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In conclusion, our work expands the TGM1 mutation 
spectrum. Definitive molecular diagnosis for 
individuals at risk of producing an affected child, 
obtained by mutation screening, can not only provide 
more accurate prenatal genetic counseling, but also, 
hopefully, lead to new treatments.
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Prepubertal onset of hidradenitis Prepubertal onset of hidradenitis 
suppurativa in a girl: A case suppurativa in a girl: A case 
report and literature reviewreport and literature review

Sir,
Hidradenitis suppurativa is a chronic inflammatory 
disorder characterized by sterile inflamed lesions, 
folliculitis, abscesses, fibrosis and scarring affecting 

the axillae, groin and anogenital region.[1] The 
primary pathogenic event seems to be follicular 
occlusion in apocrine gland-bearing skin.[1] Despite 
known predisposing factors, the etiology remains 
unclear. Though it is a common disease in adults 
(prevalence 4%) and more frequent in females, it is 
rare before puberty and after menopause.[1]

We present an 8-year-old Caucasian girl whose 
lesions commenced at the age of 6 years as painful 
nodules in the groins, before any signs of puberty. 
There was no family history of hidradenitis 
suppurativa or severe acne. Examination revealed 
few polyporous comedones, red papules, nodules, 
and atrophic scars in the inguinal regions [Figure 1]. 
Axillary and anogenital lesions were absent. She 
had not attained menarche and the breasts and 
pubic hair were Tanner stage 2, and  body mass index 
was 23.6 kg/m2. Routine laboratory investigations 
including lipid profile were normal. Fasting 
glucose, insulin, follicle stimulating hormone, 
luteinizing hormone, estradiol, testosterone, 
androstenedione, dehydroepiandrosterone sulfate, 
sex hormone binding globulin, and prolactin were 
within normal limits for age. Abdominal and pelvic 
ultrasonography showed normal adrenal glands 
and prepubertal uterus and ovaries. Pus cultures 
were sterile. ELISA for human immunodeficiency 
virus (HIV) was negative. The mother did not consent 
for skin biopsy. After the exclusion of bacterial 
and mycotic infections, a diagnosis of hidradenitis 
suppurativa was made based on the characteristic 
clinical presentation. The disease extent was Hurley 
stage 1. The patient had previously been treated 
with oral (cephalexin, azithromycin) and topical 

Figure 1: Hidradenitis suppurativa: Infl amed nodules, papules 
and atrophic scars involving the groins
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antibiotics (chloramphenicol, clindamycin, fusidic 
acid, gentamicin) for 3 weeks with no improvement. 
In January 2014, oral isotretinoin (0.6 mg/kg/day) 
and topical 20% azelaic acid cream twice a day were 
introduced with which marked improvement was 
noted after 4 weeks, and 2 months later she was in 
complete remission [Figure 2]. After 3 months, the 
isotretinoin dose was reduced to 0.4 mg/kg/day. At 
the last follow up 7 months after the introduction 
of isotretinoin, there were no signs of recurrence 
and the dose was further reduced to 0.3 mg/kg. It 
is planned to continue isotretinoin for a total of 
12 months.

Hidradenitis suppurativa usually develops in the 
second or third decade of life, with a female: male 
ratio of 2:1 to 5:1.[1,2] We found only nine previous 
reports of hidradenitis suppurativa in children,[2-7] 
of which eight were girls [Table 1]. Though the 
average age of onset in adults is 23 years;[1] in 
pediatric cases the mean age of onset was 8 years 
and 9 months (range 5–14 years). The main clinical 
presentation in pediatric cases were nodules in 
7 (77.8%) of 9 children[2,4-7] and clinical features in 
prepubertal cases were not different from adults. In 
adults this condition affects intertriginous apocrine 
gland-bearing areas; most frequently the genito-
femoral region in women.[1] In children, groins 
were reported as the most common site involved in 
7 (77.8%) patients. Other localizations (axillae,[2,7] 
perianal region,[7] inner thighs, and posterior neck[7]) 
were noted only in one HIV-positive boy and two 
girls, and these were refractory to several treatment 
modalities [Table 1]. Positive family history was 
reported in 26% of adults (autosomal-dominant mode 
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Figure 2: Complete remission after 3 months of therapy, with 
residual scarring and hyperpigmentation



Letters to the Editor

297Indian Journal of Dermatology, Venereology, and Leprology | May-June 2015 | Vol 81 | Issue 3

of inheritance)[1] and in 3 (33.3%) children. HLA 
associations were not demonstrated.[1,4] In adults, 
the importance of hormones has not been fully 
elucidated and hyperandrogenism most likely does 
not play a role.[1] Only 3 (33.3%) children had some 
hormonal abnormalities[2-4] [Table 1]. Abdomino-
pelvic ultrasonography has been performed only in 
our patient and a girl with premature adrenarche,[3] 
and was normal in both cases. The role of bacteria 
is unclear; as secondary colonizers, they might 
exacerbate the condition.[1] Among children, 
Gram-positive bacteria were found in 3 (33.3%) 
patients.[2,5,6] Obesity is strongly associated with the 
disease in adults,[1] different from children, where it 
has been reported only in one girl.[3] Despite multiple 
treatment options [Table 2], no single uniformly 
effective therapy has been established.[1] Early disease 
is often treated with antibiotics. In children, the most 
commonly used oral antibiotic was erythromycin in 
4 (44.4%) cases. As the second option, isotretinoin 
has been tried in 4 (44.4%) cases (0.7–1 mg/kg), 
for 4–8 months. In 2 (22.2%) children, surgical 
excision was undertaken.[2,7] Other treatment 
modalities (botulinum toxin A, finasteride)[5,7] 
have been tried in children, but the real efficacy is 
difficult to estimate since none of these was used 
as monotherapy. Only one child has been treated 
with topical 15% azelaic acid cream.[5] According 
to the outcomes of reported cases of prepubertal 
onset [Table 1], the prognosis might be better than in 
adults, but the number of cases is too few to make a 
definitive comment on this.

