H24- () -037



1
a Hirschsprung

(o

CIPO

o

MMIHS Megacystis Microcolon Intestinal Hypoperistalsis Syndrome

(9]

Segmental dilatation of intestine

—h

Internal Anal Sphincter Achalasia (IASA)

g Immaturity of ganglia (1G)

>

Hypoganglionosis

i Intestinal Neuronal Dysplasia (IND)



»

Hirschsprung

iPS



123456

T O O T O 4



24 () 037
@ )
©) “)
®)
@ (b) ©) iPS

iPS




1H

353

CIPS Congenital Hypoganglionosis

2)

3)

4)

5)

b)

9

iPS

DNA

iPS

21-23

iPS







iPS







@
€)
®
4 ®)

(b)

@

&)

®

4

®)

@

(b)
©

©

iPS

@
iPS

i1PS



24 25

3cm
lcm Auerbach
Hypoganglionosis
evidence

Minds

i1PS
iPS 24
7
2 10
H
23
CIPS

Congenital Hypoganglionosis

SD35

28

(CIPO, CIPS)

CIPO

16

353



tentative

a) HE

AchE

CIPS (Chronic intestinal
pseudo-obstruction syndrome)

idiopathic (CIIPS), myopathy

MMIHS (Megacystis microcolon
intestinal hypoperistalsis syndrome)
Segmental dilatation of intestine
Internal Anal Sphincter Achalasia

(1ASA)
b) HE AchE
Immaturity of ganglia Immature
ganglionosis
Hypoganglionosis

Oligoganglionosis

Congenital Hypoganglionosis
Hypogenesis, Hypoplasia

Acquired Hypoganglionosis

Intestinal Neuronal Dysplasia (IND,
NID)

CIPS CIPO,

CIIPS

(2001-2010 10 )

Hypoganglionosis

Segmental

198
138
32
WG 28
37
198-37=161
157 157/161 98%
9% 61 )
353
1996
A
(2012 (1996)
Normmd gargia
aPS@rO) 100 (283%) 24 (22%)
MVHS 3B 92 9 (83
D 42 (119%) ND
IASA 3 0M ND
Anommd ganglia
Immeturity 28 (19 26 (241%
Hypoganglionasis 130 (3684 44 (408%)
Congerital 121 (343
Acuired 9 (2539
IND 17 (480 5 (46%)
Totd 353 (200%) 108 (2100%)
2 CIPS  Congenital



Dilatation, MMIHS, Immaturity  10%

Segmental Dilatation

IND 5%

Acquired Hypoganglionosis
IASA(Internal Anal Sphincter Achalasia)

69

CIPS  Congenital Hypoganglionosis

80%

Acquired

Hypoganglionosis  IASA(Internal Anal
Sphincter Achalasia) 30%

a) Normal ganglia

CIPS 57/69 83%
MMIHS 47/69 68%
Segmental dilatation of intestine
42/69 61%
1ASA 21/69 30%

b) Abnormal ganglia
Immaturity of ganglia
46/69 67%
Hypoganglionosis
Congenital Hypoganglionosis
55/69 80%

Acquired Hypoganglionosis
19/69 28%

IND 34/69 49%
2012 9 11
EBM (Minds)
12 8
Minds 12

Quality Indicator
Evidence level

A Quality Indicator

RCT  evidence level

study

evidence

Quality

Indicator



PDF 11

1989
2011 2622

2011 4
63

21-23

23

Odds

90% 70%



Wieb [ ]

(HD)
HD
H.E AchE
HD
HD
HD
Cajal
HD
[ 1
HD
IBD
[ 1
Hirschsprung 3

lcm



Cajal
Hirschsprung
CD117

Hirschsprung
SMA

Phox2b
, S0X2

CD117
SMA

HuC/D
Sox10

Cajal

Phox2b

TH
Hirschsprung
Cajal
1
23
(2 3cm )
5cm

25

AV shunt

13



i1PS

Hirschsprung

i1PS

i1PS

Hirschsprung

Hirschsprung

iPS
iPS

iPS

24

Hirschsprung

iPS

Hirschsprung 1

iPS
3 DNA

iPS

iPS

cyst

d



iPS

(H24- -

-037)

1
D

2)

Alatas FS, Masumoto K, Esumi G, Nagata
K, Taguchi T. Significance of
abnormalities in systems proximal and
distal to the obstructed site of
duodenal atresia. J Pediatr
Gastroenterol Nutr 54(2):242-247,
2012

Tajiri T, Souzaki R, Kinoshita Y, Koga
Y, Suminoe A, Hara T, Taguchi T.

Implications of surgical

3)

4

5)

6)

7

intervention in the treatment of
neuroblastomas: 20-year experience
of a single institution. Surg Today
42(3):220-224, 2012

Taguchi T, Nagata K, Kinoshita Y,
leiri S, Tajiri T, Teshiba R, Esumi G,
Karashima Y, Hoka S, Masumoto K. The
utility of muscle sparing axillar
skin crease incision for pediatric
thoracic surgery. Pediatr Surg Int
28:239-244, 2012

Morimatsu K, Aishima S, Kayashima T,
Hayashi A, nakata K, Oda Y, Taguchi T,
Tsuneyoshi M, Tanaka M, Oda Y.
Liver-Intestine Cadherin Expression
Is Associated with Intestinal
Differentiation and Carcinogenesis
in Intraductal Papillary Mucinous
Neoplasm. Pathobiology 79:107-114,
2012

Tajiri T, Souzaki R, Kinoshita v,
Yosue R, Kohashi K, Oda Y, Taguchi T.
Surgical intervention strategies for
pediatric ovarian tumors: experience
with 60 cases at one institution.
Pediatr Surg Int 28(1):27-31, 2012
Kohashi K, Takahashi Y, Taguchi T, Oda
Y. Pediatric Rhabdomyosarcoma: Role
of Cell Cycle Regulators Alteration.
Pediatric Cancer 2(1) 23-30, 2012
Saeki 1, Tokunaga S, Matsuura T,
Hayashida M, Yanagi Y, Taguchi T. A
formula for determining the standard
liver volume in children: a special

reference for neonates and infants.



