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ABSTRACT

25 yr. old, G2P1 presented with premature labour pains at 33wks 3d of gestation and was referred to our tertiary
centre as a suspected case of conjoined twin pregnancy based on a sonography report which revealed fetus with two
heads Decision in favour of LSCS was taken after counselling the patient and her attendants regarding the anomaly of
the fetus and incompatibility of life and dangers of spontaneous vaginal delivery. LSCS was done with delivery of
first twin by cephalic and second twin by breech extraction, both were preterm male babies joined anteriorly starting
from thorax to umbilicus (Thoracopagus) with four arms and four legs, baby could not be revived and was declared
clinically dead in few minutes by neonatologist,. Photographs were taken and we tried to obtain consent for autopsy
but attendants were reluctant. A review of the literature suggests that early diagnosis by a combination of ultrasound
and MRI is essential to management, providing prognosis for viability and success of surgical separation and the

opportunity for early counselling of parents and termination if indicated.
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INTRODUCTION

Aristotle (384-322 B.C.) wrote about conjoined twins in
his memoirs." The term “Janiceps,” indicating a form of
conjoined twins, comes from the name Janus, a Roman
god with two faces.? Conjoined twins called the
“Biddenden Twins” survived for 30 years in Kent,
England, around 1100 AD.® In the Islamic history, Ibn
Kathir mentioned that Hashim and Abd Shams, the sons
of Abd Minaf Ibn Qusai were partially conjoined twins
who were separated by their father.* Overall,
approximately 500 cases of conjoined twins are reported
in the literature.>®

The most famous pair of conjoined twins was Chang and
Eng Bunker (1811-1874), Thai brothers born in Siam,
now Thailand. They travelled with P.T. Barnum's circus
for many years and were billed as the Siamese Twins.
Chang and Eng were joined by a band of flesh, cartilage,
and their fused livers at the torso. Due to the brothers'

fame and the rarity of the condition, the term came to be
used as a synonym for conjoined twins. They lived
unseparated for 63 years and at the age of 31 they
married two sisters who bore 21 children. They died
within hours of each other, Chang from bronchitis and
Eng from "fright" soon thereafter.’

Conjoined twinning occurs in 1 in 100 sets of
monozygotic twins, 1 in 50,000 gestations or 1 in
250,000 live births.®® There is a greater incidence (70%)
of female conjoined twin but the reason is unknown.™
Neither conjoined triplets nor recurrence of conjoined
twins has been described. There is no mention in the
literature of conjoined twins born to conjoined-twin
parents.'"*? There are two theories explaining the
aetiology of conjoined twins:

1. Collision theory by which embryonic axis fuse
before tissue differentiation;
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2. Fission theory in which the embryonic tissue divides
incompletely, remaining fused at some point or
points.

The latter theory is more acceptable at about 2nd week in
the normal twinning process, the inner cell mass splits
into 2 separate and nearly equal halves each usually
producing a single individual.** Conjoined twins are
monozygous and therefore will be of the same sex and
usually with a monochorionic and monoamniotic
placenta.’* Two cases of monochorionic, diamniotic
conjoined twins have been reported in literature.*®

Figure1 & 2.

Figure 5 & 6.

CASE REPORT

Pt P, 25 yr. old, G2P1 presented to us through LR with
premature labour pain at 33wks 3d of gestation. She was
referred from a district hospital to our tertiary teaching
institution as a suspected case of conjoined twin
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pregnancy based on a sonography report which revealed
fetus with two heads. In her obstetric history she
delivered a term female child vaginally one and half yrs.
back, child alive and healthy, her second pregnancy
continuing, LMP was on 8.11.12, she has taken IFA and
calcium tablets, immunised with TT. No family h/o
multiple pregnancy or congenital malformations, no
consanguineous marriage or intake of any teratogenic
drugs or exposure to any environmental toxins. It was a
spontaneous conception and no h/o intake of any
ovulation induction drugs nor any assisted reproductive
technique. On examination average body built and
nutrition with BMI 22.5, PR 86/min BP 110/60 mmHg,
no pallor, icterus or oedema, systemic examination
normal. P/A:- uterus over distended, fundal height
corresponding to 36 wks., multiple fetal parts felt, exact
presentation could not be made out, uterus relaxed,
FHR(1) -146/min P/V :- Cx short soft, os 2cm dilated,
presenting part high up. Investigations: - Blood gr- O+ve,
Hb 11gm%, DC TLC Urine R&M, RBS within normal
limits. She was advised for a repeat scan as the referral
scan was inconclusive and after her scan in our
department it was confirmed to be an intrauterine live
conjoined twin with cephalic presentation with two
heads, single thorax and abdomen, four lower limbs with
two pelvis and a single heart with cardiac activity FHR
144/min, AGA 29wks 6d and 30wks 4d by femur length
(FL) with EFW 2410 gms and AFI 12. Placenta single
anterior not low-lying, Gr Il maturity. Decision in favour
of LSCS was taken after counselling the patient and her
attendants regarding the anomaly of the fetus and
incompatibility of life and dangers of spontaneous
vaginal delivery. LSCS was done with delivery of first
twin by cephalic and second twin by breech extraction,
both were preterm male babies joined anteriorly starting
from thorax to umbilicus (Thoracopagus) weighing 3 kg
with four arms and four legs, babies did not cry after birth
handed over to neonatologist but could not be revived
and was declared clinically dead in few minutes, placenta
with membranes delivered into in few minutes, it was a
single placenta monoamniotic monochorionic type, no
PPH, uterine shape normal, tubes ovary healthy.
Photographs were taken and we tried to obtain consent
for autopsy but attendants were reluctant. Post-operative
period was uneventful and patient was discharged on
eighth day.

