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Joumalof Peiatric Surgery 51 (2016) 2010-2014
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Journal of Pediatric Surgery &P
journal homepage: www.elsevier.com/locate/jpedsurg i ]|
Long-term outcome of bowel function for 110 consecutive cases of ®L.mm

Hirschsprung's disease: Comparison of the abdominal approach with
transanal approach more than 30 years in a single institution - is the
transanal approach truly beneficial for bowel function?

Shun Onishi, Kazuhiko Nakame, Kouji Yamada, Waka Yamada, Takafumi Kawano, Motoi Mukai,
Tatsuru Kaji, Satoshi leiri *

Purpose

* Long-term outcomes of the bowel function
* SDvs. TA

SD : Soave-Denda

TA : Transanal endorectal pull-through

Patients & Methods

* Period: From 1984 to 2015
* Patient number: 110 (86 boys and 24 girls)

Extent of aganglionosis

SD TA Total (%)
Short segment 57 30 87(79.1)
Long segment 12 7 19 (17.4)
Total colon 2 il 3(2.8)
Unknown 1 0 1(1.0)
Total 2 38 110

We analyzed 106 patients for postoperative anorectal function.

Complication

SD (n=69) TA (n=37)

n (%) n (%) B
Leakage 3(4.3) 0(0.0) n.s
Stenosis(cuff) 10 (14.5) 1(2.7) n.s
Enterocolitis 12 (17.4) 4(10.8) n.s
Achalasia 2(2.9) 0(0.0) n.s
SSI 3(4.3) 0(0.0) n.s
Prolapse 5(7.2) 0(0.0) n.s
Bleeding (cuff) 0(0.0) 1(2.7) n.s
lleus 0(0.0) 1(2.7) n.s

| Total 36 (52.2) 7(18.9) <0.01 |

PAPS Prize (Clinical)-552.15
Long-term outcome of bowel function
for 110 consecutive cases of Hirschsprung’s disease:
Comparison of the abdominal approach with transanal approach
over 30 years in a single institution

Is the transanal approach
truly beneficial for bowel function?

Shun Onishi, Kazuhiko Nakame, Kouji Yamada, Waka Yamada,
Takafumi Kawano, Motoi Mukai, Tatsuru Kaji, Satoshi leiri
Department of Pediatric Surgery fﬂ "’fa(é
Kagoshima University Graduate School of Medicine and Dentistry =

Operative procedure

SD:70 TA:37

(including Laparoscopy assist)

mucosectomy level
treatment of muscle cuff
not changed.

Soave-Denda
(one-step modified )

Original Soave

Operative result

sD TA P
Age (d) 404.7 = 826.7 159.0 & 252.1 p<0.05
BW (g) 7624.9 + 4375.4 5751.7 £ 1826.8 p<0.05
Blood loss/BW(ml/g) 13.5 + 9.8 AR p<0.05
Hospital stay (d) 24.0 £83 178+ 7.2 p<0.05

Time (min) 225.8 +=107.0 2659 *+ 108.4 p=0.07

Evaluation of bowel function

(Japan Society of Ano-Rectal Malformation Study Group )

The maximum score is 8 (excellent).

Frequent
Frequency Sometimes
Absent
Absent
Accidental
Constipation |requi
requirement for colonic irrigation or stool extraction
Absent

Incontinence with diarrhea

Incontinence [Acidental

More than twice a week

for enema or itory everyday

Frequent
Absent
SOIllng Accidental

Frequent

oflr|v|olr|n|w|s|r v w|alo]|r|n
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Frequency
2.5 ns n.s ¥
2 n.s
_15 /)
g / + SD
E 1 72 = TA
0.5
0
3 5 7 9 11
(v-0)
Incontinence
5 n.s n.s
A

e —
B Y

(score)
/-

= TA
1.
0 i
3 5 7 9 11 (y.o0)
Total Score
z n.s n.s n.s n.s n.s
i [
s < —
55 e ~SD
2 4
= =TA
3
2
1
0 T T )
3 5 7 9 11 (v0)
Discussion

* TA approach may affect.......

