55 8 45 2 ] P SRR & Vol. 8 No.2
2006 44 H Chin J Contemp Pediatr Apr. 2006
LRIk -
Cajal [] J5ig 40 15 V5 W & Jy 2
ML B®E EER TR
(FWEEXRFWEEHERILHE, B B2 710038)
[FE#SES] R59 [ XEitRiIRE] A [XXZE4HS] 1008 -8830(2006)02 —0164 - 05

Cajal [H] 5 ZH M (interstitial cells of cajal, ICC)
JE VT PET Bl 2 5177 5K Cajal (1893 41 ) fie i k)
IR, AR, R c-kit SEELH AL B RAR M
X c-kit 28748 W/ WV /N LS5 S AR I 5, AT
X ICC (A =2 25 G540 R B 40 A= BRI fE
LIRS A T AR, JUHE ICC 12 H
Bl IR H A U e HERT R B A FRAL I A9 BT
2 B i ah 19508 KR BLE B 48 R PR T E Y
A

1 ICC W4 ZEFNLH A F A4S

1.1 4%

Thuneberg ( 1995 4F ) ¥4 1CC FF 75 097 & 43 K
4 25 . O WM ICC ( myenteric plexus ICC,IC-MY) ,
fLT B EHE N ST S A TILZ
@I N M ICC ( submuscular plexus ICC, IC-SM) 1}
THRE NN, 25010 T 45 @WNLZ 1CC
(deep muscular plexus ICC,IC-DMP) , {37 F-¥ L PN 1
JREINRIZZI], 25340 T/ s @ LA 1CC (intra-
muscular ICC,IC-IM) , {; TR BE THHAN.H
& VER B S mEE A5 AL TSI, AT 4y
NELZ ICC (IC-CM) |, 37 T LANE Z N F L
JZ ICC(IC-ILM) , A FHNUZ A o
1.2 EEEFR

AR 1ICC YIE S G5 A TE 22 57, (A A Se i
fERILREY, 1CC FE AR TEIHALIE B &AM
SRz, SRR s R IR, A 2 ~5 KK
G, L UM 2%, HL 28 5 - 1 LA i O R % D05
[N SN i i O 9 O iR S T S DS % A NN
TE PN JBE 1) 35 TET DA J5 D90 R B AR, i R R B
RAf, KR a2 FAn L2z, B H L2 5 A T g
ANMT, RS S R RN AT W 1CC 2 R (ICC 5 °F

[ Wk H 18112005 - 05 - 01 5 [ &[] H18 12005 ~ 11 - 10

LR EIA  AMAIL, B B LB S . 3807 N LS B 15
- 164 -

1B L4 M (smooth mucle cell, SMC) [R] r] U, 4% B 1% 4%
(gap junction) ,
1.3 $%RMYREY

ICC FYFEPE k=0 e-kit 1 (— o 2 ) 9K 2
P AZ AR U R ) X ICC RV R B 54k
R e-kit 3 1 45 H KSR e U 4 g 14
T-(stem cell factor, SCF) 254, 7ot — &R 4| A 1)
AE, Hoh fe N T E A 2 SCF/kit 5 5153 R G IR E
& 1CC bRy fimiz s[RI c-kit {55 X% AR s ) 1CC
RAR K LER W AR 2, JF HX 5 718 018
PRI BB AT B2 B ICC W 4% BRI S 8O
HREMFE

I c-kit B R H i 1CC B R S5 P bR & .
HlFT e-kit YA T e BEPEAR IRA SCAI ML, H. c-kit
POARTE T ALE A bRIC ICC RAE 4N ME , AT HA 42

(S iUERR S E
2 ICC #yThae

I AAE R SE IR 5T R 1CC Y = 2T R
B i 1 WL R A0, A 7= A A= PR i, IF
PR LTS B9, DI 6 B W 3 1 0 L1 e 4
G s @R B AR LR AE A R A AE A
PR AL A T QFA  an s e iy AR K B R
£
2.1 ICC 25 i 8 AN 18 i FE i 1 A2 % 41 Fa Fn
i Elii2)

