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ALPS: autoimmunes lymphoproliferatives Syndrom

CVID: variables Immundefektsyndrom

HLH: hamophagozytische Lymphohistiozytose

PTLD: Posttransplant lymphoproliferative Erkrankung
SLE: systemischer Lupus erythematodes

WAS: Wiskott-Aldrich-Syndrom




1954: Erstbeschreibungdurch Benjamin Castleman
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Case records of the Massachusetts General Hospital: Case No. 4023
B CASTLEMAN, VW TOWNE
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Morbus Castleman (Castleman-Krankheit) ist eine heterogene Gruppe von
Tumoren der Lymphknoten, die auch als angiofollikulare Lymphknoten-
Hyperplasie oder Riesenlymphknoten-Hyperplasie bezeichnet werden.
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Haufigkeit des M. Castleman
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US-Inzidenz Anteil von iMCD-Fallen

MCD- 33% — iMCD-

6,5T_7,7T Falle 58% Falle

neue Falle/Jahr

~ 1.650 der ~ 7.700 in den USA jahrlich iMCD reprasentiert 33%—58%
diagnostizierten neuen CD-Falle sind aller MCD-Falle.?
MCD.’

ALL= akute lymphatische Leukdmie; iMCD=idiopathischer multizentrischer Morbus Castleman; MCD=multizentrischer Morbus Castleman

Vergleich mit anderer
seltener Erkrankung

O O

VS

544-957 5.930

iMCD-Falle ALL-Falle

544-957 neue iIMCD-Falle/Jahr’:2
vs. 5.930 neue ALL-Falle/Jahr?
in den USA

1.Liu AY, et al. Lancet Haematol. 2016;3(4):e163-e175. 2. van Rhee F, et al. Blood. 2018;132(20):2115-2124. 3. American Cancer Society. About Acute Lymphocytic Leukemia. Letzter Zugriff Oktober 2019.

Vermutlich wird ein betrachtlicher Teil deastleman
Erkrankungen nie korrekt diagnostiziert!

Medianes Alter: 50 Jahre (2-80 Jahre), zu 58% sind Manner betroffen.
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G E m About Us Castleman Disease Patients & Loved Ones Physicians & Researchers Join the Fight

CASTLEMAN DISEASE COLLABORATIVE NETWORK

For us, it's
personal.

Co-founded by a patient (who is also a doctor)
trying to save his life and others, CDCN works
across multiple fronts to fight Castleman disease
- a complex, deadly affliction that’s frequently
misdiagnosed and difficult to treat.

Learn More —>

The Castleman Disease Collaborative Network
(CDCN) is dedicated to accelerating research
and treatment for Castleman disease, a disease
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Formen des M. Castleman

LYMPHKNOTEN MIT CASTLEMAN-TYPISCHER HISTOLOGIE

Klinisch multizentrischer M. Castleman
(22 LK-Stationen)

POEMS-assoziierter Idiopathischer HHV8-assoziierter
multizentrischer multizentrischer M. Castleman
M. Castleman M. Castleman (iMCD*) (>90% HIV-pos.)
Hypervaskularer Typ Plasmazellularer Typ :SI?nkl CIQEmF\;nC-)I;gXQ—d rom

Erkrankung).

iy Thrombozytopenie
Anasarka
Fieber
Retikulare Fibrose
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Unterschiede zwischen unizentrischem und multizentrischem MCD

Characteristics
Localization

Peak age

Symptoms

Extent of lymphadenopathy
Organomegaly
Laboratory abnormalities

Histopathology

HHV-8 association

Therapy required

Progression to lymphoma

Clinical course

IL-6 Upregulation

Ucb

One site (usually the mediastinum) but can also occurin the
neck or abdomen

Fourth decade

May have symptoms due to compression of vital
structures; rare systemic symptoms

Central
Rare
Occasional

Mainly Hyaline vascular variant

No

Surgery; possibly radiation if inoperable

Rare

Benign/indolent

Some. B-cell germinal centers of single lymph node

MCD

Multifocal

Sixth decade

Frequent systemic symptoms such as fever, night sweats,
weight loss

Disseminated
Frequent (particularly hepatomegaly)

Common

Mainly Plasmacytic variant

Yes/No There is both HHV-8 associated MCD and non-viral
(idiopathic) MCD

Various systemic therapies (chemotherapy, rituximab, and anti-
IL-6 therapies such as siltuximab and tocilizumab)

More likely

Aggressive

Significant. Multiple lymph nodes B-cell germinal centers

overexpressing IL-6 causing systemic and acute symptoms

1. Saeed-Abdul-Rahman et al. Korean JHematol 2012; 47(3): 163-177. 2. van Rhee et al. Clin Adv Hematol Oncol 2010; 8: 486-487. 3. Fajgenbaum et al. Hematol Oncol Clin NAm 2018;32: 11-21. 4. Chan et al. ) Blood Med 2016; 7:
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145-158. 5. Haap et al. Blood Rev 2018; 32:225-234. 6. Wang et al. Semin Diagn Pathol 2016; 33: 294-306. 7. Zhang et al. Cancer Sci. 2018;109(1):199-206. 8. Nishimoto et al. Ann Rheum Dis 2000;59:i21-i27 9.Yoshizaki et al.
UNIKLINIK Hematol Oncol Clin North Am. 2018;32(1): 23-36



Prognose

745 | UNIKLINIK
KOLN



