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irenomelia is a rare and lethal polymalformation. Many authors consi-
der sirenomelia as an extreme form of caudal regression syndrome.1,2

This sporadic defect occurs in approximately 1 in 60000 newborn in-
fants; it has male predominance. It is seen together with urogenital, gastro-
intestinal, cardiopulmonary and central nervous system defects. Maternal
diabetes mellitus is considered as an important predisposing factor. Genetic
predisposition and vascular hipoperfusion have been suggested as other pos-
sible causative factors.3,4

CASE REPORT
Case one is a 33 weeks fetus born from a 21 years old multiparous mother. He
died 2 minutes after his birth. According to the last menstrual date, the fetus
was 33 weeks old but the embryogenetic age is established by correlation of
crown-rump length was consistent with 37 weeks. There was no maternal di-
abetes mellitus or consanguineous marriage. Ultrasonography was not diag-
nostic because of olygohydramniosis. Provacated abortus was performed
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de pen ding on the per ma nent nons tress test re sults.
Na sal ro ot dep res si on, fa ci al ede ma, ear de for ma ti on,
fle xi on con trac tu re on left hand, um bi li cal cord ede -
ma and na il ba se con ges ti on was fo und in ex ter nal
exa mi na ti on. The most im por tant fin ding was pru -
ned sha pe of the lo wer ex tre mi ti es (Fi gu re 1).

In ter nal exa mi na ti ons re ve a led sac ral, gall-
blad der and re nal age ne sis. Anal at re si a was al so
pre sent.

Ca se two is a 23 we eks fe tus born from a 24
ye ars old pri mig ra vid mot her. Ma ter nal di a be tes
was ma ni fest. Ul tra so nog raphy sho wed mar ked oli -
go hid ram ni os and re nal age ne sis. Only one fe mur
was de tec ted in ul tra so nog raphy. The post mor tem
X-ray exa mi na ti ons re ve a led lack of ra di us in the
right si de whe re the ul na was an gu la ted. The fu sed
lo wer ex tre mi ti es ta pe ring in dis tal end was con-
trac ted and contained a bony ni dus.

Au topsy fin dings we re si mi lar to ca se one. Ad-
di ti o nally, cor pus cal lo sum age ne sis, li ver and pul-
mo nary hypop la si a and ab nor mal lo bu la ti on of
lungs were fo un d. Ex ter nal ge ni ta li a we re ab sent
(Fi gu re 2). A ru di men tary tis su e dis sec ted in pel vic
are a has shown to be a tes tis on histopathologic ex-
amination.

Ca se thre e is a 14 we eks fe tus spon ta ne o usly
abor ted. Ul tra so nog raphy was not per for med. Mac -
ros co pic exa mi na ti on of the ma ce ra ted fe tus inc lu -
ded mid fa ce de fect (cleft lip), nuc hal ede ma,
fle xi on con trac tu re and oli go dac tily of bi la te ral
hands. The ma in fe a tu re was the fu si on of the lo -
wer ex tre mi ti es (Fi gu re 3). Au toly sis and de ge ne -
ra ti ons in ter fe red the eva lu a ti on of or gans, but we
fo und lar ge bo wel hi pop la si a, re nal, gall blad der and
ge ni ta li a age ne sis and anal at re si a. Dis sec ti on of the
ca u dal part of the fe tus re ve a led a sing le fe mur and
ti bi a with a ru di men tary fo ot that had thre e fin-
gers. Umb li cal cords of all fe tu ses we re nor mal. Pla-
cen tal exa mi na ti on was not pos sib le be ca u se of the
mis sing de li very of the ma te ri al from the obs tet ric
cli nic. Ge ne tic co un se ling that was per for med to
ca se 1 and 2 sho wed no par ti cu lar chro mo so mal ab-
nor ma lities.

CONC LU SI ON
Si re no me li a manifests with fu si on, ro ta ti on, hypot -
rophy or at rophy of lo wer limbs in com bi na ti on
with se ve re uro ge ni tal mal for ma ti ons and is usu ally
a let hal di sor der.5 In Eng lish li te ra tu re the re are only
five li ving si re no me lic in fants.6 Eti o logy and pat ho -FIGURE 1: Case one with extreme rudimentary lower extremities.

FIGURE 2: Note to the upper extremities’ contracture in case two.
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ge ne sis of the di se a se has be en po orly un ders to od.
An early al te ra ti on of the emb ryo lo gi cal vas cu lar
net work that da ma ges the ca u dal me so der m is tho -
ught to le ad to ar res ted de ve lop ment of the lo wer
limbs and the ot her af fec ted or gans.7-9

Our ca ses had most of the ex pec ted ano ma li es.
Be si des the se ano ma li es, we al so de tec ted so me re l-
a ti vely ra re ones such as up per ex tre mi ty ano ma -
lies, ca u dal age ne sis and mid fa ce de fect. Sing le
ar tery in the um bi li cal cord is a com mon fin ding in
the si re no me li a ca ses. Ho we ver, umb li cal cords of
all our fe tu ses we re nor mal. 

Bi la te ral re nal age ne zis ap pe ars to be a part of
se ve ral mal for ma ti on syndro mes. It has be en fre-
qu ently re por ted in si re no me li a ca ses. Pe ri na tal ul-
tra so nog rap hi cal di ag no sis sho uld be ob ta i ned as
early as pos sib le and anhy dram ni o tic ca ses with
ma ter nal di a be tes ne ed spe ci al ca re. Co lor Dopp ler
is help ful to con firm the di ag no sis. Co e xis ting ab-
nor ma li ti es sho uld be ta ken in to con si de ra ti on in
au topsy. 

He re, we re por ted thre e ca ses of si re no me li a
with mul tip le or gan mal for ma ti ons.FIGURE 3: Macerated fetus (case 3); posterior nuchal edema, oligodactily.
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