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ABSTRACT

A 48-year-old male patient suifiring congenital ichtbyosis, bilateral ectrcpion of the lower eyelids, erytbro-
derma, and dijfit.sedesquamation. The congenitallamellar ichthyosis is associated with ectropion and expo-
sure keratitis. Concha-cartilaqe, oral mucous membrane, and prepuce skin grafts were successfully used for
eyelid repositioning and eyeballprotection.

INTRODUCTION

Congenitallamellar ichthyosis (CLI) is a recessive au-
tosomal disease characterized by mild erythroderma and
extensive, fine, dark and flat scales that covers all body
surface. The CLI is frequently associated with severe
ectropion. The ectropion exposes the cornea and this
may cause corneal abrasion due to keratinized sqlla-
mous epithelium friction. Repetitive chronic agression
to the cornea may cause blindness, thus eyelid recon-
struction is necessary'l- 3).

Aesthetics and function should be considered in recon-
struction surgeries. Reconstruction of the eyelid requires
skin, mucous membrane and a supporting structure.
Most of the available reconstruction techniques were de-
scribed for tumor resections. These techniques include:
cutaneous flaps, labial and oral mucous membrane grafts,
mucoperiosteal graft from the pala te, irradiated tarsal
graft, aorta graft, contralateral eyelid composite graf, and
nasal and auricular cartilage graft (4, S).
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mal disease characterized by diffuse desquamation of
the skin. The scales are large and dark brownish. There
is also an erythroderma and a severe ectropion. The
histology reveals hyperkeratosis and hypergranulosis.
The cellular turnover is practically normal and the
prognosis does not change as the patient ages (6).

The excessive skin dryness causes eyelid retraction and
ectropion in CLI patients. Ectropion and lagophthal-
mos produce ocular disturbances due to cornea expo-
sure. As shown by several studies, the damaged cor-
nea can heal and beco me vascularized or can perfo-
rate, thus it is important to develop adequate surgical
techniques to treat the ectropion'".

In 1973, Schindle and Leone'?' used a retro auricular
skin graft to repair a right eye ectropion in an 8-year-
old CLI patient, and a left retroauricular skin graft to
correct the left eye ectropion. It was not necessary to
use cartilage to support the eyelids. Six months after
the surgery, the patient presented a visual acuity of
20/20, no corneal disturbances, and no need for medi-
cation to the eyes.

In 1994, Uthoff et al(8) used prepuce skin to repair
the four eyelids in a l S-year-old CLI patient with bi-
lateral ectropion. The prepuce skin was the only source
of unaffected skin in that patient. The sleeve technique
was applied and the prepuce skin was divided imo
four triangles to be used as grafts after the ectropion
release. A partial and temporary tarsorrhaphy suture
was used to enable synechiae formation between up-
per and lower eyelids. This allowed the patient to see
while taking off the graft, and prevented the ectro-
pion recurrence. The synechiae was undone 3 months
after the surgery.

We reported a case of long-term evolution CLI with
severe ectropion and ocular complications. A tech-
nique that applies a cartilage to support the lower
eyelids was required. The prepuce skin was the only
source of unaffected skin, but the oral mucous mem-
brane was an effective skin substitute.

Eyelid reconstruction in CU patients involves an ad-
ditional difficulty: the lack of feasible skin through-
out the body There are few data regarding ectropion
repair in CLI patientes in the medical literature.

The purpose of this paper is to report an eyelid recon-
struction in a CLI patient with bilateral ectropion and
to evaluate the results.

CASE REPORT

A 48-year-old male patient, with CLI could not dose
his eyes and had presented recurrent ulcers on the
cornea in the last 4 years. They were caused by an
ectropion in the left lower eyelid and a retraction in
the right lower eyelid (Fig. 1). He also presented an
erythroderma and diffuse desquamation. In January,
1994 he had a corneal perforation of the left -eye that
led to blindness. He was referred to the Plastic Sur-
gery Department to treat the eyelid defect in the right
eye in order to preserve the right eye function.

A right eyelid reconstructive surgery was performed
in September 1994. The surgical technique consisted
of subciliary incision, skin undermining to enable cra-
nial sliding of the lower eyelid (Fig. 2), release of or-
bicular musde insertion at the orbital brim, lifung of
the orbicular muscular flap (Fig. 3), placement of con-
chal-cartilage graft under the muscular flap to sup-
port the eyelid, and an oral mucous membrane graft
to cover the skin gap over the eyelid musde. Seven
days after the surgery, a necrosis of the oral mucous
membrane graft was observed. A surgical débridernent
was performed, and four days later a new oral mucus
membrane graft was placed over the granulation tis-
sue. Eighteen days after surgery, the surgical wound
was healing well, and the patient could almost com-
pletely dose his eyes.

Ectropion of the left eye was repaired one year later.
The same technique described above was used. An
incision on the left lower eyelid was made, the or-
bicular musde was exposed, and a cartilage from the
left external ear was obtained. The cartilage was su-
tured under the orbicular musde and covered with a
skin graft from the prepuce. In November 1995, the
patient could completely dose his left eye (Fig. 4),
and four years later he could dose both eyes.

DISCUSSION

Congenitallamellar ichthyosis is also known as type-
4 keratinization disorder. It is arare recessive autoso-

The long-term evolution aggravated the ectropion,
which required a technique more complex than a
simple skin graft technique.

CONCLUSION

The surgical technique we employed is effective in
treating ectropion. A normal palpebral dosure and
an ocular symptoms improvement were observed in
a 4-year follow-up.
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Fig. 1 - Preoperativc aspectoCicatricial ectropion of the left lower
eyelid and right superior eyelid retraction. Sequela from the left
eye cornea perforation.
Fig. 1-Aspecto pré-operatório. Ectrópio cicatricial de pálpebra inftrior
esquerda e retração palpebral à direita. Seqüela do rompimento da
córnea do olho esquerdo.

Fig. 2 - Subciliary incision and skin undermining to enable up-
ward sliding of right lower eyelid.
Fig. 2 - Incisão subciliar e descolamento da pele para permitir o
deslizamento cranial da pálpebra inferior à direita.

Fig. 3 - Release of orbicular muscle insertion and lifting of or-
bicular muscle flap.
Fig. 3-Liberação da inserção do músculo orbicular no rebordo orbitário
e elevação do retalho do músculo orbicular

Fig. 4 -Palpebral occlusion 14 months after the first surger)'.
Fig. 4 - Fechamento da ftnda palpebral visto no exame 14 meses após a
primeira cirurqia.
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