K FHPUR BLEEX L o-kit 2 (15250, 4 H P Al o-
kit AP AAR AR A A SRR, B c-kit g i
PEVE R, B 0 WS sh AR A R IE s . B F B LA
WG ICC f£7E , A 12 I A7 AE I L% I AT At ICC
Bellier 22 %t PRM/AIf 3558 Z /N GUB IR ST % FH
B IE 1CC 4 e B B 4 1% 3h K 12 i At
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I AR R, PR R TE A3 8
iRy 1CC g s34 19 ARG L DU A 1 e 254 1k
B, SEARALUCF BN MBI — B AT R #i
BRI ICC J& TRl %y 40, A B R M Al
30, i B AL -80 mV ~ =70 mV, Wi
JULEH B BE 25 5 1 %

ICC j 18 g 1) 15 1~ BL k. H AR 98 1CC
AL LA LR LA A7) O/ 438 43 1
R R EAL 5 R AL R T m . AR
3 AT DA AT 5 R 7 v R T R o 00 A B 25 A A e
R s A VR AT LLGE i #5477 BAPTA-AM #E
R0 D PN S B - R AT AR, 10 B S A S e
T P, A P Y 555 2 B s Pl T 7 A 1Y . 10 IE
AT REALAE B A B0y : — &l Al T-RY Ca®* 3@l , ;=
— /N FRSEVE R A ) HL I 8 TCC R 2 4
UEEIME . BLARBIME Ca® ML, A5 L AR b 1f)
ML EAT Se 48, A 7 AR OE BB BR AR SO0 . R
ICC L H AR A LY Ca® " S TE, 7= A P i) H
VAR 1CC Bibi ik B il & 18 k™ . @5 2 3%y
SRV PERERR SR 1Y Btk . %R 43 AT AR 40 i
AMIR SRS B -0 9 5808 38 3 BELA R DIDS i
i, FE XA B Ca® " G Y C1 38 T8 T i
M, G—Fh Ca® " fHUER Y L AR AP K 50 385 0 fi
18 S R R B A

54 FUIM A Ca® " BRI 32 7k 3 AT LI
=W R 3 4k (IP3R) " fil Raynodine 5% {4 3 7
(RyR3) "4,

AN, A BF 58k R ether-a-go-go-related
(ERG) K™ i rl fE2 1CC #f SR LA S ™ A Ay
VR e B PR Bl . 75 AZE, —Fl SCNSA %
T BT TR A HE 25 A AN 2 3838 (NaV1. 5) 7E12 i 1
EFHARTTBERR R . Strege %P UR I H B ARBF
FU KB 1CC 4MIA7 78 Na ™ i, IXHURLAE - S5myv i
PP TR - 30my J2 Ik B AR, [/ i % Na ™ Ji fE 8
PO T30 , A R i 8 ) U AL Na ™ i 18 7 B
1 ICC =l iz sh h R — e ER.

2.2 ICC5BMERGHXR

gt 42 2 5t (enteric nervous system, ENS) & &
J B N — A SE R (1 BE N A28 R T, S A T T AL T
B W R MR RS . HRTIAY , B
P 2838 o R — AL A (NO) i A8 5 P4 s Ik
(VIP) | gy P 228 38 JoT 32 55 2 £ Tk JIEL R pf 282 380
JIR(NK) .

WFSEUESE , 1CC 5 i 38 #2870 Z [A) A7 15 B8 2 R
R, ZH5MAESEE, SR A g 6 p 5ot

FERIN,ICC 52 Bz fh, Horp 46 2%
PERMHI R 25 T8, Tbba Manneschi 25 #F 5% %k 30
B RS 52 1CC 5Pl R4 A PRl 2T R
% HATAM EZA NO, VIP, P Yy K UG8 RE i 28
JGA ., 1CC 5 VIP #hs ot 2 5%, Han i e - %
A VIP, F1 VIP, Z1&, B il NO {55 nl i@t
ICC 528, BLEER] ICC A NO Z{k,ICC RE A K
NO Xt 0B 4 28 38 S5 A9V A TR . e
KL IEFL Y ICC A7 7E M8 IR NK, 521K,
KB T 487 F Il ig 1CC b AE4E PR 253801k NK, %
A, L P ¥ PE HL 5 1CC B UIHI G o c-
kit FFE AR W/ WY N, R ICC 5Esh &
TR i e F2 AR AR FAHIC, SF- 3 LT JIEL Bk F38 4o 28 1)
RO . HETICC [t & BRI M, , M, 21K, 3%
W] 1CC £ L IR B 5 1% i rh ke B AR T

