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| 1T ®IZ

A KA RTA L OXGHEER

1 18RO RMER A A Y U ifE ERMERA > A U VR AUREE)
a JEEREME, JREGEEEEE ST (K1)

2 KAARTA D T3— L7V
a ARV ) —<DOLWIHETE Lo BE
b HAMWER A A Y RIE OB W A E LT B
c ZFoft, ERMEmA RV CIUEUSDIRKIC X S EMEETH D Z &

DHEE LT- B

d  RAFIEDEA AU MR MAEAE
e ARV UEGEIZED @A R Y CIUE AT R

B WA KTA MEKDEB
LLFOT o N AE8ET 5
1 AR IEAE (FEIEEN, TADA)
2 1RWBEHEIRIN OFIE
® AKUARTA NI BIRBETEHERTHDOTHD, LN -T, 2K
FEtaE D b OTIER <, EEOZIRIIME 4 O BE OIREIZISE U THY
EXHBTT 5 & HDTH D,

C MMESNLFHE
BrAN - NRZ 2R L RN
INRNIT U B &9 D EERD
/NS 2 B & % R

D FRAOHE

® JERMERA LAY IEITETAENR - IR ORFHRMETED 5 b b 2V EREE
T SERMEDA AU 552\ & % R tEARILNE 2 & 7297, BRRMEICRIET D
AV RY )= REFMEDEA A Y VIE, Z Y s TEGRE R I E £,
5 (TS IAE  (nesidioblastosis) . FLYERHfEMEm A > 2 U o i PEAK i B E
(persistent hyperinsulinemic hypoglycemia in infancy, PHHI) & FEZiLCUNz
BB L 2T —BT oS Th 578, BEESMIEITRETHE S TH Y | FrAERO
EFEPEE#SEE LTbAoND Z e, FRARMMUBICRETLIZEbHD L
MO ERME A AU UIJE (congenital hyperinsulinism, CHI) @ fHzEA AW 5
(1,2),



A% S 2 RAE L, <03 3-4 A DINIZIR T 5 —tED b o & | DI b Rt
FTDEHMED b DIZKBI SN D0, Rt RIS A A Y e (3 3L R LA
WIERDPHA LN D Z L bbb, ek 21-22 FEEA T @RI X 2 2FH
AT PEANK 17,000 HAIS 1 AL Rt 35,400 HAEIZ 1 A& ST
W5 (3),
RMBEIC L0 BB E . TWILA 2 EDSERE & =371 RKAEME - FrigetEAR g
LD EHEEICTANA, TR X O E O PR BIE 2 770, Y]
RMPHEDOEHR N E OO TEETHD 4, 5),
WNEHHDIER & L, miRE Y FUBRR, B - RE R SICK2FiEA, a—v
AL —F « PERUFH 7 +— I = 7 70 EORFBEIEDIE), B HIIED Kare T v %
NMERBHICTH Y7 X F (BRBEH) NIRBSEEH & Cns, ER72R56 Ok
WL LT, A7 AT R (BRBRIERSN) $HE - Figes Tk, 74 T (PR
ML) Frfoeiit, BIBREAT vA N (REEMSN) §HE, =7 =V (FrBRE
ML) WkZ: E3fThitTE 2 (6-16),
WEBTE R K 0 A HERF T R WIGEIR, TR EIREZ ST 5 72O
UIBRDMTON T E T, R AT - 725613, 2 < DIEFNIINE A 2 U AKL(F
PEFEIRIB D FIE L, 95%LL EFEGIRR L7z 45 N OFEIRIFHIERITNTHE 11 4T 96%
(17). BEH R %2 T 72OV F AMERZ O 58 N Ttk 14 4 CHEifufE 100%., A
VAN ARGEREIRIE 91% Th 7= (18) EMEIN TS, Kare 7 v RViER
FORBKAT VNVEREZFEOLO T, BB HIILIZI T D MERE L L
TRHSRT UV OBENEZ 52 LI2 R RPMERALE X232 e3H 0 | B8
72 + 18SF-DOPA PET CTR2WiC& 2 alREMEN R (19-24), JRFTIERZ %
SUIBR T E NGB ITHRBIERIEHT 2 2 LN TE 508, BEHEHRZ CIk
NEAE S EEE 72 EDSERRICAFAET D720 UIBROBEICITFEENLETH 5, H7Y)
BrCE VAT, IHEYIFRD 9 2, Roux-en-Y 12 & 2 MR EERZEGWI A %
175 Z EMRIBIN TN D (25), Kare F v /BB T ORI T VLR LIS
DRI X5 CHLIFHEARPIZ TR THEEED B ILIZ BT 2N & 5OV FE AMHRE %
AT, DEBNZIBNTIE, BEOBRIINTE Y A 7 IRICEE B IS FET D2 &R
HMHATWD GEMILY) CHI) (26-28), £7-. HRASEIR - OZERNGER S 47z
Costello SEfERE T Karp F v R/VBE T HE N2 W2 H 00 57, Kate 7% 1V
PEJRIATHEIRZS & KB DD X2 < WRFTERZ % 7~ L7l b BSOS S Tw
% (29, 30),
FRoitECH — I ITFER & & b IR X 2 M3 5 0 . NEROIRE 2 ik
L TWD I BT, BB CIBRAEICRD 2 ENHD (31), IREEIERE D
FIEIARENEREZIT 125 BT b Y 5 2@DM, EHE AT 72 b DT L
TEAIIZ 720 (5),
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JRE - 2k

A K - JRRE - 2 (1)

1

JrHE

TRMEDA 2V 322 X DR tAR s 4 & 7o 3R BHE T, A%MH
HR<RIE L, £ <13 34 HUNIZEIRT 2 —@tEo b o & Uk bR
DEHGRNED & OIZ KBS D05, Bt RYEE A 2 U v i i 37L R 2L
BEIIER DS S 5 2 &b d 5,

Ikl

— M OASE X RIE AR S, SGA A, BRI O Mg ES - fEER AR
BARLITHES Z 838 < . HNF4A, HNFIA BinF 50, —EOIEEREC
BT 2bOREERE . KEDITIFFEBMELEEZEZX N TWD, —T7, Figitk
DARFEF I DBEMEOERIC LD EB 2 BTN 5, T, £< OBEET
B NFEE SN TE ), JKBEFAHO DO 6% < KOS M-
Tn5 (6-16),

