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2 —IVEEf&EE (Alagille syndrome) : # He (RN O
iﬁﬁﬁ@ﬁvomﬁf I D A7 37, BHSL, Ol
B, HRER, HEfR, B CL R ERERE T 5. B
BRIE, 7~10 G ANCITAEHmTH L. HATIE, FH27
7 11 HREAT O 8L CHERE IS S e RIKEET
L LT, JAGIBXUNOTCH2ZHA B ENTWS., 2 b
¥, Notch ¥ 7 FWmERDY H v FEZHEKTHY), &
DY 7 FIVROEE & ARNFEE L OIS 2505
%hfwé.:hif’,%&%@ﬁmwﬁ®%m’
MRS O [ 32 R FEBL L T 5 JAGLIC WAL
&m%u%ﬁtfwéwnanwﬁﬁW#E%T%5b
ERI T AE I > TREINT WS
rNZEZ ¥V a—IY 7 REEATEN Y Y 5 —)
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JZIT 14 FIEEDEMAE (disulfide bond isomerization) :
%otﬁ&Ab%®/ZW74F% ERROTATA v
B O EIBIET 5 B O RIS, MIHORY) TF XL
TIREIL Y AV T 4 NG EYEALEE K DsbC 23 2 O FfEAL
BOUIS % filt i3 % . DsbC I3 SRYEALEEZ OWEELIAMC Y 2V
74 PG ZOW§ 28T ROWEL FHo T s, Y
DI AT 4 FREGHERMLTIE R (RS NIhE, #i
WTTYANT 4 FREEEABERDSDADARD Y AT A4~
MICHEGEZTEAT A2 L TRBEDVET 35, HEAY
D/NEBETIET AN T 4 FHGEAREE - BTEETL D
% PDI (protein disulfide isomerase) 3% A7 4 N D
FALZ RIS 5.
(PR BARTK - B RE)

7Y T%R (Fringe effect) : Notch 3 77 F VAR E % D il
WHF7Y > V&, VA Y FGFDeltahrbDy 7 F V&
gL, oY A Y K51 Serrate 7 B D ¥ 77 F )V % P
T5H., Thze7) v IR ENESR. NotchZZ A, #i
HHC LR BAER T (EGF) Bk N A A ¥ O D & UHEE %
AL, COWBPTYN Y FEMEERT . TV IEIC
BWT, 7Y rVId, NotchZHEKDEGFFF A4 ¥ Eo
OB 7 2 —Z (Fue) BRFEIZ, N-THF VTV aH 3
v (GIeNAc) #AHII$ 4. GleNAc-Fuc — B CTIsfili & 7z
NotchZ#ARD, V) 4~ FDelta~DFEEMEIEE < 7 525,
)4 K Serrate NDFES I RIGT A D, 71 ¥
TRNFRIE Notch Z 25K & ) 7~ B & OFUFIME 0 i g5 12k 1]
T5HIEDPRENTWESD, GleNAc-Fuec B H AR D B
% &, ZONTREEOFFMIIMH L 2IZEN TV RN,
(TN ¥ a— I 7 REEGHENEL v 5 —)

RUURIVE M (polyhormonal cells) © i 1 57 5
BRI MRS BT AR Meo 2 & & T 210
bﬁofw SR OEA R E B, 3, WESEERIE
4/10/,7Wﬁ:/,/7%l9%/%ﬁ@$0
TW%/%@ﬂ%ﬁmﬁﬁé.:@%%@Eﬁ&{yxv
VoRE R R ARSI ML L v, RIS, 4 YR v
%7»%:/&&@$%ﬁﬁ%ktf [ 2 RER 3 5 N
AL AL L T AT 4. S oIz
WA EWIEN S, Zietkifilr s/l o4 v R
EERRAS R ) FVE U TH B L SN TE
0, IEWRAMIIC R SR WERED - 72 Ikill, TOX
) RIVE VBRI, Pdx1 Btk Nkx6.1 BP0 g 12 dr sk
3% Ngn3 B PE N i i BRI 2 #EfH L Cofb5 % 28, A
YAV HUMEGTERIE I, Pdx1 B PE Nkx6.1 By MERIIE I H
K9 B Ngn3 ML ZEH L THOND Z DD o T
&/, ZORDBEERNT L ETIER &ﬂﬂ% 25k
TSNS, (KER—IF HTRRE - AEaET)

xS 2-7oF x> (TA) ¥ AT L (toxin-antitoxin
system) : JL3E L 72 EE T 2L O LEEIT L XLV (¥
VR T FNFT Y (¥ T H D WIERNA)
Lo TR SN2 2=y T, BEIEMREB L OIS
AONL. WHOGE, TyF R UVRMNRFY VO3
H B\ VIIHERE B L T 578, MBS0 2 LE oK R
TYF MRV TEHE MR UOEMNALT B, WG
L7z M F 2 VE % HE LY &I & - TEAIEZ 5
FRIT. PRI VI TEORMITELY, FIR - H
B ATP AR - MIBEES W Z LET 5 O M 5 Tn
5. TAY AT LAOEHBERIT - FICHHETE RV, 7
T A I FOLZERE: - SRDNAIZH T HB58 - A~ L A
ST DL - N4 F 7 4 VATBEEEANDEFG AN &
nTwns

(FEREHRM  BARTK - B4 GFES)

EPRAHEET RIVX —85F (bioluminescence resonance
energy transfer : BRET): V> 7 25 —¥% V827 (Luc)
L EDOFWEIE MM T 5720109 AV T — %,
EDLOTEBIIH LMEHEINGY 37 E (GFP) & D
HWEIIBE S ELBLR. 745, Luck GFPAIE DD
Tl IZH DB EEIL, LucOEETHANVY 7)) VR
$e5-9% EBRETAWEZ ), GFPAYGE B 5. BRET%
FRT 2L, Oy X0 E Luck DRLG Y ¥ 378
?é) I—FDY IR B % GFP L DRlG 5 » 87 B ﬂ‘%;
XD, FUNIH ﬁ@ﬁﬁﬁ%%GH@mt%MtL
Tﬁﬁ?é ENRTED. 72, HLHWOY V37 E
HEE 2Ll wa%,tkiw,%®ny7E®N$%
fiZLuc %, CARUGMICGFP & FEOME Y /87 B &
$AHZETBRETIZE DT 22 E3T& 5.
(e JUREE - 38)
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