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PubMed

2015/2/5

FK/YA

(((("*chronic intestinal pseudo-obstruction™[TIAB]) OR (("'Intestinal
Pseudo-Obstruction"[Mesh]) AND (chronic[TW]))) OR
(((((((C"*Neuronal intestinal pseudoobstruction"[Supplementary
Concept]) OR "Megacystis microcolon intestinal hypoperistalsis
syndrome''[Supplementary Concept]) OR "intestinal
dysganglionoses"[TIAB]) OR "Megacystis microcolon intestinal
hypoperistalsis syndrome"[TIAB]) 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[TIAB]) OR (variant[TIAB] OR variants[TIAB])))) OR
("Congenital idiopathic intestinal pseudoobstruction”[nm]) OR
(("'Intestinal Pseudo-Obstruction*'[Mesh]) AND (congenital[TIAB]))
OR (immaturity[TIAB] AND ganglia[ TW]) OR hypoganglionosis[TW]
OR (*'segmental dilation"[TIAB] AND intestine[TW]) OR ("'internal
anal sphincter*[TIAB] AND achalasia[TW]))) NOT (Animals[MH] NOT
Humans[MH]) AND English[LA])

1011

1
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Web
2015/1/22
FK/YA
((((CIPO/AL or ( /AL and ( - /TH or 477
/AL))) or ((((hirschsprung /AL) or (

/AL) or (Immaturity/AL) or (hypoganglionosis/AL) or
(neuronal/AL and intestinal/AL and dysplasia/AL) or ((
/TH or MMIHS/AL)) or (
/TH) or (CIIP/AL) or ( /AL)))))) and (PT=
and CK= )

- 2
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CQ1-1 SR
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6)61)109)130)198)598)

6)109)130)

89)112)131)193)199)203)
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2 2
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87)219)599)600) hypoganglionosis

25)130)220)

25




2 8 7 2
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HE AchE NADPH
2% AchE LDH
SDH 3
NADPH AchE
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8)10)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) 2FI
® NCAM  ®? C-kit  Cajal 1)
2012
94%

130) hypoganglionosis

Hypoganglionosis
X hypoganglionosis

hypoganglionosis AchE NADPH

hypoganglionosis
hypoganglionosis
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CQ1-2 SR

MMIHS X
1
2
X 1 Review (Granata, 1997, (174)) 14 (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) , 2013, (181), , 1996, (184), , 1997, (501))
17/18 ( )
S
MMIHS
1
2
2 Review (Friedmacher, 2013, (190), , 1996, (205)) 1
(Piotrowska, 2003, (210))
31 (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), , 2013,
(183), , 1996, (186), , 1996, (187)) 58/60 (

)

dysganglinosis

2 (Redman, 1984, (214), , 1998, (216)) 2/2
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MMIHS

1
2
7  (Goldberg, 1996, (74), Hirato, 2003, (163), White, 2000, (169), Toyosaka,
1993, (175), Chen, 2002, (511), Young, 1981, (548, 549, 552, 557), , 1992, (572))
18/18 AcE
1 ( , 1997, (504)) 1/1
MMIHS
MMIHS
1
2
1 ( , 1997, (503)) 1/1
MMIHS
1
2
1 (Tomomasa, 1985, (543))
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(Shono, 1992, (47) , 1996, (189)) 3/3 LES
MMIHS
1
2
( ) 30

(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), , 2013, (182), , 1996, (185), ,
1996, (188), , 1997, (502, 506), , 1992, (570)) 36 30
microcolon 5 3
11
6 4 2 1
1
1 (Manop, 2004, (206))
MMIHS 1

(Berdon, 1976, (612))

MMIHS
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3 Review Tuzovic, 2014, (1), Dewan, 1995, (76), Granata,

1997, (173)
MMIHS 25
(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), , 2013, (180)) 19 26 /
11 4
1 Whte, 2000, (168)
2

