
Letters to the Editor

549Indian Journal of Dermatology, Venereology and Leprology | Volume 86 | Issue 5 | September-October 2020

transformation of epidermal nevi, the patient is on follow up for 
the same. It is also prudent to watch out for other anomalies, 
even in clinically asymptomatic individuals, with a combination 
of the characteristic nevi of phakomatosis pigmentokeratotica.

Declaration of patient consent
The authors certify that they have obtained all appropriate 
patient consent forms. In the form, the legal guardian has given 
his consent for images and other clinical information to be 
reported in the journal. The guardian understands that names 
and initials will not be published and due efforts will be made 
to conceal the identity, but anonymity cannot be guaranteed.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

Asmita Sinha, Vivek Kumar, Rajesh Verma, 
Biju Vasudevan

Department of Dermatology, Base Hospital, Lucknow, Uttar Pradesh, India

Correspondence: Dr. Biju Vasudevan,  
Department of Dermatology, Base Hospital, 

Lucknow, Uttar Pradesh, India.  
E‑mail: biju.deepa@rediffmail.com

References
1. Happle R, Hoffmann R, Restano L, Caputo R, Tadini G. Phakomatosis 

pigmentokeratotica: A melanocytic-epidermal twin nevus syndrome. 
Am J Med Genet 1996;65:363-5.

2. Tadini G, Restano L, Gonzáles-Pérez R, Gonzáles-Enseñat A, Vincente-
Villa MA, Cambiaghi S, et al. Phakomatosis pigmentokeratotica: 
Report of new cases and further delineation of the syndrome. Arch 
Dermatol 1998;134:333-7.

How to cite this article: Sinha A, Kumar V, Verma R, 
Vasudevan B. A rare case of phakomatosis pigmentokeratotica 
associated with unilateral renal hypoplasia. Indian J Dermatol 
Venereol Leprol 2020;86:545-9.

Received: January, 2020. Accepted: March, 2020.
© 2020 Indian Journal of Dermatology, Venereology and Leprology | Published by 
Wolters Kluwer - Medknow

This is an open access journal, and articles are distributed under the terms of 
the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, 
which allows others to remix, tweak, and build upon the work non-commercially, 
as long as appropriate credit is given and the new creations are licensed under 
the identical terms.

Access this article online

Quick Response Code: Website: 
www.ijdvl.com

DOI: 
10.4103/ijdvl.IJDVL_1023_19

PMID:
*****

Periungual tumor on the finger

3. Sugarman JL. Epidermal nevus syndromes. Semin Cutan Med Surg 
2007;26:221-30.

4. Happle R. The group of epidermal nevus syndromes Part I. Well 
defined phenotypes. J Am Acad Dermatol 2010;63:1-22.

5. Groesser L, Herschberger E, Sagrera A, Shwayder T, Flux K, Ehmann 
L, et al. Phakomatosis pigmentokeratotica is caused by a postzygotic 
HRAS mutation in a multipotent progenitor cell. J Invest Dermatol 
2013;133:1998-2003.

6. Groesser L, Herschberger E, Ruetten A, Ruivenkamp C, Lopriore E, 
Zutt M, et al. Postzygotic HRAS and KRAS mutations cause nevus 
sebaceous and Schimmelpenning syndrome. Nat Genet 2012;44:783-7.

7. Om A, Cathey SS, Gathings RM, Hudspeth M, Lee JA, Marzolf S, 
et al. Phakomatosis pigmentokeratotica: A mosaic RASopathy with 
Malignant Potential. Pediatr Dermatol 2017;34:352-5.

