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Spitz melanoma secondary to xeroderma
pigmentosa in a child: a case report
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Abstract
A 6-year-old boy presented with a 5-year history of pigmentation on the face, neck, and hands. On examination, the patient had
extreme photophobia. There was multiple freckles-like pigmentations on the face, neck, and back of both hands. Extremities were
densely distributed. Multiple facial lesions, 1–2 cm2 in size, were also seen; most of them were ulcerated and had crusty patches.
There was mild double eversion of the lower eyelids, with pigmentation and conjunctival redness in both eyes. Facial histopathologic
ﬁndings: Spitz nevus-like malignant melanoma, Clark grade IV. A ﬁnal diagnosis of melanoma secondary to xeroderma pigmentosa
was made. According to the previous literature, the minimum age of patients with xeroderma pigmentosum combined with
malignant melanoma is 8 years old, but the age, in this case, is 6 years old. In addition, extensive local excision of suspicious lesions
early is of great signiﬁcance for the prognosis of patients.
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was taken to the hospital for treatment by his parents. We were told
the boy has had photophobia after birth and face and neck stains for
5 years. Freckles-like pigmentation appeared after sun exposure on
the face and neck since the age of 1 year, which could merge into dark
brown plaques. Facial lesions often rupture, then crust or fall off on
their own, forming superﬁcial scars. When ulceration and crusting
alternately, hyperkeratosis formed a skin angle. The hypopigmented
areas were looked like stockings. The skin was dry on both calves
and forearms, with extremely small, pinpoint pigmentations. The
area of hypopigmentation in both thighs and upper arms was
reduced concentrically. The skin on the trunk was slightly dry, the
appearance was normal. The parents had 2 children, both of the
children were diagnosed with XP. This case was the older brother
(Fig. 1A), the younger brother was 3 years old (Fig. 1B).

Xeroderma pigmentosa (XP) is an autosomal recessive genetic
disease, and it was the ﬁrst human disease to be discovered related
to DNA damage repair defects[1]. About 70% of the patients have
a history of parental consanguinity. In this disease, the DNA
damage of the patient’s skin cannot be repaired after exposure to
ultraviolet rays, and the pyrimidine dimers, produced by ultraviolet rays, cannot be effectively removed. DNA repair genes
mutations are often caused, and light damage-related diseases
and skin malignancies appear[2]. Recently, a 6-year-old boy was
admitted to our department. The lesion of face developed into
Spitz melanoma from xeroderma pigmentosum.

General information
The 6-year-old boy was born in Longnan County, Gansu Province.
The boy is of Han nationality and Preschool children. No previous
treatment. No history of drug allergy and there is no similar medical
history in the parents’ family. The parents were cousins. The child

Examination
The child weighed 16.5 kg and was 100 cm tall. He was slightly
lighter than his peers, slightly weaker in spirit, and normal in
intelligence. No superﬁcial lymph nodes swelling throughout the
body, and systemic examinations were normal. Dermatological
examination showed dry skin, freckles on face, neck, and hands.
Facial skin lesions were 1–2 cm2 in size and mostly were ulcerated
and crusty. Both eyes showed conjunctival congestion and mild
eversion of both lower eyelids. The pigments were distributed in the
extremities, below the knees or elbows, they look like mesh
stockings (Figs. 1C, D). Laboratory examinations: complete blood
count, basic metabolic panel, and full set tumor markers were
within the normal limits. Chest x-ray, electrocardiogram, and
abdominal ultrasound were also normal. Postoperative pathologic
tissue biopsy showed that the surface of the tissue was covered with
squamous epithelium, and some areas were eroded. The fullthickness of the dermis showed a diffuse distribution of heterogenous cells rich in pigment and various forms. The epithelial cells
and spindle-shaped spindle cells are the dominant cells, with an
irregular nucleus, obvious nucleoli, rich chromatin, common
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Figure 1. A, Photograph of a sick boy before surgery. B, The boy’s younger brother. C, Photograph of his lower limb stains. D, Photograph of his upper limbs. E and
F, Microscopic photographs of pathologic tissue biopsies. G, The boy 17 months after surgery. H, The younger brother after 17 months.

There were no adverse complications, all wounds healed in stage
1, and all skin grafts survived.

division, abundant cytoplasm, and rich in pigment particles. The
above histopathologic ﬁndings were suggestive of Spitz nevus-like
malignant melanoma, Clark grade IV (Figs. 1E, F) and a ﬁnal
diagnosis of melanoma secondary to XP was made.

Discussion
The average age of onset is 6 months to 3 years old. Patients mainly
have photophobia; conjunctiva is susceptible to irritation and
congestion, and severe sunburn occurs, even with a slight exposure
to sun light. Freckle-like pigmentation of the skin in the exposed
area, poor skin elasticity, dryness and atrophy, may cause hypopigmentation. The exposed area is prone to skin malignancies. The
most common skin malignancies are basal cell carcinoma and
squamous cell carcinoma, while melanoma is the rarest skin
malignancy found to be associated with xeroderma pigmentosum.
In XP patients, the average age at the onset of malignancy is 8 years
old. However, in our case, melanoma developed at the age of
6 years. About 25% of patients may present with neurological
diseases and mental retardation[4–6]. Compared with the common
melanoma, the prognosis of Spitz like melanoma is difﬁcult to
predict, because of the inconsistency in the diagnosis level of Spitz
like melanoma, the reported negative factors affecting the prognosis
of Spitz like melanoma, including the elderly, tumor diameter > 1
cm, mitotic index > 6 mitotic images/mm2, 9p21 allele deletion,
TERT promoter mutation, etc[7,8].
In this case, the parents of the patient were cousins, and the
clinical manifestations, history and signs, and postoperative
pathologic examination supported the diagnosis of XP. The age
of onset of skin cancer is only 6 years, and it is the most malignant
disease of skin cancer-melanoma, and the prognosis is probably
poor. The patient’s postoperative pathologic examination was

Methods
The patient’s facial skin melanoma showed repeated signs of
ulceration, and related preoperative examinations were completed. No contraindications to surgery or general anesthesia
were seen. After conﬁrming that the patient was able to tolerate
anesthesia and surgery, extensive resection and suture of the
melanoma mass (0.2 cm) under general anesthesia was given to
the boy. Skin grafts were performed with the left groin skin for
areas with large surgical defects. Cefazolin sodium pentahydrate
0.5 g bid intravenously, Agkistrodon acutus hemagglutinase 0.5
g qd into a Mofﬁe tube, tobramycin ointment bid applied to the
eyes was given during the perioperative period. After surgery,
conventional silicone gel anti-scar treatment was needed, and the
whole body skin, eye conjunctiva, and sclera were protected from
sunlight. The patient is currently recovering well with no signs of
local recurrence. This case is reported in accordance with the
SCARE 2018 standard[3], and other detailed reports can be found
in the full SCARE list.

Results
The operation went well and there were no signs of local recurrence, but there were new lesions on the right lower eyelid.
Figures 1G and H are the status of 17 months post the operation.
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suggestive of Spitz nevus-like melanoma, which is a rare pathologic type. Its features include epidermal hyperplasia, epidermal
ﬁssures surrounding the dermal cell nests, large epithelioid cells,
and bundled spindle cells. Particular attention should be paid to
identify the Spitz moles.
Currently, no deﬁnitive treatment is available and XP can not
be completely cured. The treatment is mostly supportive along
with the strict sunlight protection and application of effective
light-prooﬁng agents. Early surgical removal of skin lesions is
particularly important. Regular examination is crucial to identify
the skin malignancies at the earliest and once tumors are found,
they should be treated accordingly[9].
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