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ABSTRACT

Leukaemia and lymphoma are the commonly seen malignancies in children, subcutaneous panniculitis-like T-cell
lymphoma (SPTL) is not only a rare cause of malignancy but also rare cause of panniculitis in children. We report an
unusual presentation of this malignancy in the form of pyrexia of unknown origin (PUQ), where rash was seen as very
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late symptom. Histopathology is seen as key in diagnosis of the disorder.

INTRODUCTION

Inflammatory process in the subcutaneous adipose tissue
is called panniculitis, rarely seen in children.! Etiology of
this can be infectious, physical, neoplastic or others.?
SPTL is a rare cause of panniculitis in general with
incidence of 2.3-3% in Asian population.® It is classified
among cutaneous T cell lymphoma with indolent clinical
behaviour as per world health organisation-European
organization for research and treatment of cancer (WHO-
EORTC) classification of lymphoma.*

CASE REPORT

Herein we report a 11 years old female child who is
second born to non-consanguineously married couple
who presented with complaints of fever and joint pains
since 6 months, abdominal distension, pedal edema and
discolouration of the skin over abdomen and thigh since
15 days. After the initial 1 month of illness i.e., fever, the
child was admitted and evaluated in a hospital, where was
found to have pancytopenia, bone marrow aspiration
showed no abnormality. Later as the child improved
symptomatically was discharged home. Due to recurrence
of symptoms, child was admitted in different hospital,
where she was found to have hepatospleenomegaly along

with pancytopenia, bone marrow aspiration was done
thus for the second time suspecting leukaemia or HLH
(hemophagocytic lympho histiocytosis), however showed
no such evidence. Now child came to our hospital with
persistent symptoms and new onset abdominal distension
and skin discolouration over abdomen and outer part of
thigh since 15 days, on examination child had pallor,
generalised lymphadenopathy, pedal edema, genital
edema and a peculiar rash over abdomen, bilateral upper
1/3 of thighs which is red to purplish in colour and
indurated on palpation as seen in Figure 1. Examination
revealed generalised mild distension of abdomen with
hepatosplenomegaly-liver span being 13 cm and spleen
being 15 cm. Thus, initial differentials were malignancy-
leukaemia/lymphoma, connective tissue  disorders,
chronic infections, human immunodeficiency virus
(HIV).

Investigations revealed mild anaemia with haemoglobin
being 9 gm/dl, mild leukopenia with total counts-3200
cells/dl, 57% polymorphs, absolute neutrophil count
(ANC) 1824. Peripheral smear showed nutritional
dimorphic anaemia with associated infection and mild
leukopenia. Child also had hypoalbuminemia of serum
albumin-1.8. Renal function tests, liver function tests,
coagulation profile were within normal range. Sputum of
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cartridge-based nuclei acid amplification test (CBNAAT)
was negative with negative Mantoux test. Tests
suspecting autoimmune disorders such direct coombs test
(DCT), anti-nuclear antibodies (ANA), double stranded
DNA (dsDNA) were done and were negative. As most of
our differentials were ruled out with these non-invasive
tests, previous bone marrow slides were reviewed and
revealed no significant information. Meanwhile the child
was stabilised and monitored during hospital stay where
she continued to have fever spikes not responding to
conventional antipyretics, also there was increase and
persistence of the rash which was very peculiar, with the
help of pediatric dermatology team skin biopsy was
performed which showed: peri vascular and peri-adnexal
lymphocytic infiltrates in dermis, subcutis showed
scattered atypical lymphoid cells involving the fat
lobules. Immunohistochemistry for CD8, granzyme, CD3
CD4, KI 67 was positive, thus confirming the diagnosis
as cutaneous T cell lymphoma.

Figure 1: Pallor, generalised lymphadenopathy, pedal
edema, genital edema and a peculiar rash over
abdomen.

DISCUSSION

Leukaemia and lymphoma are the common malignancies
among children, and 60% of the lymphoma are NHL.®
50% of non-Hodgkin’s lymphoma (NHL) are T cell
derived in pediatric age group.® Skin is the second most
common extra-nodal site of NHL, counting to about 4%
of NHL.” Over all incidence of cutaneous T cell
lymphoma (CTCL) is 6 per million, although less in
children; all ages can be affected.

WHO-EORTC has classified CTCL into various types
based on their clinical manifestations. SPTL is a rare
CTCL in children but a distinct type with infiltration of
mature malignant T cells in subcutaneous adipose tissue
resulting in panniculitis.#® The average age of
presentation is 36 years with female predominance,
children typically present with fever and multiple or
solitary skin nodules or plagues which are erythematous
seen in trunk or extremities.*? Thus our case differs

from the typical presentation of SPTL in age of
presentation as well as skin involvement which is seen
only after 6 months of the initial complaint. The
immunophenotype characteristic for SPTL includes
CD3p, CD4-. CD8p, CD56- and BF-1p which were all
present in the biopsy specimen of our patient.* An
elliptical punch biopsy of adequate size and depth of the
involved subcutaneous adipose tissue is the ideal
specimen to be obtained for histopathological
assessment.>? Dermatology team was very crucial in
diagnosing our case. The earlier the biopsy, more specific
are the changes.? In general they have a good prognosis
especially in absence of HLH where the survival is about
80%.1213 After diagnosis our patient has been started on
cyclophosphamide, hydroxydaunorubicin, oncovin and
prednisone (CHOP) regimen which showed results in the
form of resolution of rash and subsidence of fever with 2
weeks.

CONCLUSION

In cases where diagnosis is in dilemma, high index of
suspicion is necessary to suspect and identify SPTL. As
specific guidelines to define, diagnose pediatric
panniculitides are not well established, histopathological
examination is vital for early diagnosis and avoid further
complications if left untreated.
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