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ABSTRACT 

An elderly female patient presented with multiple Cutaneous and subcutaneous swellings over both lowerlimbs, left upper limb, 

face and abdomen of four months duration. On serial imaging (USG and MRI) there was an impression of multiple neurofibromas 

with sarcomatous change in lesions over right thigh and left face. Biopsy of lesion from right thigh and ankle suggested Non 

Hodgkin Lymphoma of T cell type. Here in we present a rare clinical presentation of NHL as multiple neurofibromas with 

sarcomatous change.  

 

INTRODUCTION  

The most common presentation (two thirds) of NHL is as lymphadenopathy in an elderly predominantly male 

patient. In remaining one third, NHL presents at extra nodal sites like skin, stomach or brain
1
. There are many 

different types of NHL which may be broadly classified as B cellor T cell type. Clinically they may be aggressive 

(fast growing) or indolent (slow growing)
[1,2]

. 

CASE REPORT  

An 82 years old lady presented with right ankle ulcer, fatigability.On examination she is pale and has, multiple 

swellings all over the body, thigh,ankle lower back,wrist, face and paraumbilical regions. Laboratory investigations 

show – peripheral neutrophilic leukocytosis and raised ESR. All other tests are within normal range. MRI of both 

lower limbs and face showed multiple neurofibromas in skin/subcutaneous tissue with sarcomatous change of the 

larger lesion in the posterior aspect of upper one third of right leg and in left side of face overlying left zygoma. No 

lymphadenopathy detected clinically or on MRI & USG abdomen. The excision biopsy done on right thigh nodule 

and wedge biopsy from right leg ulceroproliferative area taken and the same sent to the department of pathology. 

Histopathological examination of both swellings over right thigh and ulcer over right ankle showed similar 

morphology consists of neoplastic lymphocytic cellular population infiltrating skin, subcutaneous tissue (all the 

planes) fat and deeper tissue like muscle and surrounding area, reported as Non Hodgkin Lymphoma of T cell type. 

Immunohisto chemistry as follows. 

CD3 (T-cell marker ---- positive 
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CD20 (B-cell marker ---- negative 

Ki 67 (Proliferative marker – 85-90% positive 

CD23 –negative  

CD10 ------ negative  

CD4 (Helper – T – cell marker) --- positive 

CD 117 ----- negative 

CD99 ------ positive  

Based on the above IHC markers the cutaneous lesion diagnosed as peripheral T cell Non Hodgkin Lymphoma, 

unspecified. 

 

Local Examination  

 

 

 

 

 

 

 

Figure 1: Ulcero proliferative lesion over ankle 

 

 

 

 

 

 

 

 

 Figure 2: Multiple nodules over knee 

  

 

 

  

 

 

 

Figure 3:Photomicrography of Cutaneous ulcer 
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Figure 4: Photomicrography of ulcer showing features of NHL 

 

 

 

 

 

 

 

    Figure 5: Photomicrography of IHC showing CD20 negativity 

 

 

 

 

 

 

 

Figure 6: IHC/ ki 67 proliferation  

 

 

 

 

 

 

Figure 7: Ltdt negative  
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Figure 8: CD3 Positive  

 

 

 

 

 

 

 

 

Figure 9: CD99 positive  

 

 

 

 

 

 

Figure 10: H & E photomicrography 

 

DISCUSSION  

NHL may involve the skin as a primary manifestation or as a retrograde lymphatic metastasis from involved 

lymphnode
[3]

. Mature T – cell lymphomas are derived from mature or post thymic T cells. They are relatively 

uncommon tumours, more common in Asia
[5,8]

. Cutaneous T cell lymphoma (CTCL) presents as firm, raised smooth 

slightly violaceous or erythematous nodules or plaques that range in size from few millimeters to a few centimertes. 

The nodule may breakdown producing ulcers with sharp borders CTCL may resemble syphilitic gummas or 

erythema nodosum
[3,4]

.  

CTCL is a neoplastic amplification of skin honing T cells characterized by triad of skin localization, avoidance of 

bone marrow and infiltration of perifollicularTcell zones of lymphnode and spleen.The serum immunoglobulins are 

usually normal reflecting the functional capacity of T4 cells to stimulate B lymphocytes to produce immunoglobulin 

and protect against encapsulated bacteria. The pathogenesis of this cancer is postulated as clonal proliferation of CD4 

T cells in response to signals from intra epidermal dendritic antigen presenting langerhans cells via class II MHC 
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complexes and T cell receptors (TCRS). CTCL may be a malignancy of T cells stimulated to proliferative against its 

own tumor antigens. The intriguing possibility of a yet undifferentialtransforming retrovirus in dendritic cells which 

stimulate and transforms single clone of Cutaneous T cells should also be consider
[6]

.  

 WHO, EORTC classifiesCutaneous lymphomas with primary Cutaneous manifestations as 14 subtypes of T 

cell and NK cell and 5 subtypes of B- cell. Clinical outcomes based on WHO- EORTC classification divide the 

Cutaneous T-cell lymphomas as 5 subtypes with indolent behavior and five subtypes with aggressive behavior. The 

commonest CTCL with indolent behavior is mycosis fungoidesand its variants, while sezary syndrome is the 

commonest type with aggressive behavior. Primary Cutaneous peripheral T cell lymphoma, unspecified accounts for 

approximately 2% of CTCL and 3.7 % of all mature T cell lymphoma itis an aggressive tumor with poor survival
5
. 

The terminology peripheral T cell lymphoma (unspecified) emphasizes that these cases do not belong to any of the 

better defined categories. Attempts to distinguish between them or morphological basis have met with poor inter and 

intra observance reproducibility
[5,9]

. 

CONCLUSION  

This is indeed a rare presentation of rare tumorof primary cutaneous peripheral T cell lymphoma, unspecified. This 

group as a whole needs to be studied in greater detail.  
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