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Huriez syndrome associated with basal cell carcinoma: A case report

Huriez syndrome is a rare cancer-prone genodermatosis confined to the hands and feet connects with an increase in
squamous cell carcinoma on affected skin. Its diagnosis is complex due to not well defined symptoms and since only few
cases are described in literature. The differential diagnoses are many and the treatment is focused only on symptoms con-

trol and tumours eradication.

Our case report is highly interesting because add new knowledge abour this disease describing a new important feature
of the syndrome. For the first time in literature we describe the arising of basal cell carcinoma from affected skin.
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Introduction

Huriez syndrome, an autosomal dominant genodermato-
sis also referred as “sclerotylosis”, was firstly described in
two large families from Northern France in 1969 by
Huriez et al. . The syndrome is a rare disease, classified
either as a disorder of the connective tissue or as a kera-
toderma. It is characterized by congenital scleroatrophy
of the extremities, palmoplantar keratoderma and hypo-
plastic nail changes 2.

A peculiar feature of this syndrome is the development
of squamous cell carcinomas (SCC) in the atrophic skin
of palms and soles 3.

We describe the first reported case of a patient affected
by Huriez syndrome developing basal cell carcinoma on

affected skin of the hand.
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Case Report

In 2010, a 79-year-old woman observed an abnormal
and dystrophic toenail growth associated with severe
impairment of movements. At that time, she presented
at our Plastic Surgery Department where she underwent
topic treatment and was referred to dermatology depart-
ment.

In 2014, after the worsening of her clinical symptoms
a diagnosis of Huriez syndrome was made by the
Department of Dermatology.

Then at the physical examination, she showed a diffuse
thickening of palms and soles, associated with thin dor-
sum skin both of hands and feet. Moreover she showed
hypohidrosis, hyperpigmentation, sclerotylosis and scle-
roatrophy of palms and soles, associated with recurrent
fissuring and superficial chronic painful erosions.
Furthermore the hands were characterized by sclero-
dactyly with a sclerodermiform-like onset leading to cica-
tricial retraction of the phalangeal joints, with a diffuse
contraction of the hand and a diffuse fingers ankylosis.
The dystrophic nails showed longitudinal ridging and

aplasia, enclosed in the dermis. The keratoderma was
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Fig. 1.

Fig. 2.

more uniform and radiated from the palm along the fin-
gers in the hands in comparison with the soles where it
was not uniform accentuated over pressure sites (Figs. 1, 2).
X-rays were negative for pathological joint changes.
During standard dermatological follow-up, a persistent
ulcerative lesion of the first finger of the right hand was
noticed. It was treated conservatively with aureomycin
ointment once a day. Topic corticosteroids were pre-
scribed due to diffuse dermatitis of the upper and lower
limbs.

Because of the increased risk of developing SCC in
Huriez Syndrome, in 2015 for concomitant rheumatoid
arthritis she started methotrexate treatment in place of
systemic steroids.

Due to painful non-healing ulcers of palms and soles,
in 2017 the patient underwent hyperbaric therapy and
antalgic therapy.
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At the end of 2017 she presented at the dermatology out-
patient clinic complaining of an indolent, nodular lesion
of the right thumb. Clinically there was high suspicious
of basal cell carcinoma. After discussion with the patient
a conservative approach with imiquimod was started and
complete remission was obtained. Nevertheless, at the end
of 2018 a recurrent ulceration at the radial surface of the
same finger, evaluated as BCC relapse, was found.

For this reason, the patient was referred to our Plastic
Surgery Department to undergo a diagnostic incisional
biopsy.

The lesion was nodular, indurated and ulcerated. The
pathological report was positive for ulcerated nodular
type basal cell carcinoma, with numerous mycotic colo-
nies (Fig. 3).

According to the latest guidelines, a radical surgical treat-
ment of the BCC was proposed.

In detail, the surgical planning comprended wide exci-
sion directly followed by reconstruction with skin graft
or dorsal metacarpal flap.

Such operation is usually accomplished as day surgery
under local or regional anesthesia with light sedation.
Two-step reconstruction procedure, to get free margins
assessment before accomplishing wound repair, appeared
to be a second choice, due to lesion small dimensions
and in order to avoid prolonged fuctional impairment
of the hand.

Instead, the use of dermal substitute for reconstruction
after tumor resection routinely is not considered in our
institute, relating to the subsequent inflammatory respon-
se that may play a role in tumor local relapse.

