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ABSTRACT INTRODUCTION 
 

Sezary Syndrome (SS) is the most common clinical 
types of Cutaneous T-cell lymphomas. It corresponds 
to 3% of all cutaneous lymphomas and is 
characterized by a monoclonal proliferation of 
neoplastic T helper cells with cerebriform nuclei 
(Sezary cells), with immunophenotyping showing 
typical positivity for CD4 and negativity for CD7 and 
CD26. We describe a 65 year old female presented to 
skin outpatient department with complaints of 
generalized itching and loosely adherent coarse 
scaling all over body since 20 days. She was having 
history of erythematous lesions from last 3 years. 
Complete hemogram revealed elevated leukocyte 
count (33,270/µl). Peripheral smear examination 
revealed 40% blasts, suggestive of acute leukemia 
and patient was advised immunophenotyping. 
Immunophenotyping revealed CDS+, CD3+, and 
CD4+. Histopathological diagnosis of lymphopro 
liferative lesion was given on skin biopsy and 
immunohistochemistry (IHC) was advised. 
Immunohistochemistry was in concordance with 
Flowcytometry, hence Sezary Syndrome was 
confirmed on skin biopsy. We hereby report a case of 
Sezary Syndrome (SS) presenting as erythroderma. 
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Cutaneous T-cell lymphomas (CTCL) are a 
heterogeneous group of lymphoproliferative 
disorders characterised by monoclonal expansion of 
malignant T cells, primarily helper T (CD4) cells. 
CTCLs vary widely, from patches to tumors, from 
indolent to aggressive. Mycosis fungoides (MF) and 
its erythrodermic and leukemic variant, the Sezary 
Syndrome (SS) are the most common clinical types of 
CTCL1. Sezary Syndrome corresponds to 3% of all 
cutaneous lymphomas and is characterized by a 
monoclonal proliferation of neoplastic T helper cells 
with cerebriform nuclei (Sezary cells), with 
immunophenotyping showing typical positivity for 
CD4 and negativity for CD7 and CD262

• Sezary 
Syndrome is characterized by a triad of manifestat 
ions: erythroderma with pruritus, lymphadenopathy 
and atypical circulating lymp-hocytes (referred to as 
Sezary or Lutzner cells). SS is indistinguishable 
solely on clinical bases and must be differentiated 
from erythroderma of eczematous origin, psoriasis 
and pharmacoderma. We hereby report a case of 
Sezary Syndrome presenting as erythroderma. 

 
CASE REPORT 

 
A 65 year old female presented to skin outpatient 
department with complaints of generalized itching 
since 20-25 days and scaling of skin since 20 days. 
She was having history of erythematous lesions from 
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last 3 years, took local treatment but not relieved. 
Lesions were aggravated since last 20-25 days. On 
examination she had generalized discoloration of 
body with loosely adherent coarse scaling all over 
body including scalp, nasolabial folds, eyelids and 
neck. Palm and soles showed exfoliation of skin 
associated with pitting edema. Nails showed 
discoloration and dystrophic subungual hyper 
keratosis present over both hands and feet. Oral 
mucosa was normal. No lymphadenopathy was 
noted. Lesions increased on sun exposed parts. No 
history of fever, cough, cold, joint pain, chest pain, 
abdomen pain. No history of other significant 
diseases like diabetes / hypertension/ tuberculosis / 
asthma. On the basis of above clinical findings a 
diagnosis of erythroderma was made. 

