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Miraculous response to radiotherapy in a rare case
of malignant nodular hidradenoma nose

Abstract

Malignant nodular hidradenoma is very rare adnexal tumor with exceedingly low
incidence of 0.001%. The biological behavior of the tumor is aggressive, with local
recurrences reported in more than 50% of the surgically-treated cases. Treatment
options are surgery and/or Radiotherapy. Till date there is no clear consensus on its
treatment. We report a rare case of malignant nodular hidradenoma nose in an 80-years

old male who responded miraculously to Radiotherapy.
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Introduction

Hidradenoma was first recognized as a distinct entity by Mayer
in 1941.! Its malignant form, the malignant nodular hidradenoma is
a very rare adnexal tumor. Its incidence is as low as <0.001%.? It has
been reported most frequently on the head and neck and rarely on
the extremities. The natural history of the disease is varied. However,
owing to the propensity to metastasize to regional lymph nodes
and distant viscera the tumor is said to be aggressive.> There is no
clear consensus on its treatment till date. Surgical excision is the
preferred choice of treatment wherever possible. The role of adjuvant
therapy is controversial.* We report the rare case of Malignant
Nodular Hidradenoma Nose in an 80 year old male who responded
miraculously to Radiotherapy.

Case Presentation

An 80-years old male non-smoker presented to radiotherapy
department with swelling on dorsum of nose for the past 1 year which
was insidious in onset, gradually progressive, associated with foul
smelling pus discharge and mild pain. There is no history of loss of
weight and loss of appetite. Patient had no history of comorbidities.
No significant family history was reported. General physical and
systemic examination was normal.

Local examination revealed an ulceroproliferative growth of size
5x5cm over dorsum of nose extending to involve the left eye with
foul smelling pus discharge from it (Figure 1). Histopathology and
immunohistochemical profile confirmed the diagnosis as malignant
nodular hidradenoma of nose. Magnetic resonant imaging of face and
Neck revealed a soft tissue lesion involving skin and subcutaneous
tissue of nose, extending to left periorbital region with infiltration into
left preseptal space, with loss of fat planes with left medial rectus
muscle and anterior sclera and reduced space of anterior chamber
along with infiltration of left nasal wall with extension into nasal
cavity. There were no metastases as evident from chest X-ray and
ultrasonography abdomen.

Oncosurgery opinion was sought for consideration of radical
surgery. However due to the massive extent of the disease, it was
deemed inoperable. Thus, patient was initially treated with palliative
intent using a hypofractionated External beam Radiotherapy (EBRT)
regimen of 20 Gy/5 fractions/ 1week (4 Gy per fraction). Patient
tolerated the treatment well (Figure 2) (Figure 3). Upon evaluation
of response to treatment one month after completion of EBRT patient
was found to have very good subjective as well as objective response
as evident in Figure 4. Patient is asymptomatic and was planned
for supplementary Radiotherapy; however he lost to follow-up
subsequently.

Figure | Clinical photograph of patient at presentation showing an
ulceroproliferative growth of size 5x5 cm over dorsum of nose extending to
involve the left eye.
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Figure 2 Haematoxylin and eosin stained slide under 0% magnification
showing intradermal development of malignancy and separation from
epidermis with a fibrous septa.

Figure 4 Clinical photograph of patient one month after treatment showing
significant regression of disease.

Discussion

Sweat gland tumor was first reported in 1865 and its classification
however developed in the late 1950s.° They comprise <1% of all skin
neoplasms with an overall incidence of 6%.° The Malignant nodular
Hidradenoma is an uncommon malignant cutaneous adnexal tumor
that can show differentiation toward various components of eccrine
sweat glands.® Malignant nodular Hidradenoma usually occur in the
sixth decade of life.” Its incidence is reported to be <0.001% and is
equal in both genders.>’

The tumor presents clinically as an asymptomatic solitary skin
lesion.® They may also appear as a nodule with or without ulceration.’
These tumors usually occur in the scalp, face or anterior surface of
the trunk.! It is usually a slow growing tumor however its aggressive
behavior is seen in recurrent cases.' Its aggressive form can metastasize
to regional lymph nodes or even to other distant sites.

The differential diagnosis includes primary skin tumors with
follicular, sebaceous, or sweat gland differentiation.!” They can also

Figure 3 Haematoxylin and eosin stained slide under 40% magnification
showing malignant cells with eosinophilic cytoplasm and nuclear atypia.

be mistaken with infundibular and pilar cysts, cutaneous tuberculosis
or dermatofibrosarcoma protuberans.* Hidradenomas can mimic
cutaneous metastatic disease from clear cell tumors such as renal cell
carcinoma.'®

Histopathologically, hidradenomas are said to arise from the ductal
epithelium of eccrine sweat glands.” They are comprised of two type
of cells: first, the round or polygonic cells with round nuclei and clear
cytoplasm and second, the multifaceted cells comprised of oval nuclei
and basophilic cytoplasm evenly arranged at the periphery of the first
cellular line.!! Characteristics of malignancy are poor circumscription,
presence of nuclear atypia, mitotic activity, presence of predominantly
solid cell islands, infiltrative growth pattern, necrosis, and angio-
lymphatic permeation.'

Being a very rare disease, it is impossible to have a clear consensus
on its treatment. Till date surgical excision seems to be the standard
of treatment wherever it is possible. However it has been reported
that recurrence rate after excision can range from 10% to 50%."
Wong et al recommended wide surgical resection with a least 2-cm
of clear margins for both primary disease and local recurrences.'
A special technique, Mohs micrographic surgery has been reported
to have lower recurrence rate.’ The need for lymph node dissection
remains unclear. It is indicated when there are signs of lymph node
local invasion; prophylactic dissection otherwise has not yet proved to
increase the disease free interval. Sentinel lymph node biopsy can be
done to identify a high risk of recurrence to assess the indication for a
radical lymphadenectomy.'

Therole of adjuvant therapy is controversial. Adjuvant radiotherapy
should be considered if there is dermal lymphatic invasion, nerve-
sheath involvement, deep structure infiltration, positive resection
margins, highly anaplastic morphology, and extracapsular lymph node
extension. Harari et al. reported complete remissions after external
beam radiotherapy for sweat gland tumors with positive margins after
surgery. In their study primary surgical beds were treated with 70Gy,
using a combination of photons and electrons, and regional lymphatic
chains with 50Gy." The use of upfront radiation radiotherapy without
surgical excision is rare. It is recommended to individualize the
treatment strategy.'®

In our patient palliative external beam radiation therapy was given
as the disease was too extensive for surgical excision. To our surprise,
patient responded miraculously with significant regression of disease
after radiotherapy. We, thus conclude that Radiotherapy is a good
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palliating tool for malignant nodular hidradenoma. This paves the
way for new research to establish the role of Radical Radiotherapy
in such cases.
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