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(1) EIEA b RER, EKYEERBRE IR D AF N E L CoOWRERN

< LHEROMmBEH1E (RBACHRBRFHIE) , MEBH/HR, IR - liEEoREH
H DAL 25 >

FHAECKT HMEER L

<M BT D IR >

WERAEZXIT MR ER L

< HARIZEBT D ERRBRES >

FHAEICKT DMEER L

¥ICH-GCP MEHLOEFIERBRICHOWTIX, TOFEL#HIT L &,



(2) Peer-reviewed journal D#&F, A % « 7 F U T ZEOHREIRDL

1) Therapies and outcomes of congenital hyperinsulinism-indu hypoglycaemia. Diabet
Med; 23 September 2018"
CHIZ BT 5 BUE DIRHEERNE, R RT U M LZ25# Lickim, 7
XY RSN T DB RT A UER E L TAFIDGEEH S LT
%, fIE# 5813 5 pg/kg/day T, 30~35 pg/kg/day £ THiE 5 L iL#E S
NTWnD,

(3) BEENEITIR D AT TORGRREREE N R HAZEE (5 (1) U
) 1IzHoNT

BA=LAP

(4) EiEo (1) 26 (3) ZEFRLEZOZYMEIIONT

<BEHEHEE « W FEIT OV T >
BAHADOHS>T23HE - DRIFZLUTO LBV TH D,
e VT VXY RARISHELE RS A v A U v MEICAE 5 5K i B E R o i 2=

ARERIZBIT HE0EE - IRITLL T OB L0 =Y LRl L7,

ENA DR TR TIE, RKFOTT V%2 RARBED CHIZ T 2 JEFIHE K&
OVEFIERED 100 UL EHER SN TWS, ZNHDOTETIE, ARt E LT,
Frfi e TG, REK TS, UTEIRNES T 5 2 LIk 2 ikl ER2IR RN
MREINTWD, ¥io, ENTIZCHI OFAER - LR BEEZ SR L Lz, KA
DT aARY T ¢ TIRBIENE (LT, 7vAXT T 0 TEBENE) KOOI A
B (SCORCH & ER) , i Vlc L b v AT F 1 7 70 8l 22 5 %2 (SCORCH
registry) T, AARANBEHICBIT D, RAOMEE AR/ HEREINATWD, F
7o, 7 ROREEEORE X ITH IEe, BEOIBRIT OMEAT % (B8 T X 2 F 08 @i &
n, KAl #REH&RET5Z LT, BRMEARELZMALRESLTWD,

AT L TiE, ERRMERE LT, MILEER L O RE R E S s S
NTWDA, BREEITIBRETHY, AFORLGFIEZEL TWRY, HLIIE
WO RER &L, o RAZF U R FIEAOEWNIRKASCETEER & LT
HAEMEIhTRY, BHARES 2D, EMEGICLYIEAOERAHRE X
NTWBR, ENERMCEOCRIERE LTits#ish, EEREARNEEIC, K
O ¥ 571 L OG- Hh O B W) 72885 1 - X #RIT L 5 NHEE K OVIHE Fr A % HESE
LCWb, F7z, BEMBEEZTEKWAS QT IEENHE SN TR Y, EWNTEACE
THERZAIERE U CTHRIRDIEEH STV D, J8 B E 3RV 23 B EE O & W
BITER & U CEEEMB ARG S TWD, BEREEEAZIE L-BE L, 2
BIAE®% 1L H HUNOESGH T, &b EEEERBEDOY 27 (ODFHIE, 5 -
PEOLARE, BIRERGTIE) OH2BFThHoZ EENHEINTEY, B
PR & A7 b L AT R EOREBEBRIZHAL TRV, 72238, CHI BEOHE
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RE L OVFLIREBE TIX, &L EEXEMBRPBIAT LIV A NS D, LLEX
D, CHl BFIZB T2 ARFOEZ2ET v 7 7 4 0%, BEAGR O IG & ik L
T, REZEWIRWEEZS,

INHORERERKIC, EBNAOEABERPTZETA R7 A4 0 TlE, KHIZ
CHHZX T 28 RI A U pEE L TEST LN TNS,

PLEX Y, B - 2R IX Y &R L7,

<HEHLHE - HERICOWT >
BLEOH-T-HE - HEIZUTOEEBY TH D,
e U FLAFKRKELTL1HESUg/Kg/HXVBHBT S, 1 H 3~4 [\IZ4
TR TS, X 24 R EHE R TR 5T 5, ks, ERIC LV EE
WL, EmAEIX 25 ug/kg/BHETET 5,