21K

I RE D BB R A A Y VIEAFER T 2 2 & TIThi s 2, EORE
OARIMPER I EOREDOEA A VMEZ T v AT LT 5000, HL
CIE e ETEMMICE A R Y VIEAGEH TE N E & bR R0,



#1 MREEA R AHRMBEO B DR (R K2 ETe) [6-16]

e KMk Frfoetk | Kare F ¥ R/VBIS 155 AR. AD, &RHik
(CHD | OGHE SUR1 (ABCCS8) A7 U NVER A+
e R Kir6.2 (KCNJ11) Bk 7 ULk
PE) (AT
INH I UEENKERESE (GLUDI) #Eis 25 | AD
HNF4A & (5125 AD
Jnaxt—¥ (GCK) #Eia12E AD

HADH ( short chain hydroxyacyl-CoA | AR
dehydrogenase) E{n {5

UCP2i& 51 #s AD
A VA U R G RE AD
EEFERME (SLC16A1EE T 5% AD

6q24-TNDM O & Mk 1A 4

FiitE | Beckwith-Wiedemann JE{ERE
(JEf% | Congenital disorder of glycosylation 1a, 1b, 1t
BEME) | Sotos SEMERE
Mosaic Turner JEERE
IR CEERE 2 &

— | FERIREHAIR

i | SGA HAER

P | A NV AFERMERA A Y SE
AU N RY %

HNF4A B35 AD

HNFIA %135 AD
(PN SIE WIS HE 25252

ARY )=~

A VR L O ERE (T
A R ) — IR EEGER (NIPHS)
ERRA i
L P A 4

AD, FYAREMERLS ¢ AR, WHREARSIEER
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PN DD CQ

1 ¢ca1

BmENEA VA VIEICK D EDBHET H-OICBELTRE -

R Eh?
o jiE

BEmEERH-IEEICIE, TRELGR Y ARBBIIICTROREEZT
5, [(HEE1, TIETFUALARILA]

N

PR H

JlIR(E3

CBC. CRP, Iig—fxAAb e mds, &R
A

AAY L CRTFR

18 7T A 534

RN G

TEETT

A b A o b AR

FLEE - BB R

ACTH - 25V v

FT4 - TSH

GH - IGF-1

M7 NIN=F o Ta7 4N (ZoF7 NERSHTED
IMyEPRAF (B

bl

BRIR”
PRAT BRI 0 A
PRERAE (B

k WZH
sk sk MUBEE 13 F8 2 RS & 25 2 A3, IS R M (o 81 U C
HET D,

ENEROBRENBLOALBWMESE. MBE7IILAL=F>TOT

AV EICKYIERAEE BBRIE - AL =F U RBMEREEZRILI-S

AT, BETH#HEHE (controlled fasting test) %17-> TIEMEE

EFFRLIES5AT. REZITOICENTES ERE2, TETFUX

LARJLA]

m#%<50 mg/dL B ICHRM L =RETTROIRENDS B,

(M 2 2LUEFHETBE, £ 12%H-L, HhOR1DEXRES
AR UHBLBEORENFEENIRNOREEGFERE
FELIBEICEA YR VB mEEE & EEZHT 5.

(8]



(2) 1 2DAHFB-TIHEEICRL LTS [HEFEI.TETVRLA
JUB]

1. fHA R AE >1 nU/mL

2. 7712 0.5-1 mg fiiE (§F | >30 mg/dL (15~45 47)

) 2k Db ES

3. ERMBE 2T 272007 | >7 (VE#%67 A A1), 3~7 (%

R E (malkglsy) 67> H LAKR), >3 (RN,
[#BhAIPT ]
M 3- R a3 o fgfiR <2 mmol/L (2000 z mol/L)

(B-b Ro X fkiz)
A bEsERsAEE (FFA, NEFA) | <1.5 mmol/L (1.5 mEq/L)

)P 3-b oo EgEg (8-t Ruo e S EgER) o AR AE C I bz
NENIEE EAE D & EITNENGME B BR LR E, v =F ARET R EE 72
ExAT D MENH Y | BB R DOATEZ & L, 2, &
% A8 BRERILIN ORREE Ci, M 3-& Ko & U EkfEg, i sk ng ph e
OFHIIREETH 5,

% FETIE 0.03 mg/kg T AT T UAMEITH 2 &b ATRE

kB TIE, Atk 48 BRI LRI ARIMAER: 7 L h =2 AR 2 &
D7 E T HFRER (controlled fasting test) 23A T 523, AJE
DLPIEN TR THARER T TIT O RETH D,

kA A Y UMRINEE L 2 cE TH, TANMEEDH— 0
JRKR TN E3H D Z LITHEET S,

FRN DR MIEHE D SRy NEFMEA A Y i, 4 VR ) —=,
B TIEBERER ETEOD B DITH L, NETIHSERMER A
VAV ULSE, N SERREERE 2 502 < OFNIRZEN H
%o ARMAEREIZ L2 EZ R S 700 EH $ % < AR (<50 mg/dL)
Bkl (7 VT4 WY FN) 2T HZENEETHD,

KB ORRIR 215 DALV GE ., BIROWRRBIZ L - TITEH Tt
BRBRZT- CRMBEZFRTH 2 ENTE D (33), IR B (L
BEEC AV = F AR FIEICB VTR, MERBRSNENR A 7
FLTEEMN LD Z b H 0 R OWNNTIEIL I i ~D A
FEEEL T CITHOMERNDH D, LN LDH T NEESITFHI L S
MET SN IN=F T a7 4 ViEfizetT 9 2 LT, HEERTH

[9]



S TH, KEBT ORI B B LR FIERS I V=T L ARET R E 2 2
V== T T ENTED,

HFARICBW T, EEBZICS > 72 A Z2 R A A BRI T
L. TOHEXIT EH L TAES 72 FEB LA IT T 80 mg/dL Ai# (2
LETDHZ ENMBNT VD (34), Atk 48 BRRILAREIL, {KifpE
A2 MR HINEDOBE LA TH L0, 7Y a—5r
728DV =T 7p\ T /N IR ZE IE RS U < 70 mg/dL 127
DT (33), T a—RISENEA AU UG % T2 REELL
MZER IR E 205 (83), F7z. ERMZRER O — @RI O
JRRTFES A 2 ) Vil ik b e EZ 5N TEREY (35), {KHE
RER, FERCIXER R —# MK T2522 2 8 03d 5,
RMBEREIC A 2 Y R WRNERE TH D Z ENRIEORE TH 5,
£ MR ) 2 ERTE2HER S 58, LEROIEH o MR
F 0. A% 48 BRI LA MBE > 60 mg/dL % #ERFC & 2 W AITK
ML E 2 H5_&ThHs (33), £ 48 RIRIE DL A 1T MAE <50
mg/dL 2R STV ED, HAKE, fEREEe Y, S FIEh05
PRI L0 IER MBEEN R EE 5 T 5720, 1T-o& 0 LAaWgaids
% A8 WM & CHIEAMEIXT Z &N TX 5.

