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[Hirschsprung JAEEGEEOBUIRTAE L W REICRET A T4 KT 14 1B

BNV 2 ATV TIERIR B~ A S ORMBER L HOERR

WA EH
wroE s IR
WHoE /18 ALH
Wroe E

HE  RESSLEFRERSERY 2 —/NEAR ZEHE

Rhf RIS REREERE 2 —/ NS BlRE
B KBS RERSERE ¥ — LN WE EEHE
Ef KRR SLEFREREER T 2 —HLGHENORE B8

WREE

OABETIE H AR B U OREZ D & L THRRNA 2SN TR Y, EREE
HLUWATHEERAEOREROER L 2> TEY (0REO/NEBHEOREINERD 35%% &
HTWD), BRI HREZZELAILDOILTHER, TOBENAR TR, B - 2k
EERHE N2 DD T, BRI L TZOEBE T E— L TERY, £ TIORBOM

. TFE., PWEELETITI0ORZOMFEORTH D, Z OFEEBMAIZ OV TR
BIORREZZZ THRFT LR, FinEREPRET D,

A, WFERER
le vy o A7 7R E (LUTF,
H g EER]) EEMTOLERE
DMETIE HREHREERIC L TR E
MR & UCEEI R A e ST Y (U
BAREES EL R, UNEAR T
EINTWD), EEGERE L LA THBER
4 (Intestinal failure) OFEKDERK & 72
> TEY (OREO/NGBHEOBEINERED
35%% DTN D) BRI & R &E R BL
DEADIL TV DD, ZOBEEAE TR <,
TEF - BRIEERELV 2V T, BeKIZ
WL TZOEBETE—LVTERY, T2
TZORBOBEE, E&R., SWEELZES
TLHOBRZDOMEOHI TS D,

B. Fik
HEBRED A DHBERZSIEL, 20
WHRHEDORBREZ B L7z,

(D H SRR EMAIERGRZE (CTP/
CIPS) %%

(2) FIA Sy 8 D FE Y 1 T BEPN 1o AR oD
BREFMAEREICL o TV AR, ZhTX
W 2

(3) “IND” & AHLDHE D A7 IND” A
FETDNE D12

C. BRBIUEE

() H R B MAIEBMZE (CIP/
CIPS) 7:?

/WO CIP TR LT, B TIRAEKR/NR
T L2253 ¥ D consensus workshop 73,
primary/secondary, congenital/acquired,
surgical/non-surgical % & & 7= &R 72
gamut Z{E-> T35 (JPGN,1997), Z D
TR TS 5 HiRERRBOE2TIEE
£V, o T, HMFRIOTEmRE LT
1. OZ DIKFRAZ: gamut & #i- H w4



BIEBEEOLARREIED HFELOZN
%25 HIREREBOMASE L RET
FEERHD LS, AiEITEERECFHE
INRT WA, WReTHhEET D,

—AWFFRPETIE, MAE=2 ERRImE

TRERNMREEI IS TFET DI LD 57,

HyWIZER L2 e RIEOGE EREE, +
WHETAEIRENCERZ 295 (defined as
congenital motor dysfunction of the
intestinal tract resembling H’ s disease)
EHARRICESE L7z HWWEBIREICR-> TR
BL., £  2WEELZHREICTINEE
EEZD,
(DA Sy FE O BB T BEN SRR ET IR D FZRE
FHREIZLoTHDR, ZRTENA?
[i] A 5348 0D B R DR (U T BE PR R S e
DIFREFHI R OF T 2 BB L T
L& THD (BREFHREFEOHD 1
ETRRFRRAEFORVWIE), Lol IO
Bl AL BN TVWD MMIHS 1%, ko
gamut CiEAMEIZ myopathy EAZE DI &
LTS, Eiz, MAROEEETIE CIPS &
EN TV D HERBIORKZHITHNERE T
neuropathy TH 5 Z & DR I N TV 5,
Fo, BIEFETHEDILTWD CIIPS (I
IZ idiopathic) (21X myopathy. neuropathy
B DD Idiopathic &£ TV
DT, HFEL LTI TH D,
—BEPMRREI AL DO TEREFRY R
myopathy 3 X O\ neuropathy Z 1z TH
TR &7, CIIPS ZEE& s LTH
FEICEZR SN T D MMIHS & W~Cff 5
NE TR, BRFRTAYOEKRT
idiopathic 72 & D7ZIFIIfE 9 R&E T L E 2
5, MAZEDOIHED 1) ;
hypoganglionosis, I #? 2) ; immaturity

