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mous cell carcinomas, with no established gold standard for the
surgical treatment of these patients, who are difficult to manage

Is(z Vivlfrgiriez syndrome due to the inability to perform reconstructions using local flaps.

Genodermatosis Clinical Case: We report the case of a patient with severe Huriez
Radial flap syndrome who had developed SCC in both the hands and foot over
Therapeutic role of the flaps time. After multiple surgeries at other centers, all resulting in re-
Hand surgery currences, we planned wide excisions followed by reconstruction
Foot surgery using distant flaps. The postoperative course for both reconstruc-

tive procedures was complication-free. Follow-up revealed not only
an excellent reconstructive outcome but also highlighted the un-
tapped potential of the flap in managing this condition: thanks to
its independent vascularization, the flap remained unaffected by
the surrounding diseased skin and significantly improved the scaly,
atrophic appearance of the affected areas.

Discussion: Huriez syndrome is a dermatological condition char-
acterized by a predisposition to developing squamous cell carcino-
mas. In these patients, it is essential to plan wide excisions that
ensure oncological radicality. The reconstruction must be carefully
planned, and microvascular flaps can be prioritized.
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Conclusion: The radial forearm flap has proven effective for recon-
struction in individuals with SCC associated with Huriez syndrome.
The skin of the flap not only remained unaffected by the surround-
ing pathology but also induced a previously undescribed benefit on
the diseased skin. This oncological-reconstructive approach could
become the gold standard in treating these patients.
© 2024 The Author(s). Published by Elsevier Ltd on behalf of
British Association of Plastic, Reconstructive and Aesthetic
Surgeons.
This is an open access article under the CC BY-NC-ND license
(http://creativecommons.org/licenses/by-nc-nd/4.0/)

Introduction

Huriez syndrome (HRZ), firstly described by Huriez et al.,! is a rare genetic skin disorder featur-
ing sclerotic and atrophic alterations in the hands and feet and a significantly elevated risk - up to
100 times higher - of developing cutaneous squamous cell carcinoma (cSCC) with a poorly differenti-
ated histotype.2 The treatment of squamous cell carcinomas in patients with Huriez syndrome poses
a major challenge for plastic and orthopedic surgeons. The rapid growth of these soft tissue tumors
requires reconstruction using flaps or grafts. However, using local flaps from nearby areas is often im-
practical, as these regions are also prone to developing additional precancerous and cancerous lesions.
We present here a patient with severe Huriez syndrome who experienced malignant degeneration of
the skin on hands and feet and underwent multiple reconstructions and amputations. The role of
pedicled and free flaps was crucial after oncological resection in preserving function, preventing re-
currences and improving the quality of the surrounding skin.

Case report

In February 2020, a 55-year-old man was admitted to the Hand Surgery Unit at the Jewish Hos-
pital of Rome with a diagnosis of cutaneous squamous cell carcinoma (cSCC) in the hands, linked to
a severe case of Huriez syndrome. Physical examination showed up a notable thickening of the skin
on palms and soles, underdeveloped fingernails and a pronounced form of palmoplantar keratoderma.
His medical history revealed multiple surgeries to remove squamous cell carcinomas, resulting in in-
creasingly extensive amputations that significantly impacted his quality of life.

Right hand

In 2014 the patient underwent amputation of the second finger of the right hand for SCC. The his-
tological diagnosis was poorly-differentiated and ulcerated SCC with resection edges free of disease.
Four years later, multiples recurrences were treated with additional and sequential resections, with
a residual non-functional stump. In February 2020 when he came to our attention, he had an ulcer-
ated recurrence of SCC, involving the first ray and the wrist (Figure 1). An oncological staging was
performed confirming a locally aggressive disease, without nodal or organ metastasis. A new biopsy
confirmed the histological pattern of invasive, ulcerated, SCC. In agreement with the patient we de-
cided to perform total amputation of the residual stump, proximal to the wrist joint.

Left hand

In 2015 the patient underwent amputation of the second finger of the left hand for excision of a
SCC. The histological diagnosis was poorly-differentiated and ulcerated SCC with resection edges free
of disease. While preparing for surgery on the right hand, the patient mentioned the appearance of
a rapidly growing lesion on the third finger of his left hand (Figure 1). It was decided to remove this
lesion after completing the controlateral amputation. Our focus was on achieving oncological clear-
ance and preserving function in the remaining hand. The resection involved removing the skin with
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Figure 1. Right hand presenting an ulcerated recurrence of SCC of the residual stump, involving the first ray and wrist. Simul-
taneously, left hand presenting a rapidly growing lesion on the third finger of his left hand.

wide margins, the radial neurovascular bundle, and the flexor digitorum superficialis (FDS) and flexor
digitorum profundus (FDP) tendons. A graft was used to reconstruct the profundus tendon, and a
pedicled radial forearm flap was prepared for tissue coverage. Since the forearm skin was unaffected
by Huriez’s disease, the flap’s skin paddle was pliable, well-nourished, and free from sclerotic changes.
The postoperative recovery was smooth, and the patient was discharged five days later.

