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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 H®Y
LLFOT o N AE8ET 5
1 AR IEAE (FEIEEN, TADA)
2 1RWBEHEIRIN OFIE
® KIUARTA T —WARBIEFHETT DO TH D, it T, B HE
D HDOTIH R, EEOBHRIIME ~x O BEFEOREBIZEN U THYER
P H_RELDOTH D,

C MMESNLFHE
1 FAER - NRERET D ER
2 /NRNDW AR &35 ER
3 /NEARZREM LD ER

D FRAOHE

® JERMERA LAY IEITETAENR - IR ORFHRMETED 5 b b 2V EREE
T SERMEDA AU 552\ & % R tEARILNE 2 & 7297, BRRMEICRIET D
A LAY )= REFMEORA A VMIE, & 28 TGRS SITE R0,
it 252 KB A ISE  (nesidioblastosis) . FLYEEFRENE R A > A U o M MEAR f g E
(persistent hyperinsulinemic hypoglycemia in infancy, PHHI) & FEZiLCU Nz
BB L 2T —BT oS Th 578, BEESMIEITRETHE S TH Y | FrAERO
EFEPEE#SEE LTbAoND Z e, FRARMMUBICRETLIZEbHD L
MO AERME A AU UIJE (congenital hyperinsulinism, CHI) @ fHzEZ 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
ERBHL N D 2 b b D, ik 21-22 FEEAGERZIERIC L 5 2E
AT @ PEANK 17,000 AR — AL FiferE2K) 85,400 HAEIC— AL 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]
7RI OE RO CEETH D (4,5),

WNEHHDIER & L, miRE Y FUBRR, B - RE R SICK2FiEA, a—v
AL —F « BERIRH 7 +— X 2 770 EORBFIEDOIED, BB MO Kare F v 1
BBAITH LT ¥ F (RREF) NIRAER S Cnd, 275460k
WL LT, A7 FuATF R (GRBRERSN) SR - Figes Tk, 7 T (PR
ML) Frfoeiit, BIBREAT vA N (REEMSN) §HE, =7 =V (FrBRE
SN NilkZe EfThoin &7z (6,7,8,9,10, 11, 12, 13, 14, 15, 16),

WEBTE R K 0 A HERF T R WIGEIR, TR EIREZ ST 5 72O
BIBRDM TN T E 7o, AR AT > 58 1E. 2 < DEGNHiIE A R Y kAT
PEREIRIFOSIIE L. 95%LL EEEIER L 7= 45 N OBEIRIFRIERITITH% 11 45T 96%
(17), PR %252 7= O F AMEIRZA O 58 N TIdiiitk 14 4 TRk 100%, A
VAN ARGMERERIE 91% Th 7= (18) EMEIN TS, Kare 7 v RV
TOREKFTT VNVEREFFOL O T, WBIEEEB MR T 2 MmAR L L
THRHERT VNOEERREBZHZ LK, RFMERAEEZ -T2 end 0 | B
ZWr - 18F-DOPA PET T2l T & 2 et @y (19, 20, 21, 22, 28, 24), &
FITPEIR 28 2 BEE 0 BIBR CHLY NGB I3 %BER IRl 2 2 &R TE 575,
FESEERIRZS CIINE L BEE 70 E NI HCAAET 272, UIBROBIZIZERE R L
EThDH, MAURTERWGEEIL, FEEEHYFRO 5 2. Roux-en-Y (T X 2 A
FERZERG AN AT O 2 & BRE STV D (25), Kare F ¥ VB T DA H K
7 UNERDAOFRIZ L D CHL IZFEARNZ TR TRERED g il B3 H
D ONE AR 2R T8, DEFNCE O TIE, BEOFKIICT Y A 7RI R B
DIFET D2 ERLITWD GEIAIR CHI) (26,27,28), 7=, HRAS i#Efx
T DZEFMNFEH X 3172 Costello SEERE T Karp F v R /ViBIGA T B H D3 7202 6 )
o3, Karp T ¥ RAAERPTHERZ & KBIDOD & WIRFTHERZ &7~ L7l b
BIFMAIZ S ST (29, 30),

FRGelE T H —MRICITFER & & b IR MBS 2 @M 3 H 0 . NENERE & ik
LTW5 95 HIZ, BRI TIERAREIZR D Z L0352 (31), 1AREIERIF DI
FEIXNBHRR 2T 7235812 bH 0 9 2@2D)H, BAMEIT 72 b DIZE L CEH
A7y (5),
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1

Jrife

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

— B PEDOASE X RIF AR, SGA A, HrAERM OGS, THERAHE R
RETEES TN % L. HNF4A, HNFIA &GRS, —MOERECE
T ob0RExRE, RKEMIIEERELEZ LN TS, —F, Figtko
AIEIIRKE D DPEAEMEORERIC L D LEZ N TND, B, < ORI F5
FRFE SN TE ), FRBEFARHO LD HE L RIFH O 035% -
W5 (6,17,8,9,10, 11, 12, 13, 14, 15, 16),

WK IMBE R O P B A > A Y CHEAFEHT 5 Z & Tt s s,
DOFLFE DIRMBERRC CORREDEA L RV VIJEERZ S v 47 &5 5 D00,
HONTIERLS, FEWEICEA R VIEAFE TE RV e & 547 <
720N,



#1 NREEA 2D AHRMBEO B OJFK (RRMEzET) [6,7,8,9,10,11, 12,13,
14, 15, 16]
SR M Frgitt | Kare F v RVIBIsFRH AR, AD., XHizk
(CHD | OGFE SUR1 (ABCCS 7V VR A+ R
e #f Kir6.2 (KCNJ11) T YL E (R
) )
JNE I CEERIKFER SR (GLUDI &85 | AD
HNF4A &1n1 R AD
INnaxt—€ (GCK) &in1#E AD
HADH ( short chain hydroxyacyl-CoA | AR
dehydrogenase) E{n {5
UCP2 & {nf 5 AD
A A R R AD
BN (SLCI6A1 &G HH) AD
6q24-TNDM O & Mk 1A 4
FiitE | Beckwith-Wiedemann JE{ERE
(JEME | Congenital disorder of glycosylation 1a, 1b, 1t
BEME) | Sotos SEMERE
Mosaic Turner JEERE
IR CEERE 72 &
— | FERIREHAIR
i | SGA HAER
PE| AV AFEREMESA AV e
A b RY U8 5%
HNF4A 81n1- 55 AD
HNFI1A &fn1 55 AD
% RYE AR imEE s
AARY )=~
A R B CREREGRE (CFHEYE)
HA R —~ARMFEEGERE (NIPHS)
ERARPAVN i3
B A E W P Rl %
AD, Y OMEEER 0 AR, W ROARLHEER
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P D CQ

