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3) IND(Intestinal Neuronal Dysplasia)
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1) CIIP (Chronic Idiopathic intestinal pseudo-obstruction)(100)
2) MMIHS (Megacystis microcolon intestinal hypoperistalsis syndrome)(33)
3) Segmental dilatation of intestine(SD)(42)
4) Internal Anal Sphincter Achalasia (IASA)(3)
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Congenital Isolated Hypoganglionosis
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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.
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(Martucciello G, et al. J Pediatr Surg 40: 1527-30, 2005)
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Intractability Score for lymphangioma
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0.9626

SCORE MStETiL FubEaLAi A THD
S A17(96.44) 5(2.22) Y, 3(1.33)
510%#M | 138(89.61) 8(5.19) 8(5.19)
10155%% | 80(94.12) 44.71) 1{1.18)
15-205%% | 94(81.74) 12(10.43) 9(7.83)
20-25%% | 81(76.42) 15(14.15) | 10(3.43)
25303 | 42(84.00) 3(6.00) | 5(10.00)
3035k \47(69.12) 9(13.24) / 12(17.65)
35.40%M  15(36.59) o(21.95)f 47(41.45) )
2045k  12(25.00) 12(25.00)] 24(50.00)
45 50%H 5(13.89) 1z2.78)] 30(83.33)
5055%3M  10(28.57) 4(11.43)] 21(60.00)
55 GOSN 7(22.58) 2(6.45)] 22(70.97)
60-655H 1{5.26) 2110.53)] 16(84.21)
65-TORM 2(12.50) o] 14e7.50)
T0ELE 0 0} 52(100.0) )
()
2
35
80%

Intractability is represented by the sum of the SCOREs.

BREMDROT BRI

90%

Bl
3

HBIEBMERAIT ORI

O LEDIFTE% M.
WO OWMEIL50% 0 .
TFilllF25%.,

$OLTHliERAN. BEERT

§

MatrTialy ESnkuliails

nanchi

HaliTHd

AATE2HELEBEOBELSRE

5 A &
Eg B-&e‘gﬁg.';‘;u maTHd
355N 755 48
358ELE 82 196
$REE=90.2% BHE=80.3%

HAMERDT

R () x 1
+

(FREH3LLE) x6
+

CAEHEDY HIHE
INTEE-HEK) x5

+
(ELYIRTRE- S8
BATEE) X 3




ARFTRIA7
2R 274kl 4R 60K SI0RM 12K 14K 16K 18KH 20K 2000E
AT 83 42 26 15 12 11 8 0 2 2 1 202
411%  208% 12.9% 74% 59% 55% 40% 00% 1.0% 1.0% 0.5% (100%)

At 2 2 1 2 3 1 3 4 1 3 11 33
6.1%  6.1% 30% 6.1% 91% 30% 9.1% 121% 30% 9% [338%]|(100%)
&t 85 44 27 17 15 12 11 4 20 235 12

BE-FRELDHEVRATIVTEE

AIEEAETIFELN

keyword

&S XHES  contry HEF ERR i EBAL nE
1 5 2012 23 94 A~16 BRRAEL. K48, M  Clinical feature
2012 47 38 R 5/80TERR
2012 GIRREDVAC Tx
2011 R SHEEARE
2BYHTFSEF 2011 AR 530 TEk
ok 2010 R Clinical feature
2011 BRI Cinical feature
2010 SHIEE, BRI ERPH
2009 187 A ~108 BRI Clinical feature
2009 R, s SRR
2008 SERMETH
2008 SHECER
2007 S7RA~14i% 530 TYk
2005 4R ~38R Clinical feature
2004 SER~6R Clinical feature
2002 6 ERBH
2000 10 FH588 Clinical feature
2001 15 Clinical feature
2000 45 6vA~8R Clinical feature

Evidence level D &3k (385 £

MRI

MRI

OK432



http://
lymphangioma.net/

24

M) NEREFERAT—3v ]
http://www.lymphangioma.net

U/ eI B

BRELTNE

HWLLBZES i
-
sast
]
SERBFROTHOSEER EREN
Juvrvem Uy vems | zotnu v/ Exs
B EscouTig B Esicoucivn B EouTmng B os4>

