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- Letter to Editor

Cutaneous Infarcts and Antineutrophil Cytoplasmic Antibody-Positive
Vasculitis in Angioimmunoblastic T-Cell Lymphoma: A Rare Presentation

Sir,

Angioimmunoblastic T-cell lymphoma (AITL) is a rare and
unique subtype of peripheral T-cell lymphoma, accounting
for 2%—5% of all non-Hodgkin’s lymphomas."! The lymph
node architecture is often effaced, with retention of only
a few benign follicles. The infiltrate characteristically
extends beyond the lymph node capsule, with preserved
and dilated subcapsular sinus. Often, there is interfollicular
proliferation of endothelial venules. The neoplastic T-cells
are positive for CD2, CD3, CD4, CD10, CXCL-13, PDI,
and often BCL-6.1

AITL is associated with many systemic features such
as fever, rash, or arthritis. These systemic features may
precede the appearance of other features of lymphoma.
The disease may present as autoimmune phenomena, such
as the presence of circulating immune complexes, cold
agglutinins, hemolytic anemia, and rheumatoid factor and
anti-smooth muscle antibodies. Hypergammaglobulinemia
is present in approximately 50% of patients, typically
polyclonal B! Vasculitis is occasionally associated with
AITL, but it is wusually antineutrophil cytoplasmic
antibody (ANCA)-negative vasculitis.[*

Case

A 65-year-old male, a nonsmoker with no known
comorbidities, presented with complaints of short
febrile illness associated with weight loss, dry cough,
generalized weakness, pruritus, and paresthesia in the
bilateral lower limbs. He was admitted to the medical
ward, 12 h after which the patient developed dyspnea,
blackish discoloration of digits [Figure 1], and cutaneous
necrotic lesions over the bilateral legs [Figure 2].

Clinical examination revealed scattered polyphonic
wheeze bilaterally over the chest. A working diagnosis
of secondary vasculitis was made, and the patient was
started on methylprednisolone pulse in view of impending
digital gangrene.

He responded to the treatment with no further progression
of digital ischemia. Evaluation revealed anemia
(Hb = 5-6 g/dl), thrombocytopenia (platelet = 5000/mm?),
raised erythrocyte sedimentation rate (ESR) (78 mm/h),
and eosinophilia (AEC-2910). Biochemistry panel revealed
azotemia (serum urea/serum creatinine = 70/3.5 mg/dl).
Autoimmune workup revealed ANCA positive (pANCA)
strongly by ELISA; however, antinuclear antibody and
direct and indirect Coombs test were negative. Tumor

markers including AFP, CEA, and CA-19-9 were
negative.  Contrast-enhanced computed tomography
chest and abdomen showed hilar and pretracheal

lymphadenopathy and hepatosplenomegaly, respectively
[Figures 3 and 4]. Magnetic resonance angiography of the
aorta and its branches showed small, scarred right kidney
with small caliber of the right renal artery, but there was no
evidence of aortoarteritis. Nerve conduction studies were
suggestive of mononeuritis multiplex with the involvement
of ulnar and peroneal nerves.

Bone marrow studies showed cellular (80%) and reactive
marrow picture with slight increase in the plasma cells.
Serum protein electrophoresis revealed monoclonal
gammopathy (immunoglobulin G lambda restricted).
A lymph node biopsy of the left axilla was done, and
histopathological examination was suggestive of AITL
[Figures 5-7]. He was started on chemotherapy (CHOP
regimen) and has shown response.

Figure 1: Digital infarcts in a 65-year-old male patient, who is a nonsmoker
with no known comorbidities and presented with complaints of short febrile
iliness associated with weight loss, dry cough, generalized weakness,
pruritus, and paresthesia in the bilateral lower limbs

Figure 2: Cutaneous necrotic lesions over the bilateral legs in the same
patient. A working diagnosis of secondary vasculitis was made, and the
patient was started on methylprednisolone pulse in view of impending
digital gangrene
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Figure 3: Contrast-enhanced computed tomography chest showing
mediastinal lymphadenopathy

Figure 5: (a and b) Hematoxylin and eosin stain on a lymph node biopsy
sample (from left axilla) showing effaced lymph node architecture

Figure 7: Immunohistochemistry on a lymph node biopsy sample (from left
axilla) showing CD3 and CD5 positivity

Discussion

AITL is a rare and aggressive neoplasm clinically
manifesting as sudden onset of constitutional symptoms,

lymphadenopathy, hepatosplenomegaly, frequent
autoimmune phenomena, particularly hemolytic
anemia and  thrombocytopenia, and  polyclonal

hypergammaglobulinemia.!

The median age of the patients is 60—65 years, with an
equal incidence in males and females. In most of the cases,
the clinical spectrum of the disease includes B-symptoms
(70%), pruritus/skin rash (50%), hepatomegaly (50%),
splenomegaly (79%), pleural effusion (37%), edema (40%),
and ascites (25%).5! In a significant proportion of patients,
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Figure 4: Contrast-enhanced computed tomography abdomen showing
hepatosplenomegaly
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Figure 6: Immunohistochemistry on a lymph node biopsy sample (from left
axilla) showing BCL6 positivity

autoimmune diseases can be seen, including autoimmune
hemolytic anemia, cold agglutinin anemia, vasculitis,
polyarthritis, and autoimmune thyroiditis. Among laboratory
investigations, the most frequent findings on diagnosis
are anemia, eosinophilia, hypergammaglobulinemia,
autoantibodies, elevated lactate dehydrogenase serum
levels, elevated ESR, and bone marrow involvement.

In general, paraneoplastic vasculitis associated with
lymphoid malignancies is ANCA negative; however, our
patient presented with vasculitis, which was pANCA.
There are two reported cases of pANCA vasculitis, one
with AITL and other with chronic lymphocytic leukemia,
with both patients being cCANCA positive.[

AITL is associated with hypergammaglobulinemia, but
rarely, monoclonal gammopathy has been reported.
Our patient had monoclonal gammopathy with features
simulating POEMS  syndrome  with  neuropathy,
organomegaly, skin changes, and endocrine dysfunction.

Conclusion

This case emphasizes the atypical presentation of a
rather rare disease and the need for high index of
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suspicion and close follow-up for the diagnosis of
AITL. The early diagnosis will help in initiating
chemotherapy well in time, which will help prolong
median survival rates in patients suffering from this
aggressive disease.
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