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Clinico-Pathological Characteristics of Congenital Megacolon

Soon Young Kim, M.D, Jeong Kee Seo, M.D., Kwi Won Park, M.L.
Woo Ki Kim, M.D. and Je G. Chi. M.D.

D partment of Pathology, Pediatrics and Pediatric Surgery
Seoul National University College of Medicine

This study is based on 155 patients of congenital megacolon. For the diagnosis, 893 cases were
histalogically proven and the remaining 63 cases were diagnosed on clinical basis including barium
enema or surgical gross findings. On histologic examination, 80 cases(B6%) showed typical features of
absence of ganglion cell in the myenteric plexus and the 13 cases(l 4%) had atypical features which
were segmental absence of ganglion cell in one case, There were 127 males(82%) and 28 females(18%),
The age at diagnosis was younger than 30 days in 87 cases(56%), | month to 1 year in 39 cases(25%)
and older than | year in 29 cases(18%). The levels of aganglionosis were variable: short segment
(rectosigmoid) in 134 cases(86%), intermediate segment (more proximal colon) in 14 cases(10%), and 6
cases(4%) had total aganglionosis. Common clinical presentations were abdominal distention, delayed
meconium passage or bilious vomiting in neonate, and chronic constipation in infancy or childhood.
Following initial colostomy or ileostomy, a definitive procedure was performed in 151 cases(Duhamel
type in 150 cases: Soave type in 2 cases; Swenson type in 3 cases). Frequently associated problems
after definitive procedure were persistent constipation(l1%) due to septum formation, fecaloma, rem-
nant aganglionic segment and rectal stencsis. Overall mortality rate was 4%, and increased mortality
was associated with enterocolitis(l 4%) which was the most frequent cause of death.

The follow-up study longer than 3 months was available in 138 patients who underwent a defini-
tive procedure(mean 2 year 11 months). Seventy-three cases(53%) had normal bowel function, 38
cases(27 5%) had occasionally used enema or stool softners, and 27 cases(195%) had severe constipa-
tion or soiling. The bowel habit improved with time, and were considered normal in 60% of patients
after follow-up more than 3 years. The results of definitive procedures for congenital megacolon in-
cluding Duhame! operation was satisfactory, and long-term follow-up appeared an important and crit-
ical component of patients’ care. ( Korean J Pathol 1995; 29: 40~51)
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Table 1, Age at diagnosis of congenital megacolon

Age(year) MNo. of cases(%)
=1 me BT(56.0)
=] vr 39(25.0)
=5 yr 22(14.0)
=3 yr T(14.0)
Total 155(100.0)

o 95%e] 4he]
(Table 2).

2 BEEHEHS Wy

AM A 7|2F 3540(23%)el 4 A akalo] whad
dteled dgalakdo 2 Aok Tuigl A4 22
o, 3% old Az=xF ¢A4{ o7} 56, g
=AE ¥ AHAEFT WA 451 Bedlgic), AQPabak
Aoz UEy e 13 ZdETe4] S5 o =4
BHo g Aol AHEFAYE P 2en H2
A E2 Flw)zl 120|2 o|F 4ol Ay 2] Feo
Pas gl 39e gelr} AAadn Faig e
o8 Alupdted Achd] AdE Fubdl 7 fe] Alukige
l4% M on HAER: e i w43 Faald
& Hag W= a8 s Aobiials gield

Alutgh gebe] v} 2oja] At n)l wlw g el
g A4 ¥ EAA AMaE ¢ 4 glgled 34
e W8t @eE=short segment)el 747}
29+, F7lEeHintermediate segment)sl H-57} 2
o, A1 2= long segment)dl 757} 4ol Autgt
o= ZE=Hlong segment) 1= o FkE=k(in-
termediate segment) 2ofelglz, &E=Hshort
segment)oll A = g9l

Getzlel WEEE s £ slsid

Fig. 1. Colonic aganglionosis. Postmortem examina-
tion shows a dilated segment involving an
entire large intestine.
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Table 2, Clinical manifestation of congenital megacolon

_——_h:_ —m— e
symptom or sign No. of case(%) =lmao <lyr =5vr >Byr
Abdominal distention 95(60.5) 63 158 12 2
Delayed meconium passage T4(48.0) 41 19 10 4
Constipation T3(46.5) 17 28 22 [
Bilious vomiting 38(24.0) 33 5 0 0
Enterocolitis 22(14.0) 16 a 0 1
Table 3. Level of aganglionzis in congenital megacolon
e — e
Mo, of cases
Level of involvement N o. of cases(%) Pathological Clinical
evaluation evaluation
short(rectosigmoid) 134(86.0) T2 62
intermediate 15(10.0) 15 0
long{including *TCA) G 4.0) & 0
155(100.0) 93 62
*TCA: Total colon aganglionosis
Table 4. Radiological and surgical characteristics of congenital megacolon
———— T —— = ——————————— S ]
No. of cases
Characteristics Clinical CMC Total No. of cases(%)
Radiological *T-zone on Ba study 55 104(83.0)
(n=112) fail to diagnosis 0 B0 7.0)
* bowel dilatation 56 118(83.0)
Surgical *T-zone 19 51(36.0)
(n=143) * wall hypertrophy 21 40031 .0)
* dilatation & hypertrophy 19 35(24.0)
perforation 0 7 5.0)

* 6 cases showed demonstrable t-zoneon repeated barium study.

