BIRE 118 (9), 2014

#1 18F-DOPA PET MEDKIETT - EFERET O

2 e
x5

ERBREY Y ¥~ NSWREE
WMENBELZEDERE ¥ — NHW - CHF
Iz R AR EERM B AR /MR

e BRIR SIS ke NER

KRETHRMEE /DNEs

SREHFL Y5 — NER

BIRFEESIERE NER

IR AR

HHRAKEEFEI MR NER
KEWIVREERY Y ¥ — NRRE - awmRE
KA LB FIREREER Ly —  HLE - N5WE
FMEERE Y 5 — /NER
AAR+FARMLERE > 5 — NER
BARKZEEIRM B R /NER

EREWE NER

S KRBT NERE

JUNEAEEEREE  NER
ERRFEFTIERE NER

A AN Y

RlriissmRmbe  ANEFR

Rl RFmbE  NER

REAKREEZIKIERBE /NER
JEHA L Y NIz

18F-DOPA PET M CIEBMED RIEZ MRS 5, 3)
FRIRBBER ABIIR 77 )V 3 7 A TE A (Arterial Stimula-
tion and Venous Sampling, ASVS) CREZ MR 5,
4) RECREEZHRT 2 FEREZH) 04200H 5.
18F-DOPA PET B3 L DB WA D LI 24TV, &
5122014 4F 1 ARK S F CORBRR B L E L THER
B - SAEHIEE TR, A, MRFNBREICOWV
THRAT L 72

KL, RREZAHREOHEEBLATRAINT
BY, BELOEFEICLZAEZBTITo72. &b,
BAERXHRE KT v A VEETFEEOH LK
BA VA VHEDREBI O A% R, Fik B HBE
ELTC—H20 FHTERL TW 5,

BETHRET  BE, BEOXLH, BEoBHEOH
M¥k4s /7 5 DNA k& LT, KanF v 2 VERET
(ABCC8,KCNJ11) D2V v, 7V vy—4 rhav
BEREE, Ut — & — IR OE IS % polymerase
chain reaction THlE L EEIEERSI Y e LIFAT L 72,
BIRTFIHAT I, ERR A SR I ikt (2009 4R LAY
BRUOKRTVAAEEE Y~ ¥ — (2010 4ELAE) O
FEEARAD L, RELEOEEII L LAELZHTITo
72, WHBROBETEELZROEMNIEETOE
AEL LBARDBIRZTEE DA 2RO TIERITEE
FRERMEHE L.

BIRWBER AR S VY A A (Arterial

1343-(29)

Stimulation and Venous Sampling, ASVS)”® : #&¥pik
a2 HEk L7 Eelilc CIER Mg % MR L,
5 RRET CHER - B 2RBEIR - LB REBIR
WCIERA F—F VB2 ANTANY T A EEAL, HIF
BRICIEA LT —F AL VR ¥ - MifEE%
WELA. A YA MED2EULEDOERZEE (OB
ZEAL) LWL, MEIIRAE EIX ASVS KRR ERE
(FEHOHMIARE), B+ RBEIREEIL ASVS
ESEFERAY, G FIEEIIRA B ASVS EEsriii & e
L7 }

18F-DOPAPETH &9 :1) ¥4 7 1 b+ u ~
(CYPRIS-HM18) % f#i/ L 18F-DOPA # &K L7z, 2)
TP EYL A AT RFIEL, 7 ML dF
Mk L7225 £ 7 FoEEE CibE 2 B IR 5,
6IFEOMAEL Lk, 8Kkras—VEeF73I9—
WF b ATCHERL. 3) PET #E (ADVANCE
NXiscanner) 2T, b5 VA3 v g v 3nHEKE,
18F-DOPA (5MBq/kg) #&HEL, BEHEH»D 60 5% F
TH¥AFIv 7/ L7, YPET ek, EHICCT
WL, PET-CT &EGEERL, BEREORE
ZFE L7 (PET B, PET U'F AR,

BmR (X2

THHERD K BIEFRE BEFTFAR) 03
FEB GREBY 1~3 5 ABCCS : 3%1) 13, & TPET U'%A
BThHo7z(®1a). KHRD K BT EE (BIZT
B #E &) o 28 % Bl (iE B 4~31 ; ABCCS : 24 %,
KCNJ11 : 4 $1) 2B T, PET RFER 2517 ¥ 41
(61% : BHER +£9350 12 410, AR 260, RBEF 16, B
1B, RERER 1B, PET UV ARIAS 10 FEH (36%),
BEDTCPET £ LA 1ERM B3%) Thotz.