B REtosHicss
B Hxpruen
B @ 8 gz B enxm

http://www.ped-surg.med.keio.ac.jp /patients/
consultation lymph.html




(vornem v nErsamsn )

7= BT ey (M)

*,“ h[fr ' M I\ A
~UYNER-ZORY S NERBCHTIRTOMBERALET ~

VRIS DRI R L ST, U oo ERILTIR Y VAR () SR L bIRITh
B) o U oSERER, U oSRENENE, U oS R, ) v WREE, ) ot FUE (2w )
) Bk, R B 2L OBED ETH, b 200 LTEANCBEIT 5 LizRRIIEL
$L EREolA, BRLEETSSONRRTT.

U BT AP L oA FEREU TOI BB ARDE 20 LS TF, BREE
BRFDIABITIR, BERREOWR E L ORI~ I iTh Al ) A RO #E TR =
ARG % B 2 IR GEE AR ERMef s ¥ & — SRl BIRRE)) 2P0 E LT, Y v
BT B R B R N K DU L M E SRR LA TY R T, HltANE L Wit
B Th, BRBHE L ABTAICHT 5 RAOMEZBELI LT Ml X THLE) J L 29
LTwET,

Uy AEIEPE DED ) 2 AFRBIC L TLEEZ L, BLAMbkuI i BB ELE
B, ZOTFLANA—MTTIHE S,

MNRUVNERSHERED

~ BRECHRCE

SHEBEA LT R LA

a.fujino@a7.keio.jp

web

web



web

. PEPARS 71,
2012(11), 68-77
75(2),
207-212, 2012
5
54,1221-1228, 2013
2 117 1483-1488
2013
46 105-110
2014.
- 49

24 5 16



24 7 14

3. Fujino A, Kitamura M, Tanaka H, Takeda N,
Watanabe T, Kitano Y, Kuroda T: A Study of
Lymphatic Flow in Lymphangioma.

24 9 5
4,
32
24
11 2
5.
( )
. 2013; 49(1): 156
6.
2013;
102(1): 476.
7.
49

(2013/7/14-16, )

10
(2013/7/19-20

24 QOL
2013/10/,

Ozeki M, Kanda K, Kawamoto N, Ohnishi H,
Fujino A, Hirayama M, Kato Z, Azuma E,
Fukao T, Kondo N: Propranolol as an
alternative treatment option for pediatric
lymphatic malformation. Tohoku J Exp Med
229, 61-66 (2013).

Fujino A, Ozeki M, Kanamori Y, Tanka H,
Watanabe T, Takeda N, Yamada W,
Takahashi M, Yamada K, Ishihama H:
Propranolol for intractable lymphatic malfor
mation (lymphangioma): a report of 4 cases.
ISSVA 2012
Studying Vascular Anomaly,

(2012 6 16-19

)
Fujino A, Kitamura M, Kuroda T, Kitano Y,

International  Society of



Morikawa N, Tanaka H, Takayasu H, Takeda
N, Suzuhigashi M, Matsuda S, Yamane Y,
Masaki H: A Study of Lymphatic Flow in
Lymphangioma. ~ AAPS 2012  (Asian
Association of Pediatric Surgeons,

) 2012 10 10

Fujino A, Ooba M, Morikawa Y, Ueno S,
Iwanaka T. The clinical criteria for
“intractable” lymphangioma led by decisions
of Japanese pediatric surgeons. 4" World
Congress of Pediatric Surgery (2013/10/13-
16, Berlin, Germany)
Takahashi M, Fujino A, Suzuhigashi M,
Tanaka H, Watanabe T, Satou K, Ohno M,
Yamada W, Yamada K, Fuchimoto Y,
Kanamori Y, Umezawa A. Direct effects of
each drugs (especially OK-432) for human
lymphangioma derived lymphatic Endothelial
Cell. PAPS 2013  Pacific Association of
Paediatric  Surgeons, Annual Meeting
2013.4.7-11 Sydney, Australia
Fujino A, Ooba M, Morikawa Y, Ueno S,
Iwanaka T. The clinical criteria for
“intractable” lymphangioma led by decisions
of Japanese pediatric surgeons. EUPSA 2013
(European Pediatric Surgical Association,
Annual  Meeting),(2013/6/5-8,  Leipzig,
Germany)