of ganglia, I & ® 3) ; hyperganglionosis
HRAIICZDFEFIZ LT (B, B2k
HEITMEZDY) . D% myopathy 38 X O
neuropathy OF % ZEIZ AL THSE
T 5,
(3) “IND” #ANDMNE DD, IND” H3
FIET 20 E I 02

Myere Ruge &2 E5E7 S /AMkFRIZ L
DIFET DI EIEHALER, g
isolated disease entity &3 A E 9 ML
ERAEVBRO—EZA TR, £O
FEESET HERSEEBR T 2R E
Hivd, TORE AT, Olype A &
Type B L WH BEZRLOEEFATHT, A
DY T2 IND” &5 fFEE AW
TWAHZ L, QHRIZADL T2 EE
isolated disease & L TW\A Z & (EHIZ
& o Tisolated IND (X IND @ 0.3%225
60%. fiEFEIZ HWED, & RELEVH
b5 L), OEMFRIRZKAERARIZ X
S TITOhIL TS Z & FEFREEIEFE
B2 R 5 . @FSRE ST AE R & AR
WS (FEREBIIIERED L ER SN
TW5) ., OEMFIZE(LOEREE & BRARE
WHDHVIINEREOEIEE & &< —E L
e e O B A WIZE G E I CE
KBBR LT OMERNH LB TH D,
FLEH., EFROEMB Tisolated disease &
LToD” IND” OFEEZBE L TEID,
Bt JeRMED isolated disease & & % 5
115 hyperganglionosis,”hyperplasia of
ganglia Z &8k L7,
B itiE. Puri, Holschneider, Scharli(?)
H2” IND” #ik~5kf, 7 Kobayashi
DL EFIH LTS, 20/ AEHR
3 TRAIZEAL CRER) 12 EhbhTn



0T, JREERFAIET R & L TiE, 4Rl E. WrEsER
MEEE S NIl E LT, “IND” 37 EEW

ET5EEIN, bRk L HREHRERED L

EFRIZA D isolated disease & LTH”
IND” OFFEICE L Cik#EmoLtind 5,

Sif7
—

w72 FEE TlEZRy “IND” (il 20X,

KERI —o vy D% OETEDFET
LEELTVD) 1HEDRNT,
hyperganglionosis,”hyperplasia of
ganglia # 27 2 HREREBRDOERIZE

5 isolated disease DA HE|Z DOV TG 2.

LebEsmERS, 259 L (1HD
1) 73 hypoganglionosis, I F£®D 2)73

immature T,

1 ED 3R

hyperganglionosis & 72V | JA< ZiF AL D
NI RBHEAD,

D.

e

L EDELELY, RO L&D RUWERARZR
ESENAR

I.

1I.

I11.

Iv.

With morphological abnormalities of 3.
MNS
1.

Reduced number of ganglia or
ganglion cells: Hypoganglionosis
Reduced size of ganglia or ganglion
cells :
Increased number of ganglia or
ganglion cells:
Hyperganglionosis (Hyperplasia of
ganglia)
Neuropathy
(MNS DEEITE E20)
Myopathy
MMIHS
Idiopathic
CIIPS (k& D)

Immaturity of ganglia 4.

Kubota A, Nara K, Kawahara H,
Yoneda A, Nakai H, Goda T, Ibuka S,
Matsui F, Shimada K: Therapeutic
strategy for persistent cloaca: the
efficacy of antegrade continence
enema as a salvage surgery. Pediatr

Surg Int 2011;27:505-508.

