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Tcelllymphomas in north Indian adults: Clinical features,
diagnosis and treatment outcome in 20 patients
P. BAMBERY, B. KUMAR, S. .vARMA, U. KAUR, S. SEHGAL,
S. KAUR, S. D. DEODHAR

ABSTRACf
Malignant diseases of T lymphocytes in adults are uncommon.
Special difficulties arise both in establishing a diagnosis and in
therapy. We describe our experience with 20 patients admitted
to the Nehru Hospital, Chandigarh between 1980 and 1989.
They had mycosis fungoides (8), Lennert's lymphoma (3),
lymphoblastic lymphoma (8) and human T Iymphotrophic virus 1
related adult T cell lymphoma (1). All patients had advanced
disease at the time of presentation and were prescribed
chemotherapeutic regimens which they could afford. Their
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outcome was poor; most patients died within a year of first
being seen.

Treatment of patients with T cell lymphomas in India is
hampered by the late presentation of patients and the cost of the
newer, more effective chemotherapeutic regimens.

INTRODUCfION
Malignant disorders of T lymphocytes exhibit remarkable
diversity in clinical manifestations.' The course of the
disease may end fatally within a few months? or last for a
few decades.! The diagnosis is important because these
conditions often do not provide for long term survival
even though the initial response to chemotherapy may be
encouraging.' The common origin from T cells, of several
unrelated malignancies, has been demonstrated only
recently.' We describe our experience with the diagnosis
and treatment of 20 patients with malignant Tcell disease.
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PATIENTS AND METHODS
All 20 patients were admitted to the medical wards of
the Nehru Hospital, Postgraduate Institute of Medical
Education and Research, Chandigarh between January
1980 and December 1989. The diagnosis ofT cell lymphoma
was made on the basis of one or both of the following in
patients with typical clinical features' and findings on light
microscopy.">?

1. Spontaneous formation of E rosettes with sheep red
blood cells (RBCs) at 4 °C and 37°C.

2. Cytoplasmic acid phosphatase 'dot' positivity (Fig. 1).

FIG I. Photomicrograph showing focal cytoplasmic acid
phosphatase 'dot' positivity

Both these techniques were carried out on smears prepared
from aspirates from lymph nodes, skin nodules or pleural
fluid. The biopsies from the lymph nodes and skin were
available in all patients and revealed typical histological
changes. 1.5-7In some of the later cases, the diagnosis was
confirmed using a pan T monoclonal antibody. Treatment
with radiotherapy and/or one of several chemotherapeutic
regimes was administered.

RESULTS
Of the 20 patients, 8 had mycosis fungoides (MF), 8 had
lymphoblastic lymphoma (LBL), 3 had Lennert's
lymphoma with T cell characteristics (LL) and one patient
had HTLV-l related adult T cell lymphoma (ATL)
(Table I). The clinical features are summarized in Table II,
laboratory abnormalities in Table III and the treatment
and outcome in Table IV.

All the patients with mycosis fungoides had evidence of
advanced disease at the time of diagnosis and lymph
nodes were involved in all but one (Table II). The poor
outcome of these patients (Table IV) seemed to be a
direct consequence of the advanced nature of the disease
at the time of presentation to this institute.

One patient had marked erythroderma and a high per-
centage of abnormal cells in the peripheral blood smear,
i.e. Sezary syndrome (SS).5 This 24-year-old male had
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suffered from persistent pruritic, scaly lesions over the
legs and trunk for 7 years. One year prior to presentation,
the lesions enlarged, became nodular, spread to the entire
body and finally ulcerated a few weeks before admission
(Figs. 2a and b). The skin was erythematous. Hard fixed
nodes were palpable in both axillae. He had leucocytosis
(TLC 14 OOO/cmm), eosinophilia (8%), lymphopenia
(6%) and bizarre circulating cells with convoluted nuclei
(16%) in addition to a typical histology. Combination
chemotherapy resulted in a gradual reduction in tumour
size and partial ulcer healing but he developed a severe

FIG 2. Mycosis fungoides. Advanced cutaneous lymphoma
showing (a) diffuse truncal involvement by plaques and
nodules with ulceration and (b) close-up of a large ulcerated
lymph node mass in the axilla

psychiatric disturbance, refused further investigation and
left hospital.

Lymphoblastic lymphoma was seen in young males
with a short history of rapidly progressive dyspnoea,
mediastinal compression by large lymph nodal masses and
a large, rapidly accumulating, haemorrhagic pleural
effusion (Table II). Most patients had widely disseminated
disease at the time of diagnosis with generalized lymph-
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FIG 3. Photographs showing the rapid progression of LBL over 2 weeks (a, b and c) and the
radiological response to chemotherapy (d)

adenopathy, organ infiltration, skin involvement and
meningeal disease (Tables II and III). Two patients had
leukaemic transformation. The initial response to
chemotherapy (Fig. 3) was often dramatic but short-
lived (Table IV). Severe mediastinal compression often
necessitated emergency admission and treatment with
chemotherapy, corticosteroids and diuretics.