FAX

FAX

30
138 2
FAX




12
10 12
2
7 11
8
5ASA
TNFa
4
5

21

4 3 1

ASA

160

30

10



26

51



2cm )

1)
MEDLINE
(




2006 1 2013 12 2
9
86% 6/7
5% 4/7
3) 2)
9
6
2
6 3 (50%)
2 1 (50%)
2cm
6 6 (100%)
1) 2 1 (50%)
23 14 6 4 (67%)
27 13 2 0 (O%)
3)
2 3cm
33% 9727

Kasabach-Merritt
22% 6/27 26%
1/27



2cm



2013 1-74
2013 3
IBD 2013 2-7
2013 76-83
AIIZIB T HHE-
2013 1-6
2013 189-196
2013 1267-1269
'\Fﬂl;tl:]?g:_l’_ Functional and GI 2014
Endo Y " | When and how Quigley EMM, | Motility Disorders. | Basel, D Oi' Basel,
L should we study Hongo M, Frontiers of Switzerland, | pp65-81 X Switzerland,
Shoji T, colonic motility? Fukudo S (eds) | Gastrointestinal vol 33 10.1159/ vol 33
Kano M, ' 000356745)
Research.
Kanazawa M
Navigator
2 2013 55-58
2013 244-249
2 2013 563-566
2013 80-84
2012 229-238




46 105-110 2014
Prenatal images of left
Tsukimori K, Fujita Y, Morihana E, hemitruncus in tetralogy of . . .
Fusazaki N Fallot with an absent Pediatr Cardiol. 1N press 2013
pulmonary valve
. . Isolated hypoganglionosis:
Wi Y, Ki Y hida K Lo .
T atj;?ib i » Kanamori Y, Uchida K, results of a nationwide survey | Pediatr Surg Int 29 1127-1130 2013
4 in Japan
107 277-284 2013
Goda T, Kawahara H, Kubota A, Trhe?jirgtcz;srtsrsf“gzltis;?in
Hirano K, Umeda S, Tani G, Ishii T, patients with biliary atresia J Pediatr Surg 48 2373-2377 2013
Tazuke Y,Yoneda A, Etani Y, Ida S. P N ry_
after Kasai's operation
Umeda S, Kawahara H, Yoneda A, Impact of cow's milk allergy on
nguke Y, Tani G, Ishii T, Goda T, enterocolitis associated with Pediatr Surg Int 29 1159-1163 2013
Hirano K, lkeda K, Ida S, Nakayama M, Hirschspruna’s disease
Kubota A, Fukuzawa M prung
Ghrelin and glucagon-like
Muto M, Kaji T, Mukai M, Nakame K, | peptide-2 increase .
Yoshioka T, Tanimoto A, Matsufuji H immediately following massive Peptides 43 160-166 2013
small bowel resection
27 123-8 2013
Impact of pediatric intestinal
Ueno T, Wada M, Hoshino K, transplantation on intestinal Pediatric Surge 2013
Uemoto S, Taguchi T, Furukawa H, failure in Japan: findings based . gery 29 1065-70
. . International
Fukuzawa M. on the Japanese intestinal
transplant registry
Medical Science | 39 (14)| 6s0-683 | 2013
Digest
Ohashi T, Wakai T, Kubota M, Risk of subsequent biliary
Matsuda Y, Arai Y, Ohyama T, malignancy in patients J Gastroenterol
Nakaya K, Okuyama N, Sakata J, undergoing cyst excision for Hepatol 28 243-241 2013
Shirai Y, Ajioka Y congenital choledochal cysts.
— . Shackelford’s
Hisami Ando, Tadahiro Takada gﬁ'sc Disorders of the Bile | ¢ ey of the 1307-1404 | 2013
' Alimentary Tract.
Surgical
Gastroenterology
N and Liver
Hisami Ando Choledochal cyst TransplantationSur 2013
gery of the Bile
Ducts
Extrahepatic bile duct
Itoi T, Kamisawa T, Fujii H, Inui K, measurement by using Journal of
Maguchi H, Hamada Y, Nakano T, transabdominal ultrasound in 48 1045-1050 2013
Gastroenterology

Ando H, Koshinaga T,

Japanese adults: multi-center
prospective study.




