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ABSTRACT

Eccrine spiradenoma is one of the rare, benign dermal neoplasm |
showing eccrine sweat gland differentiation. The literature search
accounts for less than 100 reported cases of eccrine spiradenoma.
Clinically, the lesion presents as solitary, intradermal,
circumscribed, round or oval, firm, painful or tender nodule Hospital, Era University, Lucknow,-226003
measuring from 0.3 - 5 cm in diameter. Rarely if ES, presents as i y .
multiple lesions, in combination with other types of adnexal
tumors such as cylindromas & trichoepitheliomas, it can be
considered as a part of the Brooke-Spiegler syndrome. Majority of
these tumours appear on the head/face & upper trunk region of the
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body. Spiradenomas arise in early adulthood in most instances with few reports also of congenital cases and
no sex predilection seen. The definitive diagnosis is made by excisional biopsy of the tumour. Complete
tumor excision with clear surgical margins is considered the primary treatment for these cases. Here, we
present a rare case report of a 58 years old male presenting with a soft, cystic lesion in the left lumbar region
of the abdomen for past 2 years duration. Surgical excision of the tumour was done with clear margins and
the specimen was sent for histopathological examination. Due to the overlapping histomorphological
features, this tumour is often confused with cylindromas and trichoepitheliomas along with other vascular
tumours. Eccrine Spiradenoma, although a benign tumour, but malignant transformation has been described
especially in long-standing cases or multiple lesions. So, early diagnosis is very important to prevent
recurrence and to identify any onset of malignant transformation.

KEYWORDS: Eccrine Spiradenoma, benign adnexal tumour, malignant transformation, Brooke-Spiegler

syndrome, genetic testing.
INTRODUCTION

Eccrine spiradenoma (ES) is a rare, benign dermal
neoplasm showing eccrine differentiation with first
paper publication by Kersting and Helwig in 1956
(1,2). Clinically, the lesion presents as solitary,
intradermal, circumscribed, round or oval, firm,
painful or tender nodule measuring from 0.3 - 5 cm in
diameter (3). Rarely if ES, present as multiple lesions,
in combination with other types of adnexal tumors
such as cylindromas & trichoepitheliomas, can be
considered as a part of the Brooke-Spiegler syndrome,
arare autosomal dominant disease, having mutation of
CYLD (Cylindromatosis) gene. Majority of these
tumours appear on the head/face & upper trunk region
of the body (1). Spiradenoma arise in early adulthood
in most instances although there are reports of
congenital cases too (4). No gender predilection has
been reported (5). The mainstay for ES is tumor
excision with clear surgical margins, however,

literature documents many cases of recurrence along
with its ability in long standing cases to undergo
malignant transformation. Therefore, it becomes
majorly important to make an early definitive
diagnosis of ES by excisional biopsy. Being a painful
lesion showing florid vascularisation on histology, ES
can be easily mistaken for glomus lesions or
angioleiomyoma (6). Hence, we report a noteworthy
case of ES in a 58-year-old-male with focus upon its
unusual clinical presentation followed by diagnosis
made solely on the basis of histopathological
examination of the excised lesion.

CASE REPORT

CLINICAL HISTORY A 58 year old male presented to
the surgery OPD (Out Patient Department) of Era's
Lucknow Medical College and Hospital, Lucknow, U.P.,
with the chief complaints of painless swelling in left
lumbar region of the abdomen for the past 2 years. The
swelling gradually increased in size over this period with a
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history of watery discharge observed around 1.5 months
back which stopped spontaneously. No history of pruritis,
increased pigmentation or any other similar lesion was
noted. Family history and medical history were
insignificant. Local examination of the lesion revealed
single, soft, globular swelling of size 2x2 ¢cm, with smooth
surface and round margins (Fig. 1). Routine blood
investigations were normal. Clinically, the differential
diagnosis of Sebaceous cyst and Lipoma were considered.
Lesion was surgically excised and the specimen was sent
to the histopathology laboratory for examination.

Fig. 1: Clinical image showing a 2x2 cm sofft,
globular, painless lesion present in the left lumbar
region of abdomen.

GROSSLY

The specimen was solitary, gray-white to gray-brown,
nodular, skin covered soft tissue piece measuring 2.0 x
1.5 x 1.0 cm. Cut section showed gray-white, solid
areas. Routine tissue processing and H&E staining as
per the protocol standardized in our histopathology
laboratory was performed.

MICROSCOPICALLY

H&E (Haematoxylin and Eosin) stained sections
showed an intradermal well-circumscribed,
uninodular, basophilic tumor with fibrous capsule
(blue ball) (Fig. 2). The overlying epidermis was intact
with no connections to the tumor island. The
neoplastic nodule was composed of dual cell
population arranged in intertwining cords fashion.
These tumor cells seen in the centre had large, pale
nuclei and scant cytoplasm while tumor cells seen at
the periphery had small, dark nuclei with scant
cytoplasm (Fig. 3). Also seen were tumor cells
surrounding the eosinophilic basement membrane
material which was PAS (Periodic Acid-Schiff)
positive (Fig. 4a) & Diastase resistant (Fig. 4b). The
stroma between the cords of epithelial cells was seen to
be focally edematous and hyalinized. Intratumoral
lymphocytes along with widely dilated vascular
channels were noted. However, no atypical mitosis

was observed. There was no evidence of granuloma
formation or any malignant focus seen in the tissue
material examined. Based on the above
histomorphological findings, final diagnosis of
Eccrine Spiradenoma was made.

