
199Indian J Dermatol Venereol Leprol | March-April 2010 | Vol 76 | Issue 2

Address for correspondence:Address for correspondence: Dr. Arti Nanda,  P.O. Box: 6759, 
Salmiya, 22078, Salmiya, Kuwait. E-mail: artinanda@hotmail.com

DOIDOI: 10.4103/0378-6323.60567 - PMIDPMID: ****

REFERENCESREFERENCES

1. Colomb D, Racouchot J, Vittori F. Mucinose d’evolution 
regressive sans paraproteine chez une jeune fille. Lyon Med 
1973;230:273-81.

2. Nagaraj LV, Fangman W, White WL, Woosley JT, Prose N, Selim 
MA, et al. Self-healing juvenile cutaneous mucinosis: Cases 
highlighting subcutaneous/fascial involvement. J Am Acad 
Dermatol 2006;55:1036-43.

3. Caputo R, Grimalt R, Gelmetti C. Self-healing juvenile 
cutaneous mucinosis. Arch Dermatol 1995;131:459-61.

4. Eskreis BD, Bronson DM. Cutaneous mucinosis in a child with 
systemic lupus erythematosus. Pediatr Dermatol 1992;9:259-
63.

5. Bachmeyer C, Chesneau AM, Loirat C, Asensi D, Babinet JM, 
Blum L. Papulonodular mucinosis in a child with systemic 
lupus erythematosus. Pediatr Dermatol 2007;24:585-6.

On follow-up, 2-months later the lesions were observed 
to regress in size. At 5-month follow-up, all the lesions 
had resolved without any residual effect [Figure 3]. 
One year later, after the regression of all the lesions, 
she continues to be in a good general health without 
any recurrence of lesions.

SHJCM is a distinct variant of primary cutaneous 
mucinosis that can be differentiated from other variants 
of primary cutaneous mucinosis by a younger age of 
onset, rapid appearance of papules and/or nodules 
that tend to show spontaneous resolution. Nagaraj and 
colleagues[2] recently described the clinicopathological 
characteristics of three cases of SHJCM and reviewed 
the literature on 10 previously reported cases of 
SHJCM. The ages of the patients reported have ranged 
from 13 months to 15 years. Clinically, the skin lesions 
in SHJCM are of three types and include translucent 
to ivory white, grouped papules; deep-seated nodules; 
and periorbital or zygomatic edema. The striking 
feature is the self-healing nature of the lesions 
within weeks to months. Our patient is the classical 
example of nodular variant of SHJCM. A skin biopsy 
of the nodular lesions like our patient may show the 
diffuse septolobular panniculitis pattern with mucin 
deposition and the presence of epithelioid gangliocyte-
like giant cells in myxoid stroma. Histologically, such 
cases may need to be differentiated from panniculitis, 
proliferative fasciitis, and other entities where 
gangliocyte-like giant cells are noted.[2] The clinical 
presentation with self-healing nature of skin lesions 
and mucin deposition in papillary and reticular dermis 
and presence of gangliocyte-like giant cells within 
the myxoid stroma help to differentiate SHJCM from 
proliferative fasciitis and other types of panniculitis. 
In contrast to mucinosis affecting adults, SHJCM runs 
a benign course and is not associated with disorders 
such as paraproteinemia, bone marrow plasmacytosis, 
or thyroid disorder. However, incidental associations 
with systemic lupus erythematous; fever and 
arthralgias; nephroblastoma; and bilateral carpel 
tunnel syndrome have been reported.[2-5] None of 
these conditions were present in our patient. The 
etiopathogenesis of SHJCM is not settled. Abnormal 
fibroblast proliferation and mucin production are 
postulated to be secondary to a reactive or reparative 
response to a chronic antigenic stimulation, such as 
viral infection or inflammation. 
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Sir,
Lupus vulgaris is a chronic and progressive form of 
cutaneous tuberculosis occurring in individuals of 
moderate immunity and high degree of tuberculin 
sensitivity. It is the most common type with the 
most varied manifestations.[1] Face is most commonly 
affected in European countries.[1] In India, the 
buttocks, thighs, and legs are more common sites of 
involvement.[2,3]