Pediatr Transplant 16(3) 244-249,
2012

8) Uchiyama H, Kayashima H, Matono R,
Shirabe K, Yoshizumi T, lkegami T,
Soejima Y, Matsuura T, Taguchi T,
Maehara Y. Relevance of HLA
compatibility in living donor liver
transplantation: the double-edged
sword associated with the patient
outcome. Clin Transplant 26(5)
E522-529, 2012

9) Alatas FS, Hayashida M, Matsuura T,
Saeki 1, Yanagi Y, Taguchi T.
Intracranial hemorrhage associated
with vitamin K-deficiency bleeding in
patients with biliary atresia: focus
on long-term outcomes. J Pediatr
Gastroenterol Nutr 54(4):552-557,
2012

10) Usui N, Kitano Y, Sago H, Kanamori Y,
Yoneda A, Nakamura T, Nosaka S, Saito
M, Taguchi T. Outcomes of prenatally
diagnosed sacrococcygeal teratomas:
the results of a Japanese nationwide
survey. J Pediatr Surg 47(3):441-447,
2012

11) Kinoshita Y, Suminoe A, Inada H, Yagi
M, Yanai F, Zaizen Y, Nishi M, Inomata
Y, Kawakami K, Matsufuji H, Suenobu S,
Handa N, Kohashi K, Oda Y, Hara T,
Taguchi T. The prognostic
significance of blastemal
predominant histology in initially
resected Wilms® tumors: a report from
the Study Group for Pediatric Solid

Tumors in the Kyushu Area, Japan. J
Pediatr Surg 47(12):2205-2209, 2012

12) Matsuura T, Kohashi K, Yanagi Y, Saeki
I, Hayashida M, Aishima S, Oda Y,
Taguchi T. A morphological study of
the removed livers from patients
receiving living donor liver
transplantation for adult biliary
atresia. Pediatr Surg Int.
28(12):1171-1175, 2012

13)

48(5) 834-839, 2012
14)

isolated CDH

30 93-99, 2012
15) .48

Hirschsprung
48(1) 22-24,
2012
16)
89(6) 141-152,
2012
17)

103(8)
151-158, 2012



18)

44(10
943-950, 2012
19)

44(11) 1077-1081, 2012
20)

76(2)
255-261, 2013
21)
45(1) 5-7, 2013
n
112
24
4 12-14
2)
Hirschsprung
49
2012 5 14-16

3) Taguchi T, leiri S, Kubota A,

Iwanaka T, Watanabe Y, Kobayashi H,

Ueno S, Nio M, Matsufuji H, Masumoto
K, Yagi M, Hamada Y, Kuroda T,

Ushijima K, Matsui A. The incidence

and criteria of variant

Hirschsprung® s disease -Results

from the nationwide survey in Japan-.
PAPS2012 Jun3-7, 2012, Shanghai,

China

4“9

Hirshcsprung

6 28-29 |,
)

Hirshcsprung

13-14
6)

48
20-22

37
2012

CIPS

39
2012 7

2012 9



Hirschsprung . Hirschsprung

Hirschsprung

Hirschsprung Hirschsprung
Hypoganglionosis Immaturity of
ganglion cells Neuronal Intestinal Dysplasia (NID) Megacystis-Micolon-intestinal
Hypoperistalsis Syndrome (MMIHS) Segmental dilatation idiopathic Chronic Intestinal
Pseudo-Obstruction (CI11P) Internal Anal Sphincter Achalasia (1ASA) 7

acetylcholine esterase

AchE
1886
Harold Hirschsprung
Hirschsprung
Hirschsprung Hirschsprung
H variant Hirschsprung' s disease,
congenital megacolon allied Hirschsprung s disease, H

1948 Swenson




Hirschsprung

Hypoganglionosis Immaturity
of ganglion cells Neuronal Intestinal
Dysplasia (NID)

chronic intestinal Megacystis-Micolon-intestinal
pseudo-obstruction, CIPO Hypoperistalsis Syndrome (MMIHS)
Segmental dilatation Idiopathic
H Chronic Intestinal Pseudo-Obstruction
CIPO (CI1P) Internal Anal Sphincter

Achalasia (1ASA) 7

Hirschsprung
Hirschsprung

Hirschsprung
3 °
HE AchE
* Hypoganglionosis
» congenital

* acquired
Hirschsprung  Immaturity of ganglion cells
Hirschsprung * Neuronal Intestinal Dysplasia

(NID)

HE AchE
Hirschsprung * Megacystis-Micolon-intestinal

Hypoperistalsis Syndrome



(MMIHS)

» Segmental dilatation

* Idiopathic Chronic Intestinal
Pseudo-Obstruction (CIIP)

 Internal Anal Sphincter
Achalasia (1ASA)

HE AchE
Hirschsprung
Hirschsprung

1
1

Hirschsprung

synbiotics ,

. 26:54, 2012

2

82-85 2012
2
1

QoL

(CIIPS)

49
24 5 14-16 ,

Onishi S, Matsufuji H et.al.
Clinical features for congenital
jejunal stenosis,PAPS2012, Jun3-7,
2012, Shanghai,China
Taguchi T, leiri S, Kubota A,
Iwanaka T, Watanabe Y, Kobayashi H,
Ueno S, Nio M, Matsufuji H, Masumoto
K, Yagi M, Hamada Y, Kuroda T,
Ushijima K, Matsui A. The incidence
and criteria of variant
Hirschsprung' s disease -Results
from the nationwide survey in
Japan-. PAPS2012 Jun3-7, 2012,
Shanghai, China

Hirshcsprung

37
2012 6 28-29

CIPS
Hirshcsprung
39
2012 7
13-14






Hirschsprungf@ B2 % 3
OHREHMRICRERRNSHALD (HEEXBE/FAChERR)
*Hypoganglionosis
»congenital
»acquired
«[mmature of ganglion cells
+Neuronal Intestinal Dysplasia (NID)
oA HMRICRERROLLED HER B ETIFAChER &)
‘Megacystis-Micolon-intestinal Hypoperistalsis Syndrome (MMIHS)
«Segmental dilatation
“idiopathic Chronic Intestinal Pseudo-Obstruction (CIIP)
«Internal Anal Sphincter Achalasia (IASA)







Hirschsprung : CIPO
CIPO
CIPO
92 2
14.6 2 29
3 8
orphan drug
CIPO
( )
( )
CIPO
DATA BASE

92
56




36
56
50 12
16.1%
-1
25%
4% 42 .6%
41.1% S

56 41 73.2
3 76

14.6 2 29

50 37

13 26%
6 10.7%
13.8 2 30
5

28
21.4% 9
6 10.7%

46.4% 55

44.6
42 .6% 33.9%

58%

17

CIPO

QoL

CIPO

Q0L

Ohkubo H, Nakajima A, et al. An
epidemiologic survey of chronic
intestinal pseudo-obstruction and
evaluation of the newly proposed
diagnostic criteria.Digestion.
86:12-9, 2012

