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ý ý
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background.

 

Reports in the literature reveal that malignant
eccrine spiradenomas (MES) are exceedingly rare, and represent
aggressive tumors arising in long-standing benign eccrine spi-
radenomas (ES).

 

objective. 

 

We present a de novo case of MES of the nose, in
contrast to reports in the literature of progression from long-
standing benign lesions.

 

methods.

 

Case report and brief review of the literature.

 

results.

 

Our case was accepted as de novo MES because there

was no evidence of ES on pathologic examination. It was
treated by surgical excision with 1 cm tumor-free margins. No
recurrence or complications were observed for 2 months, but
long-term follow-up could not be performed because the pa-
tient died of adenocarcinoma of the colon.

 

conclusion. 

 

Although previously reported lesions have arisen
in long-standing benign ESs, usually on the trunk or extremities,
this report shows that MES may occur as a primary malignant
tumor and may occur in unusual locations such as the nose.

 

MALIGNANT ECCRINE spiradenomas (MESs) are
rare tumors that arise from a preexisting eccrine spi-
radenoma (ES).

 

1–5

 

 Clinical features of these tumors
may include a history of enlargement in a previously
stable lesion, and a large majority of reported cases
have occurred on the extremities or trunk and very
rare cases have been reported on the head.

 

4,5

 

 We will
present a case of de novo MES with an interesting and
unusual location, and briefly review the world litera-
ture. More than 30 cases of MES have been reported
in the literature, and to our knowledge this case is the
first report in which de novo MES is seen with another
visceral cancer.

 

Case Report

 

A 57-year-old white man presented to the department
of medical oncology with a rapidly growing nodular
lesion on the nose. A very small pink nodule was first
noted by the patient 2 months earlier. At the same
time chemotherapy was begun for adenocarcinoma of
the colon with liver metastases. The small nodular le-
sion enlarged rapidly over 2 months and the patient
presented to us for local excision of the lesion. Physi-
cal examination revealed a 2 cm 

 

3

 

 2 cm 

 

3

 

 1.5 cm
pink-blue, mobile, nodular, painful lesion on the nose
(Figure 1) without regional lymphadenopathy. The

patient had a history that included smoking two packs
of cigarettes a day over 25 years.

Tumor resection including full-thickness dermis
was performed with a 1 cm margin under local anes-
thesia. The wound was closed with a full-thickness
skin graft, which was obtained from the left preauric-
ular area (Figure 2). Pathology revealed MES and re-
sidual tumor in the base. Additional surgical excision
or adjuvant therapy were not felt to be necessary given
the extensive chemotherapy administered for adeno-
carcinoma of the colon with multiple liver metastases,
and expected survival was not more than 6 months.
The patient died 2 months postoperatively caused by
metastatic adenocarcinoma of the colon. In that time
there was no local recurrence or metastasis of the MES. 

 

Pathologic Findings

 

Gross examination of the specimen revealed a 2.7 cm 
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2 cm 

 

3

 

 2 cm pink, nodular lesion that included multi-
ple small nodules in sections. The specimen was fixed
in a 10% neutral buffered formaldehyde solution and
embedded in paraffin. It was routinely processed with
hematoxylin and eosin staining.

Microscopic examination of the epidermis revealed
hyperkeratosis and a subcorneal pustule in only one
area. The dermis showed atypical epithelial formation,
most of which were solid with some adenoid pattern.
This formation was composed of cells having large hy-
percromatic nuclei and eosinophilic cytoplasms (Fig-
ure 3). The tumor cells showed marked nuclear atypia,
high mitotic figures, and massive necrosis (Figure 4).
There was focal squamous differentiation. The re-
sected margins were free of tumor except for the base.
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We did not observe any microscopic finding belong-
ing to benign ES or a transition zone. The immunohis-
tochemical investigation with the LSAB (labeling strepta-
vidin-biotin) alkaline phosphatase method found the cell
population to be cytokeratin positive and vimentin nega-
tive. On the basis of such evidence the diagnosis of MES
was made. 

 

Discussion

 

MES is a rare adnexal neoplasm of the skin. It is the
malignant counterpart of ES, which was originally de-
scribed by Kersting and Helwig in 1956.

 

6

 

 Malignant
transformation of ESs was first described by Dabska
in 1972.

 

7

 

 Since then only 32 cases of MES, which have
occurred primarily on the extremities or trunk and

rarely on the face or scalp, have been described (Table
1). Clinical features of MES reported in the literature
include a previously stable lesion of more than 2 years
duration in 87.5% of patients and of more than 12
years duration in 66.7%.

 

5,8

 

 These tumors occurred
over a broad range of ages (21–85 years) without any
sex predominance.