DISCUSSION

Conjoined twins are always joined at homologous sites,
and the clinical classification is based on the most
prominent site of union, combined with the suffix
“pagus” meaning “that which is fixed”. There are eight
recognized configurations, as shown in Figure below:
thoracopagus  (chest), omphalopagus  (umbilicus),
pygopagus (rump), ischiopagus (hip), craniopagusm
(cranium), parapagus (side), cephalopagus (head), and
rachipagus (spine).’® Conjoined twins can be further
described as  symmetrical or  asymmetrical.
Asymmetrical, or incomplete, conjoined twins result from
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the demise of one twin with remnant structures attached
to the complete twin, with the junction remaining at or
near one of the common sites of union. Fetus-in-feto
refers to asymmetrical monozygotic diamniotic
intraparasitic twins.

Figure 7: Different types of conjoined twins.

In above Figure 7, different types of conjoined twins
described according to their site of conjunction:

(1) Thoracopagus

(2) Omphalopagus

(3) Pygopagus

(4) Ischiopagus tetrapus (four legs)

(5) Craniopagus

(6) Parapagus dipus (two legs)

(7) Cephalopagus

(8) Rachipagus.

Conjoint twins are generally classified three ways:*’

1. 73 % are connected at mid torso (at the chest wall or
upper abdomen)

2. 23 % at lower torso (sharing hips, legs or genitalia)

3. 4 % at upper torso (connected at the head)

Various classification systems have been proposed for
this defect. 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.'**¢

MANAGEMENT

Conjointment is seen as a medical condition that requires
treatment, and the indicated treatment is invasive surgery
to complete the process of splitting that was halted in the
womb.

Surgical separation of nearly complete conjoined twins
may be successful when organs essential for life are not
shared. Consultation with a paediatric surgeon often
facilitates parental decision making. It must be
remembered that monozygotic twins are at increased risk
to be discordant for structural malformations, most likely
because the process of twinning is a teratogenic event
which disturbs the timing of normal developmental
processes. As a result, conjoined twins may have a
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discordant structural anomaly that further complicates
decisions about whether or not to continue the pregnancy.

Figure 8: Evaluation of conjoined twins.
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Surgical separation of conjoined twins was attempted in
1950. The first successful pyopagus twin separation was
performed in Louisiana in 1953. With the development of
microsurgery and cardio-vascular surgery, many cases are
successfully separated in different parts of the world.?
However, for ethical reasons, surgery should not be
attempted if it deemed to be hazardous or if it may scarify
or disable one twin for the sake of the others.?

Successful surgical separation of conjoined twins needs
multi-disciplinary approach of an experienced team [23].
The separation of conjoined twins has long been a
surgical challenge. The timing of separation as a general
principle is probably best to plan on an elective basis
when infants are 9-12 months of age.?

Sometimes emergency conditions such as intestinal
obstruction, rupture of an omphalocele, congestive heart
failure, obstructive uropathy and intractable respiratory
embarrassment do occur and may necessitate emergency
separation.”? Sometimes critical condition of one twin
may necessitate emergency separation.?®?’

The birth of two connected babies can be extremely
traumatic and approximately 40-60 % of these babies are
delivered stillborn with 35 % surviving just 1 day. The
overall survival rate of conjoined twins is somewhere
between 5 and 25 %. Over the years survival rates have
improved as a result of more accurate imaging studies
and better anaesthetic cooperative techniques.?
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