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• 50-years-old Caucasian male with Fever of Unknown 
Origin (FUO) persisting for one month. 

• He daily presented fever till 39.5 °C, associated with 
nocturnal diaphoresis, asthenia and chills. 

Laboratory results
• Blood count: mild anemia (11 g/dL), normal platelet count (250 k/mL) 

and leukocytosis (12800 /mL) with neutrophilia and monocytosis
• Inflammation markers were elevated (CRP 132 mg/L, ESR 89 mm/h)
• Slight hypoalbuminemia (3.4 g/dL). 
• Blood culture and serological tests excluded infections. 

Case presentation

Idiopathic multicentric Castleman Disease (iMCD)



Case presentation

CT-PET scan
Evidence of contrast-enhancing, peri-pancreatic 
(short axis diameter 10 mm) and retrocaval 
adenopathies (maximum size 16 x 11 mm)
with maximum SUV of 7.1

Bone marrow biopsy 
- Non-necrotizing epithelioid granulomas
- Excess of interstitial and perivascular 

polyclonal plasma cells (about 15%). 

Idiopathic multicentric Castleman Disease (iMCD)

Ferrero, S. J Med Case Reports, 2021



Case presentation

Lymph node biospy
- Vascular plasma cells proliferation 

and expansion along with focal 
aspects of follicular regression 

- Compatible diagnosis of “HHV-8/HIV 
negative iMCD, of uncertain 
histopathological classification”, 
thus neither clearly attributable to 
the Hyalino Vascular, nor 
Plasmacytic nor Mixed subtype. 

Idiopathic multicentric Castleman Disease (iMCD)

Ferrero, S. J Med Case Reports, 2021



• The epidemiology of CD and, 
more specifically, iMCD in the 
United States and worldwide 
remains poorly understood.

• After the introduction of a 
CD-specific ICD and 
publication of international 
evidence-based diagnostic 
criteria, it is more feasible to 
obtain more accurate 
population estimates. 

• Patients with a CD-specific 
ICD-10 code between 1 
January 2017 and 31 
December 2019 were 
included in this analysis.



• iMCD incidence was estimated to be 3.4 per million in 2017 and 3.1 (95% CI, 1.2 2 10.0) per million 
in 2018. 

• iMCD prevalence was estimated to be 6.9 per million in 2017 and 9.7 (95% CI, 5.6-17.8) per million
in 2018.



Signs and symptoms

• Lymphadenopathy

• Symptoms B

• Hepatosplenomegaly

• Pleural effusion, anasarca, ascites

• Severe cases with important generalized
inflammation status and organ failure

• Skin involvement (cherry hemangioma)

Laboratory abnormalities

• Elevation of inflammatory indices
(ESR, PCR, IL-6, VEGF)

• Hypoalbuminemia, 
hypergammaglobulinemia, 
proteinuria

• Anemia, thrombocytosis, or 
thrombocytopenia

• Autoantibodies (anti-erythrocytes, 
anti-platelets)

iMCD clinical presentation

Idiopathic multicentric Castleman Disease (iMCD)



iMCD recommended work-up

Idiopathic multicentric Castleman Disease (iMCD)



iMCD histological presentation

Idiopathic multicentric Castleman Disease (iMCD)

1. Three types of histological model: 
1. Hypervascular
2. Plasmacytic
3. Mixed

2. Other features include:
1. The expanded mantle surrounding the CGs

with "onion skin" appearance; 
2. Vessels penetrating GCs with a "lollipop" 

appearance; 
3. "budding" follicles

3. Subtypes may alternate in subsequent biopsies
or may be present at the same time at different
sites in the same patient. 