WFFE R & B ICC 5557 T LAY 22 k. 3 5 %%
PR T I ] REAEAE M 0T (R S 2 ICC G BER T
- WLAR L A . Ward 2511 %% B ICC 557 3 AL
N2 2Z [AIAYRIEE A A 20 nm 2247, /N T4 0
WUPR Z [8] 4 B, -3 4o 5 Ml 7 S RS R K 1) 5
W, W/WY NREE N E B NN 1CC 1 &
B, BN 1CC WK A Bl iz o 28 00 1 245 8
A R85, B ST LA P 1 R R 0 K BE i 42
1 I R b . BTt KSR SR
o1 22336 S5 1 B 0 e SP-8 ULA M X MR 336 5 ) S5 7
PEASEEA ST . ) c-kit FUARS 58 A4 K B 1CC,
RBP4 22 4% 3o A (R0 i PR L2 0, 7
ERHIIIIE R . UL B EIISHR ICC R &5 AL
W EZE A

F UL AT UL, 32 ) #2556 1CC Fil SMC 2] B —
ANTIRE A, i ENS BEipp 4 i 5 1CC £k 152
G5 G BT S B AT T 2 PE SO ) M S
HLAT, f SMC R fb sl M A Ak , 7™ AR 24 A s 1 o
I o

3 ICC 5BmBmash &R

3.1 ICC 5&88&%R
3.1.1 § &% B& (gastroesophageal reflux, GER)
Shafik %' §iEtl 1CC ATRES 5 GER (% J5 iof
e, HH M E UL RE B B4 S & e AN [+)
M5 o
3.1.2 %11 % 7% J (achalasia of cardia, AOC)
2 )L RUR PR Al 2 LR 32 Bl ) e R A
Wi LAHT EZONR 5B T BRI 2 A R 45291
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(LES) PN R il b 28388 T (9 sl /A 5% . {H e e b
FERBBE 1R s G2 E B & LES N 1CC 5 H Bl 2
Pl Bl AN, UG I B N ICC Al /b 1CC Sl
AR AR HE Al T 2%

3.2 ICC 58%%®

3.2.1 ZBL)UREZ M s Ik # (infantile hypertrophic
pyloric stenosis , IHPS) THPS 234 L& DLk
9, A LK 5 DS E  IE R A T ZH ZULZE R
[ 22 A A 5 1Y 1CC IFIE il = 4E M 2%, THPS 22
JLHATT] ICC-MY JLF-fe i, ICC-IM g 35 i >, B J&
HAT JARA Y 1CC L9584t = o HEWT ICC i3/ e
SYEMZE BN, AT B ] ICC ™ 4= NO AL F:4l
VA2 v Sh DI RERRAIR, 1 i ] LS st , S BUR L
Xt

3.2.2 ZL)L4F K M F F 3L (idiopathic gastric perfo-
ration , IGP) Ohshiro 25" % %L J|, IGP 3BT~
HHEBE ICC 522 qnal B 2 /b, I 1CC = &
L)L IGP KR Z—.

3.2.3 K % & (gastroparesis ) B2 5ERN N £
B O IR M BRI TR R PSS . AR IR IE
N 1CC /b s g el 28 T BB S BORE IR B FERERY
JFEH Z—, Ordog %" B 5% & BUME IR A6 /N U 1Ak
B EER ICC iy, LhH 58 i v i I B, Zarate
R BUR R R R 1CC-MY Al ICC-IM %K
B . Forster 4 Xt 14 491 B 08 £ 4 (9 B
PRIPE 4 s ke, 1 AR 1) AT 9 2 81,
Hrr s i85 1CC JLP 584 i 2,9 fil & 1CC %L
AU IEH A 20% , H 1CC s 1 i 5 5 18 i 5=
B AE RO E K H AR 9T ROR 48 A DG, Horvath
A 2 S PR B /N BRUARE TR 1 — 2 F 5 2k PR
By 38 B R By AR A A PR -1 A5 50820, AN 2 8 il
B, BT /INRUE R ICC Bk

