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- [ PR ARG B —— % 18 PR i B AN I
%_ B, i

SeRMEmBERRMER LSS IRMEN EERRA, LFSVREER
S INETI Y, M SEU™ BRSO, Sk AR, B
LRGEAE, JURHEARN Y EERIIZH iaTT, RERDKIIEN L

BIL, %, 25K, A “BAED). RIKRIEE 25 X" ABt. BILAE 3
RasE 3 7=, 2236 AR “WETE” THEFkH, HEKEL4720g, FINE
NEBEMEFER. IoR0RE, Apgar TF¥I4 10 43, R ATRIE, £fF
24 /NN EBILEHE IR AELS), REBE, K, Si2 T Y4HER, &Eif
# 1.8 mmol/L, BJLTLH, TWZMZMHT), & 2 /NHRYY 1R, AR
u], EABHEGEH. KT, THifs, TRERE, EiRFEZ, HEREH
BT ERER, FheiRIER A TRSE, SINIRSA TERERE, B
HEYEFFIE 12 mg/(kg - min), MBEHRI4ERFIER . ABERT 8 KA TS LRI
PABRBKTETE 2 RIGHCVIRTEMACAR, DA %% 10 mg/(kg - d) HAR, &Ml
MAEREHAE 0. 42~3. 5 mmol/L, A#—HIGITiEARKF. BILBARK, B
NS, AW, XKMERILIARSY, KREMKRE., B35 H:
F 3723, F1BRLE, £F3RAHERKIT; E2BABE, 3%, &
fi; 283 MahARIL, BFHATRERAZEE, SiRal 2 RABIMES (B
i), RATRIRIATT, Sin/ERNMBEEY . FEEMER SEER. A
BERHAMRAGES : {KE 5 020 g, kM 36 cm, [f/E 80/46 mmHg; 5w 55
B, BEESHE, K FERHE, maiREE, PURILTKDEE, f&&
ToHE Bhe H B A &: 2 UG U I BE BE R, &K P £ 0.42 mmol/L
(7.56 mg/dL), {Kifn¥ERt, M. REVERSHEYE; SEBESEKEAS
99.56 mU/L, JEHFE/MHE>0.3, KA EEE RFIRRIIAEIER; KK
BE. £RK#E. ACTH/KEIER; Bk, NEER. B-BTEBRAKIEY; .
RIGETTFHFRIE R, HRARERETEAE . CT HWIER, ki MRI RikH




EERRE R ALK T & T, 55, Hemshmeg (@1-1-
1), BILEEARBEES T A TR, 35~40 mL/%K, 1%/h, 2RTHELY
960 mL, 4T 190 mL/(kg - d), FIRHESE 24 /N ERAER RS (10% ~
12.5%), #E 10~12 mg/(kg - min), A& RIMBEIN TR RS Se 21 wh s

BI1-1-1 RIS 5k i MRI
A B SRR BERR K Tiy K Tp 554k, HMRE;: C T WL IAUK M i 5= 4% 5
(T2FLAIR J¥31)) BAE(F S D. RESHRSEUNAURE (DWIF) 2RES, maR Rkl
i BT ER B 43 e




BFEAE, ZEREILYERESRSRME, 50R"FE15 meg/(kg - d),
RIEFA 2 mg/(kg - d), MBEHIARE, TEHERREGE, TABRSE 4 XE
IVEHE B RREE T, SMRIEEITRBR AR (VIR T HRER 90%0), Rk
EJL%B:?’@?% JRHBARE ¥LE@¢’3"7~§5{ %%iﬂéi‘%‘i%*ﬁ, Jo5 R B4 F-F

B. InsulinX200
B 1-1-2 BRI 40 3 A R s B2 A A

JEES IRE, BARE, EH_ERMAER, REAT 3 RHI—IHS
I, 7 12~20.5 mmol/L, [AMréa T/IiIRBSDFRIRYER:, 4ERFIEAE, K
JG 3R, RHEIME, EM4TF, SMNAEBFNE, 4R 5 mg/ (kg - min),
AIYERFIMAEAE 5. 5~6.0 mmol/L, RJ5 1 &, EWRIFT, EFRINIEEMA
&, RURJ4ERFIER M. RIGE ARG FEES. 45 mU/L, CHK1. 94 yg/dL
fRR BEEARAHUBRE . IR, BRIRRIEM SRR ¢, K5 2 BiFtbi. K
JEEEREDT, BTIRMMBEREIEY, Ssi8HRABERETHIRIL, &4 8
JLRISKAR MRIZEIR, ZZ R A RIS RAR G5 AT




i #

B R ARSI EEYR, JLE R A ILE RRE 28
Bi, BTAERS 1 FinkERtk, FEENAARER, TERSE 1 FAXK
AR IR B2 ) LSR5 AR BE th iR M B, B i/ N2 ) LAPR I O 1 S5 1 th
Ko Fgre R E Rl v S BUKNIR B A TR, MITsEIIE KEhaE,
R RGN GEE, MEERGAEMm. Hit, XTHEIL. NEILK
R ARG T REHOEN, HRRIFHRREA, RNXERT, SRIEWN
IR