«

Superficial external
anal sphincter muscle

Anal canal

Constipation
5 n.s n.s n.s n.s n.s
. | I I
e 1)
E +- SD
) = TA
1
0
3 5 7 9 11
(v.0)
Soiling
2.5
n.s n.s
) n.s n.s n.s
15 —
g /~<//\. +- SD
8 1 = TA
0.5
0
3 5 1 9 11
(v.0)
Summary of result

*TA is simple and less invasive, and adaptive
for neonates and small infants.

* Bowel function tends to improve with age.

* As regarding incontinence,

TA is not always superior
to SD.

Discussion

* TA approach may affect.......

Neurovascular band

Deep external anal
sphincter muscle
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Conclusion

*TA approach is simple and less invasive
and can apply even for neonates and
small infants.

* Pediatric surgeons must improve the
surgical technique based on detailed
understanding of fragile anatomical
structure.

K
1R AERE(FISL-3E37)

2. PR RED S A 7=t T OB ET A
3. BITHEFDRERETON R

4 BEREFIOEREFHRGREAR

5 MR

AREEFICH T B REE(EFHR R - Optical Biopsy
6. FHirschsprung’ s Disease and the Allied Disorders
- Status Quo and Future Prospects of Treatmenta

@ - - . . -
&) Department of Pediatric Surgery, Kagoshima University, JAPAN K

29th May 2017. PAPS Prize-Clinical 2

The bowel function and quality of life
of Hirschsprung’s disease

who have reached 18 years or older
- Long-term outcomes after

transabdominal Soave Procedure -

Shun Onishi, Kazuhiko Nakame,

Masato Kawano, Tomoe Moriguchi, Koshiro Sugita, Keisuke Yano, Koji Yamada
Waka Yamada, Ryuta Masuya, Takafumi Kawano, Seiro Machigashira,
Motoi Mukai, Tatsuru Kaji, Satoshi leiri
Department of Pediatric Surgery, Kagoshima University, JAPAN

PAPS 50th Annual Scientific Meeting 28" May- 15! June 2017, Seattle

‘: Department of Pediatric Surgery, Kagoshima University, JAPAN K

Method

1984~2016: 110 cases

Transabdominal Soave Transanal Pull-through and others
69 cases 41 cases

Under 18 years old Over 18 years old
5 cases 63 cases
Dead by other cause 2N
Respondents

16 cases (25.4%)
8 male/ 8 female 47 cases
Mean age : 25.4 (19-37)

PAPS 50th Annual Scientific Meeting 28" May- 15! June 2017, Seattle

PAPS2017 in Seattle

K

Technical error of the surgeon causes
damage to the anal canal and produces fecal
incontinence in the treatment of Hirschsprung.

Calisto J, Cogley K, Santos K, Morales O, De La Torre L. Pittsburgh Colorectal Center

Objectives

Fecal incontinence after a pull-through is associated with different factors although the damage of the anal
canal seems to be the most important. The objective of this article is to identify the variables related to the
presence of fecal control and colitis in a homogeneous group of children after pull-through.

Methods

Retrospective cross-sectional study was performed in patients with HD for evaluation of post-operative
problems to the from May 2014 to November 2016. The patients (39) had a transanal approach and were

divided into two groups. Group 1 patients with fecal continence, Group 2 patients with fecal

incontinence.
Results

Group 1 patients (13) had the anastomosis in the rectum, no damage of the anal canal and positive

history of colitis. Group 2 (26) had the

is_at the skin, anoderm

line or a

of these and negative history of colitis.
Conclusions

We demonstrated that patients with a technical error in the anastomosis have fecal incontinence, but not
colitis. Preservation of the anal canal is associated with fecal control, and colitis because it is a high-

pressure zone. Education for a proper identification of the anal canal during a pull-through is an

absolute necessity.