23



Hirschsprung
synbiotics
26: 54,
2012
) s NST

. 27:
1203-1207, 2012

Ohkubo H, Nakajima A, et al.
Assessment of cine-MRI as a novel
diagnostic modality for chronic
intestinal pseudo-obstruction
(CIPO). NGM2012 Sep6-8, 2012,
Bologna, Italy

Ohkubo H, Nakajima A et al. An
epidemiologic survey of chronic
intestinal pseudo-obstruction
(CIPO) and evaluation of the newly
proposed diagnostic criteria.
NGM2012 Sep6-8, 2012, Bologna,
Italy

Ohkubo H, Nakajima A, et al.
Evaluation of cine-MRI as a novel
diagnostic method for chronic
intestinal pseudo-obstruction.
NGM2012 Sep6-8, 2012, Bologna,
Italy

MRI
20
JDDW 24 10 10-13

_____.D-
49

24 7 56 ,
Sakamoto K Matsufuji H. HB-EGF/HGF
Inhibit Bile Duct Ligated
Cholestatic Liver Injury in Mice by
Different Actions. BAPS2012,
Jun14-16, Rome
Onishi S, Matsufuji H. Clinical
features for congenital jejunal
stenosis, PAPS2012 Jun3-7, 2012,
Shanghai, China



-1 CIPO

VHEEIE 1 4. 64F
BrAEWMRBIES 11.64F (2-294F)
LY A S 15.34F (4.9-31.94F)
Bh V2 1A 38 GE A 16.84 (11 - 254F)
FRHBICIGEREER 26.24F (5-364F)

14.6
0.008



TR+ FOHLRE

R - R E
S AL Do

Y manB®
#3887 F A+ Partial PN
ETAE+ A FEE+Partial PN

58%
13 26%

n=5

80.0
4/5

60.0
3/5

40.0
2/5

20.0
1/5

n=6

10.0 300






Hirschsprung

86.3

MRI

CIPO

CIPO

21
Vincenzo Stanghellini
Munoz Yague Teresa
CIPO X Michael Kamm
CT Greger Lindberg
Oberérztin Jutta Keller
Satish SC Rao
MR1
23

MRI




24

CIPO
MRI
CIPO X
MRI
CIPO 12 12
I1BS 12 MRI
1.5T b-TFE
1BS
1000ml
CIPO
23

12

Bacterial overgrowth

MRI

2012 9

Neurogastroenterology and Motility
Meeting
Digestion 2012;86:12-9.




CIPO

MRI

Cine-MRI

BEE IBSEH
BEE IBS BF CPOBH
P value
N=12 N=12 N=12
THBERE(mm)  11.1£15 10919 43.4+141 <0.001
IR HEZE (%) 73.0£9.3 74.689.4 17.1#11.0  <0.001
IRfEAH () 7.8£1.0 7.4:1.0  7.9£1.4 NS
CIPO 2
MRI
CIPO

70

60

50

..
[ ]
L ]
L ]
L) a®q
wopiete- "%g’r
BEE IBS & CIPO %
{=trrd
YSUHE 2 (96)
‘ <0001
... NS
..o.
®
[ ]
[ ]
[ ]
L J
[ Jd
[ ]
..‘.
*®
’EE IBS B& CIPO B#&

IR HE I HA(FD)
‘ﬁm ’T‘.o

[ ]
oo e °
[ J ®
+
%e —
° ° )
H ° >
o ®
[ I ]
s IBS B CIPO BE
2012 5

DDW 2012 9



Neurogastroenterology and Motility

Meeting
Am.J. Gastroenterol 2013
CIPO
CIPO
MRI
MRI
MRI  CIPO
CIPO
CIPO
MRI  CIPO

CIPO

Ohkubo H, Nakajima A, et al. An
epidemiologic survey of chronic
intestinal pseudo-obstruction and
evaluation of the newly proposed
diagnostic criteria. Digestion.
86:12-9, 2012

Ohkubo H, Nakajima A, et al.
Assessment of small bowel motility
in patients with chronic intestinal
pseudo-obstruction using cine-MRI.

Am. J. Gastroenterol, 2013 in press.

Ohkubo H, Nakajima A, et al.
Assessment of cine-MRI as a novel
diagnostic modality for chronic
intestinal pseudo-obstruction
(CIPO). Poster Session, Joint
International
Neurogastroenterology and Motility
Meeting from 6 - 8 September 2012 in
Bologna, Italy.

Ohkubo H, Nakajima A et al. An
epidemiologic survey of chronic
intestinal pseudo-obstruction
(CIPO) and evaluation of the newly
proposed diagnostic criteria.
Poster Session, Joint International
Neurogastroenterology and Motility
Meeting from 6 - 8 September 2012 in



Bologna, Italy.

Ohkubo H, Nakajima A, et al.
Evaluation of cine-MRI as a novel
diagnostic method for chronic
intestinal pseudo-obstruction.
GASTROPARESIS FUNCTIONAL DYSPEPSIA
AND OTHER GASTRODUODENAL AND
INTESTINAL MOTILITY AND FUNCTIONAL
DISORDERS: DIAGNOSIS AND TREATMENT
Poster Session, Digestive Disease
Week 2012 in San Diego

MRI
98
2012 4 ,
7 MRI Topics
MRI 20
JDDW 2012 10
, 14
319
2012 5
321
.2012 9
1 . 322

2012 12 ,

2013
p.467-469

2013






Hirschsprung

MMIHS Megacystis Microcolon Intestinal Hypoperistalsis Syndrome

MMIHS
MMIHS 28
20 23 5 19

Microcolon

18 16
1

10 9 5 62.8 10 56.5
9 7
MMIHS
Hypoperistalsis Syndrome MMIHS

MMIHS
Microcolon

Megacystis Microcolon Intestinal




MMIHS

Microcolon

MMIHS

28

19 22
20
4 3
1
19
19
19
1
. 19
. 19
. 19
. 7
. 7
10 9
7
6

62.8 10 56.5

n=19



n=19 2

1 54 (£ o
e
0 | 19
80 |
70 | 19
60 _
50 Microcolon 19
o | 18
20
15 L AChE 11
¢ 0 5 1‘0 f5 zlo 2‘5 36 4
AR ()
16
MMIHS Megacyst
16 Microcolon
S
14 15 19 18
7 4
16
7
16 Microcolon
5 4
11
11
10 1 X2 s=EORIBFZEME
[m R BHIHE
L 34l TiE+EE 146
g 11451 EiF+45 161
~20cm 545
20~40cm 3451 hEE 2451
g a0~ W B 3451
1 BB 2481
[=1 55 of5l
1 @is sl