WL X ) BWIDTHEE L72ERID 9 5 PET, ASVS
% ZNENHAT Lz 5 EFICB VT, #EF 71X PET -
ASVS - RHEOFERS—F L. LA L, fERI 3 TIZY
FAREZ PET N AR - ASVSEHERRI & W L,
FEB) 14 TIIARERHZ % PET 4K 8 - ASVS KRB
BEBh Lz, —F, EM5 TRAERTEHE % PET
O F AR - ASVSIRRER L 20 L, SERF 16 TIRHEES
FRZE % PET MHIAEE - ASVS BEEREI & BT L /2.

TREEATERR S NIZERI O 9 b BTN, PET 57
b0k 16 R, 5 bEETE AR 3H, #Eix
FREM®13HATH 7. BIETOT AR 34 (G
Bl 1~3) I PET 0T AR ERL, WWHH KL &
EFRAER 1361 GEFI 4~16) @ H 10 # CER 6~
15) X PET B#fEE % /R L7 PETRBAERI108IH7
BUTRAEHERE & R 7 5L L IR EIBALIT—F L 7225,
HEB] 8 THIERIHZE % PET BEERA & B ASEE L T2 W
(B2), R 13 THELIHZE % PET BEREA & @/



1344-(30)

FEA/ R 2R

H118% H9%

#2 Kare 7 3 OVE TSR OB 5 I KYRE A > A0 V1D 31 )
No.| s/ Kury |fh\mpehs) EEL\ASYSI WL T i | sutexcommn a0k a0
FHTHDRED] (T T 908
1] Wi/ABCCS || 3y8m | 0VF A UFE Al Am Aol 2B | WA A2 bk
%7 b+ LARI5mg/ )
2| Mi/ABCCS %] 6ylm | 0% A CFEA| Sm | J7V Ao Isu| WG 4 v A v | NG | s
b5 B bk dse rp GRS | 1 2R
3| Wi/ABCCS 4| 8ydm | 0% A | Wi [OVF AJBIBRAL] 42 e [0k 4 2 R ki
42 b LAR 6mg/H
4| %/ABCC8 % |5y11m| % A S| Am o |18 WA 4 Ay Y | A
T Pe 5 B ek v BRI
5| /ABCCS |Y3| 7ydm | OVF A [fMIBISIMIRES 1yTm | Wil - 27 | B o— 2
¥ —F il (dylm)
6| 50/ABCCS || 1y2m | fRIEH W 11m Fo 150 | R A h
7| Z/ABCCS || 8y2m | 4 | S | 03 | 1y6m A+ 27k 1lp SHIRCIE © AR
8| %/ABCCS % |5y10m| ik $i | Tm VT AR 00| SEBUIRR ¢ A TADA
9| /ABCCS 7| 1ybm | BHIB TRy 8m 7 b 200 BERCIRE © ik ia g
10| 5/ABCC8 |Y3|3yllm| UHH BB 3m 7 b 301 GEREI B © i
11 | Z/KCNJ11 |3 5ylm | PHR B 3m i TRREI B © A e iR
12 | &/ABCC8 |%| 2y3m | Wi G | Am | W oAb 24p | BEEBIEE (D ARL) ¢
S Mk~ 21 5.9
13| &/ABCCS [W|1yllm| Wi BARER 6m | W A2 40p | BEURFEYIES (Roux-en-Y
FREL) AR
14 | 2Z/ABCC8 |3 | 5ylm | &RE MR 45 | 3m 2 b 23u FBYIEE © itk iR
15| Z/ABCCS8 | % |8yllm| 1k REEB|  6m el RRIBYIBR © Wtk [TphE
= 5L YR R— 2| K
16| 22/ABCCS | %8| 4y9m [#ethizeL| BHsp | o 9m W - 7Y JHEREIBE © Al ia I
P UAER Cy N
17| /ABCC8 |%| 1ydm | 0V % A F 7 b 250 —F 2 b 16 jlive
18| &/ABCC8 || 2y6m | O°F A F 2 b 63u —3 7 b 551
19 | 22/KCNJ11 |%&|3y10m| U°F A F 2 b 23u — B (3y4m)
20 | 22/ABCCS |9 6y6m | 0°F A F 7k 14 —¥# (3y3m)
21| %/ABCCS |%|6y10m| U'F A F2 b 23u —hfE (6y0m)
22| /ABCCS || 7y6m | ' F A S —f (dylm)
23| 20/ABCCS |%¢| 9y0m | U'F A UrveFor32n|  —iE#E Gyllm)
24 | 2/ABCCS |5 |20ylm| O°F A S —WE (dy) — 17 5% (pEeE
LRI E—2 | B
25 | 5/KCNJ11 |9 | 1y6m | Btk F2 b 250 —F 2 b 34
26| /ABCCS || 2y2m | THE F2 1T 48u —F 27+ 18u
27| 2/ABCCS || 2y7m | HHHE vy - (2y2m)
28 | SL/ABCCS |B| 2y7m | BAER F 2 b 85u —iEH (1ybm)
29| 5/ABCCS |%|3y2m | B F2 M15n | —*2 b LAR 15mg/H
30 | /KCNJ11 |#% |3y1lm| B 42 b 58 —F 7 b 3u
31| &/ABCCS | |5yllm| Bk S —¥##E (1y10m)

