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ESRE VAN Py (e 2 2 Q= WS 1) S P = R ERERHR E L TOSMEERE L. 67 Mig&d>
FL, BEREMOEBRCIRENMTZA L IRIRL SAGEE G, SR COMBZERAREETS

77 ZC, BHERHEROHFEEIT-> CHBT D08, f
P B AT & O ER BT & SRR 2
B. W HE 0 FRE 25 EPER OB E TITE 2 Mgk D B3GR

1R FIED VT YV ¥4 RRSPESE RS A > NTWAIREET, = M2 06ITH D, 5.
2 Y UMEE 5 FlERRET D, T KUK S DB IIIEFE O BMFRE 22 E EENIZ 5 HD
T o TIMPHEAZ R E ST 5 2T, B B E % U7 n—bEKTLED,
BIEETCAZ VA F REA VRV VR TE2H
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NRL B AER - LIRORAERIZ OV TR, K
KA 72 %%%%ﬁﬁ:kﬁl%f\§<®%ﬂ#
FHERBOEEHEHAEINNEN, AEELL2RBRTH

Z %W, RERMIE T, 295 LIZEBEOOE
DTHDHVT ) FYA FRISHEEREREA A
MmAEIC®F LT, ERARABRZITV., REBAEAZEEL
TEY, thOFEOKRBOET IV Ir—A L2095
EEZLND,

E. &

TV EYA RRISERERA VAU CIEICH T
LA AT FEHRRE TIEMNEEREOF S - 4
MERERBICBRETT 3720, 5 flaRts L LTIT o HIM
A/ A8k (SCORCH %X %5 1) %Ptk L=,

F. RBEARE#
Bz L

G. HRHER

1. M- HBERR
AEEIIERABROBMEO LD E | FRMED W
HEERITR L, TR, EEESOZD DR,
(1) kg ¥ FHERMBIEOILRMESGA VR

vimiE  /NEFBHEER 2013, 66 (2), 226-231.
(2) &EE ¥ ROBEER D7D 0 AR
ANIRNEL 2018, 45;2013-5

(3)  Yorifuji T, Masue M, Nishibori H.
Congenital hyperinsulinism: Global and Japanese
perspectives. (Invited Review) Ped Int 2014

(4)  Yorifuji T. Congenital hyperinsulinism:
current status and future perspectives (Invited
Review) Annals Pediatr Endocrinol Metab 2014
2. FEER

(1) 2013/5/24 Tohru Yorifuji
Congenital hyperinsulinism: current status and
future perspectives (Plenary Lecture) 334
Scientific Meeting of the Korean Society of
Pediatric Endocrinology (Busan, Korea)

(2) 2013.11.21 f&jiE =, JIHE BE. M) A,
E) AEH. B FW ERMERA RV VFED
BETFRW 7y 77— B8 EHARANEHERT
ESCI=)

(3) 2013/11/29 Tohru Yorifuji, Rie Kawakita,
Yuki Hosokawa, Nobuyoshi Tamagawa. Molecular
and clinical analysis of Japanese patients with
congenital hyperinsulinism. The 3¢ Asian
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7R U REIRIC L o> TIEEZHERE L oD, R—F T A R CREBIRR T 2 v
oA 7 NUFF NEGR TR % 25 g/kg/ B % LIRS UCRARAES %, EHIMLE R 208
TR BRI EREE 2 O CH L7200 b, BBV Tik, B o mEER R %,
VBT RUERIR O T RS EEORD # BB L CEMICEERT 5, fTEDH
SHFICERRR,. REEH ., FEFEL2EHE L. REROENN - Z2M2FHET 5,
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1.

2.