On investigations USG Abdomen was normal. 
HbsAg / HIV was negative and Anti-HCV not 

detected. Blood sugar was 288mg/dl, CPK-MB was 
54.1 U/L and other biochemical tests were within 
normal limit. Complete hemogram revealed 
Hemoglobin (l l .9gms/dl), adequate platelets 
(platelet 3,11,000/µl), and an elevated leukocyte 
count (total leukocyte count 33,270/µl). Peripheral 
smear examination revealed 40% blasts (Blasts were 
intermediate in size and had irregular serpentine and 
cerebriform nuclear contours with occasional larger 
cells with prominent nuclei), suggestive of acute 
leukemia and patient was advised immuno 
phenotyping for further evaluation. Immuno 
phenotyping was performed on peripheral blood and 
atypical cells showed CDS+, CD3+, and CD4+. The 
atypical cells were negative for CD19, CDlO, CD20, 
CD7, CD25, CD26, CD8, CD79a, CD103, CD125, 
CD23, CD200, CD34, CD16, CD57 and FMC-7 
(Figure 1). Based on the above immunophenotype, 
diagnosis ofSezary Syndrome was given. 

 

 
Figure 1 : Immunophenotyping was performed on peripheral blood and atypical cells showed CDS+, CD3+, and 
CD4+. The atypical cells were negative for CD19, CDIO, CD20, CD7, CD25, CD26, CD8, CD79a, CD103, CD125, 
CD23, CD200, CD34, CD16, CD57 and FMC-7. 
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KOH of nail revealed no fungal element. 
 

Owing to the presence of multiple erythematous scaly 
lesions over the scalp, nasolabial folds, eyelids, neck, 
palm and soles, a skin biopsy was performed. 

We received single skin punch biopsy in ten percent 
neutral buffered formalin. Grossly the skin with 
subcutis measured 0.6X0.3 X0.2c ms. Routine 
processing of the biopsy was done, sections were 

taken and stained with hematoxylin & eosm. 
Microscopically, the epidermis revealed ulcer with 
underlying dermis revealed dense band like 
infiltration by lymphoid cells. Infiltrate extending 
around the adenexa (Figure 2A & 2B). 
Histopathological diagnosis of lymphoproliferative 
lesion was given and immunohistochemistry (IHC) 
was advised for further workup. 

 

 
Figure 2A: (XIO) & 2B (X40): Skin biopsy - Epidermis revealed ulcer with underlying dermis showing dense band like 
infiltration by lymphoid cells. Infiltrate extending around the adenexa. On high power the cells looked atypical, had a 
cerebriform nuclei. (Hematoxylin & eosin) 

Immunohistochemistry was in concordance with 
Flowcytometry, Hence Sezary Syndrome was 
confirmed on skin biopsy. 

DISCUSSION 
 

Cutaneous T-cell lymphoma (CTCL) is a 
heterogeneous group of diseases, characterized by 
monoclonal expansion of malignant T cells, primarily 
helper T (CD4) cells, with mycosis fungoides (70% of 
all cases) and Sezary Syndrome accounting for the 
majority of cases, usually presenting with patches and 
plaques in the skin and pursuing an indolent, long 
clinical course. Sezary Syndrome is believed to be 

part of the spectrum of mycosis fungoides, an 
erythrodermic variant with circulating tumor cells in 
the blood, which may arise de novo or from 
preexisting lesions histopathologically classical of 
mycosis fungo ides . Sezary Syndrome usually 
presents with non-specific erythroderma, described as 
diffuse, bright red with scaling, which may be 
accompanied by fever, chills, loss of weight, malaise,  
insomnia secondary to overwhelming pruritus and 
poor temperature homeostasis. Many of these 
features were present in our patient. 

 
SS is characterized by a monoclonal proliferation of 
neoplastic T cells and an immunophenotype that is 
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classically CD4+CD7- CD26- 2
• The classical Sezary 

cell shows a characteristic serpentine and cerebriform 
nucleus with hyperdiploid DNA and chromosome 
count. There is difficulty in evaluating the relevance 
of the presence ofSezary cells in the peripheral blood 
and some believe that they may be reactive rather than 
malignant3. The malignant T cell in Sezary Syndrome 
expresses the pan-T cell markers C2, CD3 and CDS as 

This case report emphasizes that Sezary Syndrome 
should be considered in the differential diagnosis of 
erythroderma and it should be worked up accordingly. 
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