1 601 {EmHWEAEA VR VNEICLDLEDRHET I-HICHELRE -
FRRIE A2
o HE

EmPEFRBHIGEEICIE, TRELRE YV ARBBAIICTROREETT
5. [HEE1, TIETFUALARILA]

N

PR H

JlIR(E3

CBC. CRP, Mik—A b ymid, ERE
AR

ALAY L CRTFFR

1% T A 53K

UERENR 12

ToEET

M b AR - o b ARG

g - e e g

ACTH - =25V v

FT4 - TSH

GH - IGF-1

M7 NIN=F o Ta7 4N (ZoF7 NERSHTED
MmiERAF ()

bl

FRIR”
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
HIET 5,

EOEFOBRELBOAGWMESE. MBE7ILAL=F>TOT

AVEEICKYIEEBBIE—DIL=F o RBEEEZRILI-L

T, BETH#BEHER (controlled fasting test) Z{T-> CTEMPEE

BRLESAT. REZTSLNTES [HEE2, TETUXL

~JLA]

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

(M 2 2LUEFHEITBE, £ 12%H-L, hOR1DEXES
AR UHBLBEORENFEENIRNOREEGFERE
FELIBEICEA VR VB mEEE & EEZHT 5.

(8]



(2) 1 ODHEB-THBEICELLTH [HEFI. ZETUVRALA
JUB]
1. fHA R AE >1 nU/mL

2. 7 )VH = 0.5-1 mg fHTE (5 | >30 mg/dL (15-45 47)
) X D IfkE EA
3. EHMMEA MR T 572007 | >7 (%65 H HK0iH), 3-7 (4146
R o bR (mg/kg/min) > H LR, >3 (RN,

(HBLA T L]
A 3-& R FaEe <2 mmol/L (2000  mol/L)
(B-t Kua ¥ U EEHR)
A EEERERGE: (FFA, NEFA) | <1.5 mmol/L (1.5 mEq/L)

kI 3-t Fe X @EE (B-b N U EER) O HARME CUlEiENER
WemfE o> & (TNENIEE B AL SR HAE, WV =F IR FEIER & &
BRIV 2R S O | BT ROARTEZ & Lpw, £, £k 48
RERI AN O TlE, 3-& N r X S EEEe, IFBEIR RS O I X R <
D,

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

* BE2HICIE. A% 48 FFM USRS R 7 v 1 2 AR 2 &
O EE T RREER (controlled fasting test) WA H TH 5705, AE
DLPIIEN TR THARER T TIT O RETH D,

kA AU CMEHRIEEE S 2B TE TH, ZANMEMPEDOH—0
JARTRWZ LD DH 2 LITHEET D,

BN DARMBEE D KE G B EIFIEA A i, 4 A ) —=,
F o TR ETEO N D DI L, /NE TR RS A
YA CMSE, WAMWERE | SERAHIERTE 2 505 < OERIZ KN H
%o ARIMAEREIZ L2 EZ R S 700 H $ % < AR (<50 mg/dL)
REDIRIE (2 VT 4 AN TN) RBRIT 22 ENEETH D,

MBS ORRIR 215 DALV EE . BIROWRRBIZ L - TITEH Tt
BB IT- CURMBELZFRT D2 LN TE D (33), TEIGEE B #E{L
FEIEC AV = F AR FEIEICB VTR, MRS N ENR A 7
FLTEIENE 2D 2 bd Y | RILEEOT N TIEN - hEGE~D A
FEEE T TITOMERDH D, LN U T DERSIFHIE D
M7 NI N=FrTaT7 4 Mgk EITH Z LT, EEERTH

[9]



S TH., KEBT ORI B B LEFIERS I V=T L ARET R E 2 2
V== T HTENTED,

FAERIZB O, ABE%IC— 2R M E s EBAIIK T L, %
DR 2 5 U CAER 72 R LR IT ) 80 mg/dL mité (2 221k
TEHZENMBNTNDS (34), £tk 48 FELIFIL, (KiffE= ~ L
AR DISEDORMB O ERAFRERCTH LN, 7V a—Frihlo
U =T 37T /N TCIEZEMERELZ ffE <70 mg/dL 1272 0 R0
W (33), I —RISEMA A Y Wb AR T2 RER LU AR
RIRFEREE 72D (33), 7o, AHAYA% O PR MAE o JFIK X
FARIHIA VA Y ViBZIZ LD EEZ LN TEY (35), IKHAREN,
RPERCIEFERA L BB T 225 2 b5,

IRMERF IS A o AU N EEI T D Z ERARIEDOKRE TH 5,
£ MRMBERE ) 2 ERTI2HERH 508, LR O IEH o MR
F v, A% 48 BRI MBE > 60 mg/dL % #ERF T & 2 W AITK
My L B2 _ETHD (33), A% 48 WA DA 1L ME <50
mg/dL 2R TV ED, AR, B Y, S FIEh05E
PRI L0 B MBEHENREE 5 1T 5720, To& 0 LAaWGEIT4E
% A8 W E CHIEZMIET Z LN TE 5,