8. Huang C, Lee P. Phakomatosis pigmentovascularis IIb with renal 
anomaly. Clin Exp Dermatol 2000;25:51-4.

Sir,
An apparently healthy 73-year-old man presented with a 
slow-growing mass, 1.0-cm in diameter, affecting the periungual 
region of his left middle finger, with ulceration and rolled out 
edges for three years. The lesion gradually invaded his nail to 
cause nail-bed hyperkeratosis [Figure 1]. Lesional histopathology 
revealed nodules of basaloid cells (small cells having minimal 
cytoplasm with uniform round or oval darkly staining nuclei) 
interspersed with palisading and stromal retraction; predominantly 
affecting the upper dermis with epidermal intrusion [Figure 2a and 
b]. Tumor cells stained negative for epithelial membrane antigen 
[Figure 2c] and Sox2, and positive for Ber-EP4 [Figure 2d], thus 
confirming the diagnosis of basal cell carcinoma. We performed 
Mohs micrographic surgery [Figure 3a]. No recurrence has been 
noted at one-year follow-up [Figure 3b].

Basal cell carcinoma is the commonest skin neoplasm, but 
the least common nail tumor.1 It predominantly affects the 
head and neck region,2 nail unit involvement being extremely 
rare with only 31 reports in the English literature.1-3 Fingers 
are involved more than toes, thumb being the commonest 
digit.1

Basal cell carcinoma is primarily caused by ultraviolet 
radiation, however, the rarity of nail unit basal cell carcinoma 
despite digits being relatively well sun-exposed remains 
unexplained.1,3 The paucity of pilosebaceous units in this 
region might be a possible reason.4 Some factors implicated 
for the etiopathogenesis of nail unit basal cell carcinoma 
include trauma, carcinogens (azo dyes and arsenic) and 
chronic radiation exposure.1
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The clinical presentation of nail unit basal cell carcinoma 
is variable, resembling several inflammatory or infectious 
diseases of the nail including chronic paronychia, 
dermatophytosis, bacterial infections, herpes simplex, chronic 
eczema and trauma. Differential diagnoses also include other 
benign or malignant neoplasms like pyogenic granuloma, 
squamous cell carcinoma, Bowen’s disease, glomus tumor 
and longitudinal melanonychia or melanoma.3,5 It can also 
be misdiagnosed as a habit tic.6 Characteristic dermoscopic 
features of basal cell carcinoma help us to rule out other 
clinical mimickers, however, histopathological examination 
is essential for diagnosis.3

Various therapeutic modalities exist for this condition like 
topical imiquimod, topical 5-fluorouracil, intralesional 
interferon, radiation therapy, electrodessication and 
curettage, cryosurgery, laser, standard excision and Mohs 
micrographic surgery.2 Surgical excision is the treatment 

of choice due to lowest rate of recurrence.2 Compared to 
standard surgical excision, Mohs micrographic surgery 
ensures better tissue conservation and marginal clearance, 
thus resulting in maximum preservation of digital function.1 
As a result, Mohs micrographic surgery is currently the 
most favoured treatment option for nail unit basal cell 
carcinoma where tissue conservation is important. Forman 
et al. concluded that 8 of the initial 22 reported cases of 
nail unit basal cell carcinoma were successfully treated 
with Mohs micrographic surgery.5 Five cases healed by 
second intention while three cases required full-thickness 
skin grafts.5 Until now, Mohs micrographic surgery has 
been performed for 14 nail unit basal cell carcinomas 
in English literature, including our case. In conclusion, 
Mohs micrographic surgery is a satisfactory treatment 
option for nail unit epithelial neoplasms, including basal 
cell carcinoma.

Figure 1: A 1.0 cm mass in the periungual region of the middle finger, with 
ulceration and rolled out edges and hyperkeratosis of the nail bed

Figure 2a:  Scanner view photomicrograph of the lesion shows that the 
lobules of basaloid cells in the upper dermis are connected to the epidermis, 
exhibiting peripheral palisading and focal stromal retraction (H and E, ×100)

Figure 2b: The comprising cells are small with uniform round or oval darkly 
staining nuclei and minimal cytoplasm (H and E, ×200)

Figure 2c: The tumor cells are negative for epithelial membrane 
antigen (EMA, ×200)
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Figure 2d: The tumor cells are focally positive for Ber-EP4+ (×200)

Figure 3a: The appearance of the finger, 25 days after skin graft and removal 
of tumor by Mohs micrographic surgery

Figure 3b: No recurrence after one-year follow up post-Mohs micrographic 
surgery
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