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Congenital bilateral upper lid eversion
Faten Almajed, Hamad M. Alsulaiman1, Nada AlMadhi2, Silvana A. Schellini3, Gorka Sesma4

Abstract:
We report two healthy Saudi newborns with congenital bilateral upper lid eversion evolving with good outcome 
using conservative treatment. The current literature including epidemiology, clinical characteristics, possible 
etiologic factors, and treatment was reviewed.
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IntroductIon

Co n g e n i t a l  b i l a t e r a l  u p p e r  l i d
eversion (CBULE) was first described by 

Adams in 1896, who referred to the condition 
as double congenital ectropion.[1] It was also 
referred to as bilateral congenital eublepharon.[2] 
CBULE is a rare benign condition. Until the year 
1992, only 50 cases were reported in a literature 
review.[3] This disease has been associated with 
collodion skin disease[4] and is very prominent 
in Down syndrome patients.[5-9]

The vast majority of reported cases in healthy 
children were described in Africans[10-19] or 
Afro‑Americans [20-23] except one Arabian 
patient,[24] two Indian patients,[25,26] and one 
Turkish patient.[27] This entity is likely only 
encountered by few ophthalmologists throughout 
their career, making it important to report the 
clinical characteristics, feasible etiologies, and 
treatment options for CBULE to raise awareness 
and a correct diagnosis.

We report the first two cases of healthy Saudi 
newborns with CBULE presenting to King 
Khaled Eye Specialist Hospital, Riyadh, Saudi 
Arabia. This report was conducted in compliance 
with the moral, ethical, and scientific principles 
governing clinical research as set out in the 
Declaration of Helsinki and was approved by 
the scientific committee of our hospital.

cAse reports

Case 1
A 2‑day‑old Saudi female newborn from a 
postterm normal spontaneous vaginal delivery 
was referred to our hospital due to severe 
bilateral upper lid ectropion, conjunctival 
chemosis, and yellow discharge since birth. 
The neonate was otherwise healthy with 
normal birth weight from a healthy mother with 
insignificant maternal pregnancy history. On 
examination, there was a bilateral total upper 
eyelid eversion with chemotic exposed upper 
palpebral conjunctiva and yellow discharge 
overlying the palpebral conjunctiva. The 
protruded chemotic conjunctiva was occluding 
the palpebral fissure which had to be retracted 
to examine the eyes. However, the remainder of 
the ophthalmic examination was unremarkable, 
bilaterally. The patient was diagnosed with 
CBULE. A conjunctival swab for culture was 
negative. A conservative treatment with close 
observation was started using isotonic natural 
tears (Carboxy Methyl Cellulose Na 0.5%, 
Jamjoom Pharma, Jeddah, Saudi Arabia) 
every 2 h around the clock and artificial tears 
gel (Carbomer 0.2%, Fabrik GmbH, Berlin, 
Germany) twice daily with topical prophylactic 
antibiotic drops (Moxifloxacin 0.5%, Alcon 
Laboratories, Fort Worth  < TX, USA) four 
times daily. The eyes were patched between 
drops. A marked regression of the condition was 
observed after 48 h, and the child remained in 
good condition subsequently [Figure 1].
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Case 2
A 3‑day‑old male Saudi newborn from a postterm delivery 
by cesarean section was referred to our hospital because 
of bilateral upper eyelids eversion with intense chemosis 
occluding the eyelid palpebral fissure since birth. The neonate 
was otherwise healthy from a healthy mother with insignificant 
maternal pregnancy history. The neonate was delivered through 
cesarean section. The ophthalmic examination was very similar 
to Case 1 [Figure 2]. The patient was diagnosed with CBULE. 
A similar management to the first patient was given and the 
condition markedly regressed within 48 h.

dIscussIon

In this paper we present the first two cases of CBLUE in 
healthy Saudi neonates. In 1955, Mazhar[24] described the first 
Arabian case reinforcing the rare occurence of CBULE in 
healthy children in the Arabian Peninsula. There was a previous 
report of a Saudi child with Down syndrome with an unusual 
presentation.[7] In our case, one patient was female and the other 
male. However, others have reported a male preponderance 
for CBULE.[10,16,23]

The newborns were presented to our eye hospital at 2 and 
3 days after birth without a suspected diagnosis. Most of the 
children affected present soon after delivery, probably because 
of its rarity, obscure nature, and pronounced appearance.

Our two cases were postterm. However, the role of multiparity 
as well as postmaturity on the occurrence of CBULE has been 
questioned and remains ambiguous,[28] with cases occurring 
from the first pregnancy[17,22] and preterm infants.[23] Parity 
of the mother and maturity of the baby may be coincidental 
findings rather than predisposing factors.[13]

Our cases were delivered by two different methods. One 
was delivered via normal vaginal delivery and the other by a 
cesarean section. It is unlikely that delivery method can be a 
predisposing factor, as similar cases have been documented 
following both normal vaginal delivery[10,13-16,18,20,22,24,25] and 

cesarean section.[10,17,21,29] Mechanical eversion of the eyelids 
during passage through the birth canal has been suggested as a 
cause of CBULE.[15] However, no definitive evidence has been 
presented of an association between CBULE and the duration 
of labor or mode of delivery.[13] There were no gestational 
issues in our cases, but the condition could occur in cases of 
intrauterine inflammation.[13]