3.3 ICC 5/hia%fs

3.3.1 [1&MARM A2 FEL( chronic idiopathic intestinal
pseudo-obstruction , CITP) J2 i 1 UL IR P 295
5 | 1B 32 3 2 RE B AT 5 , R Bk i I KA
BCRFSL A7 AE 04 i A5 BEL AT JC WL A A A BELAIE 9% . Jain
1 s B CIIP JB /N TCC i Bk I 15 068 4 5
23N 1CC sk il g2 CIIP 32 3 A5 9 J5 A
53 4h, Huizinga %54 SL% 1] o8 A {15 8 g A9 HL 22 )L,
/N ICC-DMP A1 ICC-IM ik 4 5 ™ 88 A8 4 | #2758 ICC
RE MR TR L/ NIE s D REZETLA LA
3.3.2 dtfe He % VR B RN IR
Wi %5 W 1CC W] & >, Ohshiro 25" 57 &
B, 2 AR JLIRBEM: /N 45 17 R (necrotizing entero-

colitis, NEC) H % v, I il SCF iz i /b | 1CC ZH 4
o R
3.4 ICC 5%k
3.4.1 26 XM ) 4 ( congenital intestinal atresia,
CIA) SE KA g P B B A LR DL A T A 1 e
& W AR R RS W 4 7 & B R b i B, R
IRy —Ab sk 2 A i AR PR, B R R, 25 Ak
AN WA B B0 H P b 2 2222308, Schoen-
berg ™ WFFE v 5 3L P41 B 3 0 I i o 5 4 771
ICC (k2R o it — 2D A0 5 30 1l Y00 34 B 6 S
TE AR 22 RS2 A n] R 1 U P B BE 1Y) TCC 43 Al
S
3.4.2 &R M E 4 B (Hirschsprung's disease, HD)

HD /N JL o # B B4 i UL PR, 2 9 32 24 R it
FRULRY 175 000, RAEEBFFEUESE, IEH JLE A HD
BILIE® 25 1 1ol i f 4 iy 1ICC-MY Fn ICC-IM =F
M AS I W 1 w2/ b 1CC = 4R 19 265 i
WAL P P Al I M 2 AR b s =, S B0
Wat s A EEshH L s BT . Suzki
AR P e AR ETB(-/-) ] AR B (1 B HD
SNPIEAL) BN R, A S I A L 4 in S H
DIREVE AT RE 2 ICC W 48 i IR , DATTTT {83 iy UL A it
G B W EIZ B kA K L. Piotrows-
ka 45 WFFEIE & B HD BB ALTT R 29 L 1CC ik
PN

FHPTN c-kit MG YOI M & B, TRl 219
20 10 Ji 7 1) JULTR] o 2 A ] T TC.C 4 B i 2>, 346
WL LA 1CC g B 2= g, AU 1 1CC 73
MAEAWIN R, ICC W 48 2 W2 M TFUIRAS .
A1l B B9 sk B A8 B JILIE] 1ICC B Wi 2, 975k
Bl 1CC AR A 5 IE R 45 AR — 80

AR HD Jopf 28795 40 il s 48 1CC %5 &2
=HEM 2 5IE % BB AR, A HD R5Z 1CC k&
/T, MATTIA R T B 09 A% B A OHD SE IR 45
ICC %2 ZAYFIRZ ZAIPIFN, B HD Sy 2 2L K, R
[Fi) 5 DXL 453 40 7T 68 HE BRAS (W] A E IR o A 26 FT BB 52 i)
ICC (R E ;QZNE 1 1CC oA iy X Bl 22 5
3.4.3 B AEiy A & B (slow transit constipation,
STC) STC J2&—Fh LA 45 iz 380 3k I [1] SE < 0 45 i
B 0T B R A [ B AL . H RTIESE & B STC
SR G Y- T WU s | g I S 5 4 1CC 28K
D, H R EE A W ; LAREEH c-kit mRNA
TR e-kit 2 AR IEH I B
3.4.4  #Hp % £ (ulcerative colitis, UC) &
Crohn J% ( Crohn’s disease, CD) AR B
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/N, UC il CD H 35 i BE TCC A [R) R B R 2% ik /b
KA IS CE , AT RS A 2845 5 14 13 & SMC
TIRE , T 5 BN B & 10 iz S R