IR MBEEE B S AL A > R ) Al AR 8 2SR &4 502
DOWTITEmA D L, BHEONEHEL B CHEIND Z & B
EREETLHHO @)1, LVEWEEERET L2005 5 (11,
36), A AV UNHERHRETH S Z &8 CHI 2R+ 25 2 LIk
BINTH DN, BfE L T2 2 SIIEERH 0 | BRI
75 CHI T ThifA o 2 AMERHIE S D6 H D (11), A
VA ) == O R DA 2 ) o >3puUMmL 95 &
X 93%., FRERE 95% L s (83T, TOMOFRIEE 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 TITRE 95%. HF
FLEE 94%., MLF A > AV /3-8 Ru gl <2.7mmol/L &35 &
JREERFELE 100% 72 & & S (38), JeRMEmA v A Y VIIEIZE
WThA VAU UAEL Y Hifd C~<FF K (>0.5 ng/mL) OJFn
BWEELT2ERLHD (39) 23, KBEROBRAE L LT C XY
F R, T2 ATES NN EHLE 0D, A 2D VE
DI UL+ DM MEZFRE LTz,

[FERIC, (RILBERF O A 7 b AR, WEBERRRG R ME (FFA) I22W\WTh
3t e X UfiEE (B-t R p&ig) <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 U EEHE < 1.8 mmol/L, FFA<1.7 mmol/L (39) <°3-t K
7 & UWEER < 2.0 mmol/L, FFA < 1.5 mmol/L (40) 7¢ k4 72 st#ins
H5b, MAA LAY ) —= TIEMHEE<60mg/dL OFED 3-t Ku ¥
TEEIE < 2.7 mmol/L TIKEL, FFERE 100% & T o HEHH D (37),
Van Veen HUAINZEDE, % 2 iEETO/NRD 20 FEEZEIE#Z O+
3-EREFUEEEE 13 0.91-3.31 mmol/L (°F%) 2.23 ) | FFA (% 1.03-3.24
mmol/L(Tri’] 2.15) THAHZEND, Wi L L C RRREARRE LT,

. WARMBERRZ A 2 Y UBPEEELL T ThHh-oTH T LY CHI
%ﬁ%f%fib\(% 42), A > AV 53U episodic 72 2 ERH U |
F RIS (2%/57) WETE RN ERH D, A R

VT LT C AT F ROEHITE <, ZIICE L TWD 2, K
ATORFEITER LTWARY, Zuh I Ak, ARREED
— O TIRIMBERF I 7V 3B T (F72i3EE) CiE EA->30
mg/dL Z /R HE12 CHI < R T 25 Z E B LAV TV 5 (6, 33,
36,43).

o IMMEEZ HERF T & B 7L a3 — A FEE(Glucose Infusion Rate, GIR)
X, TOFETORKOER EREIC T 5, HAENLTIT 4-6
mg/kg/min TH 5725, A Tl 1-2 mg/kg/min & 720 /NEENTZ
OHETH D, CHI IZVNEHIZHIIET 22 &083H Y| ek 8-
10mg/kg/min % —HIZFEREIRICH TEIDHDH T ENTE 720 (6, 11)
7o, FlnplEMEEZ R E LT,

o Uk, WTFROREMIZEWTHRE T IEOERELNT T T e
WD, By A TEEERSICE B 2D T &7 BIRIER & T
HETRETH D,

2 002 B URYIMENEENID, EXEES VR VINEZRHT 518
ICTRELGRE - AR, ?
o HiE

s BAVRYUHEMEELEZHLUEESE,. TROME -RELG LIS

L YEXEDORSA VR VIEERNT S, [HEREE 1, TETUX
LARJLA]

O mEREER (B/\A/\X{lf, BREFERICHT SEM. ¥R%
X954 R 2 - BOMAERETEEGERE)
O A VIR —CRTF R, inad DR Uitk BEGBRE
(IR CTES CT, & WRI, BFERNEARK)

[11]



o ERMESA AV VMEZZWET S0, BRMEORRKIZL D
mA AU MVERIEE 2 BRIV 2 BN H D, TRbHE 11
BT RKMERmA A Y CfE (VA vidEieh, A v RAY ) —
~. A A CEOCREREGRRE CERR) . EA R ) — <RIk
JEWERE (NIPHS) ., B3 A /S 2 0%, B BRIk 2 P AN
%, XU v TERRE) AT S (10),

o ZDOREMIT, i EORBEDIED, HRMEA AV S OBER
(A 2 &iff CXFF ROR—HTHRFTE5) .,
A (CT, MRI, BEHENBER) . i1 2 U UHukmaER G H T
H 5D,

B S EE B AR - WIHETER

A FEEELEE - WIHENRIEIC2) D CQ
1 003 %XMEA VR VIEOLEEEEBRFIE?
o MR
s RXMEA VR UMETIIME>T mg/dl ZEEEFELET B, [
®BEI1, TIETUALAR)B]
s HEMEREFEZEZ-TOREOREX. BROKRICKD=6H—
ETREWL, [#REE1, TETURALARILA]

o EA VRV VIIETIEL, 7Y a—F U oo EN Il S b
B, KV EEOKIIEECKR D LT W RSN TEY, #EHikLE
Y DIIDEE D D L~ (70 mg/dL) & BIEE 35 2 & A
REhTnb (33, 44, 45),

o FERRITRIMAEIC X D FARAREREIEZ T 2720, MbEEL £
DOFEFEIHEEF T 2 DN B WNIZHONTIEL, TR ET AR N
(33), MAHEZDHDOFET TIHAe < . TV ARERIE LD
A, ZORF R TORIEOREE (EYy - FE - RRFE - Eie L)
WCbEASND (46), 1B 45 mg/dL % FEIDEREOKMEETY,
MO LUIKIET D L ABEORERERZEZTLIND A7) —FH, E
HIPE VR I A R o B 2 47 mg/dL DL ISR TIE 2 AT
DOFRFEIZMER 2N ETLMERH D (48), MAEE >T70 mg/dL 1%
LRV A NI -T2 EHBET, Zix a2 ST L b T
MRRZIBIEZ X727 b O T2,

2 C04 BEMBEZHFTHI-OICHERESIhIDEHGEE?

[12]



