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OBITHZ WA ETDHA RT7A4 L OMELIZBET 28128 (103 &)
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V. SCOPE
1. by a ATV 7RI RO AR K
1) b= ATV TR B O R IRRHY

El===R
a. | 5K

BV 2 ATV TR, mALIRGE O AR E I ALK 9 D R R A & AT S o K aniz L 0,
MBI OIS, MREPEMEE, AN, NE-IEEm, R &R Otk (ERREE) & & -39
BTH D, /NEAEHEEIZ I TS < FRE S AVRREBMER S IRIIEOBRF M TOIL TE 7o, 20 X 5 RRERARCHYE
OBSET, EBCAHREIIZED B2 b 030b 51, by o A7 L 795 &R LT ERSOmA T LA 586 5
WREER DV, DRETIZe LY 2 A7)V 7R E  (Allied Hirschsprung's Disease) & Xi¥nTx7z,
COHBIES L ZHICE ENDRAE, BHROSEL L HICBE LEMFZOM THLERLO—EHIFE S T au,

ZD XD BRBUREEE A, SR 23 FEERA T BE B R A B S ERE MR B IR SEHE [Hirschsprung J%5
BB DOBURTRA & ZWTEEEICRI T 2 04 R T4 AFRR)  (HRFEDE) ICBWTRERAENThI, 5I&kt
VK 24~25 AEFEEA A BRI R B A B A B ATER B IREZE DN S O LR R A EHETER R
FEOBFERREMIC L S — LV AR ITA RT A4 AR (HREE) <, ANESVE, NERTE SR, ATHEAE
ROFMZIZEL Y, FEMES, o8, WL SJEESENRESNZ, ZhE 50T, NEEIh D OFRDEHE
ML ERBOBITH 20 ET D04 BT A > OMESLICBIT 2078 ik 26~28 4 (AR FEE) 2B\t
N a AT TIRSERIR BT A BT A L OIERREITH Z & L 7r otz
b.B LY 2 ATV TR R D E %

By 2 ATV TR O, BRSSO EET DS b b BT IBEHZEIER, BFE IR, Bk
EFR72 ED vV 2 AT L 75 SRl LT EIRSOFT R A R TIRBRE T D,

C.b L o AT TSGR R D4 HE

UTO7THEBZE LY 2 A7)V TFEEGRE L L, FHRE AR TERRE N5 LR EREA D

HE %o & 7213 Ach Yl 381) 2 I E A O JR BT i &2 JL 2 da L 7=,

o WEMRETIINIC R T 2RO D H D
EENAER AR ZVE  (Immaturity of ganglia)
QWG E PR AfE L E (Isolated Hypogaglionosis)
QI EMRIEIE R R HIE (Intestinal Neuronal Dysplasia ; IND)

o BRI C RE 2RO 2N H O (HE Yt £ 7213 AchE Yefh)
@ Kt/ NS & Sl R 42JE  (Megacystis-Microcolon-Intestinal Hypoperistalsis Syndrome ; MMIHS)

GWE S ERBEEAE (Segmental Dilatation of Intestine)
G NLHE# 5 2 iE  (Internal Anal Sphincter Achalasia ; IASA)

TR R MEAYENGEAZE (Chronic Idiopathic Intestinal Pseudo-obstruction ; ClIP)

2) BT o ATV TR B O FI R
Rk 23 AEEE [Hirschsprung FfEiE B OBURGHAE L 2WEMEIZBE T2 014 R 74 1Ek)  (HOEE) (1
BT D FHA THIRE S 7oA E 10 RO T NRERIERRIZ 1T D B LY 2 ATV TR B L OVE
FEIIUTO LBV TH D,
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EAYa AT RS LIRIREIER 2 kIR R HefpR

5

o R ETIH A 2

QURE N AR5 40 Al A S 19 28 28 100%
QN5 E PR T A (D i 114 90 70 780%
QB AR Bl 2L i 17 11 11 100%
o FRRETHIE A G
@RI A NG R R 8 e B 29 19 10 53£
NEE .
O oy FiIREHRAE 35 28 27 96?
@I PR 5 S 6 2 2 100"
DBV S VEAA VLG P % 94 56 56 sgﬁ

3) b a AT TR AR ORI (RET L)
DE vy o AT TitaG R B O R B2 W

APEBREE, MEEEEE, M, MRy, BETRRTe EORGPASEEI-OIR EIEIELE, SR oL R
T TR ERRL U TR LA R TS, ARG AR 0 RV, Z DT ORI RIS, AREBOZ
WHC BB 2 B4, FRCEANE, SLIRHNCR O TR, IEEARE ORISR ZEE P A 72 Lk & BB
KA KT %,

ABERETIE, HERA L ATREBETINE 705 Z N2 L, MBRFARHMENS R R 725 ERE (Isolated
Hypoganglionosis, Immaturity of ganglia) &/NBPASE, B/ = 27 L 7% (Aganglionosis) % #5925
WENRH D,

ZWNEH T 2 E SR ERREIT 7 e —F v — K (¥ 1) (RT3 AFNORIMINDZENEELL,
PWNZIX HE Befaofl, SRz im+ 25 (M 2~4), B4R, FLIRORRAT/ N ORI O H
ELZIE, PTHUC/D FURDVEE, RREORTENTEY, BE 7Y 7HIRROZICEN: & 725 Sox10 Hikls, A
PRARESHIE & R U TR & o8ERINC A T D, Caliber change X W 43 F{AIoO N TALF&ERRES, [MIAGR
SO EJEARR TR OREZ INIEY, REMROE - KE I L BICIER Tho7256, BRI R Chb iR
ﬁ o7 eFral 2T 7 — B AER S IR C O MR AL O KR a0, AHEEHRMEAR DA D

SOOI, BT 2R TRE ST S, Isolated Hypoganglionosis TiX, UIBRIGE OFEA I 1em 4
71 v, [EAFEEIC HuC/D BRI 20 ELLF T, EFE & ik LA ZICED Lfio v, ZHEICERTH S,

Immaturity of ganglia Ti%, A ‘iﬂ%miﬁ% Ex b Zoﬁl BORFIIRDRVIERBTH D120, HKEH

722 W N AP PHERIRH I ARt o, ARG B 3 2 & il 5.

14



1 by o ATV TR B O TR BRSO S R

[ FERALUIRICTRARMBEF ]

—

[ N e ](—[ll\uﬁﬁﬂ)ﬁf!.] Caliber change®Y

miEHRORET #ﬁﬂ@i‘é‘é — fEETERE iEERaEL

Sﬁﬁﬂélﬂi&]

NS i HMEERESEE #EQUERORESRY
by AEERORISER ;%ﬂmia
DD
17 THAHH, ML AchERS 1% \
v
" =
[Hypogangllonosis] mr:::;;:y ot ] [ Hirschsprung$® ]

2 1E%® Auerbach fifEaR 2
$$fx%§ﬂﬂ ué&ﬁﬂd)ﬁﬁ%ﬂ1/7L$$fxﬁkfﬁﬂﬂ%fwu

15



3 MALARZVE (Immaturity of ganglia) Auerbach 7% Rtk
RFITEFRTHY, MREHROEITIER CHLM, NS KRATHD,

E
o
™
&
=

4 R AE (Isolated Hypogaglionosis) ¢ Auerbach %@ fE#hitsg (5H1)
PRI/ S <, phRETIIR SN LA LT D,
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© BENRRREIMII AR RVE (Immaturity of ganglia)

PRS- ER G A Ly ZER%Z 2 L, meconium disease &R L7ZRGE 25, HEERE CILEIE
138/ ME (microcolon 72\ LiZ small colon) L CW5, FARMOBEMILFEIXEMEZ R 2 R0,
FLIRHNCIIBG M L 72 %, EIBRIEAAR Tk AchE BEMEMRRRIE DI ER 72V ET, BT a ATV TR L
MTE D, AN S KO, FrARHICEIGEERDANIEL 70D 2 E13Z0, IHE OREVFRIRERE TlX, BE
PNARRR TR A T 03080 5 23, IR/ VLT LS RATH 5, Fol H TR IT R E LRI E A A3
AlREL 0D, TR, WRETHRE BICRIFRERTH D,

LS

1) B RHSIE

2) JRAEEIFH A < B E TR S 3)
Pz caliber change %32 % EZ2
W v

1) RRRFIIER D S ET D

2) Ei{§2 Ml microcolon & 723 /2 HE OB IMEE R3S
JRESEAIRIT Y (TRt 1) &2) B LLIE1) &3) %)

1) RAGREIAN (K& X2/ EW)

2) FRRETIEL & AT IE R

3) RRIFAYIC AR EI M T D
PRSI O FROMRET 2 WH E L2 9 Z CERWMIAEZ2 IHHD B L <X WL I + ml2 ki
%2 HH 27 b O AR ET e E L 2T 5,

AEFHAE TIE, 2001 4E2 5 2010 4F £ TO 10 4ERIC 28 IO BEENH>T-. 2D 5 H R (R) 2k
7~ LEEZMICE -T2 b DT 15 HITH W 2HEFEL TWD

17



5 AR SR E  (1solated Hypoganglionosis)

: B E AR R B E 1 382 ) & RS 2R G PASEIER & X 7o 3R T, TROARBRARERM
HEEREBTH D, BT 2 ATV TIRO BRI E & IEFIE ORI b2 M OB LTI-mE
1TER) & XA 5 7= IZFE5ETlX, Isolated Hypogaglionosis & %53 5.,

F LA EDREFID EfERT O 701z, NLALM () &P OBRREOEHZRYICHI ) MELE L, Ff
\ZEIEG TN OEISIZ H 720 5 5, EREERAESCEGILINERE T Ly o X7V 7R & ER4
ZLIIREETH D,

I8 DR FROMRR TIE, a3/ NS <, MRRRETIEI D L TnWd, ZORTEA Y 2 ATV T
953 OO TR G > & IEFARREIIGE ~OBATE & OERIINEETH 5, 2IFE B D 2 ORI
RTINS, INEIZ L0 AL TRE 2575, BORINIEDR, it g T e s 2 2
TV TR L B 0 FERGCOSRATRRHE DI A AR DT, WA OMRRMEDO A R VET, B a RS
N TR EEEITE D, FIAENRINCIGPAZEER O 7o OB T LEE & 70 D, ZENIE 28 AR OB AR
RIZBWTHEE S LD,

@
g
=
o

Ay IS

B AR ORI EZ I CIx, EEEREE (TERIERT) & S IRRIBOREIEAZERL T, bliaX
TN TR BET DD D, XTNNULDIGEZE Y 3 v 77 —TRNEET D87 E %% 2 5 ALK
(CFHBIET DRI, IBE OREMEOKIAEARZ B LT, MftEifia o ORE 2 ¥E T 5,

HHE D R
FEEORA, A - EE, 072 EOMBRAZEERICE Y, HREENFE LIEESNTEBY, MOUTFD3HEA
DL, L L1 EAMU EAWMAET LR BEIEF & T 5,
1) #EEEZLELT S
2) RREEHENELT D
3) Mk L ERIEE LB E 355 1)
1) WMWIBERIE L X, BE, B RETHE, A LuRE, RIIAERSICEI2BNED RLh—T %8BT,

B E LTI, LR EIECRIF R RIE 2 VR EH ATV D, ) SRR A2 T+ 57
DI Y2 IE T2 AN 2 2 ENEARIT/e D, BIEDT-OIIIFEOER DB YA L 72D, ZOR, HEOE
BREMINEZE TH Y, PImOA h—~iEiBAz2s Isolated Hypogaglionosis MIAFREGE 2 IRIE T DH#EL 72D,
2001~2010 FOEFIA T, WIENZZEEEI R S G, RIEZER S plci LT,  Rif
Flezm Lic, BRSNS, BHENLFIAOBEREREERE USRI OV TIE, IRIFO LMD FRERATER O
EPOHEINITE 22, aFh— MIERZ2SNTEST, MR A S 52 272\, —F5 T, HEH
ITNBEBAEIC L 0 R CE D ATREME B Y, /NGBS ORI GIRA L L TORFNRAHOMBE L 225,
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@ JFEARIE A IE (Intestinal Neuronal Dysplasia ; IND) — _

PEEBES © 1971 41 Meier-Ruge 12 L > THEB S L7 T Type A & Type B 239 %, Type A (X IND 735
FREE L IERICE TR RN IGEAZE, TH, M/ & CRIET D, IHE ORBMRR ALK F 278D 5
Type BiL, IND ® %% 55 L &bz, ZITiE Type B IZOWCiHi 75, Ay a2 XTIV 7
EFRL LT PV EE oimiE S & X 721, SR Tl E“H% S R NG DILIRLASMZ RS 22 B A 72,
E BT PA SR F 7B OB & 5, FRESRITMERRIC L 0 B0, WY, HRERBETIEOR—NEE
D, JREFHNCI I E RIS R DB R D b 5, AchE Yt ClE, R T OBERARET i (giant
ganglia), fH#EiEZAL (hyperganglionosis), FATHAREETNN (ectopic ganglia), AchE FGifiiE D
WAEZRDD (X5), ZOL5REBIEL, BMTHEET LI bbIIUE, By a ATV VRO IEFEMHRE
HlEEs, ST/ SIS 2 bd D, HREFT AN RMED b O RERZEORRCEMICAE S 2 R Z (b7
DFHEIMDRHDPIE SN TN D, & PRGN EORBFHETa Y hr—/LATREZR Z &NV, 2D X 9 ik
T LW ATE, WILFHSKF IR O®EIS Ch 5, FIUTHEOIRINNLERZ LB H D,

LR 3 H Ziifi7= 7,
1) by 2 AT TR &L U TER
2) JRELATRICTLLT O 2 JHH &7
a) giantganglia (1 fEOFRENZ O B LLE ORI DIFE
b) AChE Gt oo H A=
3) FEN, FLIEFIERRL
HEd) B, ARHPEFITEEEL), 2) ZMe T oldgERsl L UREIC T e —3 5,
2001 4F7 5 2010 A% T 10 FRHOLEFIA TIX, 2l 8 i, EE2H] 9 BIOFER N HEEII, D9

B@ﬂﬁﬁuma%ménto FIERHNL, FAERS R LS <, &wfﬂ%% IR CTH -T2, DLIE
TOHEITA 72 < BVERSEENEERME & BT S A7 7208 E TN 25 ATREME A & 5,

M5 IEARIER AL (Intestinal Neuronal Dysplasia ; IND)
TEFNaY AT —BYE () KR TEIC giant ganglla MDHBID,
HE Zeft () @ K& Rk | I3 B o vt FiAm G 238 &
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® BEoREDSE NI E AR 2)E  (Megacystis—Microcolon-Intestinal Hypoperistalsis Syndrome ;
MMIHS)

PREBES: « BrE IR DIBPHIERREIRE 2 U RISV 2 EEZRRT, BB, $oNE (microcolon) %
9. < DIEFIAHT A RN BEEOWEIC L DWW LERIE L LB L 3 5, JRIERIRER CIIE ks 2 4
FREDIRN,

1) HAEEL D OGN, W, 872 & OBAEERE 295

2) EXEMERT 5

3) BN OFEMER THNER  (microcolon)Z7 8 % (1X] 6)

4) HILE & PAZES D ERIIRAE 2R D72

5) HILE REARICE W CTREFRNCHRRE IR E 2780 20

HIED S HE
NEFERIA, WRA - MEAIENE 72 EOIBPAZRERIC LY, AEAENE LIEESNTEY, OO 3HHA
DL, Ml b 1HALU EZMIZTbOZHIENE T2,
1) #RREZLE LTS
2) MIREEHELELETD

3) keI THILE I Z LB L9558 1)
A1) HEERUE SIS, BE, B, REEE, ALY RE, BILMEREICEDBNED N —V 2T,

2001 75 2010 4% To 10 FHOEEFETIL, #2194, %25 HlTh o7, g2 19 #iH 16 5T
JE D 7= O R Z T,

E RO BIICEHIREE D L ITRBREICHED S5 % 2720, 19 Bl 4 fIAsaiEiroeE, 12 4
DIREEFIRERE & RIBRBO PN B E TH o2, BUEAGFTO 9 Hlo 5 6 7 FINEIRESEEZLELE LT 5,
o, KFEE, 7 —7 VB M EYYE, 7%, Bacterial Translocation 72 F OEEMRAIHEEZ - L
TV,

10 (i 10 Bl A7, 9 BIAET LT, 54628, 10 H/AEMFH 565 Thol, EimHELH
KL, IR, BiETH -7,

6 MMIHS DS 4
k3N (microcolon) A 389 5,
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® W& ERIEIRIE (Segmental Dilatation of Intestine)

PRBMEE  BRIEYEDIFE LR 238 2 D3 © 072 IGPAZEMHA N 72 <, IBE MR OTRB R E 2380 2 W E LR i
Th b, AJEIL 1959 452 Swenson & Rathauser 23“new entity” & U CHE L CLK, BRIMICBE L CQds£8F
RINE X HAVTE R, BER, WETRICSARMEN RO D, EERBEES — eI 20T, [RE72
N E LRI BREOMRFRE R X D ONZE TH 5,

2 W I HE

LIFD 6 DOEMEE T D &EAGE LW 5,
1) ENRBIC (EFIC) JEEL TS
2) EFGE D DIEGE ~SICBITT 5
3) YEEEESORTFIENZ NIRIME: « FMEIE O BHZE RN 23F/E L 72
4) g2 CTREE IR IBHER RN D
5) JHEFRRA CIIMRREN IER A LTV D
6) TRAEOUIRIC L VIER DU EEL D D