MMIHS

1

2

7 (Vinograd, 1984, (23), Garber, 1980, (48),

Chen, 2002, (512), Penman, 1989, (539), Verbrugger, 2004, (594), Farrell, 1988, (604), Shalev,
1983, (610)) 9 ( / ) 8
MMIHS

1

2
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9 (Vinograd, 1984, (23), Colter, 1998, (42), Nazer, 1995,
(45), Alexacos, 1985, (50), Witters, 2001, (64), Goldberg, 1996, (73), Chen, 2002, (512), Young,

1981, (551, 556, 561), , 1994, (92), , 1997, (505))
11 / 6
1 (Manop, 2004, (206))
CT
MMIHS IVP
1
2
IVP 2 (Chen, 2002, (512), Young, 1981, (551))
MMIHS MRI
1
2
MRI 1 case control study ( 24
MRI 2 MMIHS ) (Garel, 2006, (55)) 3
(Adeb, 2012, (52), Munch, 2009, (54), Lorenzo, 2003, (602)) 5
microcolon 4 1 4 3
1 1
MMIHS CT
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2
CT 1 (Adeb, 2012, (53))
MMIHS
1
2
1 review (Dewan, 1995, (77)) 7/59
4
(Goldberg, 1996, (69), McNamara, 1994, (79), Hsu, 2003, (530), Penman, 1989, (541))
3 (1 ) 1
MMIHS
1
2
1 case control study (
24 MRI 2 MMIHS ) (Garel,
2006, (56)) 2/2 Anal leakage pattern  bile vomiting MMIHS
1 MMIHS10 (Muller, 2005, (525)) MMIHS  10/12
normal control 7/63
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MMIHS

Case control study (

24 MRI 2
(57) MMIHS 2/2 Ca

(Hidaka, 2006, (156), Muller, 2005, (526))
2/14 12/14 Ca ( Na
1 Systematic review (50 MMIHS

) (Tuzovic, 2014, (2))

SR
MMIHS

(SMA) antibody
(Verbrugger, 2004, (597), Shalev, 1983, (614))

1 Case control study (MMIHS4

) (Piaseczna, 2004, (577))

control

control MMIHS

MMIHS ) (Garel, 2006,
2
MMIHS
2 P
19/50

normal control4
MMIHS  c-kit
oranti-smooth muscle actin

normal ganglinosis
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CQ1-3 SR

CQ1-3) ClIP
X

90CR

(101CR+RV) X

(144CR) ClIPS (15 )
(147CR) ClIPS

(494CR) 76

(498CR) 82

(567CR)

(587CR) 11 6 6 air-fluid level

CA 160 154

(154CR)MMIHS 1 (22 )cCIP 1 (6 ClIP1
CIIP

(208CR) CIPO
Meissner+Auerbach CD117 c-kit)
Auerbach CIPO
CIPO
(209CR) 1 CIPO
glia Meissner
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Auerbach CIPO
(574CR) clip

ganglion cell ClIP
(584RV) CIPS

(729 CA) 2012 2
CIPO45 41 911 HE

1
2
1
4 154 208 209 574 1 729 1 584
208 Auerbach
CD117(c-kit)
CIPO 209 glia
Meissner Auerbach
584 ClIP
154 CIPO 574
154 ganglion cell 574
45 90
2
(223CR)CIPO MMIHS
1
2
1
1 223
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(146CR)CIIPS
Hirschsprung
(149CR)CIIPS
Hirschsprung
(222CR)CIPO

Hirschsprung

(16CR)

(17CR)
1

(26CA)CIIPS97
phase3

15
2
MMIHS
222
Hirschsprung
222

CIIPS
ClIP

CIIPS

phase3

CIPO

(146 149)
146 149 222 CIPO

infused catheter

(83.3-91.9%)
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(27CA) (hypogenesisl CIIPS CIIPS
hypogenesis, CIIPS
phase3 CIIPS
(28CR)CIIPS LES
ClIIPS
(142cc)clip 4
ClIP MMI
6 /10 vs166 /10
(143CcC ClIP 4
Clp LES