Lennert's lymphoma was documented in 3 elderly
males. The disease was insidious in onset and gradually
progressive. Fever and lymphadenopathy were the initial
features followed by the development of generalized
pruritus, hepatosplenomegaly and Waldeyer's ring
involvement (Table II). Only one patient had multiple
drug allergy. The response to chemotherapy was slow and

TABLE I. Patient characteristics

Disease n M:F Age
(years)

Duration of symptoms
(months)

mean range mean range

Mycosis
fungoides (MF)

Lymphoblastic
lymphoma (LBL)

Lennert's lymphoma
(LL)

Adult Tcell
lymphoma (ATL)

8 3:1 40.6 24--70 47.I 6--84

8 3:1 20.0 15-26 2.8 2-4

3 3M 58.3 52-{j5 27.6 17-36

1M 50 6.0
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TABLE II. Clinical features TABLE III. Laboratory features

Disease MF LBL LL AlL Disease MF LBL LL AlL
Number of patients (n=8) (n=8) (n=3) (n=l) Number of patients (n=8) (n=8) (n=3) (n=l)

Dtrmtll manifestations Haematological abnormalities
Pruritus 5 1 3 I Anaemia 3 2 0 0
Plaques 8 0 0 1 Leucocytosis 2 2 0 0
Nodules 6 2 0 I Eosinophilia 2 0 0 0
Ulceration 7 0 0 0 Abnormal circulating cells I 2 0 0
Erythema 4 0 0 0 Abnormal cells in bone marrow 112 115 0 0

Lymph node involvement Biochemical abnormalities
Regional 7 2 0 0 Elevated serum
Generalized 0 6 3 0 Alkaline phosphatase 0 0 3 0
Waldeyer's ring 0 2 2 0 SGOT 0 I 1 0

Thoracic manifestations Uricaeid 0 5 0 1

Dyspnoea 0 8 1 0 Calcium o ' 0 0 1

Mediastinal compression 0 8 0 0 Cytological abnormalities
Pleural effusion (large) 0 6 0 0 Abnormal cells in the aspirate from

Other manifestations Pleuralsae 0 3 0 0

Hepatomegaly 3 4 3 1 Cutaneous mass 6 0 0 1

Splenomegaly 2 2 3 0 Lymph nodes 5 8 3 1

Meningeal disease 0 3 0 0 Spontaneous 'E' rosettes with

Bone pain 0 3 0 0 sheep RBCs at 4°C and 37°C 3/3 4/4 113

Multiple drug allergy 0 0 I 0 Focal cytoplasmic positivity of
acid phosphatase 5/5 5/5 3/3

MF Mycosis fungoides LBL Lymphoblastic lymphomas Typical histological features 8 8 3
LL Lennert's lymphomas ATL Adult T cell lymphomas

MF Mycosis fungoides LBL Lymphoblastic lymphomas
LL Lennert's lymphomas ATL Adult T cell lymphomas

TABLE IV. Treatment outcome

Patient Stage Therapy Response Duration Outcome Cause of death
of

No.Age Sex follow up

MF I 24 M IVA MOP None 4 weeks UnknownPD

2 45 F IVA C(R) Partial 2 years Dead Disease related
3 57 M IVA M(T) Partial 6 years Dead Disease related
4 34 F IVA None 2 weeks Dead Disease sepsis
5 23 M liB COP Partial 6 months Unknown
6 35 M IVA M(T) Partial 8 months Unknown
7 37 M IVA MOP Partial 2 years Alive
8 70 M IVA MOPP Partial 4weeks Unknown

LBL 1 23 M COP (MP) Complete remission 4 months Dead Disease relapse
2 18 M COP (MP) Complete remission 5 months Dead
3 16 F COP Complete remission 2 weeks Dead Bleeding
4 25 M Refused treatment UnknownfP
5 14 M COP (IT) Complete remission 3 months Dead Unknown (Inflater)
6 21 F CHOP Complete remission 6 months Dead Disease relapse
7 24 M CHOP (IT) Complete remission 5 months Dead Unknown (Inflater)
8 19 M CHOP (IT) (R) Complete remission 5 months Dead Disease relapse

LL 1 65 M IVB LOP Partial 6 months Dead Disease sepsis
2 52 M IVB COP Partial 5 months UnknownPD

3 58 M IVB CHOP Partial 1 year UnknownPD

ATL 50 M MOP Partial 3 months UnknownPD

M muSlinehydrochloride o vincristine P prednisolone C cyclophosphamide (R) localized radiation treatment
(11 topically applied mustine hydrochloride . (Inf later) Informed of death later
(IT) Intratbecal methotrexate and cytoaine arabinoside H adriamycin L chlorambucil
(PO) Ptmunably dead, seriously ill when last seen.
StagiDgaccording to the Mycosis Fungoides Srudy Groupl
All patients lost to follow up had active disease at the time they were last seen.



18

variable. Serious infections were common and one patient
died of Pseudomonas septicaemia. The other 2 were lost
to follow up.

