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Limb-Body Wall Malformation Complex
—Two autopsy cases and its pathogenesis—

Geun Shin Lyu, M.D, Nam Hoon Kim, M., Eun Kyung Hong, M.D. and Jung Dal Lee, M.[.
De partment of Pathology, Haon swan g University Medical School

Limb-body wall malformation complex(LBWC), also known as the amniotic band syndrome, is
a poorly defined, sporadic group of congenital anomaly characterized by a collection of protean
fetal malformation, deformation and disruption. Accurate diagnosis is often difficult because of
its variable presentation pattern and the absence of exactly same case. We report two autopsy
cases. One revealed body wall, cardiac, and craniofacial anomalies with anencephaly, and amni-
otic adhesive band attached to craniofacial defect of the fetal part without evidence of amniotic
rupture, The other exibited abdominal wall defect with omphalocele, visceral, postural, and limb
anomalies together with neural tube defect in the lumbosacral region. The pathogenesis of this
syndrome was discussed in detail. (Korean J Pathol 1993; 27: 638 ~B644)
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Fig. 1. Caze |,
The fetus shows amniotic band, thoracoab-
dominal wall defect with ectopia cordis, and
short umbilical cord.
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Fig. 2. Caze 1.
Craniofacial anomalies including frog-like eye-
balls, a deviated and flattened nose, and bilat-
eral cleft lip and palate are noted.
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Fig. 3. Case 2.
The fetus showsz ruptured omphalocele con-

taining herniated internal organs and hypo-
plastic and deformed lower limh.
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Table 1. Summary of autopsy findings

Case [ Case 11
MNeural tube anencephaly meningomyelocele
hydromelia
Face cleft lip & palate -

nasal deformity
choanal atresia

hypoplastic lung
cardiac anomalies;
ectopia cordis

Internal organ

Taussing-Bing malformation

ASD

absence of diaphragm
Body wall thoracoabdominoschisis

Posture -

Limb

Umbilical cord short(l] em)

hypoplastic lung
agenesis of rt. kidney & ureter
ectopic skeletal muscle in ureter
cloacal anomalies:

imperforate anus

incomplete division of cloaca

omphalocele

scoliosis
lower limb hyvpoplasia

agenesis of sacrum & pelvis
EqUINOVarus

2cm in fetal side®
one umbilical artery

*Placental examination is not done,
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Table 2. Classification of fetal anomalies in Limb-
body wall malformation complex according
to their presumed mechanism

Interruption of embryonic morphogenesis
Cleft lip and palatelmidline)
Omphalocele
Cardiac anomalies
Renal agenesis or dysplasia
Bladder extrophy
Imperforate anus

Fetal vascular compromise
(zastroschisis
(rallbladder agenesis
Single umbilical artery

Intrauterine constraint
Club foot & hand
Abnormal facies
Valgus-varus deformities
KEvphoscoliosis

Disruption of normally developed stuctures
CM S or calvarial defect
Acrosyndactyly
Amputations
Constriction bands
Facial clefts(non-midline)
Aplasia cutis
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