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Bilateral Exudative Retinal
Detachment in Septo-Optic
Dysplasia

FIG. 1 Magnetic resonance image (MRI) sagittal plane (a)
showing absence of corpus callosum, and axial plane (b)
showing mild ventriculomegaly.

A borderline premature infant was referred to us for
routine ophthalmological examination because routine
antenatal ultrasound scan showed unilateral
ventriculolomegaly. Initial examination revealed
unremarkable anterior segments, bilateral inferior optic
disc coloboma with subretinal fluid, and white fleck
deposits at inferior retina. At nine months of age,
nystagmus was detected; left eye was microphthalmic and
esotropic – about 30o by Hirschberg estimation. Fundus
showed bilateral pale optic discs with inferior optic disc
coloboma, macular hypoplasia, nasal retinal detachment
(RD) not involving macular in right eye (Web Fig. 1a),
and fully detached retina in left eye (Web Fig. 1b). No

other family member had a similar problem. Clinical
examination during initial presentation revealed subtle
dysmorphic features, frontal bossing, prominent occiput,
undescended testes, and micropenis (1.5 cm). Patient had

 A 23-year-old  woman with term pregnancy was admitted
in our hospital with high fever, headache and myalgia for
7 days. Dengue NS1 antigen and IgM antibodies against
dengue virus were positive, whereas IgG antibody test
was negative. She delivered on the 3rd day of admission,
and had severe postpartum hemorrhage, subconjuctival
hemorrhage, and bilateral pleural effusion. Severe
thrombocytopenia was present (platelet count 8×109/L).
Repeated transfusions of blood, fresh frozen plasma and
platelets were needed. Platelet count started rising on the
4th postnatal day, and after that she gradually recovered.
A female baby was delivered vaginally on day-6 of
maternal illness; birth weight was 2.7 kg, and APGAR
scores were 7/10 and 9/10 at 1 and 5 minutes,
respectively. Baby developed fever on day-3; the sepsis
screen was negative. Dengue NS1 antigen was positive,
and IgM and IgG antibody tests were negative. Blood
culture was sterile. The fever initially settled but again
appeared on day-10, and the infant had refusal of feeds,
tachypnea, tachycardia, hepatomegaly and lethargy.
Intravenous fluids were administered. Petechial lesions
were noted on day-11; platelet count was 10×109/L.
Platelet transfusions and supportive management were
provided. Baby recovered well and was discharged on

day-20 of life on breast feeds.

Dengue fever presenting in neonatal period is unusual
[1-3]. During the dengue fever epidemics, if a pregnant
woman gets primary infection in late pregnancy and
delivers at the height of viremia, both the mother and
newborn are at risk of life- threatening complications [4].
A newborn with dengue infection should be vigilantly
monitored for the warning signs well into the second
week of life before being considered for discharge,
especially during epidemics.
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hypocortisolism (cortisol 124 nmol/L) and low IGF-1 (43
ng/mL). Other hormones were normal. MRI brain
showed ventriculomegaly, atrophic corpus callosum, and
absent anterior pituitary gland (Fig. 1a and 1b).
Chromosome karyotyping and cytogenetic analysis were
normal. He was treated with oral hydrocortisone and
intramuscular testosterone. Parents declined further eye
treatment.

Septo-optic dysplasia (SOD), also known as de
Morsier syndrome [1], is a rare congenital anomaly with
highly heterogeneous phenotype. The causes of this early
brain midline dysembryogenesis are unknown, but the
most frequently suggested etiologies relate to embryonic
vascular insult. Familial cases point to a mutation in a
developmental genes (HESX1, SOX2, SOX3) [2].
Diagnosis of SOD involves the presence of two out of the
triad of (a) optic nerve hypoplasia, (b) neuro-radiological
imaging of midline brain defects (absent septum
pellucidum, corpus callosum agenesis), and (c) hormonal
deficiency (hypopituitarism) [3]. In our patient, SOD was
diagnosed as he had atrophy of septum pellucidum and
low level of cortisol, IGF-1 and testosterone. To our
knowledge, the association of exudative RD in the setting
of SOD has not been previously reported. Our patient had
bilateral optic disc coloboma that may have led to
bilateral exudative RD. In optic disc colobomas, the
peripapillary retina extends into the anomalous
peripapillary scleral defect. The retinal tissue within the

defect has been observed to be thinner, incompletely
developed, and atrophic; and sometimes the retina is
detached in this area. A few cases of SOD associated with
persistent fetal vasculature, peripheral retinal non-
perfusion and neovascularization have been earlier
reported [4,5].
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WEB FIG. 1 Fundus examination of right eye (a) showing inferior optic disc coloboma with nasal retinal detachment, and left eye
(b) showing inferior optic disc coloboma with total retinal detachment.