FEENE  AETAIRBEZHE LW E, FIRCX2WEMOUBRIZE Y, EROF LWEENED B,

THRIZBAGFTHY, EREEIZLADBEINERNEEZZ LN,

ERIRER : DOANETIL 50 FIRREE O STIRATIE 1R A b D b OO, KEERFHEITS £ TITThbh Ty, 2001

705 2010 FE R TOME 10 FEROIEFIZFA L, 2 26 B & %Ew2 9 Bl 37 FlssEat Shiz, Ziulk-s3<

2 WA 2 RIS 7 LV — T NB L O RESH TORHNDG, 5205 b 2 flI3M2 & LTy L kL, 28

Bl a2 pl & LT,

PRI - 28 flrp, YA 19 451 (6811) , &UEAs 9 (3R L HIRITZW,

FERRIES - HARKE /R0 30.2 ECTRIIPEIL 7 6 (25y) Tho7-, HAERKEITEE 2,3199 T,

IRHAEMREIEA 9 F1%) T, MIKHAERELA 16, @BIKHARERZ 2 flE T,

REEERE 210 P Y I—=0 201 (W10) ITHLNTMITR DR -T2,

KGR 7o LB 26 Bl & ZhoTedy, VR 26ICH BNz, LHNIREAWE Z 4 BT IERIER H Y

9B 1AM LTz, o 1 BlIEEHRERCTH T,

BB - 28 fh 7 Bl b7z, BIREBAFEAE (patent ductus arteriosus ; PDA) 78 2 fflodfh, 7 71—

PUTSE, O=TREKE (ventricular septal defect ; VSD) , BdtEE O, MEKIE « FREIEEK « BIMEAL,

FGIEMERE, 7 7 v —IURE - IMZEME - (IBE - DB 03 - BEAEAT - BEFE - AKEE - JRIE FAN% 1

BilI BTz,

HILEEOHRE - 28 Bl F 4 BllCAH AL, WBEEREFREAD 2 6] (7.3 ) , EIRGEASAGESS 11 (3§ 1) , $4IA

141 (3B11) Th-olz,

PEAREMAL - [BIS 14 41 (50% ) LRcH2<, WWTSHRKERG S B (187) , Z2 361 (M) , BEITHERE 3 41 (

My) , EEbMITHG 161, E5 16, +fHEH16IThoT,

FERERAY] - BRI 18 fil%) bbb <, FLEHI 6 Bi%) , ShVEAH 241 (7.40) , mEHILIKE 2 61
(714) EFEEIZON T T LT,

TR - MEEIZNG Y 20 1) (T1y) , WEH2Y 1361 (46,1) , HIZERTZEr CREAEMINTZbOR 76 (25))

, BVEEREZY 6 B (21y) , MATEHEMELEAS 4 B (14¢)) Tholz, Fiz, HERMERIC L 2EHMEA Lo 2ad 1

B, WEZEILD LFITH T,

WREPTR, « MM X M5 E CHE REIRRG A 25 41 (89 1) T bz, TERERIT 23 HillTifT S 4,
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12 5 (52)) TRMWNIE-7=, £z, 761 (25) MREHITEEREES MRI THEILRZ R STV e,
EGIT PR30 T S iz 7 Bl 2B T, BB T S s Bl el creFral) v AT T —
B HERRRRBRHE O A A FR D T2 hr o 72,

2 M X MEEIZLY, 2L OREFITTHRAEDIERN e Cho72 (K 7) o IRy, S5
ERAES CT BB CHRE LG EIR G OGN VA TH D, JERINLA RGOS AL VY 2 ATV T
& OERINMETH D, EMGER THE D7 caliber change Zi8%H 573, ARG A IXE
IAAL PN ERR AR IR A M & & - THRRIT 2 D B D,

B FINC RV IREGE 2R L (X8) , BELWRENET 22 & TRUFRTERIELND, FMX
27 BICHEf TSN TR Y, 1FITTHE ST Ch o7, 27 B 26 FICTRIETINIC X 0 SRR & U1k - I5EW
BWMAT ST, 1 BNIMGIEERE 63 5 FIR I BRIBYERGEIEHRE  (Segmental Dilatation of Intestine

; SD) 3% LS NIFUIBR CROBBIEE K72y, FRIRDFHGET D 72 OEFHZICUIbR STz, SEaREME B - I
WG ASHEAT S 7z 26 B, 4 51 CRBBEERRAN, 2 5] CHEBRERRIN N Of i S AL T e, FATRER 8T A=
1361 (485) , FLIEHI4H%) , ShIEHIS B (190) ¢ FEEH 3 (110 THoT,

Tt 27T BINAEGFETTHREBITH D, JELD 1 HNE 9 s ORI D BT, BEMICIRE L7kiER & v |
BEERUIBRDS G T S 2 ASHUMIE, FFHEEEREE, BT —T VSR SIC kD 12 TR E LT D, YIRRIEA
TR A BTV,

7 E S EIRIERIE O REER AT X Mg
Hin 7, FHRNGERE L BERTERZ 80 %,

e
s

8 YIRS N7 ILRIGE

A
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@ NATPAFERI L Mah#iE  (Internal Anal Sphincter Achalasia ; 1ASA)
PRBMEE © EAGEENARRETIIL A 8 212 23030 & T AL FIFERIAT Otz R 22780, HHEMEOERZ & 7o 3K
BTH D,

AIET/NEIBVEERMED %% 2 L OHELH Y, AREED EMEICZE S LTI BB REMEEFRE &
LTSI TV D AR H 5, 16HIEL, WRHOTEIRICIZ T, WALPHERFEIERIT, R U X AHREAN
T T\, EmTRIZIZTDOTRIFTHD,

W I E

1) JRFEIRHUE O

2) FEABER CEMGIZH N 220

3) EMNLM A 3 fa

4) EPRIE AR TR EIRIRL M EE T D
(W Lo E)

; I%%%HIFE%ET OFIE, B Z 22 LT R ORESEREIGRITHIC XV NILPHSRIA (oSS0 2 B av7an 2

* AJRECd i AchE Beth CREMERRHMEDIRREIC OV THERET 2 O E LU,

2001 225 2010 4% TO 10 MO ERA 1 R4 3 HlBIER 3 B2 N2 72 6 FlA SRS, Z 0
25 2 BIA EREOZKIEEICAE LT,

23



PRI MEGEAZEAE  (Chronic Idiopathic Intestinal Pseudo-Obstruction ; CIIP)
FREEBEE - CIP I, RWNCHEENER, WA - WM, 87 & OMGAZERRER A 2L, BMmA CHETLRCHE
Mg 2588 2 R A OEHEEERE TH D,
THILE N OBk % 15T 2 WERRIPAZEN 72\ 2 6 o O T 1H L EEMERER E O 7= D12, IHFAZEEEIR
% & B VEAMEGEZESE  (Chronic Intestinal Pseudoobstruction ; CIPO) (21, WALEIRZ X 2R3
(primary), EHEBOEANLE S %M (secondary), JRRARIHOERME (idiopathic) 25% %,
JRFEMEITIE, ey 2 2T 7R (BB EMREDE) ° CIP ZERW ot Ly =2 A7)V ViR B e
ERHY, NEHO CIP OZENCHBW IR LETH 5, AD CIP OBBNIIBWTIE, FissttoEiE
NGEAZEZSER4 5 Z ENEETH D, RATERICBW X, ARBOFEITEROBEEEITEZ L b bz 5
fHETHERADRITHEMSNTE LT, MNEe2H-CHRATIERICR L CTRHAERFM72 S ThitTn
LHBUR A S, BPEAYERGEASIEICBIT 22 A KT 4 > (CERk 23 5 JEA S @R At B a B A HER IR
BOTRMPZEEEE - PP SARShL, —F, NI TR, HAEREIRENZ ey a2 ATV T
IR DO—DITMA BV TV D, RFETIL, /NEHIFEIED CHP % H.0IZF#T 5,
EF : CIP 1L, THWEEEWEREREE D= 012, MR FHIZ2IE OPHZENR VT b 20 b7, IEEIE, TR
K- Mg, KSR, RBREREE 7R & ORGPAZERREIR & & 7o T RIR R O EHETERE TH 5,

WA YE

LFD 7 HEZ 3Tz 6 0,
1) MEEBREZES, R - WA, MR EOABEEET D L 5 i EmE A B PASEEIR & BN R £ 713 E
HIZFRD D

2) FrARMRECII2h ALLE, FIRHILIEORAE CIE6 7 A LL Lo 2 H 7 %
3) BB IS O LSRRG A R bR
4) WLHE A2 PAZET DAERRIRE LR O 20
5) &AM OHERE Ttk I CTPRERE 2RO R0GE2)
6) ERBEMEEL NER I E IR B R 2E & 5 A IEIRIE 2 BRI 5
7) fRFEVEIRPEAPERGPAZE A BRI 5 5E 3)

FED) HAERBNCIE, SEAZTOREEEM X #IC L D8m BRI, LT LH0EE LRV,
FE2) A TCIE SRR NEE RSO, WRE NERA £ 7213 AMRITRIA 2IREI 5 2380 2,
it 3) B~ E eI AZE 2 R 1 IR T,

FRE O H UE

PEE R, RS - TEAEAER 72 EORGRMSEERICE Y, BEAENFE LIIEESNTEY, »OU T 3HHA
DHL, Al b 1HAL EZMIZTbOEHIEN &2,

1) #RAREZLE LT D

2) MR EEHELELETD

3) MkRLHI R THILERIE 2 L8 L9555 1)
At 1) EEERUE &L, B, B, REBE, A VU XE, BITPER SIS L SBNED F LT =V a2
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£ 1 SN PER I P 2E

1) VA% - v Ay BEEE R AR
A By PERE AV IE
B & i %
EZ DS
eHttrz ) 7~ b= 2R
Mixed connective tissue disease (MCTD)
Ehlers-Danlos JEGERE
Yy A bha 74—
TInA R—U A
/NG FEARD Lymphoid  infiltration
Brown bowel syndrome (Ceroidosis)
I b3 B U T EARAE
2) b R R R
FIENE B AR
JFRE B AR
B IR I3 AR RRAE
FERIEMED R ba 7 ¢ —

EB 7 /LA, Herpes Zoster 71 /LA, Rota 71 L A7 ¥ OG44I %E
3) PN

ORI REIR T E

Rl R A RE AR T iE

8 o A e
4) AR R

JRFFIE

RVT 4V E

EEREMERE (KD S, Mg®)

5) Zoft
YU T v
J IR
UFFRER IR 2
PEIEEAE R (Paraneoplastic pseudo-obstruction)
N B ER R MARSE
HEFHRRIEIC & 2 BB
178 5 i
Bt k%
7\ — PR
Chagas 7%
SME, LB, BEFENRIAE e EITER 2 A L &
Ogilvie JEERE
6) FEHIME

Lo o3k
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P2

T RTX R TA
T ) FTVFR
Vinca alkaloid

fr=y 3K
T4 A K

Ca F ¥ v RUEEHL
HRZ I L

EEERE: - CIPO O/NEFERIE, 2001~2010 FOFHEREFA CIT 1 WX 92 i TH Y, D 90%LL
NI TH -T2, 2D 9D CIP ORWHEEZ - L= b DX 56 Bl TH 7=, AREIT, Bz,
THILE O E OO b F - EEEN RIS A U 5 5, AN JREEE) 1%, /MEEERICZ Y (™

9, 10),

FEIR - B - URHPRIEO © ooix, REEIAN, WEM, AFRVECIINGEI AN, e, (ERK, RIS EARIRER T
HDHN, A TOEFCIIEREZ 72T HONRE, BIHEOREZL Y, HEE ORI L0 IERSERIET 2 855
bbb, LinL, %< OIEFNITMIEEL MR R L7222 SRRITE T 5,

ZROFEA - F ARG ZEE IR TRIE L ZWr-CIe B O 72 DICBR AT M E e b 0, FER T
RANTIRRDBHEATT 5 OB, FAERMOLIRINIHIET 2 b DIE, B a ATV TIR0, IFE R
R DIE, BRI NS I EEE A 25E  (MMIHS), 5% 4y Bk HE9ESE  (Segmental Dilatation of
Intestine) & OEERINMETH D, ZDDHE L, BIEZRFINCBEFMIC L 5 5E S8 AE R & BEERIC
L OB ERIER K B D,

FERBLMAFIEDO O T, BWERBAERPEEERGEIEL, 2 MRl E72IXTHEE N CHRHE) 725 E)
W EGET S (M 11, 12), F7z, #EMRIBAESCREEBMIEGHE & 1) LoENEETHL, /I
RBXORAFIORZE 7 0 —F ¥ — b2R7T (K13, 14),

PRI AR VIR L2 DN DR AT T 5 Z & RE <, FEWRIESCHIR G A 2 70 & ORAFHNEE ) DA
F, FIROEEAT & & HICT 2 —TROMGEIC K DT & ORENIIBR~EBATT 5, IEZIL, BSECEERK
7B X LT AIETFIROEIE Ch 5, HEERN-CILRIGE 2 UR L Th, RS I TERERE S FET 57
b, i BIGEHZEERSEIRT D Z LV, Z O ORBREBINENT, WEERRNT, AU, IR &
ZHEIEUTOND Z Eb b D, ZOXIRIBFRICLND LT, JFIER & CRIFITBIENREEC 2 >7-0, B
it 2 R 21 D S O TN ThID Z L3 5708, oI 72n (K 15),

T A TRITHRE BAHIR TN D05, REABERIMED K LB D, ARERAZTT O 56 CHiki
IR - BRoEER, MpBEEE e E O OIZBEO B HEATEITE LHIRE D, HEE OBIENZES) LRWEgGEE, B
BRILNGRD DUIIE~ & 0 ST DM HIFET S.

DWTHAEA 72 L7z 56 Bl 5 6 53 fil%) DEMICAEF L TVD L ODORRIROUGEN G LI b DI
D7, EHENEEIET 14.6 F L RIIICE A A~BATT 2 b O 2 TE 7o, FEORVERID, BE -
WP L RRIE D T — 7 /72 SIZ K DU RIT 2 463 8 LT e, Rz 74 OTEBIASREFHIRA TR
IR E DM ONORBIFIEZMLEL LTS,
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9 H/AEIRWIZIE CIUP DO EER AL X e
A8 (f£), H#End (F)., BEOIEEZED 5, BEMIRE TH Y, SEHERIZA SR,

BJ 10 4 & K ) FEE CHIP o i &6 B i X 47 &

;)T%ngﬂﬁ (72) \ZIIMEIRIE L SRR 2R 5. 17 by () 1203, JRoRIFEAT LRI T I3z r 2 238
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B 11 MEFPREPEAIEISPAZED > 1 MRI

%) 15 RO Clisigs 2 d#itiRie L, 1554172 30 Mg 2 i A4 2 2 & Tl 273 5, FrE DAL (o)
DOIFEZRE L, RENLOBERORGNEE 7T 7T 2 LIFERHIICE A CTh 5, BFHEFITIE, &
ANCHIFE BN LI A D IR L CTWD (3, ¢, CHPJEFITIX, BERSRIFIICIZE A EBLET, =
A HIEAE LTS, d),

T=0s T=5s T=10s T=15s
a) fEEE - /NGOIRIYEEZ RO T, 152 IGE OEEREE MR- T\ 5,

b)

| 22
| 0 J""ﬂ\\,1»1A«’**'*‘t«*f&v**4’
16 | 18
| 16
=l 4 14
Sl 12
g& . 10
o8 | g | s
6
4
4
T X
0 0
0 s 10 1s o ® o 0 5 10 15 20 25 30
c) fatH & d) CIIP SEH
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P1
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Meal

Symptom
WIS Button

Time

fil

a

mmHg

P3

3.0 cm
mmHg

P2

b)

B 12 BRI AAYERGEAZE O /MBI TR

CIP IZBWCII/NGEBIRFOZWNEE CTH D, BREMIEN I VAT a—h—2EEFEIT—T V%
/NBIZRETE L, 24 WRfEY NgEEh 2 I ET D,

EEy: ffl, B Sem ATFHM], T : 10cm ATPHAL A - B - Bed) (5 [RGB RS, £ (mmHg),
WH T, ZEESVNGER) & % MEER B & XSS, ZZEHNGEENY, IES RN
— X1, AHAIZRIGESEZ 27 2—X 1, 1 45MIC 11~12 BIORINHE S E Z 25 7 = — X 1 2B
S, ZONRFENEFICEY RS D, BF/MFESTERE L & HISHE SN, NHEAIZRIGET
S onsd, AFICIB#REs B hEHE L TR Y, EFE/NMEES Y — OMRNHR T 2
(@), KMH/MEEE), BIFIIHERT Ch 5, KHITY B LR E COZREMREHRIE T OAETEHEX T 1
AoF Tk bELS, MERPICEFHAAROBE O ZEPDH BRI W2, ZEHgHNGES)
ZRHlid 2 DIZE LT D, FRICEBIRIZA L 288N 7 =—X Il 2B DB IEFRTHDH, A
TIIHER T G IBEETE N RS A TR L, 7=—X Il OFENEL W=, ER/NEEE) <
& — DI RIS S 172 (b),

100

0 __,.JI". A, A M L..— A H
or g e i o
100 5
0 j
100 K | ¥ . I e
0
Supine " - - s‘%@mmumm T
Drug [ L T o ,uﬁq&y\&%'«mm{’m} ki s : . v
; ; . ; ; T ; 5
2/12:45 2/13:00