AELBIZBITHOHE - HIEILATOBE Z 0 22 &l L,
1. B OV 20088

CHICHkI T 2 ARFOH &L, WO ERDZENTA KT A > Tid 10~50 ug/kg/
H, AARNEBENGWMFEESDOH A KT A Tlik 5~25pglkg/H & 72> T\ 5, i
DO TIL, AAlZ 6 y AL EBRESNTZEZFICB T2 HEIT 2.3~
50 ug/kg/ H C, WA TOHEDNEWEHINICH 525, BEEMEIL, ENATA R
T4 OHERBENIZEEN TS,

Bt E (5 pg/kg/H) 1%, BAAN CHI BEZHRICER ST 1 AT
T4 TBIBRMEORRE NS, 1T AEDEE (15 #ld 10 #l) T 5 ug/kg/ H LL
FoBRERVLETHY, BABHAEL 5 ug/kg/HLL ET&E L7 10 il TL e -
OREIZR N ehoTe, D% EM L7 SCORCH B CHLMEHEL
5uglkg/H & L, AMELOLZEEDRERINTZZ DL, BHARAD CHI £
2B B EL Suglkg/ B &35 2 & 3%y LB LT,

e & (25 ug/kg/H) IZBLTiX, BHARACHIEFZEZXRIZLIZT 17 AR
7T 4 THESE K O SCORCH RBR T, M ME%L 25 ug/kg/H L EDH LT
W, T AT T 4 TSR T, BEShs 15 fl TR AELE LT 21
~25 pg/kg/ H 23 &5, 15BN AENER R BN, Z4eM T, BIEM
E LTt oM ibaaER (BAKELER, HR, FEoZfm) 23 3 flich bz,
O, 17 pglkg/ HLL EZ2H 5 L725GE1C, MEROKR TR 2 flicH b
DS, JERWEBICE ) AFIOBWEIZCL > THELTEBY, ABEHFEICBNT,
AN & 25 pg/kg/ H 2 #5 L 72O AR MR S vz,

SCORCH §BrRIZIX 5 fls B =4, mmM&EE LT 15.7~25 pg/kg/ H 25 %
B ENnT, RO RADMEZ 5 FHF 3 61 (60%) ([2H Lz, AAIMG & G H
IZERIR M 72 A& R Lz 3 Bl T7 Ko B o OB A TEE L 72 0,
2B 1 BNTEBIEYIERICARKF OFRIENAIEE L o7, semM®E & LT 25 uglkg/
AzfE53N7-BEIT 3HFT, 26 LHEITHEAEDENSR LN, FEOD 2
Bl CIEAIERRD DN TR EOA TR EK T Lz, Za&METIE, 5 4
H3FENCEIER A AL, 9B 26 A HKkmAEE LT25 ug/kg/H 25 1T
WD, MESNTZFERITIN T ORE CEHERAMERITIALNT, KEICH
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TOHHBLLONR -T2 (e HAE 20 ug/kg/ HO 1B THLNT-EBIER - T
F M ONE A, Fee R 25 pglkg/ H 0 2 Bl TH SN -RIVER @ WEek, [ sk
IE, U o NEREINE, FEREREENGE, T A Y T xR Ty 2 —F¥ LR, I
E) . UEXY, KREBRIZBWTORAHE 25 ug/kg/ H # 5 L7 B O AR
PED R ST,

SCORCH registry TiZ, 19 N E&E S, & G5EH% 4 BRSO KRAF O
#5813 19.0 pg/kg/ H (4.8~72 pg/kg/H) ToHo7=, 19 B 3 H]iZ 25 pg/kg/
HEXUEWHE (25.2, 275 XN 72 ng/kg/B) OFEGEDHEZRINTWDN, £
DL 16 Bl TIX 25 pg/kg/ H £ TOEE TH -7, e H &N 25 pg/kg/ H £ TT
Holz 16 BldH b, BAHIFICT RO 21T > Tz 14 filf 10 4l