(MBI B SN DM A > 2 UlEiE & 2D R &350
DOWTIEEmNA D 5, @ ORERMEEZEZ THEIND Z & BIK
EREETLHHEO @06, KVEWEEEZRET LSO LH D (11,
36), A AVUNHERHRETH S Z &8 CHI 2R+ 5 2 LIk
BINTH DN, BWiEE L+ 25 2 SIIIERH 0 | BRI R
73 CHI T ThifnA o 2 AMERHIE S DB HH D (11), A
VAN ) == OB RMAERF O A A ) o >3pUMmL 95 &
I 93%., FFRE 95% L s (83T, TDOMOFREEE LTA R Y
> (pmol/L) /(ifi#E (mmol/L) -1.7)>53.6 & 9~ % & J&E | KR 98%,
C X7 F Fmol/L)/ (fihf (mmol/L) -1.7)>0.61 TITREE 95%, #F
FLEE 94%., MLF A > 2V /3-8 Ru gl <2.7mmol/L &35 &
TSR RIE 100% 72 £ L&D (38), CHIIZEBWTHA v AU 1l
v C_X7F K (>0.5 ng/mL) DIEFHINEWVRIELTHE
AbdHs (39) 7. RMERFOKAL LTCRXFF R, FrAf R
U ATHIE SN2 NI E b 20, A VR Y MED R E FEYEL T
LWL RE LT,

[FIERIC, IRILBERF O 7 b AR, WEBERRRG IR IE (FFA) I22W\WTh
3-t e X UiiEE (B-t R p&Eg) <1.5 mmol/L, FFA<1-1.5

[10]


http://www.ncbi.nlm.nih.gov/pubmed/?term=Srinivasan%20G%5BAuthor%5D&cauthor=true&cauthor_uid=3723230

mmol/L(33), 3-t N = & U E&EE < 0.5mmol/L, FFA < 0.5mmol/L(36),
3-t Ko UEEHE < 1.8 mmol/L, FFA<1.7 mmol/L (39) <°3-t K
2 2 AR < 2.0 mmol/L, FFA< 1.5 mmol/L (40) 72 & & & &5
DD, AA LAY ) —~ TrEiHEE <60mg/dL OFED 3-t R
2% UEEEE < 2.7 mmol/L TIEE - FFRE 100% & THHELH D

(837), Van Veen H(41DIZLDE, Atk 2 WETO/NRD 20 FEEZEiE
#% 0 3-eFueX U ELEE 130.91-3.31 mmol/L (-4 2.23) | FFA |3 1.03-
3.24 mmol/L (¥ 2.15) THHI LD, ZWriHEL L C Rl AL E
L7,

o ARIMBERHZ A RV UNRMERELL T TH-TH4T L CHI
R TE 220N (86,42), A A VU 43X episodic 72 Z L3 H 1 |
F PRI 2%/57) WETE RN ERNH D, A R

IZH LT C X7 F FOYEMNITE <, ZWiciE L Tnan, &
%f@(ﬁu IR LT, 2l A ARERBR T, AR
— DO TIRMAERFIC 7V T T (F72EFHE) CiibE E5->30
mg/dL Z 7~ T HEIC CHI 2 < g4 25 Z LA EH LTV 5 (6, 33,
36,43),

o IMMEEEHERF T & B 7L a3 — AFEE(Glucose Infusion Rate, GIR)
X, T OFETOAKORH AR —8T 5, H4AER T 4-6 mg/kg/
THHN. RATIE 1-2 mglkgl/sr & 720 NREIZZOHETH
%, CHIII/NEHNCHRIET HZ 03BV |, 1E2kD 8-10mg/kg/ 7y %
—RICERIRIZH TUID D Z LN TE R (6,11) 72, FlinhH it
e L1z,

o Uk, WFNOREMIZIBWT G RAFIEDOERELITTDIL TV
W, 1y NATERFGIZE B 25 2 L7 < BRFIER & PR T
HETRETH D,

2 002 BAURYIMEMREENID, EXEES VR VINEZRHT 518
ICTRELGRE - AR, ?
o HiE
s BAVAYUHEMEEEZHLLBESE, TROME -RELG LIS
KYVEXEOEA VR VIEFXBRNT S, [HERE 1, TETUR
LARJLA]

REREER (B/ M/ R {7, BEREFERICH T HEMIMAL. BERR

IZX9 54 R Y - BOMPERET EEGERE)

mA VX o—C RTF FLE, fid DR Uhilk, BREGRE

(IR CTES CT, &# WRI, BFERNERK)

[11]



 CHI #2ZW¥ 57201213, BREDHRIZE D EA AU PEK
m%ﬁ%%%#é%%#%éo#@b%ﬁ]»:%ﬁt&fﬁ%%y
2V CMIE (f A i EE A A )=~ A AV CHD
TP IEGERE CEER) . HEA v A U —~{RIFHEERE (NIPHS)
A At B BRI KT 2RI . & e TR
) zBRs9 2 (10),

o ZORWDIT, Tl EOREDIED, SMNRVEA AV RN OBEE
(A 2 v &ff CXFF ROR—HTHRFTE5) .,
g (CT, MRI, B EHRANHED) . i1 2 U SHURBRANA T
H 5,