27mmHg vs 83mmHg p<0.01

(150CR)CIIPS 2
(207CR) CIPO1
(222CR)CIPO MMIHS
CIPO
(493CR)71 ClIP phase IlI
Stanghellini ,
(500CR)82 ClIP
LES
(582RV) CIPS
MMC
1
2
1
2 142 143 7
2 26 27 582

1)

phase3 CIIPS

41mmHg vs 3250 mmHg p<0.01
p<0.01

14mmHg vs 20.2 mmHg p<0.01

ClIP
2
LES
CIPO
LES

16 17 28 150 222 493 500

LES
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28 17 143 500 582

CIIPS

(148CR)CIPS 2
caliber change

(495CR)76  CIIP

(499CR)82  CIIP

(568CR) CIIP
(570CA)CIIP5

(573CR)

(579RV)  CIPS

(588CA)CIIP11
7/11

5
579
transit time

17 207 222
2
transit time
microcolon
ClIP4
ClIP
(GER) slow transit
7/11 delayed transit
to-and-fro
148 495 499 568 573 2

148 495 499 579 588

142

CIIPS

ClIP

5/11
8/11

570 588
495 499
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CT

(90CR)CIIP

90 ClIP

581RV

CIPS

581 CIPS

583RV
MMC

CIPS

CT

CT
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1 583 CIPS

MMC

2

MRI
1
2

727CCT 1 CIPO 12 IBS
12 MRI
diameter, contraction ratio, contraction cycle CIPO IBS
luminal diameter contraction ratio
CIPO

CIPO

12
luminal

MRI
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CQ2 SR

CQ2: Hypoganglionosis MMIHS CIIP
Hypoganglionosis

Hypoganglionosis 3
Comparator
1 255
2010

Comparator 237. 1991

MMIHS
MMIHS 16
Comparator 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 Cisapride, Metoclopramide

228: 1997 231: 2004
264:Hirakawa H et al. 2009, 258: 2000
1 266 2013

263:Hirakawa H et al. 2009, 265:White SM et al. 2000,

271:Manop J et al. 2004 Erythromycin
Comparator
243: 1994 647:Berdon WE et al.1976
ClIP
ClIP 1 3
Comparator 1
273 1991 Cisapride 6
Cisapride 233: 1989

41




236: 1994, 272: 1992 252: 1987

244. 1991, 643:Ament ME et al.1988
3 253 1983, 260: 1983, 262: 1983
228:
1997, 230: 2008
263:Hirakawa H et al.2009
255:
2010, 637: 2005 8 Erythromycin
263:Hirakawa H et al.2009
242: 1996 259: 2000,
270:Dalgic B et al.2005 Polymyxin B 635:
1986 Polymyxin B 232: 1989 Metronidazole 247: 1988
1
244. 1991
Comparator
644, 645:Ament ME et al.1988
232 1989, 249: 1988, 260: 1983, 261:
1983 2 250:
1987, 634: 1986 3 234 1989,
235: 1994, 248: 1988
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CQ3:
CQ3-1) Hypoganglionosis

CQ3-1-1) Hypoganglionosis

CQ3-1-2) Hypoganglionosis
CQ3-1-3) Hypoganglionosis (
CQ3-1-4) Hypoganglionosis

A3-1-1)

A3-1-2) 1

A3-1-3)
Experience

A3-1-4)

D
291

2)
313

3)
312

371

Experience based medicine

based medicine

298

291

(298, 317)

291

317

371

277

43




CQ3-2) MMIHS

CQ3-2-1) MMIHS

CQ3-2-2) MMIHS
CQ3-2-3) MMIHS ( )
CQ3-2-4) MMIHS

A3-2-1) 1

A3-2-2) 1

A3-2-3) 1
Malone
267

A3-2-4) (  285)

1)
302
2) 285
315

3)
285

302

293

655
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CQ3-3) CIIP

CQ3-3-1) CIIP

CQ3-3-2) CIIP
C03-3-3) CIIP (
CQ3-3-4) CIIP

A3-3-1)

D

2)

290

3)