Suzuki M, Torii Y, Kawada J, Kimura H,

Immunogenicity of inactivated
seasonal influenza vaccine in

Kamei H, Onishi Y, Kaneko K, adult and pediatric liver :\r/:;rs:;?;oglcal 57 715-722 2013
Ando H, Kiuchi T, Ito Y. transplantat recipients over %y
two seasons.
Tsuchiya H, Kaneko K, Itoh A, (I:E:i?;rzc:c:;hb"frzsig?z?e for Journal of
Kawashima H, Ono Y, Tainaka T, P HepatoBiliaryPanc 2013
exacerbated symptoms of .
Murase N, Ando H. reatic Sciences
choledochal cysts.
Okada T, Honda S, Miyagi H, Minato, | Liver Fibrosis in Prenatally J Pediatr Gastr 570) el4 2013
Kubota K, Cho K, Taketomi A Diagnosed Choledochal Cysts | Nutr
Okada T, Honda S, Miyagi H, nggﬁzz I?cc))rs tnrzt:;tc:ITgnOStlc Italian J Pediatr in press
Minato M, Cho K, Taketomi A . P y P
diagnosed choledochal cyst
- Postnatal management for
Okada T, Honda S, Miyagi H, renatally diagnosed bilia Italian J Pediatr in press
Minato M, Cho K, Taketomi A P . y diag . Y P
cystic malformations
Enosawa S, Horikawa R, Yamamoto A, | Hepatocyte transplantation
Sakamoto S, Shigeta T, Nosaka S, using the living donor reduced- | Liver
Fujimoto J, Tanoue A, Nakamura K, graft in a baby with ornithine | Transplantation 2013
Umezawa A, Matsubara Y, Matsui A, transcarbamylase deficiency: A | accepted on line
Kasahara M novel source for hepatocytes
- . journal of
. . . Biliary atresia type | cyst and .
Suzuki T, Hgshlmoto T, Hussein M.H, choledochal cust:can we Hepatobllllary 20(5) 465-470 2013
Hara F, Hibi M, Kato T. . . Pancreatic
differentiate or not? .
Sciences
Children undergoing liver
transplantation for treatment of
Hussein M.H, Hashimoto T, Suzuki T, inherited metap olic dlsg asgs Annals of
are prone to higher oxidative . 1863-68 2013
Daoud G.A-H, Goto T, - Transplantation
stress, complement activity
and transforming growth
factor-31,
Nio M, Sasaki H, Takana H, - . .
Okamura A, Redo surgery for biliary atresia. | Pediatr Surg Int. 29(10) 989 -93 2013
. . . . Multicenter randomized trial of
:\;ﬂ?;?s_? Biliary AtresiaSociety - Nio M, postoperative corticosteroid Pediatr Surg Int. 29 (11) 1091-5 2013
ot therapy for biliary atresia.
. Participation of natural killer
Okamura A - Harada K, Nio M, cell in the pathogenesis of bile | J Clin Pathol. 66 (2) 99-108 2013
Nakamura Y. L .
duct lesions in biliary atresia.
Interleukin-32 production
associated with biliary innate
Okamura A, Harada K, Nio M, |mmur_1|ty and promﬂammatory Clin Exp Immunol. | 173 (2) | 268-275 2013
Nakanuma Y. cytokines contributes to the
pathogenesis of cholangitis in
biliary atresia.
Inci Ily detect
Fukuda A, Sakamoto S, Kanazawa H, cr;lcgz\intizci::?nzinztjin an
Shigeta T, Karaki C, Hamano I, g i . in press
. . explanted liver with biliary
Uchida H, Kitagawa H. . . .
atresia after Kasai operation.
49 231-235 2013




