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Resolution of infantile intestinale pseudo-obstruction in a boy

Aterm boy with spontaneous passage of meconium exhibited episodes of abdominal distension and diarrhea. Due to failure
to thrive and suspicion of Hischsprung’s disease, he was referred to our university hospital at five months of age. Rectal
biopsies were normal. Laparotomy revealed dilation of the small bowel and colon without any mechanical obstruction. Full
thickness bowel biopsies were taken and a loop ileostomy was constructed. Histopathology revealed fibrosing myopathy,
Cajal cell hypertrophy, and neuronal degeneration in both the large and small bowel. The small bowel showed mastocytosis
without inflammation. A central venous catheter was placed for vascular access, replaced three times and later switched to a
subcutaneous venous port. Catheters were locked after use with vancomycin-heparin and later taurolidine. The individually
tailored home parenteral nutrition contained unsaturated fatty acid lipids to reduce cholestasis. Initial insufficient growth was
improved after correction of partial parenteral nutrition based on a metabolic balance study. The ileostomy was revised once
and finally taken down at 11 years of age following one year without parenteral support. At follow-up at 13 years of age he has
episodes of moderate abdominal pain has entered puberty and reports a high quality of life.
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