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Spontaneous Monochorionic Quadramniotic
Pregnancy: A Rare and Challenging Diagnosis
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Um Diagnéstico Raro e Desafiante
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Dear Editor,

Monochorionic quadruplet pregnancy is extremely rare,
particularly if naturally conceived, with an estimated inci-
dence of 1 in 15 million pregnancies.'?

We present the case of a 40-year-old primiparous
healthy pregnant woman that was referred to our depart-
ment at 9 + 6 weeks for early-pregnancy assessment and
a suspected spontaneous quadruplet gestation. The ultra-
sound investigation revealed a quadruplet pregnancy with a
common placental mass and thin membranes approaching
the placental surface in a T-shape, confirming a monocho-
rionic quadramniotic pregnancy (Fig. 1). The crown-rump
length was similar for all fetuses (fetus: A — 27.2 mm; B —
31.9 mm; C — 30.8 mm; D — 33.7 mm) and the placental
insertion of the umbilical cord was velamentous (umbilical
cord attaches to the chorioamniotic membranes surround-
ing the placenta instead of the central mass) in fetuses A
and B and marginal in fetus C and D. After comprehensive

counselling regarding the risks and complications of mono-
chorionic quadruplets by a prenatal diagnosis multidisci-
plinary team, the parents decided to voluntarily interrupt
the pregnancy, which is legally allowed in Portugal at the
woman’s request until ten weeks of gestation.

The risk of complications in quadruplet pregnancies is
high and depends on the chorionicity (number of placentas
in a multiple gestation). In multifetal pregnancies, mono-
chorionicity is associated with higher morbidity and mortal-
ity rates, particularly in cases of twin-twin transfusion syn-
drome (TTTS), twin anemia polycythemia sequence (TAPS)
and selective intrauterine growth restriction, all complica-
tions of monochorionic pregnancies that may develop ow-
ing to placental vascular anastomoses and unequal placen-
tal sharing.® Although endoscopic laser ablation of these
anastomoses has been considered an effective treatment
in TTTS, this procedure could be particularly challenging in
pregnancies with more than two fetuses that are at higher
risk of complications, namely early preterm delivery and
low birth weight."® Furthermore, maternal morbimortality
is also higher in multiple gestations compared with single-
tons, in particular in monochorionic pregnancies and those
with more than two fetuses, due to an increase of some
life-threatening and potentially fatal complications such as
hypertensive disorders, placental abruption or postpartum
hemorrhage. In the literature, there are only four case re-
ports on monochorionic quadruplets,' whose outcomes
are detailed in Table 1.

Figure 1 — Ultrasound imaging of a monochorionic quadramniotic pregnancy with a common placental mass (yellow arrows) and thin
amniotic membranes (blue arrows)
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Table 1 - Case reports in the literature on monochorionic quadruplets and its outcomes

Ref. A.ge at . TTTS Laser treatment Delivery Postnatal outcomes
diagnosis
1. - TTTS between fetuses D (donor) Endoscopic laser Spontaneous Neonatal death of neonates D
and A (recipient) — Quintero ablation of 3 vaginal birth of 3 and B.
stage IV. Diagnosis at 20 weeks. anastomoses at live neonates at 24  Neonate C survived, presenting
20 weeks. Fetal weeks (300 g, 650 g with complications related to
demise of the and 700 g). prematurity and continuing to
recipient (A). improve neurodevelopmentally.
2. 11 + 6 weeks  Polyhydramnios in the 4" fetus, No Elective CS of 4 Four healthy neonates were

suggesting the onset of TTTS at
28 weeks. Postnatal placental
evaluation confirmed 3 intertwin
AV anastomoses between the 3
and 4™ fetuses.
S8 12 + 6 weeks Double TTTS (2 pairs: fetuses
B and C and fetuses A and D) —
Quintero stage Il. Diagnosis at

19 weeks. weeks.

4. 16 weeks No No

Endoscopic laser
ablation of all visible live neonates (1340 discharged from the hospital
anastomoses at 19 g, 1110 g, 1040 g

live neonates (1050 discharged from the hospital
g, 986 g, 1050 g after 63 days in the NICU.
and 1100 g) at 28

weeks.

Elective CS of 4 Four healthy neonates were
after 30 days in the NICU. No
functional or developmental
abnormalities were reported
until the 2 years of corrected
age.

and 1060 g) at 32
weeks.

Elective CS due to
preeclampsia at 31

All neonates were admitted to
NICU with complications related
weeks, with 4 live to prematurity (ventilatory
neonates (1440 g,  support and retinopathy of

1361 g, 1380 gand prematurity).

940 g).

All monochorionic quadramniotic pregnancies were spontaneous.

TTTS: twin-twin transfusion syndrome; AV: arteriovenous; CS: cesarean section; NICU: neonatal intensive care unit

This article highlights a very rare and challenging clinical
case, whose management was hindered by the advanced
maternal age and the potential adverse outcomes related
with monochorionic quadramniotic pregnancies. Moreover,
early ultrasound assessment of chorionicity and amnionicity
is strongly recommended to ensure a careful surveillance
and avoid serious pregnancy complications, while allow-
ing parents to promptly decide to terminate or continue the
pregnancy, as demonstrated in this particular case.
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