#e

T REoBEGERIICL YVNERREZHRET S, [HEE 1, TET
YA LARJLA)
JroESSEIchEBEESHETE T, #IVRYILT 28B4
(X, RERZ EEHRL. HFHEIA. 2—2X2—F OOLALE) -
BREAIA—S258E) ~OBTE2EA#D. [HEE 1. TET
YA LARJLA)

T FOBERISEICK Y nRESHFTETLRVLES., BREiEEL S
HRE#HTIESICEIER (DT fELELZE) THEWRYSTY
*L FAMR (5-15mg/kg/B. 5 BEID RS A7) %175, [HRE
1. TET VA LARJLA]

CTIVEY FARVNED CThLEBESHETEIEEE. TFVHE
IS o XERE EEME. FHEA, -2 X4 —F - BREA
Tx—Sa5HE) ~OBT2EA45, [HEE 1, TETURLAR
JUA]

CTIVEXY KAERDE, AEECOBENEICLZBENEOHE, £
-k REOAR L MEELEREZTHNICIT S [(HRE 1,
IEFYALARJLB]

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

i ATP JFUL7 RobE, &7 bR L fig <, IREITFIATE 720,
Flo, RAIZEAN LT bkl EORRREBA R E . 2725
ATP U7 RUBECH D (49) 728, 7 R HERHGESE C lop g >
70 mg/dL DL EOMERi A BIE & 95, —ilMEIC b M E <45 mg/ dL
[ThET D Z LR ARRET D (47, 48),

7 R UMERRGEHE T, Tmg/kg/ /L EO T R o RN VB e 55 138
HHOHIROMRPLETH D,

7 R UBERHGEETIX, T4 > b T T 8T s E oK
Wz X TRIBEMER B 0 | 7o PLERIR T A > CIEUILSE, mARIE 72
EDOVRINED, HEICRELZDODHNETH D7 EOHHANG | IKHE
WEZET UL, BRIGRBRIE~OBITREEN D, BIEDN HIERAE
K BRBICHONTHEINE>Sa— L A —F - PRFEH 7+ —I 25
OFR >FrgeE AN (Fefieiid, BHER L) ~&BITT5 (9,50), =—
YAB—=FIFEA A CMSERBRIC 7Y 3= o RIS S H

[13]



TR MBE A k8RR 1 RISV T, B L 0 & A& M gk
DOTYBHCEDHTHD LN TE Y (1), CHI IZB W T HHEEFH 7
— 27 EbICLIFLIRER SN TV 550, 52, 53, 54) 73, H
FEG TIEANEIL S < 220, IHEEER OB E OO0 b 0 G | BiGs
EAE% 912 » HUBERXISR E S5 (565), B 7 +— 2 71%
EH - BEODRWEBH (GSD-N) BNEICHWHBRTWS, R
PEEA LAY VISEICBIT D a— o A —FOBEFR 7+ — 3 2
T OFEFIZOWTIE, [0 0T WIFERE RN k] (2013 44
ER) BIEEINSEICTE D,
U7V F v RiE Kare F v R/VBRHI T, Kare 7 */u% CHI & &
FED 7V aFx F—EBIR R E, SLCI6A1 AT B iEZ R < K
W CHLIWZHZ CTH 50, #rARMRIE O EAE CHI Tk Kare F
¥ U CHI 3% <, /e 2 L% (6,7, 8,9, 10, 11, 12, 13,
14,15,16), — BB EF L CHE A TRENES T Z 2135
Do F12, VTV F Y ROMAERENT/NE T 9.5-24 K & S (52),
Dipl &b 5 HMORBZIZNREZHET 5, MPRED EFHIZH
—EDOREMNR NS, 15 mglkg/ B THRNE SR WEEIEAIGNE
EHITT 5 (6,9, 10, 11, 12, 31, 50, 52), EHICHEA LZHA0%
B EKDGHFREN ERBERTH D08, ZOMIZ b iFHERED (57) .,
Wi E (57, 58). & EMARIMAE (59) 7o XAt i Twnad, K
SRR L0 . MR, R4, PDA OFBLEREE KT ENHY
(57, 58.60), FFIAKHAMRE T A~OEHIXHEEIZITV, FIRAIOGFH
NEFE LW, FRAIE LTix, v—7FIRAI LY &Y A T A Roff
AR S TS (9),

IV &8 KT A 1BE
A TBHURT A ABREIZ)»ND CQ
1 CO5%kXKMEAVRY VIEDEH Y KS A VBBEOESIE?
a2

CTIVEY FFREHOBEL. MEHFOL-ODEHY RS/ VA
BELTHY FLAF FRTE. TLATURE. hLo LiERA
NI ZIEXREA 5. [HEE1, TETURALANILA]
tHURSAVAREBEELTORTOLS FOBREFHO AL [H#
®RE2, TETVRALAR)B]

CTIVEY FFRGEDBREE., ARAHORED-HICHFEEZMH%E
5. [HREE1, TETURALARILA]

[14]



o TCTIYXVFTFHBUEDZEEDFERZEE LT K F ¥ RILEBEEF
(ABCC8, KCNJ11) DBIZFRMZEITS. [HEE1, TETVRLA
JUB]

o STYXVFFEHDBEEORERLHE LT *F-DOPA PET BERZ1T
5, (#RE1, TETVALRILA]

o U7 VXYV RALTHENARICEL Y MPHENLZE CE RN T2%mE,
LERIIRE B, REIABTOBENE, A& HE BfE Lz 2 IRE B
(B BT A AR 20T BAA LRI AUT VT 720,
o UTVRYRRIGHOBAIX. VT Y XY FEik LN b, BEIC
IS U CREFRIEA A LoD, WHECTHIVUTRMAITIRE & Bl 9
% (€CQ10),
o U7 VFHYVNRSTHHNAFIC LV MAENZE CE R THE
X, BA Y RTA UiRm (3R2) CHBHER 21300 oo, B
Wr - 18F-DOPA PET 72 &, SMEHEWRIC K D1l % B 5 Lot & B
W%, B R4 U LBEOEDHREIL, REEHANCTH D,
o KRIA RTA VRERET, EN TR S 7 ifk T oA 18F-DOPA
PET 23 {7 &4 TW\ %,
£2 VUL RTAUIEKE
FEIRE 7 R pER S
A= ARG —=F BEFIRH T A== 7
SEIE R, FRge s, BB
KWL F7 FLAF R
5-25 pglkg/H BT 43 3-4 720 URApER: Rk, (BE)

