
FEYE PET Fdfe, FTEIXCT & oOfAE SR A<,

Al LERES
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A AV & IGF-1 (Insulin-like growth factor-I) DR EIZK

FERICET A%

SRR
miEtEE (RIRMIIREERYE ¥ —HERMR)

MEES  BRRBIZT B A 2 Y v L IGFI OERZBET 5 BRY T, BERFFEHEIE 250 #i2
DWT, EE o IR, CPR. IGF-1 g, EEYIR,. HARKE, H4ERFE, HFD OF#, SFD
OFE, £1% 2 BRRMEE, KMEEEOFE, BOBERBEICET LT —FX—AZER LT,

IOF—FR=RERAT D EICL Y, A VAV R IGFI BRREEICE 2 28 %

T&EDHLHERD,

A. BFREHEH
BERFRERICRB O TR, BN TREI R RE
%3 L C Heavy for date (HFD) 2+ LT
HAETHEINRFEST D, TOMFE LT, &
BHkomMEICKE L CREES R A v
A Y R IGFT Z@EICHWT 52 L3 E
ZBHITWEN, FEHSITIFERAIATY
72,
— 5 RS A A VIFEDRIZEBNT
H BRI LB R ESWLT
B BRBEEMEES N TOEENFET
Lo LM UERMEEA A Y MAER KA
WCBET IS Z BBV BREETD
BEHCAW D R E B MR AR TE R
W EBIZEAETHD A AU DREIR
BE~RETEELRET L ENELY,
B BRI RHA VR 00 HAE R IR B L 7 il 1
ERWT, BREBEICHTLA LAY
L IGF-1 OER % BEtd 5,

B. BfRGE

1994 FE 5 2010 FE CIZRRMMEEE
B —HAERSICAE L, BERE (&
IREEIR P A S Te) BHAE 250 filaxis L3
b, “HHOROME MO IRI, CPR,

IGF-1 #lIEd 5, FizK L BROBEEH
STERRHIM, HAKE, HAERS R, HFD
OFFE, SFD OFE, A% 2 Bef i iEE.
KM BEEE O, FORERBREIZOWVWTT
—Z BT 5, % B OREENTICE 2 T,
EREF—FERNCT N A EERT
L, T A N—=ADERIZIEA I a YT
FexzrBLERNS,

(HEmEm~DELRE)

JB s IR A & R 7 — & OBFSE~DE I
BILCid. ROABRIRIZIE L HAWTRED
REL/L, Sbio, Bt ¥ —mEEZAR
DEBERT,

C. TR

BRI AR 250 BlZoW T, BRI S o
IRI. CPR, IGF-1gE. fERHIM. AR
B AR HFD OF %, SFD O F £,
A% 2 REREMAERE ., (KISR0 FE, #O
PERBAUNCET DT —F _N— R E{ERRT 5
TR TEL, REEBIZIDT —H =%
HEHRIT L T A VA ) R IGF-1 B E L I
RIGAE & DR E T 5,

D. £%
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BE R RHAE IR 250 Flic oW T, B o
IRI. CPR. IGF-1EE., 7ElG#AM. HAER
&, HAERE R HFD OF %, SFD O,
A1% 2 RefHIMAEE., EIBETEROF &, BO
WERARIEUCET AT — 4 X=X &EHKT 5D
ENRTEL REEIZZDT —F -2 %
REHET L C A v R Y VR IGF-] B L By
RIERE & OBREBET 5,

E. &%

WERIF AR 250 Bz TR oA >
2V IGFTIRE &4 ROBKREZIZHE
TLHTF—FN—REERTDHIENTE,

F. RREEERES
L

G. WEREK
1)2011F 78 FEATEIEAEHHFARE
¥ BRTE
2) 20114 9 H 55 5 EHFAIRNIAFFE
= ERTE

H S8 EEOHE - BEIRD
Bz L
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FTRMEEA A VIVEDHFRARBIER (47 FrAF K

FRELR. T ERRER) (B89 DHF5E
SR

2 S

MARE

=Z (RS EGERE &% —/NEAREH - WOWwAREER)

BIEDOFGIMELERES A v A Y VIEIZR LT, monotherapy & LT, »5WIRFHEEL
BEAT L72ME —~ OSEMpReR L L, BRI ORI TR 7 2 VoA 2 b LA F R
B FESIC L 2 REERERA T, EENEM-TEIERASCELED b5 77 BE A
T B ENTE, —HEMTIREARBRRICELADZ ERATEE, ARNBRRELEX D
NAEFIZRT HENT-NBHARIE L RAFEERH D B X ONT,

A, BIREEE

TRMEEA AV CMIEOEES TIiX, ke
BB EZ FEIT 27212, RERNERIZK
IEDRBRBEL, BEOREIT I LERD D,
TERBBE T, RREZDET D &0 <95%
UEDOHERSFE LT TEN, FOTFHRITL
FTLHF LNEDOTIE AR, £ LI b
BERRIET D, HDWITER L THLITEER
RORBEHEENEDDOTEETH-1, 2),
W, Bk & ROICEEF O R 2 G 5KA
TPF ¥ ANVHEAREIZBNT, OFAMRELF
PR 28R L, JETHIRE TR 5 Uik
E1TH 2 L THEEORWIEEE BT Z L8
RSN TS, BBETH., AFREOTES)
DOFER. BEERHYIBRIC L - TR T HERIH
ML TWAR, DEAMRELF OB,
RETMEIRE N2 H C X THRE D KEERICIFTE
LT, I L 2E - BEBREOREBEELST
ETCTERWVEGINBFEL, HNCERTHI &
W5, AT, BEEHHEZ IR L Tdistal
pancreatojejunostomy %179 Z & BMRE I T
WEBRHAERICE > TIIBREBORELRFHTH
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b, BBRODBRVNEABEIZ L > TEBT L
bESHRFE TR, o, BEAMREIC
* L TIHBRETHHERERHE L2, FRITH
EINTWW, RETIIARMERA VAU v
MEDT 7—ArFafAELTIT /S FHA
RAMEBRTEH T B 08, BEIEOKATPT v X
IWEORECITEEAEEHTH D, V7V F
P A FESFICX L TiE, B4 bt
FRRINH A wFE LoD, FFICRELIA
DONEETH T, FHFETIE, OFAER
ERoFROREE 2 BEFERE 2 oBIRICR L
T, A VA CAORRK TERR Y 7% B
ERMOA Y N AT NEGE TEEEE R A
776

B. W5

(M) U7V FV A FIEFEOEELERMES
A A MAE 9 B,

(W) 2flic, ABCC8, KCNJ11 2=/ v
v OFEERFNRE ZITV., REFESBEEEND
B4 18F-DOPA PET (2 L 5 REZK 21T
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