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Multiple xanthogranulomas Multiple xanthogranulomas 
in an adultin an adult

Sir,
A 21-year-old old unmarried male presented to our 
Department with a 2 year history of numerous well-
demarcated, firm, rubbery brownish yellow papular lesions 
of different sizes, over the face, neck, trunk and upper 
extremities, the majority being on the face. The patient was 
otherwise healthy. General examination of all vital systems 
was normal. Cutaneous examination revealed multiple skin-
colored and hyperpigmented papules of different sizes, 
distributed over the face, neck, extensor and flexor aspects of 
the upper extremities [Figure 1]. The trunk had a few lesions 
on the front and back. The lesions were asymptomatic, firm 
to rubbery in consistency and non-tender. Examination 
of mucous membranes, palms and soles was normal. 
The patient was a healthy active male, cycle mechanic by 
profession and denied any sexual contact of any type in the 
past. As per the patient�s version, lesions first started 2 years 
back on the face as a solitary papule over the right cheek, 
subsequently followed by appearance of multiple lesions in 
different parts as mentioned. A clinical diagnosis of late onset 

juvenile xanthogranuloma (JXG) was made and a biopsy was 
done. Histopathological examination revealed histiocytic 
proliferation with features of secondary �xanthomization� 
with the presence of foam cells, foreign-body giant cells and 
Touton giant cells, in the superficial dermis. The epidermis 
was thinned out and without any grenz zone. Lymphocytes, 
eosinophils and neutrophils were variably seen in the 
inflammatory infiltrate with absence of plasma cells. The 
histopathology confirmed the diagnosis of JXG. The patient 
was advised radiography of skull and chest, but results were 
non-contributory. Sonography of the abdomen and pelvis 
was also normal. Hematological and biochemical parameters 
including lipid profile were within normal limits. A peripheral 
smear examination ruled out any hematological malignancy. 
The patient was sent for an ophthalmologic checkup and 
fundoscopy but no abnormality was detected. Looking at the 
benign course of the disease and instances of spontaneous 
regression and absence of any specific therapy, the patient 
was discharged with counseling and advised to report for a 
regular yearly follow-up.

Helwig and Macknay first coined the term juvenile 
xanthogranuloma in 1954,[1] as a benign, asymptomatic 
and common self-healing disorder of non-Langerhans cell 
histiocytosis (LCH), affecting mostly infants, children and 
rarely adults. Eighty per cent cases appear in the first year of 
life [2,3] and 20-30% cases present at birth.[2] There is no sexual 
or racial predilection.[4] Clinically, in 90% of JXGs, cutaneous 
lesions are solitary, with the head and neck being the most 
common sites of involvement. Extracutaneous sites involving 
the eye, lung, abdominal viscera and skull have been reported 
by many authors. Adult JXGs rarely regress spontaneously and 
reports of concomitant extracutaneous lesions are rare.[5]

Juvenile xanthogranuloma is the most common form of non-
X histiocytosis.[6] It forms a heterogeneous group defined by 
the proliferation of cells with macrophage characteristics. It 
is important to recognize multiple adult xanthogranulomas, 
because of its good prognosis and the absence of visceral 
involvement, therefore requiring no investigations or 
aggressive treatments, a very important observation 
made by Punithwavathy et al., in their case report of adult 
onset xanthogranuloma.[7] Three main clinical forms are 
recognized: a small nodular/papular (2-5 mm); large nodular 
(5-20 mm); and giant xanthogranuloma (more than 20 mm).[8] 
But unusual clinical variants like mixed form, subcutaneous 
form, JXG en plaque have been reported recently.[9] Multiple 
xanthogranulomas are extremely unusual in adults and that 
to occur in an eruptive manner is quite rare and three such 
cases have been associated with hematological malignancy Figure 1: Numerous papular lesions over the face
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(lymphocytic leukemia and monoclonal gammopathy).[8]

Clinical backgrounds of patients with adult-onset 
xanthogranuloma are somewhat different from those 
of patients with juvenile xanthogranuloma, but the 
histological findings of both forms of the disease are 
identical. Extracutaneous involvement of the eye orbit, 
lung, liver, testis, central nervous system, kidney etc. 
has been reported in childhood variants, but is not seen 
in the adult type. Though there has been established 
association of JXG with neurofibromatosis (NF-1) and 
juvenile chronic myelogenous leukemia (JCML) in the 
childhood type, this has never been reported in adults. 
Evaluation for extracutaneous JXG is not indicated, unless 
there are symptoms or findings suggesting their presence, 
as they also disappear spontaneously. Differential diagnosis 
includes molluscum contagiosum, cryptococcosis, benign 
cephalic histiocytosis (seen exclusively in children, 
infiltrate lacks foamy cells and multinucleated giant cells), 
generalized eruptive histiocytosis (absence of granulation 
and lipidation), xanthoma disseminatum (lesions tend 
to merge into plaques, mucous membrane involvement, 
associated diabetes insipidus and different biopsy findings), 
papular xanthoma (JXG histologically recognized by its pure 
primitive histiocytic phase and presence of inflammatory 
cells, not seen in papular xanthoma). The importance 
of presenting this case is to highlight the fact that while 
making a diagnosis of common disorders like molluscum 
contagiosum, one must keep in mind the adult form of 
xanthogranuloma in differential diagnosis. 
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Bullous pyoderma gangrenosum Bullous pyoderma gangrenosum 
associated with ulcerative colitisassociated with ulcerative colitis

Sir,
Pyoderma gangrenosum (PG) is a rare non-infectious 
neutrophilic dermatosis associated with underlying systemic 
disease, characterized by distinctive cutaneous ulcers with 
undermined borders; lesions usually require aggressive 
therapy and they heal with a characteristic cribriform scar. We 
report a case of bullous PG associated with ulcerative colitis.

A 55-year-old woman presented with multiple fluid-filled 
lesions and ulcers over the upper and lower limbs and trunk 
of two months duration. There was a history of fever and 
loose stools on and off and loss of weight since two years. 
History of development of lesions at the site of trauma was 
elicited. There was no history of extramarital sexual contact, 
joint pains, mucosal ulcers and any other systemic symptoms. 
Examination revealed multiple, tender ulcers of varying size 
with undermined violaceous borders, vesicles and bullae
[Figure 1] distributed over bilateral lower and upper limbs, 
palms and soles and a few over the trunk. Mucosa, hair 
and nails were normal. Systemic examination revealed no 
abnormality.

On investigation, peripheral smear showed hypochromic 
anemia with neutrophilia; renal function tests and liver 
function tests were within normal limits, serologic testing 
revealed negativity for VDRL, HIV 1 and -2, ANA, HBsAg 
and RA factor. Both bacterial and fungal cultures from the 
surface of ulcer were sterile; chest X-ray and ultrasound 
abdomen did not reveal any significant abnormality. No 
reaction was observed with Mantoux test. Colonoscopy and 
sigmoidoscopy showed red colonic mucosa with multiple 
ulcers of varying sizes and shapes and few pseudopolyps 
distributed throughout the length of the colon [Figure 2].
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