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iMCD has a serious and significant impact 
on patient health and survival:

•Severe organ damage: If uncontrolled iMCD can lead to severe 
organ damage.1

•Increased risk of developing cancer: In a study of 128 patients 
with iMCD, the prevalence of cancer was 3-fold higher in patients 
with iMCD relative to age-matched controls.2

•Poor survival: 1 in 3 patients die within five years of diagnosis.1
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Patients with iMCD often present 
with a mix of symptoms which can 
look like an infection, and/or 
autoimmune/autoinflammatory 
disease and/or malignancy. 
Suspect iMCD if the patient presents with a 
combination of common signs and symptoms 
shown in Figure 1.

   Figure 1: Common signs and symptoms of iMCD (note, 
not all iMCD patients will present all of these symptoms)

Other symptoms and signs that are indicative of iMCD and can be helpful in leading towards a diagnosis 
include:1

❑ Elevated IL-6, sIL-2R, VEGF, IgA, IgE, lactate dehydrogenase and/or beta-2 microglobulin (B2M)
❑ Reticulin fibrosis of bone marrow
❑ Diagnosis of disorders that have been associated with iMCD: paraneoplastic pemphigus, bronchiolitis 

obliterans organising pneumonia, autoimmune cytopaenias, polyneuropathy (without diagnosis of 
POEMS-associated MCD), glomerular nephropathy, inflammatory myofibroblastic tumour
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International guidelines have been published on the diagnosis of 
iMCD1

These guidelines recommend that patients with suspected iMCD 
should be examined for major and minor diagnostic criteria 
(covering lymph node pathology, clinical symptoms and 
laboratory abnormalities), as well as excluding conditions that 
mimic iMCD.1

iMCD- Diagnostic criteria
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• Three-part consensus diagnostic criteria have been 
proposed: 

• Major criteria: multicentric lymphadenopathy and 
characteristic lymph node histopathology

• Minor criteria: ≥2 of 11 minor criteria, including ≥1 
laboratory abnormality

• Exclusion criteria: infectious, malignant and autoimmune 
diseases listed in the exclusion criteria must be ruled out

Diagnosing iMCD
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Diagnosing CD



SYLVANT®  (siltuximab) is the first and only FDA/EMA approved 
therapy for Multicentric Castleman Disease (MCD)* and is 
recommended as a preferred first line therapy by clinical guidelines.1

*Adult iMCD patients who are HHV-8 and HIV negative.1

Reference
1. van Rhee F, Voohees P, Dispenzieri A, et al. International, evidence-based consensus treatment guidelines for idiopathic 
multicentric Castleman disease. Blood. 2018; 132 (20): 2115-2125.
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Treating iMCD 
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A. Siltuximab is recommended as front-line therapy for patients with 
non-severe iMCD, due to the good quality data on safety and 
efficacy1

B. Severely ill patients should be treated with siltuximab and high-
dose steroids as a first-line therapy due to the high quality and 
volume of efficacy and safety data1

Severe disease must be closely monitored, as life-threatening 
events may occur in this population1

1.van Rhee et al. Blood  2018; 132(20): 2115–24 

Treating iMCD 
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International Prognostic Index
valuable tool for iMCD prognostic prediction and treatment decision making
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The Castleman Disease Collaborative Network (CDCN) is dedicated to 
accelerating research and treatment for Castleman disease, a disease at the 
intersection of cancer and autoimmunity, and revolutionizing biomedical 
research to cure many more diseases.

CDCN story began when third-year medical student David Fajgenbaum was struck and almost killed by 
Castleman disease.
 After several relapses and recoveries, plus a completed medical degree, the Castleman Disease 
Collaborative Network (CDCN) was co-founded in 2012 by Dr. David Fajgenbaum and Dr. Frits van Rhee 
(of the University of Arkansas for Medical Sciences).

NETWORKING & COLLABORATION 
CDCN; CSTL 

•The Center for Study & Treatment of Castleman & Inflammatory 
Lymphadenopathies (CSTL) was started by CDCN Co-Founder Dr. Fagjenbaum at 
the Perelman School of Medicine at the University of Pennsylvania

Reference: https://cdcn.org/
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Cooperation strategy for knowledge transfer, internationalization and curricula innovation in the field of research 

education at the 3rd level of study - AURORA

Disclaimer: This presentation was realised with the EEA Financial Mechanism 2014-2021 financial support. Its content (text, photos, videos) does not reflect the official opinion of

the Programme Operator, the National Contact Point, and the Financial Mechanism Office. Responsibility for the information and views expressed therein lies entirely with the

authors.
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