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Dicephalus-Parapagus twins: a rare case

Gémeos Dicephalus-Parapagus: um caso raro

Daniel Silva!, Joana Bernardeco?, Alvaro Cohen?
,

Centro de Responsabilidade Integrada de Medicina e Cirurgia Fetal, Unidade Saude Local de Sao José — Maternidade Alfredo da Costa, Lisboa, Portugal

Abstract

Conjoined twins are a rare complication of monozygotic pregnancies that occur when zygote division occurs after the 14*
post-conception day. These twins are classified according to the anatomical site conjoined. We present an image issue of a
33-year-old nulliparous, with unremarkable previous medical history and a spontaneous pregnancy. In the first-trimester
ultrasound she was diagnosed with a Dicephalus-Parapagus conjoined twin pregnancy: they shared a common heart, dia-
phragm, gastrointestinal system and had two upper and lower limbs. These conjoined twins had a poor prognosis and post-
natal separation was considered not viable. After counselling the parents, pregnancy was terminated upon their request.
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Resumo

Os gémeos siameses resultam de uma gravidez monozigética, cuja divisdo do zigoto ocorre apds o 14.° dia pos-concecéo.
Séo classificados de acordo com o local anatomico onde se encontram fundidos. Apresentamos um artigo de imagem de
uma gravida de 33 anos, nulipara, sem antecedentes médicos a destacar. No exame ecografico do primeiro trimestre foi-
-lhe diagnosticada uma gravidez gemelar Dicephalus-Parapagus: os fetos partilhavam coracdo, diafragma, sistema gas-
trointestinal e observavam-se dois membros superiores e inferiores. O prognostico desta gravidez gemelar foi considerado
reservado e a de separacéo cirdrgica pés-natal inviavel. Apos reflexdo, o casal solicitou a interrupcdo médica da gravidez.
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C onjoined twins are a complication of monozygo-
tic twin pregnancies resulting from an aberrant
splitting of the primitive node and streak, when that
division occurs after the 14™ post-conception day. Its
incidence is 1:50 000 to 1:100 000 and no risk factors
are identifiable'.

These twins are classified according to the anato-
mical site of union adding the suffix “pagus”: cepha-
lopagus (head to umbilicus), thoracopagus (chest),
omphalopagus (abdominal wall), ischiopagus (lower
abdomen and pelvis), parapagus (chest, abdomen
and pelvis), rachipagus (spines) and pyropagus (sa-
crum)?.
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The most common form of conjoined twins is fusion
of the anterior or lateral facet of the thorax and/or ab-
domen, which constitutes 70% of conjoined twins?.

We present an image issue of a 33-year-old nullipa-
rous woman, with unremarkable previous medical his-
tory and a spontaneous pregnancy. She presented to the
Fetal Medicine Department for the first-trimester-scan
and was diagnosed with an ongoing conjoined twin
pregnancy. It was classified as dicephalus-parapagus
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FIGURE 1. 12" week ultrasound of the dichephalus-parapagus twins (coronal view).

*Spines of both fetuses; + Subcutaneous oedema,; --- lateral fusion of the chest, abdomen and pelvis in the caudal axis.

since the ultrasound documented two alive foetuses fu-
sed by the lateral thorax, abdomen and pelvis in the
caudal axis. They shared a common heart, diaphragm,
gastrointestinal system and had four (two upper and
two lower) limbs, it was also observed subcutaneous
oedema. These conjoined twins are dicephalus becau-
se they had separated heads and faces. — Figure 1.

Chorionic villous sampling was performed and the
results were normal (quantitative-fluorescence poly-
merase-chain-reaction and microarray). Regarding the
poor prognosis and the unfeasibility of post-natal sur-
gical separation, termination of pregnancy was offered
upon parent’s request, after multidisciplinary team
counselling (fetal medicine, pediatric surgery and neo-
natology) — Figure 2.

Conjoined twins are a rare phenomenon and a chal-
lenging medical situation. An anatomical scan must be
performed in order to consider the post-natal surgical
separation. The parapagus twins separation is not via-
ble because they share a complex fused heart and is not
possible to reconstruct one single functional organ?.

The first-trimester ultrasound scan of monochorio-
nic monoamniotic twin pregnancy is extremely im-
portant: early diagnosis and classification of the type of
conjoined twins is mandatory to enable proper coun-
selling. On ultrasound, there are some clues that lead
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FIGURE 2. Dichephalus-parapagus twins product of conception

with 13 weeks of gestation.

to the diagnosis: fetal apposition, spinal extension, a
single heart and two lower limbs’.
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A multidisciplinary team is essential when evalua-
ting the viability of the fetuses after surgery and feasi-
bility of the procedure are compulsory to better advise
the parents. In our case a poor prognosis to both fetu-
ses was established and the parents opted for termina-
tion of pregnancy.

In conclusion, our image issue highlights the com-
plexity of the management of conjoined twins. First-tri-
mester ultrasound is essential to early diagnosis, allo-
wing a multidisciplinary team (fetal medicine, neona-
tologists, pediatric cardiologists and pediatric sur-
geons) to establish the prognosis. Comprehensive
counselling to parents is important in order to give
them time and information to decide about further care
during pregnancy.
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