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ENA L vRESINTEY Ok 5-10), BA/NERDMFEEOBENTNA R 74 b ii#E s
NTWD CCHR 11), HBIE FESR, #FRE TER & biciTbh, WIhbaEsgs s
TW5, BBETOLT7 TUERFID 15 FlaER L= ITRTH, Rt TS B 24
AT, 56 3HNIEHFERICE Y Bk E# L CHBBEERBE LI EBRaNT
W5 (OCHk 12-13), 972bb, 47 b AF FETESEEIL. U7 V591 FEHOREIC
SUCEY - REBEICERTH A AR H 0 | EFANC L - CrRBEE SR & 5 ERMRER
JRORIEZFERETE A AREME L H D, LLAERDL, BIEE TR > HBERERBRN 2 W20,
ENICAIEZ 8IS & Lo RBEERGRIZ R <. ZOBEMME - ZEMORSRFHIA KD bt TN
Do

£ 1. ERMEEA LR VIEORESE

FeRME | BEE Kare F ¥ X NVEGTRE AR. AD. =Pk
(FEfEfEREME) SUR1 (ABCCS
Kir6.2 (KCNJ11)
TG I BREKEREE (GLUDID BT RE AD, &7 »E=T MfE
T axr—+¥ (GCK) BrTEE AD, FEMAEIZER
HADH(short chain hydroxyacyl-CoA dehydrogenase) X{8fE | AR
UCP2 &FfE AD
A VR CRREREAE AD
EEFHFM (SLCI6AI REIE) AD
et Beckwith-Wiedemann JE{ERE
(E{EREME) Congenital deficiency of glycosylation 1a, 1b, 1lc72&
—iB M R RAER
SGA HAR

AN UVABRERA R ME
BRY N R EEBER SIS
HNF4A BsE AD

HBRME AR iR EE
ARY ) —=

Adult nesidioblastosis
CRRVIEY )

B A E i (Nissen) #i7#

*AD, WHRAKREMERIS : AR, BREESERR

2



3. W&
3.1

3.2

A b VAT FR AT IRk XBF%E~<)JL;# Ij

TSR

TRODO~O% & biomil- 38 (2% . £2)

@ f_uzi:wuf%~1;152:1%('1%1’G%%?h’ﬂz‘;‘é‘li’;tmmw oo L 45 mg/dLAR O e S TR >
AV 3uUMmLEL & REW] ¢& 5 =

@ MpE60 me/dLLL b2 #2720 FoopiiiEds (GIR) 6 mglkgl/sy P EASMEET
Y R
@ U7 V%4 F15 melkel 43P GRG0 me/dLEl b4 HER© X 202 b,

[[LL] e 4 wa:frd/r AN MIENE YT Y XA ] F/T}fﬁlf%/" ZERMBENT
Wo,
@ FRFEE" D 5 BERbLhLZE
R & fb‘(‘rﬁﬂy@ﬂ%%ﬁ‘if %) *)\%@{L NHIZHEL B350 ),
® AN - WO {z‘—ﬂ“ﬁ” A O, BRI R TH 5 Z &,
BEV AT A OB 5 13521 37, )

#® 2. @A AU PARMBEE ORI ELNE (H A NN WS
(KBS R 31T DA (eritical sample)
A AY 2 >2-5plU/mL

WERENE i << 1.5 mmol/L

Bt e PR < 2.0 mmol/L

M 2 IEF S ORD T R P
>6-8 mg/kg/min

FRoMRZE
@ @A AV L MIELS OB B 3T AR M o0 R % % D 5E
@ TRCICRZ Y 9 D Ml B 2 & D5 f
a. M, A Lo IBEIRR & OGHERERE 2 & D REF]
b. PR AT JL’C/\I%@ D JE
c. @FL’C@ETW & (AST, ALT. DBIl : Rl EYEME " 0 3% L - XX Child-Pugh
SIHECO A2 ) % b OSEH]
d. EEOBHRERT (BUN, CRE : bl EYEM " D3fELl L) &R ORER]
e. TOMIETR I:fcﬁl/\bﬁ}l‘ RS HIS TIRUN &M U 7 E

FIIE AL R TR OFEAIEERE (TRARNNEOERIREEEME) (NNEE
HEMETIEEER. () AARARGAERGSHMR,. 1996) %tl ;Eﬁﬁbf:o) ERWD,

AST

BIR FUEFEF (TU/L) IR FvEgpE (TU/L)
0~1+ B 19~61 0~1+H 20~71
24 H 21~70 247 A 21~173
37 H 23~175 37 A 21~75
47 H 24~82 47 H 22~76
54 H 26~86 54 H 22~76
6+ A 25~85 64 H 22~176
;| 26~86 77 A 22~176
84 H |25~84 84 H 21~75
94 A 24~81 9~ A 21~74
107 A 23~77 10r A 20~173
11, A 23~74 115 A 20~172