CIIP JE] (HH)

100

[} ! I bt o R l e _.ML
L
100
0 o ane s e N I
100 g ]
0
fipine R o =
1 . J 1 4 [
2/02:00 2/02:15 2/02:30

CIIP SEB] (%)
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13 /NEFEIERIEAIENGPAZE DR 7 v —F v —

FRBAEE R A FRRL
B AR - B 1% (AR B #EXp., CT. MRIF) 2285

= (+)
FENAERE — | IR R
: $ o +)
HIEEWEEEEZ-T255E. ERZE ‘ﬁ 2RMEBMEERRRE
(=)
‘ ERHREERACERBEEERR % Hirschsprung$@, NID

i -
E RS -5/ R (+) i 15 B fofe o
=
+) [
(mEsmeR exewenRs — gl ToRl s

J =
BRI AR AR |
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14 FRIE - RAFEIE

B A IS DR 7 12 —F ¢ — |

HIEEPARER
(REERRE - IR L)

No

FGID7EE DRI

B {§ L (CT/EFIXR)D
HIEEIR - RE AL

Yes

PREAZE

Yes

| WL R |

2@y BLlt)

No Yes
HEEAL DX SAMR/NERET
BRnEEHY
BITOTREEDY

X 15

clip

PR R NG PAZE DTENR 7 v —F v — |k

HERIE
HHa®E REMBIAR HIEERIE
- GEEERER - BEXE s BEF2—T
* Synbiotics . BREE - BE
- A - BE

f& B B AL - e - R 3

4

F1i |°

4

BYRT DT —TIVEERRSE
D ERARER IR - 5 2% - FFIEE

4

INBISHE
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2. BIEHA RTA L BANR—FTHNEFICET 5 A

1) KA RTA UBxtg L3 5
OFTRTD Y 2 AT Z IR B
OQOAREBFENE D LWEE OB
QABEFEORRE, PRI R, gt JWEmA
OARTBOZWIDHEE S LT B DIR KR
OAFERIT T 2 FIIE, R TE, REIRRE, fix OB RIEE, SEHEE, BEER
®OFNETNOEBDOAM T % LB 72 T 14

2) KITA RTA DT 3— LRI
Devax7 N7 (E SR EMILE, aganglionosis)
@ARFEBBCE N2 WFFME (1 kM, primary) (APERGEAZE
Ofpe3ett (2 ki, secondary) 4R EHZE

3. CQEVATYT 4 v/ L Ea—|lHT5HEHE
1) CQ D#&E

LY 2 ATV TSR T RO S G, BENMRETIIAAE (Immaturity of Ganglia), 5 R Ak 22
WIE(ND), B ENIRILIRIE (Segmental Dilatation of Intestine), PNALPHEAIM HEAFEIE (1IASA) @
4 BABX, BAF7eREAR 20U 0 FIIEFIENIETIT DT ®, BIROBIE CIREIEOEEREIZEK H Z
Sl 2T AN

—77, IFErREAmiafEE (Isolated Hypoganglionosis), EKBEMEE NG GG B IEEN R 2E (MMIHS) , 12
PERFRVEBIEIGEAZEIE (CIP) @ 3 HKARIL, HVRBTIEIH DN D HEEDIEFIBNFEET L Z L, SHICE
HERGRZIY , BROBISICBWTOERREICE, TEFr ARAEARHEMRZOERANRAREEZ R, K
HA RITA D7) =J1)27 = AF 2 (Clinical Question ; CQ) Dxf&% & L7,

CQIILLTO 7THHZREL, TNETND CQIZX LT IHEAEIT LOHELEZERT D & & LTz,

2) VAFVYT A v/ LEa—

CQ 1 : Isolated Hypoganglionosis, MMIHS, CIP ®ZKiIED L iz EsnNb0?

CQ 2 : Isolated Hypoganglionosis, MMIHS, CIIP (2 & D & 9 2R iE N HELE TE 5082
CQ 3 : Isolated Hypoganglionosis, MMIHS, CIP |28 L& BERRIEITHEE T X 50 2
CQ4 : Isolated Hypoganglionosis, MMIHS, CIIP (Z5#RIEITHELE TE 502

CQ5 : Isolated Hypoganglionosis, MMIHS, CIIP (2 (1RiGHY) AAEHAEWRIIHELE CX 2002
CQ6 : Isolated Hypoganglionosis, MMIHS, CIIP (/MR HEITHELE CTE 2002

CQ 7 : Isolated Hypoganglionosis, MMIHS, CIIP ® (% ?

KA RTA 1% Minds 23T A R 7 A AFROF51 & 2014) BLT IMinds 2RI A RT A AN~ =27
V) OFEERVER STz, L LR s, JERID D7 S ARt Lo Rz x5 e LTEY, HEo
BWTET U ARELNRNZ ERH LN EHTRINTTZD, YATYT 4 v 7 L Ea—COWTIMBE DS
B2 HW Tz,

REBIIFDEBO-O@EHR L P72 <, CQ TV Lif7z 3HAEN 1FCHICEE L TRV EiFsh T
0, BRSHATWAZ bbb, £z, Aa—E 7V —FICLVEFIRENRKEETHS Z L BVHERTE
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TEY, EFHEDZ ATITZE, B, TRBILOFEICOWTCEREA® S, ML EOBEHBIZLY, CQ Z¢&
IR T 2D TIERL, 3HEEEELOTHMEL, TOT U MILILVE CQ ICEHIVIRS HETITHY 2 &
L L7,

T —Z~N—2(% PubMed &[EHEE Web ZV, SERIAAGE L JGE, FRITKSRWI L& L., TORE,
LAT7T HEOSTERNSF DI 3 AL D LIRA Y UV —=2 T ORER, 364N 2IRA 7 U —=v T ~EATE (3 2,
3., W0AICED 2RAZ V—=2 T OFER, E5I2108 thRREIRE 72D, 288 D& BT vV AT —T L
AER L7z,

TET VAT =TT, 1 OOXERBEED CQ IS T 2HA, TOREFITEHCL, %4 T57 Y
N L EfEima A iidk LTz, SER LT BT v A7 —7 )L (k1) #CQ ZLIZ&EFL, CQILnFE L)
(£ 4) ZER LT, WRICSRF—LNCQ LDV AT<T 4 v/ LEa—LR—b (£5) Z1ER LT,

DY AT<T 47 LEa—OE

SCHRFR S AT OO PR E I

ER L7727 — % X—2Z : PubMed 3 X OEFEE Web (UL F ik

KR ISCEROFERA: © 2015 - E TITHWR INTZT X TOLRRE XS L LT,

KGR DM - BFZERIGHE e DA, MRSFEITAARGE L FFEL L,

RGBT 2 ATV TERERICZ Y T 5 3R (Isolated Hypoganglionosis, MMIHS, CIIP)

SCHRFR R O

R 1 SR F—AICHTE T 2 2 A DV NAICHRER LT,

R BRE (T = _N—ARBRER K2, £3, WERET7e—Fr— b : X13) 258,

k%L - A 1,488 {4 (PubMed 1,011 {4+ E 5k 477 1)

QI1EAY YV —=F

Y E SR F— LB T % 3 4.

A V== 705 R 34NN LT 1,488 HOSLERO X A "V« TTARNT 7 bR LTz, ZD&
X, FRICHRE LT CQ SITMBNZEHED W IRE RGN BRI LT, A bV« T T AT 7 hDORHZ)
SIZRAEZHW CTEX 2N DIE, i RITE L,

LRAZ ) == TfER 3L DOFREREZIREG LR, B9z 1,488 10 9 6 396 (D CHkAE 2IRA 7 Y
—= VT ORRE L,

@2WAZ V—=o T BIOzF o 257 —7 B/ ((H6% 1)

Y - SR F—AICHTET % 10 4.

A7 V== 70515 396 Dk %E LRE 10 4 T, TATHFR A MW T NVA T ) —= 0 7 & AT
L, @PUEHEIZESWCERM - FERAH TR Z R E LTz,

2IAZ ) ==V TR : SR T =20V =X —|Z X HBEDRESR, KM 396 1ED 5 288 D 3k % —
EF VAT =T NAEROR G E L, TET AT =T B « /G E o7 288 hOSCERS, HRIENE
10 4N SR B OFE 2 65 836 =BT U AL LTHIHL, =T A7 —7 b ((Hk1) Z1EK LT,
(ZET VAT —TIVONE . EFENEH - e T 1 > - PICO - #im - %% 7 5 CQ)

@7 AOFE LG QB AT YT 47 LEa—DF LOIEH) (F4)

HYE SRF—LD ) —H—

CQEVATVT 4 7 LEa—DF LDIERHIE : SRF— L0 10 412 &> THIH &4/ 836 0= £5 2 %
%, CQ- ®{ERE - 77 MU LT LB LI, SOITHIET A o JoIicEitd2 ik, CQ YA
FYT A7 L Ea—DFLOEER LT,

CQEVATYT 47 LEa—DFEDIERDESR | YHMIEITE VY a2 A7)V ZiHERIEE &V D Fad
RRAXRE L TRY, ®MRERSTHERORZEDEGRE - EFER CTh -7, ZhbEaZ=ET AL
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VDIRNICERE LTEID 5T 2 &< TENT 72D, Hx OEANSFHEEIC CQ « MERB T Lo T v~
AL, CQ Y AT~YT 47 L Ea—DF L &b}: L CHEMmAT D FEZ®RIRLE, ZhUCX K= T
VADBEN AL SN, BROBEG CRBMICE O N FEOERMS, RO ET VALV L[R5 E
HEMGT D ENAREE e ot

OVATYT 4 v L Ea—LKR—F (£5)

CQHIVATYT AV Ea—DELDOONREERL, VAT~vT 4 v 7 LEa—LR— FE{ER LT,
FT_RTO CQ @ comparison T &IZ, IWEFITONWTOT U MU LEFIZEL, ARMEICOWTORARIZ IR L
ZAERR LT,

4. HERERTED DI, TR
1) HEBERGE

SR F—AIZEVIERENT-ZET VA« T—T), CQ BV AT~YT A7 L Ea—DFE L, VATYT 4
I LB a—VUR—baHA RTA MNERIZ N—TITH_I L, A BT A AERRT NV — T 1 THESESR & g & Rk
U7z \RTIEGIRE « EFERN T BT VAL oD BT U AOBEIE D NI E A ETH D M ERK &
LD T b i, HESEZ R L7z,

HLE T 2 v o ASEBRAMER, 13 DA RIA4 MEREBIZL 5 TA—/WZ XD Delphi {EOEEIZ L
DIRE LT (3 6), 2 HDERIL, BMABEBROZEAHY L TEY, NEFEROBIFRRN D 22 o OB 3
Bz, Fiz, Y CQ OHERIZOWTIIRELEZ ONTEEE L H -T2, VIEIOERETT X CTOHELET
90% LA EDOHEGRDME BT,

2) wk

HA/ NSRS « B ARSI LSRR DR —L_—C% LT, ATV vV a X "NEBEEL, &6

2, EFEMRICL MBI Z =T R7), R&bEiTo7,
3) E\AFIE

FERIRRIE, BFSEERE BT D & [FIRFC 7 o 7o 2B~ B3 5, ERRUE, FATME LTRAIT S &
HIZ AA/NEAA R P L OV AR B E b T 7 a AR — A — U RICEf L R 2K 5,
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£ 2 THR—ARERR L

ZAh b LY 2 ATV YRR R
%
cQ
T4 PubMed
R— 2
H A 2015/2/5
WRE FK/YA
i Bk STks
(((("chronic intestinal 1011

pseudo-obstruction"[TIAB]) OR (("Intestinal
Pseudo-Obstruction"[Mesh]) AND
(chronic[TW]))) OR (((((((("Neuronal
intestinal pseudoobstruction"[Supplementary
Concept]) OR "Megacystis microcolon intestinal
hypoperistalsis syndrome"[Supplementary
Concept]) OR "intestinal
dysganglionoses"[TIAB]) OR "Megacystis
microcolon intestinal hypoperistalsis
syndrome"[TTAB]) OR MMIHS[TIAB] OR
"Neuronal intestinal pseudoobstruction"[TIAB])
OR "Chronic idiopathic intestinal
pseudo-obstruction syndrome "[TIAB]) OR
(("Hirschsprung Disease"[Mesh]) OR
("Hirschsprung*"[TW])) AND ((allied[TIABI])
OR (variant[TIAB] OR variants[TIABI)))) OR
("Congenital idiopathic intestinal
pseudoobstruction”"[nm]) OR (("Intestinal
Pseudo-Obstruction"[Mesh]) AND
(congenital[TIAB])) OR (immaturity[TTAB]
AND ganglia[TW]) OR hypoganglionosis[TW]
OR ("segmental dilation"[TIAB] AND
intestine[TW]) OR ("internal anal
sphincter"[TTAB] AND achalasia[TW]))) NOT
(Animals[MH] NOT Humans[MH]) AND
English[LA])
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K3 T—HR—ARRERER 2

XA b bV o ATV TSR
%
CQ
5 — 4 = HEE Web
_R— 2
H A 2015/1/22
e FK/IYA
# MR STHRER

(((CIPO/AL or (1814/AL and (BFAZE-#14/TH
or #1ERAEAZE/AL))) or ((((hirschsprung fm$E#
RE/AL) or (EILY 2 RTIL 2T iREBERESR
/AL) or (Immaturity/AL) or
(hypoganglionosis/AL) or (neuronal/AL and
intestinal/AL and dysplasia/AL) or (B K&

Bt - SRR - IR ERREE TEREETH or
MMIHS/AL)) or (RIF97 45 7/TH) or
(CIIP/AL) or (IMEfrFIEAMREAE
fE/AL)))))) and (PT=%3#&#kFx < and CK=E F))

477
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F4 CQEVATIT AV LEa2—DFELED
(BXX7 : CQITHBITHTEA, AT : LEa—IZX Vi an/=EH)

CQ 1 : Isolated Hypoganglionosis, MMIHS,

CIIP DEZMIZTED LT ENDN?

.ol A TS ADME
MRS T YA M A B C D NA
1|1) TRREWTE | ez bt X 72 472w [61_CR, 221_CR, 2 2
MRIT = W% a8 T
Iﬁl'ﬂﬁ’éﬁ_/ﬁ@ A ﬁ)‘HT&) z 25_CA, 29_CA, 40_CA,6 60_CA, 178_CA, 194_CR, 17 3| 13
205_RV, 218_CR, 220_CC, 224_CR, 492_CR, 507_CR,
515_CC, 538_CR, 564_CC, 585_CR, 590_CR,
TEL A I A= AT\ |132_CA, 586_CR, 2) 2
EC AL P PN E AR A HHTHD 199_CA, 1 1
AL N E R AHTH D 87_CA, 112_CR, 599_CC, 3 1| 2
AHATZRWY 131_CA, 219_CC, 2 1| 1
WA i AT\ |6_CC, 61_CR, 130_CA, 221_CR, 4 1| 3
AHTH D 198_CR, 508_CR, 2 d
i v X ik g PR HHIT/2v (133 _CA, 1] 1
KA UK DI
r’h;é:w;lj\ > fimcdhsn |134_CA 1 1
2) {Qiﬁ i 9 Bl X R BT HH<# 5 |7TO_CR, 152_CR, 501_CR, 509_CR, 521_CR, 10 10
528_CR, 547_CR, 611_CR, 615_CR, 620_CR,
MRI > 1 B MEm S L
8_CR, 45_CR, 46_CR, 153_CR, 205_RV
i 11 ps . _CR, 45_CR, 46_CR, 153_CR, 205_RV,
AR 2 AR HAMTHD 510 cc, 514_CA, 517_CR, 524_CR, 559_CR, 14 1 12
597_CR, 614_CR, 618_CR, 622_CR,
#/H T/ |214_CR, 216_CR, 2 2|
LR B i #ifl<ds |7_CC,504_CR, 511_CR, 548_CR, 4 1 3
ELG I FY PN i A AHATH D 503_CR, 1 1
AL N E R HAHTHD 543_CC, 1
Y N 23_CR, 42_CR,45_CR, 46_CR, 65_CR, 71_CR, 91_CR
h s tl_l?ﬂz = 2 — il - ’ ! il - ’ ! il - ’ ! il
AL 5 R fATHD 136_CR, 502_CR, 506_CR, 510_CR, 516_CR, 522_CR, 23 23
529_CR, 533_CR, 558_CR, 570_CA, 595_CR, 603_CR,
605_CR, 612_CR, 616_CR, 621_CR,
HM T2\ |206_CR, 1] 1
8 1_RV,14_CR, 19_CR, 21_CR, 30_CR, 45_CR, 46_CR
N e = B 7 | , . . - , - . . ’ | , | ,
i Y e A HAHTHD 48_CR, 49_CR, 51_CR, 63_CR, 80_CR, 151_CR, 24 23
484_CR, 485_CR, 519_CR, 520_CR, 527_CR, 530_CR,
541_CR, 593_CR, 601_CR, 607_CR, 609_CR,
AT 168_RV 1
i . ) 23_CR, 48_CR, 512_CR, 539_CR, 594_CR,
R T AT A HFHTHD 604_CR, 610_CR, 7] v
e o 23_CR, 42_CR, 45_CR, 64_CR, 73_CR, 92_CR, 5 5
it 52 HHATHD 505_CR, 512_CR, 551_CR,
T2 206_CR 1| 1
[\ HHTHD 512_CR, 551_CR 2 2
B MR HFHTHD 52_CR, 54_CR, 55_CO, 602_CR, 4] 1 3
HAE%CT i <Tds |53 _CR, 1] 1
- 69_CR, 77_RV, 79_CR, 127_CR, 530_CR,
S IR D W TR HMTHD  |541 CR, 6] 5
o #HiTHn  [525_CA, 1 1
B VAR 53T AHATH D 526_CA, 1 1
Jig e 2 A #<Td% |577_CC, 597_CR, 614_CR, 3 1| 2
T , 90_CR, 101_CR+RV, 144_CR, 147_CR
Dz 1 40 B Sl X T D — ’ - ’ — ’ — ’
3) REVE i x s HTMTHZ | 154 CR, 498 _CR, 567_CR, 587 CA, 728_CA., 13 11
732_RV, 736_CA, 763_CR, 765_RV
HIH TR 738_RV, 756_RV 2
MRI > fiM<cdbsd |727_CCT 1 1
T " o 208_CR, 209_CR, 574_CR, 584_RV, 731_RV,
AT 2 2L HMT®HD  |733 RV, 737 _CA, 739_RV, 746_CA, 749 _CR, 17 12
751_CA, 753_CA, 760_CR, 770_RV, 771_CA,
772_CA
ATV [729_CA 1| 1
T i A A A HAHTH D 748_CR, 759_CR 2 2
HHTZR |223 CR, 1| 1
T B TP PN A A HHTHD 146_CR, 149_CR, 222_CR, 761_CR 4 4
. . 16_CR, 17_CR, 26_CA, 27_CA, 28_CR, 142_CC|
AR PE A HMT®HS 1143 cc, 150_CR, 207_CR, 222_CR, 493_CR, 18 3l 12
500_CR, 582_RV, 740_CC, 747_CR, 752_CA,
758_RV, 767_RV
HHCrv~  |734_RV, 735_RV 2|
148_CR, 495_CR, 499_CR, 567_CR, 570_CA,
fts e B s o — — — — —
ML ISR iR e HHTHS 573 CR, 579_CR, 588_CA, 741_CA, 750_CR, 12 11
764_CR, 766_RV
H TRV |757_RV il
ffA<Td% |90_CR, 742_CA, 754_SR 3l 1 2
H<TdH%  [581_RV, 1]
1H<TdH%  |583_RV, 1]
I C/Rvs |769_RV 1] il
fifACd s |T43_CA 1 1
HAHTHD 744_CA 1| 1
O 183 30 3eh 5 1D 3000 1<%  |745_CA, 755_CC, 768_RV 3 1| 1]
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CQ 2 : Isolated Hypoganglionosis, MMIHS, CIIP (2 D K 9 2N HELE T& 5002

