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 M, 22, Previously healthy
 Acute  onset of 
◦ Fatigue 
◦ Anorexia   
◦ Fever  
◦ Mental status changes



 Physical examination 
◦ Temperature 39. 0C
◦ Delirium 
◦ Cervical  lymph nodes 
◦ Petechial skin rash



 Hemoglobin  8.3 g/dl
 Platelet  35.000/mm2 
 LDH) 222 U/L
 S. creatinine 1.2 mg/dL
 Peripheral blood smear:
◦ Schistocytes and Spherocytes

 Normal PT time 
 Negative DIC screen

 The diagnosis of Thrombotic Thrombocytopenic Purpura
(TTP) was made 



The patient was hospitalized:
◦ Plasma exchange initiated
◦ Intravenous steroids 
◦ Aspirin

 Platelet count improved then declined <27.000 .
 Patient  mental status stabilized 
 Persistent  malaise and fever



 No improvement after 2 wks.
 Bone marrow aspirate and bx supported the 

dx of TTP

 Cervical lymph node excision carried out:
◦ 4 pieces firm  grayish /brown 
◦ Dusky dark cut surface
◦ Size: 25-8 mm 
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Any suggestions?



 Partial node effacement
 Lymphocyte depletion
 Germinal centers involution
 Prominent GC mantle zone
 Clusters of plasma cells
 Scattered plasmablasts
 Endothelial proliferation

 Findings consistent with Castleman disease 



 Overlapping features  with HIV 
lymphadenopathy:
◦ Interfollicular vascular proliferation 
◦ Abundant plasma cells 



 HHV8 ( LANA) immunostain
 CD138
 Kappa and Lambda

 HIV ELISA Test: Positive
 RT-PCR: Positive



HHV8-associated multicenteric
Castleman disease



Rare  lymphoproliferative disorder 
Variable  presentation:
 70 % Males
 Weight loss
 Fevers  
 Anemia 
 Elevated C-reactive protein, 
 Polyclonal  hypergammaglobulinemia
 Hypoalbuminemia
 Pancytopenia
 Multifocal lymphadenopathy (most common with HIV-1 infection

 Suspect HIV infection with: fever, peripheral lymphadenopathy , 
hepatosplenomegaly, weight loss, respiratory symptoms, and edema

 Positive staining with HHV8 virus antibody in LN



 Lymphadenopathy 
 Extranodal lymphoid tumors 
 LN fibrosis/calcification/ossification 
 lymphocytic interstitial pneumonia 
 Bone  marrow: 
◦ Plasma cells /plasmablasts
◦ Lymphoid follicles

Suspect the diagnosis of MCD when the morphology 
is seen in patient with HIV, KS, PEL



Cases may also be associated with:
 Non-Hodgkin lymphoma 
 follicular dendritic cell sarcoma
 Hodgkin lymphoma ,
 Primary effusion lymphoma
 Polyneuropathy  
 Myesthenia
 Kaposi  sarcoma:
◦ 13% of unicentric CD
◦ 75% of MCD 



Partly attributed to
 KSHV induces IL6 production in ifected cells 
 Increased levels of IL6:
◦ B-cell stimulation
◦ B-cell differentiation 
◦ Promotion of B-cell malignancies



 Tissue evaluation esp. LN is the gold standard 
method to establish the dx of MCD

 Ancillary HHV8 stain is supportive in many cases

 MCD should be suspected clinically and by 
pathologists with the presence of associated 
clinical and lab studies

 Early correct diagnosis can reduce hospitalization 
and help suggest therapy early enough




