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Fig. 2. Amuscular segment of the jejunum wall
illustrating paper-thin character.

Fig. 1. AP View of simple abdomen X-ray shows
dilated loops in RUCG).
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Fig. 3. Proximal jejunum showing absence of muscle
coats. The mucosa rests directly upon the
serosa in the segment with no musculature,
(Masson's trichrome, > 1040)
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Fig. 4. Narrow segment of simgoid colon showing abscence of ganglion cells in submucosal and myentertic plexus.
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Table 1. Congenital absence of intestinal musculature

Characteristics

Emanuel et al(1967) Steiner et al(1969)  Carroll(1973) Author=(1986)
Gestation ITwk Full-term Full-term Full-term
Family history of congenital -+ - flone stillborn) Znd son-dead at
anomalies-siblings 5 days old
Phyzical examination: 2523 gm 2740 gm 1930 gm 3100 gm
Brith weight
Early abdominal distention i + + +
Patent krectum, no meconium + t 1 +
Abdominal mass - +(RLQY) - -
Radiologic findings - +(ileocecal +{congenital
Preoperative diagnosis as intussusception) megacolon)
small-bowel obstruction
Barium enema Normal Normal MNormal
Number of laparotomies 1 3 i 3
Extensivelentire Limited Limited Limited
small intestine) {distal ileum) idistal ileum) (proximal jejunum)
Pathology Sausage link Dilated small Dilated small Dilated small
(3ross, small intestine bowel bowel bowel
Colon Normal Normal MNormal Dilated right colon
Microscopic: +

Absenbee of musculature jentire small intestineg)

in small intestine
Marmal
62 hr

Caolon
Age at death

(distal ileum)

Mormal
40 davs

+
(distal ileum)

Normal
124days

— 201 —

_l_
(proximal jejunum)

Aganglionosis
alive
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Congenital Absence of Intestinal
Musculature Associated with Long
Segment Hirschsprung's Disease

Chan Kum Park, M.D, Moon Hyang Park, M.D.
Jung Dal Lee, M.I). and Poong Man Jung, M.D,

Diepartment of FPathology, General Surgery,
School of Medicine, Han Yang University

Intestinal obstruction is the commonest cause for
emergency surgical intervention in the newborn. An
extremely rare cause of intestinal obstruction in the
neonate s a congenital abnormality consisting of
segmental absence of intestinal musculature with intact
serosa and mucosa.

This report represents not only the fourth reported
case of this anomaly but also the first case associated
with long segment Hirschsprung's disease in English-
written literatures.