W WHEROBETES

N RBBROBIZTRE

DT TVTFYAN SNh I NhTY
—OHTHEDORKEEZRT. HEIEARNEERILET () WIBEEHEZRT.

vy AEHS m: AR popg/kg/H A7 b A RLAFE

fliLCW (K 3), fEF 15 THRREERHZE % PET KEE
& B/ANGR L C Rl (R 4) LTwiz, BT RAER
TPET U AR® 2R, EHF 4 (K 1b) X5EERS
LEBETCOERBERETH ) PETZBITIEL
B ARSI IERE 2 Il o S5 h, ERIS
(K 1c) 3RRBEHZ TPET OEBER IBHEMET

otz BIEFRERTPET BIBAEORER 16 135
HTIIEFRETH > 72,

FMEAT 072 PET UV AR 5 B GEB 1~5) HER
WU L0461, 2095 246 GEF 2, 4) 138
FIEIBETA VR VIKEHRERBEICE D, 18 GER
D IIRELLORETEA ¥ A Y IEDNRHYERZ



FR266£9 H 1 H

1345-(31)

1 PET U'% A% 18F-DOPA PET Wif%
a GEBI3) : MEETFUIAR, RECIARE b (EF4)  BIETRER, KAEXR
FEIRZE s ¢ (EFIS) : BEEFRER, WEERHNE (PET OEBERIBELE)

2 RSB Z @ 18F-DOPA PET Wi
a (E#7) : BEFRER, PET BHIE b GEMY) : BIZFRAEER, PET HHEIEM

(PET o $ER DS DEEERERR 3B IETE).

Mee L, 161 GREBI5) ISEFHEZ MR L2 4T
Bl L7, FE4To 72 PET JRIERL 10 B GES) 6~
15) H9H (90%) 1ZARKEE L HILTE722%,
Bl 12 (BEERE) BWELFEEICHHTEIMEDIN
B EE L LEL L7z, PET THRIHER R Do 7-5EH
16 (BEHERIRZS) dAhiteidiE L7z,

Fiiz EREL 2o 72 15EH GEF 17~31) 1k, W
FHOWE RS IR 22 LIS IR 2 R 72,
PET "% A B 8 B (JEH 17~24) w0 2 % (iEHI 17, 18)
A7 Ut F FIREFT, 641 GEF 19~24) 12°F

SRR ZRT.