Figure from Fajgenbaum, D. C. et al, Blood, 2017 



Inclusion diagnostic criteria for iMCD

I. Major Criteria (need both):

1. Histopathologic lymph node features consistent with the iMCD spectrum

2. Enlarged lymph nodes (≥ 1 cm in short-axis diameter) in ≥ 2 lymph node stations

II. Minor Criteria (need at least 2 of 11 criteria with at least 1 laboratory criterion)

Laboratory*

1. Elevated CRP (>10 mg/L) or ESR (>15 mm/h)

2. Anemia (hemoglobin < 12.5 g/dL for males, hemoglobin < 11.5 g/dL for females)

3. Thrombocytopenia (platelet count < 150 k/mL) or thrombocytosis (platelet count > 400 k/mL)

4. Hypoalbuminemia (albumin < 3.5 g/dL)

5. Renal dysfunction (eGFR < 60 mL/min/1.73m2) or proteinuria (> 150 mg/2 h or > 10 mg/100 ml)

6. Polyclonal hypergammaglobulinemia (total g globulin or immunoglobulin G > 1700 mg/dL)

Clinical

1. Constitutional symptoms: night sweats, fever (>38°C), weight loss, or fatigue

2. Large spleen and/or liver

3. Fluid accumulation: edema, anasarca, ascites, or pleural effusion

4. Eruptive cherry hemangiomatosis or violaceous papules

5. Lymphocytic interstitial pneumonitis

Select additional features supportive of, but not required for diagnosis

Elevated IL-6, sIL-2R, VEGF, IgA, IgE, LDH, and/or B2M

Diagnosis of other disorders that have been associated with iMCD

Reticulin fibrosis of bone marrow (particularly in patients with TAFRO syndrome)

Both major criteria and at least 2 
out of 11 minor criteria (including
at least 1 laboratory abnormality) 

must be met

Exclusion diagnostic criteria for iMCD
Infection-related disorders
Autoimmune/autoinflammatory diseases

Malignant/lymphoproliferative disorders 
Malignant/lymphoproliferative disorders 

All diseases reported in the exclusion 
criteria must be excluded 

Diagnostic criteria for HHV-8-
negative/idiopathic multicentric
Castleman disease (iMCD). Adapted from 
Fajgenbaum, D. C. et al, Boold, 2018 

iMCD diagnostic criteria



iMCD severity

Idiopathic multicentric Castleman Disease (iMCD)

• To be defined as a "severe" MCI, 
at least 2 of the 5 established
criteria must be present

Frits van Rhee, International, evidence-based consensus treatment 
guidelines for idiopathic multicentric Castleman disease. Blood 2018



iMCD correlated diseases

Idiopathic multicentric Castleman Disease (iMCD)

1. Patients with MCI have a prevalence of neoplasms three
times higher than healthy controls. However, the 
relationship between MCI and neoplasms remains unclear.

2. TAFRO syndrome may or may not be associated with MCI 

3. IgG4-related disease is frequently seen in patients with 
idiopathic Castleman disease (ICM) but is not a criterion for 
exclusion.

4. POEMS syndrome is often observed in association with MCI, 
it can be considered the result of cytokine storm triggered
by neoplastic plasma cells. 

David C. Fajgenbaum, International, evidence-based 

consensus diagnostic criteria for HHV-8–negative/idiopathic 

multicentric Castleman disease. Blood 2017



TAFRO syndrome vs iMCD

Idiopathic multicentric Castleman Disease (iMCD)

• 57 years old male

• Medical history: diabetes type 2, hypertension, cholecystectomy after previous cholecystits

• Hospitalization for abdominal pain, vomit, fever, dyspnea, and declivous oedemas:

Blood tests:

- leukocytosis and 

thrombocytopenia (PLTs 

60k/mm3)

- Anormal coagulation 

(aPTT 33 sec, INR 1.72)

- elevation of creatinine 

(1.9 mg/dl), ALP (491 

U/L), GGT (255 mg/dl) 

and CRP (200 mg/l)

- Hypoalbuminemia 2,5 

g/L

- Blood coltures: negative

CT scan:

- perihepatic effusion (max 

size 7 cm) 

- Splenomegaly (max 

diameter  15.5 cm)

- mild increase of size of 

abdominal lymh nodes 

- Bilateral pleural effusion

- Mediastinal adenopathies 

(max 2.4 cm)

Anuria  Dyalisis

Hypotension  Fluid i.v.

infusions and vasoconstrictors

Respiratory failure  CPAP 

and invasive ventilation (P/F 

ratio 140)

Fever  Extended spectrum 

antibiotic and antimycotic drugs 

(microbiologic tests negative)

Bone marrow 

biopsy:

Reticulin fibrosis

and 

megakaryocytic 

line expansion

Thrombocytopenia + Ascites + Reticulin Fibrosis + Renal dysfunction + Organomegaly

TAFRO Syndrome diagnosis



TAFRO syndrome

iMCD correlated diseases

• Thrombocytopenia

• Ascites

• Reticulin Fibrosis

• Renal dysfunction

• Organomegaly



IgG4 related-disease

• “Fibro-inflammatory” disease with 
tumefactive (puffy) inflammatory infiltrates 
and fibrosis mainly of for glandular tissue

• Classical presentation with autoimmune 
pancreatitis, orbital disease and major 
salivary gland involvement

• Multicentric Castleman disease-like 
morphologic subtype (preserved nodal 
architecture with patent sinusoids and 
hyperplastic follicles; abundant mature 
plasma cells in interfollicular areas with 
some eosinophils).

