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including sodium salicylate, cyclooxygenase (COX)2 
inhibitors (i.e., celecoxib), corticoids and prostaglandins 
as well as phytomedical products inhibit NF-κB activity 
and thus, may be of benefit in BSS.[9] However, their 
possible clinical efficacy remains to be elucidated.
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Cylindroma of the scalp

Sir,
A 56-year-old woman presented with a long-standing 
history of slow-growing multiple scalp nodules. 
Her daughter and aunt also had a history of similar 
cutaneous lesions. Physical examination revealed 
multilobulated, large, epiphytic pink nodules, 2.5 cm by 
6 cm in the greatest dimension, on the scalp [Figure 1]. 
The nodules were painless, solid, and movable from the 
underlying surface. Results of the routine laboratory 
examinations were normal. The histopathology of the 
scalp nodule revealed a well-defined dermal lesion 
composed of islands and cords of dark basaloid cells 
arranged in a jigsaw puzzle-like pattern and separated 
by hyaline basement membrane material, which was 
suggestive of cylindroma [Figure 2]. This patient 
underwent staged procedures, with debulking surgery 
followed by contouring with split-thickness skin graft. 
After 1 year, she was lost to follow-up.

Cylindromas are benign skin appendage tumors. 
They can be seen in conjunction with spiradenomas 
and trichoepitheliomas, and this condition is known 
as Brooke-Spiegler syndrome (BSS).[1] BSS is a rare 
autosomal dominant disorder caused by mutations of 
the cylindromatosis gene (CYLD) located at 16q12-q13.[2] 
The penetrance of the gene has been estimated to be 
between 60% and 100%.[3] Histologically, the tumors 
are circumscribed, nonencapsulated dermal nodules 
composed of islands and cords of basaloid cells 
surrounded by a thick, hyalinized, periodic acid-
Schiff (PAS)-positive basement membrane. The cells 
are arranged in an interlocking “jigsaw-puzzle”-like 
architecture.[4]

Treatment options in BSS are mainly for cosmetic 
concern. For solitary tumors, surgical excision is the 
treatment of choice. Other forms of therapy include 
electrodesiccation, curettage, cryosurgery, and excision 
with the use of carbon dioxide or neodymium-doped 
yttrium aluminum garnet; Nd:Y3Al5O12 (Nd:YAG) 
laser.[5,6] Topical 5% imiquimod cream has been 
advocated as a useful treatment.[7] Recently, it was 
suggested that targeting nuclear factor (NF)-κB in 
cylindroma therapy may be of therapeutic potential 
in patients with multiple tumors in the course of BSS. 
In one case of familial trichoepitheliomas, significant 
improvement was achieved with a combination of 
adalimumab and aspirin. This combination was chosen 
in order to block tumor necrosis factor alpha (TNFα)-
induced activation of NF-κB at two different levels of 
the signaling pathway.[8] Several therapeutic agents 
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Figure 1: Physical examination revealed multilobulated large epiphytic pink 
nodules, 2.5 cm by 6 cm in the greatest dimension, on the scalp

Figure 2: The histopathology of the scalp nodule revealed a well-defined 
dermal lesion composed of islands and cords of dark basaloid cells arranged 
in a jigsaw puzzle-like pattern



Letter to Editor

Journal of Research in Medical Sciences| September 2015 | 924

Majid Rostami Mogaddam, Nasrollah Maleki1

Department of Dermatology, Imam Khomeini Hospital, Ardabil University 
of Medical Sciences, Ardabil, 1Department of Endocrinology, The Persian 

Gulf Tropical Medicine Research Center, Bushehr University of Medical 
Sciences, Bushehr, Iran

Address for correspondence: Dr. Nasrollah Maleki, 
Department of Endocrinology, The Persian Gulf Tropical Medicine 

Research Center, Bushehr University of Medical Sciences, Bushehr, 
Iran.  

E-mail: malekinasrollah@yahoo.com

REFERENCES

1. Chen M, Liu H, Fu X, Yu Y, Yu G, Tian H, et al. Brooke-Spiegler 
syndrome associated with cylindroma, trichoepithelioma and 
eccrine spiradenoma. Int J Dermatol 2013;52:1602-4.

2. Massoumi R, Paus R. Cylindromatosis and the CYLD gene: 
New lessons on the molecular principles of epithelial growth 
control. Bioessays 2007;29:1203-14.

3. Ly H, Black MM, Robson A. Case of the Brooke-Spiegler syndrome. 
Australas J Dermatol 2004;45:220-2.

4. Massoumi R, Podda M, Fässler R, Paus R. Cylindroma as tumor 
of hair follicle origin. J Invest Dermatol 2006;126:1182-4.

5. Retamar RA, Stengel F, Saadi ME, Kien MC, Della Giovana 
P, Cabrera H, et al. Brooke-Spiegler syndrome-report of four 
families: Treatment with CO2 laser. Int J Dermatol 2007; 
46:583-6.

6. Rallan D, Harland CC. Brooke-Spiegler syndrome: Treatment with 
laser ablation. Clin Exp Dermatol 2005;30:355-7.

7. Johnson H, Robles M, Kamino H, Walters RF, Lee A, Sanchez M. 
Trichoepithelioma. Dermatol Online J 2008;14:5.

8. Fisher GH, Geronemus RG. Treatment of multiple familial 
trichoepitheliomas with a combination of aspirin and a 
neutralizing antibody to tumor necrosis factor alpha: A case report 
and hypothesis of mechanism. Arch Dermatol 2006;142:782-3.

9. Lee CH, Jeon YT, Kim SH, Song YS. NF-kappaB as a potential 
molecular target for cancer therapy. Biofactors 2007;29:19-35.

This is an open access article distributed under the terms of the 
Creative Commons Attribution-NonCommercial-ShareAlike 3.0 
License, which allows others to remix, tweak, and build upon the 
work non-commercially, as long as the author is credited and the 
new creations are licensed under the identical terms.

Access this article online
Quick Response Code:

Website:  

www.jmsjournal.net

DOI:  

****

How to cite this article: Mogaddam MR, Maleki N. Cylindroma of the scalp. 
J Res Med Sci 2015;20:923-4.