R iER £ 2 AR, BUXE —BIERE TR, RN E. X
HLAH ., BElL. IRECAREEHIEEE 2T, BERERMIK TS, X TKi
R E X N E M SN, SEIMBERT 2. 8 mmol/L (#Fr4 LRSS
W& Hig, ZEHKMT 2.2 mmol/L) ZWr AMKIELE, #rd) LB DL
<<2. 6 mmol/LANGKRFZES IR FRIRE. 4 ) LIRiE =25 55 BR
W BULKRESE. IEIMEEERE . WinGE. R85, (K8, XM OER
EHx, EREARERRS XS, BHABM. KELERESAUE, @A
ZEiEE N 6 mg/(kg - min) BRJ4ERFIE R M, modrd L) LRIR SR
VERY™ BRI, BabDl % AR 4R IE M s A B R,
12 mg/ (kg - min) 77 REAERFIEH M, @ERIEREN S WS RSTEERE
KFRo IHFEELEEAR. FRERIIEEIRT . BEAEEE. BP0 mE.
BECRES, el ERMERSHEIL. 2BILRINERE LER, 2%
B e, BN EHE THRREERIL, B RNELRES
AIE, MeREERSERIE (GEEEBBRME), HERSENDIE
TRE, WK ERER™ BRSO R, rTReERERHREEX, &
— Mt B 4HMIThREAR 259K . A9 & MAcQuarrie T 1954 5 R HR,
RAEJEARA K A RS R E RIMSEAR A CHI (congenital hyperinsulinism)
RS B AR E R AR, SRHEEMIBESE, MslE
RIS . TR FIME R DAHD B A A 5 S B 5 40 e, i R AP { of i
FARREBR IAE , HIENERARERGR M, Rz R AR, Hifox ki
i A E, CHITER NS R ARMAREH, ZREN1/3000, EERFKRIEK

B e ..



A5 AR ROE S B AN 2 AR R N RO A
SFBEFEEMED 7 MSHBEEESWTEOREENR, RIEREE
RIS A “BS TR A1 R B, HehBES B il LY
ATP SURAVPIES T-iBiE RN SR (RS B WA K 3R, ATP 2 4
4>F KIR 6. 2 §14 4> F SURI AR, MmISFIETEBIER ATP () LR
MIENERE ARG, K55 B MiiE E8miE R ZEES RN
By, BN OERE 11 SREREE E, HREHEIEFsEn R, #
P T RRESNAT, BEHR B il R b, R85 T BiE R s F i,
IXRERLEEE T ARMrH N, I BABRR RSN EESE, HHER
HEEWBER RS W, HEERE KL ARRMERE, B TSR HRE,
Bl . BEHEARK, EENEREENINGE, BILZAKXTIIEIL, FrLEE
BRI AR A NE XM L RS EE ROTER. A% THd: LIAR,
B AFCRNBRNRILA ™ E A rO IR b . — Se s Bes 2 45 g 4ili
NESOFIRERNES, tn ATP/ADP (i as sk # thia (i = W R &
BB R WHE, M EEBRNEE (glutamate dehydrogenase, GDH)

- A0 BYRiEAE S EEE (glucokinase, GA) HFRZF 5B RN T H

Rea, SR KM 50 %6 s Bt L AL AEH o

SRR ERMERISET, FZIT B LIEEE R M R b A [E i A
EMEYUNBRSFAEES, LREREN: OMENIRMELIE, Mk
<<2.2 mmol/L, f*EHZF[<1 mmol/L, QFFIELa%}HY AT FIRFEL M = i
BEIMGE (R EES EAE>10 mU/L; 1fn#E 0. 6~0. 8 i}, IfmE =
>5mU/L); MfESE (BN pU/mL) /if#E%E#E (R4 mg/dL) >0.3;
Bk SRE ME R 1 mg J5 0.5 /N, MBEEFEAKFE>80 U/L, ##ErE
R Rl fiE. QMM BN LHE. OFKENEEHETE =10~
15 mg/ (kg - min) 75 RT4ERF IEH A, HRFRELHHREH . WKFE
RIAMED A ERRE R, ™ E & ol KT . Hhigel &k, mTLAS|
EENHE RS RS ARG RBE. FHitb, FEEE 202K &
1BIT

LEE ARG B LA RIS O FERE TR OV AERRE RIS ) DU AETE
H AR RS RIE, XFEREEBESRNERE. BAVESER
TR, TELSEEN, A SRS RIMERGERRR SR SRS E




