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1 | INTRODUCTION
The proliferating trichilemmal tumor (PTT) is a very rare
cutaneous adnexal neoplasm that originates from the ex-
ternal root sheath of the hair follicle, introduced by Jones
as epidermal cyst in 1996." PTTs are supposed to start from
a smooth and round solitary lesion, known as trichilem-
mal cyst (TC), which transforms into neoplasm, PTT, by
irritation, inflammation, or trauma.” Most cases are re-
ported in elderly women, and the main tumor site is the
scalp (about 90% of cases); very rare cases are observed
outside the head and neck region.’

Due to the rarity of this condition, differentiating
this tumor from other similar neoplasms is of great

The proliferating trichilemmal tumor (PTT) is a very rare cutaneous neoplasm
that rarely is malignant. PTTs mainly occur in the scalp of elderly women. Only
10% occur in places other than scalp. We present a 62-year-old male patient with
malignant PTT in his abdominal wall.

abdomen, malignant proliferating trichilemmal tumor

importance; trichilemmal keratinization can help diagno-
sis of PTT.* Three major types have been suggested for PTT:
benign, locally aggressive, and malignant®; the latter, intro-
duced in 1988,” has variable clinical outcome, complex his-
topathologic characteristics, and controversial treatment.’

Owing to the fact that cases with malignant PTT may
be misclassified as other PTT types or other tumor types,
such as squamous cell carcinoma (SCC), the exact inci-
dence of malignant PTT is unknown,’ but, generally fewer
than 50 cases has been reported so far. Furthermore, de-
spite the general concepts, introduced above, different
presentations have been reported for malignant PTT, such
as presentation at early age’ or giant tumor at an extraor-
dinary site, back of the wrist.® Therefore, presenting the
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clinical experience of each case can help enrichment of
the literature. In this paper, we present a male elderly with
malignant PTT in his abdominal wall, a rare tumor site,
which has been successfully treated with surgical excision.

2 | CASE PRESENTATION

The patient was a 62-year-old male patient, who had a sub-
cutaneous nodule in his left abdominal wall near umbilicus
since he was 2 years old, a painless mass at the size of a bean
(about 1 cm), as the patient acknowledged. The patient did
not refer to a physician for this problem, and the mass grew

TABLE 1 Results of the serum parameters of the patient

Patients’ Normal

Serum parameter value range Unit
White blood cell 10 x 10° 4-11 count/micro
Red blood cell 563 x10°  4.5-5 count/micro
Hemoglobin 16.30 12-15.5 mg/dl
Hematocrit 46.30 35-45 %
Platelet count 200 x 10> 150-450  count/micro
Partial thromboplastin 30 35-45 sec

time
PT/INR 12 12-14 sec
PT.INR 0.86 =
Blood glucose 145 mg/dl
Blood urea nitrogen 12 7-25 mg/dl
Creatinine 0.7 0.7-1.4 mg/dl
Serum sodium 138 130-148 mEq/L
Serum potassium 4 3.5-5 mEq/L

Abbreviations: INR, international normalized ratio; PT, Prothrombin time.

very slowly, becoming about 3-4 cm; in 3-4 years ago, when
the patient had a car accident and a blunt trauma to the ab-
domen, after which the mass started to grow rapidly and be-
came ulcerative with smelling discharge; but he still did not
seek medical help, although the smelling hematoma caused
problems for the patient, during wearing his clothes.

When the patient referred to us, the physician exam-
ined the patient and referred him for surgical excision with
wide margins. On the venous blood sample taken from the
patient the day before surgery, the patient’s serum param-
eters were within normal range (Table 1). The patient had
neither history of chronic diseases nor family history of a
similar disease. Under general anesthesia, the patient was
operated with safety margin; the resected mass was sent to
the laboratory for pathologic examination.

The pathologic examination showed malignant PTT,
confirmed by two pathologists. The gross examination
of the mass revealed one piece of ulcerated creamy/gray
mass 7 X 7 X 6 cm® at 0.6 cm distance from closest margin,
overlying skin tissue of 11 x 10 x 5 cm® (Figure 1). Cut sec-
tions showed poor-circumscribed solid heterogeneous ap-
pearance with firm consistency. Microscopic examination
of the mass revealed skin tissue with poorly circumscribed
lesion invading surrounding tissue culminating in des-
moplastic stromal reaction. Trichilemmal keratinization
with squamous eddies and no granular layer was present.
Nuclear atypia, and atypical mitoses, scattered giant cell,
and calcification were also noted (Figure 2). Necrosis was
present; all margins were free of tumor. Distance of tumor
from the closest margin was 0.6 cm. There was no lympho-
vascular or perineural invasion.

The patient received no postoperative treatment, other
than antibiotic therapy. The patient is now in good condi-
tion after 3 months.

