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Case Report

A rare case of thoraco omphalopagus twins
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ABSTRACT

Conjoined twins, popularly referred as Siamese twins, are twins joined in utero, affecting less than 1% of the
monozygotic pairs. The frequency of conjoined twins has prevalence of 1.5 in 1 lakh births and thoracopagus is the
most common. Early diagnosis is important as many patients opt for termination because of the grave prognosis. Though
the prognosis of conjoined twin is generally low, there is limited evidence regarding the optimum method of termination
of the pregnancy particularly in advanced gestational age. We hereby, report a rare case of successful medical
termination of thoraco-omphalopagus twins at 23 weeks and 2 days of gestation. A 27-years old, 2" gravid woman with
previous vaginal delivery diagnosed with conjoined thoraco-omphalopagus twin pregnancy at 23 weeks and 2 days of
gestation after the detailed ultrasonographic evaluation. Proper assessment and counselling were done regarding
prognosis. Different options of termination were discussed and patient opted for medical termination of pregnancy with
possibility of reverting to hysterotomy in case difficulty is encountered. After a 2 day of cervical preparation, a
successful vaginal delivery was conducted. Even though this is an experience from a single case, medical termination
can be safely preformed in carefully selected cases of conjoined twins beyond 20 weeks of gestation. The adequate
cervical preparation, pain control and careful monitoring of the procedure are critical for optimal outcome.
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INTRODUCTION
fetuses happen to be female.*

Conjoined twins, popularly referred as Siamese twins, are

(joined at the head). Approximately 75% of the affected

twins joined in utero. The most famous pair of conjoined
twins was Chang and Eng Bunker (1811- 1874) brothers
born in Siam (now Thailand). They travelled with P.T.
Barnum circus for many years and were billed as Siamese
twin. They were omphalopagus twins. Due to the brothers’
fame and the rarity of the condition the term ‘Siamese
twins’ came to be used as synonym for conjoined twins.

Conjoined twins are entity, affecting less than 1% of the
monozygotic pairs.? The frequency of conjoined twins has
prevalence of 1.5 in 1 lakh births in which thoracopagus is
the most (42%) common.® The other less common forms
of conjoint twins include thoraco-omphalopagus (joined at
chest and abdomen), pyopagus (joined at buttocks),
ischiopagus (joined at the ischium) and craniopagus

Due to high morbidity and mortality associated with
conjoint twins’ antenatal diagnosis is imperative. All the
monozygotic twins should be screened for a possibility of
conjointment. If conjointment is present then associated
congenital anomalies like complex congenital heart
diseases, lower Gl anomalies like imperforate anus,
genitourinary and CNS anomalies should be ruled out.®

We hereby, report a rare case of successful medical
termination of pregnancy of thoraco-omphalopagus twins
at 23 weeks and 2 days of gestation.

CASE REPORT

A 27-year-old, 2™ gravid women with previous normal
vaginal delivery came to hospital for the 1% time for
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routine ANC check up at 5 months of amenorrhea. The
patient was normotensive with normal findings on general
and obstetrics examination. She had no personal and
family history of twins. Transabdominal sonography was
performed as routine procedure and two fetuses at 23
weeks of gestation having two feal head at a fixed position
facing each other and fused in midline suggestive of

conjoin twins were noted. The patient was sent for further
detailed anomaly scan. On 3D sonography, monochorionic
monoamniotic live intrauterine conjoined thoraco-
omphalopagus twins at 23+2 weeks of gestation with a
possibility of agenesis of corpus callosum with
ventriculomegaly and pericardial effusion with single
truncus arteriosus in one of the twins were noted.

Figure 1: Ultrasonography of the fused twins at 22 weeks of gestation

Figure 2: Delivered conjoined twins at 22 weeks of
gestation.

The assessment and counselling were done regarding the
prognosis and the management. Patient opted for
termination of pregnancy. The options for termination of
pregnancy were discussed with the patient and she
consented for medical termination of pregnancy with
possibility of reverting to hysterotomy in case difficulty is
encountered.
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We performed cervical ripening with tablet mifepristone
200 mg given orally on day 1. On day 3, patient admitted
and foley’s induction was performed with foleys catheter
no. 16 which was inflated with 30 CC of saline along with
tablet misoprostol 200 meg per vaginally kept. Patient was
carefully monitored for progression and conjoined twins
were successfully delivered vaginally approximately
within 15 hours without any undue complication.