16



12

9 7
11 6
5
16
8
4 4
X3 FFEEOREE
nEE
mhEE
nBRE
m’iL
14
6
7
Microcolon
MMIHS

MMIHS

Microcolon
Microcolon
CIPS
16
11

Bishop-Koop

4



MMIHS

CIPO

hypoganglionosis

D

2)

3)

MMIHS

Miyagawa S, Takama U, Nagashima H,
Ueno T, Fukuzawa M. Carbohydrate
antigens. Curr Opin Organ
Transplant. 17 174-9

Ikeda K, Yamamoto A, Nanjo A,
Inuinaka C, Takama Y, Ueno T,
Fukuzawa M, Nakano K, Matsunari H,
Nagashima H, Miyagawa S. A cloning
of cytidine monophospho-N-
acetylneuraminic acid hydroxylase
from porcine endothelial cells.
Transplant Proc. 44 1136-8

(Percutaneous Endoscopic
Gastrostomy:PEG) 27
1189-1193

Medical
Practice 29 1531-1532
27
1343-1348
42
574-578 1.

Ueno T, Wada M., Hoshino K,
Sakamoto S, Furukawa H, Fukuzawa M.
National Survey of Patients with
Intestinal Motility Disorder Who
Are Potential Candidate for
Intestinal Transplantation in
Japan The Transplant Society Jul
17, 2012, Berlin, Germany

Ueno T, Fukuzawa M. A REPORT OF
JAPANESE PEDIATRICINTESTINAL
TRANSPLANT REGISTRY
International Pediatric
Transpalant Association Regional
Meeting Sep 23, 2012, Nagoya, Japan

30

39)
24 7 14-15

(32) 24
1 12



DLST

1 42
2012 11 2
23 24 7
6 ’
49
24 5 16 ,
42
24
1 2 ,

pl44-153






Hirschsprung - Segmental dilatation of intestine

caliber change

Hirschsprung
Segmental dilatation of intestine
® 26
4
1959 Swenson  Rathauser? “
new entity” 50cm
10cm
Hirschsprung 26
2011 34
2-8)
[ | ® 3
26 9
3 Swenson
e 3
1 9



2 28
1
19 68% 9
30.2 7
2,319g
9
2
P
B
m i/
1
2
18 64%
6 2
B
m FrEIRHI
m ALIRHH
i 20
mFEH

VSD

14 50%
10 S
5 3
1 1
3 1
LR ER L
m [E1i5
m &
n =5
m 1505
3
20 71%
13 46%
7
25% 6 4
2
2
1 1
21 7
4 PDA PDA
FG 4
1
2 21
2
4
1

25



intestine

22
7 5
23
25
HE
24
17
21
25
6
27 1 1. Swenson 0, Rathauser F: Segmental
13 4 dilatation of the colon. Am J Surg,
5 3 2 97: 734-738; 1959.
26 2.
1 Segmental Dilatation of the Intestine
4 2 - 1
- .29(4):
26 HE 109-115; 1993.
22 85% 3.
3 2 2
1 1 30(2): 279-287;
1994.
4.
1 Segmental dilatation of the ileum
1 1
31(3): 447-452; 1995.
27 5.
9 32, 1315-1320, 2000.
6.

2
38(5); 782-786: 2002.
Segmental dilatation of 7.



1 40(6):
721-724; 2008.

2 45(2); 215-219,
2009.

p1160, 2012

6
p180-184,
2012
6
p184-187, 2012
6
p187-190, 2012
. CQ-11-2
p20-21,
2012
. CQ-11-3

10

11

p21-22,
2012
. CQ-1V-2

p57-58, 2012

2012 1
, 2012

. Segmental

No530
p77-78,  BP

dilatation

. Hirschsprung

23

p35-39, 2012

.1
19

p308-315, 2012

p322-330, 2012

Hamada Y, Takada K, Nakamura Y, Sato

M, Kwon A-Hon. Temporary umbilical
loop colostomy for anorectal
malformations. Pediatr Surg Int,
28(11):1133-1136, 2012



Yamamoto D, Hamada Y, Tsubota Y,
Kawakami K, Yamamoto C, Sueoka N,
Yamamoto M. Simultaneous
development of adenocarcinoma and
gastrointestinal stromal
tumor(GIST) in the stomach: Case
report. World J Surg Oncol 10:6,
2012

Ohashi A, Tsuji S, Kuroyanagi Y,
Kinoshita Y, Kaneko K, Mine K,
Hamada Y, Inagaki T. Multidetector
computed tomography angiography for
successftul surgical separation in
pygopagus conjoined twins. Pediatr
Int 54(1):150-152, 2012

Itoi T, Kamisawa T, Fujii H, Inui K,
Maguchi H, Hamada Y, Nakano T, Ando
H, Koshinaga T, Shibagaki K,
Obayashi T, Miyazawa Y.
Extrahepatic bile duct measurement
by using transabdominal ultrasound
in Japanese adults: multi-center
prospective study. J Gastroenterol
DOl 10.1007/s00535-012-0702-0
Masumoto K, Oka Y, Nakamura M, lda
M, Takano K, Yoshimitsu K, Hirose S,
Sakata N, Iwasaki A. Pleomorphic
adenoma of the submandibular gland
in children: a case report and a
review of the Japanese literature.
J Pediatr Hematol Oncol
34(1):e39-e41, 2012

Taguchi T, Nagata K, Kinoshita Y,
leiri S, Tajiri T, Teshiba R, Esumi
G, Karashima Y, Hoka S, Masumoto K.