B S EE B AR - WIHETER

A FEEEL B - MIHENRIEIC) D CQ
1 003 %XMEA VR VIEOLEEEEBFIE?
o MR
s RXMEA VR VMETIIOE>TO mg/dl ZEEBFELT 5. [H#
REI1, TETUVALARB]
s HRHBRBREEFE-ITOHEMBEORMEIX. BROKRIZLD1=H—
ETREWL, [HEREE1, TETURALARILA]

o EA VRV VIIETIE, 7Y a—5 oo En il s b
. X0 EEORMEFICH D LT W ERNmLNTEY, kLT
YW R E 2 MBEE O L= (70 mg/dl) % HIE L 32 Z & 03

"I TD (33,44, 45),

o FERRITRIMAEIC X D TARARREIEZ T 2720, MbEEE £
DOFEFEICHEEF T 2 DON L WOV T, TR BT v AR N
(83), MAEEZDH DT Tidle <, Fllin, TWONAREBIE KD
A, ZORETORIEOREE (YL, 8 (RERFRE, iR L) 12
bLELASND (46), B 45 mg/dL % FEDFREOKMECTH | H
DWIRLKIET 2 L AEDORERRLE T LD (47) —J, IEM
PEVE T3 IR o i BHE % 47 mg/dL LA RICRTIE 2 A To
HIEICHER RN ET2WMENH D (48), MFEE >70 me/dL 13%
YA RIS PRARE T, Zgd FElS ZEICL L b e

BIEZ 72T DO TIERY,

F%‘E

[12]



2 004 BREMBEZEEFTH-OICHEREShIDMEREE?
#Z

TREoBEEGEHIICL YNEEREZHRET S, [HEE 1, TET
YALARJLA)

T roRESESifEIchRBEESETE T, #ISRYILT 28B4
(X, RERZ EEHR. HFHEIA. O—2X2—F OOLALE) -
BREAI+—Sa158E) ~OBTE2EA#5. [HEE 1. TET
YALARJLA)

T FOBERIEEICK Y LRES#FTEZLRVLES., BRiEELHS
HEREE#TIESICIER (DT MELELZE) THEWRYSTY
*L FAMR (5-15mg/kg/B. 5 BEID FS A7) %175, [HRE
1. TET VA LARJLA]

CTIEXL FARVNED ThLEBESEBTELEEE. TFRVHE
IS o XEEE EEME. FHEA, - X4—F - BREHA
Tx—Sa5HE) ~OBTZEA45, [HEE 1, TETURLAR
JUA]

TR KAERDE, AEECOEIRICLZBEOFEOHE, £
E-Hik- REOFRLOEBECEREZCHNICITS . [HRE 1,
IEFYALARJLB]

CTIVXY FRARTIBENEFETELRINES., BRI, SRR
E#TIERE. THONNEIHY RS A VARBABITT D, [HRE
1. TET YA LARJLA]

o> ATP JRUL~7 R UgE, 7 FAREAEE T, IREIFRIATE 20,
Flo, RAIZEAN LT bkl EORRIRBA R E . 2725
ATP JRIZ7 RUBsCH D (49) 728, 7 KPR ERE C b E >
70 mg/dL DL EO#ERF A BRE L 35, —mPEIC b MbEE <45 mg/ dL
TS Z LA AREE T D (47, 48),

7 R URERHG LT, Tmg/kg/ /L EO T R oS VB 55 138
HHROHIROHMRPLETH D,

7 R UBERG S TIX, T4 > b T TV TP s E oK
WA X2 EEERH Y . EPLEIRT A 2 CIEMIAE ., AR E 2
EOVRINHDL, BEICREDONKRETH 57 EOBENG, IREE
N ET IR, B REFIE~OBATREEN D, BIEN BIEIRE
K BRBICHONTHEINE>Sa— L 2AZ—F - PFRFEH 7+ —I 25
OF >FrgeEN (Frfeqit, BERLE) ~E&BITT 25 (9,50), =2—

[13]



YAB—=TFIEEA A CVIMSERERIZ 7Y 3= o RS S
TR 2 & 72980 1 BUCB Wi, Bt A L 0 b i
WOTICETHD LS TEH Y (51), CHI IZBW\ T4 HEEHH
T4 —a7 LB LR ULIXER S TWA(50,52-54) A3, HEE
BITITA LS < 720 THIEBER DR E O b 0 G | B b
A% 9-12 » AU G & S5 (55), BEEURA 7 +—3 = 713K
[ - IRE OV WKEA (GSD-N) BEICHVWSR TS, CHIIC
B a—r A2 —FHRRA 7 +— 2 2 7 O HIC oW TIE,
[o7h> 0 R WIFRLE RN & k] (2018 FFER) BEFEZEF TN
BEIITE D,

U7V F v RiE Kare F v R/VBRHI T, Kare 7 */u% CHI & &
FED 7V aFx F—EBIn T REE, SLCI6A1 AT B iE 2 R < K
W ® CHLIZHZ CTH 50, #rARMIRIEO EAE CHI Tk Kare 7
¥ 2 CHI 234 <, RN/ Z L 3% (6-16), o 7= AU HLEEE A
FALTCHLEBTCHRNWHRTHZEnNH DL, £/, V7V F T RO
i H RN NE T 9.5-24 R & Sy (52), A7e< &b 5 HREO#%
W RZHET B, MPEED EFICEH —EDORR A5, 15
mg/kg/ H TEOEN A L2 WIGA IR L BT 5 (6, 9-12, 31,
50, 52), RHNZEEMR L1256 0L E L KRDIF-ERERBEATH S
. FOMIZ B AR ERE (57), MisiE (57, 58) &SR M
(59) R EPHE SN TV D, KSIFRIZ LY | Hik, 044, PDA
D@ E a2 & 7232 L0 H 0 (57, 58. 60), FFIIKHAMREE~
DOEHIZEEIATO, FURFIOOFANEE L, FIRAIE LT,
—THRAN LD bV A TV A ROFERANERERS L TWDS (9),

IV &8 KT A 1BE
A TBHURT A ABREIZ)»ND CQ
1 CO5%hXKMEAVRY VIEDEH Y RS A VBBEOESIE?
Y42

CTIRY RFEHDOBEIE. MEHFO-ODEHhY RS/ VA
BELTAY FLAFFERTE. JLATUREE. AL LiERA
IR ZIEREA S, [HREE1, TETURLAJLA]
tHYRSAVAREBEELTORTOLS FOBREFRBOH AL [H#
®/E2, TETVRALAR)B]

CTIRY FFGHEDBREE., ARAHORED-HICHFEEZMH%E
75, (HERE1, TETUALARJLA)

