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Exstrophia splanchnica (exstrophy of cloaca)
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Exstrophia splanchnica (An autepsy case)
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Fig. 2. External view of exstrophied bladder sho-
wing small prolapse of the terminal ileum
{*) to the superior orifice, ureteral openings
(arrows) to the inferior and abnormally

formed phallus in the center.
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Fig. 3. Internal view revealing a short blind colon
(C) with two appendices (A), terminal ileum
emptying into the exstrophied bladder, left
hydronephrosis and hydroureter and right
atretic ureter,
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Fig. 4. Schematic drawing of fig. 3. Kid: Kidney,
Ure: Ureter, Col: Colon, Tle: Ileum, Bla:
Urinary bladder.
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Fig. 5. Cut surface of the kidneys showing many
minute cysts under the carsule and hydro-
nephrosis.
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located in terminal portions of immature
nephron.
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Fig. 7. Tongue like prolongation of the brain cere-
bellum extends into the spinal cord repre-
senting Arnold-Chiari anomaly.
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—ABSTRACT—
Exstrophia splanchnica (An autopsy case)

Yeon Lim Suh and Je G. Chi
Department of Pathology, Seoul National University

Exstrophia splanchnica is rare complex anomalies
involving exstrophy of urinary bladder, absence of a
major portion of colon and imperforate anus, ‘This
malformation complex is understood along the line
of the primary cloacal membrane remaining as a thin
endodermal structure due to failure of development
of lower parietal mesoderm. After breakdown of this
membrane, the urogenital portion of endodermal cloaca
becomes exposed. In addition there is failure of deve-
lopment of the urorectal septum, so that the dorsal
wall of the hindgut is exposed too. Recently we had
a case of exstrophia splanchnica that was associated
with central nervous system anomalies in a newborn
infant.

This male baby was a 2.35kg product of 32 weeks
gestation to a 29 year old primigravid mother. The
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pregnancy was complicated by a marked oligohy-
dramnios. No history of drug intake or infections
during pregnancy was obtained. He did poorly after
birth; apgar score being 1 at one and 5 minutes, and
died several hours later.

Postmortem examination showed gastroschisis, ex-
strophy of the bladder associated with imperforate
anus and ambiguous genitalia. The terminal
ileum opened to the exstrophied bladder mucosa.
The larger bowel was represented by a 10cm long
blind sac. Two appendices were found opening into
the terminal ileum. The testes were undescended.
The external genitalia were abnormally formed, the
phallus being represented by short broad midline
structure and scrotal folds located below the exstro-
phy. There were bilateral dysplastic kidneys with a
marked hydroureter on the left side and the small
atretic ureter on the right. Both ureters opened into
the everted bladder mucosa. Associated malformation
of central nervous system included Arnold-Chiari
malformation Type II and sacral meningomyelocele.

The umbilical cord had single umbilical artey.
REFERENCES

Cava, A.J.E.: Appendiz vermiformis duplex J. Anat.,
T6. 288-292, 1935.

olmlH, 7 olA, W4% ; Exstrophy of cloaca(¥74 1
o 2y, wakde)Shgal, 160 325-326, 1982.

Loewen, S.L. and Rupe, L.O.: A case of a pseudoher-
maphrodite with exstrophic bladder, J. Kansas M.
Soc., 44. 186, 1943.

Marshall, V. and Muecke, E.C.: Variation in ex-
strophy of the bladder.J. Srol., 88: 766-796, 1962.

McFarland, J.: Exstrophy of the bladder with imper-
forate anus, absence of the small and large intes-
tine, continuity of the duodenum with the colon,
absence of the left testis, epididymis and cord,
and enormous hydroureter.

Pattern, B.M. and Barry A.: The genesis of exsirophy
of the bladder and epispadias. Am J. Anat., 90
86-567, 1952.

Rickham, P.P.: Vesico-intestinal fissure. Arch. Dis.
Child., 35:97-102, 1960.

Schenck, S.B.: A case of gastroschisis, perforate
diaphragm, anorchidy, cloaca, absence of colon
and rectum, imperforate anus, spina bifida, spinal
scoliosis, sacral lordoesis, and split pelvis. Am J.
Obst., 80: 38, 1919.

Aes, AAZ, J57 1 eiFd4 A4 QA4
A g, 250011984,

AAL, &8, AL Imperforate cloacal mem-
branes} 237 ZFd, A-g9d A, 23(1):1137-
142, 1982.

Spencer, R.: Extrophia splanchica (exstrophy of the
cloaca), Surgery, 57.751-766, 1965.

Swan H. and Christensen, S.P.: Ezstrophy of the
cloaca, Pediatrics, 12:645-651, 1953.

Von Geldern, C.E.: The etiology of cloacal exstrophy
and allied malformations. J. Urol., 82. 134-144,
1959,

Walkany, J.:
Year Book Medical Publisher, 1981,

Congenital malformmation. Chicago,

— 276 —