The utility of muscle sparing

axillar skin crease incision for
pediatric thoracic surgery. Pediatr
Surg Int 28(3):239-44, 2012

Alatas FS, Masumoto K, Esumi G,
Nagata K, Taguchi T. Potential
significance of abnormalities in
the interstitial cells of Cajal,
smooth muscle, and the enteric
nervous system, proximal and distal
to the obstructed site of duodenal
atresia. J Pediatr Gastroenterol
Nutr 54(2):242-247, 2012

Fujishiro J, Komuro H, Ono K, Urita
Y, Shinkai T, Minami Y, Kawabata Y,
Kishimoto H, Masumoto K. Massive
pneumatic expansion of lymphatic
vessel resulting in cystic lesions
in the pulmonary parenchyma: A rare
case of persistent interstitial
pulmonary emphysema in a
non-ventilated infant. J Pediatr
Surg 47: E21-E25, 2012

Fujishiro J, Hori T, Kaneko M,
Fukunaga K, Ohkouchi N, Takada VY,
Masumoto K. Liver transplantation
from a donor with asymptomatic type
IV-A choledochal _cyst: The
long-term postoperative course .
Transplantation 94(12): e72, 2012

48(4): 792, 2012



Ehlers-Danlos
1

48(1):56-62, 2012

Peutz-Jeghers

48(4): 738-742, 2012

1

48(7):1055-1059, 2012

Nutrition Support Journal
Vol.3: 11, 2012

48(1):18-21, 2012

33 (1):33-36,

48

2012

10

44(1): 71-75, 2012

44(6): 549-552, 2012

44(6):
563-567, 2012

30: 119-120, 2012

44(8): 791-793, 2012

27(5): 1195-1202, 2012

44(9): 908-909, 2012
(2 X DRI BT 3 D R PR .
44(12): 1133-1138, 2012



Hirschsprung

: Internal Anal Sphincter Achalasia (IASA)

Hirshsprung Internal
Anal Sphincter Achalasia (1ASA)
1
1 2 3
19900523 |20080123 (19961106
Hirshsprun
pring 40 1 37 5

Internal Anal Sphincter Achalasia (1ASA)

2390




(19920224
D

1 2 3
Xp
Megacolo
n
AChE hche  [\CNE
AV3.5cm HE
meissner
AChE i
ganglion
cell(¥) AchE
1ASA
1 2 3
(e} (e}
(e} (e} (e}
Ultarashort
type H o
(e}
(0] (0]
O O O
AChE

or
1

o

(o]
X

(@)
1 8 3

3

MV
AchE
Hirshsprung

3.5cm




Lynn
5cm

AchE

Hirshsprung
1
IASA  Hirshsprung
Hirshsprung
4.5
multifactorial absence of

nitregic innervation defective
innervation of the neuromuscular junction
altered distribution of ICC

ganglion cell
AchE

1Ueno S, Sato T, Yokoyama S, Soeda J,
Tajima T, Mitomi T. Granular-cell
tumorlike Schwann cell degeneration in the
anal sphincter of an infant suspected of
having ultrashort Hirschsprung®s disease.
Pediatr Surg Int 10: 196-198, 1995

2 Dooodnath R, Puri P: Internal Anal
Sphincter Achalasia. Seminars in
Pediatric Surgery 18:246-248,2009

1
1 , , ,
, . Hirschsprung
1 . . 65:2250-3,
2012
2 .
36 38-42,

2012



115
24 4 20-22

8ch

Currarino
43
25 2






Hirschsprung : Immaturity of ganglia (IG)
( )
( ) Immaturity of
Ganglia(lG) (1) (2)Ach-E €))
microcolon—small colon ()
(5)meconium disease IG
1996 1G
2001 2010 10
28 28
H23 2001 2010 10 15
13 28 1996
[¢] 26 7.9 24.1 1/3
17:11, 2392¢g 27
77.8% 50% 28.6% XP
78.5% 46.4% microclon caliber change
64.3% 82.1% 65%
89.2%
1G
X Caliber
change
Hirschsprung

immaturity of ganglia(lG)




@

(2)Ach-E
3) microcolon—~
small colon 4
(5)meconium
disease ®)
Q)
®
I1G
entity
1996
I1G
23
24
H23

1
26
(23)
17
(21)
(15)
Hypoganglionosis D)
AchE (10)
)
Microcolon (14

caliber change (19

Meconium disease Meconium ileus

Q)

(23)
%

caliber change

Microcolon



15

13 28 13
28 ( 2
37 17 37
11 10009 2
1000-1500g 4 1500-2000g
2 2000-2500g 6 25009
14
« D
27 1
21
14 8
4
2
4 7
4
5
X 22
— 3 Free Air 3

21 Micro
colon 13 Caliber change 6
Megacolon 1

14 8

Caliber change 18
17 Microcolon 9
11

23
20 2 Bishop-Koop

Samtulli 1

15
3 3 2
1 4
8
1.18
4.85
9
entity
28
15
10 13



iy

2)

3)

11

10 (2001-2010 )
28

Caliber change

4)

5)

6)

23

leiri S, Uemura M, Konishi K,
Souzaki R, Nagao Y, Tsutsumi N,
Akahoshi Y, Ohuchida K, Ohdaira T,
Tomikawa M, Tanoue K, Hashizume M,

Taguchi T. Augmented reality

navigation system for laparoscopic
splenectomy in children based on
preoperative CT image using optical
tracking device. Ped Surg Int
28(4):341-346, 2012

Interval

Appendectomy

89(4):108-112, 2012
Xu H, Ohdaira T, Nagao Y, Tsutsumi
N, Mori M, Uemura M, Toyoda K, leiri
S, Hashizume M. New detachable
occlusion balloon unit for
transrectal natural orifice
translumenal endoscopic surgery.
Minim Invasive Ther Allied Technol.
2012 Oct 30. [Epub ahead of print]
Zuo S, Ohdaira T, Kuwana K, Nagao Y,
leiri S, Hashizume M, Dohi T,
Masamune K. Developing essential
rigid-flexible outer sheath to
enable novel multi-piercing surgery.
Med Image Comput Comput Assist
Interv. 15(Pt 1):26-33, 2012
Tsutsumi N, Tomikawa M, Uemura M,
Akahoshi T, Nagao Y, Konishi K,
leiri S, Hong J, Maehara Y,
Hashizume M. Image-guided
laparoscopic surgery in an open MRI
operating theater. Surg Endosc.
2013 Jan 26. [Epub ahead of print]
Suzuki N, Hattori A, leiri S,

Tomikawa M, Kenmotsu H, Hashizume M.