FIGURE 1 Grossimage of the mass
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3 | DISCUSSION

In this paper, we presented a male patient with malignant
PTT. The patient's history suggested that he had TC since
childhood, which remained undiagnosed and untreated,
until it developed into PTT after a blunt trauma to the
abdomen; the mechanism has been previously described
for this type of tumors.” The tumor site in our case, the
abdominal wall, was one of the rare sites of malignant
PTT, as the head and neck, especially the scalp, is con-
sidered the most common site in previous reports.” We
summarized the cases reported with malignant PTTs at
sites other than head and neck in Table 2. According to
our literature review, there are only eight cases of ma-
lignant PTTs at sites other than head and neck (and two

FIGURE 2 Light microscopic view
(Hematoxylin and eosin, x200). (A and
B) trichilemmal keratinization without
granular layer; (C) Nuclear atypia and
mitotic activity (x400); (D) Stromal
invasion (x400); and (E) Necrosis and
calcification (x200)
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conference presentations, not included); the rest of PTTs
at sites other than head and neck were benign. Of note,
malignant PTT has not been previously reported in the
abdominal wall.

The literature review (Table 2) confirms the results of
previous reports on higher incidence of malignant PTT
in women,® while our case was a male patient. A deeper
look into this table shows a wide variety for the tumor
sites, which suggests that malignant PTT can be found in
almost any part of the body; therefore, the physicians must
be aware of this fact, in order to reduce the risk of misdiag-
nosis. Unfortunately, many cases have been misdiagnosed
as other conditions and have not received the appropriate
treatment, such as the case presented by Uchia et al. who
underwent radical mastectomy with axillary dissection,
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TABLE 2 Review of studies reporting malignant proliferating trichilemmal tumor at sites other than head and neck

Patient's
sex

Patient's

age

63

Outcome

Treatment

Tumor size

Tumor site

Author(s)

No recurrence after 3 months

Surgical excision with wide margins

14 x 9 cm?

Arm, wrist, and back of

Aneiros-

with axillary dissections

hand

Fernandez

etal®

Lost to follow-up

Surgical excision with 1 cm free

81

9.5 X 7.5 X 4.5 cm’>

Right forearm

Quifiones-

margins +skin graft

Martinez
etal.’

No recurrence after 6 months

Surgical excision with 2 cm margins

62
67

3cm

Left breast

Akrami et al.'®
Uchia et al.’

No recurrence after 8 months

Radical mastectomy with axillary

10 X 10 cm?

Breast with metastatic

dissection

axillary lymph node

No recurrence after 1 year

Local excision with close follow-up

73

3cm

Anus

Cuietal.'
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Not reported

Surgical excision with safety margins

56
69

3cm

Perianal
Gluteal

D’Avila et al.?°

Not reported

Deep resection

12 X 8 cm

Waziri et al.'
Yi et al.'®

Recurrence and metastasis after 2 years

Wide surgical excision

63

5X5X4cm

Left thigh

due to misdiagnosis as primary SCC,’ or that presented by
Wagziri et al. with the impression of lipoma.°

Diagnosis of malignant PTT for the present case was
performed by postoperative histopathologic examina-
tion, which resulted in observation of necrosis, high mi-
totic count, and atypia, advocated as the hallmarks of
diagnosis.* Others have also suggested the positivity of
immunohistochemical markers, like CD34, in malignant
PTT," which have not been tested in the present study.
Yet, more definite classifications are required for a bet-
ter differentiation of the types.'? Fine needle biopsy has
been suggested as inappropriate diagnostic method, and
full excision is required." Beside the difficulty of diagno-
sis, the optimal treatment of malignant PTT is also con-
troversial; some suggest radical excision as the solitary
treatment required, while others suggest the need for
adjuvant therapies.® There is also report of a successful
radical radiotherapy in a case with inability to undergo
surgery.™

For the choice of treatment, we have performed wide
surgical excision and the results of follow-up showed suc-
cess of this treatment without recurrence or metastasis to
other sites. This is while some report metastasis and re-
currence of malignant PTT.'>'® The results of Table 2 also
show that the majority of malignant PTT, at sites other
than head and neck, have undergone surgical excision
with wide margins (1-2 cm) without adjuvant therapy,
which is similar to the treatment performed in the present
study. But we cannot definitely state that this treatment
is appropriate for this type of neoplasm, as most studies
have not reported the long-term outcome of the patients
or have only reported 3-6 months' follow-up results.

4 | CONCLUSION

This paper presents a rare neoplasm, malignant PTT, at
a rare site and rare gender, which has been diagnosed by
postoperative histopathologic assessment. Fortunately,
the wide excision cured the patient's problem without re-
currence or metastasis until the publication of this paper.
This report emphasizes on the importance of considering
malignant PTT at any part of the body's skin, in order to
reduce misdiagnosis and mistreatment of the patients and
improve the patients’ prognosis.
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