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ABSTRACT 

Systemic mastocytosis is an uncommon group of disorders characterised by abnormal proliferation of mastocytes which can 

infiltrate skin, bone marrow, spleen, lymph nodes, liver and gastrointestinal tract. Skin is affected in 95% of the cases. A 28-

year-old male presented with swelling of the face, redness of the face and headache from 2 years associated with generalised 

weakness, easy fatigability, palpitations, few episodes of vomiting and epigastric pain. Skin biopsy was suggestive of indolent 

systemic mastocytosis. This case is reported for its rarity. 
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INTRODUCTION: Mastocytosis is a heterogeneous group 

of hematopoietic disorders, characterised by an abnormal 

increase and accumulation of mast cells in one or more 

organ systems.1 It is of two types: Cutaneous mastocytosis 

(CM) and systemic mastocytosis (SM). Systemic 

mastocytosis is a rare disease of unknown aetiology 

characterised by abnormal proliferation of tissue mast cells. 

The cutaneous manifestation was first described by 

Nettleship in 1869, in form of urticaria pigmentosa.2 Skin is 

the commonest organ involved. Others include liver, bone 

marrow, spleen and lymph nodes, but any organ or system 

can be involved.3 

 

CASE REPORT: A 28-year-old male patient presented to 

Vydehi Hospital with complaints of swelling of face, redness 

of face and headache for past 2 years. Redness of face was 

associated with itching which was of moderate grade 

predominantly involving cheeks and formation of red raised 

lesions. Itching was aggravated on eating spicy food, stress 

& taking hot water bath. Associated with this, patient gives 

history of easy fatigability, generalised weakness, and 

palpitations, few episodes of vomiting and epigastric pain. 

There was no history of atopic dermatitis, allergic 

rhinitis/asthma in patient or among family members. There 

was no history of significant weight loss in the recent past. 

Patient has been treated with tablet Omnacortil 10 mg 

and tablet Cetzine 10 mg on & off from past two years and 

symptoms would subside temporarily. 

On dermatological examination, multiple well-defined, 

hyperpigmented, reddish brown, polysized macules, papules 

and plaques were noted on cheek, neck, trunk and 

extremities. Oedema and puffiness of face were noted. Acral 

areas were relatively spared. Darier’s sign was positive. 

Examination of oral cavity, genitalia, hair, nail were normal. 

There was no generalised lymphadenopathy. Systemic 

examination was normal. 

Routine laboratory investigations including complete 

blood count, liver functions tests were elevated and renal 

function tests, blood sugar, urine microscopy, and 

electrolytes were normal. Ultrasonography (USG) of the 

abdomen was normal. 

Biopsy was performed from characteristic lesion, 

showed normal epidermis with a moderately dense 

perivascular infiltrate of lymphocytes, eosinophils, and mast 

cells in the superficial and mid‑dermis with collections of 

hyperchromatic cells with round to oval nuclei. 

Skin biopsy with Giemsa stain showed metachromatic 

eosinophilic granules in the cells. This was suggestive of 

mastocytosis. 

 

DISCUSSION: Mastocytosis is a condition characterised by 

mast cell hyperplasia in the bone marrow, liver, spleen, 

lymph nodes, gastrointestinal tract and skin. Clinically, the 

disease is often accompanied by the evidence of mast cell 

activation which includes pruritus, flushing, urtication, 

abdominal pains, vascular instability and neuropsychiatric 

difficulties.4 Our patient had pruritis, pain abdomen and few 

episodes of vomiting. 

Systemic mastocytosis (SM) results from a clonal 

proliferation of abnormal mast cells (MC) in one or more 

extracutaneous organs. The major criterion is presence of 

multifocal clusters of morphologically abnormal MC in the 

bone marrow. Minor diagnostic criteria include elevated 

serum tryptase level, abnormal MC expression of CD25 

and/or CD2, and presence of KITD816V.5  

The massive release of mast cell mediators produce 

features of hypotension, tachycardia, syncope & shock. 

Many agents stimulate the degranulation of mast cells like 
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heat, cold, pressure bacterial toxins, drugs (aspirin, codeine, 

morphine).6  

The WHO classification defines 7 variants of 

mastocytosis: Cutaneous mastocytosis, indolent systemic 

mastocytosis (ISM), systemic mastocytosis with an 

associated clonal haematologic non-MC lineage disease, 

aggressive systemic mastocytosis, MC leukemia, MC 

sarcoma, and extracutaneous mastocytoma.7  

Indolent systemic mastocytosis (ISM) is a benign form 

of systemic mastocytosis characterised by an abnormal 

proliferation of mast cells either only in bone marrow or in 

numerous tissues. 

The treatment of mastocytosis is focused on providing 

symptomatic relief and avoiding the triggering factors. H1 

antihistamines can be used to control pruritis. Topical 

calcineurin inhibitors and topical corticosteroids are the 

treatment options.8  

There is no specific treatment for indolent mastocytosis, 

our patient was started on oral Ketotifen 1 mg once daily & 

oral hydroxyzine 25 mg twice daily. Lesions reduced in 

number, patient was relived from itching & redness. 

 

CONCLUSION: Based on clinical features, laboratory 

investigations & histopathological features, a diagnosis of 

indolent systemic mastocytosis was made. This case is 

reported for its rarity which needs an early diagnosis. 

 

 
Fig. 1: Multiple Well-defined, Hyperpigmented, 

Reddish Brown, Polysized Macules, Papules and 

Plaques were Noted on Cheek, Neck, and Trunk 

 

 
Fig. 2: Multiple Well-defined, Hyperpigmented, 
Reddish Brown, Polysized Macules, Papules and 

Plaques were Noted on Back 

 

 
Fig. 3: Darier’s Sign Elicited over Chest 

 

 
Fig. 4: Facial Puffiness and Erythema 

 

 
Fig. 5: Epidermis – WNL 

Superficial -Perivascular Collections of 

Hyperchromatic Cells with Round to Ovoid Nuclei 

 

 
Fig. 6: Skin Biopsy with Giemsa Stain Showed 

Metachromatic Eosinophilic Granules in the Cells 
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