[14]



o TCTIYXVFFHBUEDZEEDFERZEHE LT K F ¥ RILEBEF
(ABCC8, KCNJ11) DEBIEFEEZEITS. [HEEI, TETVRLA
JUB]

o STYXVFFEHDBEEORERZHE LT *F-DOPA PET BERZE1T
5, (#RE1, TETUVALRILA]

o UT VRV RRIETHIHENEHRIC X 0 MBFHENZEE TE R TG4,
ZERILE B, REIABTOBENE, A& A BfE Lz 2 IRE B
(BB RT A 065 200 BAG L2 T v idZe v,

o UTYVRYVRMSHEDOEAIE. U7V F Y REME LN S, BT
IS U CREFRIEA A LoD, HHECHIVUTRMIITIRE & B
% (CQ10),

o UT VXY RAIGTHINAEIC L 0 MPHEN L E TE ool GA
X, BB RT A UiRm (3R 2) CHUBHER 21300 oo, Bisfi
i, 8F-DOPAPET 7¢ &', AARHEOTEHRIC K D1l % B 5 L 7ot & B
WM %, B R4 U LRBEOEYHREIL, REEHANCTH D,

o RHA RTA VRERE ST, BN TR S Lg% T A 18F-DOPA
PET 23 {7 &4 TW\ %,

#£2 BHLRITA IEE

R 7 RUbER
A= ARG —=F BEFIRH T A== 7
SEIE R, FRge s, BB
KWL F7 FLAF R

5-25 wglkg/H K TE 43 3-4 70 UEER T, (FE)
TNy A

1-20 uglkg/MF RT3 3-4 720 LERGER Tk, §iE
=TV

0.25-2.5 mg/kg/H 47 3#% 0

(A Faa—F > 2.5 mgkg 2-3 [Bl/HEFE)

k HEIIBGEE "I, FRMGEGA L, ERIZS U CHERBANTHEE TE 5, £72. i
PREBPIZIS U THETE 5,
KEIMNIL, 1TOND Z ED3H 50D SR EE

o AU bUATF NI BRREERMED Y~ NAZF T Vv
NABF UK 2, 5 AN LTI RT A MG E— BN
L7 D 2 LM%, CHI T 2 AT 1990 it 0 b &
n<Tws (31,61, 62), Yorifuji 5 Karp F v F/VEG D7 U
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WVEBRF IR HEKR T U VEROEF TR TSR T 13 fil4
Bl A%) (63). Demirbilek(64) & 28 HlDfH FAFI T 42.8%2F
2T, BRHERAICE 72 12 Bl CIIAFERER S L IR - JRER /R XD
JHERENERBERELRThHoToEE SN TS,

F7 ML AF RofH =L, £ 100-105 43T, R R E
TSR FERALETH D, mPREOREITIEHIHE LR
BT, NRBA V70 A RN ETE 5,

F7 b LAF RIREROBIER & LT, B58o [ a6, BEEmk,
JEVE - IR OTERL. ARME 12% (kb &) 72 E (64,31,65) @
B DRV S O DIED, R F(66-68). /MY, @A U v A
M, FMmEEZ, QT R (69) . BIEVER & OFIE(T0), R &
AR OREEE (63) 2 ENHIT LD, fix b HEZFINEM ITHE
PERGR T, BOEMIZ /2D Z E3d 5(65), BIEE TORIEMIL, 1T &
Ao ENER% 30 ARmOMAFITH LN, NEFLHEESHLTHD
(71) . FAERICHERAT 258 13FCEEICITH RE (9) ThH DA,
FLIRHILE CHIERIINETH D, AL LT, BRI IZR
NEEIT 5 Z E03dH D (tachyphylaxis) (F7>, A BIEAGIEE & s
ENTWA(72), HATIZZN S ORIWERIC OV CEMBNTRE 21T
IMENH D,

TN T ANTA A ORISR LT, 7V a—4 v 04 fiE
&M AE 2R e U il B A R 2, ARIER IS 30 1 glkg D FTE
PMIEFRE LTHWORDIED, WIE XA 2 AT REJFH T,
PRt T s (81), Frfeh FIESIC L0 RIIE FRICAE) L7z
EToMELHD (73,74 B, HEATA INTHHZES Z &M
FEFTEEE T, BEICITEITIREECTH 5 (9),

=7 2 VAT AN T AEEHURITHE B~ D I v T AR
T DA AU WITHIT 5B, AR, FRCIFE TR
FARMBEAE (2509~ 5 A FTE DS HE ST 5 (75-77),

T H Y RARSHIER O LZ 90%1E, Karp 7 v RVBIG A #
Bt cdh s (78,79), Karp F v rViEls ¥ (ABCCS, KCNJ11) @
REKFT VNEREZFHEFSLOTIE, HERAMBEEZ L2 055
0| R OIBR CHRIEE R IR CE D AREM S B 5, B KT A
R Ko THRIREEL C X 7o WERF], BEh v BT A VIR TR
EICEBTE RVWEFIZBW L, BERPFTHEREDOREILE DT
HETHD (6-16, 80), RHKF T VNVEREZRHOHEICTHNEA
MIREZ R T Z LD L0, RFMEREZ b O RMEId < L
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50%& S THEY (9). FZRAARANTEBW T Kare 7 v R/VHEASE
D 84.2% N RXHKRT VNVEREZ bSO LHESNTWD (81),
JRETHEIRZS I, G & B 0 HFHOMEZ EYET 5 2 E R Te o,
HH O CT, MRI, MEELRECRIESNDZ EITENTH D, 18-
Fluoro-dihydroxy phenylalanine (18F-DOPA) % H \»7-= 18F-DOPA
PET (% B #ifim> DOPA decarboxylase |[ZiEIRHJIZE D Z F 4.,
arterial stimulation venous sampling (ASVS) AR AYER B0
ARER M5 & bhig U CRPMERZEDRIEICAH TH D Z DR T
BY . REFTHEIRZEOEMLZ W OF B TH 5 (19, 22, 82-88), ¥
T —F 7 7 7 R TVIED ERIFE (89) RELY AL
PRV INRZETIE, IREESENL ORIEAS W EE e 2 & 238 5(90),

