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ABSTRACT
A 54 year old female diagnosed with sputum smear negative tuberculosis and on antitubercular therapy for one

month presented with on and off fever, generalised weaknesss, cough with expectoration and itching and rashes of

whole body. Patient had pallor, significant right cervical lymphadenopathy. On auscultation patient had bilateral

diffuse coarse crepitation. CECT thorax was suggestive of bilateral patchy consolidation and nodular opacities with

Mediastinal lymphadenopathy. There was clinic radiological detoriation. CECT abdomen suggestive of abdominal

lymphadenopathy. FNAC of lymphnode was not conclusive and on lymph node biopsy followed by H&E staining

and IHC revealed Angioimmunoblastic lymphoma.
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INTRODUCTION

Angioimmunoblastic T cell lymphoma is a rare and rapid 
growing form of T cell lymphoma [1]. AITL is characterized by 
malignant transformation of T cell and one of the unique 
features of AITL is dysfunction of immune system [2]. AITL is 
classified under nodal T-cell lymphomas with follicular T helper 
phenotype [3]. AITL and follicular helper subtype of PTCL 
(PTCL -FH) have many biological features in common hence 
grouped together for treatment purposes [1].

Classification

Mature T-cell leukaemias: 1. T-Prolymphocytic Leukaemia (T-
PLL)

2. T-Large Granular Lymphocytic Leukaemia (T-LGL)

3. Chronic Lymphoproliferative disease of NK cells (CLPD-NK)

4. Aggressive NK-cell Leukaemia

5. Adult T-cell Leukaemia lymphoma (ATL) II.

Nodal PTCL: 6. Peripheral T-cell lymphoma, not otherwise
specified (PTCL-NOS)

7. Angio-immunoblastic T cell lymphoma

8. Anaplastic Large cell lymphoma- ALCL III.

Epidemiology

AITL represents only 1% to 2% of all cases non-Hodgkin 
lymphoma (NHL), but nearly 1 in 5 cases of PTCL diagnosed 
per annum [4,5]. AITL commonly affects advanced-age 
individuals with a median age of diagnosis of 65 years of age 
with no significant gender predisposition [6,7].

Causes: AITL is believed to be caused due to a dysfunctional 
immune response to an unknown antigen .No specific risk 
factors have been confirmed to be associated with AITL. 
Suspected risk factors viruses including the Epstein-Barr virus, 
cytomegalovirus, hepatitis C virus, human herpes viruses, and 
the human immunodeficiency virus. Tuberculosis and 
Cryptococcus have also been linked to AITL. The Epstein-Barr 
virus has been found in more than 90 percent of individuals 
with AITL. EBV positive B cells are found very early in the 
disease process and researchers suggest that the virus may play a 
more important role in causing AITL. VEGF -A is also been 
found to play a critical role in development of AITL.

Signs and symptoms: Palpable lymphadenopathy is the most 
common sign. Hepatomegaly and splenomegaly are also very 
common. The majority of patients have “B” symptoms including 
fevers, night sweats, and/or unintentional weight loss. AITL is 
usually associated with morbilliform cutaneous eruption on the 
trunk, though a more diffuse, pruritic, maculopapular rash can
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productive with whitish expectoration not associated with
haemoptysis, shortness of breath or any diurnal variation.

Patient had no significant past history, family history, patient
was nonsmoker, nonalcoholic and addicted to tobacco chewing.
Patient was married and had two children .Normal bowl and
bladder habit.

Patient had pallor, significant right cervical lymphadenopathy of
size 1*1 cm which was firm, non-tender and freely mobile and
skin over the gland was normal. No other lymphnodes were
palpable .On auscultation patient had bilateral diffuse coarse
crepitation.

On investigation patient had Hb -7.9 gm, Platelet - 73000/cc,
ESR – 150 mm/Ist hr. Serum protein–7.0, serum albumin–2.7,
serum LDH–384. Peripheral smear suggestive of normocytic
normochromic anaemia with clumped RBC, Leukopenia,
Thrombocytopenia–Immune hamolysis. DCT was positive. CRP
and ANA were positive. There was clinicoradiological
detoriation (Figure 1 and 2). CECT thorax was suggestive of
bilateral patchy consolidation and and nodular opacities with
Mediastinal lymphadenopathy. CECT abdomen suggestive of
abdominal lymphadenopathy. Bronchoscopy was done and in
BAL culture and sensitivity there was growth of Klebsiella
species sensitive to Amikacin and colistin. FNAC of lymphnode
showed immature a mature lymphoid cells with areas of fibrosis
and occasional areas of necrosis and on lymph node biopsy
followed by H&E staining and IHC revealed
Angioimmunoblastic lymphoma.

Figure 1: B/L Mid and Lower Zone Reticulonodular Opacities.
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occur. Evidence of cutaneous involvement is rarely established 
by skin biopsy. Other well described but less common signs and 
symptoms include polyarticular arthritis, pleural effusion, and 
ascites.

Angioimmunoblastic T Cell Lymphoma with Dysproteinemia 
(AILD) syndrome is characterized by AITL with any of the 
following:

Polyclonal hypergammaglobulinemia,

A positive direct antiglobulin (Coombs) test,

Plasmacytosis in the peripheral blood.

