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ABSTRACT

Primary Renal Lymphoma - A
Case Report and Review of

Literature

Primary Renal Lymphoma (PRL) is rare and its existence has been called into question due to the absence of lymphatic tissue within
renal parenchyma. Non-specific abdominal pain with mass in the lumbar region and otherwise unexplained renal failure is the most
common presentation. Almost all patients eventually develop extrarenal lymphomatous disease and few patients survive beyond one
year. Surgical treatment is rarely feasible as primary modality of treatment since the tumour often encases major vessels and surrounding
organs necessitating major resection. Instead, an attempt can be made to downstage the tumour with chemotherapy before attempting
surgery. Here we present a case of primary renal Non-Hodgkins Lymphoma (NHL) which was treated with chemotherapy but the patient

succumbed to disease before the third cycle.
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CASE REPORT

A 50-year-old male presented with history of early satiety and dull
aching pain in the left loin since one month, which was progressive
with no aggravating or relieving factors. On physical examination,
a vague abdominal mass was palpable, predominantly occupying
the left hypochondrium and lumbar regions, around 20cm x 15¢cm,
smooth surfaced with ill defined borders and no movement on
respiration, non-tender and firm in consistency. Fingers could
be insinuated below the costal margin and the mass was not
ballotable. There was no palpable hepatosplenomegaly. The mass
was tympanitic on percussion with no bruit in the renal angle.

[Table/Fig-1a-c]: CECT abdomen and pelvis showing (a) axial, (b) sagittal and (c)
coronal view of left renal mass showing mild enhancement. Renal artery shows normal
contrast opacification. There is encasement of aorta by the mass with displacement
of aorta, IVC, coeliac artery and SMA but no luminal compromise.
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Complete haemogram showed normocytic normochromic
anaemia. All other blood investigations, including renal function
tests and serum electrolytes, were within normal limits. Ultrasound
(USG) of the abdomen revealed a large hypoechoic mass encasing
the left kidney with normal colour uptake of renal vessels. Contrast
enhanced Computed Tomography (CT) of abdomen and pelvis
showed a large heterogeneously enhancing hypo to isodense
mass encasing the left kidney with its hilum, but normal renal
artery contrast opacification. There was encasement of aorta by
the mass with displacement of aorta, inferior vena cava, coeliac
artery and superior mesenteric artery but no luminal compromise
- suggestive of primary renal lymphoma [Table/Fig-1]. In view of
extensive disease not amenable for curative surgery, neoadjuvant
chemotherapy was planned.

Core biopsy showed diffuse infiltration by monomorphous popu-
lation of atypical lymphoid cells [Table/Fig-2]. Immunohistochemical
stains were positive for bcl-2, bcl-6, CD 10 and CD 20, confirming
the diagnosis of renal lymphoma [Table/Fig-3]. Bone marrow
biopsy was negative. An FDG Positron emission tomography scan
revealed no other focus of uptake.

[Table/Flg 2]: H|stopatholog|cal examination of core b|opsy specimen showing
diffuse infiltration of interstitium by monomorphous atypical lymphocytes (H&E, x400
magnification).
[Table/Fig-3]: Immunohistochemical staining showing high CD 20 positivity. (x400
magnification).

[Table/Fig-4a,b]: Pre-chemotherapy (a) and post-chemotherapy (b) USG appearance
of renal mass.
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The patientwasinitiated on CHOP (Cyclophosphamide, Adriamycin,
Vincristine) regimen. Post first cycle of chemotherapy, there was
dramatic reduction in the size of the mass on USG [Table/Fig-4].
However, the patient succumbed to disease before the third cycle.
Post mortem examination request was denied.

DISCUSSION

The usual precursor for extranodal lymphoma is specific pathologic
proliferative response of lymphoid tissue at the site [1]. Primary
extranodal NHL accounts for one-third of all NHL and necessarily
has no involvement of nodes, spleen, Waldeyer's ring or thymus
[2], 50% NHL have renal involvement on autopsy. Less than 1%
are clinically suspected [3]. Primary Renal Lymphoma (PRL) is
defined as NHL arising in renal parenchyma and not invasion from
an adjacent lymphomatous mass [4]. The first case was reported
by Coggins in 1980 [5].

