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Summary

Collecting duct carcinoma, plasmocytoma and malignant fibrous histocytoma are rare but aggressive tumors of the kidneys. We present four cases we
have recently encountered in our practice. In most of the cases imaging did not help in the pre-operative diagnosis. Surgery is the mainstay of treat-
ment when recognized early. Clinician should be aware about these rare varieties of renal tumors whose prognoses may be worse than that of renal

cell carcinoma.

Introduction

Collecting duct carcinoma, plasmacytoma and malignant fi-
brous histiocytoma are rare tumors of the kidneys. Less than
100 cases of collecting duct carcinoma are reported in the
literature(1- 2) while plasmacytoma occurs with a worldwide
annual incidence of 3 per 100,000 population There are no
differentiating radiological features of renal plasmacytoma
from renal cell carcinoma.

Malignant fibrous histiocytoma represents a primitive mesen-
chymal tumor with partial fibroblastic and histiocytic differ-
entiation. Renal involvement comprise only 1-3%. We report
four cases encountered in our recent practice and review the

relevant literature

Case 1l

48 yrs old male presented with intermittent painless gross he-
maturia and loss of weight for one month. Renal ultrasound
showed an irregular mass in the region of left kidney associ-
ated mild hydronephrosis. It enhanced on CI-scanning. No
retroperitoneal lymphadenopathy was demonstrated (Fig 1).
The patient was subjected to left radical nephrectomy. Gross-
ly, the resected kidney showed a central gray-white growth
extending from mid pole into the renal pelvis. Histology
confirmed features of collecting duct carcinoma penetrating
the capsule and perinephric in areas (Fig 1). The patient de-
veloped lung and bone metastases eight months after surgery
and died two months later.

Case 2

A 55-year-old man presented with two months history of
painless hematuria. Renal ultrasound showed an irregular le-
sion in upper pole of right kidney which enhanced on the
subsequent CT scan. The radical nephrectomy specimen
showed an ill- defined and pale cream irregular mass measur-
ing 6 cm in diameter. Histolopathological examination con-
firmed a collecting duct carcinoma (Fig 1) .The patient is on
regular follow up and is currently free of the disease two years
after surgery.

Case 3

A 56 years old male patient presented with history of pain in
his right lumbar region for three months. He had no history
of hematuria, stone disease, hypertension, diabetes, weight
loss or loss of appetite. Physical examination revealed a bal-
lotable lump in right lumbar region. His haemoglobin was
12.8 g/dl, total leukocyte count 7,800/mm3 (neutrophils
68%, lymphocyte 24%, eosinophill 5% and basophills 3%).
His renal and liver function tests were also normal. Serum cal-
cium was 9.1 mg% and the chest X-ray was normal. Abdomi-
nal ultrasound revealed a mass occupying the lower half of
right kidney. Contrast enhanced CT-scan showed a large het-
erogeneously enhancing mass involving the postero -medial
aspect of right kidney (Figure 2). The surrounding fat planes
were maintained and renal vessels were normal. Right radical
nephrectomy was performed. The post operative period was

uneventful. Histopathology of the resected specimen showed
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figurelA: Low power view showing many collecting ducts lined by atypical malignant ducts lined by lined by malignant epithelium ,some places lining cells showing
epithelial lining cells embedded in a desmoplastic stroma. Collecting Duct Carcinoma. stratification. Surrounding stroma shows desmoplastic reaction — Collecting duct
[HE Stain 10X]. carcinoma. [HE Stain 40X].

Figure 1C-CT scan showing heterogenous mass involving Left Kidney

Figurel B: Higher power view showing one normal glomerulus and numerous collecting

Figure2A: Section shows diffuse sheets of Plasma cells having eccentric nucleus and ~ Figure2B: High power view shows numerous plasma cells having eosinophilic
eosinophilic cytoplasm, PLASMACYTOMA [HE Stain 10X].

Figure 2C-CT scan showing a mass involving the right kidney

cytoplasm, eccentric nucleus and perinuclear hoff; there is pleomorphism among the

cells. - Plasmacytoma [HE Stain 40X].

sheets of round monomorphic cells with vesicular and eccen-
tric nucleus (Figure 2). Higher power view showed plasma
cells with basophilic cytoplasm, eccentric nuclei and typical
peripheral condensation of the chromatin (Figure 2). Lymph
nodes were negative for tumor deposits. The tumor had posi-
tive immunostaining for lambda chains, vimentin, and VS38
but negative for kappa chains, cytokeratin (CK), MPO, CD45
and CD20. Urine Bence Jones proteins were negative, serum
electrophoresis showed no M-band and bone marrow biopsy
was normal. A final diagnosis of primary renal plasmacyto-
ma was entertained. Adjuvant radiation therapy was given in
doses of 45 Gy in 25 fractions. He remains disease free one

year after diagnosis.

