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Introduction
Pilomatricoma (Malherben’s calcifying epithelioma) is usually 

slow-growing, asymptomatic, benign skin tumor. The tumor cells 
originate from outer sheath cells of hair follicle. These tumors are well-
circumscribed, rigid, 5-30 mm in size, deep dermal and subcutaneous 
masses and are generally seen between 5-15 years of age, on the head, 
neck and upper limb. Pilomatricoma is often solitary nodule, but also 
can be multiple and familial. Diagnosis is made by histopathological 
examination of the excisional biopsy [1,2].

In general, clinical diagnosis is overlooked by physicians who are 
not familiar with this tumor. Improve in physicians’s knowledge about 
pilomatricoma should decrease unnecessary detailled investigations 
and increase true clinical initial diagnosis rates.

Case
Ten-month-old male patient was admitted because of a mass 

growing on the forehead. The mass was noticed for the first time at four 
months of age and antibiotics were used with abscess diagnosis. The 
patient had not a history of trauma exposure and infection. Physical 
examination showed stable vital signs and semi-mobile, medium-
hard, hairless, rough, very fluffy, pink purple, 3×2.5 cm sized mass on 
frontal vertex (Figure 1). Other systemic examinations were normal. 
Laboratory testings showed WBC: 8300/mm3, Hb: 11 mg/L, Hct: 32%, 
platelets: 276000/mm3, ESR: 18 mm/h. Biochemistry and urinalysis 
were normal. Alpha-fetoprotein level, viewed with suspicion of initial 
diagnosis teratoma, was 32 ng/mL (0-80).

By ultrasonography; hypoechoic, globe, mobile, regular contoured, 
2 cm in diameter mass in subcutaneous adipose tissue on the frontal 
area was detected. A well-circumscribed 1.5×2 cm sized round mass 
with calcified appendages is detected by computed tomography at an 
external center of 4 months of age. Excisional biopsy of the lesion is 
made by total removal. The histopathological examination of mass 
showed eosinophilic stained, and in some areas calcified, epithelial 
islands formed from basoloid cells. Vascular and perineural invasion 
was not observed (Figure 2). Case was diagnosed as pilomatricoma, by 
these histopathological signs. The physical examination of patient was 
normal at 2 years old, and relapse was not observed during follow-up.

Discussion
Pilomatricoma is seen usually at the head, neck and upper 
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Abstract
Pilomatricoma is benign skin tumor originates from outer sheath of hair follicle cells and is usually locates 

on head, neck and upper extremities. 40% of pilomatricomas are diagnosed in the first decade of life. It is most 
commonly seen between the ages of 8-13 in children. These nodular tumors are rarely multiple and familial. 
Pediatricians are not so familiar to these tumors, so true initial diagnosisis is not usually feasible. The definitive 
diagnosis is made by histopathological examination of tissue obtained by excisional biopsy. Although its rare, 
because of tumors metastasis potential and recurrence potentiality in cases that accurate excision could not be 
obtained, wide surgical excision should be performed. The incidence of recurrence is very low.

In this report; 10 months old male patient with pilomatricoma, diagnosed by pathology procedures, is presented 
who was examined detailly many times due to huge puffy mass in the head kept growing from 4 months of age.
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Figure 1: A firm mass on the frontal vertex. 

Figure 2: Microscopic view of the mass  (Hematoxylin and eosin staining).
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extremities, and less frequently at trunk and lower extremities. Lesion 
is solitary, firm, well-circumscribed, slow-growing, asymptomatic, 5-30 
mm in size, located deep dermal or subcutaneous and covered with 
normal skin tissue [1]. Superficial lesions may be reddish or purplish 
due to hemorrhage [2]. Lesions are often defined at age 5-15. Female/
male ratio is 1.1/1 and the majority of cases reported in white race [3,4]. 
It has perforating, exophytic, multinodular, giant and bullous clinical 
types.6,7 Our case is clinically consistent with the perforating and 
exophytic type.

