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Uncommon presentations of Uncommon presentations of 
lupus miliaris disseminatus facieilupus miliaris disseminatus faciei

Sir,
Lupus miliaris disseminatus faciei is an uncommon 
granulomatous disorder predominantly involving the 
centro-facial area, including the region around the 
eyelids. It usually presents as multiple skin colored 
or yellowish brown papules and pustules, which heal 
to leave behind pock-like scars. Although extrafacial 
involvement and a nodular morphology of lesions have 
been reported, these are very uncommon.[1-3] Herein, 
we report four patients of lupus miliaris disseminatus 
faciei with simultaneous involvement of facial and 
extra-facial regions. Three of the patients also had 
prominent nodular and a few nodulo-cystic lesions. 
We were unable to find previous reports of this 
presentation.

A 32-year-old male patient presented with multiple, 
disfiguring “acne-like” lesions on the face, chest 
and upper back since 6 months. The lesions were 
asymptomatic but were gradually increasing in 
extent with appearance of new papules on face. 
During this time, none of the lesions showed 
spontaneous regression. On examination, multiple, 
brownish papular lesions with central scarring 
were noted on the forehead, cheeks and helix of the 
ears [Figure 1a]. Lesions of similar morphology were 
also present on the chest and upper back. There were 
multiple, firm, freely mobile, nodulo-cystic lesions 
on the forehead [Figure 1a and b]. Chest radiography 

was normal and Mantoux intradermal test was 
negative. A skin biopsy obtained from a papular 
lesion showed multiple epithelioid cell granulomas 
in the periappendageal dermis [Figure 2a and b]. A  
slit-skin smear for lepra bacilli obtained from the 
papules was negative. Histopathological examination 
of a nodulo-cystic lesion showed a cyst wall 
made of fibro-collagenous tissue, devoid of lining 
epithelium (pseudo-cyst). Multiple compact 
epithelioid cell granulomas with giant cells were 
also noted in the cyst wall [Figure 2c and d]. Based 
on these features, a clinical diagnosis of lupus 
miliaris disseminatus faciei was made and the 
patient was treated with oral minocycline, 100 mg 
twice daily. After 18 months of follow-up, there was 
complete resolution of nodulo-cystic lesions. Most 
of the papular lesions had healed with pock- like 
scars [Figure 1a and b].

Figure 1: Multiple brownish papules on the cheeks, forehead 
and concha with a prominent nodule on forehead (arrow) (a). 
Following treatment with oral minocycline, there was a complete 
healing of the lesions with pock like scars (b)
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Figure 2: Compact non-necrotizing granulomas around hair follicles (a) and large area of caseous necrosis bordered by epithelioid 
histiocytes, H and E, ×200 (b). Cystic lesion showing a fi brous capsule devoid of epithelium (star, H and E, ×200) (c). The cyst wall 
contains many epithelioid cells and giant cells (arrow, H and E ×400) (d)
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Following this, we came across three other patients 
of lupus miliaris disseminatus faciei with extra-facial 
lesions, two of them having prominent nodulo-cystic 
lesions (patients 2 and 3). Similar to our index case, 
all three patients had skin colored to  reddish-brown 
papular lesions distributed predominantly on the 
centro-facial region. All of them had extra-facial 
lesions involving the neck and upper chest. Patient 2 
also had involvement of axilla and scalp resulting in 
scarring alopecia [Figure 3a and b]. Chest radiography 
was normal and Mantoux intradermal test was 
negative in all three cases. The salient investigations, 
histopathological findings and treatment response are 
summarized in Table 1.

The nosological status of lupus miliaris disseminatus 
faciei has been a matter of debate ever since its 
first description. Radcliffe-Crocker initially coined 
the term ‘acne agminata’ to describe the condition 
although it bore only a remote resemblance to acne 
and the lesions were not always grouped.[4] The 
other names of this entity, that is, lupus disseminata 
and granulomatous rosacea have their detractors. 
More recently, a broad term “facial idiopathic 
granulomas with regressive evolution” (FIGURE) 

Figure 3: Patient 2 showing reddish brown papular lesions over 
the scalp causing scarring alopecia (a) reddish brown papular 
lesions on the face and nodular lesions on the neck (b). Reddish 
brown papulo-nodular lesions involving the axilla (c)
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has been proposed, which would unify this entity 
along with other non-specific granulomatous 
disorders occurring on centro-facial area under a 
single name.[5]