Bams5»H BE3INA~6m%) THMLAZ PET
JRAER 7 ) (GEBI 25~31) w4 ) (GEM 25, 26, 29, 30)
A7 bLAF FRERT, 36 GEB 27,28 31) X
FHIZIOPHAE6 PA~2E 2 0R)THREL.
APEER, A2 MLAF FICXBERZ 36 (GEB
2,4,17) CRH72. PETUOT AR THRELRHE L3
FEF GEBI 1,2, 4) T, EF 1 2RETOBRIFICLD
WERHOEREORRZ E L, ER 2,4 054 Y AV VKFF
PMERG & 72 o 72, 72, PET RERCHEERS IR
KEBI 15 & PET UM F A KT PRIRHAY 14 568K B 0 SE 451 24



1346-(32)

HAVNERE S 45118% 45 9%

3 PET BEBHEEO 18F-DOPA PET Wif%
a GEW12) @ BETFRAER, WBIEERHA b GER 13) © BT RAEL, HRE R
28 (PET OBEASBIBERTE) . T IRRERALZ R g

X4 PET Wefkikziio> 18F-DOPA PET M4
a G 14) @ BEETRAER, FREAEIHLE b GER 15) @ BRFRAEL, JwRagR N
% (PET OBRBHIIBERYE). 1 I RAERE 2R

TIPS % 300 -2 IV 3 ¥ ¥ — P HEH (K7
R—=R) BH5ELEE L
AR BRAE I, FEG 2 ORI AR EEIE LU S &

FEFI 8 DTADPAD 2B TH o7,
zZ =

SEE A OER L7 BETRAERO PET #ME T,
PET O"F A BAS10 60 (36%), PET RAEE 2517 Bl
(61%) Tholz. BIZFRIERDPVE AWES PET
CFABTH - 7HEFHI TS D |RE ST 5.
Banerjee 538 EFRER O 13 F1d 4 F1 (31%) 25F
FARE CHRELSBPLETH -7 EHE L7270, Bel
lanné-Chantelot & @ #ii5 T, EETRHEMD 35
BHZBWT, FRHAER 25 B 3 61 (12%) 250°F AR
BT, FM L TR WIER 10 #id 8 41 (80%) 43 PET
2 ASVS TUOF ARIT, &35 LBEFRAR D
iR 11 51 (31%) #5953 - PET - ASVS Wi T
UF AR L BT ST w2, Bellanné-Chantelot 5 i,

BEFRERDPCFE AREI 2 BRFHIZDW T
TERWERSNTNBEY, Fx OBMETHARCPET
UFE AR 2 FEB] EBI 4,5) OFEZEMET LR Y <
&, PET OV F ABUI K & 2 RAERE TR 225
HEWRETH o 72720, PET CTIEMEZR LM 2 FE
LIz o 22 WHREMEDSH 5. JEHI 51X PET UM F AR
T o 72D ER R L TR 72 SR M R 65
ETHholz. LaL, 1ETHBICERETFIELAZICD
Db LTHBEI— VA —FRERHEREL, &I
WL 4F1I2ATH Y, BEBICHHRED
Bo TWIREEDZEZ b/,