BITHEFIORERETOMR

Journal of
Pediatric
Surgery

RN wr————

Long-term outcomes and the quality of life of Hirschsprung
disease in adolescents who have reached 18 years or

older—a 47-year single-institute experience

Satoshi Ieiri®®*, Takanori Nakatsuji®, Junko Akiyoshi®, Mayumi Higashi®,
Makoto Hashizume *“, Sachiyo Suita®, Tomoaki Taguchi®

pred 12 August 2010

ZEMEWETROMARZEFOQOL  #EMIFik

(e

Introduction
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« Hirschsprung’s disease is considered curable.
» The post-operative bowel function is not always

satisfactory.

Purpose

* Evaluate the long-term postoperative function in
patients 218 years of age who had undergone
the transabdominal Soave procedure .

i. Bowel function

ii. Social performance
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Extent of aganglionosis

Lower rectum

8 cases
(50.0%)
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Sigmoid colon

4 cases
(25.0%)

Left-right
colon

4 cases
(25.0%)

No cases of total aganglionosis.
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Result 1. The Bowel function

The Bowel function

A. Sense of defecation B. Ability to distinguish stool condition

o Always
M Sometimes

Result 1.

u Always

M Sometimes

-
B owel fu n ctl o n C. Frequency of bowel movements  D. Time required for bowel movements.

W 3/day—1/2days

Y W<5min
4~6/day M <10 min
= 1/3~4days ®<30min
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Result 1. The Bowel function

Evacuative symptoms

Soiling

Result 2.

Social performance

Incontinence

Constipation

Diarrhea

|.

0% 20% 40% 60% 80% 100%
m None M Sometimes M Always
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Result 2. Social performance Result 2. Social performance

Education Occupation

Junior high school 1
Junior high St
f ude
school . High school 3 i Buisinessman 6
() .
6% S':AQOhol Professional school 4  19% e el ERe ey
. uisinessman 2: Nurse
University 19% guniercolioge d 37% 1: Physical therapist 4
44% University 7 1: Clinical nutrition manager
, Pr°fer313i°|”a' rt-timer Part-timer 1
unior  school Academic achievement in Japan 69 Healthcare ;
¢ 25% High school degree : 25.3% 4 profession Housewife 2
Professional school degree : 18.2% 259 Student 3
Junior college degree : 7.1% ¢
University degree : 42.2%
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Result 2. Social performance R esu |t
Marriage and Child R
. Ohild *The total bowel function was mostly
Marriage

satisfactory.

Married
31%

*A few patients were still suffering
from chronic symptoms.

Unmarried
69%

Wrenel oo 2 +Reasonable academic backgrounds
e marriage rate in Japan( ) = D :
b Male 26 4%, T:ema‘lje 36.7;?15 T.'r-]";’:e Jé:;:g and JObS contributed to SOCIth.

(25~29 years old )
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Conclusion

*The bowel function was satisfactory
in adulthood, although some had
chronic abdominal symptoms.

*Pediatric surgeons should continue
trying to achieve a complete bowel
function after definitive surgery for
Hirschsprung'’s disease.
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High Mortality Rate of Hirschsprung's
disease-related Short Bowel Syndrome
-Result from a Nationwide Survey in Japan-

Tomoaki Taguchi, Satoshi Obata, Takashi Akiyama, Naoto Urushihara, Hisayoshi Kawahara,
Masayuki Kubota, Miyuki Kono, Yuji Nirasawa, Shohei Honda, Masaki Nio, Satoshi leiri