Luke Y.C. Chen, IgG4-related disease: what a 

hematologist needs to know. Haematologica 2019

iMCD correlated diseases



Idiopathic multicentric Castleman Disease (iMCD)

• Paraneoplastic syndrome

• Clinical presentation:
- Polyneuropathy
- Organomegaly
- Endocrinopathy
- Monoclonal immunoglobulin spike
- Skin changes

• MCD can co-occur with POEMS

• Castleman disease is a major criterion in the 
diagnosis of POEMS syndrome. Dispenzieri A. POEMS Syndrome: 2019 Update on diagnosis, 

risk-stratification, and management. Am J Hematol. 2019.

POEMS syndrome



Idiopathic multicentric Castleman Disease (iMCD)

POEMS syndrome

The diagnosis of POEMS syndrome in a patient with MCD 
requires both polyneuropathy and monoclonal plasma 
cell proliferative disorder along with at least one of 
(Dispenzieri A,Am J Hematol. 2019):

• Organomegaly

• Extravascular volume overload

• Endocrinopathy

• Skin changes

• Papilledema

• Thrombocytosis or polycythemia

Table retrieved and adapted from Carbone A, Nat Rev Dis Primers. 2021



iMCD pathogenesis

Table retrieved from 
Yoshizaki K, The Role of 
Interleukin-6 in 
Castleman Disease, 
Hematology/Oncology
Clinics of North 
America, 2018

- In 1986, the authors examined 2 patients with plasma cell variant Castleman disease

- IL-6 was quantified in the culture supernatants of lymph node blocks taken from each of the 2 patients as well as 

in swollen lymph node blocks taken from noninflammatory controls: IL-6 levels were elevated in both patients 

compared with the controls

- After resecting the enlarged lymph node from each patient, all abnormal findings in patient 1 disappeared with a 

marked reduction in serum IL-6 levels. 

- On the other hand, in patient 2, symptoms and elevated serum IL-6 levels, persisted after surgical removal of the 

enlarged lymph node



iMCD pathogenesis

Idiopathic multicentric Castleman Disease (iMCD)

The cytokine and chemokine storm

Regardless of the etiology, the cytokine 

and chemokine storm is the common 

pathway that results in the subsequent 

clinical and histopathological features of 

iMCD.



iMCD pathogenesis

Idiopathic multicentric Castleman Disease (iMCD)

The autoimmune and autoinflammatory
hypotheses

• Auto-antibodies triggering proinflammatory
cytokine release by antigen-presenting cells
that induce the as-yet-unknown
hypercytokine-secreting cell to release IL-6

• Dysregulated signaling in an antigen
presenting cell releasing IL-6 or other
pathologic cytokines

• A defect in the regulation of activated
inflammatory cells. The cytokine and
chemokine storm is perpetuated by positive
feedback of IL-6, other pathologic cytokines,
and/or possibly further auto-antibody
stimulation.



iMCD pathogenesis

Idiopathic multicentric Castleman Disease (iMCD)

The paraneoplastic syndrome
hypothesis

• A somatic mutation in benign or
malignant cells inside or outside of
the lymph node causes constitutive
cytokine release.

• Preliminary data suggest these may
be lymph node stromal cells.



iMCD pathogenesis

Idiopathic multicentric Castleman Disease (iMCD)

The pathogen hypothesis

• Involves either infection with HHV-8
that is clinically undetectable, a
novel virus, or another pathogen
signaling proinflammatory cytokines.