SEDOEMICBTPET BER O 17 Fl w12 4
(T1%) IZHEFE CTH - 72, BWEROBEHENFVE
AR I R CHIR ORI &5 D 2R IK
EARVAL R Y (WA

18F-DOPA PET MDA O FFER OB W 71213,
BIZ W - ASVS - SREZWT (FEEDBW) 235, 8
EOHLTHRRLEN TS XA, S EHOREHI



FH266E9H 1 H

BOTHEGTFEEARE, S@TRETHVEARE
Th ) 5B PET REONENLEZ SNz Tz,
BIZTF2W CEETRER L HE SN HEE, L
ZPET T AEITH - THHRETIIIER p ML
AR S NEETFINCL 2 RERI T AR DD
RIHZEICEY 3 edh ol LaL, BETFSHTRE
FEZH kR V20, BETFZENIE PET REOHEG
EF AT ) —= Vv P THDICHEHTH -7 PET
EASVSOBBIZBWT, EFA3TRITTIARKES
PET 0" AR - ASVSEEERREL & WL, fEGI 14 TiX
RERRZE % PET A58 - ASVS RREFR! (ASVS Tl
A L BERE XX AR L W) LBRL, PET
DIEIMASVS SV EHTH 7. —7, EH5 Tid
KRBEHE % PET ' F AR (BEEBISRE) - ASVS
RRERRI L BRI L, R 16 TIXHEERHZE % PET
ANBE - ASVSTHEREI L ZHi L, ASVS D139 2SPET
LY HEMTH o7z ASVS i 18F-DOPA PET iz &
AHHBILRIC D D, PET MR RISHIZ T M & AHE T
584 - PET THREFKRHBERZVWESGICERT
Hol2HEBH L H o2, ASVS IZBESHER & BEEHE %
BANTE LMD DHAETPETREL VEMLTH
BH, BEAE L ERBOMN AR - BRERICH
BEEE2 2HEP LT AL ERDH L - FEIHL
V- BEGRETHS LI ) PETREORK RS E
EFHREOKREL —H L2 VBEICERT 2 IEIC R
AtEZ LN

4E® PET BAEICBWT, PET BMETRIESHEE
ENTHERBETHEYMITHENBD SN L
L, FRZESERAL % B/NGHE - SBKEHE L ORERAEZ R
LTHIRD Y 2 KB L WA H Y, R S5, 8 T
B OBEEE, ER 13, 156 TEER S OB 2510
bz, BEO—D L U CHEIITEG - BEICHA
THERFKE VD, BERFENICEHSERMECE
BB R T W EAE X 517z Ribeiro & i
PET O'F A B OfENT <, BEBHEBIIBEARIRIC AT
87% MMM o7 L |MELTENY, EROEET
METHEEXIEENPLETHS. F72, Capito Hid
PET TIZREDIEA Y T < DOPA OBLY AAIENH
DEENERL Z PR T B 720 IEHE 2 IS A O[] 8 1
HknwEHELTWEY.
BEFRICEL L, BEFRARTIIPET BE
BTEY1IZRI02AQK6H~2% 25 H), PET
CFEAMTEH4ESPA GR3IPA~6) ICHR
BWR L7z BRROIRETH, BETRERTSRE, &
FEFFETABMTIOREIZIZIEHRBERT A2 %0
b Twa? L L, RRTIEERESA YR
YHYECH L THEBICFRT 52208, 749
FN7 4 TARKEERETIE, 2 bLFF N 15pg/kg/

1347-(33)

HI5 L CHIMET >~ b u— L k2 W iR
WPHEEZEOL, WEOBEMIZHIDHOTERTS
HEE shTwas, BRADEREEA VA VIifE
R AT HARTESERIAS {, ARHEEIC X 54
PEAE - MR EIE D Az, PET UV F ABI%
FM O L\ PET EEEII MR R EZ ML TH
REBERFEOORIVERTH B L& Z 5P,
EOEIIEESRWBROA v A VIREEERR Y B
FiE, 27 P AF FICX AR RS 7 Ui
EdDRETTHolz.
WREFERBREE D IGESLELR D OIIER 8 DTA
PADKRT, HUNTEEYHRTTHS. EF 21
MRI T #% BE 38 1 B 2540 & R0 7o 0SBl L & 565
IEE CHREMBIC T 2 USED RIFTh -7, L
L, HEBEBRAHEZD DL ED5 &, FEF) 28 138
RIS WA Z D72k & B MRIICE 1T
BOONLholz Tz, ERNFBEEON-TE
BERHCIAZWETIE TR ZOENLIRD LN TV
A, EOMDERNLTRCEEDBENZRD L h o 72,
727EL, FEB 1 I —RICBREOEBEANY NS A
DEEVD DY, FER 15 1Z—FMIIEEXRIB/ L Bk
EORYH o 278, 2014 4 1 ARORAERIIER &
HEE NI