2 C06-1 BATEREICHN L THERBRZEITINEFHE?
o iR

'F-DOPA PET THARSHBENRTESh, $BEEL - CTIYXVFT
MEELIHFTESLRNESIERIUIRETS. (HREE1, TET
VA LARJLA)

'*F-DOPA PET CHEESRZEIRE S h, XBEE - ST7 VXY FThH
BEIMFTESLHVEEIEBSUIREEET 5. [HEE 1, TE
TFUALARJLA]

JRFTPEIRZE Tl RS O ER U1 L 0 I i R 7 < TRl 2

HIEMNTED (6-16), KERIE - V7V F T PGB

TLECMBHERHERF TE R WG BIIFINC L 28 0HED Y 27 %
WEBTR IR T OARMBEIC & 2 PR IBIED U R 7 + NEHAYTRIR

ZDHDIZ L DAL LIRS ERET 5,

18F-DOPA PET (2 &5 RFMERZEDBWIE, A2 T TV AL D

pooled accuracy I3 82% & 41 (22)., F 7z 2005 FITAR SR

#7'm k22 X5 18F-DOPA PET/CT O2WHTRE 94%., FrFLEE

100% & SNTWD (84), 7—F 7 7 7 b OHIZ < WIERZERZIC

B 2ZWRAEEIIZDOTRERVWEEZZ LN,

PER R ERIRZS CIL R . B 72 & o R 2G4 FINIC L - THE
T 5 ARt D7 < RIS AT IR A 3T HIZ RIE TE oz &

L T% 18F-DOPA PET (2 X Y [AlE SR ATR & £ K 0 Bz OF
ETUIRRT 5 2 & Tl T& 2 /e @V, FINZ RIS, /NRsh
BEZ & TF — L THRETT 5,

— 07 WESHERZE CIEFANIC L 5 B | IR OoBRIE DRz & 5 7
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ORI NEERG G0 o 5, RO R TITERE 3G LT
COThnd &S (91) IFgERRZ & 723 et & %, HIR
N LT, EEREUIBRIC Roux-en-Y (2 K 2 MR B EZZAGY) &1
PTPID (25) 8, FIRREITNES v, B RIA 25
WRHEIIR IR Zflkid 2 Z &Ik v, ARz AfEF 2D U X
JRRT 4y baBETDLLERD D (92), FFOAGEEZBE L.,
NEABEZ G T — L TRAT2HERH D,

o DEOREGIEFIIETIEIH D0, LRERmA AV VIEICKT 5
M TR B OHE (93-96) b5, =BT AIRENTH
D3, MEIEBETFANIC & 2 VNIRRT I M AR DREBR 2 B 8 L T FEhildH

BLTH LU,
3 006-2 UFAMREITH L THHBABREREZTOIRNEEHEE?
o g

o BIEFEMEIL F-DOPA PET CEUZFAMRELEZEZ DN, €5
YRESA UESTHABMNARCTOLEEINEFTELVESTEDR
ERT S, [HEEI, TETUXLARJLB]

o OSYLIEMDBEHELEEIBITAENEF L [HRE 2, TETVR
[2a917:)|

o HEHUIBROEPHOERIX CQT fiFFiDO L B0 TH D,

o 95%LL EOREIERRRIZ W T BN K ILEE D5 FE S 2% < WEHBITARE
INARENZ I D Z L3720 A VAV ARTEVERE RIS O FSIE & =i 51
ETHD (17, 18, 91), Beltrand 5(18)D 105 FIOMETl, MR
A% OIRILBEFR 21T 9%, IFELZ O &AL 53% T, 13 %0
AL 100%, A AU AKFEMERERFIL 14 % T 91% & 4L,
Arya HATDDORAE (95%HEGIERE D 45 AN DOBEIRIFHIERILINE 11
FT96%) & —ET 5,

o —J7. WRBIIRR Z Ak L7256 b AR IR R T4k 2 12 B R L
TN ZENEL EMOMGIZ L VIR L 705 Z L% (54,
63, 97) . WEHNEIR DT -GG BHERFEIZIB 0 5 5%, L)
bRl & bl 32 EHE I X DO TRV Z b S Tnd (98),
FFRER T2 b PIRBISRIE & 135 2 20 E ST 5 (5, 99).

o I RTA UBRIZBWN T O RENRNERRIE S N #5512
50— 75% DIEYIFR 21T > THHRIIRIR 2B 5 T2 R H D (9,
91), % E CTORELIRT, FERAVRHERFED U A 7 8 EDOREEIZ e
HINDEEFESTZT—HIER0,
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V. AEHEITRR

1 CQ7 UFAMKRE CHEARBEG T SEN ALK ?
o HE
o UFAMREICHT 2B LEUIRGEEIHEISA TGO TH
RLGHEZRRTELGL, [HEELL, TETUVALARILC]

o JEEUIBREE 85% & 1T RGN EIRO A M E TOMIKERZUIERT 2 b
D 95% & ITHRRBAE D AN 0D KR53 DIEETAHES, RS 36 K OVFEIR R 58
ZUIBRT 2 6 O, 98% UIBRIZMEA —FRRGENRSE PRI Bk 12 a3 BAAh
DFRTEYFRT L2050 5 (100),

* Near total (98%)UIBRA1T - T b IEH MBEHIL 7T~50% 1245 H AL 5 I1ZiH
P ARMBE DR 17~59%1Z, mIHED 17~100% 24 Hi 5 72
CIEFNC L S E S E Bt - & 570, EUIRTERIC X D1k
DR KE O BCECHE IR 72 & OB OFHE 2 TR HERI 95 2 & IR
Ths (18,100-102), L ifitzzbmil, FrEFMEIZIE 100%
DPERISZFIE L, 91% 03 A AU UKL 70D L ORENR B D