Malbrain (1994) elucidated criteria for the diagnosis of
PRL:

e the patient presents with acute renal failure that cannot be
attributed to any other cause;

e there is rapid
treatment;

improvement in renal function following

e there is increase in the size of the kidney without urinary tract
obstruction;

e thereis no nodal or extranodal involvement elsewhere;
e diagnosis should be supported by histological findings [6].

More recently Stallone (2000), on review of 29 cases of PRL,
stated that the following criteria be met for diagnosis:

e there is lymphomatous renal infiltration;
e there is non-obstructive uni- or bilateral renal enlargement;

e there is no extra renal localisation of lymphoma at the time of
diagnosis [7].

The normal kidney does not have lymphoid tissue [8]. Puente
Duanay postulated that pre-existing inflammatory processes
recruit lymphoid cells into renal parenchyma and while there,
"untimely oncogenic event takes place" [9]. The renal capsule is
rich in lymphatics and it has been hypothesized that the tumour
penetrates the parenchyma from the capsule [10] or the renal
sinus [11].

PRL accounts for less than 1% of all renal lesions [7]. It forms about
0.7% of the extranodal lymphomas in North America [12]. Bilateral
presentation is seen in 10% to 20% of the cases [7]. Association of
the tumour has been found with chronic inflammatory and infectious
diseases like Sjogren's disease, systemic lupus erythematosus,
chronic pyelonephritis and Epstein Barr virus infections [7].

PRL is aninfiltrative tumor that grows without disruption of structure
or function [13]. However, the most common presentation of PRL
is of acute renal failure, flank pain and mass. The cause for renal
failure is not always straightforward but several theories have been
postulated including lymphomatous infiltration of the parenchyma,
hypercalcaemia due to vitamin D overproduction by the mass [14]
or ureteral, vascular or tubular compression by the mass [15].

On USG, PRL appears as a hypovascular hypo to anechoic mass
without posterior acoustic shadowing. Typical CT patterns of renal
lymphoma include multiple renal masses (60%), renal invasion
from contiguous retro peritoneal disease (25-30%), perirenal or
diffuse renal infiltration (25-30%) and solitary mass (<6%) [16]. PRL
should be differentiated from Renal Cell Carcinoma (RCC) in view
of widely varying treatment. On CT, homogeneous post contrast
attenuation points more in favour of PRL, whereas, presence
of calcification, renal vein thrombosis and mass effect on renal
vessels and the pelvicalyceal system is more likely to be RCC.
Rarely, it may present as enlarged non enhancing kidneys, direct
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invasion of the renal sinus and hilum or diffuse perirenal invasion
[17]. On magnetic resonance imaging, PRL exhibits lower signal
intensity than normal cortex on unenhanced T1 weighted images
and lower enhancement on gadolinium contrast [18]. FDG uptake
is found to be higher in lymphoma than in RCC [19].

Renal biopsy has shown a sensitivity of 70% to 92% and specificity
of almost 100% in the diagnosis of PRL [20]. The histological
subtype most prevalent in PRL has been found to be intermediate
and high grade B-cell NHL, particularly the large B-cell variant
[13]. Several patterns of involvement have been described:
diffuse infiltration causing marked organ enlargement, one or
more discrete tumor masses or intravascular form. Intravascular
large B-cell lymphoma is described as malignant lymphoid cell
proliferation within lumina of blood vessels in several organs like
kidneys, adrenal, skin, liver, lungs, Central Nervous System (CNS).
It is a limited disease and has better prognosis [21]. Rarer still is
the occurrence of renal involvement in T-cell lymphoma with five
reported cases of primary T-cell renal lymphoma [15,18].

Systemic chemotherapy with or without radiotherapy has shown
success in inducing remission [18] albeit short-lived. There have
been isolated reports of chemotherapy inducing enough tumor
regression to allow curative resection [22]. CHOP employed for
treatment of NHL is the regimen of choice for PRL with inclusion
of Rituximab when feasible, in view of better overall prognosis
[23]. CNS recurrence has shown good response to intrathecal
chemotherapy in isolated case reports [24]. PRL disseminates
rapidly and upto 75% of the patients die within a year of diagnosis
[13,20].

CONCLUSION

Despite the rarity of its existence, primary renal lymphoma should
be kept in mind while investigating the differential diagnosis of a
renal mass, since its treatment and prognosis varies so vastly from
the usual suspects. While the diagnosis is mostly radiological, it
is essential to confirm the same histologically to justify initiation of
chemotherapy as the primary modality of treatment.
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