2 MR EFUADME
B Y 1 e ke oD A sHse vk AR C D NA
@%@
2|1) |Hypoganglionosis| H1x = L | il B k6 ML L
EVES M L
TUANATT 17 A L Ao b 255_CR, T T
PUAEAT % am L% O
il % G L 7R U
AT % Ham L% O
ARFFIAl M L
EREREIES X [AT v 737 CR, T T
PGF2 X [AH TR 237 _CR, T T
D 34K
2) [MMIHS 2F Lnmmmsiesanis [mcme |ooroR see-CR24CR 6 6
TR NETE) [ A ChD 154_CR, 228_CR, 231_CR, 3 3
EHERRSAN 632_CR, T T
TH AT AT AL R CoHD 266_CR, 637_CR, 638_CR, 3 3
TLZEA T [AACH S 633_CR, T T
BN RSN 271_CR, 631_CR, ) 2
el 7
AT
TEHTAT A L7 U
PGE2 E LS 743 CR, T T
) g‘%ﬁ? e - ] 233_CR,236_CR,244_CR,
3) ClIP iff‘é{ {é“ﬁ [E] J%Eﬂ%‘& Hb& s ﬁ =8 ﬁﬁﬁ Th b 252_CR, 272_CR, 273_CA, 10 7 3
643_CR, 644 RV, 775_RV,
777_RV
253_CR,260_CR,262_CR,
AT 12737 RY, 781 CR,785_CR, 8 i
789_CR, 794 _CR,
TR ONETG) L |[AHChD 228 _CR, 230_CR, ) 2
A CRY 154_CR, 263_CR, 2 2
TUANATT 17 A L |[AB oD 255_CR, T T
N 242 _CR, 259_CR, 270_CR,
A FHHTHS 635 CR, 646 RV, 776 RV, 8 5 3
778_RV, 793 _CA
HHTRN 232_CR, 247_CR, 780_CR, 6 6
787_CR, 790_CR, 792_CR
el % A L 7E L
THI ZFERATHD 244 _CR, 1
BTN 783_CR 1 1
IEJRTA % A am L 78
= U CTEBR T A Th D 644_CR, 795 _CR 2 2
AL R 232_CR, 249_CR, 260_CR, 6 6
261_CR, 647_CR, 774_RV
PGF2 T [FHATH S 750_CR, 634 _CR, 7 7
T[T CRe 734 _CR, 235_CR, 248_CR, 3 3
A% A CHD 645 _CR, T T
2 T AR TR ES LR SR 647 CR, T T
H2-blocker X TAHTRW 779_CR 1 1
PPI T [ATTCR0 782 _CR, 788 _CR 7 2
F7 NUEF R T EHTHS 791_CR 1 1
EI GRS 784_CR 1 1
AT7uA R ES GRS 786_CR 1 1
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CQ 3 : Isolated Hypoganglionosis, MMIHS, CIIP (Z{H{bEEFIEITHER CX 2002

3. L& BT Ik TUFLADOWS
MRS _ET YA A SR
3[1) [HYpOgangionosis] (DTHI & L BE & C C |k bn o BT DA
AL RE B L 78 U
b FLm L 7e L
HBE R J[FAThHsH  |317_CR, 1 1
I3V e FERACHD 371_CA, 1 1
el FLm L 7e L
@%gf;ﬂ |15 l45mcwmz  |277_CR, 317_CR, 2 2
ZE 1 B X EHTHD 279_CA, 1 1
T I e e Y EHCHD 298_CR, 1 1
FF T/ |291_CA, 313 CR, 2 2
LB T ik WX [AA T/ |291_CA, 312_CR, 2 2
2) [MMIHS O ERERES L Rad e I [AATRY [293_CR, 1 1
A LT RE % 78 L
PN % A am LR L
I X I [AATARY  |655_CR, 1 1
[ZEREE EELESAD 650_CR, 690_CR, 2 2
T T |FHChs  |267 CR, 1 1
B e |1k | Cb b 302_CR, 1 1
A AR TH S 285_CR, 1 1
RS 315 _CR, 1 1
I [AICR2Y 284 CR, 1 1
B EGESAD 655_CR, 1 1
RS 656_CR, 1 1
3) [clP DOHLERIERE S U C /R E | EHTHD 318 CR, 1 1]
A LR | ARACTHD 290_CR, 1 1
HHTRW 289 CR, 652_CR, 2 2
FRAT A AL B/
R I HHCH S 276_CR, 299_CR, 300_CR, 5 4l
797_RV, 804_CA
Tk I FHATHD 651_CR, 683_CR, 798_RV, 4 3
WX [FHA<T/RY |799_CR, 803_CR 2 2
Vel Z L8 L
TE T ik FAHACHD 295_CR, 802_CR 2 2
e [ ARy |302_CR, 1 1
e FARACHS 801_CR 1 1]
X [ACZRV 275 _CA, 294_CR, 653_CR, 3 3
S RGP YRS 800_CR il 1]
ANLLFER [ [FACTHD 796_CA 1 1]
EELESAD 806_CA il 1]
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CQ4 : Isolated Hypoganglionosis, MMIHS, CIIP (228 EITHER CTE 2002

4., FFIELE TEFYADMS
MU LE S _MRT A M R .
4[T) [Hypoganglionosi D &= Wik & L[ R | % S8 U

REIREE T [FHTHD 486_CR, 665_CR, 667_CR, 3 3
2) [MMIHS DFRFEFIE L LRGSR E L [AHTHD 352_CR, 1] 1
st i e B Th 5 319_CR, 336_CR, 363_CR, 662_CR, 5 s

321_CR
EERIEL T 326 CR,328 CR,330_CR,341 CR, 9 9

(7 REA5)  |349 CR,353 CR,359 CR,488 CR,

658_CR,

3)|clpP DRBFIE L LIRIBRE |IX|FHATHD 821 CR, 324 CR,337_CR, 338 CR, 12 10

365_CR,657_CR,670_CR,675 RV,
807 _RV,810 CR,811 CR,812 CR

345_CR, 1 1

320 CR,321 CR,343 CR,344 CR,

FEHIR S 1 Th%
IR | HCH D 346_CR, 365_CR,366_CR,673_CR, 12 u
674_CR,808_RV,813 CR,814 CR
E RS A 815 CR 1 1
Jl ’%.g%j{f% #r |331_CR, 339_RV, 340_CR, 809_CR 4 3
MELORINIE. X
ILJE
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CQ5 : Isolated Hypoganglionosis, MMIHS, CIIP (2 (1Ri&EHY) SAEHERIZHEEE CX 2002
5. Fffi (A b~I&g% LGN TETVADRS

BRUMXES_MRET A %M ¥ A B C DNA

ek RGEIBR « /NGT —7% |15 T 7
5(1) |Hypoganglionosi IR L Y E|AATHD 372_CR, 1l 1
TR R BB TS S 389 CR, 1 il
FL'//;J; B < T “*7 - . 7
|ﬂ]\mmnﬂm/ T 7T Ilamcer s 377 CR, 1 1
AR PSR W EERFELE 378 CR, 1 il
A A N B bR R ASAD 388 CR, 1 il
N5 BIFE « pull through  [1IX[HFHTH S 395 RV 1 0
Duhamel F=1f7 |EHATHS 685_CR, 688_CR, 2 2
IR TFH B SHRE 12 lgmcs s
e - 400_CR, 1 il
i i o 2 T FEHTHD 675 _CR, 1 il
AN 5y TR |EHATHS 679 _CR, 1 il
2) [IMMIHS ix L |MartinaCZempim At | | TR GRINF 382 CR 1 1
LT -
IR Fi AR TR 397 _CR, 398 CR, 2 7
PRI E U BRAT AR TR 690_CR, 1 il
3)|cip ok L antegrade continence Iz CH 2 368 CA 1 1
enema -
+ ARIBZE G FEHTHD 369 _CR, 1 il
‘h’jj/ AT O /N .
Ez/ﬂf'ﬁ‘m CO/ME < Z1FHTHS 823 CR 1 1
EEIES EI GRS 821 _CR 1 1
AT ] FFHTHD 818 CA 1 1
EEEREES FHERATHD 678 _CR, 1 il
TR 379_CR, 1 il
i e BbR FERATHD 817_CR 1 il
ES R RSEYD 380_CR, 820_CR, 822_CR 3 3
el FEEREFLE 396 _CR, 1 il
it i oy B A THD 683_CR, 825_CR 2 2
B ERERSEYD 816_CR 1 il
B B BRI AR THD 819 CR 1 1
i AR BRI ERATHD 824 _CR 1 il
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CQ6 : Isolated Hypoganglionosis, MMIHS, CIIP (Z/MEEEITHERE T 2002

6. /B . oy TET U ADES
Ai\/_ﬁia?gim#ﬁ*\‘\_{_\l N = R Va=7aN
6{1) |Hypoganglionosi |\~ * L ;{ﬁ\ﬂ%@ TAFHTHD 402_CR, 403_CR, 2 2
o LdIVEE |3l amchs 171_CR, 401_CR, 405_CR, 691_CR,
2) |MMIHS it 695_CR, 698_CR, 6 6
A Y H. =y
3) [cp XL %Hﬁ% E|AHTHL (827 RV, 831_CA 2 1| 1
[FEBEEL N30 ca 1 1
Py
% fif A T
i) [ zRLIEL 826 CR, 828 CR, 829 CR, 832 CA 4 4
2 likrin
T
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CQ 7 : Isolated Hypoganglionosis, MMIHS,

7. Tt

ClIIP O T 141

ESYs

IETFUADRES

WL FE S _BRT A

#% M i L A BC DNA

7|1) [Hypoganglionosi| DA fin T# 1% | 3 BEARLAS O HIm R R & ik L C MR L
ER#H L < RRTHD 412_CR+RV, 443_CA, 477_CR, 703_CA, 4 4
W E) 2R TR A S T UE BAifCb b 469_RV, 703_CA, 2 [E
DOFEREM T | 3 BIBLIA O s B & ik LT T
ERH L b L RECHD 430_CR, 431_CR, 432_CR, 467_CA, 701_CR, o 5
704_CA,
R%ETH D 479_CR, 704_CA, 2| 2,
DY RFEET | 3HEBUSAO HFEREE L i LT A% M 7 L
BT & LT RRTHD 433_CR, 1] 1]
R%ETH D 479_CR, 1| 1
DR 3HE B O HIRERAR B & i LT L
IERAT & LT [F%Cd 5 430_CR, 431_CR, 433_CR, 3] 3
DEEIFIE 3 RIS 0> Hyp R B & bl L T % 7 L
EREH &bl LT A% M 7 L
DFEIFIE KLU o HIpRERR R A & e L C
I L b L C
DL 3B LIS 0O Y FERR R B & el LT W% M 7R L
IERAH L LT W% M 7 L
2) [MMIHS DEMTHIE | 3B O HREREE L i LT W% M 7R L
IERH & i LT % TdHh 5 707_CA, 710_CR, 2) 2)
415 SR, 418_SR,419_CR, 423 CR, 425_CR,
426_CR, 427_CR, 428_CR, 429_CR, 438 _CR,
ARTHD 440_RV, 441_CR, 444_CR, 450_CR, 451_CR, 43| 3 38
452_CR, 455_CR, 457_CR, 458_CR, 460_CR,
464_CR, 466_RV, 469_SR, 471_CR, 472_CR,
473_CR, 474_CR, 475_CR, 476_CR, 513 CR,
705_CR, 706_CR, 707_CA, 708_CR, 710_CR,
714_CR, 715_CR, 716_CR, 718_CR, 719_CR,
720_CR, 721_CR, 722_CR,
442_RV, 1 1
< 456_CR, 1 1]
DOFEREM T | 3 BIBLIA O H R B & Ik LT %N 78 L
IEFH LB L T A% CTdb % 463_CR, 702_CR, 2) 2|
RERTHD 1 1
DY RFEEE | 3 BRSO Hp iR B & ik L < L B
EHH SR LT 463_CR,, 2| 2)
ORFEEIT [ IEHH & kL C 459_CR, 1] 1]
463_CR, 1 1
3 RIS 0> P AR AR & bl L T W% 7R L
EH#H SR LT [F%TH D 459_CR, 464_CR, 2| 2)
DRI 3 PRBLIS O HYp kR R & il L C W% M 7 L
IEH# &l LT L B
DFEIFIE 3PS 0O HYpsFERR R 8 & i L C L B
IEHF L LT W% M 7 L
DIEZE I 3 PRBLIS O HIp kR R & il LT W% M 7 L
IEH# &l LT L B
3) [cip DEMTHIE [ 3 RBLSOH FERFER LR LT [RIFTHD 730_CA 1 1
IEH A L i LT RKETHD 465_CR, 714_CR, 833_RV, 835_RV 4 LIE
DOFEREN) T | 3ZRIBLIA O HpHERRIE M & bk L C W% M 7R L
IEHH Lk LT RETHSH (HAER |413_CA, 414_CA, 434 CR, 435 CR, 436_CR, 10| 10
. TPNI&TE) 445_CS, 470_CR, 480_CR, 834_CR, 836_CR
DL | 3B OHBERIE L R LT % 78 L
BT L LT F%TH D 435_CR, 454_CR, 2| 2)
R 470_CR
OFEHFEEIT [ IERF LR LT BE 454_CR, 1] 1]
DELIE 3 BB LIS O HI R E & i L C W% w78 L
R #H LR LT R%Th D 414_CA, 433_CR, 2) 2|
FHTHSH (B [433_CR, 1| 1]
DELI I 3 BB LIS O HIp RS E & it L C W% w78 L
R #H LR LT R%Th D 414_CA, 1| 1]
DFEIFIE 3 PR LIS O HYSER R B & e L C A% Mam e L
1B L ek L C % m 7R L
DIEZEPEE 3 BRI O HYp R A & el L C % m 7R L
IEH#H L LT %M 7 L
IS Jl Tilf o fulf & 19 % [481_CR, 483_CR, 2 2
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W71 >~

TEF U ADRE

MA (A % 75 1)
SR (VAFvF 4w/ LEa—)  FAL

CPG (A F7A V)

A

RCT (524 2) \/ B
CCT (ET & 4)

CO (ahA—1h) C
CC (EfI*f )

CS (H#l7)

CA GERIER) 5!% D
CR (JEf#HE)

RV (i) NA

OT (Z Dfh)
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#5 VATYT 4 v L Ea—LR—F
[CQ1-1 SRLA—FDFE L D]
Isolated Hypogangionosis ®ZWiiL & D X H 1272 I 50?2
W ERENEETS
FHOREILE O BOHEOKE ST 5
FRENZAY: S BEDOFIRN’ & 5D
EIRE DI %
RN HE 2 %