1209-1211 2013
45 604-608 2013
34 229-233 2013
45 652-656 2013
114 Page201-
4 205 2013
McT 117(5) | 947-948 2013
24
80-88 2013
Ozeki M, Kanda K, Kawamoto N, Propranolol as an alternative
Ohnishi H, Fujino A, Hirayama M, treatment option for pediatric | Tohoku J Exp Med | 229 61-66 2013
Kato Z, Azuma E, Fukao T, Kondo N lymphatic malformation.
5 54 1221-1228 2013
’ 117 1483-1488 2013
Taguchi T, Nagata K, Kinoshita Y, The utility of muscle sparing
leiri S, Tajiri T, Teshiba R, Esumi G, axillar skin crease incision for | Pediatr Surg Int 28 239-244 2012
Karashima Y, Hoka S, Masumoto K pediatric thoracic surgery
An epidemiologic survey of
chronic intestinal pseudo-
Ohkubo H, Nakajima A, et al obstruction and evaluation of Digestion 86 12-19 2012
the newly proposed diagnostic
criteria
Hirschsprung 2% 54 2012
synbiotics
44 1565-1566 2012
Uchida K, Otake K, Inoue M, Koike Y, | Chronic intestinal pseudo-
Matsushita K, Araki T, Okita Y, obstruction due to lymphocytic | Intractable Rare 1) 35-39 2012
Tanaka K, Uchida K, Yodoya N, intestinal leiomyositis: Case Dis Res
lwamoto S, Arai K, Kusunoki M report and literature review
Suzuki K, Kanamori Y, Sugiyama M, Plasma citrulline may be a good
Komura M, Terawaki K, Kodaka T, marker of intestinal functions in | Pediatr Int 54 899-904 2012

Takahashi M, Fukami E, Iwanaka T

intestinal dysfunction




Strategies for catheter-related
blood stream infection based

Sumida W, Watanabe Y, Takasu H . L Pediatr Surg Int 28 21-25 2012
on medical course in children
receiving parenteral nutrition
Arisue A, Shimojima N, Tomiya M, Effect of an omega-3 lipid
Shimizu T, Harada D, Nakayama M, emulsion in reducing oxidative
Tomita H, Shinoda M, Tanabe M, stress in a rat model of Pediatr Surg Int 28 913-918 2012
Maruyama I, Mizuno M, Kuroda T, intestinal ischemia-reperfusion
Wakabayashi G, Morikawa Y injury
Intracranial hemorrhage
. associated with vitamin K- )
Alata}s FS, Ha)_/ashlda M, Matsuura T deficiency bleeding in patients J Pediatr 54(4) 552-557 2012
Saeki |, Yanagi Y, Taguchi T - . Gastroenterol Nutr
with biliary atresia: focus on
long-term outcomes
A morphological study of the
Matsuura T, Kohashi K, Yanagi Y, removed livers from patients
Saeki |, Hayashida M, Aishima S, receiving living donor liver Pediatr Surg Int 28(12) | 1171-1175 2012
Oda Y, Taguchi T transplantation for adult biliary
atresia
. Japanese clinical practice
SKr?innEZ;VT\/IT’Mi??rZ :I( S;:a’;::;:l_; guiqlelineg for pancreaticobiliary g):;tr:zlecr)lierology 47 731-759 2012
maljunction.
Ismael O’. Shimada A, Hama A, Congenital pancreatoblastoma '
Takah_ashl v, Se}to Y, Hayakawa M, associated with ss-catenin Pediatr Blood & 58 827-827 2012
Tsuchiya H, Tainaka T, Ono Y, mutation. Cancer
Kaneko K, Ando H, Sato K, Kojima S.
Hepatic osteodystrophy
Okada T, Honda S, Miyagi H, complicated with bone fracture
Minato M, Taketomi A in early infants with biliary World J Hepatol 4(10) 284-287 2012
atresia
Nafamostat Mesilate-induced
Hepatocellular Necrosis in a
Okada T, Honda S, Miyagi H, Child with Pancreatitis Caused
Minato M, Kubota K C, Taketomi A by Pancreaticobiliary Pancreas 41(6) 981-983 2012
Maljunction: Drug-induced
Liver Injury
Mizukami T, Okada T, Honda S, Chylous ascites caused by .
Miyagi H, Minato M, Oono Y, Todo S | resection of a choledochal cyst Alr J Paediatr Surg | - 9(1) 68-70 2012
. . Risk factors affecting late-
Nio M, Wada M. Sasaki H, Tanaka H, presenting liver failure in adult | J Pediatr Surg. 47(12) | 2179 -83 2012
Okamura A. . - .
patients with biliary atresia.
Nakanishi C, Kawagishi N, Post-transplantation
Sekiguchi S, Akamatsu Y, Sato K, lymphoproliferative disorder in
Miyagi S, Takeda I, Fukushima D, living-donor liver Surg Today. 42(8) 741-51 2012
Kobayashi Y  Ishida K, Niizuma H, transplantation:a single-center
Tsuchiya S, Wada M, Nio M, Satomi S. | experience.
Noninvasive acoustic
Shima H, lgarashi G, Wakisaka M, ET:S':;;);;?];C?OLmaF;l;E:Si%iiZ Pediatric Surgery
Hamano S, Nagae H, Koyama M, . L . 28(9) 869-872 2012
Kitagawa H. severlt_y of flpr05|s |n_ the.post— International.
operative patients with biliary
atresia.
33 15-16 2012




