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A 30-year-old autistic man, presented recurrent sub-occlusive
pisodes since five years. The CT-scan suggested a bowel obstruc-
ion due to volvulus of sigmoid colon with a marked gaseous
istention of the right colon inducing liver dislocation on the

eft and vena cava compression (Fig. 1). A colonoscopy was per-
ormed to derotate the volvulus. However, for the appearance of

egacolon up to a diameter of 16 cm,  a total colectomy was per-
ormed. Histological examination showed a framework of intestinal
ypoganglionosis (Fig. 2).

Isolated hypoganglionosis (IH) is a rare variant of intestinal dys-
anglionosis (5%), usually discovered in infancy or childhood.

This condition shows a markedly decreased number and size of
yenteric ganglia, surrounded by CD3 and CD4-positive T lympho-

ytes, with absent or low acetylcholinesterase activity in the lamina
ropria as well as hypertrophy of muscularis mucosae and circular-
uscle. A deficient expression of c-Kit positive interstitial cells

f Cajal and a reduced expression of NCAM-positive nerve fibers

Fig. 1.

were described. Furthermore, the presence of antineuronal nuclear
protein antibodies of the ANNA-1 (anti-Hu) type was described in
absence of paraneoplastic sensory neuropathy [1].

IH disease usually present severe enterocolitis or chronic
constipation and recurrent pseudo-obstruction. Volvulus as first
presentation is rare. No association with autism is reported. The
diagnosis of IH can only be established by histopathological staining
of full-thickness bowel specimens.
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