B FVEEFE (IU/L) ) F g (IU/L)
0~1,+ A 10~50 0~1+sH 11~68
27 A 11~55 27 H 11~69
37 A 12~62 37 H 11~69
47 A 13~64 4 A 11~69
54 H 13~65 54 A 11~67
64 H 12~62 67 H 10~63
Tr A 11~58 T A 10~61
8 H 10~54 87 H 9~57
947 H 10~50 94 H 8~52
10 H 8~45 107 A T~46
114 A 8~42 11+ A 6~41
BUN
BIR FVEEIH (mg/dL) IR FYEEHH (mg/dL)
0~1+H 4.0~15.4 0~1+ A 3.6~16.2
2 A 3.9~15.1 247 A 3.3~15.8
37 A 3.9~14.7 37 H 3.1~15.4
4 A 3.56~14.2 4 H 3.0~15.1
547 H 3.5~14.3 57 A 2.9~15.0
67 H 3.7~14.7 64 A 3.2~15.5
77 H 4.0~15.4 77 H 3.7~16.3
87 A 4.7~16.7 87 H 4.3~17.3
9- H 5.3~17.9 97 H 5.0~18.5
10 H 6.3~19.6 10 A 5.7~19.7
11+ A 7.4~21.4 11+ A 6.5~21.0
CRE
BIR FAEHFH (mg/dL) ZIR FUEFH (mg/dL)
0~11 » A 0.2~0.6 0~11 » H 0.0~0.8
DBil
FEVEHIF F VB
AR (mg/dL) xR (mg/dL)
1 H 0.2~1.3 1+ A 0.2~1.6
27 A 0.1~1.0 27 A 0.1~1.2
37 A 0.1~0.8 37 H 0.1~0.8
4 A 0.1~0.7 4 7 A 0.1~0.6
57 A 0~0.6 57 A 0.1~0.6
;) 0~0.6 6 7 A 0.1~0.5
77 A 0~0.6 77 H 0.1~0.5
8 H 0~0.6 8 s H 0.1~0.5
9 A 0~0.5 9, H 0.1~0.4
10 A 0~0.5 10 » A 0.1~0.3
1147 A 0~0.4 11 »H 0.1~0.3




AV VAT FRp IR WFTE I

BREREREHFEIZONT

4.1 REEH
Yo RAXF R TFEN R 1B Y RAX2F o (A7 FvASFR) i, V< k
AL T DN RGP A R IR Ch D 4 DD 7 X /1 ( Phe-Trp-Lys-Thr )
O FEFEORITE L 8 [HO7 I /NG IR HERAT T RT, Vv P AZF T
ey sy 100 ~ 1056 4y &R < WSLCTH O TGRS S WTRE & 70 o T e
H v hALZF Uo7l S WAITHD, R RE RMLE RVE DD, BE%
W BIE BRI S DA o A AW S IR A 2 E b Tn A (SR
6-12), BAEIE, Jeu B e - FaRRIEEAJE, ML /w%/ﬁﬁig(WPﬁfﬁF
BINTF A FREAEREORS A TRk T T 7 A R, A U PEANRE) - LB R
W%%@%\@ﬁﬁ%ﬁmi%%m%%%mﬂbfﬁﬁﬁmm%o/NWT4X77~
< (B MBkFE LT D,
4.2 ‘A
W= % T NG R > 7 e I T B8 B R 1R
4.3 BMER
SeRMEE A A ) VGBS A4 7 b AT PR TFESEREOBIWER & LT, 155EE
%mw@mm FREIR, A, M, FRsREREE . AR R IR O pl R B O 1E D,
FREREIER & U CHIEMG AN WS Sh s Ok 14), 7z, REBZEARETH
5%@WWF(XW1& B IEE O T WAL ASIE (SR 16) . I R TS REfE
2=k 17) NS ENTWD, OB IR A RS SN A B S &
HEVWER &R IZHIT 5,
F 3. FIVER - BRI RS ORBURN—ER T E AT v pEANER)
REEEOWR S ARGREED Rt 5
EMEER K 24 11 135
BRI 26 168 194
Bl Ve FA % 0 R B 5K 142 41 559
BlERFEORBRH 202 63 83%
BMEREORIREHE 53.8% 24. 4% 28.4%
BERENEE BIEFROBERISTUES (B350 = (%)
KR - RSN REEE Bl (11.5) 141 (0.6) 441 2.1
D ER 1 (3.8) — 1 (0.5)
AR 1 (3.8) — 1 (0.5)
R — 1451 (0.6) 1 (0.5)
BTdHm 1 (3.8 —_ 1 (0.5)
i - RS REE — 241 (1.2) 241 (1.0)
AR — 1 (0.6) 1 (0.5)
BEE (B — 1 (0.6) 1 (0.5)