A 13-year-old girl presented with a 2-year history of 
single ulcerative lesion on the face involving the nose, 
upper lip and some parts of both cheeks [Figure 1a]. It 
started as a small papule, which broke down to form 
an ulcer on the tip of the nose. The ulcer gradually 
extended to both cheeks and the upper lip. There was 
no history of cough, weight loss, fever, or chronic 
diarrhea. No hoarseness of voice was found clinically. 
No history of tuberculosis in family or neighborhood 
was found. On examination an ulcerated, crusted 
plaque of size 10 x 8 cm was present over nose, 
malar area and upper lip. There was mucopurulent 
discharge from the ulcer and the nasal apertures were 
almost obliterated. The mucous membrane of upper 
lip and nasal mucosa were also involved with enlarged 
and mildly tender submandibular lymph nodes. 
Hematological and biochemical investigations were 
within normal limits, except relative lymphocytosis. 
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ESR was 92 mm in first h, and the Mantoux test was 
positive with an induration of 24 mm transversely 
across the forearm. X-ray of the chest was normal. 
X-ray of paranasal sinuses showed features of chronic 
sinusitis. VDRL and ELISA tests for HIV were negative. 
Pus for culture and sensitivity showed growth of 
Staphylococcus aureus. Histopathological examination 
from the edge of the lesion showed granulomatous 
lesions with diffuse lymphocytic infiltration and 
multinucleated Langhan’s giant cells. The patient 
was given a course of oral antibiotics and was started 
with the standard anti-tuberculosis therapy [Category 
3 under DOTS therapy- isoniazid (600), rifampicin 
(450), pyrazinamide (1500)] three times a week in the 
intensive phase simultaneously. The mucopurulent 
discharge subsided within 5 days, and the lesion 
started showing signs of healing at the center within 2 
weeks. After 8 weeks of treatment, the lesion showed 
healing of up to 80 % [Figure 1b].

The earliest description of lupus vulgaris was given 
by Erasmus Wilson in 1865, which compared the 
lesions to ravages of a wolf.[4] It usually starts as a soft 
brownish red papule or nodule that gradually expands 
by involution in one area with expansion in another, 
and sites of atrophic scarring are characteristic. 
Involvement of the nasal or auricular cartilage causes 
extensive destruction and disfigurement. In Western 
countries, the frequent localization of the lesions 
around the nose and on the cheeks is attributed to 
the rich and porous venous plexus with stasis, cold 
and hypoxia and impaired fibrinolysis and host 
defense at a lower temperature.[4] However, in India 
the higher temperatures prevailing in most parts may 
be responsible for relatively a low frequency of the 
facial lesions. As the involvement of nose with lupus 
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vulgaris is quite uncommon in India, it often remains 
undiagnosed or misdiagnosed and leads to various 
mutilating and irreversible deformities of the face 
as for example in our patient who suffered for last 2 
years. This delay in diagnosis and the facial deformity 
could have been averted by a high index of clinical 
suspicion and simple histological examination with 
proper commencement of therapy done early in the 
course. Also in a developing country like ours where 
the prevalence of tuberculosis is so high, it should 
be kept as a differential diagnosis in mind wherever 
indicated. The clinical differential diagnosis of 
lupus vulgaris involving the nose includes various 
infective and non-infective disorders showing a 
predilection for nose and adjoining areas of face 
such as leishmaniasis, rhinoscleroma, Wegener’s 
granulomatosis, sarcoidosis, etc.

The present case is being reported because the 
ulcerative mutilating variety of lupus vulgaris in face 
has been sporadically reported from India. Three 
cases have been reported earlier to the best of our 
knowledge. [5-7] Our case although had healing of the 
lesion, she may require plastic surgery later due to 
resultant ugly deformity and scar which could have 
been avoided by early diagnosis and treatment.
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Figure 1: (a) Ulcerative lesion on face involving the nose, upper 
lip, and parts of both cheeks, (b) Clinical improvement of around 
80% after 8 weeks post-treatment

ba

Azhar
Rectangle


