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The development of animal models for Hirschsprung disease

carrying mutations of the endothelin receptor type B gene
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CARREMREOBERVHEEREICKYAXEEXRERE
(Hirschsprung disease, HSCR) MRET H EAHMoh TN,
Aganglionosis(AG) 5 v FIZERNTHRREINIZHSCRETILEM T .E
BI-HBARHMUZERITHEHRELBENARHRBICLIZEXNE
RUBHREZEL. SHIBHETICLARTT S, RAZIY Kt
VoLt T2—84TFB (Ednrb) BIZF Dsplice donor sitex &L
301 bpORKER (Ednrb’) ICEB2FHBRETRETHS. AGS v b+
Fo/A—XFan0=—0r-HRIEFMEFIZEFTAETH- =, *
CTE—ETIEET AganglionosisS vy FDEXFRIEZTITL. AGH
(AG Hokkaido)-Fdnrbr'#®3L L1=, 1. ALY B—XFKao=
—Thot=Edrt'EREHT Hlong-EvansES v FDEZ RIS
7Ly, LEH (Long-Evans Hokkaido)-£dnrb®/ %831 L 1=, EICAGT v

b& Y Ednrb BIZFREEFI4S Y MZBALKaY 1= vw s %R
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F344-Fdnrt’' £ L 1=, ChoIR|MEZAVEXRGHE & BEE(C X
TEHRBFNEROEEZHANLIZFOS v FEEEWHETRA
BECEVARONT, AGH-Fdnrb ' &+ EIE T, F344-Ldnrb®'1F
60D Z w FAEKERESTRIBETH o=, COHERLY.E
BENERICE > TREbREFERDATIIHBEARH OXRIA
FRCIGVIENTEREINE, BIC, BERBRINICEIYENZ
HALAZERIRFEETICAVWTHAEREOEXRMBBTHS O N
HE L, ChODERNSEdnrERS Y FIZTEBWT, BEME
HERNBOMRICERGSIERBREFNMEALTLS I EMNTRS
hiz. BEZETIE. AGHEFMMRFKICELWTEXERENDEEEDO R
MEAHLS D, BHBEFERET S0, HRHES Y +O
FP2RE@EEZ2EHL. ARTORBEEZENHELLT
quantitative trait locus (ATL) @& T o7, ATLEFTDOHKER. B
22 BARLEDTA IV BYTSA4 b —h—D2Wit50EEICHEFQATL
RgHEhf, TOMEIZIEEL CHSCROREBRIZEFND—DOTH S
glial cell line-derived neurotrophic factor (GONF)EIZFEMN
FELTWA I &ML, NEDREBRNTIREIN, E=ZETIIA
CL EdnrbRIGFERZHT HIFITOXDHSCREFILEME L TD
EREORIZ{To1-. BREEGIVANEAXRRIESAT
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JFI/MsT 2 REEC KL LanrbBBFICER (Bl4r rOv~ADL b
ARV UDEAER., Ednrb’) #H L. EdnrbD#BRBHAIETT 5 C
EIS&k > TpiebaldHEZET HLODEHEERBRHTOREIT AW E
ShTW=, LAL. JFIDBE®ZHE £acetylcholinesterase
(AChE) =RV FRBIZESDTHRRIEZ A, KIETHERHM
DEENARBICBEV EAALMIZHE o=, BIZ, NADPHS PR 5 —
EAR—ILTOY FRBICTHERBEOR (BE) EHARLE S,
JRI KRB DR &BEMHTIAY FA—LTIR LY L HEEICED
LTWA I ENALIhELG STz, ChOoDEEMS, FITHRTIE
EdnrbBIEFORBREOETICLYBEARGTAROREES IR
STVHIENTEEN JFITIRELELHSCROBMEFILELT
FRATHAICENTHEIN, LEOBENSEHETHIIL 3
REDLEdnrr " ERS Y P RUVIFITHRIZHSCRIZH L TH L LR