(18)

o 2004 END 2012 D 223 FID A X TOE AME 97 HlOYIFRE
IEH AR 98% T, 0> 23% AN IEH M TIRBE T& 7223, 51% (40
Bi) IR MBS DOTEHR % . 38% (35 ) TlEmMAED IR % % L 7= (103),

o 95%YIBRBIZ OV T HARIMBED 60% (2, Hitki=Ed (7.3~13 %) (<
VIHE PRI DFIED 45~100%1ZBH LD (17,104-106) 72 L 98%
GIBRA & FER D& TH 5,

o 95WMEIBRAESETT L, 2261 (49%) TA AU &S5 EIEE
RBiz, 10 FIFEZR LV KB EeoT-, 95 4 FliE—@EDOFEHT
bole, A VAV U EMELETDIEEFNT 74T 77%., 11 7T 96%
Thol= (17),

o 1997 N5 2009 4FFE TD 422 FlD 12 L DOEFF T, ZOFOW
FAME LB OOWT 103 BilIE 80~98% Uk L TH . fiitk 36% T
(R IMAE 25 FER . 31% TRl & 2 W THE R & FIE LTz, £ D72,
80-98%DIUIFRA L T bRMbE, mifubionFnno= hr—u
IFonTnntRfESN TS, (107)

o —JERX TRER L7Z 10 EM D 250 B L E 2 — TIIOE AMEREIZ
BWTIE 50%2MEMBEDOF e, 25%1TA > A U U SLET 25%D
FHMME = > b 1 — L BAF CHRIGH 7260 XN EEC & - 72 23R &
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DITEIII LT < o7z (108)

F 72 10 BIOREFIHR L OFEFIZTOE AMEIHRZE D 10 Bl OHE TIE,95%
TEGN R % 52 TSR D B CTHERIA & F9E LT, 3 BIlTEHZ ) H IR Y
7 FNE AL T 8 FETHRIE L T 5(106),

M A OHE & L CIZHIM AW, 95% B RE 1B 51 Tl
ARAE RIS OBERE D E (11.9~22.2%, 109)

JEA WAL DN TUE 95 % UIBRBI CTEh = 7 2 % —8 T D RHF N
2%\, FIERD 49% A LNDL 72 EmETH D (17)
NRHIOTRIR D3R EE 72 IE BN BV T, 95% LA _E D EGIBRIZAK fkE
BRICHATH D EHESNTWD, L L—J7, IRk 5 BRI
DIEEHEDHRAED Y 27 NEbHTam, 2072 95%LL LD
PEOIBRITBE T D _RE L DOHRELH D, OFAMHETHNERE &b
IZ maturation 5 WO ERLH D, UIELD, OF AR
L CIEBEGIRRAT IR D = > b — e TH 523, Bl X
ORMOREEZET D L. HEE S 2 E U RO GIREPH ISV
TSN TE LT, PRI AR T 5 2 LIXTX 220,

2 008 REERRPOBATERZEICH T HEYLHIT?
o %R

RO BATERZEICH LTI, WEROFEH (EEEUIER. )
175, [HREE1, TETURALARIC(]

BEEERUIRZ 1T o ESI TIIEEERBORFDT=5HIZ Roux-en-Y
ISk HBREFL-ERARNEZBRYA LTS [(HEEI. TETVRL
~RJLC]

TEESECES R TP 251 ek U IR A S 0 4 L iy (REBEET B BRART | A H )
EATHORETHY, ZHUTTVIRE DO FERYIBRICIOIN %7 Vv — 2 553
RELLRY | REREIHES DR RAF R Z 1572 LA L T 5 (25,
110, 111),

JRFTHEIRZE D6 EDIREDRESITREDN 1 anKlili THY ., £ DR
LSRR OB DD 50% % 55 (25, 107),
JRFTHEIRZENEI DD EEH I, AT KO IZI 1T 52 DA
MORIEITZ DD TEETHS (108), Fr, HARRIX- I RITIAN -
TWDLZERBHDHT-D | B EFRI 72N I s R B AT, )
Bt A+ REl 2 LB B D, R IBRETHERIR AR T 58 T F
T HERE S LU (112)
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TV RURO SN AR THY, BIE AT Kare T ¥ R/VER 1D
LR TINVERE LD UL R TR LD RN S D LB 2
DIV, JRETAL DR E DI DIFEEATH

LARIVEEEER 0 J&) P P9 25 Skt 9~ DI AT O R-AG I Z B L o LIS
RER(ASVS 1B 21TV (BRY > 7V 7)) R DR EE T T
V7= (113),

LOUBUE TIEZ DO XD ZRIEFN 6T DRI O AT D[R E 121, 18F-
DOPA PET/CT DOfE#EENAH THLHEHMESIL TS (114, 115), 18F-
DOPA PET (2 X 2 RAtERZEDBZWIE., A 27TV 22k 5
pooled accuracy 1% 82%& 4L (22), F7= 2005 F AR IR
Y7 b =2 k% 18F-DOPA PET/CT DLW 3t 94%, 5k
100% & &NTCW 5 (84), —J7, BF-DOPAPET/CT (X DIEEHES )R
FITPEIRZE D IEZ 31T T0-T5% L ME STV 5 (88, 115)
TRIC BT DIREDOZKICBIL TiE, Palladino HIFZRPTH: CHI DFy
2/3 IIHHRBH D NI THER TEDHEHAL TS (108), 7= Adzick
B 38 il 24 FIZHBWTHR CRAZ MR TEI-EL TWD, fRER
ED EDBDIZHON TR TEDMEN 35T —2E R TRY, SRR
TRFRRBR O EEMEZ R L QA (111),
S A oA AN OV TIE von Rohden B0 5 il /i
CHI DgaHcdsu T, 3 il Tl &I o gt /AN ATD 18F-DOPA
PET/CT CRIEL TW AL KRESCRENZE L T zEL T
5(116), £7= PET TRIE TEXRNoT i L % [RE CEIELLH o728
LCWVD, FT A A B IR A CIBEE O MBS OREE b R CEHT LN
SFWICA HRIERNPESNDLELTWD, B RFTIER 551
HEE S I T L& LTI R PO IR Y hypoechogenic TéhHZ E03Ff
MTHs, (116)

TESEH D R T IR A AR h O1ES | filas | HEE RRA CHIBI 2 277
WA BRORKEMZ2UIBRENAL OMERITIL, PR /NEZ 212 2<D
AT AR L, R ERZ ML Th D, (102)
PLEXO AT O BEHGAE @A S &I IR HRICITE . i, il & iR
2 RS B W AL A A D OR A A RETAIENEE THD,
THETE TR 22 AN R E AR E B, 5 25 Bl 2SR S R D AE A RO HRAE (ST W ME 51
Tl BEEEER U BRAATH & LB IR A IR AT 3 272 I T HETEER )
Br1% Roux-en-Y (ZLABEMRREZEHMI AN E1T/20, 7 iEsE -+ 45
AHUIBRITZ BN RE T E D700 T D720,

