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Watanabe Y, Kanamori Y, Uchida K, Taguchi T

[solated hypoganglionosis: results of a nationwide

survey in Japan Pediatr Surg Int. 2013
Nov;29(11):1127-30.doi: ~ 10.1007/s00383-013~
3378-5.
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Watanabe Y, Kanamori Y, Uchida K, Taguchi T.
Hepatology and Nutrition Symposium Symposium
Congenital Isolated Hypoganglionosis: Results of a
Nationwide Survey in Japan. 13[E] Asian Pan-
Pacific Society for Pediatric Gastroenterology,
2013/10/31 Tokyo
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A. BIREHN

Intestinal Neuronal Dysplasia (IND)iZb /L =
AN TR (HR) CERILTER, 20
TERHCE AR E R M X7 L,
BV a AT TR e o THIRARZTT 5
&L MRETMEAEET I bbb T
AchERGMESHEN A L TV AL ONRH Y (F
1) . Meier-RugelZ & 0 197T14F 128 RE ST

(Meier-Ruge. “Malformation of enteric plexus.

Clinical condition resembles Hirschsprung’s
disease” Vehr Dtsch Ges Pathol 55:506-10,
1971)

&1 Intestinal Neuronal Dysplasia (IND, NID)

E# TR (+) AChESHE#HE(—)
Hirschsprungf® R ETHAE(—) AChEISIE#RHE(+)
NID/IND WBETAS(+ +)  AchERSIEEH(+)

FD%E U 7 — 7 DFadda b 231983412
INDIZiZType A& Type B3®H B Z & B LT
(322) , E-INDEMDisolateZs d D & HIFIZ
APFLIEIND B HE SN TWD (R2)

%2 INDDSE

Fadda B, Maier WA, Meier—Ruge et al. Z Kinderchir 38:302-12, 1983
“Two type of NID”
Type A: INDOSRSRH, SE4R: IBEAE, T, O GR&ER)
Type B: INDDSSYELE ., SR - HIRICER CERIZHFLAL)
Type BB EM(AhESRB)
RGBT 5 & U5 B 4% 38 O Hyperganglionosis
2)giant ganglia (ganglion cellGEMS-7HELL L)
3ectopic ganglion cellsAllpm
DACERBERE DM m PsmD I E BB

INHRELERS (HERE 1 B2 H2011/6/200FLHBLURRN D)
INDOFERICF2 D D5

{1)isolated IND (INDBi3)

(2)IND associated with Hirschsprung’ s disease (HD) (HESI=& 8 L1=IND) &I
$FBh, HFED25~35%IINDI S HFT BLBEETN TN D, isolated INDIE
ZINDIER D0.3~62% LB MHICKYELEL THD. COEHIL, INDDBET
BRMERICEN TOENIENXELER,

FER2EE OISR T, MERE L WA
Wa T T 20ENDO—RFEEIT T2, TOR
. AL ZTERROBEE Th o7z (R3) .

#®3 —RBEORBIENH

4[H (2012) FAHE (1996)
Normal ganglia
ciPs 100 28.3% 24 22.2%
MMIHS 33 9.3% 9 8.3%
SD 42 11.9% ND
IASA 3 0.8% ND
Abnormal ganglia
Immaturity 28 7.9% 26 24.1%
Hypoganglionosis 130 36.8% 44 40.8%
Congenital 121 34.3%
Acquired 9 2.5%
IND 17 4.8% 5 4.6%
Total 353 100% 108  100%
(SEOAREBRATED

T2 W EEITO% DM TALTEY
(F41) | RROBMEITET ETEm0 o7,
R4 B B ORI —UGRAE 2 E L

ZDEYIZERDTZ,

R4 REMNDHEEORER

a) Normal ganglia
CIPS 57/69 83%
MMIHS 47/69 68%
Segmental dilatation of intestine 42/69 61%
IASA 21/69 30%

b) Abnormal ganglia
Immaturity of ganglia
Hypoganglionosis

Congenital Hypoganglionosis 55/69 80%
Acquired Hypoganglionosis  19/69 28%
IND 34/69 49%

46/69 67%

B. HIRAX
1) FRABIS G AR ORREY
INDDJFANZ DUV THRFET L, S EIDOHFZED 3t
U OV THRFT LT,
2) SUERHIRFZE & TR EDiRGT
AIEIZBET 5 A BRI L, KA
WL W B HE I DUV TIRET LTz,
3) ZGERE
H23FEEMISTHE— KA, SFE., Fi-/adl
EELRE LT, —KHETEEOE LN
FRIC S DIZERIZ R R 2 TS LS R %
B L7z, MR LIREABR LT,
4) WIZEFEROBR
A FIEDOAREHTEE D LM RF/ NS F
DAFR— L= RICHFROESEREZ R L,
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FNERIRAE AR IT o TV D,

C. xR
1) PRI G B O R

IND Type AIZHTEIRINCRGEAZE, THI, mfE
THIET HHDE SNTDERITIZEAERL
BIEI NI T LAF—L LT TV A RR
DIER &L L TN D O TIEMRERIR ST
WAHDTEIN LTz, Type BIZHFRIZHELL L 7-SE
KRTCHDLDOTHAENDEEZEZX LN TWVDDIT
Type BCH Y Zhaxtg s Lz, FHBIZE
OF L7ZIND & 56 8N 2. 5 & R A N IREL T
HOTC, Alalidisolate’s & DDIEFIEUZ LTz,
2) JCRREOBITSE & RS ITEL D12

