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B8Y: 15 Pax3(pairedbox3)Fl Cx43(connexind3)FE [KTE 4SS
R EL45 7 (Hirschsprungs disease, HD)FFZE25 Kz TR A=
X, Z3H7F HD 5 Pax3 fil Cx43 R AHFHIRKEK.

T334 W B e R S BN, (RT-PCR)FIER YL
S 2 5 (SSCP) 5 EER N Pax3 Fll Cx43 FEK 27451
mRNAZIETHN.

458 TEH A38Ki7E AL DN A A& BICx43 SSCP
SEVKS, U 3 B1(7.9%) 3L Pax3 PCR 7= 4%
S VKT, HD38 BiZE AL 17 61(44.7%) B3 Pax3
PCR P4 s 5 1kalns , 11 61(28.9%) P Cx43 PCR
PR PREEIRE T AIRT . HD 25 B A R 349 F Pax3 2L [A
mRNARIRIR, 228 BATEAIY R B E A4 Pax3
mRNA F#ik, RIKRDHIH92.1%, 86.8% Hl 76.3%
(meantSD=1.63%0.37; 1.42%0.41H11.25%0.17); T \E& N
A2 H Pax3 mRNATCEIE, A FEZER(1R<0.05). Cx43
FEmRNATEZZE B BATEA E ARG, kR
41 23.7% Fl 18.4%(mean*SD=0.62%0.11 F1 0.51%0.07); i
VikB B AR D Cx43 AIERIK, FIEE KA 55.3%
(meantSD=1.37+0.19). 3844 IF# A\ B B L5 145)
Cx43 mRNA FHP:# L.

7538 HDZAZ U Pax3FICx43 HL K98 K ik Bems nl g &
HD & E Y], Pax3 FICx43 5845 0] e ik i A BAEs
BREE, AL TS INAITES, M SEHD B9 %A

S, WEH, THM, &5, L RAMB5ER Pax3 F Cx43 EREZEI LKA,
R A EILAYE 2004;12(9):2254-2256
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e RIEE 25 W7 (Hirschsprungs disease, HD)J& Z G ERE
W, e A LA A B el W RN 22—, &R
HRYY1/5 000, fEIRIG A AR, iR T A e
A= TE A AS o v 20 2 A0 o R % o A R - )
VERL . FERETEIIEE T, Pax3 (pairedbox3) EHEIE K &

A LTS AT . A MU M EIRERE N
FEEERE T, B SRNFREAX R R Z —, A
EERLEFM. Al BEEE 1 Cx43(connexind3) & —FP 3=
BRI SR, E—IEEE, cx ZFEP
FRREEMGET . 4E T k. AR 4
WA PR T SO A T A Y A & T B
K Z. AT AR 2878 FImRNA FE3524 2R GTHD Pax3
1 Cxd3 FEH SFE TR T

1 #MRRGEE

1.1 #4# HD38 FIZHZHL H 1999-2003 4= F AR UIBRE 4
Ji& 30 min NRAEARA. 5B 27 B, 2 11 B, Fe R TR
AU B IR AR B L BT BN Sk BeAR AR, 38 44 IE WY
Xt HFEER B B A B8, MR AT -76 CukFaH.
JFH Trizol Total RNA(ZE [E GIBCOWEBUR A M RNA, 2520
of L BN HEE I L Uk RS M O EE T, IAE Azso/Azso,
WiE RNA WREERIZERE, 47 1.75-2.0.

1.2 ik 1620 UL 3G R R T, &4 B RNAL He,
0.5 mmol/LL dNTPs, 2.2 Hmol/L oligo(dT)15, 3 mmol/L
MeCla, 1.5 MU/L RNasin, 15 MU/L M=MLVRT B #
#M3E DD H0 ZERFR 20 UL, 465 C1 min, 30-65 C
30 min, 60 C30min, 98 C5min, 5 'C5 min &% ¢cDNA.
I PR IR Primer 5.0 iR, Pax3-F 5’ —CAA
CCA CAT CCG CCA CAA-3’, Pax3-R 5’ -GCT TAC
CTC GCT CGC TCA-3", R B 437 bp; Cx43-F
5’ —TTC AAG GGC GTT AAG GAT-3", Cx43-R5° -
CCA GGA GGA GAC ATA GGC-3", A BB 158 bp;
B-actin-F 5° —=GAT TGC CTC AGG ACA TTT CTG-
37, B-actin—-R 5’ -GAT TGC TCA GGA CAT TTC TG-
37, RELKIE 690 bp. DISPRAFE A cDNA B,
B-actin ZEF NN Z M, X} Pax3 fl Cx43 KX mRNA i
TR 25 ML R BARFH, fINA DNA /=473 UL,
10 x PCR Z&¥% 2.5 UL, 8 mmol/L dNTPs, 15 Hmol/L
A4 Pax3 il Cx43 il B-actin 514, Taq DNA R4 3 U,
Pax3, Cx43, B-actin PCR 4514 94 'C3 min (94 C40 s,
56 C1 min, 72 'C1 min)351G3F, 72 C7 min. Fiig/=4
10 ML 2820 o/L RS HEEERCHIK, 5 o/ LIRS BERLYY
@10 min f5, BERNBEARMASZAMIAR. £1D
KODAK EUR A HT 4 IS 7 Pax3, Cx43 il B-
actin Z£[Al RT-PCR ¥ ¥ AE S 1, 2), B
A Pax3 mRNAMINT FIATRE: Pax3/B-actind® FE 2 H:
ih Y Cx43 mRNAMIXS IR IR Cx43/B-actinif E 2 .
125 UL U WARZE A1, fiA eDNA F=#) 3 UL, 10 x PCR
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#F1 HDBEHE Pax3 F1 Cx43 mRNA Fik(meanxSD)

