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ongenital coloboma is a primary defect of the eyelid that develops
through an embryological cleft. Inadequacy in the migration of the
ectoderm or mesoderm flowing to the eyelid between the 5th and 7th

weeks in the uterus causes a cleft to develop at the eyelid edge.1 It typically
appears at the medial one third of the upper eyelid, and the lateral one third
of the lower eyelid. The main risks of the congenital eyelid coloboma is,
the loss of the eye due to exposure keratitis and corneal perforation as a re-
sult of the corneal exposure. Bilateral colobomas are usually part of a syn-
drome and isolated bilateral eyelid colobomas are an infrequent entity.1

Repair of Congenital Bilateral Upper
Eyelid Colobomas with Mustard Flap
in a 6th Week-Old Girl: Case Report

AABBSS  TTRRAACCTT  A 7-day-old girl was referred to our clinic with congenital bilateral upper eyelid
colobomas larger than the two-third of the entire eyelid and bilateral corneal perforations. Urgent
penetrating keratoplasty were conducted in both eyes. Since the patient lacked adequate lower eye-
lid tissue, eyelids were reconstructed with temporary free tissue grafts. At the end of the 4th week,
the free grafts necrosed but the globe maintained its integrity. At the 6th week, full-thickness lower
eyelid rotational flaps were used for reconstruction. During the examinations the ophthalmic ul-
trasound revealed a normal fundus. The responses with flash visual evoked potential (VEP) were
normal. The patient was referred to a center for low vision In large eyelid colobomas, amblyopia
may be inavoidable because of the compulsive treatment choices. However, in these severe cases
the primary goal is to protect the eye and attain a self-sufficient level of sight. 
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ÖÖZZEETT  Yedi günlük kız çocuğu, kapakların üçte ikisini kaplayan bilateral üst kapak kolobomu ve
korneal perforasyon ile kliniğimize başvurdu. Her iki göze acil penetran keratoplasti uygulandı.
Aynı seansta her iki gözde yeterli alt kapak dokusu bulunmadığından serbest kapak greftleri ile
kapak rekonstruksiyonu yapıldı. Dört hafta sonra kapak greftlerinde nekroz gelişti ancak glob
bütünlüğünü korundu. Hasta 6 haftalık olduğunda tam kat rotasyonel flepler ile kapak tamiri
yapıldı. Takipler süresince oftalmik ultrason ile normal bir fundus görünümü tespit edildi. Flaş
görsel uyarılmış potansiyel (VEP) ile cevaplar normal olarak kaydedildi. Hasta az görenler için
oluşturulan bir merkeze yönlendirildi. Geniş kapak kolobomlarında zorunlu tedavi seçenekleri
nedeni ile ambliyopi kaçınılmaz olabilir. Ancak ciddi olgularda öncelikli amaç gözü korumak ve
kendine yetecek bir görmenin sağlanması olmalıdır. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Kolobom; ambliyopi; cerrahi flep
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In this re port, we dis cuss the tre at ment of a ca -
se with bi la te ral iso la ted co lo bo ma lar ger than the
two-third of the en ti re up per eye lid and bi la te ral
cor ne al per fo ra ti ons.

CA SE RE PORT

A 7-day-old girl was re fer red to our cli nic with a
lar ge de fect of both eye lids and cor ne al per fo ra ti on.
We exa mi ned bi la te ral up per eye lid co lo bo ma lar -
ger than the two-third of the en ti re eye lid as well
as the cor ne al per fo ra ti on and ec to pic lens (Fi gu re
1). Af ter the in for med cons tent was ob ta i ned, the
sur gery was plan ned.

SUR GERY TECH NIQU E

Bi la te ral pe net ra ting ke ra top lasty we re con duc ted
and two la yers of con ti nu o us am ni o tic mem bra ne
that co ve red the who le ocu lar sur fa ce with con ti -
nu o us 8/0 Vicryl su tu res we re pla ced  to cre a te the
up per for nix. Sin ce the pa ti ent lac ked ade qu a te lo -
wer eye lid tis su e du e to very yo ung age, and an
ope ning of the eye lid was de si rab le for the pur po -
ses of mo ni to ring the cor ne a fol lo wing pe net ra ting
ke ra top lasty, a tem po rary up per eye lid was cre a ted
with a fre e tis su e graft from the thigh. At the end
of the 4th we ek, the fre e grafts nec ro sed but the glo -
be ma in ta i ned its in teg rity (Fi gu re 2).

Du ring her 6th we ek of li fe, a full-thick ness lo -
wer eye lid graft (Mus tard flap) cor res pon ding to
the de fec ti ve are as on both up per eye lids was per-
for med and am ni o tic mem bra ne was trans plan ted
for re cons truc ti on (Fi gu re 3). In the 7th we ek of the
ope ra ti on, the up per and lo wer eye lids we re cre a -
ted af ter the flaps we re ope ned un der ge ne ral anes-
t he si a. Du ring the fol low-up, oph thal mic
ul tra so und de mons tra ted no ot her pat ho lo gi es of
the vit re o us and re ti na. The res pon ses with flash
VEP we re nor mal.