A3-3-2)
276, 299, 300

A3-3-3)

A-3-3-4)

4)

302

318

652

Experience based medicine

45

(

651

289)

295




5)
6)
295
652)

)

295
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Co4 SR

CQ4 1) Hypoganglionosis

( )
( )
Cyclic PN
486) H P N 664)665)
CQ4 2) MMIHS
( )
( )
352) 1
3 CyclicTPN
319) 336) Cycli cHPN 363)
321)662) 2
9
326)328)330)658) 330)341)353)359) 349)
488)
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CQ4 3) CIIP

(
)
(
)
4 1 (675) 524)
670)
9 338)343)344)365)366)674)
320) 345)
Cyclic HPN®™ QoL
321)365)
1
345)
1 (339)
331)340) 339)
CQ5 SR
cQ - hypoganglionosis
1
2
1
372 389 675
400 679
395  Duhamel 685 688
377
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cQ - MMIHS
1
2
Martin
382
cQ - CIIP
1
2

Antegrade continence enema 368

379 380
396 CIPO

388

395

690

369

678
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CQ6 SR

CQ6 1) Hypoganglionosis

(
(
402)403)
CQ6 2) MMIHS
(
(
6
CQ6 3) ClIP
(
(

401)

TPN

171)405)691)695)697)

TPN
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CQ7-1) SR

Hypoganglionosis
1
1
23

469 1 443
8.7%, 8%, 22%, 14.3%
Hypo
477,701, 703
8 5

469

5 Hypo 701

1 469 Hypo
12.6 2011 55.6

Hypoganglionosis
1
1
23

4 430, 431, 432, 704

19
467

Hypoganglionosis
1

468, 478, 479, 703

2

21

479

6

408 1

478

408, 469

2 ,2 ,1

Hypo MMIHS

1977

467, 704

, 3

24
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1 433

Hypoganglionosis
1
1
23

Hypoganglionosis
1
1
23

479

430, 431, 433 7

CQ7-2 SR

MMIHS

MIHSS182
3
11 33

415 SR MIHSS218
23

440 RV MIHSS59

1

) 412 CR (MIHSS39/43

466 RV (MIHSS45
31/39

43

418 SR
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44
15 8 1 419 CR, 423 CR, 425 CR, 426 CR, 427 CR,
428 CR, 429 CR, 438 CR, , 441 CR, 444 CR, 450 CR, 451 CR, 452 CR, 455 CR, 457 CR, 458 CR,
460 CR, 464 CR, , 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,

MMIHS
1
2
1 442 RV MIHSS
3% 32
MMIHS
1
2
1 (456.CR) 2 . MMIHS
3 2
MMIHS
1
2
2 1 10 MIHSS  (463CR) 2 6
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MIHSS (702_.CR)

MMIHS

1

2

1 (463CR) MIHSS
MMIHS

1

2

1 (463 CR) 1 10 MIHSS

1 (459 CR) MMIHS
MMIHS

1

2

2 (459.CR 464 CR) 6 TPN
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cQ7-3 SR
ClIP
1
2
1 730 CIPO62
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CQ1l Isolated Hypoganglionosis MMIHS CIIP

CQ 1: Isolated Hypoganglionosis
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cQ 1-2 MMIHS
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cQ -3: CIIP
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CQ Isolated Hypoganglionosis MMIHS CIIP

CQ2-1: Isolated Hypoganglionosis
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CQ2-2: MMIHS
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CQ2-2: CIIP
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CQ3: Isolated Hypoganglionosis MMIHS CIHIP

CQ3-1: Isolated Hypoganglionosis
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CQ3-2: MMIHS
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CQ Isolated Hypoganglionosis MMIHS CIHIP

CQ4-1: Isolated Hypoganglionosis
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CQ Isolated Hypoganglionosis MMIHS CIHIP

CQ5-1: Isolated Hypoganglionosis ( )
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CQ Isolated Hypoganglionosis MMIHS CIHIP

CQ 6-1: Isolated Hypoganglionosis

Isolated Hypoganglionosis
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