TEEEER IR 3 L O Roux-en-Y (SR AFEAELT-EMS BB 3 & 22 B &1l
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3 009

DFMRFHNZDONWTIT, AR L R T =8 7 AT RN EE 20
7S NRHIRIE S KB 5 41213, ERIC KD T IS AHHEE DN
Do 12120, HERMOALILIE M CIZAIHEY A7 N E 5 L E S D
DT NRARE NRAR e O E 2 D T TR AR E 52
EMEELL,

Adzick (111) HOHETIHHAME CHI @ 38 il doH 19 FloEEA
BRI 2 1 U EEES B BRI I C Roux-en-Y (XA PR B 2SI & iz
1ToTCD, BRI OIBRAATOBRICITNAIE R OB ER+ FRIG O AT
ARSIV DIZ, BB ERIROIBIFEZITONMLIE N H D, Fekete &
(110) 1% 19 B JETEER PR R3S 281 et LR Al 21 TV MR IR 1 42 5k
TLIZbOD, 2 FITHRABE AR, 1 BFICFLEEIEK, 1 FITIRRATE. 1
BNHEE WA EIEZED B IHEEBD TS, —J7 Laje ©(25) 1%, IHH
ERRATIEIRZ D 23 Bl 21 B2k L Roux-en-Y (Z KD T 2215
EiE. 2 BN P ERIRAEREEE + 35 I UIBR IR ATV . B OHE/R 4
FISE AN 1% ANy bt S DR QAYR

REOMPREICHEREAEE?

o %R

BRI UMBICTRELZERT 5, (HEE 1, TETUVRLRL
c)

MBS RREZTIVVRELZRERT 5, [HREE 2, TETVALR
JLC)

BB L UMBTHAN OO LZVVER IXEREFRHISDERICES
P RERECHNVDETHD, [HERE1, TETUVRALRLB

Palladino & (/&1 CHI OFJ 2/3 13158 H D W I3 fili2 THER T
% EHELTWDH(08), 7= Adzick 51 38 il 24 HliBWTH
RCREZMRETEILE L TWDED, #RREREN LD IZ 23 THER
TEDLHRNENDT—F LR L TEY, BBROBEEM 250 LT
W5 (111),

T R ER RS W I AR, 2 THIBIR D72 WA FRICOYE AE
RETIIELATH D, ABREPALITTEES, AE, B2 5 3-5mm
BTENZEI sampling 75 (111), F7oWEFTROZKIZE LTS
BERBEIALEE IS (114),

it O A AMEIZ- DWW T L von Rohden S @ 5 il /B4
CHI ORFHZIB W T, 3 fl Tl E R A O T R23AT0 PET TFE
ELTWIIRE L RE SRREMTIE L Tz LTn5(116),

[22]



VI {GRDOET

F72PET CRIECERD - TIREZRECEIER b o7& LT
WD, EMfTEEERAE CIIEESCHEOMELME TE L2 L
DO FIICHERBRERPIEGEOND E LTS, —F TREpoHA
EREZEICHEHTE o7 b LT0D, ERAEOHH
AT & LTI EAE oA X Y hypoechogenic T 5 Z & NHET
b5, (116)
YL E R0 ifraTiomEfgE#REZ & LT, i3l a2, il s
BRA, iR 2 W 2 A S D TRAEZRIET 2 2 L A EHE
T D, MR ZW LR CEEE T, frozen section THIFE/R
WD T & DIREEITZIET — LITMETH D,

1 CQ10 ARBNARZER T T H-HDEMEIT?
o iR

CTIXY R BERNICELEZZH LT OESEIRLICHEEL T,
1 mg/kg/BTHILZRAZENTES, [#RE2, TETVAL
~RJLC]

CTIXY FREI, hBEAEEICEINTIT SN, BRESER,
SGA H&EL EREL b —BERENFE SN HHE(E, MEEREEH
RELTULWAIZ 28 —1 v AZEICHKATER W, [HRE 2, TE
FUALARLC]

TV XL Frhubik(d 7 BREAOHAE mMBERE F - (S mEAE (S
SYEMBEOEROAREEIET S, [HRE 2, TIETUVALAL
C]

CTIFY FhIE#RIIFEHICHC T 8—18 BMOZEAMFIZL YE
MEEAEC SN E2HETH [HRE 2, TETVRALRI C]
BEREFHIET SIS, dib#k 7 BMOERMLERNE F=(3#H
mAEAEC K YEMEOBROARFHEL. FRHRICHLTS8—18
BROZEARNICKYVEMEARI 5B LE2HET S, [#EE
2, TETYALAJLC)

FifitE T o Th CHI BIEDZ 1%, #hra IIRIBEA bR LT3
BEARTEIZ/ D (7,10,52) N, TZICELETCOHMMITEEIET
BOANDEAFEIZDIZ D . IR AIC RS> THIERERBLETH D,
WEHIRR DK T ORI (1) Wk a I TE 5702 (2) &
FPELZPIETE 20?20 2 BEEICHPNLD, WTFhogE bin
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PEHRWID T A TS KV RIMAE 2 < HERFCE 20 A Il 5 2 &
272 %,

o UTYVFHFV RIS mgkg HIZEA L TWEGAICHIEERAD Z
ENTEDET2b00H25 (117) 23, 2mglkg/H TH &K b
ETTEFMEH Y, 1 mgkg/ B & HENEL Uiz, FIEZOMKMNE D F
FIXRE IR T HUNTH S & sivd (118) 72, ZOROIm
B E % B IZAT 5,

o ik CHI % FRRMAE HEERIT 5 Z L IXNEETH 505, FEIRIE
FHAZ: EOFE, SGA ATt Zm <R3 5 (3),

VI 5% DREYE

CHI o#F iR E LT, ¥4 2 bLAF F (119). GLP1 AR A (120) .
Ty LAF R (121, 122), A AV UZFEEEEGAI123), S LATF R (124), 03
AeafnfsiEg (125), mTOR BHEHS (126) 7¢ & OEEKRERSHME TR0 . Ktk
TN A DRFE B HEA TWD, IEWRERICH A72iaiik & U THSLT 2 flRetEn &
D, KITARTA S INOOMESEZRE 2 TUETTHMLENAET D AREMERH 5,
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