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ABSTRACT

A nine-year-old xeroderma pigmentosa (XP) child presented with a non-healing ulcer on the right
side of the lower lip. On histological examination the lesion proved to be squamous cell carcinoma.
Wide excision was done. The excision included lip, buccal mucosa with mucocutaneous junction
and only the upper portion of the orbicularis oris muscle. The lip was reconstructed with superiorly
based nasolabial flap. Recently, his younger brother, who is also suffering from XP developed
squamous cell carcinoma of lower lip, and presented to us. Wide excision of the lesion was done.
The defect was closed primarily. The patient and his brother both have been advised to protect
themselves from UV radiation. Both are being kept under intense surveillance. Ten months of
follow-up of the elder brother showed satisfactory, good-looking lip with no sign of recurrence at the

local site or at the neck.
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eroderma pigmentosa (XP) is a rare autosomal

recessive disease found worldwide in all races

with an equal sex incidence. The disease
is characterized by photosensitivity, pigmentary
changes in skin, premature skin aging, neoplasia and
abnormal DNA repair. Pigmentary changes on the face,
with drying of sun-exposed skin, begin in infancy or
early childhood. Light-or dark-brown macules are
associated with telangiectases, angiomas, small, white
atrophic spots and later with keratoses and tumours.
In a fully developed case the diagnosis is simple
and unmistakable. Malignant changes in the form of
squamous cell carcinoma®™ and melanoma are very
common in the eye. Malignant transformations like
basal cell carcinoma, angiosarcoma and fibrosarcomas
at other sites have also been noted. In most cases
patient reach tumour stage before attaining the age
of 20.™
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CASE REPORT

Anine-year-old child reported with a non-healing ulcer on
the right side of the lower lip. The patient was confirmed
to have XP and was on regular follow-up. Biopsy was
carried out and the lesion was found to be squamous
cell carcinoma [Figure 1].

Clinically no lymph nodes were palpable in the neck
area. Wide excision was carried out keeping 0.7 cm of
safe margin all around. The excision included lip mucosa,
skin and lip muscle [Figure 2].

The lip was reconstructed with superiorly based nasolabial
flap.

The orbicularis oris could not be approximated.
Histopathological examination confirmed squamous
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Figure 2: Wide excision

cell carcinoma. All margins and base of the specimens
were free of tumour. No field changes were found in the
specimen. Ten months of follow-up showed satisfactory,
good-looking lip with no sign of recurrence either at
the local site or at the neck. The preoperative two-
finger mouth opening capacity of the patient remained
unchanged after the operation [Figures 3, 4].

Unfortunately, the eight-year-old younger brother of the
victim was also affected by XP [Figure 5].

Recently, he too developed squamous cell carcinoma of
lower lip. The lesion was excised keeping 0.7 cm of safe
margin. The defect was closed primarily [Figures 6, 7-9].

Both brothers have been advised to use dark sunglasses,

protective clothing and sun block agents to protect
themselves from UV radiation.
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Figure 3: Lip reconstruction postoperative - close mouth

Figure 4: Lip reconstruction postoperative - open mouth

DISCUSSION

Lip reconstructionisalways aninterestingand challenging
subject for any plastic surgeon. Primary closure, fan flap,®!
Karapandzic flap,® Abbe flap® and nasolabial flaps,®
bilateral fan flaps® and Webster’s cheek advancement
flapst! are a few of the reconstructive options available
for vertical, full-thickness lower lip defects. Horizontal lip
defects can be reconstructed either by bilateral pedicle
mucosal advancement flap,® V-Y mucosal advancement
flap,® nasolabial flaps or undersurface of tongue flap.F
The V-Y advancement of lateral chin skin or submental
artery island flaps are other good options for horizontal
skin defects.

Vertical lip defects are comparatively easier to reconstruct

than horizontal defects. Primary closure, reverse Abbe
and Karapandzic flaps are good options for central lip
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defects. Lateral lip defect can be well reconstructed with
fan flaps or modified fan flap.

Bilateral fan flaps® and Webster’s cheek advancement
flapst! are reserved for total lower lip reconstruction.

The bilateral pedicle mucosal advancement flap and
VY advancement of the mucosa is useful for mucosal
replacement, small lip defects or lip shave defects. The
under-surface of tongue flap provides a good amount
of tissue but the tongue is difficult to immobilize
postoperatively. Defects of skin and underlying musculature
are more amenable to reconstruction using nasolabial flaps.
The width of the nasolabial flap can also replace some part
of the buccal mucosa which obviates the need for mucosal
advancement flaps. It is easy to carry a superiorly based
nasolabial flap to the lower lip and inferiorly based flap to
the upper lip as there are less angulations, ectropion and
other complications.

Lip carcinoma in xeroderma pigmentosa

Before selecting a reconstruction modality, one also
needs to know whether the tumour has arisen from the
parakeratinising squamous epithelium of the lipmucosa(dry
segment or the wet-dry junction) or the orthokeratinising

Figure 7: Squamous cell carcinoma of lower lip in younger brother - October
2006

Figure 5: Affected brothers - December 2005

Figure 6: Lip reconstruction with right nasolabial flap
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Figure 8: Wide excision

Figure 9: Postoperative photograph
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skin of the external mucocutaneous junction. If the tumour
is very aggressive on biopsy and arising from mucosa, it is
worthwhile to consider the radical solution of replacing the
entire lower lip mucosa with involved underlying tissue in a
single cosmetic unit, rather than the conservative option of
leaving a half and half situation of skin and mucosa.

In the above case the tumour was not exophytic and
had eroded the lip. Even the histopathologist could not
decide whether it arose from the skin or mucosa.

Inthis case the lip defect was partial and horizontal. Virtues
of the nasolabial flap like reliability, ease of performance
and adequate soft tissue replacement led us to utilize it
in this case. Moreover, the point in favour of using skin to
reconstruct the vermilion was that intraoral mucosa in an
XP patient, freshly exposed to actinic stimulus, might be
more sensitive to developing malignant change.

Althoughrare, XPisunfortunately adreaded and incurable
disease. The role of a reconstructive surgeon doesn't end
with the completion of the reconstructive job.

Although definitive treatment of the disease may not be
possible, the complications can certainly be prevented.
Ultraviolet rays up to 320 nm are harmful and induce
malignant change. Hence the patients have to be
protected from sunlight. Eye protection with artificial
tears and soft contact lenses is very useful. Different
treatment modalities like topical 5-fluorouracil,>" oral
retinoids,>® chemical peeling, dermabrasion® and
excision with grafting™ have been tried for premalignant
or malignant lesions,*” more or less successfully.

Although patients may die of neurological complications,*V
multiple metastases of squamous cell carcinoma and
melanomal*?*3 are the primary causes of death. Malignant
changes in the eyes are very common and, obviously, the
focus of a treating physician is more on the eyes, rather
than on the other parts of the body. Such cases are an eye-
opener which shows that malignant change can occur at
any site of the body and at any age. The important thing is
to clinically and histopathologically detect these changes
very early and to treat them appropriately so that systemic
metastasis can be prevented or at least delayed.

Ocular involvement with malignancy is common with XPit214
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but the association of squamous cell carcinoma of lip with
Xeroderma pigmentosa has not been reported, at least not
in very young brothers. An early diagnosis and treatment
is essential and thereby a high index of clinical suspicion is
required in patients with predisposing factors.
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