3.5 EBMR-IEH - HEHREHZEESE
( Megacystis microcolon intestinal hypoperistalsis syn-
drome ,MMIHS) MMIHS & —Fp 5= 0L i A= L
FERMEB , I R R IR B A LS RE M I AR, i i
/b o B in, Piotrowska 255 1R 5% % 1 MMIHS
G ICC-MY il a2 (i AL TE] ## 28 A\ 1CC
IIATIER) , ORI AT BE 2 51 S i 05 2 B 5 1) T2
BRI

3.5 ICC 5HtBIMER

3.5.1 A= 11 A # % 7 (anorectal malformations
ARM) ICC (R AT RE A2 3 B B AT T W P AR
L4k iz gl 0 B 2L i L a] RE E— 20 R 3L
T[] 5

3.5.2  Jz 07 A4 A 2% R 4E (internal anal
sphincter achalasia,TASA) WF5E & B2 TASA &
FHTTTNFE LIRS 1CC %5 BEAS IF 3 AT AR B AR o
3.5.3 J£% (gastroschisis) & 24 n] 5| ™ Y
e ILB W sh SR . K RSB I B
K R IE 1CC K SMC R FIER .

3.5.4 ® R iE X R AP 98 ( gastrointestinal stromal
tumor, GIST) H 1ij Bk 8 2 1Y 0t 5% 1 5 3% )

ICC 5 GIST #4413, GIST A f&;E JE T CD34 "
CD117* ffy 1CCH7-3)

4 ICCHREI=MEE

4.1 ICC Ry R0 Fn4a

c-kit HE 2 A LR B R il ICC 400 1% AT & 1k
PRHEET . AL, Ordog 451 UK i 20 40 MU A 25 &
kit ZEAEHUARFE AR & — TR A R 2 1 1CC 3 A
DT o AH 24 i A N7 3 TG RASHI ' R 3 g e
TR A OC ICC S0 1) 7 ik, i Sr AR R AR 5
/N FLTEE 9 TCC ARSI TF- B G AR 2 W K 455112 i
ICC 575 AH O B W sl 1 s i) S
4.2 ICC MfFsMEFR R THRIFE S5 ICC

KA 1ICC BEFRECIRME , ™ FE 520 1CC (1) ZE it
8o BIL, FEIG A1 S5 i vE FRE ICC, T4k
ICC RAMEFRNIE A 5518, 87 1CC 5L MTRE T
2, B AR Sk 1CC, SRR A 1CC AfF 5T IR
AL RI AR TAEZ — o [FIB L4 3 e fE
1CC BAH IR AT BEI6YT 1CC S M 56 B i sh 1 atis
M RGEAR  RTZ Ik 1 T R4 T IR 1 A 55 17 FH 3

REIFSE
4.3 ICC 5Bz hEmuEREATF

Takaki 25" 4 th , 38 i 25 M # 1i VE HH F 1CC g
N Ca’ " HLIR, AT BRI IGYT 8 W 30 0 B A T R
Cit
4.4 ICC 55

B el ] e R AT 1CC SR Bk M S KB
P E A E W3 1 B B A RO R — . A X
B ke AT E s 1 EALER AR AR £,
(HRZALPR TG RS BOERFIT . H ik Lef U #8 1
SUREA s, FUIl R 1S P AR AR HE— B9

2 TR, i 1CC [BIOR SM10 JB t #
(KBS , 75 T I 30 3 R MR 1 R A R S i R e
AT RER AR EE AR, BEE 1CC A BRIk Ko B
S AR ATIFSE , AT T 5 M 5 g e i o 114
INHAZIRACE AR & o (HELBHAR 287 ICC S8
FASEE B 1 3 1 RS, 37 A8 ROATT A i
A ERTSE
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