Isolated Hypogangionosis DOZWNZIT 2 JEEHEM X ST EOFHMEICOWT, SEFIERED 2 f
FEFIHRE DS LS DORTh o7z, Hfll X B EEOFTRE LT, SmgCne ﬁxﬁ{?ﬁf%%rﬁ“#{m@
Hirschsprung Jﬁiﬁn‘%ﬁ%&iﬁu LTNDZEND, TR TRIBNIHERE T & /2o 7z S0 7=
M ->7C, Isolated Hypoganglionosis O WHZ 3\ THEERHML X BREEIZAH TRV, FETH D HEH
MTzzilesd Bz bn,

Isolated Hypoganglionosis O #ZKriZi51F 2 EILEIERAE DA FMEIZ OV T, JEGIEFEFIEDS 4 Fh
JEFIERED 2 # sl -7-, Wb, Isolated Hypoganglionosis ([ ZRF B2 5B TLaRE:, $-22(4%. mega-
colon, microcolon, caliber change 72 & O fLIZE8s» 2% OODIOMNBB) g oy b )L 2 ZF ) Tl L

OEBEFEEIL TR Y . EZRIFE) -7 910910 |L7=235T, Isolated Hypoganglionosis M2 K250
TIHLE SR iﬁ)ﬂ“(“iﬁb\k%i LIz, FECTHLWRPEMNTHZ LIThdE 2o,

Isolated Hypoganglionosis D2 35T 2 1HILE NIEMRADOAF AMEIZ- DV T, SEGIRTRFZEDS 1 5
SEFIEEREDS 3 GmSC. JEFIHRE D 2 7 if&;o 72 BLFINIEREIC OV CTORSCTIE, M EEAERF O
RN FRETIEH D b DD, MEMRVSIN RN, RAGE, IFERIN 72 E—EDORKRITSE 6T,
IERBRITIRD o 7z SOHABVINGONRD) - - - i+ GO NEREIC OV TOHE H A B 578,
FIRAMEE 22 E B 5 S DO Isolated Hypoganglionosis ’%EE’J?&F)T%’G‘ ARV LT R <) N
1272780 7= BNZ9S99600) 17 73 T Isolated Hypoganglionosis MWz 350 THMALE NITEMA 124
TRWEZEZ b, FEThOMEILLDEIHELR & OWEILH Eﬁiﬁﬁ\o 72, Isolated
Hypoganglionosis Oi2WrlZ 31T 2 EAGFEEARR OF I OW T, 2 — MIFFEDS 1 52, f“fﬂxf%’lﬂ?
ZEH 2 BwSC. JEBIERENS 2 5L, EGIHSE D 153 CTho7o, adh— MIFFECIREW S 4RI
%@ﬁ%ﬁok”@mhAmE%@"fé@ﬁﬁ@@ﬁ»ﬁET@%f%éﬁ\ %xﬁﬁw%wﬁ
KE I I TR B AR A HESE T 230 B o 7 P19220 -3 5T Isolated Hypoganglionosis @
21 G:io‘b\fﬁﬂﬁ*éﬂﬁii‘ﬁ IREMCAMTH D LBEZ BT, FETHLMEIZL D EHHER E DO
EEANSY A WA oY

Isolated HypogangllonOS|s DZWHZB T DHEEREEROAAMEIZONT, AT T v 7L E

22— 2 GRS, FRRLAY 8 FmC. SEFIHHEAFEAS 7 FwsC. MAWTRFZEDS 2 FRSC. EGISEREDS 8 FRsC. JEMI
WEN 12 L TH o=, b\T%L%{EfI: 2JFA 7Y Isolated Hypoganglionosis O2lnic HH7Z~7= &
wa:) VATRT 4 v/ L Ea—TCIIHE YAl Z, AchE Jfa L NADPH YefalZ & 2 il gk o
DRBWHC AR Th -1 & OFE 2L AchE ¥:fa, LDH #ifa, SDH #ifa, LIREENZHICHM TH
STk 0)32&% ot KL, SEGIIIBEIZE, BRERTTE, SEFEREIE, JEFIHREICIW T b RE AR
[Z¥1F %5 NADPH, AchE %473 Isolated Hypoganglionosis M 2WHC A H T2 & #E L Ty

8)lO)13)25)29)34)40)41)44)60)85)135)140)178)194)195)200)204)213)218)220)224)490)492)507)515)534)535)537)538)585)590)591)564)0 i 7": 2FII

Yutn, 8 NCAM Gutr, 30 C-kit B Cajal M fgat D999 7 BNZIICH Tl o 72 & D#E S A
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BTz, 2012 T FEM SN AFRO/NRAABH IR 26t 5 & LTe 7 o — R Tl i S
BITIEBRIMELS | KABAIC L DREDW CIXIER R 94, L R Th o7 L Shi B0, Lo
-, Isolated Hypoganglionosis DZWHZB W CTHILEREAERIIAN THL LB BN, FETHD
B L D EPHER EOBME TR SN2 -T2,

Isolated Hypogangionosis OZWiZiT & £ S ERRAEIMTOIL TN D, HERPYZEE D 70 872
BAETH HIEHEM X HEE, FEhEERE, ERNERAIL, Isolated Hypoganglionosis D2t
Wkt LTIEA AT, #g7e EEOHMA/RE SNz, L L, thoRER L OERNCIBWCiTmE
ThdEEZLN, HLEREERK VIRENDZR KT TE 2 ERMFEARIZ. AchE Y
NADPH Y4235 1) DAk ol 72 £ C Isolated Hypoganglionosis &2l Lg%, LcL. E2
RMENZ &0 BIRHEBI RN I R AR 2 HEE S D5 SIS B bz, MBI K DA IHEDOWRE
X2 oz,

L7223-C, Isolated Hypoganglionosis ®ZWricxt L Tt A2 REIXH L E 2B ERTH -
7o EGREEARITEE AR L 0 REN DN L 2v5 | Isolated Hypoganglionosis % % - -84
(2. MRIAEGEEORAE L L TRIICHITLThL LVWRETH L L EX bR,
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[CQ1-2 SR LAR— D F & 0]
TMMIHS D2 FEE L TIEEEM X BEEITED

N2 TR AL: W H NPT
AREensd  H7UNILA2: BEICXILEDE
JiE =

WDOT T KNF LTDONT

R ELRE X SR AR IT 1 FR O Review (Granata, 1997, (174)) & 14 #DIER R (Kupferman, 1995, (20),
Goldburg, 1996, (70), al-Rayess, 1992, (81), Jain, 2011, (152), Chen, 2002, (509) Oka, 2008, (521)
Steiner, 2004, (528), Young, 1981, (547, 555, 560), Shalev, 1983, (611), Patel, 1980, (615), Berdon,
1976, (620) {7k, 2013, (181), Kz, 1996, (184), A%, 1997, (501)) N3 A HivTe, JEFIHRE ., 17/18
FEBICHYILE, MR, KMERE. NIES O E RN (BEht). WMRERRFERRAIT A, TAXKER, ERESS
WAGERG OB IME 72 E DT RLBE BT,

EDT 7 hHLIONT

HONRAZEFERITBO RN T,

MMIHS D2 W FiE & L TELEREAERITA RN 2

TURNILL: BWCAEDRFANEOND, &

T RNIAN2: BRETHMDBRITANGONRO), HLHWE, MEBEIZLIEIHERALND, F
DT T T LIZDONT

ML E 2B AR 2 #iD Review (Friedmacher, 2013, (190), F.BR, 1996, (205))13 #5315, 1 fwD 77—
Aay hm—/LAXT ¢ (Piotrowska, 2003, (210)) CiZ&EARIIA A & OIS S, 31 wROFIE b
ETEFIRE (Puri, 1997, (11), Puri, 1983, (15), Wiswell, 1979, (24), Kirtane, 1984, (37), Nazer,
1995, (45), Gurgan, 1993, (46), Garber, 1990, (48), Alexacos, 1985, (50), al-Rayess, 1992, (82), Jain,
2011, (153), Hirakawa, 2009, (154), Hidaka, 2006, (158), Kohler, 2004, (160), Hirato, 2003, (163),
White, 2000, (170), Masetti, 1999, (171), Toyosaka, 1993, (175), Ciftci, 1996, (211), Rolle, 2002,
(514), Makhija, 1999, (517), Oka, 2008, (524), Penman, 1989, (540, 542), Young, 1981, (553, 559, 562),
Meier-Ruge, 2005, (592), Verbruggen, 2004, (597), Farrell, 1988, (606), Shalev, 1983, (614), Patel,
1980, (618), Berdon, 1976, (619), {57k, 2013, (183), Kik, 1996, (186), fxT-, 1996, (187)) Tl 58/60
SEGICIER RGO RHREE & B T BEE O H ©) & IR A 157 v, YR, O I L,
— ORI dysganglinosis, 5 & OVE BSOS AN O Z2 fa 28 Mo i H O Ak A=
R EDFTR bSO,

EDOT T NI LITDONT

2 FROIEFIRTE (Redman, 1984, (214), JAHE, 1998, (216))IZIIT D 2/2 OAEFTIEF 7otk Bk IE A3 7
Hiv, IEHBUICEWNCER T D LITF W EED &k L7,

O G ERERITRD RN -T2,

MMIHS D@l ik & U CEIBRREARIIA 0 2

TURIL L ZENCARRFTRASEOND, A

TR L 2 RETAENRIFANELNLRWD), HDHNE, REICLD2EMHERAOND, &
WDOT T KN LZHONT

ELAGHREIEAERRIL 7 FW  (Goldberg, 1996, (74), Hirato, 2003, (163), White, 2000, (169), Toyosaka, 1993,
(175), Chen, 2002, (511), Young, 1981, (548, 549, 552, 557), P45, 1992, (572)) DIAEHI#H L 41, 18/18

a7



DJEF] T IE AR ETIAE 23 72 54V, ACE Yt T OV T2 AE I T O B HkiE OB INI A H v oo 7,
EDT T NI LIZHONT

1 TROIERFIHRLE (AL, 1997, (B0ANZIIT D 11 OIERFI TRALMRETIEN A B, EHo00 7o
T2 IO, MREL/ITH -T2, MMIHS  O#U L 13028, AR EbNR -T2, £7-0 HS
IR EREGIIRD -T2,

MMIHS ORZWiFEE L CEBILFANEREIZ A2

TURNINL: BWICHZRFIRAEOND, &
TURIL2: BETHDRIADELNRND, HDONE, BEILLLEIHERZLND, &

DT T A LITDONT

ERALFIN AT 1 fw OJEFIHE (PR, 1997, (503))H . /1 OFEFNZIBWN TN G T - 72,
EDOT T A LITDONT

W56 e AERGRITBD o T,

MMIHS 0)%)@&& Lf{ﬁ!hﬁmlﬂﬁﬁ WTHEZD?
T RILL: WCHRF AR EOND, %
TR 2 *ﬁﬁfﬁfﬁ&%ﬁm%%nmvﬁx HHWE, BMEICLDAIHERALND, &

WDT T NI LTDONT

HILENEREIZ 1RO —Aa> ha—/LAX 5 ¢ (Tomomasa, 1985, (543)) CIIIEH % & lz L, X
fad OEmRIT/ NS <o WHERFRNEEL < . WHEEIEX D 2o 7o, 2 FROJEFIEY (Shono, 1992, (47)fRT,
1996, (189)23 & v | JEMFIH 3/3 T LES JEDIKAHE & HE T RFOIFENIZAL N2 A 67z,

EDT T N LITONT

H O A ERGIIRD R o7,

MMIHS @%2%&%‘:12& Lﬂ%{bﬁﬁ%ﬁﬁﬁ IHEN?
T RNAAL: BWICERIRITABMEOND, 4
TUNIL2: BRECTHDZHABELNLRODD, HDEWE, MEICLKAIAEIHERADND, &

WOT T N LTHDONT

B S A (WL E SR, EERE . DMHEE)IZ- OV TR 30 M DJERI#HRE (Vinograd, 1984,
(23), Colter, 1998, (42), Nazer, 1995, (45), Gurgan, 1993, (46), Garber, 1990, (48), Alexacos, 1985
(50), Witters, 2001, (65), Goldberg, 1996, (71), Al Harbi, 1999, (136), Kohler, 2004, (161), Hirato,
2003, (162), Toyosaka, 1993, (177), Oliveira, 1983, (215), Chen, 2002, (510), Makhija, 1999, (516),
Oka, 2008, (522), Steiner, 2004, (529), Hsu, 2003, (533), Young, 1981, (558), Verbrugger, 2004, (595),
Lorenzo, 2003, (603), Farrell, 1988, (605), Patel, 1980, (616), Berdon, 1976, (621), %, 1994, (91),
157K, 2013, (182), Kik, 1996, (185), ik, 1996, (188), /A%, 1997, (502, 506), Vi, 1992, (570)
R0 | EERIX 36 Bl TodL, 30 5110 microcolon, 5 FIDIGEIHAEE | 36 L 3 BIOREIGIERENS A H i,
O, PoNE, BIEIE, FERIRENE L, EREAPRIEIE R E A b7, R SRR A

11 FICATA, 6 BIDRGFEIHAEE | 4 BIOWEENEL, 2 FlOEEAIPRIEIE, 1 HOBILENA LT, /)
W& X L HNCATONT= DT, /INBIEREN A BT,
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EDT T NI LIZHONT
11¢@W§J$&ﬂ: (Manop, 2004, (206)) T EEVHLEEE T, + IBEIAE AR T3, MMIHS D2
WHCERET DT CIE e E st vz, £z, 1@0)&5%:5%; (Berdon, 1976, (612)) ClEi& 78 @
SONTHEIE S L, BHEDDRFTRIIA LN o7, BB LEE CIIAEFRIIA LN -T2,

MMIHS OZ W FiE & L CTRIEB ST EBREIZA RN ?

TURNINL: BWICHZRFIRAEOND, &
T RIL2: BMETHDRFADELNLRND, HDEWNE, MEIZLLEHERZLND, F

WDOT T R LIZHONT

JE VRSB AIZ SV TIE 3R Review  (Tuzovic, 2014, (1), Dewan, 1995, (76), Granata, 1997,
A73)) MH Y | EUREGE I HEITYEOREBEIL R & KB KIRERE, SFKEES H D WX, EFsMEesTh D
BATE MMIHS 2350 < Bebou D Z E VRSN T\ 5, 25 fROIEFIH  (Bornstein, 2008, (19), Carlsson,
1992, (21), Young, 1989, (22), Melek, 2009, (30), Nazer, 1995, (45), Gurgan, 1993, (46),
Vintzileos,
1986, (49), Adeb, 2012, (51), Witters, 2001, (63), McNamara, 1994, (80), Jain, 2011, (151), Hidaka,
2006, (155), Lashley, 2000, (484), James, 1995, (485), Chen, 1998, (519), Oka, 2008, (520), Steiner,
2004, (527), Hsu, 2003, (530), Penman, 1989, (541), Verbrugger, 2004, (593), Lorenzo, 2003, (601),
Farrell, 1988, (607), Shalev, 1983, (609), 7&7k, 2013, (180)723&% ¥ . WWiHIDAKRBIEIX 19 B, L5k
Btix 26 B, FAREEFMRZIE 1L 6], BIOBEILRIT 4 BlCH DT, TOM, JRRIRESLF KBS, IE
IRII S IVTIER S 8o 7=,
EDT T A LT ONT

1ROV AT~T 4 v7 LE=2—  (Whte, 2000, (168)) ([ZH\\TC, BEDFEIL G, BEMLILEZ F5H
L CWDHMEIIZ o728, R ER CIHERFZOL ORI ONEZDIX 2HEOARTHo =720, B
AL COHARTZWNIREE &m0 T s, 17‘_\ HERFZOTEHIZA DN ST,

MMIHS D Z W Fik & Lfﬂﬁﬁrﬁﬁﬁ‘iﬂz*ﬁﬁ WTHZD?
TURNILL: BMICEDRFRANMEOND, &
TURNIL2: BRETHYRFTARMEONZ2WD, HDH0E, BEBEICLZ2EHERAOND, &

WDT T N FHZDONT

JESB R I A (2O CIE 7 SROOJEB R (Vinograd, 1984, (23), Garber, 1980, (48), Chen, 2002,
(512), Penman, 1989, (539), Verbrugger 2004, (594), Farrell, 1988, (604), Shalev, 1983, (610))
W0 EMHER - EORBENEZ 9 f1], B Ebik (MK OKIRETE) %2 8 BllZ R0 T2,
EDT 7 NI AZONT

sk L7t CHEFZOREITA LN o T,

MMIHS D2 Wik & U TS idazhn 2
TUNIAL: BZWHICEDNRETRN S LN S, A
T NIL2: *ﬁﬁfﬁfﬁfmﬁﬁﬁ%%%ni@u\m HDHNE, BMEICLDIAIHERALND,

WODOT 7 NI LITHONT
BEMEIERZZ DUV T 9 FROJERIHR A (Vinograd, 1984, (23), Colter, 1998, (42), Nazer, 1995, (45),

49




Alexacos, 1985, (50), Witters, 2001, (64), Goldberg, 1996, (73), Chen, 2002, (512), Young, 1981, (551,
556, 561), L%, 1994, (92), Af%, 1997, (505))73& v . EMESHIZ i S D 22 W EBEILR - BRI
Z 11 f, mEd L <IIAROKBOKIREEZ 6 Bl T,
EDT T N LIZHONT
1 #mOFEBIHE  (Manop, 2004, (206))(‘ BEMEESE TR DN DIXE KRB & 5 &9 fH#RO AT, CT
FIRRE L FETHHOBWICEET D LTV RV EFRR ST N TS, ZOM, Fied &4
EHEBIA LN T,