Kubota A, Nose K, Yamamoto E,
Kosugi M, Sawada ,Yamakawa S,
Hirano S, Shiraishi J, Kitajima H,
Kawahara H, Yoneda A, Nakai H,
K, Goda T, Ibuka
S Psychosocial Cognitive

Nara
and
Consequences of Major Neonatal
Surgery. J Pediatr Surg 2011;46

(12):2250-3, 2011

EHIEE. JFERL, KENZE, KRB
EE. A EA BEKER, TEEE

SEEFFIRE (PN) (2K D889 9 .
/NEPNE 43:1050-1055, 2011,

EHEEE e RAR ORI ANRES

— T OB & FRE . Em ARHE
102:397-401, 2011.
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EEEFR HVH/NEREER
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AR E

AENZER T D EREFEIZ LY Hypoganglionosis DJERIH &
THEENERTE L, 4%, 2O DERZ I,

50

Wik L IRRIER L OTRIC
PWEEL R — DIFENEHETH

£

A, BFEER
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£ AR RIS O O R, S5
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BlEL, WEOFEEEIZE SRR LG
BOTA BT A AMNEFA~EHED D,

B. 75k

EFEMEM] BRI DIEMKEZ
Wrik & FRICBET 5REZ BN OARK
BEEY W o TV DR 2 X 52 E
T 5, ENELEDDZOITHESEE
PEMKX ZHE D,

[FRAEZEDOMER] bR ER IR R
HypoganglionosisDtentative /272 B &
HRERR L, AhEsRICEAm, B 1 0F
FNCHREBR LT EFIEOREZ1TS (1K
) o WIT, BEEDH TR, 2
WA & UOREE (MAEE, HARE,
HIAERTRZ I O 8, FEERA, FIFEAER) |
WL, 2T ORI, FHERT R, FHTE,

FILIAOIGERIE, B OME, FFHERERTE.
TR, RETHMET D,

C. R

Congenital Hypoganglionosis®a2lfrELE

2EOEFER : 37

FAERBME D A Lo RER TRE
ANTHCM &R bekasEe L

i (58 BT 5

JERRED & BN B> B

Tmmature ganglionosis & X BIAS R
FLIEHA DB A (R FL
AchERGMERRIERHE DA 72 L
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D. &% 2.

Hypoganglionosis&2lr 1
ENTCHLOOFITIE, ZEEOREDRE
DBRDO I, b EEH - ET H0E

I D,

E. i 2
TEFOEBITIRME THEE TS 2, 41,
CWEELH—T D2 LR EETH D,

1. ®wXFEE 3

1 Watanabe Y, Takasu H, Sumida W. A
preliminary report on the significance of
excessively long segment congenital
hypoganglionosis management  during 4
early infancy. Journal of Pediatric Surgery
46 , 1572-7, 2011

2  Sumida W, Watanabe Y, Takasu H,
Strategies for catheter—related blood
stream infection based on medical course
in children receiving parenteral nutrition,
Pediatric Surgery International, E-pub
2011

3 W E.EE FR EA KR,
Serial Transverse Enteroplasty(STEP)##7
BOMmMAEF VY AREDEL, /INR
SAFE 43(6):597-600, 2011

4 {EW H.EE TR IEHHNMEE

B NIBEZ2 D 1 /NRB, B AR
AR FRMERE 72(6):1457-1460, 2011
FH . EE FR mH KR G5
JiE 5= BF 12 % L T Serial Transverse
Enteroplasty (STEP) ZhafTL7=2, 4+
B3 45(4):97-102, 2011
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[Hirschsprung FEGR B OBUREE & DMEEICET 5014 K7 A 1B

Intestinal Neuronal Dysplasia (IND) DOZWrE¥E/ERR

WRSHEE R 5L ERERZFEFE KEeLES 2
WRAREE B FE WNRERFEREFEVER NS EDE  #i%
RS

BHEEROBA OO E D12, Intestinal neuronal dysplasia (BFEMRRIEEA : LI IND
LS EWOHEBNEH SN TEY ., ABFFEIZEBWT 1) IND 24E O Hirschsprung K
iOAUT HRER) EREEELTHINE I, 2) IND ORMEEZ E S T50, I

SRR E T,

ZTORR, SEOT v r—  NAETHE, H REBRERO 1 >OL 7Y —& LTHRW,
isolated IND Z &g L& L, ZWrEUEIX, AchE BRMEMERHEDIEA & giant ganglia (1
DOMIEEID 5 ELL EOMRMIAN Lo TnD) #FDbDE Lk,