FH 1 25 WL A{E P 2(%)

& B

Pax3 Cx43 Pax3 Cx43 Pax3 Cx43
EH NS B 0 0 0.23+0.09 0.30%0.17 0 0
AR B 35 9 1.63%0.37 0.62%0.11 92.1 23.7
BATE 33 7 1.4240.41 0.51%0.07 86.8 184
¥k 29 21 1.25+0.17 1.37+0.19 76.3 553
SR 2.5 UL, 8 mmol/L ANTPs, Taq DNA BB&H§2 U, 2 &SR

15 Mmol/L 4 Pax3 il Cx43, PCR /5 iR RT-PCR
P30 PCR kAT SSCP 4RGS0 I PCR 724
10 UL, fi0A B BER AR IER 10 UL, 96 CAEYE 10 min,
kB HIST B FAE, 80 o/ PAG, 300V Hiyk 4 h, #E
AR EHAIE(E 3, 4).

AT BRDIE £ AREZE (meantSD)FRR,
20 [|] 22 57 FLBCR A BE T B 3K 1 Excel #EATHCXN £ 46
%, "P<0.05 hEFEGITEE L.

M 1 2 3 4 5 6 7 8

g
690 bp
495 b, 439 bp
341 bp
210 bp

1 HD Pax3 RT-PCR /=% BB #E S B 3k. M: fx174—Hinc II; 1, 2:
THEBHER, 3 4. EXR, 5, 6: B17H, 7, 8 I K&,

M 1 2 3 4 5 6 7 8

1057 b

770 bp 690 bp
341 b
5106y 439 bp

2 HD Cx43 RT-PCR /=4 Iz fs#E 2% B 3k. M: fx174—Hinc Il ; 1, 2:
TEBER, 3,4 =R, 5, 6: B1TH; 7, 8 ¥ k.

3 HD Pax3 #HE$R%: SSCP #M7. 1,5, 9: EHIFEER; 2,6, 10: =EEE;
3,7, 11: %4768, 4,8, 12: 75K ER; (2, 3,6, 7, 10, 12 W3 % B 59k EhT5).

1 2 3 4 5 6 7 8 9 10 11 12

R — ....‘rqiq.t",l
IR KRN N f &

P - >

farlk

B4 HD Cx43 HE 4R L SSCP 447. 1, 5, 9: IEFIFEER; 2,6, 10 =2
B3, 7,11 Bi7E 4,8 12: 75K, (1,2,4,5,7,8 9 12REHERE
FRENE).

2.1 HD £8.4% % Pax3 #2 Cx43mRNA %% [l B-actin {/E
WS, EBUEZEE. BBy kB E A4+
Pax3 mRNA EEA(& 1, £ 1): Dl B-actin fENZE,
KRB Cxd3 FRIE2E B . BATERI EH A IRk, e
PikBimE AL Cx43 BmRIB (& 2, £ 1). 38 HiliE
) B 7 B R 2 P G 145 Pax3 1 Cx43mRNA FREEZEX
HA B EFHEEFCP<0.05).

