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to exclude these disorders through apropriate investigations. The diagnosis of
congenital microvillus atrophy as a cause of intractable diarrhea of infancy has
to be established on the ground of the morphological and ultrastructural features
which are characteristic for the disease34°-10. Since the H&E-stained sections
did not show any characteristic features, the abnormalities which could be
detected by PAS stain can be easily overlooked3. Ultrastructural abnormalities
can involve not only the small and large intestinal epithelia but also the biliary
epithelium3'0_ At present, the only reliable way of diagnosis could be the electron
microscopic examination of jejunal or rectal biopsy specimens?233,

Currently, no treatment is available, and patients with congenital microvillus atrophy
are supported by total parenteral nutrition and intravenous fluids for the replacement
of their massive intestinal losses?>. The majority of the affected patients eventually
die of septic complications or hepatic insufficiency stemming from TPN-induced
cholestasis?356, Recently, Oliva et al."' reported the first successful intestinal
transplant for microvillus inclusion disease in a patient 2.5 years old. Thereafter,
Herzog et al.'? published their experience for a combined bowel-liver
transplantation in a seven-month-old infant with microvillus atrophy. Advancements
in immunosuppressive therapy have allowed the small bowel transplantation to
become a realistic option, with a good survival of both patients and grafts''.12,

We present this case because congenital microvillus atrophy is a rare but perhaps
one of the most common causes of intractable diarrhea of infancy. It could be
easily overlooked if it is not specifically considered. It is important to recognize
and diagnose infants with congenital microvillus atrophy because small bowel
transplantation becomes a realistic option for the future treatment of these patients.

REFERENCES

1. Guarino A, Spagnuolo MI, Russo S, et al. Etiology and risk factors of severe and protracted
diarrhea. J Pediatr Gastroenterol Nutr 1995; 20: 173-178.

2. Cutz E, Rhoads JM, Drumm B, Sherman PM, Durie PR, Forstner GG. Microvillus inclusion
disease: an inherited defect of brush-border assembly and differentiation. N Engl J Med
1989; 320: 646-651.

3. Phillips AD, Schmitz J. Familial microvillous atrophy: a clinicopathological survey of 23 cases.
J Pediatr Gastroenterol Nutr 1992; 14: 380-396.

4. Phillips AD, Jenkins P, Raafat F, Walker-Smith JA. Congenital microvillous atrophy: specific
diagnostic features. Arch Dis Child 1985; 60: 135-140.

5. Raafat F, Green NJ, Nathavitharana KA, Booth IW. Intestinal microvillus dystrophy a variant
of microvillus inclusion disease or a new entity. Hum Pathol 1994; 25: 1243-1248.

6. Nizet V, Priebe CJ. A newborn girl with watery diarrhea, weight loss, and severe metabolic
acidosis. Curr Opin Pediatr 1994: 6: 163-167.

7. Reifen RM, Cutz E, Griffiths AM, Ngan BY, Sherman PM. Tufting enteropathy: a newly recognised
clinicopalhological entity associated with refractory diarrhea in infants. J Pediatr Gastroenterc!
Nutr 1994; 18: 379-385.