Case 4
A 65 years old male patient presented with history of gradual

loss of weight for 8 months. He had no history of hematuria,

stone disease, hypertension and diabetes. The main finding
was a bimannually palpable lump in the left lumbar region.
His hemoglobin was 10.0 g/dl, Urea 18mg%, Creatinine 0.7
mg% and liver function test normal. Serum calcium mea-
sured 9.1 mg% and chest X-ray was normal. Ultrasound re-
vealed a mass occupying the left kidney. Contrast enhanced
CT-scan confirmed a large kidney tumor (Figure 3), normal
renal vessels and perinephric fat planes. Histology of the radi-
cal nephrectomy specimen (Figure 3) showed spindle cells
arranged in patchy storiform pattern with considerable nu-
clear pleomorphism, foci of necrosis and hyalinization which

consistent with a diagnosis of malignant fibrous histocytoma.

(Figure 3).

Discussion

Bellini duct carcinoma or collecting duct carcinoma (CDC)

is a rare renal malignancy. It was established as a distinct en-
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Figure3A-CT scan showing
large heterogenous mass
involving the left kidney
Figure3B- HPE showing
spindle cells in patchy
storiform pattern
Figure3C-Gross specimen
of Renal tumor

Figure 3D-Cut section of
Renal Tumour Involving

almost all kidney.

tity in 1986 by Fleming and Lewi as an aggressive tumor with
mixed solid and tubulopapillary patterns eliciting a marked
desmoplastic reaction (3). Initially grouped together with re-
nal cell carcinoma and subdesigned ‘Bellini duct carcinoma’,
collecting duct carcinoma is presently recognized as a separate
entity (4,6)

Less than 100 cases of collecting duct carcinoma have been
reported in the literature, accounting for only about 1% of all
malignant renal epithelial tumors (1-4).

Originating in the renal medulla and secondarily extending
into the cortex, the tumor expresses phenotypic markers of
the normal collecting duct including Ulex europaeus-1 lec-
tin (UEA-1), peanut agglutinin (PNA) and high molecular
weight cytokeratin (HMWK, 34+E12) (2) . Fifty percent of
patients have metastatic disease at presentation (1,2).

The majority of patients are treated by nephrectomy and re-
gional lymph node dissection. Immunoactive agents such as
interferon or interleukin, and combination chemotherapy for
relapsed disease or metastatic lesions, usually seem to be inef-
fective (1) . At present, the number of reported cases of CDC

is too small and with a short follow-up to make any real sur-

vival assessment. However, the cases reported point to poor
prognosis with average survival of approximately 12 months
only (6).

Extramedullary plasmacytomas (EMP) occur with a world-
wide annual incidence of 3 per 100,000 population and ac-
count for less than 3-10% of all plasma cell neoplasms (7).
Eighty to ninety percent of EMP develop in the head and neck
area with the remainder in other sites. Extramedullary plas-
macytoma affecting the kidney is very rare disease with only
few case reports published in the literature (8).

Radiological findings in renal plasmacytoma are indis-
tinguishable from those of renal cell carcinoma. Diag-
nostic criteria include tissue monoclonal plasma cells,
bone marrow plasma cell infiltration not exceeding 5%
of all nucleated cells, absence of osteolytic bone lesions,
absence of hypercalcemia or renal failure and low serum
M protein concentration, if present (9). In our case his-
topathology revealed plasmacytoma and immunohis-
tochemistry showed monoclonal immunoglobulin and
immunostaining for VS38 and negative for CD45 and
CD20. VS38 is a newly available monoclonal antibody
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for detecting plasma cell differentiation in routine sec-
tions (10). It has been reported that failure to stain for
CD45 and CD20 is highly characteristic for neoplastic
plasma cells (11). Bone marrow biopsy, urinary Bence
Jones Proteins and serum protein electrophoresis or-
dered for the patient ruled out systemic disease.

Soft tissue plasmacytoma can be classified into 3 clinical
stages. Stage I, like in this case, is limited to an extramedul-
lary site, Stage II involves regional lymph nodes while stage
III presents with multiple metastasis (12). The optimal treat-
ment is a combination of surgery, and radiotherapy (13).Che-
motherapy using regimens used for multiple myeloma may
be advisable for patients with generalized EMP, refractory or
relapsed disease (14). Our patient has been free of local recur-
rence and systemic disease after one year of follow up
Malignant fibrous histocytoma was first described by O’bren
and Stoutin 1964 (15). The histogenesis of the tumor is con-
troversial. The tumor cells posses markers of both mesenchy-
mal and mononuclear phagocytic cells (16). The disease has a
poor prognosis with half of patients dead within one year and
an overall five year survival rate less than 14% (17). Surgery
is the main treatment. In recurrences, treatment with chemo-
therapy may be indicated while radiotherapy is not beneficial
(18).

In conclusion, collecting duct carcinoma, plasmocytoma and
malignant fibrous histocytoma are rare but aggressive tumors
of the kidneys. Surgery is the mainstay of treatment when
recognized early. Accumulation of data on these tumors will
allow for the establishment of better treatment strategies and

prognostication.
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