• An active infection by a single virus is
less likely based on preliminary data
generated from pathogen discovery
studies.



iMCD treatment

Idiopathic multicentric Castleman Disease (iMCD)

Frits van Rhee, International, evidence-based consensus treatment 

guidelines for idiopathic multicentric Castleman disease, Blood, 2018.



iMCD treatment

Idiopathic multicentric Castleman Disease (iMCD)

IL-6 blockade

- Inhibiting IL-6  Siltuximab

- Inhibiting IL-6 binding on IL-6 

receptor  Tocilizumab

Figure from Treatment of Idiopathic Castleman Disease, 

Frits van Rhee, Hematology/Oncology Clinics, 2018



• Double-blind, placebo-controlled study

• Enrolled iMCD patients 

• Patients were randomly assigned (2:1) 
to siltuximab (11 mg/kg intravenous 
infusion every 3 weeks) or placebo.

• Patients continued treatment until 
treatment failure.

• The primary endpoint was durable 
tumour and symptomatic response for 
at least 18 weeks for the intention-to-
treat population



Kaplan-Meier plot of time 
to durable symptomatic response 

Kaplan-Meier plot of time to next treatment in
the intention-to-treat population during the 

masked treatment period

Table of adverse events



• Siltuximab treatment might falsely increase IL-6

concentrations for many months after the last dose

• siltuximab/IL-6 complexes interfere with current

immunological IL-6 quantification methods

• Serum IL-6 concentrations should not be used to assess

response to treatment.

• C-reactive protein has been identified as a surrogate

biomarker for IL-6 activity, because its production by

hepatocytes is fully dependent on IL-6 in vivo



iMCD treatment

Idiopathic multicentric Castleman Disease (iMCD)

Anti CD20 drugs

Rituximab

Figure retrieved from 

Salles G, Adv Ther. 2017

• Rituximab (375 mg/m2 x 4-8 doses) 

recommend as a first-line alternative to anti IL-6 

mAb therapy for patients with nonsevere iMCD 

who do not have marked cytokine-driven 

symptomatology (Frits van Rhee, Blood, 2018).

• Rituximab recommendation based on limited 

data set, because rituximab has not been 

subjected to systematic study in iMCD and data 

are confined to case reports or small series 

• Most papers report the use of rituximab along 

with conventional chemotherapies.



• Among 37 expert-confirmed iMCD patients, we found:

• 58% response (11/19) to regimens inclusive of siltuximab,

• 47% (8/17) to those inclusive of tocilizumab, 

• 27% (7/26) to those inclusive of rituximab. 

• Further, in these patients:

• siltuximab±CS induced response in 11/16 (69%),

• tocilizumab±CS induced response in 3/6 (50%),

• rituximab±CS induced response in 1/6 (17%) patients. 

• In this cohort Siltuximab and Tocilizumab demonstrated 

similar response.



• Among patients with iMCD, corticosteroid monotherapy was the most 
commonly used treatment (39.0%), whereas 33.1% of patients had no 
claims for iMCD treatments. 

• Surprisingly, only 9.8% of patients received an IL-6–targeted therapy 
(siltuximab or tocilizumab).

• Of a total of 170 patients with iMCD who received any therapy, 65.3% 
received only a single therapeutic class during the study period, 
whereas far fewer patients received 2 (24.4%) or 3 classes (9.5%). 



iMCD – Other treatments

Idiopathic multicentric Castleman Disease (iMCD)

The TCP regimen administered for 2 years or until 
treatment failure.
• Thalidomide 100 mg daily for year 1 and year 2; 
• Oral cyclophosphamide 300 mg/m2 of a 4-

week cycle for year 1;
• Prednisone 1 mg/kg twice a week of a 4-week 

cycle for year 1



Case diagnosis and treatment

- According to consensus diagnostic criteria, iMCD 
diagnosis was established.

- iMCD was classified as “nonsevere” (absence of 
compromised performance status, renal dysfunction, 
anasarca, severe anemia or pulmonary involvement). 

- Siltuximab (11 mg/kg every 3 weeks) was started, with 
rapid improvement of systemic symptoms and laboratory 
parameters.

- Computed tomography (CT) scan after 6 months of anti-
IL-6 therapy  complete regression of all previously 
reported adenopathies. 