MMIHS D2 Wr T3k & LT IVP AR 2
TUNIAL: BZWNCEDHTARSELND,
TORIL2: BRECTHMBANMEONARWD, HDEHWE, BEICLD2EMMENAEOND, &E

WDOT T R LITHONT

IVP (22T 2 fROIERIHEAS (Chen, 2002, (512), Young, 1981, (551))233% ¥ . LU BEMEYA
KEKBIENH DT,
EDT T A LT ONT

Rl T NEAEFFRRIIA NIRRT,

MMIHS D2 Tk & LTH 2 MRI XA %D 2
TURNIAL: PZWICHESRETANME NS,
TUREL2: BRECTHDZRHFANEOLARND, HHEWE, BEICL2EMERALND, &

WDOT T N LTDONT

F& U2 MRI N 1 ##oD> case control study (& VEAEH I CH LS B 387z 24 FHlOMRE MRI & 2E/KEAL
FESRHTIC L 25T H B 2 512 MMIHS & 2217) (Garel, 2006, (55)) & 3 BIOIEFIHE (Adeb, 2012, (52),
Munch, 2009, (54), Lorenzo, 2003, (602))723% ¥ . &t 5IEFNZHRADEATIH TS, 9B, microcolon
4G, FKiEEE 16, JRERENE 4 51, KERES 361, JHEREE 16, BLOEEREE 1HICHE
iz,
EDT T N LIZHONT

Rt T _REAEFEFGIIA LN 0T,

MMIHS OZWrFiE L L THAER CTIZED?
TN AL: BWNCERITARSELND,
T RIL2: BRETHBANEONARWD, HDEWNE, BMEICL28MHENEOND, FE

WDT T N HLIZDONT
HIZET CT 122U Tl 1 RIS (Adeb, 2012, (53)43% 0 . EHIHEIE L=/ N/ —7 & T B
I o oY e
EDT T NI LIZHONT
FRL T REAEFEFRIIA NIRRT,
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 MMIHS OZWFE L L CEEROTERULIH 2D 2
T RNIALL: BWNCERRERDIEOND, AR
T RIL2: BMICHEDRERPELNRVI, LD EEEENLLND, &

WDOT T R LIZHONT

FHEREOFEEUZ S\ TIE 1 #F D review (Dewan, 1995, (77))37 B4, 7/59 Bl & Y kLM in o
FIENRBIEN A DI ERE SN TW5D, TOM, 4 fROGEHIHE (Goldberg, 1996, (69), McNamara, 1994,
(79), Hsu, 2003, (530), Penman, 1989, (541))23&% V. 9 5 3 flix ep ] CEEE AR (1 FiX iR
IE). 1PNXE GRS IEEEEXThH o7,
EDT T N LIZHONT

FRL T NEAEFRIIA NN T,

MMIHS D2 MrFiEE L TEKDOHEERRIE XA RN 2
TURNIAL: BMICEDRFIARIMEOND, W&
TURIL2: BWETHRFTRDPELNRWD, HHNT. BEICLLIEHERLOND, &

DT T N FLIZDONT

KO LEERRIEIZ SV T 1 D case control study (5 EEEH I CHILE RE NEDNT- 24 B0k
2 NMRI & EARIHEEER HTIC L HFHMITH 6 2 il MMIHS & 21 (Garel, 2006, (56)) Tid 2/2 T Anal
leakage pattern & bile vomiting Z7<L., MMIHS DFTR.&EAGE L7z, 1 #> MMIHS10 Bl DfEFIEERE  (Muller,
2005, (525))23&% V. MMIHS % 10/12 5| TR 2B H7-DIZxt L, normal control TlX 7/63 iz B %78
77
EDOT T NI LITDONT

Rl T N EAEFRIIA NIRRT,

MMIHS OZWrFiEE L TRIBRSITIIAE D 2
TURNILL: BMICHERFIARMEOND, &
TOURIL2: BRETHEDRFTRARMEONZZWD, HDHNE, MEBICLLZEHERAOND, &

WDOT T NI LIIZHONT

FEYEIRIATIZ OV TIX 1 #F D Case control study (s VI THILE B D E DT 24 IO MRI &
FEARIECEER T L AFHET 5 B 2 512 MMIHS & 27 (Garel, 2006, (57))23&% D . MMIHS &2l L 72 iE
Bl 212 B CHRY Ca IREDOEMEEZRDT-, £=. 2 WMOERHE L ERER (Hidaka, 2006, (156), Muller,
2005, (526))i2331F 5 MMIHS SERINCIS\NT, 2/14 B CEMEITIER T 12/14 #CE Ca JRIE (JRH Na,
B2~Avurnu7VUr, PIZIEFE)ZRD,

EDT 7 NI AZONT

1 #@@ Systematic review (50 %D MMIHS (Zxtd 2 HAERFZ N30T 2 8BTS 9 o8t B2k
DOWTOREHD V) (Tuzovic, 2014, (2))238 0 . 19/50 BINZIE R RN L D IR 24T o728 Z A, Bk
BEDHERF SN TV, BHERENIER TH D E WV )WL Z DO SR LENCHH Y . &2 TR Z1T 9 MBI
iR LD, Zofth, BEEZERNC X 2B EFFROEHEITFHC R SR Tz,
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MMIHS OZWrFiE & L TR AERITA S 2
TURNILL: ZWNIHEZRFIANME NS, i
TURIL2: BECTHEMDZFANMEOLNRWD, HDENE, BEICLDIAHENRALND, F

WDOT T K HAIIZONT

EEREAERIZ DWW TIE 1 FR D case-control study (MMIHS 4 1 & normal control 4 51 o fis Bt RE R o 5o 2k
GetalZd 1) 2 iR F) (Piaseczna, 2004, (577))73& V. MMIHS T c-kit FEHERIRRIL A HIL7R D> > 7223,
control (X 2HlGETH-7-, £7-. a-anti-smooth muscle actin (SMA) antibody (% control & kb L,
MMIHS (Z351F 2 Y aiffE IXMEs T o7z, £ O, 2 fROIERIHRE (Verbrugger, 2004, (597), Shalev, 1983,
(614))»3% v . normal ganglionosis <25 JE OB K #7880 7=,
EDOT U R LIZHONT

RN X DT REAEFEFRIIAONR T,
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[CQ1-3SR L’ R—hDF & 0]

CQ1-3) CIIP O ZWrFik -

HEER HR X B GBI A D2
(90CR) Hififim v 7 A TIX, EFEMICHNOHERERO T AG, WENRRENRBTETZDHEVIE B

TRMNA M.

(LOLCR+RV) I HEB ML X HRCIIpIsh e < BEWAOBHZE DT R Z 2 L T\ D 728, kA & ORI A A,

(LA4CR)BEHITE 72 XA L o A &30, CIPS IZ&EHT 2T AN R 5N 7-(15 %5 1R)

(LATCR)FERGDIEBR &/ NBOBEIE K72 &4 LD 2B EFRD, CIPS IZEET DTS LG (BIR 2 4)

(494CR)/ MG DEB PRIk L Bite H v (76 BT .

(498CR)FEMFIC W A3 Feiili LB d v (82 ik ctk)

(567CR)WENLRGE 70D WaPAgH S BeboiLiz CRrERIER)

(587CR)JEIR 2 A3 2 JERITiX 11 #Ih 6 Fl CHFEILRZR, 6 5T air-fluid level 2787 (VINEFEHI)
(7 2 7CA) HARTHLEIHNFE OBGIER TIE, 160 SERIFH 154 JEGIAFT R (L& OFW 2 dkEER S IO

B 2L TV,

TORIANL: BWNCAR &

TORIAL2: ARREALD E

i

TR LIZOWNWT

JEFIR AL 8 3L (A « /NEETe) . WG /IMED D WITHEGOIEES L SR E RO L HMETH -
77

T ML 212DV T

ELRDDMEITA NI T,

ElLEL2EAERITIAE R 2

(154CR)MMIHS A 1 5ER(22 5%). CHP FLYE 1 SEFI(H i ) DiEflHE, 2B, CIP 1l ToOLfEEmM T
ITARRRETIR O R E S LT E BITEF TH Y . 2EAERIT CIP ORZWCAH TiXRr o7,
(208CR)fix#ar e = 5 F L7z CIPO  DIEFIEE, GIFREEAN b D2 @ AR 72 fEt, Meissner+Auerbach #if
BRHEOGLEYE TP LR, RSV, 72 CD117 (c-ki) D HS Auerbach ICR.HH, £ DA
DOFTRNBRREAE LT, 2FEMTIX CIPO IZXFE LAaWERE LI, 2EARIT CIPO OZEZAH TH-
77

(09CRYE AR 1 KD I by KU T I AF—0EKF O CIPO SEFI DL, MEcEilaOR & glia H
JRBEIN, FREHERAEDAER, 7 AERI DD 23, Meissner #f%# 1V & Auerbach #3512 L 0 i< 30D
b, 2EARIL CIPO OBZMICHER EB 2 b,

(57TACR)BRATHE IR 2 A 0F L7 CIUP O NIERIOWE, RSB AR ORER, 8 OZEM»EH
Tganglion cell [Z#H 23807, CIIP OZMICAI TH -7,

(584RV)/NE CIPS D2 « FERIZ DWW T ORI, &EERICBWTa T =7 owsE, Moz - 22
bz %,

(729_CA) o EOEMMHA (201242 A) TiE, HILE R EROFERNSG S L2/ CIPO45 i
41 %) (91.1%) 7% HE YBMIRCIER L2l sz,

TR AL: ZWICAER &
TOURNIL2: ARREEEL D F

i

53




T RAALIZONT :
SEGIHE DS 4 FwsC (154 - 208 - 209 - 574) . JEFIHEFED 1 FasC (729), #EiAS 1 w3 (584), &JBAEMOM
FUdkx ©, METEA GO LTEGRRY (208) Tl SV | F7- Auerbach #5123\ T CD117(c-kit) )
BORHB BTz, £72, I hary R T IAN"F—=0nFRK O CIPO JEFIDOHE (209) TiIsrfREmMiL D
A& glia MIREEN, ARERRMED IR, 7 ARERION A Meissner fiik# L 0 ¢, Auerbach fifk#IZ LV
MBO BN, M T, 27— 0% - MO - ZZlfbzido b 3% (584), £D—15,

CIIP ILIJEBIOMWIE (154) & CIPO DR NERI DR (574) ’Gi %ﬂﬁ%’é’ﬁ%ﬂiﬂ@@k% SRBITIEH TH -
720 (154), WMiEOZEMENEHIZRD 5 b ganglion cell | WAERDIRNoT2 (574) L LT
7o, LEO 45 FEFZxtg L LT ERIERFZE CiE. & m%ﬁ_&ébtfm®gw%uifmaﬁﬁkw
WraiiTnd

T RIL212O0WT
FLRDWMEITIHA NIRRT,

LRI AR A 2> 2
(223CR)CIPO & L < MMIHS D#ERIIERERL, BigRA CRRMr 0T ENGILI S IE R CEMREIR AR X
EHBOI-DBWHEIITEDL T,

TR L: WA A
T2 %Uﬁ%ibé &

TN LIZONWT
JEFIREIT Lm0 AH (223, FrAEVRER) ., ERHEFEAR CORBEBIIIET CTH Y | EERREARBEM T
DFEEZWNTITAERH L35 2720,

T R 21120
T B L,

ELABAT P NJERR A 1A FH AN 2

(146CR)CIIPS 72875 2 b vz 15 ik B R OfEfEE, EABILFINERAE CIISINBET, e a X7 7

RITEENTH ST,

(149CR)CIIPS DB 2 FIOFEFERE ., WIILORER] S EAGILFIN A TR BT, Hirschsprung 57
HERITH -7,

(222CR)CIPO t L< 1 MMIHS @%ﬁ@%%%f JEG, BRI IE R /82— TR TH > 7272 d e vy

2 AN TIRIIEEHTH Y . CIPO OZMNIEBILMNEREITAH TH -7,

TURIL L ZENCANE A%
TUNIL2: ARREEELD F

i

TR LIZDONWT
JEBIHAS S 3 3msC CHrAEIE B (222) « /NEHFI(146 + 149)), WP ODAER] & ELAGAL PPN ERR A C R T
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HY., BT a2 ATV TRIIEEN TH o7 (146 + 149 - 222), L - T CIPO OZWrZiE BT NTMRE
TEHTH-T- (222)

7’17 MJAZ oW
BAT DA

B NERRAISA 2
(L6CR)IBIG K dmi i 2 W 72 BB YRR 2 52 O 7o pl N JE {ﬂ Zxt L. infused catheter %% F\ClRIAGAR NG D
FERBOWIEZRIE L CUPS L 22Wr LIS T-IERRYE, WAL TH B BliG Rl CTldZ H‘Eﬁéﬁﬂ%ﬁ@%ﬁk;o
Z DM OERIFRD T, BRI IS L ORGE IR &'ﬁ%’ﬁﬁ u\fm\ﬂ%%@@ma_ RO T,
IO E R, EFREEBNTOIRN T OIBAIER A 72 LT Y, CIP IZEET 2EHTHh -
726
(17CRYRENIERE T CIIPS @f/AL,Frt IR o T RRMEGI O, RIENERE T FIc k2 1 kigEhk
DA T D FEEIE CITFE O, P RHMEE TIIRML CWe, ET7 70T LIxR ) /A
TR IR S . IR AR b ARFEETH o7,
(ZGCA)CIIP897 {ﬁJ BT 5 B RIENEMREFT ROMET GEGIEERHRE) . SEIEFIZISTEHE T phase3 %
O, B phase3 58 7c%) & L, WSO A REMEDS R S T,
(27CA)E/I//:Liiéf%(hypogene&sl i, CIPS 11, CIPS &V 1 Bil)izxd 2 EEVE LS NIERART Lo
et UEFISERH ), hypogenesis, CIIPS |Z phase3 i<, CIIPS %\ X phase3 O HELAZ78b 7=, i
HLENERAEIL CIPS OIS &2 ET 2 L C/NGEBEREZ ST 2 A 72L& 72 D 2 & 3
REE b,
(28CR)CIPS JEBIOH S, AIENTMRE T LES JEIZIER Th o 7283 W HERIZ 3 2 ifRITEAE L TR Y, &
HENJERAIX CIIPS ORZWHCAHTH 5,
(142CC)CIIP D% N FEAES SER & SREIERER], 1EH iR & T+ ZfRlaNERA 2 tolgs U7 SEfib iy, CIIP
VRIE# SSHIRICEEART MM SIS < (4mmHg vs 3250 mmHg  p<0.01) . UEdhilk O#EEE & A EICEVy (6 ]
/10 43 vs 166 [1]/10 4y p<0.01),
(143CC) CIHP DR NFIE 4 FEF & SR RERER], 1E5 %R & A IR A & befie U7 e filx iR, CHP 12
BT D LES Eifdi & L N THEICIE S (4mmHg vs 20.2 mmHg p<0.01). W FEFHEE & A 53 2K
(27mmHg vs 83mmHg p<0.01), F7= CIIP [LIEmE NI B FEMINHEE 278D 7=,
(150CR)CIIPS @ 2 BIRBIDOFEGIHRE, BIENERAEICISUNT 2 il & b IC[RIREIGHE A 580 72,
(207CR)iM# %2 A0f L 7= CIPO1 fﬂ@fﬂﬁ ey, EIEWNERE CIIIREIMATR S LES b RED/RF — &R
L. EBILFINIERAEILIER 2 — 2 Th oz, BENEMRAIL CIPO #55 Z LI1XTX 28 EBILFANE
BRI W IZERE L2,
(222CR)CIPO % L<1Z MMIHS OHFAEVRIEEFIOEFIRE, BERA CREr T EIBILI ST CE
AR TIEF B O T2 DR W E TR S 20 o oD 0, EETHLE NER A CITIEERNK A3 2 5 4072 5>
STz, EBILFREIER ¥ — 2 THIETH -7, WITNOBE L CIPO OREHCHHTH - 7=,
(493CR)71 & B D CIIP JEFIHE, phase 11 OIREEXRANISCH BN 5 2585 7=, Stanghellini & O #
HETHNEFTRER & —BLTBY, NEFOBMIRILE 725 L F 2 b,
(500CR)82 &M CHUP SEGIHE, EWNITEMRAIZIBW T, LES HREIIRT-N TV A28, LES JEDOEK TFH Y
OK BB A ClGERES X2 R2UTIHA LT,
(582RV)/NE CIPS DT « &L Lov\f@m\n EABALFI SIS 23 d . T EIENEIE <, 22
JERED MMC [T EF 72 IR 2T,
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TUNIA L BENCER %
TWkﬁAZ.TilJE%ELZo &

I

T RAOLLITOWNWT

J“ Bl BRI 2 BRsC (142 143) . JEGIEREIL 7 350 (16 + 17 « 28 - 150 « 222 - 493 - 500) . JEGIEEREHEIE 2
A (26 - 27). UL 1FR3C (582) Th-olo, MIEWNEMAIZIBV T LES [EIXER (28) ~ETF (17 -

143 500 - 582) L. #&R#EEDIEE (17 - 207 - 222) ~IKT (142) 23D, ENEBREIT CIPS O

WCEHERATH- -,

7’?%73,&2 oW
T 4w L,

B SR A A 2

(148CR)CIPS H IR 2 FlDORERFIHE, 2 T+t DIRIGE) & kg H v, 1 {ﬁJT“ I3AE I caliber

change ZRD 7o 722, /MEBITHETRE L transit time 23ER L CE Y CIPS IC8E T 2T L2380 il