(3) S leiri et al: JPS, 2010 (4) Stensrud, et al: JPS, 2010
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The Japanese Study Group for Hirschsprung's disease
Objectives
Aganglionosis extending orally to 75 cm from Treitz band, called Hirshspurng’s disease-related short bowel syndrome
(HDSBS), has been reported to show the high mortality rate up to 50-80%, because HDSBS is different from standard SBS
due to lack of colon. This study aimed to survey current trends of HDSBS.
Methods
Patient data was extracted from results of a nationwide survey which we conducted collecting the data of total 933 HD
patients from 2008 to 2012 in Japan.
Results
The number of HDSBS was 11 (0.9%). All patients underwent jejunostomy in neonate. Radical procedures performedin 5
patients (4: ascending colon patch method, 1: Duhamel’s procedure extending to sigmoid colon). Extended myotomy-
myectomy (Ziegler’s procedure) and serial transverse enteroplasty (STEP) performed in each patient as the 2nd procedure,
whereas remaining 4 without any radial operations. The mortality rate was 36.4% (4 patients, including 3 without any
radical procedures and 1 with STEP). The causes of death were sepsis due to enterocolitis or central intravenous catheter
infection, and hepatic failure. Meanwhile, all the patients with radical procedures survived following satisfactory

outcomes.
K

RIEMEEN2RTV TR
I3, BEFRITOHR

-Rectosigmoid type RIEFEERMICEHT S
RETOExonsEEkIC & 1T 2R BEFEROFE-

of new

BRBRZ2MHRR EEFEHESR MEARERIHD,
EILEEFHEA AMREHRFD

NE XD, @M —8, 2L REED, KE B,
FE L, miE B’O, RA BEEV

o &
#PS : 1984F4 A ~20165F 12
BB R 11061 REMHMISSR

SttiCh = 3E(E
RERBREDOHR, HEHNSKERE

ERARERASRBRICAA. RERICAEEALSAT.
mAEERML. BEFOMHEBRIFET %,



4-2

yiy“iFamin tree
—

TRl

I
1 2 4
m o o
1 2 3 4 5
v
1 2

®:Short segment Hirschsprung disease
I: 1 andII 3 are probably carner IV1 |s ?

ﬂiﬁlﬂﬁ?@& DAHDTGE K

‘ Exonic or splicing variants ‘

> Remove synonymous variant

‘ Non-synonymous or splicing site variants

IE

Novel or rare variant

Remove variants recorded in the doSNP
Remove variants with MAF>1% in 1000 Genomes Project

[:> Remove variants with over 0.7 and under 0.3 allele frequency

X7
Heterozygous variant

Common among patients and genetic carriers
[:> Remove variants observed in unaffected

) ,‘CandidateVariants List [

Predicting tools % AL 2= ¥ E&K

P osn Pathogenicity predicting
Chromos original | changed tools
ome mutahon allele | allele

GERP SIFT Polvghen

43617428  C A 5.43 0 1
“ 52573747  C T AMCF 587 012 0984
TR 45203382 T c PROM11 278 0 0.954
I 6747457 G A F2 1.47 0 0.001

11 56431339 T © ORSAR1 525 0 1
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unaffected unaffected
Status camier  unaffected TR

Exonic/splicing 20,845 20,840 20,838 20,919 20,599 20,710 20,931 20,845 20,922 20,879 20,837

";’jﬂ%’;’o‘“p“ 10,599 10,522 10,580 10,701 10,327 10,582 10,563 10,599 10,683 10,553 10,544
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dbSNP

unaffected
unaffected affected affected unaffected affected affected Mo OIS affected

14,7231 11,5851 116151 81,7811 11,5861 11,7201 11,6174 ¥1,723 | 11,723 | 51,6521 1,6 79

1000geromes 1660 1,511 1556 1716 1,522 1666 1534 1660 1,660 1581 1613
Helerozygous 324 305 352 356 287 320 323 324 375 334 363

IV:1 was excluded for filtering to narrow down the candidate mutaions

Common among affected and genetic carriers
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Hirschsprung’ s Disease and the Allied Disorders
- Status Quo and Future Prospects of Treatment
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Technical Feasibility of Visualizing Myenteric Plexus Using
Confocal Laser Endomicroscopy
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