FIRUTEZLIFRAAIMETLLLTHHE SN S,

— 656 —



B
BB B B

@
e = =
R
S

>
2
2
8 m oo

ol

F AL G S

The development of animal models for Hirschsprung disease
carrying mutations of the endothelin receptor type B gene
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PR HIRE OFE R UM R FIZ LV e RMEE KFEIBE (Hirschsprung disease, HSCR)
NRIETDHZ LML TVW5, Aganglionosis (AG) T v MIEWN TR X417 HSCR &5
NVEN T, BRI G2 R T HAHE & BEMHREIRBIZ L AER BRI
FEZZ2 L., A% 3 BRECICEfIR T, R FEY v 7% —% 47 B
(Ednrb) BIFORKER (Ednrb®)) WEAHBETERETHD, AG 7y Mz u—X |
O U= —D DBEFHRTICIIRME Thofr, £ CHREFIET AC T v FOEXR
FZib&1TV . AGH (AG Hokkaido)—Ednrb* ML L7-, 7=, RIL 7 u—X Kapg=—7
Ednrb B R % %H 4 % LongEvans 27 v b DiERXRFRZIL LTV, LEH (Long-Evans
Hokkaido) ~Ednrb™ 2R3 L1z, BIZAG T v LY Ednrb BIETFEE% F344 T v MIHEA
Licaryz=v 7% F344-Ednrb” HHISL Uiz, T D 3 B2 VB XFEIRE & #HEic
45 BEFHEBROEBL TN, 3 BTHDOT v MIBE RS /RBREIEVNRD
N7z, AGH-Ednrb™ 238 bH EAEC. #5V T LEH-Ednrb®, % LT F344-Ednrb™ 338 H8REET
Holz, ZORELY, BEFNERICL - Tt Edirh BEFEROL CIIBESHRED
REZRZ IRV EHNRBIN, BiZ, BEMBRISC L VBEAZHBIL-ER, 3
REETIBWTRBEOEREHECHAZ ENHALE, TNODREEND Ednrb
ERZ v MTRBWT, BEMEE & NEOERICIIEZ2EREBEFIMMEHL WS Z &
BRIz,

WIZHRFEE L. AGH & F34 ZRRICBWVWTEREBEOCEEEICREERH D &b,
TOEMBIETFEEET D720, MRHKEZ v bO F2 BEEZEHL, SERHOKEBREESL
BRE & LT quantitative trait locus (QTL) fEATZ 1T -7z, QTL fEATDOAER, &2 Y
iR tD<wA 7 aYT T A he—h—DIMits DIBIZHE L QIL MR 7=, = DOfhiE
121X [E U < HSCR DR FBIEFD—>TdH 5 glial cell line-derived neurotrophic factor
(GdnH) BIEFENPFEELTWDB I 0D, Gdnf & OEBRNBTRINT,

FIZRBEFIIFR UL Ednrb BRFEREZETD JFI v~V ADOHSCR ETLEME LTO
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Ednrb BI5FICEREH L., Edorb DREBREMETT 52 212k 5T piebald HEZ B+
5 b DOBEMREIMOBREIIRNE STV, Lz, JFl OFEEEESs 7 EF L a
VT RTF I —EHR— =20 MREIZL > TR L 2 A, KB CHRBHEDEENE
BIZENWZ EBBALNITR o7, FiZ, NDPH P75 —P e o ufa iz Tk
MR DY (BE) # T2 L 25, JF1 KRB L B TIy ho—L<w v R|2H
NEBEIEO L TWAZEBHALNE o, TNODOREENS., JF1 = A TiY Edarb
BEFOREFBOBTIZL Y BEAREMMOZERENEE TVB I LSRR S,
JF1v T RAE L/ HSCR DEMET LV E LCTERTHD Z L3RR AN, L EDOREENS
ABFFETRISL L7z 3 /LD Ednrb ' FER S » MR JFL = % AL HSCR 123 L T8 LW A B,
ERETZOIFHEABYTT A TH L Z BRI,

P — BRI RRITREL OB BN TH LKA 525 b0 L ¥ S,
LoT, FEE—FIL. EEMIHRTRHE, ¥ BEROEERIOL. EEAEA
HRMELTRRRESE 6 2OBREC L BABER O > M8 T OBEES I A L 3
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