" T-zone : transitional zone

* The findings were found on proximal portion of diseased bowel segment.
CM C: Congenital megacolon
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Fig. 2. Small bowel segments
show diffuse dilatation and
inconspicious semicircular fol-
ds. This was a case of total
aganglionosis involving stom-
ach, small bowel and large
bowel,

Fig. 3. A long segment type of
aganglionosis. The musculans
propria shows total absence of
myenteric plexus. Submucosal
edema and fibrosis are associ-
ated.
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el qzlch g8 ojabel] 98 FAIAHHDe] glg
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29 o Hals A PHE defMe 23
2k Meissner®t Auerbach A7 E 25 oy 4
A A2t g AYHal Ao} 86%H ] oA
13%+ v H¥Hq] £74E voded A2 AAA4E
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(hypoganglionosis)=t 5S¢, 2zn v|4d<s 2734
%291 #A 574 1o 2lgleHTable 5),

. Fig. 4. Photomicrograph of in-
testinal wall in congenital
megacolon. A few myelinated
nerve fivers are seen between
two lavers of muscularis pro-
pria. No ganglion cells are seen.

Fig. 5. Small bowel mucosa of
a total aganglionosis case. Note
total absence of ganglion cells
in hoth Auerbach plexus and
Meissner's plexus.
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Tahle 5. Pathological characteristics of congenital

megacolon
C MNo. of
Type Findings o. of cases
(%)
tvpical absence of ganglion cell B0(B6.0)
atypical 13(14.0)
segmental absence 7
hypoganglionosis ]
immature, small ganglion cell 1

Table 6. Surgical procedures for congenital megaco-

lon
e — —

Precedure Mo, of cases
Duhamel type 150
Soave type 2
Swenson type 3
Combined anoplasty 4

Total 151

o|fo] FHAFFAAAToE AAAYT NYFE B
ol 147k g2 AEsded olvle Alutabgl e ale)
FEso Ay ANAESA H=id A 24 A
Hale SAs Ad Heoll waddle FARYYE ¢
+ sAweh HelA el @A dBel gie +F
A8 mifAbz, Al dgd A EAs £
714 £HA & 77 Alvpebgi e Table 7).
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T ¥ AN FT Y Fe] 460(30%)004 wHg s
<ul 7| A e 2]el, AAA4Y Bedo} 4Fo =}
+ #ydd FEAlzes A9 g4 54, 34
(fecaloma) 5el, delgle 2 ae] 247a8 0| 2
G AT W] 4ell, AR 4ol F2E Duhamels
Al 5 A4el Hujsl g wiel el (11%)7}
w2 2ol g%y Foko| H45E AR Sl
lalon] =ZHaby ge] 2ofof 4] ubalsled el Table 8),

TX g U 15ld F ¢ A Asle|u} 4% £
3Y el 7 Pake] Fuigd 1345 23 1384
o BHaeParzie 249 1179e)gies 7304(53
%)7F A=l vz FE ven 386(275%)% o
Ed 758 L3led dlwr] e Aoz}l Alds)
+ AF7E 2744(195%)5dst. S34E F 30 o4

Table 8. Incidence of postoperative complication
e

Complication Mo, of cases

2
—t

Mechanical ileus
Enterncolitis

Septum formation

Fecaloma

Fistula, abscess

Eemnant aganglionic segment
Rectal stenosis

Wound infection

Rectal perforation

O b = = CTOL LN o

.
T

Total

Table 7. Clinical profile of succumbed cases in congenital megacolon

e — e eeeeee—— . e—
Age Level Freop problem Postop problem Autopsy Cause of death
1 I mo long enterocolitis — yes related sepsis
2 13mo intermediate enterocolitis - ves related sepsis
3 Zmo intermediate enterocolitis - no related sepsis
4 1 mo intermediate uneventful uneventful no unrelated
S  4mo short blind pouch anal fistula no unrelated
& 1 mo short uneventful uneventful no unrelated
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Table 9. Degree of patient satisfaction according to folow-up interval

Duration of F/U <1yr 1~3yr 3~5yr =Hyr
Total(%)
Type ~ MNa. of cases
Good & 25 14 THHI0)
Fair 2 21 11 4 38(27.5)
Foaor 8 g 7 3 27(19.5)
Total 16 o8 43 21 1 38(100.0)

* Mean duration of follow-up; 2 vear 11 months
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T Al E R e dAHe] 2 gslnkae] W4
A gofdo] ogls= HAHel FHpE Aub-Fe] A
o 543§ #eldles de)c) A abe]| deps 4l4le}
7lofl Aal4do] Welalckm gopdm glalp =l
Ho 2 #A =ed FA24A7FHA A7HA L G
+ A4 galdd 5ol o dye e Als, Hots
Fol 4 HE st Meissner4l 7 E Hel A7 HH 2]
s 88 £ 2led™ 10% 5 f24de HAS
7boddgs ek EBA, Fazd AddFg Helld el
acetylcholinesterase #5540 F7i=le] g&F& &
aldle wile] sled ol Wi EaoAMe F2
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