Physical examination shows mobile, stiff as cartilage or bone and 
sometimes painful tumor with smooth borders. Melanin pigment 
and calcification may be present up to 75-80% in the tumor. These 
tumors are generally solitar but should be 2-3% multiple and rarely 
familial [1,3,5]. Although multiple tumors were attempted to be 
related with muscular dystrophy, sarcoidosis, Rubistein Taybi, Turner 
syndrome, Goldenhar syndrome, Kabuki syndrome, Sotos syndrome; 
no relationship has founded with pilomatricoma. Cystic skin changes 
like pilomatricoma’s can also be seen in Gardner’s syndrome [6-10]. In 
our case, the tumor was solitar, and there was no clinical sign of other 
diseases.

In the pathogenesis it is recently suggested that 75% of the cases 
result from mutation in lymphoid enhancer factor-1 (LEF-1) located 
in the nucleus and beta-cate (CTNNB1) genes, despite the opinion that 
disorder impoves due to defect in proto-oncogene like bcl-2. Mutations 
in these genes may cause disorder by corrupting the DNA repair system 
in the cell [11,12].

Radiologically, plain radiographs can show non-specific 
calcifications. Tumor is visualised as solitary, well-circumscribed, 
subcutaneous mass by ultrasonography, CT and MRI. In the tumor, 
calcifications may be rare or widespread [13,14]. In our case, the 
diagnosis of teratoma was suggested because the tumor located 
midline and there was no calcification at CT. Normal values for alpha-
fetoprotein chased us from this diagnosis. We think that radiological 
tests such as CT and plain graphies are not necessary if the clinical 
diagnosis is definite for pilomatricoma and excisional biopsy can 
be performed in this conditions. The definitive diagnosis is made 
by histopathologic examination of the mass obtained by excisional 
biopsy. Histopathological examination of pilomatricoma shows a 
capsule formed by connective tissue. Irregularly shaped islands of 
epithelial cells are localized in a cellular stroma. In these islands, there 
are basophilic and shadow cells without nuclear atypia. There are small, 
round, eosinophilic keratinization centers in the most of the tumors 
[15,16]. 

The treatment of choice and standard therapy for benign 
pilomatricoma is complete surgical excision. Occasionally, overlying 
skin will need to be excised secondary to tumor adherence to the 
dermis [17]. A wide excision with 1-2 cm of healthy tissue surrounding 
the mass must be performed. Morales and McGoey1 have advocated 
incision and curettement for cosmetic preservation in large tumors or 
for those in exposed areas [18].

The role of radiation is unknown owing to the small number of 
reported cases, but may help in locoregional control [19]. 

The incidence of recurrence is very low in patients with fully 
extraction. Pilomatricomas are benign lesions, but pleomorphism 
at basaloid cells, increased mitotic activity, local invasion or vascular 
invasion suggest pilomatrix carcinom. Pilomatrix carcinom is more 
common in older age and male gender. Local invasion and distant 
metastasis may be related with death [20].

In our patient, mass was removed under general anesthesia. No 
complication and recurrence developed during follow-up. Striking 
feature of this case is that pilomatricoma was a vegetative mass at 
midline. This is a rare presentation.

As a result, pilomatricoma is a rare, benign tumor in children. It 
could be misdiagnosed as other skin tumors. Because its clinical features 
are not well known, it has no specific signs or markers and it is seen 
in different regions in different forms. Mansur et al. [21] reported 25 
patients with same presentation and 7 of them have clinically diagnosed 
as pilomatricoma. Our case was evaluated by several clinics, but could 
not diagnosed accurately. Definitive diagnosis is performed by biopsy, 
merely. Increasing knowledge of pediatricians about pilomatricoma, 
should prevent delay in diagnosis and unnecessary investigations; and 
make clinicians think this disorder more often in pre-diagnosis about 
tumors arising from the skin joints.

Acknowledgement

All author of this article are thankful to the patient’s family.

References

1.	 Yuca K, Kutluhan A, Cankaya H, Akman E (2004) Giant pilomatrixoma arising 
in the preauricular region: a case report. Kulak Burun Bogaz Ihtis Derg 12: 
147-149.

2.	 Williams MD, Pearson MH, Thomas FD (1991) Pilomatrixoma: a rare condition 
in the differential diagnosis of a parotid swelling. Br J Oral Maxillofac Surg 29: 
201-203.

3.	 Pirouzmanesh A, Reinisch JF, Gonzalez-Gomez I, Smith EM, Meara JG (2003) 
Pilomatrixoma: a review of 346 cases. Plast Reconstr Surg 112: 1784-1789.