(495CR)76 ik CIP BMIEGI O, /NG D EV 72 JL5R & &5l 0)@1@0)&\%7‘;@%% Vo #eEHISRAZE
oz,

(499CR)82 % CIP PESEBI O, /NG, RIBICHZEPAZERT e < | & AIO@ImEIE 2 780 7=,

(568CR)#T AN CIIP DIEFIHE, EM#RAIZ T microcolon 278 &‘J IEPAZEREE DT,

(570CA)CIIP5 Bl DFEFIH L, CIP4A B DU THEE IRRG 2588, CHP 1 f CHUE it AR EZ R O T,
(573CR)BEATHE NG TR &2 A 0F L 7= CHP B MJEBIDHA, /MBI :ﬁ%ﬁﬁl DU A G| =M& HFHTH-
7=

(579RV)/NE CIPS DM « BT OV T ORI, EFEHIE EEHRE IV T, HORHEE, &iE - 5o
IEENHG, HAREWI(GER). /MED slow transit, IFEILRZED, BENCAHTH T,

(588CA)CIIP1L B OEGIER RS, W (LEERMRAIZI VT, 511 B TIRBEIK DK, 7/11 FITH
PEISEAE, 7/11 Il T/IBIZE VT delayed transit 25857, 8/11 BT/ U o APEHGRIEIIRED 72> 72
$ D D to-and-fro CIFEREB) DK T 278072,

T RAEAL ZENCER 4%
T NIL2: AR EAELD E

T RHLLITONWT

JEGIERE 1% 5 3w 3C (148 - 495 « 499 - 568 - 573) . JEBIERHEIE 2 ¢ (570 - 588) . #dlE 1 #w3C (579)
Thol-, HEEEZREICBW TRAECMZE P 28D T (495 - 499) . /IMEOYEIE & transit time O 4k
RZ38®7- (148 + 495 - 499 - 579 - 588),

T NI 21200
T BYEm L,

HAER O CT IS a D2
(90CR)CIIP JER] (HrAENT) 123\ THME X B, IZB W TIERF RIS EH 2 D IBE BRI T A BN
HONRBEMBEENETESND,
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TUNIA L ZENCER &
TUNIL2: ARREEELD F

i

TR LITHONT
JEBIERE 1 5m3C (90) DAr, FHAENR CIP JEFNCIW T, CT BEIC L v IEEF AT B h
BRH LI, FEREENEEIND ETHORETH- T,

i

BRI A

81131

TWFﬁAZ:om
T 4w L,

BEZBREIIAEHN?
(581RV) /N2 CIPS 02l « HEICE T 2EFHRAETIE. B0 OHEHEELZ DT,

T REAL ZEICER %
TWFWAz.Tﬂﬁéébé =

i

T RAALIZONT
o 1 (6581) DAY, /WA CIPS IZBWT, BEEFREOR R, B0 OHHEBEZROT- T 5
HETHST,

TWFwAZKKN\
T BN L,

BRI A 2
(583RV) /MR CIPS Dl « FHUZE T A2 BXEHZMAE T, B TOEFMGDOIHEE - MMC DiEk %58
.

T RAEAL ZENCER 4%
T RIL2: AFREEALD E

T RHLLITONWT
Ao 1 (583) DA%, /MR CIPS 2B\ T, BREHFHIREOFET, B TOIEFIE « MMC Ok
%Hm‘@fuk#é?&%f&)of;o

T RHL 212290 T
MMER e L,

MRI > R IZHHN?
ToRIAL: ZRICER &
T RNIL2: ARREEALD E
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77 b A 1ICET S

(727CCT) HAEMNS LROIET X LMEABROWEH Y, CIPO BFE 12 4, IBS BF 12 44, IEFXIRE
12 4 (WP b)) 12k LTk MRl 21TV VR CEed (BLiEH : luminal diameter, contraction ratio,
contraction cycle),  CIPO B IL, IEH XA « IBS BE L L THEICEM luminal diameter 38 L
A EIZIEIED contraction ratio 25 L7z, & MRI i%. CIPO HB#& OIS IHEEEIR Nk L 0%/ MGOEERR
WA L, MEMELZFETHZ L HAMMETH D, RN OPWRO L WEMAIL, 51 CIPO O
ET7F =7 v RO TH MR L 72 5 TR B 5,

TN 2IZET 55
ML,
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[CQ2 SR LR—FDE L D]

| CQ2: llsolated Hypogangionosis., MMIHS, CIIP |Z3EMpiEITHARCE 252 1)

Isolated Hypogangionosis

Isolated Hypoganglionosis (Z5x}3 2 FEWREIEIZ DN TOF LI 3 TRMOIEFIHEN R oo 7-, FEREnT

W% Comparator ® 956 NHWEEEMERECCESE, BOH3E, HUERL HElh. TAL R 2OV ToOmSUIA D
MBIRInoTe, TN FT 4 7 ATHOWTIE, 1 #a (255085 2010) DIEFIREAA B, &EIZX
DR B EIREN R, BROBEFEDWDTLENIRDT U M ARG LI,

Comparator (2R S TWARWEEMIZOWTIE, 1fF (237485 1991) OEFIREN AL, VIAATFT
RV, TR RE T TV ERG LI ODOMEEEENIE > - ZEETEIHNEIC L VT LT,

2) MMIHS
MMIHS (253 2 3EMHIEIZ DWW T O T 16 MR OFEFIHRE 1 R o0 o7z, 2R3 TW% Comparator (22
WC, BB EESRESGEIKIC OV T 6 fROIEFIERE (229:Al-Alaiyan S et al. 1996, 238:Couper RT et
al. 1991, 241.Goldberg M et al. 1996, 254:Al Harbi A et al. 1999, 265:White SM et al. 2000, 271:Manop J
et al. 2004) NRE>M -7z, Cisapride, Metoclopramide 2385 SN WTN LB TH D LWV HHETH
STz, HAFEIOWTIE, 4 ROIEFIRE DR o0 o7, REFGEZKREGT 52 LT, HbEEEOUE, 15
NS IR RFE O FLHE (228 ALk S 1997) . MG REEINEOHI (2314 H 5 2004) . I5PAZEIER O diE
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WITEIT B RO 2 5 T,

EODT NI ALA (EEEHEIVEMTERIARTHD) 2OV T
465CR D 2 llZF I F1 15 5% T, 355 CH -, 714CR DA 5 EFINC W TITAES 12~24 » A THI-
L, ERELVEMTEBPARETHST,

ClIP OBERER) T121% 3 BB LIS O HIRFERR IR & e L T
TOURNIAL: A%ETHD, 1
TURNIL2: RETHD, E
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FRUCEE S T D sEER D e o 7,
CIIP OFSREMI TH2ITIER & L ik LT
TURILL: AETHD,
TUORNIL2: RETHD, &

REWTRIFFED 1 G SC & SEBIEERERTFE D 3 FRSC & AEGIHRE D 2 FRslh3a% Lz,

WOT U L(ERH LSRN THASRSTH 5N T
WK B B R A T

FEOT T NI (EFHLVEEANTEZIRRETH DR, TPNIKTF)) 12250 T

470CS T 4 Bl 1 BUAFEA 2 & T TE TV, FAINBEIEAZ RO, £ Ofth 1 FITHERIZFEM L T
DHTHY | WREM TRIIRILF I35 2 eh o7,

413CA TIX 11 B 7 BITIERZA L. 2D 55 4 BT PN {K{F, 414CA TiX 4 B9 4 6T PN {&K{7, 445CA
Tk 1~21 W E TO 45 BIOT 77— hHAET, 38T PN (K17 g 171 ITF 2 —7 %38y 40T PN (KIF+F 2 —
TREBEONH TH o7z, 434CR TIX 8T PN {77, 480CR TiX 24 1% T PN K{FIREETH Y | EFE L V%
TR/ RRTH ST,

CIIP O {RFE 1T 3 EELIA O HIREaRE R & ik LT
TURNIAL: FETHD, &
TIORIL2 RETHD, &

FRUICHEAE T DR SCERR O o T,

CIIP DHIEREEIZEFE & il LT
TUNILL: WETHD, &
T HALA2: RETHD, =

RWTHIFFED 1 5 3L & REFI T O 2 Gm A% 4 LT,

DT 7 N LOEFE & HEIEEDRETH D) HONT
435CR TIE 2 i CHERBEITEHR . 454CR TlX 8 ik CHERKEHIZIER Tho7-.

HEOT U L (EFELVGEEEPARTHD) 1250 T,
470CS TI3 4 fith 1 5 CHLC (FIRBIEE), € Ofh 3 Filth 2 il RS &, RIKEZFRD T,

CIIP OF5H3s X IEH & & Heig L ¢
TORIAL: AETHL, It
TOMIL2: RETHD, &E

FEGIHRE O 1 FR3CAFEYE LT,
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WOT U N LA(EFEH &EFEREENRFRZETH D)INTHONT
454CR Tl 8 i CHIEEITIEF CTh o 7=,

FEOT T ML (EEELVFEREPARTHD) IOV,
T DMIEITRR O R0 T,

ClIIP OitF1% 3 B LSO HIF B ER R &t LT
TONEIAL: AETHE, I
TUNIL2: RETHLD, =

AT Dm LRI o T,

ClIIP OBt I IER & & i LT
TONILL:FETHH, I
TUNIL2: RETHD, E

FEBIEEREMIIED 1 fm3C, JEBIHEE O 1 8RS e%y LT,

WDT T N H AOEFEH LT RRFETH D)TONT
414CA TIIFET L7= 1 &2 BRU N2 4 Bl 3 B CTRESAIEIRIZE CTH . 433CR Tlidk 3 il 2 Bl Tt A I E w4
FEETdh o7,

FEOT U ML (EEHELVRFPARRTHD) IZO0WT,
433CR TiZ 3 fflt 1 B THEEFFHR THY . EFE L VBFEN AR TH o7z,

ClIIP Oty71% 3 B LIS O HIREFIE SR & g LT
TUNILL: WETHD, &
TIORIL2: RETHDL, =

MU T DRSO IR0 T,
CIIP OEEFITIERE & s LT
TORIALL: A% THD, &
TORNIL2: RETHD, E

SEBIERFEIIFED 1 Fa A% LTz,

DT T N AQEREHE L BETNIFRETH H)IZDOWT
414CA TIISET L7z L FlZFR\ = 4 Bl 3 B Tt iX B E L RE TH -7,

EDOT T RIL (EEELVRTDPRETHD) IZO0T,
MR L AR R0 T,
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ClIIP OfErSI% 3 B LSO HIF B R &t L T
TORIALAL: AETHDL, It
TORIL2: RETHD, &

AT DL DI T,

CIP O#ESIXER & & il LT
TONILL:FETHH, I
TORILA2: RETHD, &

AT DML DI T,

CIP DIFEZ 1L 3 BB LIS O Hpfakx R & il L C
TORNIALL: FETHD, &
TORIL2: RETHD, &

U DL IR o T,

CIP ORI IER & & bl LT
TURNIAL:FETHD, &
TORIL2: RETHD, &

T Dam L DI o T,

CHP II#EEIFR a4 A7 5
T NI A BRI TGRS D

FEGIHR S SR 2 FSC5i% 4 L7,

481CR/RV T 42 {5+ 27 f511%) CBAREHT & fiif T <41, 483CR/RV TiE 26 #il 17 BICRAMEHT TN T
BY . HEIOFEHREEZFT D,

73




13 B 7 1 —F v — M (e 2 AT VSRR IR )

[4-2 Sk 7 B —F 4 — 1] P RISMAR W] 8%

NG NICE PubMed Cochrane %3 EMBASE WHO PsycINFO® CINAHL Others( )
1011 477
Total recordsidentifiedthrough Additionalrecordsidentifiedthrough
databasesearching (n=1477) othersources (n=0)

Recordsscreened (1stScreenin
9 Recordsexcluded
(n = 1477) (n=1081)
Full-textarticlesassessedforeligibility Full-text articles excluded,
(2ndScreening) (n=39%) —_— with reasons
(n= 108 )

Studiesincludedinqualitativesynthesis
(n = 288 )

Studiesincludedinquantitativesynthesis
(meta-analysis) (n=0)
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K6 HARTA NI N—TNT K DB R

B¢ HFER FG ()
CQ1-1 13 12 92.3
CQ1-2 13 13 100
CQ1-3 13 13 100
CQ2-1 13 13 100
CQ2-2 13 13 100
CQ2-3 13 13 100
CQ3-1 13 13 100
CQ3-2 13 13 100
CQ3-3 13 13 100
cQ4-1 13 13 100
CQ4-2 13 13 100
CQ4-3 13 12 92.3
CQ5-1 12 11 91.7
CQ5-2 12 12 100
CQ5-3 12 11 91.7
CQ6-1 13 13 100
CQ6-2 13 13 100
CQ6-3 13 13 100
cQ7-1 10 10 100
cQ7-2 10 10 100
cQ7-3 10 10 100
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VI, HfELE
1. CQ1 : Isolated Hypoganglionosis, MMIHS, CIP OZEiLE D X 51223 h?
CQ1-1 : FEthrcEifminfEE (Isolated Hypoganglionosis) DORZWHEE D X S/ & D02

HELE - Isolated Hypoganglionosis O E2WriciZif b (Rl - S IRAEE) O2EAREIT> &%
HELET 5,

HESE D & b R c|TEMET ) [F0E TEME L2V 2 & EHEET S
2 (B9 ¢ TEMETA] FE IER LRV 2 A RET5
TEFL A G B () o C ) b Gpaicgmy)

fiAE s

5 R B M A /) JiE (Isolated  Hypoganglionosis ; HP) (X /L o A7 L v F IR B D72 T, kb2
Wi NEE 2B CTH D, TOHME LT, HP OEARVBEENM TR, £z, HMEREEZRO LIRS
NTWRNZ LIk D, HP OBWi5ikE LT, 1) IEEEM X R, 2) HEEY, 3) MEENTERE,

4) HEAGKEAR, 5) WHLESEERICETIRENRDH D, TORNT, L OMILITENT, HWtE2BEAR

(REIZ/NIG « RIB) 23 HP oMW HE R s72& LTna, Z0E M E LT, HP OMEZKNE, AifEMeeEs

(7 7Ly R 128 DA ORI 2 B L 25N Z W e Th D, HE Yt TR D
O5AR A HERR T B DS NEE AR AT, MRk FYe (AchE, NADPH, SDH, LDH, $R4:ft) 2R3ZWICHAHTH 5 LD
HELHD T, BHT, 2012 EICHEE SN bREONEARER 2R L LT v — MRE T, iR
HERAT X EZ RS, KAREARIC L 2FHEBE CIRERZR 040 L SR Tho & sn: ¥, - T,
HP OZMHIB W T LB RBARIIAR TH L L E L2 b, £77, T X2 80HER EOHEITR W,

HP OZWHZR1T B EGRIFEAR O/ AMEIZOWTIE, EZRMEN T2 DREHI IR ZWn T2 a2 2 #ELE
THHLGLH D B3 HP ORI FEMRE (A 27—t 1XEH THY, AchE Letabiatkd L<
IXEFR THLHID, BT a AT N TIROBRIZHEIZITAER TH L0, HP OfEEZWNIZIZTAH TRV
Thb,

Z DM, HP OBWHIF T 5 MM X 5 H, MEEEEREOA IOV T, BH X REEOHT A
ELTosEmE, WE T AFTGe, WLEEEREICKIT 2EIRES, P22, megacolon, microcolon, caliber
change 72 EDFTRIZ, O VT 2 ATV VIREBGRE LML TWD Z b, N0 TrEizWride
ETET, HP OREEZENCENT, HEREITAHACTRNEEZ D, £, ETHLBBEIHMT 2 - 1 -
7 7y 17,34-38)

VY 2 ATV 2 TSR TIT O D EILE NIERE DA APEIC OV T, LB BRRERF DOFERE2Y rlHe
TlEHDH00, FAERMICE T 2REERD, KA, B, FEERE e & —EORRIIHE LT
EZRITE, £72, BESCT IBONEREICOWTORE LA LNDM, TORIMNIARAMER 2 &R 5
N5 HOD HP RPN LTI 20, BENCA M TIER <, HP ORENIR W THILE NER A 134
VC\\fJ:I/ \ & j%éz %) 18, 21, 23, 24, 34, 37*39)0

Plkkbv, HP IZfTbh s, MEEHEME X MEE, EEERE, ERNEREITE VY 2 270 7
PBEERIZENIIAEH CTH D XL H D0, HP OREEZKNCKR L TUXAHATIH L, #iRe L, EoMNLR
BEN5, foT, HP OBWNCH L TRbAHRBREIL MWEESEERTHY, EBHEARIIH T
Iy a AT TIRRRIE R E B o T A ORIV & L TRMICHITL CHL LWRETH D LB 2 5,
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CQ1-2 : BRI/ IMEGIG E IR 2IE (MMIHS) ORZKHIEED L H IR SnDH 2

HESE - B ISR 35 L ORI 72 O RGRASEEIR A R L, SREMZRRAZENGED D WEAITIE, THlk
EERMAERTT ), BoNERS (microcolon) 25385 B, [RIBFCEEMGER L < 1% CT - HHEHMHRA CERBEM
RHER ST MMIHS Z3R< 865, Mo vy 2 A7 0 v VHRERE B A BN 2 720 O E 2 M I3 IBE 4
JEEMEITH 2 L a2 HEET 5,

RO & O Gl EmTd) EE LAY e a i

2 (890 RIS T TEHLAVY DL ARETS
xEF R AGE) B (P © @ D OB
it

BRI INERGG EisE A~iE - (Megacystis-Microcolon-Intestinal Hypoperistalsis Syndrome ; MMIHS) & 13,