V=
1-20 uglkgh F2FE 5y 3-4 72\ LR FiE, §FE
=TI

0.25-2.5 mg/kg/H 47 3#% 0
(A Faa—F > 2.5 mgkg 2-3 [Bl/HEFE)

* BTG EZ R T, TIRAGHMG L, ERIS U CHERENCTIEETE 5, Fio, JE
REBEPS U CTRETE 5,
R ARIMNIE, 1T D Z L0 S D 0ED b W iRE
o AU bUATF NI RFEERMED Y~ NAZF T Fu s T Vv
NABF UK 2, 5 AN LTI R A MG E— BN
LD T EMB, FERMRA AT CUEIZKT DA EMEX 1990
FERTGNOME STV (31,61, 62), Yorifuji 50 Karp F ¥ %
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VBRF DO T U VERE T IR MR 7 U VRO RERF CTlEFik
B FHES T 13 B2z f%) (63). Demirbilek(64) & D 28 il ff
BTl 42.8%2 %0, BRHIERICE 72 12 B CIIATisRERE &
B4 - IREER EDONLEREN ERFEFR CTH EMEINT
W5,

F7 MU ATF RofmH =L, £ 100-105 4T, SRR R E
TAEF R THERPLETH 5, M REDOLZEITEMICE O
BT, MRBA V70 A RN ETE 5,

F7 bUAF RIREOBIER & LT, S50 [ a6, EEmk,
fE - IR DB, ARIME 12% (b EHE) 72 E (64,31,65) @
B DB S DO DIED, FHREREE (66, 67,68), ML/ ML, &Y
U AIMSE, HiMEkEE %, QT HEE (69). HEIEMEIGR DORAET0), EH
REMAREORERSE (63) e ENbHIT 65, kb EHELRIEMIX
BBEVERG R C. BIERINC IR D Z E N ® 5 (65), BIEE TORIEMIL,
EE A EDNA% 30 BRMOMEAFITH D23, /ARG S M ST
% (71 HAERICERT 2581 3FHICEEICIT 9 XX (9) TH D03,
FLIEHILE CHIERIINETH D, AL LT, BRI IZR
MEE5 3D Z £ D (tachyphylaxis) 1E72, A B MK © #45
ENTWA(T2), R TIZZ NS DEWEMRICOW T EMBNIHF 21T
IMEND D,

TNI T NIA A ORI LT, FZ U a—F oo
R A AR LTIl ER-2 29, IRIIBERFIC 30 u g/kg DFTE
IR E LTHOWORDIED, WIETZIXA 2 b AT REJFH T,
PRt T s (81), Frfeh FIESIC L0 RIIE FRICAE) L7z
EToMELHD (73,74 B, HEATA CNTHHZIED Z LM
HF AR, BISRIIT T TR EECTH 5 (9),

=7 2 VBTN T LEEFUAITRE B A~ D VT T MR K
T DA LAY U WITEIT 5B, ARIXRND, FRCIFETE
FARMBEE (2 %19~ 5 A A S ST 5 (75, 76, 77),
Ty RARSHER O L2 90%1E, Karp 7 v R/VEG A #
Btk TdH 5 (78,79), Kare F ¥ FVifnf (ABCCS, KCNJ11) &
RERF T IVNERZFFOLOTIE, BERAMREZ 52 E0H
0| R UIBR CHRIEE R < IR CX D AREM S B 5, B KT A
R Ko THRIREEL C X 7o WEF], Bh v KT A4 VIR TR
EICE BT X R VWEFNZ W TR, BERPTHERZA O [FE 13D CH
wehb (6,7,8,9, 10,11, 12,13, 14, 15, 16, 80), KHKHF T VL
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BREFOLGAEIZOOEAMRELRT Z LN L0, RFTHERE
b ORI 7R 8D B0%E SNTEY (9), FIAARANICE
WL Kare F % RAPEARIED 84.2% B XHKRA T U NERZ O L
WEIN TS (81),

JRETHEIRZS I, G & B 0 HFHOME L EYET 5 2 E R0 Te o,
HHE @ CT, MRI, MEEERECRIESNDZ EITENTH D, 18-
Fluoro-dihydroxy phenylalanine (18F-DOPA) % H \»7-= 18F-DOPA
PET (% B #iffld® DOPA decarboxylase (ZEERMJIZE D Z T,
arterial stimulation venous sampling (ASVS) AR ARG B
ARER M2 & bhi U CRpMERZEDRIEICAH TH L Z E BRI T
B JRPMERE D2 O % — IR TH 5 (19, 22, 82, 83, 84, 85,
86, 87, 88)  REAINC 7 —F 7 7 7 R MERLTVED ERIRA (89)
R IAF DD T2\ INRZE T, TRETREAL O [FIE 25 K72 = & A%
& %(90),

2 C06-1 BATMEREICH L THEBREE CREIREFKHT?
o iR

"*F-DOPA-PET TIEARBHRENRE SN, KBERE-OFYXIFRT
MPEEHSHFTESLHVESEIESSURETS. [HRE 1, TET
DA LARJLA)
"*F-DOPA-PET TIEEEERENRE SN, RERE-OT7 VXL FTh
RESHBTZLEVVESIESIVIREZEET S, [HEE 1, TE
TFURAULARILA]

JRFTPEIRZS T, SRR BIBRIC K 0 IR RIS 72 < TR =
HZEWTED (6,7,8,9,10,11,12,13, 14,15, 16), Seaefis - &
TV Ry REGUHNERIRIR CLEIC MBS HER T & W iEE13
FINC LD AOHED VU 227 & WRHAERE O IMIEIZ X 2 HAx ek
BEIED U A7 +NEHRRZ O b DI L DA L el L TR &
ERET D,