- As we report, patient is still receiving Siltuximab every 3 
weeks maintaining a good clinical response.

iMCD case presentation

Idiopathic multicentric Castleman Disease (iMCD)

Constitutional symptoms: night sweats, fever (>38°C), weight loss, or fatigue

Elevated CRP (>10 mg/L) or ESR (>15 mm/h)

Histopathologic lymph node features consistent with the iMCD spectrum 

Enlarged lymph nodes (≥ 1 cm in short-axis diameter) in ≥ 2 lymph node stations

HIV and HHV8 negative

Elevated IL-6

ECOG < 2

No renal dysfunction 

Neither anasarca or ascites or pleural/pericardial effusion

No severe anemia

No pulmonary involvement
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The reported 50-years-old Caucasian male presented at diagnosis: 

Diagnosis of

non severe

iMCD HHV8/HIV negative



POEMS syndrome vs iMCD

Idiopathic multicentric Castleman Disease (iMCD)

• 72 years old male

• Medical history: Obstructive sleep apnea treated with CPAP, secondary polycytemia treat with phlebotomy,

• Hospitalization (2021) for suspected lymphoproliferative disorder

2016 2017                                                              2019                                     2020              

CT- and PET- scan: 

multiple lateral cervical, 

axillary and mediastinal 

lymphadenopathies 

(maximum size 3 cm, 

maximum SUV 11,6)

Lymph node biopsy: 

presence of atrophic follicles, regressing 

germinal centres, predominantly composed 

of follicular-dendritic cells, expansion of 

mantle zone; prominent vascular 

proliferation and numerous mature 

polyclonal plasma cells. Conclusions: 

compatible with Castelman's disease with 

hyaline-vascular variant.

Blood test:

- No cytopenia, 

lymphocytosis

- Normal albumin, CRP, 

ESR

- IgG 1361 mg/dL

- Serum monoclonal 

protein IgG kappa and 

IgG lambda (0,5 g/dL)

- HIV and HHV8 negative

Blood test + IF on PB:

CD5- CD10- CD23- B 

lymphocytosis (non-LLC 

phenotype).

Evidence of 

lower limbs 

neuropathic pain 

Electroneurography:

sensory-moto 

polyneuropathy

(Negative for antibodies 

anti MAG, GD1A, GD1B, 

GQ1B, GM1, GM2)

Clinical 

status:

No 

symptoms

• iMCD major 

criteria fulfilled

• No minor criteria 

are fulfilled



POEMS syndrome vs iMCD

Idiopathic multicentric Castleman Disease (iMCD)

• 72 years old male

• Medical history: Obstructive sleep apnea treated with CPAP, secondary polycytemia treat with phlebotomy,

• Hospitalization (2021) for suspected lymphoproliferative disorder

2021

CT- and PET- scan: 

Enlargement (max 5 cm) 

but stable FDG uptake of 

lateral cervical and 

mediastinal lymph nodes

Lymph node biopsy: 

- Confirmed histological features of 

Castelman disease with hyaline-

vascular variant

- Marginal lymphoma diagnosis

Blood test:

- Stable values of 

blood test

- VEGF 6356 pg/ml 

(normal value < 

1500)

Treatment:

6 cycles of 

lenalidomide +

dexamethasone
Diagnosis of 

POEMS syndrome

Clinical response

ENG and clinical 

improvement of 

neuropathic 

symptoms

Bone marrow biopsy 

and aspirate

- 20% infiltration of 

CD20+ CD5- CD10-

lymphocytes



Idiopathic multicentric Castleman Disease (iMCD)

iMCD or not iMCD ?
• Medical history: breast fibroadenoma, recurrent 

Herpes simplex infections

• Hematologic evaluation: Bilateral axillary 
adenopathies increasing in size (CT-scan, max 2.8 
cm) without any systemic symptoms

• Axillary lymph node biopsy: follicular lymphoid 
hyperplasia with regression of germinal centres 
compatible with diagnosis of HHV8- initial 
Castleman diasease but not completely diagnostic

• Blood tests: Hb 12.6 g/dL, platelets 280k/mm3, WBC 
5170/mm3, normal serum albumin, IgG 1175 mg/dL, 
CRP and ESR negative, no proteinuria, 
most common viral infections (including HIV) 
negative, normal IL-6 levels

