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Tentative Diagnostic Criteria and Disease Severity Classification of
Castleman Disease in Japan

Essential Diagnostic Criteria for Castleman Disease (CD)
(both A and B must be met)

A. Both of the following conditions should be met:
1. Single or multiple swollen lymph node/s should be present.
2. Histopathological findings of the affected lymph node(s) or organ(s)
should be consistent with one of the following histological types of CD.
1) Hyaline-vascular type
2) Plasma cell type
3) Mixed type

B. The following diseases should be excluded as the cause of
lymphadenopathy.
1. Malignant neoplasms
2. Infectious diseases
3. Autoimmune diseases
4. Other diseases manifesting symptoms similar to CD*
IgG4-related diseases, etc.

*POEMS and TAFRO are not excluded from Castleman disease.

Clinical Classification of Castleman Disease

Unicentric Castleman disease (UCD)
Only a single lymph node is involved, or the distribution of affected lymph
node(s) is restricted to a single site which is surgically resectable.

Multicentric Castleman disease (MCD)
Lymph nodes at multiple sites are affected.

Further classified as follows:
(1) HHV-8-associated MCD

(2) Idiopathic MCD ,
Castleman Disease E

ucb

| HHV-8 associated |




Classification of Disease Severities of iIMCD

Severe : At least one of the following conditions persist for >1 month.
(i) Anemia of inflammation: Hb <7.0 g/dL or RBC transfusion dependent.
(i) Thrombocytopenia: Platelet transfusion-dependent.
(iii) Hypoalbuminemia: Alb <1.5 g/dL.
(iv) Renal dysfunction: GFR <15 ml/min/1.73m? or nephrotic syndrome.
(v) Pulmonary lesions with always requiring oxygen inhalation.
(vi) Anasarca: Massive pleural effusion or ascites requiring drainage.
(vii) Cardiac failure: EF <40% or class IV in the NYHA classification.

Moderate : At least one of the following conditions persist for >1 month.
(i) Anemia of inflammation: Hb <8.0.
(i) Thrombocytopenia: Platelet counts <20,000/pL.
(iii) Hypoalbuminemia: Alb <2.0 g/dL.
(iv) Renal dysfunction: GFR <30 ml/min/1.73m? or Prot/Cr ratio >0.5 g/gCr.
(v) Pulmonary lesions with dyspnea on daily light exertion.
(vi) Anasarca: Pleural effusion or ascites.
(vii) Cardiac failure: EF <50% or class Il in the NYHA classification.
(viii)Organ damages caused by histologically proven secondary amyloidosis.

Mild : Neither of the above conditions is met.

A proposal of CHAP score for objective evaluation of the
disease activity and treatment efficacy in iIMCD

(by H. Kawabata)
CRP

(ma/dL) 21, <5 25,<10 210, <20 220

Hemoglobin <12, 210 <10, 28 <8 Transfusion
offe] dependent

Albumin
(g/dL)

<3, 225 <2.5, 22 <2,215 <1.5

CHAP score = CRP score + Hb score + Albumin score + PS score
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