The disorder is clinically characterized by prolapse of the 
edematous upper lid conjunctival fornix leading to upper 
eyelid eversion that is usually present since birth, but later 
presentation has been documented.[16] Most publications 
report bilateral involvement of the upper lids, but unilateral 
involvement has been observed.[10,13]

Apart from the pronounced appearance (such as bilateral 
prolapse), the eyes were normal, with the need to retract the 
edematous conjunctiva to perform an ophthalmic examination. 
The conjunctival chemosis appears to protect the cornea from 
exposure, and hence, corneal complications are rare,[8,17,25] 
except in cases of Down syndrome.[7]

The origin of CBULE is still speculative. As CBULE is more 
common in Africans,[10-19,29] theories have been postulated on 
differences in anatomic aspects of the lids as the superior height 
of the tarsal plate or vertical elongation of the posterior lamellae 
facilitating eyelid eversion and conjunctival exposure, resulting 
in chemosis. However, this hypothesis needs confirmation. 
A previous report of a detailed histological examination of the 
eyelids of a patient with total lid ectropion reported no intrinsic 
defect in the eyelids.[30] Other proposed etiologies include 
overlapping of the lower eyelid margin under the upper lid as 
a predisposing factor,[10] absence of a tarsal plate,[31] vertical 
shortening of the anterior lamella and levator disinsertion,[3] 
and laxity causing the eyelids to evert,[32] while others have 
proposed the opposite.[12] Other possible anatomical causes can 
be an absence of an effective lateral canthal ligament, lateral 
elongation of the eyelid, or hypotonia of the orbicularis.[5,13,15,25,33] 
Once everted, it has been postulated that orbicularis spasm may 
act as a sphincter, setting up a vicious cycle of conjunctival 
strangulation and edema secondary to venous stasis.[21]

Differential diagnosis of CBULE includes congenital lid 
imbrication syndrome which is an extremely rare, transient, 
self‑limiting eyelid malposition disorder and presents with 
bilateral upper eyelids overriding the lower eyelids when the 
child is sleeping, concurring with bilateral medial and lateral 
canthal tendon laxity and tarsal conjunctival hyperemia.[34‑36] 
Another differential diagnosis is floppy eyelid syndrome which 
can rarely occur in children.[36]

Figure 1: (a) Left, the pronounced appearance of bilateral upper lid 
eversion and conjunctival chemosis overlying yellowish mucoid discharge 
and occluding the lid fissure. (b) Right, the same child after 2 days of 
clinical treatment with total regression of the condition

ba

Figure 2: (a) At presentation with severe bilateral upper eyelids eversion with bilateral chemosis worse on the left side. (b) 2 days after presentation 
with resolution of the eyelid eversion and persistence of upper eyelid swelling and redness in the right side with reduction in the amount of chemosis 
in the left side. (c) 5 days after the presentation with complete resolution of bilateral of upper eyelid eversion and chemosis

cba
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Conservative management to prevent conjunctival desiccation 
with patching of the eyelids, lubricants, antibiotics, and 
hypertonic saline has been used successfully.[6,13,18,37] The use of 
hypertonic saline 5% has been postulated to reduce chemosis 
by osmosis of fluid from the edematous conjunctiva through 
the semipermeable subconjunctival membrane,[18] but good 
outcomes are achieved in many cases using normal saline. It is 
unclear whether the hypertonic solution is better than the isotonic 
saline. In addition, hypertonic solution may induce irritation.

Success has been reported by manual repositioning of the 
eyelid,[20] maintaining the repositioned lids in place with lid 
taping, pressure bandages, suturing of the lids, or tarsorrhaphy. 
However, it has been documented that lid manipulation itself 
can lead to autonomic effects such as respiratory arrest in 
neonates.[22] Hence, cardiac monitoring should be performed 
during the procedure. This recommendation reinforces the 
importance of a more conservative approach to managing 
CBULE.

Success has also been reported with puncture of the liquid 
localized under the everted conjunctiva.[14] In addition, 
there are reports of surgical options including compression 
sutures,[15] temporary tarsorrhaphy,[11,12] and a modified 
entropion repair technique to form the superior fornix and 
evert the lids.[33] A comparison between eyelid sutures or the 
addition of hyaluronidase injection showed that the addition 
of hyaluronidase resulted in faster permanent reversion of the 
condition.[10]

In most infants, the disease course of CBULE is benign. 
However, infants with Down syndrome have a more 
complicated course, probably due to the mechanism of eversion 
that is related to the vertical shortening of the anterior lamella 
or vertical elongation of the posterior lamella with failure of the 
orbital septum to fuse with the levator aponeurosis in addition 
to the eyelid laxity. Hence, skin grafting of the upper eyelids 
may be necessary.[7,8]

In conclusion, this article aims to raise awareness among 
health-care practitioners and specifically ophthalmologists and 
pediatricians regarding the sight‑threatening presentation of 
CBULE, a condition with a benign course in normal newborns 
that is usually successfully managed conservatively.
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