JRIBI S EE (FR2) | EEEICET RS

(£5) . ZWIEYEICBIT DHgiant ganglialZBF

ZfgEt (K1) | EEARRGE & VAR (K6) 72 &5
HREEND DD, WTIHRE S HEsE 5
DHEDOTHDZ EHHERATHS, I—r X
ROFAAR B AR D—EROMER > O DWEILH D73,
SKEDS D DT R Y TIERYS 7= 57200,
72 7220044F D Grosfeld#f% b @iz a g o
AR —T 4 T OHETIIIND OFEIT IR
HTWD (RT) . AHEICIIT H2MiEEREIZ D
WIS & B L CRIFZEBER 2 — RREFTO
DR R LTS (R8)

5 INDDEER

HRPwEE
1) Giant ganglia (>7 ggl cells)
2) AChERBHE 4R8I0 2 in Ipm
3) AchERRME S # M & surrounding vessels in sm
4) Heterotopic neuronal cells in Ipm

Severe IND 1) +2) + 3} +4)
Mild IND 1} + one of 2),3),4)

197720014 651f persistent chronic constipation
EM+H SR TROLR 2 cm above the pectinate line

normal 356 (54.7%)
aganglionosis 104 (15.9%)
severe IND 83 (12.7%)
mild IND 31( 4.8%)
hypoganglionosis 12( 1.8%)
not classified 65 ( 9.9%)

Montedonico 8, Acevedo S, Fadda B “Clinical aspects of IND”
J Pediatr Surg 37:1772-4, 2002

1 INDDgiant ganglia® #iF B MIADEIZ DT

68y

ot { ¥
Hesennst Infestinet Dysgtasia (HID B)

aaphic cxf
b of perve ol

NID B: submucosal giant ganglia with more than 8 nerve cells with an average of
10+/-2 nerve cells per ganglion.
Normally innervated colonic mucosa: 4+/-2 nerve cells in submucosal ganglia

Meier-Ruge WA et al. Eur J Pediatr Surg 14:384-91, 2004

%6 INDOERERZRLAR

4185 HIFEEELER (1992-1998)D 5 5
3345 IND (7.8%)TH o1,

Bxkit: 267, &8 18~108

SAREBR
215(64%) REKARICBIFICRE -~ BEESHE
12451(36%) RALFIEHE VI BAM
75 BEERHE
20 mEBl=Tav b —)L AR
35 MEESREBRYIR-BREERHE

Gillick J, Tazawa H, Puri P “IND: Results of treatment in 33 patients”
J Pediatr Surg 36:777-9, 2001

#7 The 4th International Symposium on Hirschsprung's disease
and related neurocristopathies (2004)

1) Almost all the participants believe that IND does axist.

2) Some believe in presently defined diagnostic criteria,
whereas others suggest that these diagnostic criteria
are not reliable enough.

3) Some participants question if IND is a truly separate
entity or an acquired sscondary phenomenon related to
long-standing constipation or chronic obstruction.

(Martuccietio G, et ai. J Pediatr Surg 40: 1527-30, 2005)

#£8 INDOMEBERLE(R)

INRELERIR (HER S 1 BRH2011/6/290FEEH B LU RN 5)
INDDHETE BT I FRAERZ WA R (HAERBBLUVAChERBRL) DA

(N)EERE T B 1+ Bhyperganglionosis

HEGHRETLEEHRE LOAEROMICHER M NEST D
(2)giant ganglia (12O ##EEIASIE Ll E MM D2 TU ) DIFE
(3)ectopic ganglion cell (R2FTIE MMM OFE
(4)AchEMEMIRRE D E
HEOFEEDSS, 2)E@ERMBBEEEY B UMRBREAOVEHD
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R “RPEEEHORESH

EIE155) D 53 #7(2001-2010)

WeEH 78H1:No.1~No.7 (1HIER%}:n=6)
DMEH#E AchEIZTHD
ZD55N0.3&N0.5IE R 1 FERI— 1 HIkxS
Bonl 8Pl EHI8~15 (3B n=5)
No.8 INDZEE TEUL VM Ectopic GO H— RS
No.9 RERMAEL. RHFET-K
No.10 BSER+SEMNSELFEETIND
No.11 BEER-+REM SELVEEETIND
No.12 EREE-+HREMHELVEETIND
No.13 BEREK + & HE b HHypoganglionosisBEL\—ER ot
No.14 BRERIZIBIEMER. B ITINDER
No.15 BRERIXIBIEMEM. HEIZINDE:

BEHNBASTREDOHIERNLLTRE

R10 ZXAERLHONH

BZHIOSEINDMEDhSE0I1E5/8

No.10 HE: #5888 F BHyperganglionosis,
AchE: $5EEE It REOEE
No.11 B BICAuerbachfiR B5 28
NSDPH diaphorasei& &%
No.12 #EHMIDENS{EE
No.14 AchE: i
No.15 AchE: ¥4
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11) o &ffFaTRidded ] FEEGH LN

HFE A LR T, BInFHRESGRINT
WRYY, JEREMIX-PRE T, BEOREL
BRSO HFNCH DT, =—R—Z1FDHT
»H ol (F12) METIIEBEE T
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