Inclusion diagnostic criteria for iMCD

I. Major Criteria (need both):

1. Histopathologic lymph node features consistent with the iMCD spectrum ✔

2. Enlarged lymph nodes (≥ 1 cm in short-axis diameter) in ≥ 2 lymph node stations ✔

II. Minor Criteria (need at least 2 of 11 criteria with at least 1 laboratory criterion)

Laboratory*

1. Elevated CRP (>10 mg/L) or ESR (>15 mm/h) X

2. Anemia (hemoglobin < 12.5 g/dL for males, hemoglobin < 11.5 g/dL for females) X

3. Thrombocytopenia (platelet count < 150 k/mL) or thrombocytosis (platelet count > 400 k/mL) X

4. Hypoalbuminemia (albumin < 3.5 g/dL) X

5. Renal dysfunction (eGFR < 60 mL/min/1.73m2) or proteinuria (> 150 mg/24 h or > 10 mg/100 ml) X

6. Polyclonal hypergammaglobulinemia (total g globulin or immunoglobulin G > 1700 mg/dL) X
Clinical

1. Constitutional symptoms: night sweats, fever (>38°C), weight loss, or fatigue X

2. Large spleen and/or liver X

3. Fluid accumulation: edema, anasarca, ascites, or pleural effusion X

4. Eruptive cherry hemangiomatosis or violaceous papules X

5. Lymphocytic interstitial pneumonitis X
Select additional features supportive of, but not required for diagnosis

Elevated IL-6, sIL-2R, VEGF, IgA, IgE, LDH, and/or B2M X

Diagnosis of other disorders that have been associated with iMCD X

Reticulin fibrosis of bone marrow (particularly in patients with TAFRO syndrome) X

Table 1. Diagnostic criteria for idiopathic multicentric Castleman disease (iMCD)

Both major criteria without any minor criteria fulfilled

Diagnosis of iMCD is not possible



Idiopathic multicentric Castleman Disease (iMCD)

iMCD case
• Medical history: Obesity, AF, glaucoma

• Hematologic evaluation: recurrent fever, 
vasculitic lesions on lower limbs and multiple 
supra- and sub- diaphragmatic adenopathies 
(detected by CT-PET scan)

• Hepatic hilum lymph node biopsy: follicular 
reactive lymphadenitis with interfollicular plasma 
cells and aspects of follicular regression. HHV8 
negative. Diagnosis compatible with Castleman 
diasease

• Blood tests: Hb 9.8 g/dL, platelets 272k/mm3, 
WBC 4480/mm3, normal serum albumin, IgG 735 
mg/dL, elevated CRP and ESR, normal renal 
function, urinary proteins 126 mg/die, most 
common viral infections negative, normal IL6

Inclusion diagnostic criteria for iMCD

I. Major Criteria (need both):

1. Histopathologic lymph node features consistent with the iMCD spectrum ✔

2. Enlarged lymph nodes (≥ 1 cm in short-axis diameter) in ≥ 2 lymph node stations ✔

II. Minor Criteria (need at least 2 of 11 criteria with at least 1 laboratory criterion)

Laboratory*

1. Elevated CRP (>10 mg/L) or ESR (>15 mm/h) ✔

2. Anemia (hemoglobin < 12.5 g/dL for males, hemoglobin < 11.5 g/dL for females) ✔

3. Thrombocytopenia (platelet count < 150 k/mL) or thrombocytosis (platelet count > 400 k/mL) X

4. Hypoalbuminemia (albumin < 3.5 g/dL) X

5. Renal dysfunction (eGFR < 60 mL/min/1.73m2) or proteinuria (> 150 mg/24 h or > 10 mg/100 ml) X

6. Polyclonal hypergammaglobulinemia (total g globulin or immunoglobulin G > 1700 mg/dL) X
Clinical

1. Constitutional symptoms: night sweats, fever (>38°C), weight loss, or fatigue ✔

2. Large spleen and/or liver X

3. Fluid accumulation: edema, anasarca, ascites, or pleural effusion X
4. Eruptive cherry hemangiomatosis or violaceous papules ✔

5. Lymphocytic interstitial pneumonitis X
Select additional features supportive of, but not required for diagnosis

Elevated IL-6, sIL-2R, VEGF, IgA, IgE, LDH, and/or B2M X

Diagnosis of other disorders that have been associated with iMCD X

Reticulin fibrosis of bone marrow (particularly in patients with TAFRO syndrome) X

Table 1. Diagnostic criteria for idiopathic multicentric Castleman disease (iMCD)

Both major criteria plus 4 minor criteria fulfilled

Diagnosis of iMCD

Initial clinical improvement with prednisone 12.5 mg/die 
but new vasculitis relapse after steroids discontinuation

Patient started Siltuximab 11 mg/kg administration
every 3 weeks due to recurrent vasculitis



Castleman disease network
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