 

9–11

 

 
Although the cases reported previously have shown

sudden differentiation, rapid enlargement, change in
color, or ulceration in long-standing benign lesions,
our case had no such long-standing benign lesion and
the tumor occurred suddenly as a painful, rapidly
growing nodule de novo. Also no other case of MES in
conjunction with another simultaneous malignancy
has been reported in the literature previously.

 

1–5,7,9–22

 

In the histopathologic examination of MES, two
distinct components are seen: typical benign eccrine

 

Table 1.

 

Malignant Eccrine Spiradenoma Reported Cases

 

a

 

Reference Age/Sex Duration (years) Size (cm) Location Signs and Symptoms

 

1 72/M

 

,

 

1 0.5 Forehead EN, ULC
2 59/M 40 3 Forearm Unknown
2 39/M Several 0.8 Back Unknown
2 50/F Several 2 Back EN
12 52/F 13 6 Hip EN
13 45/F Short 1 Upper arm REN
3, 18 67/M 40 3 Foot EN,TEN
3, 18 35/F Several 1 Foot EN
9 52/F 25 4 Abdomen Color change
9 51/M Long 1.5 Groin EN
24 60/M

 

.

 

30 3 Elbow EN
10 67/M 27 6 Elbow EN
10 57/M 25 3 Distal arm EN
10 72/F 20 4 Forearm EN, ULC
7 48/F 15 10 Hip EN
7 76/F 30 3 Back REN
13 74/F 1 month Unknown Palm Unknown
14 26/F Many 3.3 Back EN, REN
14 67/F 30 3 (estimate) Knee Color change
15 50/M 30 1.8 Chest REN
15 60/M Many Many Neck EN
16 36/M

 

,

 

12 2 Finger EN
16 76/M 12 3 (estimate) Finger REN
17 59/M 50 5 Shoulder None
17 85/F 70 3 Thumb EN, ULC, TEN
19 22/F 22 Many Chest EN, TEN
20 29/M Unknown 2.5 Thumb Unknown
21 21/M 12

 

.

 

4 Foot EN
22 42/F

 

,

 

2 3 Breast Nodules, EN, TEN
23 48/F

 

.

 

28 Unknown Chest EN, Color change
23 72/M Unknown Unknown Arm EN
4 72/F 12 12.0 Scalp Nodules, REN
Current 57/M

 

,

 

2 months 2 Nose REN, TEN

 

EN, enlarged; REN, rapid enlargement; TEN, tenderness; ULC, ulcerated.

 

a

 

Adapted from Jamshidi et al.
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spiradenoma and carcinoma with areas of transitions.

 

8

 

The carcinoma may show squamous differentiation or
sarcomatous change.

 

1,7

 

,

 

14

 

 Microscopic examination in
our case showed only carcinoma, including prolifera-
tion of solid masses of tumor cells with large hyper-
chromatic nuclei and frequent atypical mitoses, inva-
sion of surrounding connective tissue, loss of basement
membrane, and squamous differentiation. Histologi-
cally we did not see any finding of a benign lesion or a
transition zone. Since our clinical history was supported
by these histologic findings, we accepted our case as de
novo MES.

Although the best management of this rare neo-
plasm is uncertain, the treatment of choice for MES
consists of wide local excision. In previously reported
cases, at least two surgical resections were performed
in an attempt to control the disease in 60% of patients.

 

5

 

Wide local excision is performed with 1–3 cm margins
and if possible, intraoperative frozen sections or Mohs

micrographic surgery should be utilized to ensure tumor-
free margins, as recommended in recent studies.

 

5,10,11

 

The clinical course of MES varies in the reported
cases. Metastasis to the bones, lungs, brain, and lymph
nodes have been described.

 

2,7,14,16,20

 

 Various adjuvant
treatment modalities including chemotherapy, radia-
tion therapy, and lymph node dissection have also
been used.

 

3,10,21

 

 Close postoperative follow-up is very
important to monitor local recurrence, or regional or
distant metastasis. Unfortunately the data and the fol-
low-up time are inadequate to establish a certain adju-
vant treatment protocol for all cases, and therefore
treatments must be individualized.

In summary, it should be kept in mind that MES
can be seen de novo with secondary malignancy con-
comitantly and may be seen in unusual locations such
as the nose. We need more information about this rare

Figure 1. Lateral view of the tumor on the nose tip. Figure 3. Malignant pleomorphic epithelial cells with large vesicu-
lar nuclei. (Hematoxylin and eosin; magnification 4003.)

Figure 4. The gland formation and frequent mitotic figures at the
MES. (Hematoxylin and eosin; magnification 2003.)Figure 2. Anterior view of the patient 1-month postoperatively.
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tumor and its biological behavior, diagnosis, and treat-
ment modalities.
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