4.	 Lan MY, Lan MC, Ho CY, Li WY, Lin CZ (2003) Pilomatricoma of the head and 
neck: a retrospective review of 179 cases. Arch Otolaryngol Head Neck Surg 
129: 1327-1330.

5.	 Bulut Y, Karadeniz C, Kurugöl Z, Koturoglu G, Aksit S. Nadir Görülen Bir Deri 
Tümörü: Pilomatrikoma. Turkiye Klinikleri J Pediatr. 2008;17:67-70. 

6.	 Kittisupamongkol W (2011) Re: “Multiple pilomatrixoma in Turner syndrome”. 
Ophthal Plast Reconstr Surg 27: 304.

7.	 Hamahata A, Kamei W, Ishikawa M, Konoeda H, Yamaki T, Sakurai H. Multiple 
Pilomatricomas in Kabuki Syndrome. Pediatr Dermatol. 2012 Feb 3. doi: 
10.1111/j.1525-1470.2011.01718.x. 

8.	 Bayle P, Bazex J, Lamant L, Lauque D, Durieu C, et al. (2004) Multiple 
perforating and non perforating pilomatricomas in a patient with Churg-Strauss 
syndrome and Rubinstein-Taybi syndrome. J Eur Acad Dermatol Venereol 18: 
607-610.

9.	 Ishida T, Abe S, Miki Y, Imamura T (2007) Intraosseous pilomatricoma: a 
possible rare skeletal manifestation of Gardner syndrome. Skeletal Radiol 36: 
693-698.

10.	Gilaberte Y, Ferrer-Lozano M, Oliván MJ, Coscojuela C, Abascal M, et al. 
(2008) Multiple giant pilomatricoma in familial Sotos syndrome. Pediatr 
Dermatol 25: 122-125.

11.	Ishige T, Kikuchi K, Miyazaki Y, Hara H, Yoshino A, et al. (2011) Differentiation 
and apoptosis in pilomatrixoma. Am J Dermatopathol 33: 60-64.

12.	Xia J, Urabe K, Moroi Y, Koga T, Duan H, et al. (2006) beta-Catenin mutation 
and its nuclear localization are confirmed to be frequent causes of Wnt signaling 
pathway activation in pilomatricomas. J Dermatol Sci 41: 67-75.

13.	Ichikawa T, Nakajima Y, Fujimoto H, Koyama A, Honma M, et al. (1997) Giant 
calcifying epithelioma of Malherbe (pilomatrixoma): imaging features. Skeletal 
Radiol 26: 602-605.

14.	Niwa T, Yoshida T, Doiuchi T, Hiruma T, Kushida K, et al. (2005) Pilomatrix 
carcinoma of the axilla: CT and MRI features. Br J Radiol 78: 257-260.

15.	Ieni A, Todaro P, Bonanno AM, Catalano F, Catalano A, et al. (2012) Limits 
of fine-needle aspiration cytology in diagnosing pilomatrixoma: a series of 25 
cases with clinico-pathologic correlations. Indian J Dermatol 57: 152-155.

