Natural history study of idiopathic multicentric Castleman disease identifies effective
treatments for a large proportion of patients but treatment-refractory patients remain
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INTRODUCTION RESULTS RESULTS
« Human herpes-virus 8-negative/idiopathic multicentric Castleman * Median age at diagnosis is 37 years (range: 1-67 years). The cohort is » Despite success of anti-IL6 therapies, treatment refractory patients
disease (IMCD) is a rare inflammatory disorder involving multicentric 44.9% female, 63.8% white, and 4 (5.8%) patients died. remain.
lymphadenopathy with characteristic histopathology. _ o | o i i i_l| - it X
Y_ p P y | p. gy | | . 33 unique drugs have been administered across the 69 patients. 3of4 deceasgd patients recelvgd both gntl IL-6 therapy and rltu>_<|mab
* Clinical presentation is heterogeneous and includes cytokine-driven and all 4 received chemotherapies and immunomodulators but did not
constitutional symptoms, cytopenias, systemic inflammation, and multi- Figure 1. A variety of agents are used to treat respond to any drug.
organ dysfunction. 60- being rituximab, ikusimab, and tocizuma + 6 of 19 (31.6%) &

Figure 3. Number of regimens

* International consensus treatment guidelines are based on a large patients who did not received by patients who did and did
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cohort of case studies and a few clinical trials, but the available Cortoostoroic respond to anti-IL6 +

evidence is limited. 40- I chemotherapy CS received 5 or

» Siltuximab, an anti-IL-6 therapy, Is the only FDA-approved treatment for B immunomodulator more treatment
IMCD; 34% of patients achieved durable symptomatic and tumor Other regimens, whereas 1

response in the phase Il trial. . of 23 (4.3%) patients B- s / o
 Tocilizumab, an anti-IL-6 receptor therapy, is frequently used off-label. who responded to | \ *
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» Better understanding of treatment effectiveness is urgently needed. OEN ‘C<) S 4\6\ \\&0 &
N A AS @\\0 * These data reveal that despite there being one FDA-approved
» Rituximab is the most frequent targeted therapy (N=47, 68.1%), followed treatment, IMCD Is treated with a variety of agents.
by siltuximab (N=40, 57.8%) and tocilizumab (N=21, 30.4%). - Among the full cohort, siltuximab + CS demonstrated a 58% durable
» Response to siltuximab and tocilzumab is comparable in this cohort. response. This may retlect difierences in response criteria and/or
OBIJECTIVES disease activity of patients in clinical trials versus real world settings.
: Rituximab +/- CS Siltuximab +/- CS Tocilizumab +/- CS . . . .
* To describe the most frequently used treatments and response to » Siltuximab and tocilizumab have never been systematically compared:
treatment in a real-world cohort of IMCD patients. 100- in this cohort they demonstrated similar response.
* Considering the morbidity and mortality of IMCD, additional agents are
needed for refractory patients, who have few options and are at risk of
_ — death due to disease progression. Further data are needed to compare
METHODS 75 groups and identify opﬁim%l treatment protocols. i
« Data were collected and abstracted for 90 patients enrolled in an on- §
going IRB-approved natural history study of Castleman disease. §
)
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Dlagn03|§ IS grac.:led by an exp(?rt panel of cl!n|C|ans and pathologists on 2 REFERENCES
an on-going basis; patients unlikely to have IMCD were excluded from s lvan Rhee F, Wong RS, Munshi N, Rossi JF, Ke XY, Foss& A, Simpson D,
analysis (N=21). = Capra M, Liu T, Hsieh RK, Goh YT. Siltuximab for multicentric
. Of the 69 patients included, 43 (62.3%) are expert panel-confirmed and o5 - Castleman's disease: a randomised, double-blind, placebo-controlled trial.
26 (37.7%) are awaiting confirmation. Lancet Oncol. 2014 Aug 1;15(9):966-74.
* Durable response is defined as achieving 250% improvement in the
oroportion of abnormal IMCD minor clinical and laboratory diagnostic N
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* The best response was selected for patients with more than one iMCD  confirmed iMCD  confirmed iMCD  confirmed University of Pennsylvania
response outcome to a given regimen_ Sheila.Pierson@pennmedicine.upenn.edu
Figure 2. Response to rituximab x CS, siltuximab x CS, and tocilizumab x CS among all iMCD patients and among iMCD 1_2 15_ 3 49_57 1 3
patients who have been reviewed and confirmed by the expert panel.