A11.. was diagnosed in one patient who had a characteris-
tic clinical and laboratory profile. He was a 50-year-old
male who presented with a 6-month history of rapidly
progressive, reddish, painless, dermal nodules over his
back and numerous intensely pruritic plaques all over his
body. These plaques had initially shown a mild response
to a course of corticosteroids at another institution but
later reappeared and progressed while still on therapy.
Serum calcium (14 mg/dl), alkaline phosphatase (28 KAU)
and uric acid (11 mg/dl) levels were elevated. Biopsy of
the skin lesions suggested MF. The serological test for
H11..V-l was positive at the National Cancer Institute,
Bethesda, USA. There was partial response to combination
chemotherapy but the lesions returned within 3 months
and he refused further therapy.

DISCUSSION
It is important to quickly recognize the clinical picture and
establish a diagnosis of T cell lymphoma because most
patients with this disease have a poor outcome and need
aggressive chemotherapy at an early stage if 'curative'
treatment is planned.l-?

While it is possible to define the exact level of T cell
dysmaturity by using markers and monoclonal antibodies.!
the T cell nature of the neoplasm can be confirmed by
simpler and more economical methods like the ones we
have used. I Skin nodules, lymph nodes and other sites of
involvement provide abundant cellular material for
cytological examination.

Mycosis fungoides is a fairly common problem in western
countries.P However, the largest series of patients
published from India comprised of only 9 patients. \0

Among almost 2500 dermatological admissions over the
last 10 years at our institute only 8 patients witb MF were
identified. The disease is probably rare in this country,

Skin involvement in MF is early but, unfortunately,
non-specific. 11 While the plaques, nodules, tumours
and disseminated forms of the disease do not pose major
diagnostic problems, premycotic MF can be confused
with non-specific dermatitis, eczema, psoriasis,3,5,11 and
leprosy. Persistent or progressive suspicious skin lesions
should be biopsied. In its early stage, MF is treatable and
responds well to phototherapy with 8-methoxypsoralen
and ultraviolet A light (PUVA), topical mustine hydro-
chloride and total skin irradiation with electrons. 12

Treatment of advanced MF is disappointing. 3,12
Chemotherapeutic regimens used are similar to those for
the treatment of low grade B cell lymphomas, and induce
high response rates (about 70% ) but are not curative. All
except two of our patients did poorly on various therapeutic
regimens (Table IV).

Morphologically, in both MF and SS, the most striking
feature is the presence of large and small variants of a
lymphoid cell with a large bizarre convoluted nucleus in a
dense dermal and adnexal infiltrate.v" Patients with
erythroderma and more than 5% malignant convoluted
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mononuclear (Sezary) ceUs in the peripheral blood qualify
for a diagnosis of Sezary syndrome. 12

The presentation of patients with LBL is characteristic.
Features of rapidly developing mediastinal compres-
sion2,13,14 predominate. The differential diagnosis
includes bronchogenic carcinoma and neuroectodermal
tumours, both of which are rare in this age group. T cell
acute lymphoblastic leukaemia, on the other hand, is a
similar yet different disease of older youth with mediastinal
masses, high cell counts, bone involvement and disease of
the central nervous system which has a poor response to
therapy. 15Drug therapy for LBL often needs to be started
before adequate proof of diagnosis is available and is
effective initially (Table IV). Unfortunately, with milder
generation I chemotherapy regimes, relapses are extremely
common.?

Very aggressive chemotherapy using sequential multi-
agent protocols that produced severe myelosuppression
have been shown to be effective in this condition.14,t("'t9
Recent series describe an overall 3-year survival of 40%
t050%.19

Although mortality has dropped since the development
of generation II and III protocols, they were not used in
our patients due to the high cost of antibiotics for
granulocytopenic patients and difficulty in obtaining
blood component support.

Lennert's lymphoma was initially described as a variant
of Hodgkin's disease. The lymph nodes show collections
of epithelioid histiocytes and vascular proliferation along
with a paucity of Reed-Sternberg cells. 10,20,21These
patients, however, are older, symptomatic for longer
periods with frequent tonsillar involvement, skin infiltra-
tion, drug allergy, raised serum transaminases and
alkaline phosphatase levels, and opportunistic infections.
Their response to standard Hodgkin's disease treatment
protocols is also unsatisfactory. Our patients were very
similar to the patients described in the literature.P-!
LL needs to be clearly differentiated from Hodgkin's
lymphoma because of the differences in treatment and
outcome.

A 11.. was recognized only 13 years ago.22 It is a rapidly
progressive disorder with poor response to drug therapy. 7,23
The cutaneous involvement is suggestive of MF but the
history is short and the lungs, bones and the brain are
frequently involved." There are several metabolic
abnormalities of which hypercalcaemia is the most
characteristic.i-" Our patient had many of these features.
The indigenous acquisition of HTLV-l in our patient
indicates the presence of this virus in India.

We suggest that the clinical spectrum of T cell malig-
nancies in India is broadly similar to that seen elsewhere.
However, patients usually present with advanced disease
which makes treatment unrewarding, Additional difficulties
in instituting aggressive effective chemotherapeutic
regimens include financial constraints and the paucity of
blood components and other supportive measures. Early
diagnosis and modern chemotherapy at referral centres
are mandatory if some of these young patients are to be
cured.
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