A, BB
& MHEFMORIR OO & DIZ, Intestinal
neuronal dysplasia (BFE B « LA

TIND &HE) EWHORBABERSENTEREY,

AWFEITINT 1) IND 245 [E O
Hirschsprung K0/ (BLF H IR &%) %
RRELTHI N E S, 2) IND Oz
BEZESTH0, 2HLNICTHI &%
HiyE L7,

B. FHi&

H BB L OB EE )b IND D4y
M, 2MEBICIOWTHRE Lz, BERE
HIEREREZBIOTALVT RO
PremPuri HiZ D & & IZHEER L7 ER D%
DR L, SCBITER SGR A PRI
MR B2 —%fToT,

C. &R

IND OFEFICIZ 2 >OWAH Y, (1)
isolated IND (IND Hj) &, (2) IND
associated with Hirschsprung’ s disease

(HD) (H¥®IZAPF L7 IND) &izmid o
i, HIF D 25~35%IZ IND BEFT 5 &
HINTND, LinLieds, BRzeeH
LTWo HDICHET D Z & 038 < | RIE
WCRD ZIRIERE BEZ LN TND 20,
fiFee IND ThoHEbEZ LT, RO
ABFTADIEmNAT D& L LT,
isolated IND (34 IND JEFI D 0.3~62% &
FHRIZELVEDLELTH D, ZOHEMI,
IND ORZBEERAEIC S TWRNWZ &
MRERER LR >TND,

IND DA & U THRFEMERL & RIE7 EIC
FHE N D ZIRIFETBRE SN TV D,




Hox11L1 @&+ / v 77U b= U A
IND #{ElDfRRE, WEFT RO 6 b &
DWERDH DB OO, FERBOFEMTIL
KARTRHATH Y | RIZFEHZRHER 2D
NERTH 2,

IND OEERFEHR, @iz 2 >02 A7
e, (DFERMICAMEER (EY, 5
K) L LTHRAETLIAMRTTERR

(TypeA) Db D &, (2)$h R EALIRERR A2
W@MEDER (ERE, W) & LTHETS
BHER (TypeB) SZoiFoinnsd, Ll
MR B, TypeA DEEITIEE A LBDH LN
T, RWEEOHMER OBV, &
[ OHFFE Tid, TypeB @ IND 22U CiRE
ZETTbnE L,

IND DfEEZ WL, & < £ THEMKD
AR W (H&E Y43 LU AchE 4t
RE) DHRZEIVERESNLbDTHY, =
AU &0 MEk I D2 WrRE ) 03— 72 1) |
LTI, 6k, BESNTE=2BAEL
A
(DFEET Bz 817 % hyperganglionosis

(AR OE T B L OEAHEOE ELL
NDOELIZ ganglia RO HNAH T &)
(2)giant ganglia (1 DO 5 HLL L
PRETHIIAN B2 o TV D) OFE
(3)ectopic ganglion cell (FFTMERRIEAIAL)
DIFTE
(4)AchE BE R HE D A4
U EDERED S 6, EOMRIZB N T H—
EDZBEE R CELZ L, X, BE
DEL DFREDENTH, bo & bigfEME:
DEV giant ganglia T LESRMEL L
7o

D. B%£

Bl T, 2B T OIEEBE I &R
f@ @ hyperganglionosis WF2H N5 Z &
£ 0, Meier-Ruge %, giant ganglia D 7F/E
DHEHEZWICHIT T 5, Giant
ganglia DEFRITILEIC LV EHEHLTH
D PRERETMRS O%S 5 ELL B 7 AL,
10 fELL B2 EolENH 5, HE ZEARTIE
JEEM 4pm TH 57 AchE Jeth o Bk
ARTIHESN 10pm EERD DO L FUE
MW= LZ2WV—HZ20nE Ly, £z,
DO OFRIE DR TIX, AchE BEaE
BHEOWEAENH D H O, 1BIEFERREE O
EEPRIER D EREE & AHBE T 5 7o O FIRE
DHEIZ LTV D, SEOFHAETII giant
ganglia DEFR & LTI TIIAH TRM &
NTWDEERFIZ 5 L LD EE TR s
TVEHDEENLEEZLNDDT, KK
DEETHL 5EERATLZ LT L,
F 7 HIREBIRR &0 2 8L b EFRMIC
HIREFICO HR S EX DD LVWERET
HDHLEINIEKRT, BETELELTH
573, AchE BMERRREHHEDIEA (FITHS
FEARE) IMEEEZLND,