18F-DOPA PET (Z X 2 RFTERZDOZENL, AZTF IV RIZLD
pooled accuracy IE 82% & =41 (22), F7= 2005 FIZAFK IR
Y71 k=L & % 18F-DOPA PET/CT D2 TR 94%, i
100% & I TW5 (84), 7—F 7 7 7 FOHIZ K WK ERRZE
B DBWHEREIIBO TRV EBEZBND,

R R IR 28 CII B . IS 7 & o0 g 1S 2 TS X - TR
T2 AREMED D 72 < AR R PTMEIRZE BRI R E T & 2o iz &
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LC% 18F-DOPA PET (2 £ Y [FIE N7 & 2 & v BuZpf
HTUIFRT % 2 & Tl C& D a[REMED EW, Fifr & iz, /s
BEZETF — L TR 5,

o 7, WEEERZA TIXTINIC X 2 R IE OBREGOGMRNH 5 -
DM ARG E RS D, FHOHAR CIXERE XEE L T
U Thnd &S (91) iEERINZ < 723 IRt H 5, A
EENT T LT, ISR YIRS Roux-en-Y 12 K D WE(RR BT 22 A& it
BT D (25) B, PRI/ NS 20, ¥h o RTA v E2ETe
WEHBIR AT 5 Z Lk v, ARBIRZHAIET DY XY
RRXT 4y NeBETLHVLERDD (92), FiOAREMEZZRE L.
INEAREZE T T — A TRAT DLERH D,

o DEOIEFIERBIFETITH D08, RMEA A Y IEIZKT D
fEREsE TN Eha ] OME (93,94, 95,96) 13D, TET AL RE
HICTo 2503, MEIESEFAHTIC X 2 BEGIBRINILHERR DR A BB L T, E

JIZEZEE L TH RV,
3 006-2 UFAMBEIZH LTHHABRZTOREEHEZE?
o g

o BIEFEEE(E F-DOPA-PET CHEUZEAMRELEZZ A, £H
YESA VEECHERR COBENMBFETERVESTERE
ERT 5, [HEE1, TETUXLARJLB]

o OSULIEMDBEHEEHEIIBITAZENEFELL [HRE 2, TETVR
L AL B)

o EEUISROFBEOEFRIL CQT IO LB TH D,

o 95%LL EOREH AR BT HIFRIKMEE DT H % < WRHAERA
RENZ72 D Z 21370 A VA Y ARTFVERE RIS O FIE i B
THDH (17, 18, 91), Beltrand 5 (18)? 105 HlOFClE, FEHH A
it OIRMLBEFRF 21 59%., HTIELE O @ IEIE 53% T, 13 FE D
MAEE 100%., A > AV AKTEEREIREIL 14 54T 91% & S,
Arya HATDHGE (95%EIBRE D 45 N DOFERPIFAER TN 11
FT96%) & —ET 5,

o . WRHARR AR L= bARMIEE IR 3R 2 12 B SRR L C
W ZEREL, BMOMKGIZ X W IREARE L 725 2 3% (54,
63, 97). WEHRWDHIT 72356 BIERFITI 2V 5 5728, FEUIER
B & Fli g% LB IR TR Z & b HESN TV D (98),
ZHTH D PIBINEIE & 138 2 eV s STV A (5, 99),
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V I EHRE

T RT A ARFRICEBW T L ER R NEHEE D K72 5512 50

—T5% DGR ZAT > THBHNBIRZ B T 2@ R b H D (9,91),
1% F TOREDIBR T, FRIRHERIFDO U A 73 EDOFREIZ 72 5 7>

DEEESTZT—FITR0,

1 CQ7 UVFEAMRETHHIGREHRGICH T 5 BRI ?

#e

UFEAMREICH T 5B GEYRER EHEI SN TULELOTH
HBLGHRERRTEGL . (HRELGL, TETURALARILC(]

EGIBRER 85% & 1T LAGRIFEERIRO A £ CORKRRE 2R 25 b
D 95% & ITHENBE D LEAR 0D IFER 73 D FEERHED Bl ds L ORI BT
ZUIBRT 5 6 D, 98%UIFRITIE —FENGEhARE P BkIc ik 3 LIt
DOFTRTCYBRT 2 b0 %2095 (100),

Near total (98%)UIFR% 35 Z 72 - CH I IMBEIL 7T~50%I1245 H 5
I E T, ARIMAE ORHEDS 17~59%I2, @ ibE A 17~100% 124 5L
Bl EIEBNC L 0 k& il & 7= £ D720, EGIRRATRIC X B itk
DA MKE O BCECHE IR 72 & OB OFHE Z TR HERI 95 2 & 1R
Th % (18,100, 101, 102), LbifitzmbmEi, fric BRI
100% D3HERIF 2 FEIE L, 91% 031 & A U ARG L 72 5 & O@EN
H5 (18)

2004 £ 5 2012 4ED 223 Bl A ZREE TOE A 97 FlOYIERE
I RAE 98% T, 90> 23% 23 IEH ML CiREE TE 7243, 51% (40
Bil) 1TARIMAE DVEF & 38% (35 fil) TixmMbE DI A2 2 L7z (9),
95% BIBRBIC DUV T HIRIEEDS 60% (2, HirtémhEd (7.8~13 %) 12
VIHE PRI DFIED 45~100% 128D HDH (17,108,104, 105) 72 L
98% B ERf & [FIER DR CTdo 5.

