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A rare case of peripheral T-cell lymphoma in 
1-year-old child

c a S e  r e P O r t

A b s t r A c t

Peripheral t-cell lymphoma (Ptcl) represents approximately 12% of lymphoid 
neoplasms. they are even rarer in children and represent only 1% of non-Hodgkin’s 
lymphoma in this age group. We report a case of Ptcl in a 1-year-old female child 
for its rarity.
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INTRODUCTION

Lymphomas are the third most common pediatric 
malignancy constituting 10% of  cancer in children, 
of  which two-thirds are non-Hodgkin’s lymphoma 
(NHL).[1] Four commonest type of  NHL in children are 
Lymphoblastic lymphoma, Burkitt’s lymphoma, Anaplastic 
large-cell lymphoma, and diffuse large B-cell lymphoma.[2] 
Peripheral T-cell lymphomas (PTCLs) are rare in childhood 
and represent only 1% of  NHL cases.[3] Their response 
to conventional chemotherapy is indeed poor, with 
5-year relapse-free and overall survival rates of  26% and 
20%, respectively.[4] Conventional morphological and 
molecular	criteria	do	not	assist	in	the	subclassification	of 	
PTCL/not	otherwise	specified	(NOS).

CASE REPORT

A 1-year-old female child presented with fever and 
abdominal distention of  2-month duration. On 

examination, the child was febrile, had generalized 
lymphadenopathy including retroperitoneal lymph nodes 
and hepatosplenomegaly.

Investigations revealed raised white blood corpuscle 
count (15×109/l with lymphocytes 66%), high lactate 
dehydrogenase - 712 IU/l. Her hemoglobin, platelet, 
fibrinogen,	renal	function	test,	liver	function	test,	serum	
uric acid, and serum electrolytes were normal. Cerebro 
spinal	 fluid	 analysis	 did	 not	 reveal	 any	 abnormal	 cells.	
Contrast-enhanced computed tomography scan (CECT) 
of  thorax showed an enlarged thymus in superior 
mediastinum along with enlarged lymph nodes in right 
paratracheal, subcarinal, bilateral axillary, and bilateral 
cervical regions. CECT abdomen and pelvis revealed 
hepatosplenomegaly, large retroperitoneal lymph node 
mass of  8×7 cm encasing the abdominal vessels. Cervical 
lymph node biopsy revealed partial effacement of  
architecture with proliferation of  large, round to polygonal 
cells with moderate cytoplasm, and large irregular vesicular 
nuclei with prominent nucleoli were seen. Increased 
mitosis was present. Lymphatic spaces also showed 
atypical cells. Immunohistochemistry: Leukocyte common 
antigen, CD3 [Figure 1], CD43 [Figure 2], Bcl2 and CD57 
positive. CD30, terminal deoxynucleotidyl transferase, 
anaplastic lymphoma kinase-1, CD56, UCHL-1, CD20, 
CD79α, epithelial membrane antigen, CD15, CD10, MPO, 
and CD68 negative.
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The Ki 67 labelling of  atypical cells was 65%. Bone marrow 
was	infiltrated	by	atypical	lymphoid	cells.	Based	on	these,	
a	 diagnosis	 of 	 Stage	 IV	PTCL	was	made.	 Patient	was	
started on MCP 842 protocol chemotherapy. This protocol 
contains alternating cycles of  Regimen A and Regimen 
B. The patient completed eight cycles of  chemotherapy, 
achieved complete remission, and remained disease free at 
6 months of  follow-up.

DISCUSSION

T-cell lymphomas other than analplastic large cell lymphoma  
and Lymphoblastic lymphomas in children are extremely 
rare diseases and are essentially uncharacterized, except as 
case reports and anecdotes. Only 1 case of  infantile PTCL-
NOS was reported over a 20 year period from a National 
child hood registry.[5] It has been suggested that a majority 
tend to be derived from components of  the innate immune 
system including cytotoxic T or NK cells.[6] Their prognosis 
is not known and their occurrence results in confusion 
regarding choice of  therapy.

Other sujbtypes of  PTCL are equally rare and published 
only as case reports.[7]

However, the response to treatment is often poor and the 
relapse rate is high.[8] The role of  autologous transplant 
is pediatric PTCL is unclear.[9] At present, treatment for 
PTCL NOS is unsatisfactory.

Data about PTCL from adult population suggest an 
inferior response to chemotherapy and poorer outcomes 
compared with age- and stage-matched diffuse large 
B-cell lymphomas (the other common aggressive 
lymphoma in adults), when treated with adult protocols.[10] 
Since there are limited data in children on this entity, we 

decided to treat this patient with an aggressive pediatric 
lymphoma protocol. Despite having a high-risk disease 
with extensive bone marrow involvement, and bulky 
abdominal nodes, this child had a very satisfactory 
response and remains disease free. Though more 
aggressive approaches to treating PTCL in adults have 
been postulated including the use of  high-dose therapy 
as consolidation, this approach remains controversial 
as yet. This report of  a rare disease in a child seems to 
suggest that an aggressive approach might be effective 
in PTCL of  childhood.
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Figure 1: PTCL unspecified showing CD3 expression Figure 2: PTCL unspecified showing CD43 expression
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