The pa ti ent was re fer red to a cen ter for low-
vi si on. Now the pa ti ent is 15 months old, and ob-
ser ved to ha ve de ve lo ped a sen se of light trac king,
abi lity to dis cern co lo u red ob jects, and hand co or -
di na ti on. At the last bi o mic ros co pic exa mi na ti on,
the up per and lo wer eye lid con to urs for both eyes
we re nor mal, symblep ha rons we re ob ser ved ex ten -
ding from both up per eye lids to wards the cor ne a,

both cor ne as we re opa qu e and vas cu la ri zed (Fi gu -
re 4). Des pi te the suc cess ful eye lid sur gery, bi la te -
ral buph tal mos that ca u sed ina de qu a te eye lid
clo su re we re de tec ted du ring the fol low-up.

DIS CUS SI ON

Va ri o us the o ri es are dis cus sed for the for ma ti on of
co lo bo ma, the exact re a son of which is unk nown.
So me in tra u te ri ne fac tors such as a dec re a se in pla-
cen ta cir cu la ti on, am ni o tic bands, inf lam ma ti on,
and an ab nor mal vas cu lar system ha ve be en cla i -
med to ha ve an ef fect.2

In de fects of the eye lid not co ve ring the cor ne -
a or the con junc ti va, a wi de ran ge of ocu lar sur fa -
ce ano ma li es from simp le con junc ti val hype ra e mi a
to cor ne al per fo ra ti on may oc cur. The ex po su re of
the cor ne a es pe ci ally in up per eye lid co lo bo ma is
ine vi tab le.  The re fo re, the ma jor go al of co lo bo ma
tre at ment sho uld be the pro tec ti on of the cor ne a if
pos sib le, and en su re the glo be in teg rity.

The si ze of the co lo bo ma is an im por tant fac-
tor for the tre at ment pro to col. If the co lo bo ma is
in vol ving less than the half of the en ti re eye lid and
the cor ne a is he alty, sur gi cal cor rec ti on may be
post po ned un til the se cond ye ar of the pa ti ent with
fre qu ent exa mi na ti ons. Mo re eye lid tis su e may be
ava li ab le for re cons truc ti on. If the sur gi cal in ter -
ven ti on is de ci ded, va ri o us tech ni qu es may be per-
for med. A co lo bo ma of ap pro xi ma tely one qu ar ter
of the eye lid mar gin can be clo sed di rectly. For a
de fect in vol ving the one third of the eye lid, the se -
mi-cir cu lar flap is com monly the tre at ment of cho -
i ce.3-5 If the de fect in vol ves up to one half of the
eye lid mar gin, Cut lar-Be ard pro ce du re, full-thick -
ness lo wer eye lid ro ta ti on flap or tar so mar gi nal
grafts must be emp lo yed.5 Ho we ver, sin ce full-
thick ness lo wer eye lid flaps ca u se se ve re amb lyo -
pi a, es pe ci ally in uni la te ral ca ses, it must be used
very se lec ti vely. In a study of Se ah et al, they con-
c lu ded that con ge ni tal up per eye lid co lo bo mas are
a po ten ti al thre at to vi si on and a sig ni fi cant cos me -
tic prob lem la ter in li fe. They al so in for med that
eye-sha ring tech ni qu es in vol ve long pe ri ods of oc-
c lu si on of the eye du ring the cri ti cal pe ri od of vi-
su al de ve lop ment so this amb lyo ge nic fac tor sho uld
be re mem be red.6
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In our ca se, be ca u se of the bi la te ral cor ne al
per fo ra ti on and lens lu xa ti on, we pri marly per for -
med pe net ra ting ke ra top lasty to pro tect the eye.
On ce the in teg rity of the eye was ac hi e ved, both
co lo bo ma we re clo sed with am ni o tic mem bra ne
and fre e tis su e grafts. The pa ti ent was exa mi ned bi -
o mic ros co pi cally every day and hos pi ta li sed for one
and a half months. Sin ce the skin grafts did not sur-
vi ve and no pat ho lo gi es ot her than tho se ex pec ted
de ve lo ped du ring this in ter val, the de fects on the
up per eye lids we re clo sed with bi la te ral lo wer eye-
lid full-thick ness ro ta ti o nal flaps.

Lar ge up per eye lid co lo bo mas are se ve re ana -
to mi cal de fects that thre a ten the vi su al acu ity.
Mul tip le sur ge ri es may be ne e ded to get suc cess ful
re sults. In our ca se bi la te ral spon te no us cor ne al
per fo ra ti ons con tri bu ted to the eye lid co lo bo mas.
The re fo re not only the eye lid sur gery, al so the re-

sults of the pe net ra ting ke ra top las ti es had an ef fect
on the prog no sis. The prog res sing buph tal mos was
anot her fac tor that re du ced the chan ce of suc cess.
Alt ho ugh we ha ve pla u sib le re sults for the eye lid
sur gery, the re sult for the vi su al acu ity was li mi -
ted. Ho we ver, in the se ca ses, the pri mary ob jec ti -
ve sho uld be to pro tect the eye, and to ini ti a te
low-vi si on exer ci ses to im pro ve the vi su al acu ity as
pos sib le. The pa ti ent must be mo ni to red clo sely for
vi su al de ve lop ment, and the ul ti ma te go al sho uld
be en su ring that the pa ti ent at ta ins a self-suf fi ci ent
le vel of sight when the pa ti ent is ol der.

FIGURE 4: The normal contour of upper eyelids of the 15 month-old patient.
(Notice the  symblepharon and vascularized corneas)

FIGURE 1: Bilateral upper eyelid coloboma and corneal perforation before
surgery

FIGURE 2: Necrosis of free tissue grafts in both eyelids.

FIGURE 3: Full-thickness lower eyelid graft of the left eye.
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