E. f&wm
SEIOT v — MRAEIZIX, isolated
IND ZRREXT & & L 2Wr eI, (1) AchE
o R R A D A & (2) giant ganglia
(1 DOMRRED 5 Ll _ERHIIE > &
RoTWNW5D) ZalebDl Lz,

F. Wroesssk
R
1. Sugita S, Aida H, Okada A,

Kobayashi H: Assessment of the
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infusion healthcare
management. Health 3:93-98, 2011

effectiveness of

devices for

Saita M, Naito T, Boku S, Watanabe
Y, Suzuki M, Oka F, Takahashi M,
Sakurai T, Sugihara E, Haniu T,
UeharaY, Mitsuhashi K, Fukuda H,
IsonumaH, Lee K, Kobayashi H: The
efficacy of ma-huang-tang(maoto)
against influenza. Health 3: 300-303,

2011

Negoro H, Kobavashi H, Uehara Y:
prostaglandin D2
inhibits

Endogenous
synthesis e-selectin
generation in human umbilical vein
endothelial cells. Health 3: 304-311,

2011

Kim S, Yukishita T, Lee K, Yokota S,
Nakata K, Suzuki D, Kobayvashi H:
The effect of
hyperbaric therapy (Oasis 02) on

mild-pressure

fatigue and oxidative stress. Health

3:432-436, 2011

Tsumaki M, Saita Y, Ikeda H,
Kaneko K, Yukishita T, Lee K, Kim S,
Yokota S, Suetake N, Kobavashi H:
Effect of tack

acupuncture needles) on autonomic

enpishin (press

function, WBC count and oxidative
stress. Health 3: 437-443, 2011

Lee K, Omiya Y, Yuzurihara M, Kase

-1

10.

Y , Kobayashi H:

Antinociceptiveeffect of paeoniflorin

via spinal a2-adrenoceptor activation
Eur J Pain

in diabetic mice.

15:1035-1039, 2011

T4, ARBLsE, SHEFB . B
i, AP AT R LUR—
FOEBEFALIZ L DR OB, NERE
EE% 57:31-37, 2011

SJRENE, &M . FHF —. DK
BL3E © IMRRAMVRMEIR IZ S 1 B [EIRER
ENOENT. IS EE 20:278-288, 2011

SHFT. B, ETEZ, F B
W, WEHER, FRSo&, EMAE,
BHES, El—HF, A5k 73
SEH T NNy 7RI O REAERS 3%
EOHR AT o5, IEREES
57. 144-150, 2011

ERERE, SBEF 7. STEEZ. HE
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B IEIR O TR 2R OFIMEME &
EMEICRET A MEE. JEREES 5T:
243-250, 2011
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WroeoEE LB W RERFEFISARER NEARE #HdR

WREE

Hirschsprung FEHBZRE DO —H & LT, BEICHE SNTCANILMENHT V7 7
Internal anal sphincter achalasia(TASA) DIREBHL & ATEST L, B2IETA NI A L &1ERL
T AT, CRBIC LD EREEZFT T, BELRT L T—KREZIT o7, TORBR,
Z 1A, B2 LB REINDSE—FH, A, KRBT IEE. .
ultrashortHirschsprung #. 1IE& OFFH & OEIZENR D 72, RREOFEFEITTRBIN DN,
TENZE T D720, AR EEICE S| EAEEA RO LIS,

A, WFEER

Hirschsprung #WEHREDO—ERE LT, &
EiCHE SNINILAEERNG T 0 7 o7
Internal anal sphincter achalasia(IASA)
DFREBSEMHILL, BDEITA FTA %
TERT 5,

B. HiE
TASA DOFBHEA Z ST L KD E
WERERR LAET v r— MREZ T - 77,

C. fEHR

1) TASA V%, [ERGRENTRRE | PR B
Ja2 & 212 23030 b3 NILFFER R Ot
BARENDHRELZ D, EIFRIm IR
BRI D 72NN E DD TEWRN L H
% &35, UltrashortHirschsprung % & [F
BRTho,