Various autoimmune diseases such as vasculitis, hypo or 
hyperthyroidism, arthritis with or without a detectable 
rheumatoid factor, immune thrombocytopenic purpura, and 
hemolytic anemia are commonly described. In addition to a 
positive Coombs’ test, patients may also have cold agglutinins or 
cryoglobulinemia with or without rash and anemia. Peripheral 
neuropathy can occur, even without direct neurologic 
involvement. Patients may develop a sensory neuropathy or a 
motor neuropathy similar to chronic inflammatory 
demyelinating polyneuropathy. Uveitis may rarely occur.

Pathology

Microscopic (histologic description: Partial effacement of 
lymphonodular architecture, often with perinodal infiltration 
but with preservation of subcapsular and trabecular sinuses.

Prominent arborizing high endothelial venules with thickened, 
hyalinized PAS+ walls surrounded by CD21+ follicular dendritic 
cells and irregular homogenous eosinophilic material.

Burnt out germinal centers with increased follicular dendritic 
cell meshworks (mediated through expression of CXCL13 by 
neoplastic follicular helper T cells).

Predominantly paracortical aggregates of polymorphic small to 
medium sized cells with clear / pale cytoplasm, distinct cell 
membranes and minimal cytologic atypia.

Small clusters of neoplastic cells around follicles and high 
endothelial venules, variable numbers of small reactive 
lymphocytes, eosinophils, plasma cells, histiocytes.

Paracortical expansion of B immunoblasts linked to the 
functional properties of neoplastic follicular helper T cells.

Three different histologic patterns described, I - III, with 
increasing degrees of architectural effacement, commonly 
coexisting in the same specimen, arbitrary cutoffs.

CASE REPORT

A 54 year old female diagnosed as sputum smear negative 
tuberculosis and on antitubercular therapy for one month 
presented with on and off fever, generalised weaknesss, cough 
with expectoration and itching and rashes of whole body, loss of 
weight and decreased appetite.

Fever was low grade intermittent in nature and not associated 
with chills, rigor, vomiting or altered sensorium. Cough was
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Poor prognostic factors: age>60 years, performance status ≥ 2, 
extranodal sites>1, B symptoms, platelet count <150×109/L.

Other prognostic factors: anemia, elevated white blood cell 
count and IgA levels.

CONCLUSION

In this case the patient had symptoms of itching, rashes, fever 
and weight loss. Patient had cervical lymphadenopathy. 
Investigations revealed pancytopenia, autoimmune haemolysis, 
positive DCT, raised ESR, serum protein and LDH but had 
decreased albumin. CRP and ANA were positive. Chest X ray 
showed bilateral reticulonodular shadows. In CT thorax there 
were random nodular opacities, patchy airspace consolidation 
and mediastinal lymphadenopathy. Abdominal 
lymphadenopathy was found on CECT abdomen. Diagnosis was 
established by lymphnode biopsy.

REFERENCES

1. Frizzera G, Moran EM, Rappaport H . Angio-immunoblastic
lymphadenopathy. Am J Med. 1975;59(6):803-818.

2. Federico M, Rudiger T, Bellei M. Clinicopathologic characteristics of
angioimmunoblastic T-cell lymphoma: analysis of the international
peripheral T-cell lymphoma project. J Clin Oncol. 2013;31(2):240-246.

3. Vose J, Armitage J, Weisenburger D. International T-Cell Lymphoma
Project. International peripheral T-cell and natural killer/T-cell
lymphoma study: pathology findings and clinical outcomes. J Clin
Oncol. 2008;26(25):4124-4130.

4. Mourad N, Mounier N, Brière J. Clinical, biologic, and pathologic
features in 157 patients with angioimmunoblastic T-cell lymphoma
treated within the Groupe d’Etude des Lymphomes de l’Adulte
(GELA) trials. Blood. 2008;111(9):4463-4470.

5. Elias A, Mallett S, Daoud-Elias M, Poggi JN, Clarke M. Prognostic
models in acute pulmonary embolism: a systematic review and
meta-analysis. BMJ Open. 2016;6:e010324..

6. Guidelines for the Management of Mature T-cell and NK-cell
Neoplasms (Excluding cutaneous T-cell Lymphoma) Updated.
2013.

7. Jimenez D, Aujesky D, Moores L. Simplification of the pulmonary
embolism severity index for prognostication in patients with acute
symptomatic pulmonary embolism. Arch Intern Med.
2010;170:1383-1389.

Mohankudo S, et al.

Figure 2: B/L Reticulonodular Opacities in All Zones.

DISCUSSION

Treatment

Rarely, AITL mostly follows an aggressive course and very rarely 
resolves spontaneously. Combination chemotherapy may be 
required. There have been reports of both single agent and 
combination chemotherapeutic regimens, such as CHOP, CVP 
(Cyclophosphamide, Vincristine, Prednisone), VAP (Vincristine, 
Asparaginase, Prednisone), steroids with or without 
cyclophosphamide, high-dose methylprednisolone, prednisone 
with or without COPBLAM. Although a complete remission 
rate of 50% can be achieved with combination chemotherapy, 
relapse rates remain high. Overall, combination chemotherapy 
appears to be superior to steroids alone. Other therapeutic 
approaches include low-dose methotrexate together with 
steroids. Gemcitabine can be beneficial, but again studies are 
based on a small number of patients, which does not allow 
statistically significant conclusions. Interferon-alpha has been 
used for consolidation–maintenance therapy following 
conventional treatment to prolong chemotherapy-induced 
remissions by its differentiating, immunomodulating and 
antiproliferative effects.

Prognostic factors

Five year overall and failure free survivals were 33% and 18%, 
respectively.
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