(71.4%) <<, ARHIBALE 4 B RO T R o 556K 255 B ARSI B~ T 50%LL
EwAd LT, 7 6] (57.3%) T7 KUBEIEN» D OBERICE > 7=, &&Bl
SLRFRTIE 12 ] (85.7%) T R UMk GEERL S FIBETH v, #ERIZRAF
Thote, IkEMHE 72ug/kg/ B B3 HEG S - ER] (B8R BEF 5 R-10) (2
DWTIE, FEIEI A TH D0, KA ED 25.2 LV 27.5 ug/kg/ H @ 2 51l (#%
BrE kB %5 R-10 KON R-12) 1B L T, HAERBICHED L FE#NEET
HZ B ER D EATREIIMN 25.0 ug/kg/ HRREThH o7 EZ NS, &
2METIE, 25 pug/kg/ B2 2 TR S 3 L& 19 eV T, KA
K DBEMWERMN 23 A BT, R¥EPBE~FEETHY, HERBMEMITA
vl nolz,

F 7o, FHBBEITRW A EEE O WAF ORIMEN & U TEIEMN & 2 HE
SNTW5D, INOERRE TIX, RERBAEMNT 84 (B 21.5 ug/kg/H)
WEINTVWDLD, RAlEHEEOEBEZAHAETHY, ERNICBW T,
BUEE CTICAFRIIWME SN TN RN Y,

PLE, ERNOREBRKEL Y, RAlOKR&EES &% 25 ug/kg/H & LG AICE
SOBREBETHIMUENRALNTND Z &, KO 25 ug/kg/ H £ TOREMENER
NTWaHZ L, WRICENDOTA RIA VICBWTAHENHEREI A TND Z
EMND, AN HRTEIRIEHAEN SR EMENHBERIN TSI REHET
Hb, EHEZ 25 ug/kg/H & LU ClE T 2 BEEH I3 %Y & Bl L,

2. FEWERE OB
/N L RN D SR RE O L

AHN OBEAR O H & & LR E-Redh#t T rfE (AUC) 206, HARANEAD
KkE% 60kg EIRELTHRADZ VT Z A (CL) EHEZME L-, €Ok
R, WBEKAE - TERMAME ANEBFIC 100 ug HEIEZ FEGRFO CL 1L/
3.67 L/kg/day, VE LA EAZE R £F 5 #1T - R AEE 2 300 pg/day Fife 72 &5
D CLIX#I 1.67 L/kg/day T& ~7-, SCORCH RBRIZ& I L7=/NE CHI 34 5
BB EHE SN CLOFEIX 1.56~5.18 L/kg/day TH Y, KA D CL &5 M»
RFET RN, Lo T, /NE CHI BEICBWTY, A & FEE DY)
AL~ TEE XD,
/NI & RN DR R B D HR

FEE A L2 A D CLE (1.67~3.67 L/kg/day) Z AT, AF|DBEAZ
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D JSIEIZ BT D BB AR (100 & T 300 pg/day) TOEFIREICBIT D EE
(Css) #HH L7-L %, 100 ug/day TiE 0.45~1.00 ng/mL, 300 pg/day T
1.36~2.99 ng/mL Th-7-, F£7=, HARANERMRANICAHF 50 L 100 pg %= H
[ T4 5 L & & 0 HRE (Cave : AUCO-t fEZ B t THEI HH) 1349
0.82 T} 1.55 ng/mL, fHEEE (Cmax) (% 2.44 K 1*4.80 ng/mL Th o7z, &
52, AEARERERE A AR 50, 100, 200 K& OF 400 pg Z HLEIFE F#&5 Lz &
X O Cave (Z#49 0.794, 1.36, 4.12 }xT¥ 7.57 ng/mL, Cmax /% 2.82, 4.87, 14.2
KON 24.4 ng/mL ThH o7z,

HAAN/NE CHI & o CL {8 (1.56~5.18 L/kg/day) % fAWT, AKIDOFE
BR 44 FH & 5 pg/kg/day IF ONZ e & 25 pg/kg/day TR TR L&D
Css ZH#t7® L7=, 5 ug/kg/day #%5-H D Css 1% 0.97~3.21 ng/mL TH Y, BEKR
TdH DA 100 pglday & 5B Css L v mWEHBE A H 2 H DD, kA
300 pg/day #% G- Css & [RIFRJE XL FEI>72Z & 26, AKH % 5 ug/kg/day &
HETEGRBT 21T HUEEZDH, —FH, kEmM&E 25 ug/kg/day # 5-Ff
® Css % 4.83~16.04 ng/mL T& Y, A 300 pg/day #&L-lKfD Css & [[A] -
776

