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[H #(Purpose)]

BT 2 AT N7 (HSCR @ B RIEDIBEMKEIRE) LR FIE (NB : 2R R Sk OFMEIES) (3B A
BETOMRILE RSO RAERTEICLZER) Thh, LFRMEPRIEERBEIEFERCCHS : AEMmEREEIC L
DI AR A DB L, BRI~ O MEEM I E £ IS 25 H FPHOX2BICEIZ F AR 2R D, AR
PE 2 RIET DHERNEEBE VD, HICT7 LV—AY T MG TERZFOCCHSAHFILHSCR & NB FFFFHAET 5, &
58 TlE, PHOX2B7 L— A7 MR TFER O B AMREIFE A~ O R E Y L. HSCR & NBFRJE O 55 71 o HAE
ZHE¥EL:,

[ J7iE72 & QNS A (Methods/Results) )

= A DPhox2bBEFEEIZ E N DPHOX2B7 v — A7 b ilf=F25 8% gene targeting TR Uz, BR~ U A [LIEH
DI IR A R L, E R TAEERICEE L, TEFAaY 2R T T B REDOFER, KRIGOMIE
SISO KR - D RS v, RRAERENIC R T, ARRRETY A AR ORIRMRAME OB & RETERE RO,
LaL., A THE CICEEFRIEIRD bk ol, ULOMTMOEREHEA LY ATIE, 2l tbe b
F—OMBRICEFEEZETIENHLNE 2T,

IR PHOX2BD B K ORI EAS IR HI R AT 5 2 DB ER LN T D1 DICER~ U A RO 21T > 72,

BB IR TR A TR D AR ATERAINGI, RRGA & B I ~MIABE) L2 s i BRICHRE 2 TR 2, BR<U A
DREFTERAAD L AT E AT 2 BB ME T U, /b & HE T 285 HF CTh DSoxI0DEHA LR EZ L2 L, &
BICER~ U A ORI~ DRAIEN, LB TSox10% R E 5 MIBEH A L, FiE~E R
EENMERE LD Uic, E RIS o T Z 5 Sox 10D BB 23 HEE S, Sox 108 O el AS
ZERBO LT,

LR TIE, MR AR 1 Phox2b & Sox 10D FEHHNENIC & 0 #hik-2'Y 7 OEMRENEZ 508, AR~V
AT Z DBEBET Y Y TISEM ST A2 M (Sox I0BHE) M L Tuie, & BICHIRRISER S b7 B
(Phox2bBHE)IZ 35\ T, SRR AF 31T B L B iR (LIRS FRED R BLANBD LHIAEAR T 25380 i, RN
Ao TR P9 C It Sox 10BN o> TR 72 BTE NS TR® H AL, BRIz e LT/ Y 7 OFlE 23\ iRl
PR SN, Uk BB~ X R OBE R ORI OBEICBO T, B 5Sox 0D RERFEREABH Y |
R ATERAIA DB « SSEDIE T2 5N Y TIBEW LR EN H 5 Z L 3 EmIcBgE S i,

R ATERAR NI X3 B 28 I PHOX2BO 548 % iR L~V TR 5 T2 | BB R OSSR R D BTBRAIAR 2 B = = —
DA =T RVER U 21T o7z, BR<SUZAEEO =2 —n A7 =713, HOENEER OIS NME T Li-, £
7=, Sox10% FEE 4 5 ML 230 L Phox2bBG AR AN L7z, & BITSox10DFEHL A Hefr U 7o BH 22 iR Miia 2
BT, TNLOMERENG, EREPHOX2BIE, RTBRMINL D /LM D#E R & FEE L Sox 10D FEBUMEI OREE I L Y 43
{ERFE G SR ENRBI NI,

25 B PHOX2BD SR BIEME 2 R~ 5 728, Phox2b N RGIEME A filfil 3~ 2 DBHY 1 € — & — L #hiR g i i SR 0 72
Sox10U3= >/~ H—|Z X B luciferase assay % 1T - 7=, BAERPHOX2BIXDBHY 0 & — 4 — % EMAL S & 508, BRAIT
RS HNT, BICHEROEEZEE L, £/, FABPHOX2BIESox10U3T /2 — OF M & Il 9~ 012
L, ZREIEEZ ER ST ERHLMNE o7,

(# #&(Conclusion))

PHOX2BD 7 L— L7 NERIZ X HIREFEDHRIIE b~ U AMTHECRES N TS ZLARENT, KR
< ABRIR TIESox 100 B E /e 58 EH-CHBIEN H 0 | Mik-27 Y T O 7 ) TIEN TR Z » 72, ZRBPHOX2B
B ELRA L U TEHAR OPhox2bDHEREZ MM 5 & & bIT, HIEBEERAE L L TSox100HE % EH S/,
Pl bk 0 ZERAPHOX2BIZ X % Sox 10D R HAIH OREE N B EMRIMEFEORKICH L B2 b,
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FRFRICEBNT, KBHRITAEREROBBIBETHD LAY 2 ATV IH (EREOBEMREGRE) RO
AR IENE (2 RARHR B SR DBEMEIESE) OFIEMTFAZIICEY A, BEERFPHOX2BD 7 L — Ay 7 NEGRTFEER
FFOSRMEPRMEEBTERT (B EMPREEICLZPRAE) BENTRBEZRABRET S LICFAL, v U2
KZOBEFERZEAL CTHEMERORBAEICLBIIRD NI RELER L,

PHOX2BEARFERZEALcv Y AL, £ MERBLERLAERBEREZEL, TEFAVRELTHATH-7=, =
D U ADKBANTE L O FEMFRMITIC LY ZRUPHOX2BIZMEIEILH AR KIS L OCHEESLERETHY |
HRRATE AR O/ LB 2 EE L CHRIELFE L TV AH Z L 2B 6 L,

AHFFE D B A I X Tournal of Clinical Investigation!Z #8# & 41, Michael Gershon (= & > 7 K%:)IZ X % commentary|Z X o
THMRIMEDFIEMFAAICERT 2 EERFETH D BV 207, ULOEFIIEMOBEIET 5L
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