95%MetIFRZ MadT L. 22 61 (49%) TA RV 224 5 mik 4
Wiz, 10 FIXEHZR LV LB L o7, 95 4 FliE—@EOEH T
bole, AVAY EVEETDIEFNT 74T 77%. 11 7T 96%
ThoT= (17),

1997 2 5 2009 - E TO 422 FlD 12 G X OEEFT, ZoHFow
FAMEE BB DOOE 103 Bl 80-98%UIER L T, itk 36% TIK
MAEASFERE, 31% CTREIMAED 5 VITHERFG 2 FIE LTz, D7,
80-98% DUk A L T bRMbE, mifubEonFnno= hr—u
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IEOon TN EHEIhTnd, (106)

—HEEE CHREER L7= 10 D 250 il L B o —TIEOVE AMIRZEIC
BWTIE 50%MEIMBEO R, 25%1T A > AU U BMLET 25%D
FHNMPE = > b v — L BAF CRIGHI 72T TR EEC & - 72 AMiTaT &
DITEBII LT < eodz (107)

F 72 10 BIOFEBIRE DOFEFAXOVFE AMEHRZ D 10 Bl O TIE,95%
WEGIBR %2 52 1T T IE D 25 CTHEPRIS 2 F89E L7, 3 BT EZR B
7 FNE AL T 8 - THIE L T 5(105),

WP A OHE & L CIZHIM AW, 95% B E1 B 51 Tl
NEAE RS DBEEE DS iV (11.9%~22.2%, 108)

JEAN WAL DN TUE 95 % UIBRBI T = 7 X % —8 T D RH N
2%\, FIERD 49% A LD 72 EEEECTH D (17)
NRADTR DS IR 22 SEBTIC B\UO Tid, 95% LA DB AR ifi g o>
BRICHEATH D EHESNTWD, L L—J7, IRk 5 BRI
DOWBAPHEDIED U 27 DD TEL . T D7) 95%LL D
UIbRIFkET 2 R&E LOWELH D, BEAMRETHIEE & HIZ
maturation T5 WO EBEREH D, LELD, NEAMFEEICHK L
TIIBETISA I AR MBE D control 124 T %A, FHB L OEHD
iz ERT 2 &, HEE S 28 22 EO GIBRELFHIZ DV CTUXENL
SNTELT, PfERHEEZ IR T2 2 LIXTERYY,

2 C08 FEEERROBMATEREICH T HE LML ?
o iR

SRRSO RAEREICH LTI REMOHEH (EEEELIER., i)
175, [HREE1, TETURALARIC(]

FEREEB YN BR % 17 - 1= fE I TIXIEE BB DRFD -0 Roux—en-Y
ISk HBREFL-EARMEZBRVES LTS [HEEI,. TETVRL
~RJLC]

FRESERER JR AT M 25 e U CUR A8 BB O 418 AT (RESER B BRI | A% )
ZATORETHY, ZIUTTDIRE D EEYIBRICIDINT % 7 Va2 — 2 G5
REL7RY | REREIHEL DR RIAF R a5 LA L T5 (25,
109, 110),

JRETHEIRZE DG . EOREDRESITIRED 1 cnkdili THY, £ DR
IR INEESEIE OB D 50% % 5 (25, 106),

JRIFTHEIRZENE DD DM & LB I TR KO P2 361 5% DR 2
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ML RIE FHRO THETHD (107) . FFIZ, WAL 2R IRITIRD -
TWAIERSDHTD | JHE B E RSN IR R ATV, BIFRED
P2+ 53 T 2 BB D, 72 BIEFREF 22123 D80 N Fivi
HELESL TR (111)

CTYXVRORKIGBARETHY, Bis AT Kare Tv¥ RV BIL 1O
LR TINVERLE LD UL RFTIER LD RN S D EE 2
DIV, JRETBAL DR E DI DIFEEATH

AR RETEER 0 JRy T P99 28\ 2 5ek 3 D0 i o0 RR A L B 1 7 /127 Il
ARER(ASVS 1R Z1TV FIRY> 7V 7)) RSN OREEE T T
VW2 (112),

LU BUE TIEZ D KR E BN DITRT O R A ER O [ 121X, 18F-
DOPA PET/CT DOfE#EENAH THLHEHMESIL TS (113, 114), 18F-
DOPA PET (2 L 5 RFTERE DKL, AXTF VT RAICLD
pooled accuracy I 82% & &1 (22). 7z 2005 FITAFK I LT 4%
Y7 k=2 k% 18F-DOPA PET/CT D2 W3 94%, 5k
100% & STV 5 (84), —J7, 18F-DOPAPET/CT (2L AEFHE R
TR ZE D TEZHIL 70-T5% L A S T4 (88, 114)

Mz B BIFZEOZKHICBIL Tit, Palladino S13J&ATE CHI 0%
2/3 1THBHDNIEE THER TEHEREL T A (107), F7- Adzick
BHi% 38 filF 24 BBV THAR CTRAZMEGR TEXI2EL TODA, #25r
ERHRDIZ O THFR TEDMERD EADHT —#HRLTEY, AAEHE
PRI O BEENEATRFTL T D (110)
S RAEOF HMEIZ OV TE von Rohden &0 5 o Jearit:
CHI DgaHcdsuC, 3 il Tl &I o gt AN AT 18F-DOPA
PET/CT CRIEL TWRAE KREICRHENZE L T zEL T
%(115), £7= PET TRIE CTERD TR AL FIE CEXTIEFILH -T2
L%, E7I BB R A TS OB ORISR CEHT LN
SRMICHARERNELNDEL TWD, 728 RFTER 28 125+ 55
RS AT AL T B B O LY hypoechogenic TohDHZ LN
MTHo, (115)

JHESE R O JR BT I 28 D3 Hh O AR 32 2 S B R A IR AR D720
it BROEA D72 BIBRENAL O FERRITIL, BEIR D /NEEZ 212 < D
AT AR L iR B S L BT D, (102)