BRI, BRUEEA V2 VIEDKBRERES
Wi ic 18F-DOPA PET &I fE CHEHLBRETDH %
B BREPEEEICBWTRENSD 2. 5% 185
DOPA PET MeZEDFHilli & FFE R L 720121, K
BBOT7+0— LRI A BEDOEESH & L
TRHEAEETH Y, EOIENOBRIVLETH 5.

B &=

18F-DOPA PET ##&1d, BERMOEREE A A Y
¥ ME DIRZE S IT I ISR ERAY TR TH R iR
T, REMERTBOEEIRELBHITEHHK
ECTH5D. NEHEREEZRT DG, RREL T
THILICLYEHNRERSHIS AR CE, HYk
WACIEAITZ 5 2 L TIHBEREREEZ R ESEEZ &
WTEBLEEZ LN

LoaL, FEREFIIBWTIE, HEREZRLTD
IR R L 2WEERH D, BEEOBEE L B
k- BEOBREEIEBFLETH L LEZ bR,

HARADERMEE A > A ¥ IERFCEAICERT
HARBER SN Z2BERNS {, NRHREIZ &
5 EHHE - MRRENEEE D PR wizw, PET ' A
RIRLFM OME L\ PET SEERAENI RO & fkHE L
THRBEZHFOONLIVWRINTH L LE 2 b,

#E PET HA® 18F-DOPA RED SR TH 172
7Pniz, HERBREANEAGRRESREPRELEL



1348-(34)

5 —IRA TR TEA 22 LT RO TR,
PET 12 Wb B4 2 C LI 97 0 44 e e
SRR (21— #2180, 22~ th-— #2101,

H24-i - #-070) DHigh % %0 F L7z,

H AR 2 050 B FIREHOZ 9 % BZRS0 5

DEHEA

1)

2)

3)

4)

5)

6)

X

JAGRIE, A, IR, b, A BY
BAKMEE A ¥ A vIE O FEER A R
2011 5 115 @ 563—569.

Otonkoski T, Veijola R, Huopio H, et al. Diagnosis
of focal persistent hyperinsulinism of infancy
with 18F-fluoro-L-DOPA PET (Abstract). Horm
Res 2003 : 60 : 2.

Ribeiro MJ, De Lonlay P, Delzescaux T, et al
Characterization of hyperinsulinism in infancy
assessed with PET and 18 F-fluoro-L-DOPA. ]
Nucl Med 2005 ; 46 : 560—>566.

Hardy OT, Hernandez-Pampaloni M, Saffer JR,
et al. Accuracy of [18F]fluorodopa positron emis-
sion tomography for diagnosing and localizing fo-
cal congenital hyperinsulinism. ] Clin Endocrinol
Metab 2007 ; 92 : 4706—4711.

Ribeiro MJ, Boddaert N, Bellanné-Chantelot C, et
al. The added value of [18F]fluoro-L-DOPA PET
in the diagnosis of hyperinsulinism of infancy @ a
retrospective study involving 49 children. Eur J
Nucl Med Mol Imaging 2007 ; 34 : 2120—2128.
Yorifuji T, Kawakita R, Nagai S, et al. Molecular
and clinical analysis of Japanese patients with
persistent congenital hyperinsulinism : predomi-
nance of paternally inherited monoallelic muta-
tions in the KATP channel genes. ] Clin Endocri-
nol Metab 2011 ; 96 : E141—E145.

