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Three Cases of Colonic Segmental Hypoganglionosis :

Case Reports With a Review of Previously Reported Cases in Korean Literatures

Jae Hoon Jahng, M.D., Ji Hyun Kim, M.D., Hyojin Park, M.D., Yoon Ah Park, M.D.*,
Seung Kook Sohn, M.D.* and Chan I Park, M.D."

0s &

Departments of Internal Medicine, Surgery* and Pathology*, Yonsei University College of Medicine, Seoul, Korea

Hypoganglionosis is a rare form of intestinal neuronal disorder which is characterized by reduced number and size of ganglion cells in

the intestinal wall occurring usually in childhood. Pathophysiology is not yet known but intestinal inflammation, ischemia, neurotoxin, or

autoimmune mechanism may play a role in degeneration or reduction of ganglion cells in submucosal or myenteric plexus in the

intestinal wall. Hypganglionosis in adults is even less clarified and defined. Clinically patients present with constipation, severe abdominal

distension, or intestinal pseudo-obstruction. However, there are no demonstrable obstructive lesions in abdomen CT and other bowel

studies. We report three cases of colonic segmental hypoganglionosis in adult patients who were treated successfully by surgical resection

with a review of previously reported hypoganglionosis cases in Korean literatures.

(Kor J Neurogastroenterol Motil 2008;14:133-139)
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(Case 1) Abdominal CT shows marked bowel distension and fecal

materials without definite obstructive lesion.
2. (Case 1) Histologic findings of transverse colon. (A) Slender nerve plexus with decreased numbers of ganglion cells in the myenteric plexus (H&E staining

g.
x 200). (B) C-kit staining shows markedly decreased numbers of ICCs In the submucosal layer (c-kit staining x200).

Fig. 1.
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Fig. 3. (Case 2) (A) Nerve plexuses with many ganglion cells in the normal control (H&E staining x 200). (B) Nearly absent ganglion cells in a thin myenteric
plexus (H&E staining x 100). (C) Markedly decreased numbers of ICCs in the submucosa (c-kit staining x 200). (D) Small ICCs within hypertrophic muscle layer
(ckit staining x 200).
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Fig. 4. (Case 3) Barium enema shows large bowel dilatation with fecal
materials in ascending, transverse and descending colon without obstructive
lesion.
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Fig. 5. (Case 3) (A) Long slender nerve plexus with scarce ganghon cells (H&E staining x100). (B) Very few ICCs between or within muscle layers (c-kit staining x200).
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Authors Age/ . . . . . .
: Symptoms Duration ~ Past History  Diagnostic study Operation Final pathology
(published year) Sex
Kim JJ’ 41/ Abdominal pain 3 mo Rt colectomy  Colonoscopy Segmental Hypoganglionosis
(1997) male  Constipation Ba-enema resection of combined with
descending colon aganglionic segment
Kim JC et al® 63/ Abdominal 1 wk DM (20 yrs)  Colonoscopy Subtotal Hypoganglionosis of
(1998) male distension & pain Ba-enema colectomy with ~ myenteric and submucous
Colon transit study ileorectal plexus
Abd CT anastomosis
Kim JC et al® 17/ Chronic Remotely  none ARM Subtotal Hypoganglionosis of
(1998) female constipation from Defecogram colectomy with ~ myenteric plexus in
childhood Colon transit study ileorectal entire colon
anastomosis
Jung YJ et al” 71/ Abdominal I yr DM (8 years) Ba-enema Subtotal Hypoganglionosis of
(1999) female distension & pain Abd CT colectomy with  myenteric plexus in
Weight loss Uterine Colonoscopy ileorectal proximal descending
myectomy anastomosis colon (15 cm in length)
(30 yrs ago)
Kwon JG et al."" 43/ Constipation 1 mo none Abd CT Right Hypoganglionosis of
(2002) female Nausea Colonoscopy hemicolectomy  myenteric and submucous
Abdominal pain Ba-enema with ileocolic plexus in proximal
anastomosis transverse colon (3 cm in
length)
Kim SK et al" 68/ Abdominal 20 days DM (23 yrs)  Abd CT Subtotal Hypoganglionosis of
(2006) male distension & pain Colonoscopy colectomy with ~ myenteric plexus in
Remotely RUL lobectomy Ba-enema ileosigmoid descending colon (1.5 cm
18 mo ago d/t lung cancer ARM anastomosis in length)
(12 yrs ago)
Kang MJ et al.”> 74/ Abdominal pain 7 mo DM (10 yrs)  Abd CT Subtotal Hypoganglionosis of
(2008) male  Constipain Colonoscopy colectomy trasitional segment
ARM

Colon trasit study

Abbreviations
Ba-enema=barium enema

. yr=year, mo=month, RUL=right upper lobe, ARM=anorectal manometry, Abd CT=abdomen CT, DM=diabetes mellitus,
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