2) IASA OJRfEIE, 1958 4F Davidson
&Bauer I[Z XV #EI, £D%. Puri b
23, 1. ERBEE TR v, 2. ERBAT

PPN E A CE AR LT
TR ORI 3720, 3. E AR T
RETHAE S FET D & Vo T RERT S
D% TASA & L CEEMICET L T & T2,

3) Wt EoMEAZE L T, 1. 1RFIEL
PEDERED B 5. 2. FERGIER TN 2
W, 3. EREHRERIE D 5 WITESHENEIT X
D NALPIFERIR 25 0thRE L7, 4. ERBARR
THRETHIIEN S 5. & T HEEEZFRIT, 7
r— MilE LT,

4) —RT »r— NRERBR:

RIEOH -7 148 fiigx D 5 b, fews 1B,
2 1BIORIZENRENEN LR NG H Y |
TASA IZ DWW B DFEH D B > 7= 52 T
BD D5 34 Hiak (65%) 7> B A & DOEZ R
HE LN,

P EEIZE T 2 B MR,
UltrashortHirschsprung /i &R U & 55
BIED 4 Mgk o7z, EOMOTLERNL. &
EOFEWAH Y, AL NREBO/IMER
<. EBILMANERE TR, BEBRE




R CHRETISFED DD &3 HREIEIC
Lo,

D. &%

TIASAVZ, AR TIIEEAMENSTRHALE TS
FERE AN < | BRBBLESIIMEST L Tuizuy,
BELE-DWEEIRY 2D LB BN
DM, FIEZRGT-THET D720l
EERAE, ERILMANERE, EGER
VETHD,

FIRBOBEN A RTA L EHERT DI
E, BRENGERE OBRREE, LVEET
BHODRVREEICE S BIEE I8
FRIEIZ DN T DGR RD B D,

1. fm3CHEER
LEB g EI B HRJIWETT. AL
fff— B SR B MEERA R OREE.
/NFAVEL. 43(6) 1662-666, 2011
2. LB . WRE E. FE4TE R AR
AR FEEFNES A T=v Ty v
2 v HRTONRAREEBOD N &
e, BANRAR SRS, 47(1) 115
-19, 2011.
3. k¥ wE. AIEEE. B E. B
BT, BUKTEE., gaoRHIIR, ATk,
HEEE, JARRNE, M L, JUR
k. BEOQLICG 2 AHELZE L
Ao P ER IR E OMET. — 51
Hw— HANRARFSES. 47(1) 135
-46, 2011.
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[Hirschsprung FAEGIR B OBURAE & ZWEEIZET 01 N7 A 1B

WS EE R

W s T M BROCRERERE SRR NRSMR 0 B

R BRAERFRFREZRIZERNEARZL T Hd%

REReE

MREE

Hirschsprung JEGERE B OBURGAE & 2MEEICBET 2 — AL T Lz, R, BIE
BT 322 BT, 5 L/ANBBHEOBEIG & e 0 15 S EAHEIE 231 FICThH T, AHBO ZIKH
TIZE T, /NEBREG], EBEABEEIGE O S bR DBITNRUNETH 5,

A, WHEHEHM

EENCRBIT D ERBHFHAEIC L AE OFE FIE
L BWE L REER L OTRICET A ER
FHIET D, SO - 2ENECET S
T Y ACEIEL, REOEERFICE
SLBMETRIBEOTA RT A MNER~ & it
DD, EBWHET—<ThHH/NEBED
FRRIR A RT3 5, E7o. HEEOAREID
%92 /NGRS T ] OB ) RO RE U D
VN TR LT,

B. Hi&
O2EFHE . BRI DIERIEK & ZWHE
ETRICET OMELENOREBZIY
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(1) Limited bowel dilatation with a 3- to

4-fold increase in size

(2) Abrupt transition between the dilated
segment and normal bowel

(3) No intrinsic or extrinsic barrier
distal to the dilatation

(4) A clinical picture of intestinal
occlusion or subocclusion

(5) Normal neuronal plexus

(6) Complete recovery after resection of

the affected segment
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