Classically, the lesions in lupus miliaris disseminatus 
faciei are papular or pustular and are confined to 
the face. All four patients in the present series had 
lesions extending beyond the facial region. Another 
atypical feature seen in the patients was the presence 
of nodular and nodulo-cystic lesions. Nath et al. 
described a patient of lupus miliaris disseminatus 
faciei with reddish-brown papules and nodules 
on facial and extra-facial sites.[3] Their patient 
resembled our cases although the lesions were less 
inflammatory and not cystic. Such nodulo-cystic 
lesions need to be differentiated from epidermoid 
cysts and acne cysts. Sanz-Sánchez et al. reported 
a patient of lupus miliaris disseminatus faciei with 
co-existing epidermoid cyst and hypothesised 
that the rupture of the cysts may be related to 
the appearance of lupus miliaris disseminatus 
faciei.[6] Rupture of acne nodules and epidermoid 

cysts can incite a granulomatous response which 
can closely mimic lupus miliaris disseminatus 
faciei.[7] However, in such cases, the inflammation 
is generally suppurative, associated with rupture, 
distortion and destruction of appendages ultimately 
leading to scarring.[7] Caseous necrosis, typical of 
lupus miliaris disseminatus faciei is not seen in 
ruptured cysts.

Hillen et al. and Bedlow et al. have each reported a 
case of axillary acne agminata.[1,2] Similar to our third 
patient, the case reported by Hillen et al.[1] also had 
classical lesions of lupus miliaris disseminatus faciei on 
the face. Interestingly, our patient additionally had scalp 
involvement resulting in scarring alopecia. We were able 
to find only one other such published report.[8]

 Nodular lesions in lupus miliaris disseminatus faciei 
are under-recognized and/or under-reported.
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Table 1: Clinical and histological features and treatment response

Patient Age 
(years)/

sex

Disease 
duration 
(months)

Clinical features Differential 
diagnosis

Histopathology Treatment Response

Site Lesional morphology

1 32/male 6 Forehead, 
cheeks, chest 
and upper back

Brownish papular 
lesions with central 
scarring

Acne cyst Multiple epitheloid 
cell granulomas in 
peri-appendageal 
location. Stain for 
lepra bacilli was 
negative

Minocycline 
100 mg once 
daily × 5 
months

Complete 
response

Forehead Multiple, fi rm, freely 
mobile, nodulo-cystic 
lesions

2 36/male 7 Face and scalp Reddish-brown 
papular lesions 
resulting in scarring 
alopecia on scalp. 
Some of these lesions 
had healed to leave 
behind pock like scars

Papular 
sarcoidosis

Perivascular and 
peri-appendageal 
lympho-histiocytic 
infi ltrate with multiple 
epithelioid cell 
granulomas

Doxycycline 
100 mg twice a 
day × 12 weeks

No response

Neck and axilla Multiple nodular and 
nodulo-cystic lesions

3 25/male 6 Eyelids, 
preauricular 
region and 
neck

Reddish-brown 
papules, plaques and 
nodulo-cystic lesions 
with central scarring

Acne cyst Multiple compact 
granulomas in deep 
dermis in perivascular 
and peri-appendageal 
location with areas of 
necrosis

Doxycycline 
100 mg twice 
a day

Lost to 
follow-up

4 18/male 2 Cheeks, 
peri-ocular area 
and neck

Skin colored and 
brownish papules

Sarcoidosis, 
granulomatous 
rosacea

Perivascular and 
peri-appendageal 
lymphohistiocytic 
infi ltrate forming 
compact granulomas 
with small areas of 
necrosis

Doxycycline 
100 mg twice a 
day × 12 weeks

Signifi cant 
improvement



429Indian Journal of Dermatology, Venereology, and Leprology | July-August 2016 | Vol 82 | Issue 4

Letters to the Editor

How to cite this article: Vinay K, Mahajan R, Saikia UN, De D, 
Handa S. Uncommon presentations of lupus miliaris disseminatus 
faciei. Indian J Dermatol Venereol Leprol 2016;82:426-9.

Received: April, 2015. Accepted: June, 2015.

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.ijdvl.com

DOI: 
10.4103/0378-6323.175913

PMID:
*****

Confl icts of interest
There are no conflicts of interest.