Right foot

Another rapidly growing lesion appeared on the medial surface of right foot in October 2022,
strongly suggestive of squamous cell carcinoma (Figure 2). After biopsy, a wide excision was per-
formed and a free radial forearm flap harvested from the right arm (with a total hand amputation)
was used for reconstruction (Figure 3). Similarly, the skin of the right forearm was not affected by
Huriez’s disease. The histological diagnosis was poorly differentiated SCC. The patient was discharged
after 5 days without complications.

Follow up

Follow-ups were scheduled at 3, 6, and 9 months, followed by oncological check-ups every year.
Four years later, there is no sign of recurrence. The patient has achieved excellent functional recov-
ery. The skin areas covered by the flap remained unaffected by the surrounding diseased skin, likely
due to the fact that the reconstructed tissues had their own vascular supply. Interestingly, the ar-
eas around the radial forearm flaps on both the hand and foot exhibited unexpected improvements,
showing enhanced trophism and local conditions (Figure 4).

Discussion

Huriez syndrome is a dermatological condition that often predisposes individuals to the devel-
opment of skin carcinomas, especially squamous cell carcinoma. The surgical management of these
carcinomas in these delicate patients presents a significant challenge, and a gold standard that has

yet to be described in literature.’
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Figure 2. Right foot presenting another rapidly growing lesion, strongly suggestive of squamous cell carcinoma.

A first crucial consideration in these individuals is the imperative of achieving oncological radical-
ity. Due to their predisposition to high rates of local recurrences, surgeries must be conducted with
wide margins (>6 mm as reported in AIOM Guidelines, 2024).* The reconstructive approach must also
be carefully evaluated. In normal skin conditions, when primary closure is not feasible after the re-
moval of skin carcinomas, reconstructive techniques involving local flaps are commonly employed>?
providing a dependable method for replacing "like with like".5 A primary challenge for patients with
Huriez syndrome lies in the inability to utilize skin from surrounding regions for reconstruction, be-
cause the adjacent skin is also affected by the syndrome and prone to developing additional neoplastic
lesions, making it necessary to increase the surgical complexity.

Reconstruction of the hand - To reconstruct wide tissue loss of the hand, pedicled flaps like the
radial forearm flap or the posterior interosseous flap are commonly employed. The pedicled radial
forearm flap is preferred for addressing extensive palmo-digital soft tissue defects and typically yields
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Figure 3. Intraoperative photo of the free radial forearm flap, harvested from the right harm, corresponding to the amputation stump, then placed to reconstruct the tissue loss from the
demolitive procedure.
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Figure 4. Postoperative photo four years after the surgery: hand and foot areas around radial forearm flaps showed up im-
provements in local conditions with enhanced trophism.

excellent outcomes. However, it is known for compromising the radial vascular supply and poor cos-
metic appearance at the donor site.” Regarding the posterior interosseous artery flap, while it offers
the advantage of sparing major perfusing vessels, there have been reports of distal necrosis when the
flap extends beyond the metacarpophalangeal joints to cover areas as far as the proximal interpha-
langeal (PIP) joint.® For this reason we did not select it for our reconstruction.

Reconstruction of the foot- Free flaps such as the superficial circumflex iliac artery perforator (SCIP)
flap or anterolateral thigh (ALT) flap are frequently used facing a wide forefoot tissue loss.® In our
case, we used a radial artery flap harvested from the amputated hand site because the flap was thin,
pliable and hairless, and sacrifice of the vascular axis would not pose significant issues.
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In the literature, there are very few documented cases describing reconstructions following the
removal of squamous cell carcinomas in patients with Huriez syndrome. Dumont et al.> described
their experience with a patient with recurrent squamous cell carcinoma, successfully treated with
extensive excision followed by coverage using a robust radial forearm flap. In such patients, it is ad-
visable to opt for more complex reconstructive procedures that can provide lasting benefits, and the
authors consider it reasonable to prioritize the use of microvascular flaps in carefully planned recon-
structions. This approach helps avoid subjecting patients to multiple reinterventions and amputations,
which could otherwise worsen their quality of life. Flap tissue is not only involved in the degenera-
tive processes associated with Huriez syndrome, but also enhances the trophism in the surrounding
regions. Distant flaps can have a true ‘therapeutic’ role in the disease,'® enhancing function and aes-
thetics while avoiding or delaying recurrences and the onset of new cancerous lesions.

Conclusion

Huriez syndrome is a rare dermatological condition with evolving surgical treatment strategies.
Due to the long survival rates of patients, maintaining control over skin malignancies is essential for
their quality of life. Limited literature exists on this, but current experiences may help establish better
standards for surgical and reconstructive management. Distant flaps have proven safe and effective for
reconstruction, preventing local recurrences and protecting the flap area from characteristic lesions,
while also offering unexpected benefits to the surrounding skin—an observation not yet documented
in the literature.
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