Ao b VAT PR TSR RIS E R EE

E

DTV EFYA RRIGHEERERA R U ERE ORI T 547 F LA T REGEE T
EFEEOFRNE - ZeEeRitd 5,

EalES

FERMERmA A Y CMEE, FAER - LRSS EE RREE 2 S T BIGIRETH 5,
Z DR O EAERILE 3SR S B iR R RBE 2753 00, B2 M EE gD T
BEThHD, —@MEOREEEEEORENHY (R 1), AIEITRE AR 3—4 BUAORKE
THRERT 228, BFIZLELFRL, ZOLTEETFRAFICL IO LHEESN TV S,
PERFAETIZ, NRERE S L TIIERE Y UK L 7 Y ¥4 FRIRO AR
BRiEH T o 7o s, BEIERHGMEGI O KRER D 2 560 5 Kare F v F/VigE{n+ (ABCC8, KCNJ11)
BRECLOAEZIZEAERTT Y HH A FRGHETH 5, WRBTBRICEIGTR R2EEI.
LURIA> D 95% LA E DRERE &AM T i T & 703, TR IRMmAED = > b v —/b ST EH D KR
FWCEFMEDA A Y ARTEMERERF 2 FIE L T&E o OO 1), ITFIZ72 o THREICESEIC
B BHIERIEN D VEAME BETICRET RN H S Z LY | BEEREITERF
4 - 18F-DOPA PET (T X 2 BIERZHIICE S WO A UIRIC I VinE T&E 5 Z L2
BAD2NI72 0 (OCHk 2) . BAE TS BETRAEDR W - IRRIERDFEL SN7ZCUk 3. 9, L
MDURR D, WEAMEREZRFOL OB RERAL 2D, S0 UREE 2w LT
TR DREER TR L T D,
F7 VAT RE FEY < NARZF TS u s T, AEIC X DIRIIEREIZ D A 3D
ERA LV HESNLTEY Ok 5-10) ., BANERGWEZOBIETA F7 A4 T hii# s
T g Ok 11), AR FES ., Bl TR & b IiciThbi, Wb AERRES 1L
T2, MBETOAT T ~AERBIOD 16 Gl L LI BITIZE T B TiEs 23261
WCEZT, 9 b 3BIERIEMICL Y FN L ERE L THRBREEER BB LI LIRENT
W5 (XK 12-13), $72b b, A7 b L ATF FETEMBRIL. 07 Y %A1 FMEHOALEIZ
STLUTCHEY - RENERICAERA TH DM RERH Y | EANC & o TR 2RI L 5 ERMRER
ROFIEZ EETE DFEELH 5, L LR 6, BUEE TREE - ZEIREERD W2,
ERNATARIEEZ B & L RBARII R, TOFDN - a0 RS RFEHEA KD i Tn
Do

K1 ERMERA AV MIEDWIESTE

SeRVE | Rtk Kare 7 v RNV BT RE AR, AD. EFE

(FEIE R REIE) SUR1 (ABCCS)

Kir6.2 (KCNJ11)
TG X CBRBKERESE (GLUDI) BicFRE
Fnaxi—+t (GCK) BE+RE
HADH(short chain hydroxyacyl-CoA dehydrogenase) /K AL
UCP2 & IE
AR CEREREE AD
EEERIE (SLCI6AI BHHE) AD

TR R

SEEE

BT o' T MIE

Bk Beckwith-Wiedemann JEERE
CREEREM) Congenital deficiency of glycosylation 1la. 1b., 1lc72&

—iE BEFRIR R

SGA HZER

A NV AFEREMEEA A YV IUE
BEY b RY EERER 5%
HNF4A BF e AD

R AVAY L BEES

AVAY ==

Adult nesidioblastosis
RN RAYN it

B AE i (Nissen) T

*AD, FUEKEMEER : AR, FREKSTEERE
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Z7 VAT RER TIERRIE AR E A E

3. HR

BIRRE

TRoOO~O% & bicH-TH8E (% X2)

D A1 238 LLTE ~ 1A TR ICRIMAE 2 7 LU, MFE45 mg/dLART O Tl f 1 >
2 Y 3uU/mLLL EZFEATE 52 &,

@ MmAE60 mg/dLLL LA HERFT 2720127 RuEisEE (GIR) 6 mglkg/s3 Ll EASMET
HHZ L,

@ U7 VA F15 mg/kg/H 43R BEM THHE60 mg/dLUL B2 MR C&anZ &,
[3£] —BMERMEESA AU VIEIZST VA REISHETH L Z R mbNT
W5,

@ REEHOSERICLIAEZEOND Z &,

REF LT, REOBMELZITOE., BRAZTOMINDIZEL2EFEZ VI,

® AN - HHROBLTFRECHRENELN., BBV TARETH S Z &,

EEICHATE A DOB TS, )

# 2. mA VAU UHEEMGEEORZEEE (BANENSWFES)
RIMEERF IZ 1T A E (critical sample)
A AU 2 >2-5plU/MmL

WEBERE AR < 1.5 mmol/L

B b Fr X% EEEE<2.0 mmol/L
M¥EESEFEIEST RUMEHEE

>6-8 mg/kg/min

3.2 RRARE

D &EA AV IEELSN O S 72K ikE O JRIA & & D AEF
@ TERICHEY T D MEEREE % & DER]
a. MfE, A VU X, BERER S OBERERE % 1 DiEH
b. BRI A A5 LT A TS T O FES
c. HEEOTHEEEREE (AST. ALT. DBIil : fF#sB|EEME * 0 3% LA _EXiZChild-Pugh
SHECOFRE) % b DiER
d. BEOBHKAEREE (BUN, CRE : B EREE* DL L) &8 EF]
e. TOMEIRER W UHFEEE RS IR TRV & U 72 E S

MR CFRAEEII TRROFREERE ((AANNEOBRRELER) (NEE
YEERTZEEER. (M) BALREEHSHR, 1996) ZTIcRELL,) 2MV5,
AST

BIR FEYEEF (U/L) R g (TU/L)
0~1+ A 19~61 0~17 H 20~71
27 H 21~170 2/ H 21~73
37 H 23~75 37 H 21~75
47 H 24~82 47 H 22~176
57 A 26~86 54 A 22~176
67 H 25~85 6+ A 22~176
77 R 26~86 ;) 22~176
87 H 25~84 87 H 21~175
95 H 24~81 9, A 21~74
10 A 23~77 10 A 20~73
11+ A 23~74 114 A 20~72
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i