Fig. 2: (H&E, 4X) Histological examination
revealed solitary strongly basophilic lobule of
tumor cells in the dermis. The nodule was well-
circumscribed & encapsulated.

Fig. 3: (H&E, 40X) The biphasic neoplastic
epithelial cell population (dark and pale) was
evident in the tumor lobule. Dark cells were small,
basaloid cells with hyperchromatic nuclei & scant
cytoplasm located at the periphery whereas pale
cells were larger with vesicular nuclei & ample
pale cytoplasm situated mainly in the centre.
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Fig. 4: (a) (PAS, 10X) PAS positive & (b) (PAS-
D, 10X) diastase resistant basement membrane
material was seen.

DISCUSSION

ES classically presents between the ages of 20-40
years with no sex predilection (6). However, in the
current case, the patient was 58 years old male. The
present case reports the location of ES in the left
lumbar region along anterior axillary line
approximately 10 cm left and lateral to umbilicus.
However, it has predilection for the head/face & upper
trunk region of the body (1).

Eccrine spiradenoma is a rare, benign dermal
neoplasm showing eccrine differentiation (1,2).
Clinically, the lesion presents as solitary, intradermal,
circumscribed, round or oval, blue coloured, firm,
painful or tender nodule ranging in size from 0.3 - 5 cm
in diameter (3). However, in our case the lesion was

soft, cystic and painless.

The clinical profile of the patient like male patient in
the 6" decade of his life, unusual site of presentation
along with soft, cystic and painless nature of the lesion
makes it a case report with an unusual clinical
presentation.

Grossly, ES is seen to be either uninodular or
multinodular tumor centered within the dermis,
commonly extending into the subcutaneous tissue (1).
However, in the present case, the tumor was
uninodular with no subcutaneous tissue present. The
definitive diagnosis of ES is in line with the
characteristic histopathological examination findings
of ES as described for the current case.

Clinical differential diagnosis of sebaceous cyst was
ruled out by the absence of cyst wall lining of stratified
squamous epithelium with prominent granular layer
and lamellated flakes of keratin (4). Also clinical
differential diagnosis of lipoma was offered in current
case which was ruled out histopathologically by
absence of lobules of mature adipocytes separated by
fibrous septae (4).

Histologically, it is very important to differentiate ES
from cylindroma and trichoepithelioma because of the
significant morphological overlap (1). Also, ES is
highly vascular having widely dilated vascular
channels that may result in a superficial resemblance
to an angioma, hemangiopericytoma or glomus tumor
(3). Even in the present case, all these histological
differentials were ruled out.

Various histochemical and immunochemical stains
can be used for the differential identification with ES
showing positive staining for PAS, CK-7, CK-8, CK-
18, CEA, EMA, S-100, SMA. Immunopositivity for
IKH4 is supportive of eccrine differentiation over
apocrine (4). The gold standard treatment for ES is
complete excision of the tumour with clear margins.
Low rates of recurrence has been documented by
various literature studies (7). Other treatment options
like radiotherapy, chemotherapy and carbon dioxide
laser ablation have been proposed although no studies
have substantiated an optimal practice (8). Even in the
present case, wide local excision with clear margins
was surgically performed.

Although, ES is a rare benign neoplasm of sweat
gland, however chances of recurrence and malignant
transformation increases in patients with long standing
history or with multiple lesions. Signs of malignancy
include an increase in size and number of lesions and
change in colour and any new symptoms such as pain,
ulceration and bleeding. Histological features
indicative of malignant spiradenoma include loss of
two cell populations, increased nuclear-to-
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cytoplasmic ratio, hyperchromasia, atypical mitosis
and necrosis (4). In our patient, histopathological
examination of specimen revealed no such finding.
Metastasis of malignant spiradenoma can manifest
years after complete removal (4).

CONCLUSION

Eccrine spiradenoma may present congenitally or
sporadically as tumour of the sweat glands with
unclear etiology. Early accurate diagnosis is very
important to prevent recurrence and more importantly
to identify onset of malignant transformation.
Although rare, malignant transformation has been
described in literature especially in long-standing or
multiple lesions. Therefore, if multiple lesions
(Brooke-Spiegler syndrome) are present, genetic
testing for CYLD / p53 tumor suppressor gene should
be done. With recent and ongoing improvements in
histopathological techniques, documenting the case
reports of ES having interesting and unusual clinical
presentations in the literature is the need of recent time
by the pathologists, thereby, playing an integral role in
the better understanding and setting up standard
therapeutic protocols for this rare tumour.
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