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Visceral Myopathy of Intestinal Pseudoobstruction
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= Abstract = Intestinal pseudoobstruction is a syndrome complex caused by a variety
of disorders of various etiology. It can be classified pathologically as visceral myopathy
and visceral neuropathy. The sporadic form of visceral myopathy is characterized
histologically by vacuolar degeneration and fibrosis of smooth muscle but differs from
the familial form only by the absence of other affected family members. We studied 6
cases with intestinal pseudoobstruction classified as sporadic visceral myopathy. They
were four boys and two girls, and were two neonates, two infants and two children. The
duration of symptoms ranged from two days to two years. Two babies were dead from
pneumonia and sepsis. Others were alleviated after surgical resection of the bowel.
Both small and large intestines were found affected in autopsy cases. Histopathologic
features were vacuolar degeneration of muscularis propria, disproportionate hypoplasia
of outer muscle layer, abnormal muscle direction of muscularis propria, submucosal
and/or interstitial fibrosis and extra muscle layering. It is presumed that a variety of
histopathologic features accounts for visceral myopathy of intestinal pseudoobstruction.
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INTRODUCTION

Intestinal pseudoobstruction is a clinical
syndrome characterized by symptoms and
signs of intestinal obstruction without any
concrete evidence for an actual lesion
obstructing the intestinal lumen(Faulk et al.

1978). It can be divided into acute or transient
form and chronic or recurrent form by the
duration of the symptoms. The chronic form
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can further be classified into either primary
(idiopathic) or secondary(associated with pro­
gressive systemic sclerosis. amyloidosis,
myotonic dystrophy, or Chagas' disease)
(Mitros et a/. 1982; Morson et al. 1990). In
general, so-called intestinal pseudoobs­
truction means primary(idiopathic) chronic in­
testinal pseudoobstruction. Chronic idiopathic
intestinal pseudoobstruction(CIIP) has no
underlying systemic disease and can be div­
ided into familial and sporadic type. In ad­
dition, it can also be classified as smooth
muscle disorders, neurological disorders, or no
detectable abnormalities(Faulk et al. 1978;
Mitros et al. 1982; Morson et al. 1990). Familial
visceral myopathy is apparently the most com­
mon cause and the most thoroughly studied
form of CIIP(Mitros et al. 1982). Although both




