2.2 HD # % ¥ Pax3 = Cx43 SSCP % # HD38 {474
A B Pax3 SSCP HBE T M 1k s (1K 3)44.7%:;
Cx43 SSCP 54 S UKk 2lis (B 4)28.9%; 1E% 38 Bl
St HEZHZH i DNA K& P Cx43 SSCP Sk sy, mife
H 3 16)(7.9%)H B Pax3 PCR 7= P2kt S vk sy

3 e
Pax3 B —REE W FRER T, ERGLEE/RF
YA LURER B R e b B BB REIEA . Pax3 48
g, A AR ) HR AR A 2R B S 2 AR B AT AR
FIRBY, BERREESEY. Cx43 BS5MEEMNA
BIE R VI ZE LR 78 7.5 d i/NR ARG
RIFF IR ERIR, Cxd3 JE R Feik ok Cx43 JEH fl R fR 1
ARAG A2 BB IR 25 A A B T Pax3 253 [ 1
FEIA EAT A B A AR E, BRI B A s
i, TEANME b AR FR 0 R, T 7E L Ak i 4
HREEIR AN

HD 2 —Fh i WA R , SRt G R Z R s
HEZEATEFMNEE R, Bt EEA N 22 4n i Ja ik
PN 2 B R AL . AW &3 Pax3 5 HD 9 &4
BEBEINNRR, A5 TN Pax3 2K mRNA 7E5228
Bt BAT BRI SR BB ARG R 3 92.1% | 86.8%
176.3%; B .5 F IE 5 B is 141 P<0.05). iXFhik
22 SETEk B [ — 88 M AR A ROE 5 I
TN ORI, Pax3 LK AT RE
M ERGE AT, METHRAEE A%, SFEHDM
JRHZ —. AREEFRAUESE, 7F HD A 24 LA
1 A Pax3 FE R R AR , R AFFUBRAS H il SSCP A BR S 1
ksl A, B SR —X BEhR A AR R ks , R TE
HD H Pax3 JE R 58 A8 24 A 1. T 1E 85 % R R B A
/b Pax3 SSCP S # UKk sl i) G2 H AR R 5 i,
e i — 2Pk 5.

HETIAA , 48 H (Connexin, Cx)REH 21l
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ALK . Cx43 2 —Fh EE MR EZE A,
HFR T SEMERN R AR K. IERMNREY, £
PRI R ER A Cx43 FRIETRE, Cx43 BRI I
SR A 25 IR A f ™ YRR RGBS R G AR ST
Rk B BN FBING, KIS GG
11, MIRAFramiEnsg e, tMeS5EKEEEAT
Y A2 {5 B A A Maass er al ™V & BICx43T0 L 5878
Al 1 R BRI EG, i A iEt . e K
AR T 2. Bronner—Fraser er al WLES T 4 Z5 185 41 ity
IR R T AN B, R B (A R B e AR 4
BL T IR AE TR , AT O &8 4 FA (neural
tube defects, NTDS)[g]E/‘JﬁﬁE. Huang et al""R 18 , vy
Cx43cDNA A R A Cx43mRNA Rk TR,
AR S, Y Cx43 FER AN IE A TS 8 T
R, TAT-BIRITARIGN, 7R Cx43 HPH F 2@ 4 i
R A, WA RIE A R TR A K. AR

HZAEL, Cx43 7ed sk BmE i #i5(55.3%), TE
PASE RIS TR B IR TR(23.7% , 18.4%). H1F
Pax3 EIFFERE , Cx43 REEMFEE, FRATIAH Cx43 7]
fEJ2 Pax3 UM RB T, HD Al #lH] Cx43 193RI,
BN Cxd3 FERI G S ARG =, fF Cxd3 IRk, i
AAEBREFEECEL, MM & 4 HD. Cx43 7€ HD 7454140
HR I SSCP R vkt [RIA s Cxd3 BRI A5
ARG VER). ST HD 1R AL K iR it 2 B A
TR, Pax3 Al Cxd3 TEHILIE AN NI A B o
AT EE, Pax3 Al Cx43 FEACE B W AT 5]
@ HD, HALHATEeA: 4T AAHENS S5 K
5 SR SR FER A BEE . Pax3 Fll Cx43 HE[FI 9878 5 HD
B HE e BRI 5 e R R AR B DL S e

VIRCRARFIRABIIE.
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i
B89: M SARS FBFEFRHAT. B, 0. iR
B E MO E P HTIA SSARSHAEHI K R,

T37A: BUS AL 100 /L 2P )G Bl , SR EatiE
FZANE, WEEAMIRAS; SR RT-PCR R f@ Ao Mrdds

AREREREF A2 KRl SARS 5 L
ARG ML P A SE5:.

R Sy SARS BE PR, B 0. Bli%AL
3B B EANR A R R, AR A AR SR A
RNA A5 538 5 S XAIN XA DNA F B, 48
DNA FA T RBIAA S XAIN KA HIBRENY 5
GenBank | ) SARS AR 5% KIS FF A58 2 —8,
AUSZER R BT 04y SARS FRE WU IS 48 TR,
W E 45T, FE R PRI TR AL i8] B B 5 S
.