33 33-36 2012
33 49-54 2012
65(4) 861-65 2012
90
31(2) 37-41 2012
- 716) | 795-799 2012
65(8) | 1778-1787 | 2012
64(3) 2012
1 66(1) 23-5 2012
141
ss S336-337 2012
2
44 424-425 2012
Vincristine, actinomycin D,
o V. o, | OTEE
Hirobe S, Kamagata S, Kumagai M, oy re ) e 542) | 285-287 | 2012
. Kasabach-Merritt syndrome Japan Pediatric
Matsuoka K, Morikawa Y . ’ .
resistant to conventional Society
therapies
75 207-212 2012
PEPARS 71,
11 68-77 2012
Squamous metaplasia in the
Matsuoka K, Hayashi S, Urano F, Ez‘:']t :E;:Zle Ilz[:ng;:\yp;iwa
Lihua J. Zhu, Okita H, Sato H, genria’ pumonary iy |y iman pathology | 43 | 1413-1417 | 2012
malformation after
Nakazawa A .
thoracoamniotic shunt
placement
Takahashi Y, Kawabata |, Sumie M, Thoracoamniotic shunting for
Nakata M, Ishii K, Murakoshi T, fetal pleural effusions usinga | Prenat Diagn 8 1-6 2012

Katsuragi S, lkeda T, Saito M,
Kawamoto H, Hayashi S, Sago H

double-basket shunt.

https://www.med.kyushu-u.ac.jp/pedsurg/index.html




Hirschsprung”s disease

A




Congenital IsolatedHypoganglionosis

A




Chronic Idiopathic Intestinal Pseudo-Obstruction CIIP

A

HE
Megacystis microcolon intestinal hypoperistalsis syndrome
(MMIHS)  Segmental Dilatation of intestine
CIPO
1 Xp

2 CIPO




-1 CIPO

MCTD (mixed connective tissue disease)
Ehlers-Danlos

Lymphoid infiltration
Brown bowel (Ceroidosis)

EB Herpes Zoster Rota

K+ C a2+ M g2+

(Paraneoplastic pseudo-obstruction)



Chagas

Odilvie

Vinca alkaloid

Ca




Megacystis-Microcolon-Intestinal Hypoperistalsis Syndrome(MMIHS)

A

Microcolon




Biliary Atresia

A

A BXRAN 8 FHMENS C FFPAZBIRH 5 2R
18 BRkHs a RBEME 5
S ) cyst ) \ o JLIREFE
T Py
LN ar
- < - £ RIFE
- b HEERRES
U8 FEME
}\ ¥ bile lake
Q y f o b %r b g
5 PR
o~ I >~ ¢ BEERN
B BF PYSRAN
% % Q\_.,:% v I
€ ) 1 G "
NN (- = " 0F
p o MR
7 - ’r R




Congenital Biliary Dilatation

A
e Todani
\©) X~ Ub) N N("
> 5 4 F
/ é/ 10 " /
I 11 II1

()

- =

IV-A IV-B A%

1 RMMEEIREOS M (1995 FHZ)

- I b A ix4Mi% segmental tvpe ¥ HIRTH. &

N

CT
MRI (MRCP)
EUS




critical infantile hepatic hemangioma

A

A. 60mm

153

H22




lymphangioma, lymphangiomatosis

A

1~EHD

o