YA E X0 AT OB IF @A S LI, T RICII 2, it iR S R
A TR A A G O TR AR RE T HIENEE ThHD,
THESE R 22 DS R 7RI | 73 28 S S AL 0 0D A <0 L AE L2 AT\ VE ]
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Tl BEEEER U BRAATH & LB IE F AR A IR AT 3 272 I HEE R )
?’ Roux-en-Y (ZXDMEIKRRERZEMWI ST AATR0, 7eds i+ 48
BIBRIFRENRETZ D700 E 1T 700,
. Hwi IR R LY Roux-en-Y (ZLAFRTELUT-IERRE = aY) &0
FUTEFECOWTI, AR A R T 8T AT RV S
7205, NEHOTR BN R EEZ G A IR, RIS TSR HHEE 2D
Do 12120, BrAE RO LILEH CIR A IHEV A B £ ELEREND
DT, INENELENR AN O 728 O ST CRTRE AR E T AT
EDEEL,
e Adzick (110) HOHE TIXFAFTE CHI @ 38 fHlHhd5% 19 FlDfEH
BRIF AR (SR UIEEE R HIBR IR IC Roux-en-Y (Z X AWM I 22 MW & i 2
11> CD, EFEERGIBRAATO BT IRE R OGO+ IO AT
ERZSRWOIZ, FEEFIROIBIZZITONLE NG D, Fekete H
(109) 1% 19 Bl D BESEER IR R P9 251 et LR P 21 TV MER IR 134 5l i
FBLIELOOD, 2 BNCHIREREZE 1 BNCHLEERE K, 1 BIIRERETE . 1
BN WA IRAED B DHEZTBD TS, —J5 Laje ©(25) 1%, KT
R FTYERRZE D 23 il 21 FIIZx L Roux-en-Y (L DR ZE W)
Bz, 2 B PRI AEESE - R BB A AT & DFEZR IR
ISR PAN 1% ANPASSY bt S DR QUAYR
3 C9 HmEOMPREECERGAHER

mm @

o g
e HRRIUMBICTREZHRET S, (HEE 1, TIETUVXLRL
Cc)
o MPHEEREZTVVEEZRERET S, [HEE 2, TETURALAR
JLC)

o HRESIUTMETHANOMEVERIXEREFRM S DERICES
M RRRECHALETHS, (HREI, TETVALARILB

e Palladino HIEFEATE CHI OF 2/8 IZHFRH 5\ E il TR T
5 EEE L TWDHA07), F72 Adzick &% 38 #ilt 24 Hillcky ‘“C”JFE
TR EZMRETEIZE L TWAED, BREMEN H N D23 THER
TEDLMERNP EDRDT—ZHRLTEY, REOBEZEMEZ G L T
W5 (110),
o IFTREERWNIIAEGR, A THBIN O WG ROV E AERA
TIXIRENATH D, AMREBOLITIE, K5, B2 5 3-5mm 2T
ZNE sampling 7% (110), F7HEEATLOZKICE L TH &
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VI {GRDOET

RSB L Shd (113),

S R A O F HTEIZ- 2V Tl von Rohden & @ 5 il /ypr i
CHI OFEFHIIBWT, 3 I Tl E R A O /23RO PET TR

ELTWERAE L RE SRREMTE-HL Tz d LT 5H(115),
F7-PET CRIECERD o TIREZRECETIES b o7& LT

WD, B EERRAE CIIEE T OMELME TE 52 L

O FIICHERRERPEOND E LTS, — TR oA
TR EZEICHHTERP o2 B LTS, £REDHRH
AT & LTI AP o/ X » hypoechogenic T 5 Z & NHEKT
b5, (115)

YL E R0 ifraTiomEgEHREZ & L1, il a2, i s
BREE., IR 2 At by ORELZRIETH 2 ENEETH
Do PR B2 M ZRFICEEI T, frozen section CHIMEZR 2
TEDRBEIIZIRET — LA TH 5,

1 CQ10 ARBNARZER T T H-HDEMEIT?
o iR

CTIXY R BERNICELEZZHLTOESEIRLICHEEL T,
1 mg/kg/BTHIEERAZCENTES, [#BE2, TETVRL
~RJLC]

CSTIVXY FREF, MEBEAFEEICEINTTS M, BEBERR. SGA
HELREREN L —BERENFESNIIBESE, ORENEENR
FLTLWAIE 28/ —1 s AZEICRATEL, [HREE2, TET
VA LR C)

STV XL Frhubik(E 7 BREOHEE mBERE E - (S mEaE (S
KYENEOEROAREEET S, [HEE 2, TIETUVALAL
C]

CTIVXY FhIERIFERICH LT 8—18 BMOZEAMFICKL YIE
MEAHEC BN EZHET S [HRE 2, TETUIXLARILC]
BREREZHILTHIHEEF. iR 7 BMOBERMENEF =35
A IC & YIEMEOBROEREHE L. FHRICHLTS—18
BROEEARNICEYEMENSEBE SR L 2HET S, [HEE
2, TETYALAJLC)

FifitE T - Th CHL R DL <, A IR P L THRY)
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POEREIZ/2 D (7,10,52) B, TIICEHETOHMITEEIET
BOHAPOEFIZDIZD . — IR AIZR > THIRREBLETH D,
WEHEEFR O T Ol (1) Epikzpibcx 5002 (2) &
FRIELZPIETE L0020 2 BN, WThoOgE bIa
PEHRWID N T A TS KV RIMAE 2 < HERFCE 205l 5 2 &
W22 %,

o UTYVHFV RIS mgkg/ HIZEA L TWEGAICHIEERAD Z
ENTEDETEHH0LHD (116) 23, 2mglkg/H TH &K M b
ERIIEF G H Y 1 mgkg/H &2 FEUEL Uiz, P IE% OKME D FE%
EREHIESR 7T AUNTH D EE3nd (117) 729, ZOR O mpE
HE 2 B ICAT D,

o —iatE CHI ZEFIRRAEME HHERIT 5 Z S IXNETH 508, HERIA
RHAE 72 EOJFEEE, SGA HEIT—lmtEZ < w425 (3),

VI 5% DREYE

CHI o #HliaE L LT, #9427 LA F K (118). GLP1 & &EHHH (119) .

T UAF R (120, 121), A > AV U BEERAN(122), Ry LAF R (123). 3

ANEaFfiENGEE (124) . mTOR FHEFH| (125) 72 & OERRRERNHRE SN TRV | K
TN T DR GEATND, TVRERICAH 7B 0RE S UTHESLT 2 /RN &

VIl

V. KTARTA b INbDESREEE 2 TG T DL ENREL DR S 5,
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