Although rare in prepubertal children, hidradenitis 
suppurativa should be considered in the differential 
diagnosis of furunculosis-like inguinal/axillary 
lesions, combination of oral isotretinoin and topical 
azelaic acid cream may be a useful treatment option 
in children.
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Table 2: Treatment options for hidradenitis suppurativa

Local Systemic
1% Clindamycin[1,5,7]* Antibiotics (clindamycin[1], rifampicin[1], tetracycline[1,2,7], minocycline[1,2,7], dicloxacillin[2], 

erythromycin[5,7], amoxicillin and clavulanic acid[6], cephalexin,[7] trimethoprim[7])*
5% Benzoyl peroxide[1,7]* Hormonal therapy (cyproterone acetate [1,4,7], ethinyl estradiol[1,4,7], norgestrel[7], 

desogestrel[7] fi nasteride[1,7], spironolactone[7])*
0.3% Adapalene[7]* Corticosteroids (prednisolone[1,6])*
Silver sulfadiazine[7]* Azathioprine[1]

15% Azelaic acid[5]* Cyclosporine[1]

Intralesional corticosteroids (triamcinolone)[1,2]* Dapsone[1]

Botulinum toxin A[1,5]* Methotrexate[1]

15% Resorcinol peel[1] Retinoids (isotretinoin,[1-3,7] acitretin,[1,2] etretinate[1,2])*
Perilesional granulocyte-macrophage 
colony-stimulating factor[1]

Human immunoglobulin[1]

Photodynamic therapy[1,7]* Zinc gluconate[1]

Radiotherapy[1] Biologics (etanercept, efalizumab, infl iximab, adalimubab)[1]

Cryosurgery[1] Mycophenolate mofetil
Laser (CO2, neodymium-doped yttrium 
aluminium garnet, pulsed dye)[1]

NSAID

Surgical excision[1,2,7]* Tacrolimus
*Used in children, NSAID: Nonsteroidal anti-infl ammatory drug 
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Pemphigus vulgaris localised Pemphigus vulgaris localised 
exclusively to the penisexclusively to the penis

Sir,
Pemphigus vulgaris is a chronic, autoimmune bullous 
disease affecting the mucosae and skin. Though 
disease usually starts in the oral mucosa, which is the 
most frequently affected site, involvement of other 
mucosae may be seen.  [1] There are only a few reports 
documenting the involvement of penile skin[2] of 
which only a single report documents penile erosions 
as the first manifestation of pemphigus vulgaris in two 
patients. In both of these cases, pemphigus vulgaris 
started in the penile area, followed by oral mucosal 
lesions in both and skin erosions in one patient.[3] 
We report here a patient with chronic, painful penile 
erosions with maceration who was diagnosed as 
pemphigus vulgaris. We were unable to find previous 
reports of isolated penile pemphigus vulgaris.

A 49-year-old male was admitted to our hospital with 
painful penile erosions that were slowly progressive 
for 3½ months. The patient had previously responded 
poorly to courses of topical and systemic antiviral, 
antibiotic, antifungal agents, and topical corticosteroids. 
On dermatological examination, multiple confluent 
erythematous erosions were observed on the glans, 
corona, and shaft of the penis. The penile skin had a 
whitish macerated and fragile appearance [Figure 1a]. 
There were no mucosal or cutaneous lesions elsewhere 
on the body. Treponema pallidum hemagglutination 
assay (TPHA) and enzyme-linked immunosorbent 
assay (ELISA) for  herpes simplex virus (HSV) 
type 2 IgM and IgG were negative. A punch biopsy 

taken from the penile erosion revealed suprabasal 
blistering with acantholysis [Figure 2a and b]. Direct 
immunofluorescence (DIF) studies of the perilesional 
penile mucosa demonstrated IgG and complement (C3) 
deposits in the intercellular area [Figure 3a and b]. 
ELISA for Dsg3 and Dsg1 were positive in 1:1000 and 
1:100 dilutions respectively (normal < 1:10). Based on 
the results of clinical evaluation and histopathological 
and immunofluorescence studies a diagnosis of 
pemphigus vulgaris localized to the penis was made. 
The patient was treated with oral prednisone (1 mg/kg) 
and azathioprine (2 mg/kg/day). The penile lesions 
cleared completely after 3 months of therapy [Figure 1b] 
after which the prednisone dose was tapered gradually. 
Additional skin and other mucosal lesions were not 
observed during follow-up. The patient remains in 
remission after 16 months of follow up.

Mucosal involvement occurs commonly in pemphigus 
vulgaris. Although the oral mucosa is involved most 

Figure 1: (a) Multiple erythematous erosions with whitish 
maceration on the penis. (b) Complete healing occurred after 
treatment

a b

Figure 2: (a) Suprabasal acantholytic blister formation. 
(H and E ×100) (b) The basal cells show a tombstone appearance 
together with acantholytic cells (H and E ×400)

a b

Figure 3: Intercellular epidermal staining for complement C3 (a) 
and IgG (b) (×100)

a b
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