ALT
FIR F¥Egp TU/L) IR FveEFPH (TU/L)
0~1+AH 10~50 0~1» A 11~68
27 H 11~55 27 H 11~69
37 H 12~62 37 H 11~69
4 A 13~64 47 H 11~69
57 H 13~65 57 H 11~67
6/ H 12~62 67 A 10~63
7+ H 11~58 ;) 10~61
84 H 10~54 847 H 9~57
94 H 10~50 97 H 8~52
10 H 8~45 10+ A T~46
11 H 8~42 117 H 6~41
BUN
BR EVERPH (mg/dL) IR FVEGHH (mg/dL)
0~1»H 4.0~15.4 0~1+ H 3.6~16.2
24 A 3.9~15.1 25 H 3.3~15.8
3+ H 3.9~14.7 37 H 3.1~15.4
4 H 3.56~14.2 4 H 3.0~15.1
54 H 3.56~14.3 547 H 2.9~15.0
67 H 3.7~14.7 6 A 3.2~15.5
77 A 4.0~15.4 745 H 3.7~16.3
87 H 4.7~16.7 87 A 4.3~17.3
9, A 5.3~17.9 97 H 5.0~18.5
1047 H 6.3~19.6 10+ A 5.7~19.7
11~ A T7.4~21.4 11+ H 6.5~21.0
CRE
BIR EVERPH (mg/dL) 78 EVEGEH (mg/dL)
0~11 » A 0.2~0.6 0~11 » H 0.0~0.8
DBil
FEVEEPH Ve
HA (mg/dL) xR (mg/dL)
1+ A 0.2~1.3 147 A 0.2~1.6
245 A 0.1~1.0 2 » H 0.1~1.2
37 H 0.1~0.8 37 H 0.1~0.8
4 H 0.1~0.7 47 A 0.1~0.6
5+ H 0~0.6 57 H 0.1~0.6
6/ H 0~0.6 6 » H 0.1~0.5
7 H 0~0.6 77 A 0.1~0.5
8 A 0~0.6 8 A 0.1~0.5
9, A 0~0.5 97 H 0.1~0.4
10+ H 0~0.5 10 » H 0.1~0.3
117 A 0~0.4 11 » H 0.1~0.3
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4. BRERMLB/EFHICONT

4.1 aEEH

47“/ FREZFURTER GER1IZR) - FAEZFy (K7 AT R) X V< b

AL T DAY FIEIL Z R T EE R E Y

ThHoH 4 2O7 X/ ( Phe-Trp-Lys-Thr )

ELTOEEORSITELEE 8 HOT I /BNLRLIBIRNTF KT, Y~ hRFF U

2N

MY~ NAFZF T u 78lEITH B,

MmN 100 ~ 105 o &R, R THO TEIRIGH R RE & 72 - =Rkt
R RNE RO E RILVE U DIED,

Br%E

LR OREB RN DDA LAY WS IRINTIEIT 2 Z L mbh TS (UEk
6-12), BEIL, FeimBE RIE « TEEEE NE., BLE R VE CEAES (VIP EAEE,

HNTF ) A FIEBREOKEEZ RTHIVTF ) A REE, AN VEAEE) -
SUANERE, EITERIEIC L A EILERAE

< (BR) BERFEL TV D,

- HILE L

X LCRBERNHY /ST 4 AT 57—

4.2 BHFHEK
R—F T )GIRR 7 % BT Fike 2 TS
4.3 BlER
ERMEA LAY VIEICKT A A7 M oA F NETEREEOBER L LT, 15%EHE
WP OE LEELR., B, A, FFEEREE, EMREFHAFOREREEDIZ),
HELRWER & UTERMBEANREIN TS ClEk14), £7-. HEBSRTBHETH
HROFIBE (Lt 15) . 1RESIEZ OITWIASIE (CUEk 16) . BRI FA R o T RERE
= L 17) PMEINTWS, MOBERICxT A FEAFICRE SNZRA TSR &
LZEWVERZEIZHIT 5,
3. BIEA - BRERMEERE ORI —ER (HILERLVE CEAEE)
et AT S ERAREREO R 5t
SRE RN 24 111 135
BRI 26 168 194
BME SO RBEREHIK 142) 41 559
EMERSORBHH 202 63 83¥
BIE RSO RBEFIE 53. 8% 24. 4% 28. 4%
BERZOES BEROBEEHSEEN ) = (%)
Bl - EEABRES 34 (11.5) 1451 (0.6) 4.4 2.1
Z 5 EERk 1 (3.8 — 1 (0.5)
FEIR 1@3.8) — 1 (0.5)
BT 1 (3.8) — 1 (0.5)
hif - REREREE - 20 (1.2) 241 (1.0)
ik —_ 1 (0.6) 1 (0.5)
EE (B — 1 (0.6) 1 (0.5)
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