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2005

2007

• Mediastinal lymphadenopathic mass 
• Supraclavicular lymphadenopathies
• No autoinflammatory symptoms

• Rapid biochemical and clinical CR
• Progressive regression of porto-pulmonary hypertension
• Progressive regression of heart failure
• Gradual decrease in heart medication needs

32 years old

1975 ♂ patient

Born in 1975

Liver biopsy
• Sinusoidal distension 
• Areas of nodular regeneration
• No perisinusoidal or portal fibrosis
• Nodular regenerative hyperplasia

Surgical excision (November)

Pathology in the CD spectrum (hyaline-vascular)

2009 34 years old

Progressive supradiaphragmatic lymphadenopathy

Clinical signs of hyperinflammation
Biochemical signs of hyperinflammation

Clinical signs of liver failure

• Noncirrhotic portal hypertension
• Splenomegaly (20 cm)
• Esophageal varices
• Hypertensive gastropathy

HHV-8 latent nuclear antigen: negative
HIV 1/2: negative

Bone marrow trephine biopsy
• Hypercellular marrow
• Myeloid + megakaryocytic hyperplasia
• Mild lymphoplasmocytosis
• No fibrosis

Clinical signs of heart failure (NYHA Stage D, Class III)

• Pulmonary hypertension (US + catheterization)

• Severe enlargement of pulmonary trunk
• Severe enlargement of right ventricle
• Moderate to severe tricuspid regurgitation
• PASPe = 73-78 mmHg

Due to IL-6

Spontaneous rupture 
with upper GI bleed

Progressive…

Porto-pulmonary hypertension
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44 years old
Disease progression
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2023
• Downstaged to NYHA Stage C, Class I
• Returned to work full-time
• Went on a 25-mile hike
• With no complications or symptoms
• Despite having an undiagnosed active Covid-19 infection

Dec Asymptomatic
Under ongoing treatment
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Pulmonary hypertension

Portal hypertension

• Uncommon complication of idiopathic multicentric Castleman’s Disease (iMCD)

• Reported to respond to tocilizumab in the Japanese cohort [1]

• Due to nodular regenerative hyperplasia of the liver (NRH)

• Rarer complication of iMCD

• Data are lacking regarding response to IL-6/IL-6R antagonism

1956 Benjamin Castleman
Describes “Castleman’s disease”

Tocilizumab approval (Japan)

Siltuximab RCT [2] EMA approval (May)FDA approval (April)

National approval (December)
Consensus diagnostic criteria [3]

Clinical and pathological characteristics [4]

Consensus treatment guidelines [5]

Watchful waiting

Surgical excision (May)

Pathology in the CD spectrum (hyaline-vascular)

• Mild congenital factor V deficiency
• Baseline activity: 25-40%

• No other relevant clinical history

iMCD

Corticotherapy (PDN, 1 mg/kg/day) Disease progression

CHOP x6

• Complete clinical and lab response
• Imaging VGPR
• Persistent heart failure NYHA Stage D, Class III
• Persistent porto-pulmonary hypertension

Siltuximab C1D1

48 years old
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