Formulation of wire control
mechanism for surgical robot to
create virtual reality environment
aimed at conducting surgery inside
the body. Stud Health Technol Inform
184:424-30, 2013

leiri S, Ishii H, Souzaki R, Uemura
U, Tomikawa M, Matsuoka N, Takanishi
A, Hashizume M, Taguchi T.
Development of an objective
endoscopic surgical skill
assessment system for pediatric
surgeons: Suture ligature model of
the crura of the diaphragm in infant
fundoplication. Ped Surg Int, in

press

Hirschsprung

49
24 5 15 ,



LNRIAA S OHEBRROMENRERODFNRERRE > —LLALAC NI 1 L {ERL

®1

Immaturity of Ganglia

(FORRELEE)

1 |¥RERMREE (5) 26

2 [WHEWEASILLS MR K 23

3 ERMIBER (19) * 1w

4 R (KEEHMhELY) (33) % 21

5 [EslcAam (ERWE) (7 * 15

6 i{Hypoganglionosis®—&8 (1) 1

7 AChERRHEHZRMDMELL (3) * 10

g |ERIIFIRHI SR ICRIEERY X 9

(FLwBETosIcEmiE) (1)

9 7= fb (1) x 14
10 i#Riccaliber change® W (1) x 19
11 {Meconium disease¥*Meconium ileus#&mise (1) * |7
12 | FRRIF 23

O —RAEER.  x  @FUBE

DNRIAA S OHEBRROMENREROLBNRERRE > —LLALAA NI 1 L {ER

&R 3 Immaturity of Ganglia
(EFIOME)
T 1581
Eihl 138
2R 176
ZR 1161
GRER  37ERR 116
37~ 1761 (Fi9:36:830)
HEHE 100005 26
1000~ 15009k 441
1500~2000g%k& 261
2000~25009%k % 6fll
2500~300005K:% 66
30009l E 8fil
(F1923929)

DNRIAA S OHEBRROMENREROLFNRERRE > —LLALAA NI 1 L {ER

K2 HEBRIERIY

(—RAERREW)

S$E (2012) M&H (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%

DNRIAA S OHEBRROMENRERODFNRERRE > —LLALAC NI 1 L {ERL

R4 Immaturity of Ganglia
(EFOBE)

RERN  WEREN 276

LR 16

ARER  EBEA 216

et 148

BT 86l

e 4

B 3

HEMICREBIEN 4l

P 2661

f

A 2
(WESTHE(R##+EVAVSTEIR B IRARRILAN=7)

DNRIAA S O EBRROMENREROLBNRERRE S —LLALAC NI 1 L {ERL

DNRIAA S OHEBRROMENRERODFNRERRE > —LLALAA NI 1 L {ERL

&5 Immaturity of Ganglia F®6 Immaturity of Ganglia
(EFDOIME) (IRE - WP R)
EMEEX-P BERBILE 206
REFRE % 1461 ——F- 36
HIRE - 78§ 1461 Free Air 361
EREE W 218
BEFRE RIETT 26l microcolon 136
Y] 2l caliber change 66l
megacolon 16
KT 561
RIKE : L ;?ﬂﬁ e o
WEEMBR « L\ & T ICFESR:4 EROMAE T e 146 o
FAMEERER %1, T ofh : 2
EEREE 26
™ 2 it a1
KT 136
oA 1%
FNREAA S OHEBERROMAN KRR ODFENRERRE X —LLALGHA K I 1 A ER)
|7 Immaturity of Ganglia _— et renereeomn
e ::’E - WA )991 8 Immaturity of Ganglia
ACEMSEER ol (AEBIEH)
AchEiigig38 26 Fifi BEER (1EEH) 2361
g u };"'E:gi?(oopﬁif (& Santulli®? 2‘1)5
IS| o =
R " Fa-TRE 16
MERFR BERTIE 176 e . "
(@WEET)  Caliber change 18 BEOLE (1AOHER - HTRBO2E)
Microcolon offl §|= 1"5’:
Toft 461 ‘_'! 18
WPAAREBE 6 18 b -
REHY 561
REZL  ofl man B4 p
KT 1461
N 21 BEER 2[E offl
3@ 2




DNRIAA S OHEBRROMENRERODFNRERRE > —LLALAC NI 1 L {ERL LNRIAA S OHEBRROMENRERODFNRERRE > —LLALAC NI 1 L {ERL

F9 Immaturity of Ganglia . .
(”ﬂgg;ggy. F) 0 #F10 Immaturity of Ganglia
B EAsH 1761 (Eis * ﬂi&wtﬁ#&)
* 56
EwEN 71 3@
AF—-FTEAERRE Fi 1.18@ _ - . -
HEROBROR T 485% AABENESH i -~ 5,3)5'” 150
BE %L 2361 gEnL 106
% 561 KIELT 161
BROLER &5 286 L 26
e ofl
REORREESE  BARK 2561
(EREET) Eillom 3l
AR 26
iR 26

CMNRNEA 5 OHIEERBO MR REH ONFNRERSLL ¥ — L LABH A K31 L 1FR
~fa = =
x11 2RAEBNER—E
IBXE AL NN
RRLFERALNESNF
RELFERALMENTFRER L % — MBS
RBALNRAE
ISR ST RAB MRS
HLBMERBEBBE 1 5 — MRS
IEE TR
LEMIGEEHRARMEN
EEAFmBIMESN
SIREHALNRHH
EUREERRR L 5 —5HF
FRERTEORBRMRSNF
ERASNELERENRA LI
RERLT L SERNF
REALIFRBIIRAID BB
RIBASRRE—SHE (ERHF)
BNBTRRAERNMESHF






Hirschsprung

: Hypoganglionosis

Hypoganglionosis Hypo

Hypoganglionosis Hypo

Hypo
109

90

X-P

23




27

80 1
70
60 - 6
50 - .
40 - 50
30 70
20 il
10 + i)
0 - 40
E S W s
G P S 2“ .
> : %iﬁ%&@&%& d 5 : : - -
5 .~ MR S—F—  Tl-xT— o
%‘?’@ & E
< <
85 b 77 5
West
45
1 SIP1 A0
73 12 35
A0
86 2
20 A
16 T
10 A
5 -
70 20 0
22.22 e &
: & e, g
o b )
**:Q‘éauﬁf il
*a:t {..5}‘-
LRt
.
X-P 83

74



16

37

et

Fa B
1k

fatttk

Caliber change

a5
an
25

20

15

1 -

e R

10

41

37

w2
|| |u|m
[ | -'ﬁ';

e T

24 8

. 39

i 14

55




LB ek o
L L
= S e
A e
39
29
10
g
88 0 0 2
81
5
2
h
TB<1. GPT<30 20
1.0 TB<3.0 30
GPT<100 16
3.0 TB<10.0 100
GPT<300 29
10.0 TB 300 GPT
23
i
30
31
44
8
) 89

