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1. Introduction
Castleman’s disease (CD) was first described in 1956 as a 
benign lymphoproliferative disease (Castleman et al., 1956). 
Two main histological pattern of CD were described: The 
hyaline vascular type and plasma cell type. Mixed type has 
also been described. The hyaline vascular type accounts for 
80-90% of all cases. The plasma cell type constitutes remain-
ing 10-20% of cases. The hyalin vascular type is usually uni-
centric and clinically presented as a mediastinal or mesenteric 
mass. It usually produces only a mass effect. The plasma cell 
type is multicentric in the majority of cases and clinically 
presented with systemic manifestations such as fever, periph-
eral lymphadenopathy, splenomegaly, policlonal hypergam-
maglobulinemia, anemia and thrombocytopenia. Symptoms 
mimic an inflammatory illness (Frizzera et al.,1985; Androu-
laki et al., 2007). 
 Renal complications from CD are infrequent. These in-
cluded; renal amyloidosis, membranous glomerulonephritis, 
membranoproliferative glomerulonephritis, cresentic glom-
erulonefritis, interstitial nephritis and thrombotic microan-

giopathy (Suneja et al., 2009). We report a case of CD with 
renal amyloidosis and nephrotic syndrome.

2. Case
A 26 year old woman was refered to our hospital in Febru-
ary 2007 with fatigue and abdominal pain. Physical exami-
nation was normal. Laboratory findings were as follows: 
Hemoglobin:11.7 g/dl, blood urea nitrogen: 4.7 mg/dl, crea-
tinin: 0.39 mg/dl, albumin: 3.0 g/dl, alkaline phosphatase 
(ALP): 1148 U/L, gammaglutamyltransferase (GGT): 78 
U/L, erythrocyte sedimentation rate (ESR): 88 mm/h, c-reac-
tive protein (CRP): 97 mg/L. Serum electrolytes, alaninami-
notransferase (ALT), aspartataminotransferase (AST), biliru-
bins were normal. An abdominopelvic and thoracic computed 
tomography (CT) were performed. Thoracic CT  was normal. 
Abdominopelvic CT showed hepatosplenomegaly, 7 cm solid 
mass in retrocaval area and another 4 cm solid mass, which 
was located near porta hepatis. A laparotomy was performed 
and excision biopsy showed mixed type CD (hyaline vascular 
and plasma cell). Mixed type multicentric CD was diagnosed. 
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Six cycles of chemotherapy with cyclophosphamid, vincris-
tine, adriamycin, prednisolon were administered from July 
2007 to November 2007. Abdominopelvic CT was performed 
after six cycles of chemotherapy  which revealed a reduction 
in size of masses. The patient was followed up until Febru-
ary 2009 without treatment. In February 2009 her physical 
examination was normal, laboratory findings were as fol-
lows: Creatinin 0.3 mg/dl,  albumin: 2.4 g/dl, ALP: 2379 U/L, 
GGT: 255 U/L. ALT, AST and bilirubins were normal. Ab-
dominopelvic  CT showed progression. After February 2009;  
the patient did not come to clinic control for approximately 
a year. One year later, she was admitted to hospital because 
of nausea, fatigue and edema in October 2010. Physical ex-
amination was normal apart from +1 pretibial edema. Results 
of laboratory findings were as follows: Hemoglobin: 9 g/dl, 
creatinin: 2.34 mg/dl, albumin: 1.8 g/dl, ALP 3249 U/L, GGT 
349 U/L, urinary spot protein (mg/dl)/creatinin (mg/dl) ra-
tio: 20, ESR: 110 mm/h, CRP: 42mg/L. Both renal size were 
normal in abdominal ultrasonography. The patient underwent 
renal biopsy because of nephrotic syndrome and the biopsy 
revealed marked amyloid deposit. Colchicine therapy was 
initiated. Three months later the patient’s laboratory findings 
were repeated and results were as follows: Hemoglobin: 11.6 
g/dl, creatinin: 4.4 mg/dl, albumin 2.1 g/dl, urinary spot pro-
tein (mg/dl)/creatinin (mg/dl) ratio: 24. The patient did not 
respond to colchicine and was started hemodialysis therapy.

3. Discussion
Systemic amyloidosis is a rare complication of CD. Second-
ary amyloidosis (AA type) is associated with recurrent infec-

tions and chronic inflammatory disease. In patients with CD, 
B cells in germinal centers of hyperplastic lymph nodes con-
tinuously produce excessive IL-6, which is one of the major 
stimulants of acute phase protein synthesis by hepatocytes. 
Serum amyloid A (SAA) protein is a precursor of  amyloid A 
protein. The overproduction of SAA due to IL-6 stimulation 
of hepatocytes can lead to AA amyloidosis (Androulaki et al., 
2007; Morita-Hoshi et al., 2008).
 In a Medline search so far 45 cases of CD with secondary 
amyloidosis had been diagnosed. In the review by  Morita-
Hoshi et al. (2008) most cases with amyloidosis had plasma 
cell type CD, second frequently mixed type CD. 70% of 
patients had unicentric CD. Almost all cases had AA type 
amyloidosis. Only two cases with AL type amyloidosis were 
reported (Morita-Hoshi  et al., 2008). Our case was a multi-
centric mixed type CD.
 The ideal form of treatment in CD is controversial. Tu-
mor resection, systemic chemotherapy, anti-CD20 antibody 
and anti IL-6 receptor antibody have been attempted (An-
droulaki et al., 2007; Morita-Hoshi et al., 2008). In our case;  
there was no response in laboratory or clinical findings after 
systemic chemotherapy. The patient also  did not respond to 
colchicine therapy. Renal failure rapidly progressed.
 In conclusion, mixed type CD tends to be multicentric 
and aggresive. Systemic amyloidosis due to CD could devel-
op in a relatively short time. The amyloid deposition seems 
to be related to the tumor and does not tend to respond to 
colchine therapy. Patients with CD need to be monitored for 
renal function and proteinuria. If  proteinuria is detected, am-
yloidosis should be kept in mind.
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