7)

8)

10)

11)

12)

13)

14)

HA/NUR A MEE 5118% B 9%

Masue M, Nishibori H, Fukuyama S, et al. Diag-
nostic  accuracy of [18F]Hluoro-L-dihydro-
xyphenylalanine positron emission tomography
scan for persistent congenital hyperinsulinism in
Japan. Clin Endocrinol 2011 ; 75 : 342—346.
FeIRmE, Rk W, cRIE 4R, . dREMT S
0= X ) A IR & L 2 72 R T B S R
WA A e BEE 20095 113 : 838—
842.

Banerjee I, Skae M, Flanagan SE, et al. The con-
tribution of rapid KATP channel gene mutation
analysis to the clinical management of children
with congenital hyperinsulinism. Eur J Endocri-
nol 2011 ; 164 : 733—740.

Bellanné-Chantelot C, Saint-Martin C, Ribeiro
M], etal. ABCC8 and KCNJ11 molecular spec-
trum  of 109 patients with diazoxide-
unresponsive congenital hyperinsulinism. J Med
Genet 2010 ; 47 : 752—759.

Capito C, Khen-Dunlop N, Ribeiro M], etal
Value of 18F-fluoro-L-dopa PET in the preopera-
tive localization of focal lesions in congenital hy-
perinsulinism. Radiology 2009 ; 253 : 216—222.
Mazor-Aronovitch K, Landau H, Gillis D. Surgical
versus non-surgical treatment of congenital hy-
perinsulinism. Pediatr Endocrinol Rev 2009 ; 6 :
424—430.

WAEHESE, FTHERA, K =, b 3EMoF
7 b WS T IRATIC & 0 SR & 8
TEZERMER A » 20 viigE. ISR 2011 ;
115 © 1445—1450.

Yorifuji T, Kawakita R, Hosokawa Y, et al. Effi-
cacy and safety of long-term, continuous subcu-
taneous octreotide infusion for patients with dif-
ferent subtypes of KATP-channel hyperinsu-
linism. Clin Endocrinol 2013 ; 78 : 891—897.



FRi26E9 A 1 H 1349-(35)

Diagnostic Accuracy of 18F-DOPA PET to Localize Kare-channel Hyperinsulinism
and Post-treatment Prognosis
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YDepartment of Pediatrics, Kizawa Memorial Hospital
“Department of Radiology, Kizawa Memorial Hospital
“Department of Pediatric Endocrinology and Metabolism, Children’s Medical Center, Osaka City General Hospital

To evaluate the accuracy of 18F-fluoro-L-DOPA positron emission tomography (18F-DOPA PET) for diag-
nosing and localizing Kar-channel focal congenital hyperinsulinism in Japan, we performed 18F-DOPA PET
scanning on 31 patients. Three of our patients had biparental mutations and they all showed diffuse uptake
while the remaining 28 patients had paternal mutations. Seventeen out of 28 paternal mutations (61 %) showed
focal uptake. Twelve of these 17 patients (71%) showed uptake in the head of the pancreas. We diagnosed the
pancreatic lesion correctly when 18F-DOPA PET showed a small focal uptake. However, the actual lesion bor-
ders were occasionally smaller or larger than shown on PET images.

Genetic testing had a 0% misdiagnosis rate but was useless for determining the lesion’s location. It was
useful to screen for PET scanning. The arterial stimulation venous sampling test (ASVS) occasionally provided
more useful results than the 18F-DOPA PET test. However, ASVS is an invasive test. It is most useful in cases
where 18F-DOPA PET and genetic test results are inconsistent.

Out of these 31 patients, two developed insulin-dependent diabetes mellitus following near total pancre-
atectomy. One patient (3%) showed epilepsy, but the other 30 patients showed no obvious neurological compli-
cations.

Japanese patients with congenital hyperinsulinism typically have relatively mild symptoms. Most of the
patients who receive pharmacological therapy show spontaneous remission at 2 to 6 years of age. Our study
suggests that continuous medical treatments such as octreotide therapy until spontaneous resolution can be a
useful alternative to surgery for patients with diffuse or head accumulation of 18F-DOPA PET, because sur-
gery is highly complex and there is risk of lasting complications.