40
41
6
2 40 41
2 5 13
100 12.5 31.7
1996 26
22.22
44 10
22.73
41 31
75.6%

AchE



55
Hypoganglionosis
29 52.72
Hypo
88 81
88.63
Hypo
88 5 5.67 Hypo
1996
Hypo

Hypo

1) Shinoda M, Tanabe M, Nagao K,
Kitago M, Fujisaki H, Odaira M,
Kawachi S, Itano O, Obara H,
Matsubara K, Shimojima N,
Fuchimoto Y, Hoshino K, Amagai M,
Kuroda T, Kitagawa Y.
Discontinuation of Living Donor
Liver Transplantation due to
Donor®s Intraoperative
Latex-Induced Anaphylactic Shock.
Int Surg 97:356-9, 2012

2) lzumi Y, Hoshino K, Shimojima N,
Fuchimoto Y, Hayashi Y, Morikawa Y,
Nomori H. Hepatoblastoma
Metastasis Confined to the
Pulmonary Artery: Report of a Case.
Ann Thorac Cardiovasc Surg. 20:
Epub ahead of print, 2012

3) Arisue A, Shimojima N, Tomiya M,
Shimizu T, Harada D, Nakayama M,
Tomita H, Shinoda M, Tanabe M,
Maruyama I, Mizuno M, Kuroda T,
Wakabayashi G, Morikawa Y. Effect
of an omega-3 lipid emulsion in
reducing oxidative stress in a rat
model of intestinal
ischemia-reperfusion injury.
Pediatr Surg Int 28:913-8, 2012

4) Shinoda M, Tanabe M, Kawachi S, Ono
Y, Hayakawa T, lketani O, KojimaM,
Itano O, ObaraH, Kitago M, Hibi T,
Matsubara K, Shimojima N,
Fuchimoto Y, Hoshino K,
Wakabayashi G, Shimazu M,
Tanigawara Y, Kuroda T, Morikawa Y,
Kitajima M, Kitagawa Y.
Pharmacokinetics of mizoribine in
adult living donor liver



5)

6)

7

8)

9)

transplantation. Transplant Proc
44:1329-35, 2012

Shinjoh M, Iketani O, Watanabe K,
Shimojima N, Kudo M, Yamagishi H,
Shimada H, Sugita K, Takahashi T,
Mori T, Hasegawa N, lwata S. Safety
and efficacy of linezolid in 16

infants and children in Japan. J
Infect Chemother. 18:591-6, 2012

EB
44:1216-1220,
2012

EB ;
64:299-306, 2012

141: S334, 2012

Tanaka K, Araki T, Okita Y,
Fujikawa H, Kawamura M, Uchida K,
Mohri Y, Kusunoki M. Pyoderma
gangrenosum occurring at the
peri-ileal pouch-anal anastomosis
in a patient with ulcerative
colitis: report of a case. Surg
Today. Epub ahead of print, 2012

10) Uchida K, Araki T, Kusunoki M.

History of and current issues
affecting surgery for pediatric
ulcerative colitis. Surg Today.
Epub ahead of print, 2012

11) Uchida K, Kawamata A, Hashimoto K,

Inoue M, Otake K, Koike Y,
Matsushita K, Fujikawa H, Okita Y,
Araki T, Tanaka K, Kusunoki M.
Self-reported assessment of
health-related quality of life in

children who underwent
restorative proctocolectomy with
ileal J-pouch anal anastomosis for
ulcerative colitis. Pediatr Surg
Int. Epub ahead of print, 2012

12) Okugawa Y, Inoue Y, Tanaka K,

Kawamura M, Saigusa S, Toiyama Y,
Ohi M, Uchida K, Mohri Y, Kusunoki
M. Smad interacting protein 1
(SIP1) is associated with
peritoneal carcinomatosis in
intestinal type gastric cancer.
Clin Exp Metastasis. Epub ahead of
print, 2012

13) Uchida K, Otake K, Inoue M, Koike

Y, Matsushita K, Araki T, Okitay,
Tanaka K, Uchida K, Yodoya N,
Iwamoto S, Arai K, Kusunoki M.
Chronic intestinal
pseudo-obstruction due to
lymphocytic intestinal
leiomyositis: Case report and
literature review. Intractable
Rare Dis Res 1:Sep-35, 2012

14) Uchida K, Otake K, Inoue M, Koike

Y, Matsushita K, Hashimoto K,
Saigusa S,Tanaka K, Inoue Y,
Kusunoki M. Unique capsule
endoscopic appearance of
segmental intestinal dilatation
in a child. Pediatr Int 54:727-9,
2012

15) Matsushita K, Uchida K, Saigusa S,

Ide S, Hashimoto K, Koike Y, Otake
K, Inoue M, Tanaka K, Kusunoki M.
Glycolysis inhibitors as a
potential therapeutic option to
treat aggressive neuroblastoma
expressing GLUT1. J Pediatr Surg
47: 1323-30, 2012

16) Ide S, Uchida K, Inoue M, Koike Y,

Otake K, Matsushita K, Hashimoto K,
Nagano Y, Inoue H, Isaji S,



Kusunoki M. Tumor enucleation with
preoperative endoscopic
transpapillary stenting for
pediatric insulinoma. Pediatr
Surg Int 28: 707-9, 2012

17) Uchida K, Yoshiyama S, Inoue M,
Koike Y, Yasuda H, Fujikawa H,
Okita Y, Araki T, Tanaka K,
Kusunoki M. Double balloon
enteroscopy for pediatric
inflammatory bowel disease.
Pediatr Int 54:806-9, 2012

18) Kawamura M, Saigusa S, Toiyama Y,
Tanaka K, Okugawa Y, Hiro J, Uchida
K, Mohri Y, Inoue Y, Kusunoki M.
Correlation of MACCL and MET
expression in rectal cancer after
neoadjuvant chemoradiotherapy.
Anticancer Res 32:1527-31, 2012

19) Fujikawa H, Tanaka K, Toiyama Y,
Saigusa S, Inoue Y, Uchida K,
Kusunoki M. High TrkB expression
levels are associated with poor
prognosis and EMT induction in
colorectal cancer cells. J
Gastroenterol 47: 775-84, 2012

20) Koike Y, Uchida K, Kusunoki M.
Successful switch-over
administration of
intravenous-to-oral tacrolimus
after isolated living-donor liver
transplantation in a child with
ultra short gut syndrome. Transpl
Int 25: e29-30, 2012

21) Okugawa Y, Toiyama Y, Inoue Y,
lwata T, Fujikawa H, Saigusa S,
Konishi N, Tanaka K, Uchida K,
Kusunoki M. Clinical significance
of serum soluble E-cadherin in
colorectal carcinoma. J Surg Res.
15: e67-73, 2012