BRI G GPHZERREIR 2 2 LIBE A RICE SRR A OBEEREETH Y, EREEDE, PG
(microcolon) %5 JEGHTH L, 2

WrikdE L LT

1) HAEER) O IEE A, WEH, R & OBMHAZEEREZ 275

2) BEREME 295

3) FrAIRM OEGER Tl NERS (microcolon) 2 8% %

4) WHMLE ZPAZET 28 ERRIRAE 2R D720

5) WHLEREAERIZIBW TR PRI IR E 2RO 0
D5 HAZT XTI THERD D,

JE R X BB TGRSR OBZM O 7= OIZHEHTH 50, B, /IMEOILIET A 87 & HiE R X v 15
FIERAZ X TRAIZALNDHT R TH Y, XBEEL T TRENCES Z &b 7en, BEREEMC L2 FIEHE
BRENADNDHAICEIBCAN D Z DD -2,

ABRBIZMADIER T S microcolon OZWNITIEGRENAH TH 5, 72721, FrAERMIIHLE PAZE
JEIR & microcolon & 2 F 5 E L THEIGASIESL L LY 2 A7V 7R (BRI EMREE) 2d 0,
BN G B D o 5,

THLE PASEEIRIC B REEDE D B S CuUE, AEFIZSIHICE S RETh 5, BILERIZEREEEOZ KT
DA[FETH DD, TN EOFRIFE LNV T, BEEBKRES CT RE CTLZEIIETH 2,

NEEs Rz A R <, FrAERMICBRIEFINZ1T 9 2 & %<, FiifThicko TR asns 2 &b LIXTLIEA
Hivd, ZORRTITF UL By a2 A7 0 ZRBRIRIEIZ S5 CIIP, Isolated Hypoganglionosis & @
EANEETHY, FRICREERPULAEL RS, KEAMOE LY 2 27V 7S Isolated
Hypoganglionosis & OEHIIZ4JEEMIZ TAIRETH 5, MMIHS  TIIMEREIMIIC REN RV ONEHRTH L >
A, [FERIARRETIALIZEF 235580 v CIP &3 AR O B REME & microcolon DA HEIZ L 0 85I S 4L
%, FIRE CTHIVUTTGEIFRERIZ L 2 R ETIROMEREITVY, S HISKAMERIZ K DHRZW 21T 5, BEIRREAE
BCIE7TeFal)rxaxT 7 —8 (AchE) BIEMMEDIELEDNH BRI, By a2 ATV 7L O
BIXABETH D08, TOMODE IV 2 ATV ZiitaEgR R & OENIZREECTH 5,

VAR CITYEREIRAS L BB CHARTZI S d 2 & H %0 5~7), AT BIEILE, KEAKRERE, WS OISR TH 5,

5 ISk
D EHE—, ARE O, S0, Hirschsprung #9335 X OY Isolated Hypoganglionosis (2 351F % Peptidergic
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CQIL-3 BB ITERGEAZE (CIIP) ORI ED L DT Zndn?

HELZ - SRR, IGPHZRIER 2RI & SRR L TR L, AR SR I IS W CIBEHRIR & BEi TR & 78 5 13
BHIPAZEN N Z & 2R T 5, /NERTIHMMO B vy 2 ATV 7 ISERIE B A EERT 25 72 O EZWNIT I
W& BB AT O T L AR 5, RRATITWEIRIPZE L 2 IRVERPENGPAZE 2 80+ 5 Z L WNEHET

by, NEERRY BFAERBITOA TR,

HEIE DR X @ Gav) e Fm3 (EE LAV © &R RS

2 (F\) ¢ [FET 5] Fax IFEMELRV ZE2ETD
TR % A (58) B () C (59) © GEEICIHD)
fii

CIP OBWHIIX, LIFO 4 HEZ TR T HERH 5,

1) BRI AGPASERE R 278 5

2) BB ZW CHE OILR & BImE R A R 5

3) THALE D BAZED 220

4) OBEERERINT D

IR OV TIE, MR TIE2 ZABE, BATIZ6 VAL EEZAT 22 & AHEIRT 5,

fe YR L SEHETRIE, MEEREAE X B, CT, MRIZRE T2 % FARIck T, SeAr=olEG:
TOWENNEERG GRSV, M HM X BRI X 2 8E B OMERITLT L H LI TR,

TAYERGPAZEDO BN I T, /NETIIIEERHAL X BRI T 2 L& T A 540 DR IECTHL B R 1S Tk
WRELAL, EEEIEE, WO ILE N EOFELZMD Z LN TE S Y ) AT, EEMIRZE, %
JE, ARSI X DNEDHZELZ RN D,

BRMThd 2 L a2t 51ciE, thoBEIBAEEZBRNATIMLEND D,

INRIZRBNTIE, o 1 RVEGBIEGPAZEZ BRI+ 2 M BN H 5, e R REMIE(E Ly 2 AT L
TIENWELEIGRE AT LM T & 5723, Isolated Hypoganglionosis, Immaturity of ganglia D8 5I1Z2 K2 1%,
A BRI X B REER 2 E AR T R TH S &7,

AN TIE, CHP LIS D 1 RMEAMEIGHZEITENTH Y, 2 RIEAEFAZEEDRINZEI N TR L 72 5,
BRI X 2 IMEAMERAZERE 1332 1 128 7,

T MRIOTHLE NIERMRA D, CIP IZA LN DIRENEFOZMICAEHTHY, MATIIIND 2 DOk
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2. CQ2 :Isolated Hypoganglionosis, MMIHS, CIIP ({2 XD X 9 7p 38 ikinHELE T 5002

CQ2-1:Isolated Hypoganglionosis (Z3W AT HERE TX 5702

HELE - Isolated Hypoganglionosis (2% L C, H M THERE T & 2 ik,

=L % AGRH  B(M  C @) @ GrricgH)

Isolated Hypoganglionosis (Zx14 2 HMRIEIC OV TIE, S EIERMRICBWT, MbEHREEE,
NS FT 4 7 A, HIE (RETE) 0, RIS L HTAER], 5, TA, IbFFR SRS T,
TETUR LD T UK MUEGAER (randomized controlled trial ; RCT) <JEGIEROMWE 1722\, FEFIHRE
TRTRALAT 4 7 RO T Ve, Hia U VBEIR T r X8 75 0 D BEIORERIC DU AP RERE Liiboe
HThHD,

BEAR TR A SN TWADELIE (KEFS) OBRIZONTOZET VR ERWEIL R, TOHMME
IRATH D, T BN AT 7 RTOWTUL, ZOEGIZ LV RIGRBOBEENEML, B2 OFAMEE A
MU ETDIEFIRED DS L2208, ZOMIITTET A LD bR, £z, fia U AR
TaRE T TV BBIOREIZOWTL, WEEBIOUEIC IR0 o 7o L OREFIHRED B 1 RbH D
ZITHY, ZHbAMEIAATHD, 72720, WThOFEAICEN TS, AT 2AEFFRORE SR
[

ERED LS RFH XV, Isolated Hypoganglionosis ML RERERE FE 02 AT EE S SEIRICHT L, BHh7e%h
REHLOHEML, TETURICHESWESE, BN TITHERETE 5L DIE R,
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CQ2-2 : B REEME/ NMNEGIGEIEEI A SIE (MMIHS) (ZEDPEEITHERE T 51

HESE  MMIHS (IZxPT 23pE L LT, EEHFE (KREEHE) X7 a7 0 7 20 AMENHE ST
50, BERS TR HERcE o BT VAT,

T % A GR) B () c @) © OF#icHE)

MMIHS (Zxi3 23k & LT, THbEfREcESE (Cisapride, Metoclopramide 72 &), Z'ma XA 47 4 7 A,
BT CRERYs) , Al (2 Ru~A v 8), il T, ILRFAIREMERSND Z&03HD, Ll
BRD, ZHBIZONTOTET R &% RCT REFERER ST <, JEFREPBAINDDHTH D,

LA REREYESR & L C, Cisapride CRAEIZHER STV Z20Y), Metoclopramide MEFA SN D Z ERH Y,
6 i TODHEMEERE LIEFIHRE R H D, T OTRTOREITIEO T LA EBEE OB A L2
WEDFERTH o T-, BIfE, EWNTIL Cisapride I2ftbb b D& LT, v h=rZFREKEBHED
Mosapride 23 iR AL TV 523, BlRe R TIRZ OZRIZEE T 2 51T,

BEE (KREFE) 2o TIE, 4 R T ODIEREE TEOAMMEIREN TS, TOMEL LTI, M
HEEB O, IHENEYOWmEREOUEE 7 BIEREOBEERM © HHAEEROWE > OBR%TF Hh
TWb, TaRL AT 4 7 AZONTIHE, 1R DOIEBIMEN S 5 DR T, ZOWETIE, BEOTHHIC
THZENGEL W TS AT ¢ 7 2% L, BROBENRPST-E0VI bDOThoT-, HAEAICONTIE ®
> OOREFHERHY, =) An~v, L UDMRERF L2 LD TH 720, PFITARVE VI FERTH
-7,

HDFH L LT, SR hTF U, TRAZ T TV ORE PR, IS REENTEE D a5 U s
MDD, WTHbIEEEBSGE IR TR o T,

INHOZE LY, HERTE DRAPRIET RV, B (KETE), TuttT 47 20513, A
A R IIERRRE D BULSN TWAD Z &0 h, L TH LWIEARIE L Z 2 6D, vk, T X TOHEA|OFE
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CQ2-3: 1B MERFFE A MERGPAZE (CIP) ITHWFRIEITHER CTX 5702

HELE - CHP O3EMYIILE LT, Prucalopride X° Cisapride, #53% (KEEHY), a4 47 47 A, Hik
Fl (Y 2m~ATr) MEREND ZENH Y, THILE EBIBERERE T CREER (69 2 A A EUL
ENDHN, BEETIIZOHREICONTO DRI ETFT R TZ LUy,

T2 A (58) B (*h) C (39) © GEHEICTN)

fifE

CIlIP (Zxf9 B3 WpiEiE L LT, MbEREC#SE (Prucalpride, Cisapride 72 &), I (K&YE), 7
ANAFT 4 7 A, PLEH (2 A~ Ty, RUIXFv o B 22Y), wl, TAL ILFFIZRERFEHRS R
HZENBHD, LNLRDD, ZABICOWVWTHOTET A L7275 RCT SJEFIEBMEITIEE A E 7L, WiE
D% NTIEFIHRETH D,

TH LB RELESE & LC, Prucalpride, Cisapride (BIfEIZHiflk STV BMEH S, EORERENHE
I TW5, Prucalpride % 5-HT4 ZAMIEHF TH Y, ENTIIRARE TH D, ZOHEANZOWTIE FEDO
JEBHEREHE Vs, 7 HICHRANC L 28 ARG O e ha—n3 b, 461 TFr ha—AnKTL,
3 BITIER DS EDGRD LTS, 728, ZOWMETIE I FITIT o ha— b0l & 7a> T 50%, 2
HEFELOWEIL2, —7J5, Cisapride (2 1 fROMEEIIITE 2036 0, FFHBEEC L D IBFZHER O WEIVR S
NTW5, 51T, 6 MOMEFIRETY, FFEREIC L2 RBEEAEREORMN > Y, IHNEOEEER o
5 Y, BHEROKEICAD) TR EOFEAMNRD N TWS, LL, —FHT, AMEEiRnihror-b
THEFRED 3 M TP HY, EFOME L ORFEEIC L DA RMETRR S Ko ICEbh g, BE EN TR
Cisapride (Zfib 50 E LT, ko b= ZRERIEEFEKD Mosapride Nl SN TW5HH, CHP 22OV T,
BURE R CIEZ ORI T 2 #5137,

AR (RS OFFMEICHOWTIE, 2 #i 2 WoiEslms Cil b E RO RO W E R EOF
AMEAREN TS, —F, 1 WMOKEFIHRSE “TIE, IRRR- e @ESNTBY, AAMcETsze
FUAIFZ LW, 2B, FAICE L TOAERERITHRE STV,

FRNRLFT 4 7 ZTONTIE, 2 fa > ORISR D D, BRIGAEERE ORI A OB D
Wb oT L OHETH T2, AMERRNST2E OHREFRNDDR, INLLAMEEZRTZET AL LT
X+, 7ed, TaaS T 4 7 RTHONWT G, ERICEET AR ESESORE T oT,

FUERINCOWTIE, =) 2~ A LU BNECThoT & T ARHEREN 4 i 14 9% -7, BaiEdhieie
IREHFFL COTY RAu~A o BETHDHN, RREEREOEN, BATEEROUGEIIAN ThHoTo L
THHLONE, FRD RS T LTI RL, HFEFZORE LV, —F, WEME#ED= Y hu—/LH
TSNS A ha=F Y — LR ) I X0 0 B AR SN, TORNTHEENHDOITRY I ¥
BIZOWTThHD, B IFTr BHELICLDEROUELZD- LT DREHMEN 1 /7 2O, RN )
72T BIEGIRED 2 i 2 P THY, AEFROBREIIR, TV RawA L ATOWTITAMERS B Al
BEMIIH D0, TeT AL LTUIZLL, FERY IF VU BIZOWTUIZOMRIIRHEE L HND,

OIEHIE LT, FAERBEN ThH -7 T DEFIMREN LR "B 5, £/, = U AAEBERME AR
ROUFEEROT- LT DIEFIRED 1 Vo250, FRBAN TR LT HEFRETENE V£ 4 iR
B850, HIEEIAHTH D, TRRZTFTU DOV THRHHENS Z ER3H 5N, BHEEROUE
RO & OIEGFIREN 2 7 0P 5 —), B TholmL W HMES 36 20Wh 0, oK bRk
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3. CQ3 : Isolated Hypoganglionosis, MMIHS, CIIP {Z{EAWE I REEIFHESE T X 25 )22
CQ3-1 : Isolated Hypoganglionosis (Zi4{b& E TG ITHERE TE 52

HELE © Isolated Hypoganglionosis O{ELE Il IR RIEICIL BB Z &R T 5 2 & 2R ET 5, FIiGE
IFEBNZ L > THERIGEN D DD, TOMOIFEDOHFIMETH LN TIERW,

HELE DR X 1 (3 - TFETA ] F003 [EE LV 2 &2 HEET 5

@ (F5) :% 0% TER LAV =& At 2
T A Gi) B (1) ©c @ D (EHIZHI)
iR

Isolated Hypoganglionosis (%, BEWNED 9 S X 2R OFIELS | i < BUiiE, JEI% O 7= I KR
DR L ORI E 2 LB L T 2B CTh 5. AR EERIERERIEIC L0 BRI EER TRE L 720,
FRESSEHIOATENIIFFCE 5, SO E U CIEFIEEREIZE LSRRI SR & 2.,

LB EIRE T, BEERI I ZEIRE & OPFH ORE TGS ATRE & 2~ 7= Vo, PR
TBRAICFRRIE R I TN TN D, IBBHXERALEIC L 0 PHRARRY, AONIEHT 2 L RIBRE 2 ATEEIC
TEHLOLE, EZEMEE, W OEECEIGEL Y b, XREGECAFRD, HHAEOR AR
THEZEZ L TANTHY, BARMERERT * Y, BIFEOAEI AR SN DY, KA EG

B L 72 B 4 6), AT O FE R A BT A 3), MPAEN Y LIl ABEET D, RIBENE T 213722 <, BMNORHEN LT &
2% 3, 7)

5| STk
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5) e, H=EZIT. b5 ERICHY B - IWEZEH LI 2 ATV ZRTERBRED 1 .
ANRAMVEE. 19905 22(3): 280-4.

0 —iEfEE, KRIFFEF], @AM b =2 ATV TIREEGER SR, K72 Hypoganglionosis @ Auerbach #f
e D = RoeAk . /NAAAEE 19965 28(9) : 1048-52.

DPDFF, JREML el o ATV TGRS T D EETHALE NERIE. /NS 1996
28(9):

1062-6.
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CQ3-2 : B KEME/ NMEGIGEIEE ARSI (MMIHS) (VLI ERE A o 2

HELE © MMIHS OB IERIE TIE, #ERETX 2o 5 0 X3,

Ty A (R) B () c (@) © OFFicHE)

i

MMIHS 1%, BEIREREEIC X IBRORIERLS &< BUE, 18RO 72 OIZREIM O & i ik & 5 #i
ELELETHOEERBERTHD,

MMIHS OIMLEITERGE T, F=2—7WIEIC L DIEkosEn 72 < Y §i#Y Isolated Hypoganglionosis &
B0, ML R LT OHRER T, RIBEEICES AR o L OMERH D 2, Vel IR PRGN
D% Malone A & 0 NEEIIEDBEM~DY) 0 2 THEENTREE 2~ 7261 I35 5, B, RIS
BAfRZR S, Ay DPREEANE Sk DIFRNIT, THROWEICHFG L TR O fREITEDNTHE Y, W
JERIEICHE D BIEA - A EFFRICET 2SI 220,
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CQ3-3: & MERF T ARG FAZE(CHP) IS W LA R IRIE I A > 2

HELE : CIIP O LERIEREIL, T 22— 712 X D EIRERBIEDN T 722 B E RN T 22 B RN H 0, JER
CITHRETEND Z LR EN S,

HESE D X 1 (3R - TERET D] F720F [FEE LAV 2205

- @ @) LIEital e iEELAy 2 L 2RET S
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