http://www.ncbi.nlm.nih.gov/pubmed/16020991
http://www.ncbi.nlm.nih.gov/pubmed/16020991
http://www.ncbi.nlm.nih.gov/pubmed/16020991
http://www.ncbi.nlm.nih.gov/pubmed/1651762
http://www.ncbi.nlm.nih.gov/pubmed/1651762
http://www.ncbi.nlm.nih.gov/pubmed/1651762
http://www.ncbi.nlm.nih.gov/pubmed/14663221
http://www.ncbi.nlm.nih.gov/pubmed/14663221
http://www.ncbi.nlm.nih.gov/pubmed/14676160
http://www.ncbi.nlm.nih.gov/pubmed/14676160
http://www.ncbi.nlm.nih.gov/pubmed/14676160
http://www.ncbi.nlm.nih.gov/pubmed/20502371
http://www.ncbi.nlm.nih.gov/pubmed/20502371
http://www.ncbi.nlm.nih.gov/pubmed/22304445
http://www.ncbi.nlm.nih.gov/pubmed/22304445
http://www.ncbi.nlm.nih.gov/pubmed/22304445
http://www.ncbi.nlm.nih.gov/pubmed/15324407
http://www.ncbi.nlm.nih.gov/pubmed/15324407
http://www.ncbi.nlm.nih.gov/pubmed/15324407
http://www.ncbi.nlm.nih.gov/pubmed/15324407
http://www.ncbi.nlm.nih.gov/pubmed/17235575
http://www.ncbi.nlm.nih.gov/pubmed/17235575
http://www.ncbi.nlm.nih.gov/pubmed/17235575
http://www.ncbi.nlm.nih.gov/pubmed/18304174
http://www.ncbi.nlm.nih.gov/pubmed/18304174
http://www.ncbi.nlm.nih.gov/pubmed/18304174
http://www.ncbi.nlm.nih.gov/pubmed/21239898
http://www.ncbi.nlm.nih.gov/pubmed/21239898
http://www.ncbi.nlm.nih.gov/pubmed/16378715
http://www.ncbi.nlm.nih.gov/pubmed/16378715
http://www.ncbi.nlm.nih.gov/pubmed/16378715
http://www.ncbi.nlm.nih.gov/pubmed/9361356
http://www.ncbi.nlm.nih.gov/pubmed/9361356
http://www.ncbi.nlm.nih.gov/pubmed/9361356
http://www.ncbi.nlm.nih.gov/pubmed/15730993
http://www.ncbi.nlm.nih.gov/pubmed/15730993
http://www.ncbi.nlm.nih.gov/pubmed/22615520
http://www.ncbi.nlm.nih.gov/pubmed/22615520
http://www.ncbi.nlm.nih.gov/pubmed/22615520


Citation: Cayir A, Sahin IO, Butun MF, Ozaydin E, Emir S (2013) Children Pilomatricoma (Calcifying epithelioma): A case of Atypical Placement. Adv 
Tech Biol Med 1: 110. doi: 10.4172/2379-1764.1000110

Page 3 of 3

Volume 1 • Issue 2 • 1000110
Adv Tech Biol Med
ISSN: 2379-1764 ATBM, an open access journal

19.	Black SJ, Marple BF, Vuitch F (1993) Multiple giant pilomatrix carcinomas of
the head and neck. Otolaryngol Head Neck Surg 109: 543-547.

20.	Autelitano L, Biglioli F, Migliori G, Colletti G (2009) Pilomatrix carcinoma with
visceral metastases: case report and review of the literature. J Plast Reconstr
Aesthet Surg 62: e574-577.

21.	Mansur AT, Serdar ZA, Erçin Z, Gündüz S, Aker F (2004) The clinical and
histopathologic features of 25 pilomatricoma cases. TÜRKDERM 38: 37-40. 

16.	Dubb M, Michelow P (2009) Fine needle aspiration cytology of pilomatrixoma
and differential diagnoses. Acta Cytol 53: 683-688.

17.	Danielson-Cohen A, Lin SJ, Hughes CA, An YH, Maddalozzo J (2001) Head
and neck pilomatrixoma in children. Arch Otolaryngol Head Neck Surg 127:
1481-1483.

18.	Morales A, McGoey J (1980) Pilomatricoma: treatment by incision and
curettement. J Am Acad Dermatol 2: 44-46.

http://www.ncbi.nlm.nih.gov/pubmed/8414577
http://www.ncbi.nlm.nih.gov/pubmed/8414577
http://www.ncbi.nlm.nih.gov/pubmed/19027384
http://www.ncbi.nlm.nih.gov/pubmed/19027384
http://www.ncbi.nlm.nih.gov/pubmed/19027384
http://www.readperiodicals.com/201304/3009112221.html
http://www.readperiodicals.com/201304/3009112221.html
http://www.ncbi.nlm.nih.gov/pubmed/20014559
http://www.ncbi.nlm.nih.gov/pubmed/20014559
http://www.ncbi.nlm.nih.gov/pubmed/11735819
http://www.ncbi.nlm.nih.gov/pubmed/11735819
http://www.ncbi.nlm.nih.gov/pubmed/11735819
http://www.ncbi.nlm.nih.gov/pubmed/7354150
http://www.ncbi.nlm.nih.gov/pubmed/7354150

	Title
	Corresponding author
	Abstract
	Introduction
	Case
	Discussion
	Acknowledgement
	Figure 1
	Figure 2
	References