For severe skin retractions concomitant commissuropla-
sties were proposed to restore fingers mobility, but
patient refused.

At that time plantar surfaces were still affected by a mul-
titude of ulcerated lesions compatible with Huriez syn-
drome.

Currently the patient is attending regular 6 months’ fol-
low up both in plastic and dermatology outpatient clinic.

Discussion
The diagnosis of this rare cancer-prone genodermatosis

confined to the hands and feet is complex since only
few cases are described, besides some cases may remain
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TaBLe | - Huriez syndrome differential diagnosis

Disease Genetics Onset Clinical features
Huriez syndome’ Autosomal neonatal/puberty - not severe palmoplantar keratoderma
dominant - nail changes
Progression in - extremities scleroatrophy
adulthood - skin cancer related
Unna-Thost syndrome! Autosomal Early childhood - Diffuse severe nonepidermolytic palmoplantar
dominant keratoderma
- hyperhidrosis
Scleroderma'? Non-hereditary Adulthood - systemic symptoms (i.e pulmonary and pericardial fibrosis,
autoimmune bowel obstruction)
disease - Raynaud’s phenomenon
- sclerodactyly
Dyskeratosis congenita®? Autosomal Childhood - nail dystrophy
dominant - poikiloderma
- mucosal leukoplakia
X linked recessive - bone marrow failure
Rothmund Thomson Autosomal Neonatal - photosensitivity
syndrome? recessive - poikiloderma and hyperkeratosis
- cataract
- growth retardation
- skin cancer related
- radial ray malformations
Pigmented xerodermoid? Autosomal Puberty/Adulthood - skin dryness and keratoses

recessive

- photophobia
- hyper-pigmented freckle-like macules
- skin cancer related
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undiagnosed because not well defined clinical presenta-
tion and symptoms.

The sclerodactyly not associated with Raynaud’s pheno-
menon is the most prominent feature of the syndrome >;
over the years our patient faced a severe progression of
this feature causing important functional impairment due
to skin sclerosis and painful ulcerated lesions on the feet.
The differential diagnosis of Huriez syndrome are among
disorders characterized by hands sclerosis and palmo-
plantar keratoderma (Table I). It is distinguished from
scleroderma by early onset and progression during
adulthood and by absence of systemic symptoms and
Raynaud’s phenomenon 2.

In Huriez syndrome keratoderma is slight and not homo-
genous, this is why patients with prominent keratoder-
ma, associated with hyperhidrosis and with occasional
sclerodactyly or nail changes, are more likely to be affec-
ted by Unna-Thost syndrome .

In some severe plantar and palmar keratodermas sclero-
sis may be present, but in Huriez syndrome this is a
prominent feature.

Huriez syndrome normally appears at early age, persists

unmodified in adulthood and may be genetically tra-
smissed !. Our patient was 79 years old presenting wor-
sening of clinical symptoms since puberty. In her genea-
logical tree her mother and brother had the same disturb,
instead her children result unaffected.

The life expectation in Huriez syndrome is not reduced,
except for tumor’s complications 3.

In literature, the association between Huriez syndrome
and aggressive SCC of the affected skin is largely descri-
bed 134610 occurring in around 15% of affected indi-
viduals. Affected patient carry a >100-fold higher risk
for the development of aggressive SCC of the skin 4.
SCC is the most feared complication of the syndrome,
leading to early metastasis. Even if the pathogenetic mecha-
nism of tumorigenesis is unknown, sclerosis, atrophy, and
scarring are well recognized risk factors for SCC.

Despite it’s not atypical that different skin tumors arise
simultaneously in the same patient, we believe that our
case report is highly interesting because there is not cur-
rent description of Huriez syndrome associated with basal
cell carcinoma arising from affected skin.

Clinically, the development of SCC and other non-mela-
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noma skin cancers are similar to Marjolin’s ulcer, whi-
ch relates to aggressive SCC arising in chronic ulcer, scar
tissue and burn scar '!. In our patient, the palmar skin
was fragile with scleroatrophia, process similar to scar-
ring, thus predisposing to skin cancer '

Conclusion

At present the treatment of Huriez syndrome is focused
only on symptoms control and tumors eradication, may-
be future genetic research may provide new informations
regarding the disease and may promote development of
specific treatment.
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