Keshavamurthy Vinay, Rahul Mahajan, Keshavamurthy Vinay, Rahul Mahajan, 
Uma Nahar SaikiaUma Nahar Saikia1, Dipankar De, , Dipankar De, 

Sanjeev HandaSanjeev Handa
Departments of Dermatology, Venereology and Leprology and 

1Histopathology, Postgraduate Institute of Medical Education and 
Research, Chandigarh, India

Address for correspondence:Address for correspondence: Dr. Dipankar De, 
Department of Dermatology, Venereology and Leprology, 

Postgraduate Institute of Medical 
Education and Research, Chandigarh, India. 

E-mail: dr_dipankar_de@yahoo.in

 REFERENCES REFERENCES

  1. Hillen U, Schröter S, Denisjuk N, Jansen T, Grabbe S. Axillary 
acne agminata (lupus miliaris disseminatus faciei with axillary 
involvement). J Dtsch Dermatol Ges 2006;4:858-60.

2. Bedlow AJ, Otter M, Marsden RA. Axillary acne agminata (lupus 
miliaris disseminatus faciei). Clin Exp Dermatol 1998;23:125-8.

3. Nath AK, Sivaranjini R, Thappa DM, Basu D. Lupus miliaris 
disseminatus faciei with unusual distribution of lesions. Indian 
J Dermatol 2011;56:234-6.

4. Radcliffe-Crocker H, editor. Diseases of the Skin. 3rd ed. London: 
Lewis; 1903.

5. Skowron F, Causeret AS, Pabion C, Viallard AM, Balme B, Thomas L. 
F.I.GU.R.E.: facial idiopathic granulomas with regressive evolution. 

is 'lupus miliaris disseminatus faciei' still an acceptable diagnosis 
in the third millennium? Dermatology 2000;201:287-9.

6. Sanz-Sanchez T, Dauden E, Moreno de Vega MJ, Fraga J, Garcia-
Diez A. [Lupus miliaris disseminatus faciei associated with 
epidermal cysts]. Actas Dermosifiliogr 2005;96:320-2.

7. Marks R, Dalziel K, Dykes PJ. Inflammation caused by 
intracutaneous implantation of stratum corneum. Br J Dermatol 
1984;111 Suppl 27:109-13.

8. Uchiyama M, Tsuboi R. Lupus miliaris disseminatus faciei 
involving the scalp resulted in cicatricial alopecia. J Dermatol 
2013;40:760-1.

A novel missense mutation of A novel missense mutation of 
the the ATP2C1ATP2C1 gene in a Chinese  gene in a Chinese 
patient with papular acantholytic patient with papular acantholytic 
dermatosis of the anogenital areadermatosis of the anogenital area

Sir,
Papular acantholytic dermatosis of the   anogenital and 
genitocrural area is a rare variant of focal acantholytic 
dermatosis which primarily occurs over the vulva. 
Most studies have classified it as a distinct entity. 
Recent research has revealed that mutations in the 
ATP2C1 gene, which is typically seen in Hailey–Hailey 
disease, is also detected in papular acantholytic 
dermatosis of the anogenital area.[1,2] We report the 
results of direct nucleotide sequencing of the ATP2C1 
gene in a Chinese patient who sporadically developed 
papular acantholytic dermatosis of the anogenital area.

A 36-year-old woman presented with asymptomatic 
lesions over the genital area since eight months. 
Physical examination   revealed multiple papules on 
the labia majora and perineum [Figure 1a]. They were 

confluent in distribution, flesh-coloured and slightly 
firm in consistency. Histopathological examination 
showed   hyperkeratosis with irregular acanthosis, 
suprabasal clefts and diffuse acantholysis in the 
stratum spinosum giving a “dilapidated brick wall” 
appearance [Figure 1b]. Dyskeratosis with c  orps ronds 
and grains was also present [Figure 1c]. There were no 
deposits of immunoglobulin or complement   on   direct 
immunofluorescence examination.

Based on the above findings, we made a diagnosis 
of papular acantholytic dermatosis of the anogenital 
area. We collected   peripheral blood from the patient, 
her healthy parents and one hundred unrelated 
controls after taking informed consent. Genomic 
deoxyribonucleic acid was extracted to amplify all 
exons of the ATP2C1 gene with intronic flanking 
sequences using polymerase chain reaction.[3] The 
polymerase chain reaction products were purified 
using the QIAquick polymerase chain reaction 
purification kit and were sequenced using an ABI 
Prism 3730 automated sequencer.   We detected a 
heterozygous missense c. 1748G > A mutation in 
exon 18 of the ATP2C1 gene in our patient [Figure 2a]. 
The mutation changed the codon AGA at position 
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