UL G, MATERGERBROS D 200 ug % HAlE FHE 5O Cmax & [F
BRETHY, 400 ug £ FHE5 KD Cmax Z FEl-> T\,

Xy, /MR CHI BEFICAFZ R THRE L& & 0EYERRITRA &
Ak CTHDHEEZD, £z, /MR CHI BE ELERADBRZEREDLENS, K%
TEBMIGHETH D5 pug/kg/day IZ TR ERGBT HZ LITZYTHL EE 2D,
H ERF D e H & 25 polkg/day 1%, B OBEAR ToO H & ICER T 5 IRE E
ZERIZ SO0, MATHRGEBROS H5HEHETO Cmax K TH O,
BEOIRREIZIS L CHEEICHIN T2 2L TRAFORZEMITMEEIND L& X
Do

3. HiEo#E.S

ARENOHEX, ERNADOTA BT A2 FOVAEERT, Fifik &Y, 6~8
R & ORERE TG, XIEEIRAES Lliicn b, BHARAN CHI B3
BRI L2007 0 AXRT T 4 TR TS, Fifck TGS, XL 6~8 K
M DONER TEEGETHEDEROPZEEDRHRINTND I EnD, b
D HED Y &Il LT,

<FRRBINLE S FIZ DN\ T >

CHI %, Al - AWHNZA AU D53kl 212 X - T HEAE 22 K i B iE 2
ST AVERERB T, SEOKRMEENFRif L a, FARMERR R % EE N
Y, —AEPEICHhEY BEARICE LWEE L2 KITT, Z 0700 h 72 b
T b= VREETHLIN, BAROTT VX KRR T DD KR
TA UK E L TRRBEINTEANIFE LW, @8RE Yy K7 A REN
ITABWEHIEF OYE, BRaOKEE SR IThI 52, £< O5Ga, EJEICHE
HERMED A AV ARG REIRIB ZFIET D, KLY T V2 RRIEO
CHI B2 W T, EWNANTHIRMARE HRESNTEY, ERNADOT A R
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FTAVRKROHBETHEIN TS Z LG, CHIICXT 54 M 72 1B RN
WG EEZON, FEEM TIXEESRICL DERMEA VAU ELF
PEBEPR I O RBAERIBE L S D,

4. FEhiT X BROMEBE L LD HER

MERICHEHETLIFEH REL L TORBORER] IZR#E LB Y, CHI
TE AR - LRI RIET 2B AV OBIEHIERTH D, D=l FEHRK
i D BLE AR GEAFRRFIZ R D LD AR VL EEDORIEEZ B & L IR
Rz EET 52 LIMmO THR#ETCH D, —FH T, AFNE CHI Z@ESiE & LT
WTNDOETHARBI N TRV, FRUICEEHDO ERBY, ERNIDOTA KT
AV ROHBECTEELZDH Y, ENTEEINTZLEEREBORBRRE, L OEH
WA DG X ERI R EE L ZSFET HHENDL, ZOBIKA HHEITAZT
bdHEEZOLND, LEXD, BINMOEBRIZIARETHY, NHMBENZHTDH
HEEZD,

1) ERMCBTIRZETA KT A
N DM 51T 2 H A KT A2 0 CHI ISR 5 KKl 0l &
5, BRIZBWTHEHA RTA LTI RTIA VIR E L THELRE ST
W5,

2) EANANDOHEE
/N BRI O [F B 2B E Nelson Text of Pediatrics 20" edition IZARFI DOH
HAHENGH SN TWD, ENO/NEAN WM FEOEENHBETH D /NN
FWFEE22H)ICHEI Y R4 RFEE L TARADGTZHINLTND,

3) EEE B OB L
TV XY RARRO CHI HRNBE ZXRIC T a AT T ¢ T B4 —
7T VBRI eEEE B N CE S, 5BIORBEICAF N EE S,
KAFN DA N e WL BPED R S T,

4) ERNMCEBIT D
HETL br AT T 0 THiAAE (28 4]) 2BV TRHOE ML NE
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