22) Kawamura M, Toiyama Y, Tanaka K,
Saigusa S, Okugawa Y, Hiro J,

Uchida K, Mohri Y, Inoue Y,
Kusunoki M. CXCL5, a promoter of
cell proliferation, migration and
invasion, is a novel serum
prognostic marker in patients with
colorectal cancer. Eur J Cancer
48: 2244-51, 2012

23) Tanaka K, Morimoto Y, Toiyama Y,

Matsushita K, Kawamura M, Koike Y,
Okugawa Y, Inoue Y, Uchida K, Araki
T, Mizoguchi A, Kusunoki M. In vivo
time-course imaging of tumor
angiogenesis in colorectal liver
metastases in the same living mice
using two-photon laser scanning
microscopy. J Oncol.
doi:10.1155/2012/265487, 2012

24) Okugawa Y, Toiyama Y, Tanaka K,

Matsusita K, Fujikawa H, Saigusa S,
Ohi M, Inoue Y, Mohri Y, Uchida K,
Kusunoki M. Clinical significance
of Zinc finger E-box Binding
homeobox 1 (ZEB1) in human gastric
cancer. JSurg Oncol. 1 163: 280-5,
2012

25) Usui N, Kitano Y, Sago H, Kanamori

Y, Yoneda A, Nakamura T, Nosaka S,
Saito M, Taguchi T. Outcome of
prenatally diagnosed
sacrococcygeal teratomas: the
results of a Japanese nationwide
survey. JPediatr Surg 47:441-7,
2012

26) Kanamori Y, Terawaki K, Takayasu H,

Sugiyama M, Komura M, Kodaka T,
Suzuki K, Kitano H, Kuroda T,
Iwanaka T. Interleukin 6 and
interleukin 8 play important roles
in systemic inflammatory response
syndrome of meconium peritonitis.
Surg Today 42: 431-4, 2012

27) Suzuki K, Kanamori Y, Sugiyama M,

Komura M,Terawaki K, Kodaka T,



Takahashi M, Fukami E, lwanaka T.
Plasma citrulline may be a good

marker of intestinal functions in
intestinal dysfunction. Pediatr

Int 54: 899-904, 2012

28)

48: 249-53, 2012

29
-. 48:
834-9, 2012
30)
48: 877-81, 2012
31)

44: 325-8, 2012

32) ,

44: 586-8, 2012

33)
. 44:
981-3, 2012

34) Sumida W, Watanabe Y, Takasu H.
Strategies for catheter-related
blood stream infection based on
medical course in children
receiving parenteral nutrition.
Pediatr Surg Int 28, 2012

35)

44, 2012

36)

Laparoscopic Percutaneous
Extraperitoneal Closure (LPEC)
48: 705-9, 2012

37)

44: 988-93, 2012

38) ; MRI. Frontiers in
Gastroenterology 18, 2012

39)

45: 176-181, 2013

IT
49
24 5 14-16
. Hirschsprung
Hypoganglionosis
37
24 6
28-29
. CIPS
CIPS .39
24 7
14-15






Hirschsprung . Intestinal Neuronal Dysplasia (IND)

Intestinal Neuronal Dysplasia (IND)

AchE @
hyperganglionosis (2)Giant ganglia (3) (4)AchE
IND H23
2010 10 8 9 17
4.6 4.8
7 8 15
6
5 11
6 AchE 8
IND 2 AchE 1
2 3
IND 6 5 11
3 1
9 6
7 Soave pull-through  Martin
2
10 (2001-2010 ) 11 IND

AchE

2001
1996
IND

11




IND

Fadda B, Maier WA, Meier-Ruge et al. Z Kinderchir 38:302-12, 1983

“Two type of NID”
Type A:IND 5% ( )
Type B: IND  95% H ( H )
Type B (AchE )
1) Hyperganglionosis
2)giant ganglia (ganglion cell - )
3)ectopic ganglion cells Ipm
A . 4)AchE Ipm sm
Intestinal Neuronal Dysplasia (IND)
2011/6/29
IND 2
1 isolated IND IND
2 IND associated with Hirschsprung”s disease HD H IND
H 25 35 IND isolated IND
IND 03 62 .IND
23
AchE
Meier-Ruge
1971 Meier-Ruge.
“Malformation of enteric plexus.
Clinical condition resembles
(2012) (1996)
Hirschsprung’s disease” Vehr Dtsch Ges Normal ganglia
CIPS 100 28.3% 24 22.2%
N - MMIHS 33 9.3% 9 8.3%
Pathol 55:506-10, 1971 i B 9w o
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%
. . A ired 9 2.5%
1 Intestinal Neuronal Dysplasia (IND, NID) INDCqUIf 17 4.8% ° 5 4.6%
Total 353 100% 108 100%
() AchE ()
Hirschsprung () AchE ()
NID/IND ( ) AchE ()
49
24

Fadda 1983
IND Type A Type B
IND isolate
IND



a) Normal ganglia
CIPS
MMIHS

Segmental dilatation of intestine

IASA

b) Abnormal ganglia
Immaturity of ganglia
Hypoganglionosis

Congenital Hypoganglionosis
Acquired Hypoganglionosis

IND

57/69 83%
47/69 68%
42/69 61%
21/69 30%

46/69 67%

55/69 80%

19/69 28%
34/69 49%

IND

H23

IND Type A

IND Type B

IND
isolate
giant ganglia
2004
Grosfeld
IND
IND

1) Giant ganglia (>7 ggl cells)
2) AchE inlpm
3) AchE surrounding vessels in sm

4) Heterotopic neuronal cells in Ipm

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

1977-2001 651  persistent chronic constipation
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 S, Acevedo S, Fadda B “Clinical aspects of IND”
J Pediatr Surg 37:1772-4, 2002



IND giant ganglia

Distribution of nerve cell numbers per ganglion (median values « S0
in submucous plexus of healthy young children and
Neuronal Intestinal Dysplasia (NID B)

&, 2 | ® Contros
Sl ] | 8NID (1-0

|
i
i

Number of nerve cells per
submucous ganglion

Fig.4 Graphic of of

mean number of nerve cells per ganglion in 15 control and 30 IND 8

children.
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

IND

418 (1992-1998)
33 IND (7.8%)

26/7 110
21 (64%) .
12 (36%)

7

2

3 s =

Gillick J, Tazawa H, Puri P “IND: Results of treatment in 33 patients”
J Pediatr Surg 36:777-9, 2001
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1) Almost all the participants believe that IND does exist.

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 secondary phenomenon related to
long-standing constipation or chronic obstruction.

(Martucciello G, et al. J Pediatr Surg 40: 1527-30, 2005)
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