Patient recovered well and was discharged after 24 hrs.
The follow up checkup after 1 week was uneventful.

DISCUSSION

Conjoined twins are rare. Its exact etiology is unknown but
an incomplete division of the zygote between 13" to 15%
day after fertilization can be the probable cause.® The
overall survival rate for conjoined twins is approximately
25%.7

Spencer classified conjoined twins on the basis of site of
union i.e.. ventral or anterior union (cephalopagus,
thoracopagus, omphalopagus, ischiopagus, and parapagus)
and dorsal or posterior union (craniopagus, pyopagus, and
rachipagus), while Potter and Craig simply classified on
the basis of most common forms of twinning.?
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Table 1: Embryonic classification of conjoined twins.’

f;:)l:):tyomc Incidence  Primordium Extent of union Separability
Ventral _ _ _ _ )
(87%)
Oropharyngeal .
0,

Cephalopagus 11% membrane Top of head to umbilicus None
Rostral o Thorax, upper abdomen,
(48%) Thoracopagus 19% Heart comnied iz Rare

. Thorax, upper abdomen Likely 82%
V) > >

Omphalopagus 18% Diaphragm separate hearts success
Caudal . o Lower abdomen, genito- Likely 63%
11%) Ischiopagus 11% Cloacal membrane e (s SUCCOSS
Lateral Pelvis, variable trunk,
(28%) Parapagus 28% Cloacal membrane diprosopus- 2 faces, Rare

° dicephalus
50, Unlikely

Craniopagus ? Cranial neuropore Cranial vault without any
Dorsal sequalae
(13%) Rachipagus 2% Neural tube Vertebral column None reported

Likely 68%
0,
Pygopagus 6% Caudal neuropore Sacrum SUCCOSS

Figure 3: Differnet types of conjoined twins.

Conjoined twins can be identified using sonography in 1% Table 2: Ultrasonographic features of conjoined
trimester. This provides an opportunity for the parents to twins. 1

decide whether to continue ethe pregnancy. During

sonographic interrogation, fetal poles are seen to be S. Ultrasonographic features of conjoined
closely associated and does not change the relative no. twins'’

position from one another. Other clues are more than 3 Bifid fetal pole in early pregnancy

vessels in umbilical cord, fewer limbs than expected, spine Four vessel umbilical cord

hyperflexion bifid fetal pole and increased nuchal Heads always at the same level

thickness. 3-dimensional ultrasound and color Doppler Relative position always constant

N AW -

and MRI are valuable adjuncts to clarify the shared Extended spines

organs.’
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Early diagnosis followed by thorough counselling on
likely prognosis is crucial for optimum management.'!!?
Approximate half are stillborn and one- third die within 24
hours of birth.!> Many patients will opt for termination
because of the grave prognosis.’ However, in our case early
diagnosis was not possible as the patient presented at
second trimester of pregnancy. Other reports from
developing countries also show the diagnosis of conjoined
twins may be delayed until the third trimester or even up
to the time of labor and delivery.!+!?

Due to the lack of clear local guideline and experience in
dealing with condition of this rarity, the exact methods for
termination of pregnancy are unavailable. A literature
review of methods of pregnancy termination for conjoint
twins in second trimester revealed 75% delivered
vaginally through medical induction while 18% underwent
hysterotomy.'® For pregnancy termination vaginal delivery
is possible because the union is often pliable.> However,
viable aged conjoined twins should be delivered by
cesarean.

The decision for continuation or the termination of the
pregnancy depends on the case concerned and should
preferably individualized depending upon the facilities
available regarding pediatric care with respecting the
patient’s decision.

CONCLUSION

In spite of the technological and surgical advancements,
mortality of conjoined twins remains high. Also, the
separation techniques are possible yet complicated and
survival of the babies becomes difficult. When severe
forms of conjoined twins are diagnosed prior to 24 weeks
gestation, termination via vaginal delivery may be
considered. The adequate cervical preparation, pain
control and careful monitoring of the procedure are critical
for optimal outcome.
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