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Background

ldiopathic Multicentric Castleman disease (iIMCD) is a subcategory of  Detailed participant characteristics are shown in
MCD, a rare lymphoproliferative disorder characterized by enlargement  Table 1. Of the 51 patients self-reporting
of the lymph nodes and lymphatic system. As no curative therapies clinician diagnosed iIMCD, 56.9% were female

Table 1: Characteristics of Patients and Ability to travel
Caregivers participating in the iMCD survey

Diet

exist for iIMCD, the primary focus of clinical management remains  with a mean age of 47.4 years (range, 22—78 Emotional and psychological wellbeing
symptom control. Currently, no assessment of symptom burden exists years). Of those who reported an informal = cewence ) Financial wellbeing

. . . . . . . . . . y Female 29 (56.9%)
within this population. Incorporating patient and caregiver perspectives  caregiver (22/51), the patient's spouse was the = wee 22 (43.1%) Seneral rostine
on the impact of IMCD symptoms can facilitate timely treatment, better  primarily carer (22/51). Age 2 (6D, Range) 474(19,221078)
symptom monitoring, and early flare-up detection, leading to greater oo e g e e B0 rnge) .
patient satisfaction. Of the 36 patients (70.6%) who reported —Autala b Pain/Discomfort
The aim of the study was to establish a comprehensive iMCD- receiving  IMCD-directed  treatment—23/51 "w o 10 (7a.4% Personal relationsfips

. . . (0) : . mployment status, n (%
centered symptom inventory from a patient perspective and to (145.11A)) ;ececl)ved an |ptravenous trea_tmept anc?c Disabed bl o voren dsabiy alovances) | 16 2% Sexual funetioning
quantify the impact of symptom burden on various aspects of daily 13/51  (25.5%) received a combination Of | miojedpatine o N
living. Secondly, to investigate caregivers’ perspective on patients’ intravenous and oral treatment. Approximately, esernitosay e
iMCD-symptom burden and impact on the caregivers’ daily life. Only 25% of patients who received intravenous and e N o) orileducation
o " nic Group, n (% —
the methodology and results for the patients are presented in this oral treatment reported receiving an oral steroid. asen ~ =~ i 0 20 4 50 80 100
2 (0) VT 2 i .. . ’
Of the 36 patlents (706 A)) rece|V|ng |MCD Native Hawaiian or Other Pacific Islander 2 (3.9%) Percentage (%) of Sample (N = 46)

poster. More detailed results have been published elsewhere.’

o) /I - White 38 (74.5%)
fcreatmenlt, 31 (86.1%) reported receiving an anti- = wnte —— = o
interleukin- 6 monoclonal antlbody with the No effect Slight effect Moderate effect Severe/very severe effect  Missing Responses
frequency of administration varying between = wcovos Fig. 3: Severity Impact of symptoms on aspects of daily life

Prefer not to answer 3 (5.9%)

iIMCD NOS 40 (78.4%)
The iterative process followed is shown in F|g 1. The initial literature once-a-week to once every SiXx weeks. Note: Sample size_l\(zic’:lgl- 46 atccounts for only those patients which reported experiencing symptoms, with five patients having reported not
: : : : N : : - experiencing any i symptoms.
review (April 2020) identified the MCD-SS, the CarerQol-7D and the  Ordinal logistic regression analysis showed that —Netwecavngteament =~ E(15 ) 0o ’ 0dds rato (6594 )
T . . . ' o : e S ratio
SF-36 as existing relevant scales. Also identified were symptom the higher the number of symptoms’, the more = [eeiins reathentforived e % E)
themes and these, together with their impact on daily life of patients likely the symptoms negatively impacted the @y o P it 0.72* (0.62 to 0.85)
and caregivers were explored further and validated by clinical experts. patient's daily life activities, shown across every
: : r . IMCD: idiopathic multicentric Castleman’s disease; IMCD NOS: _ _ _ *
Identification of publications and Exploration of themes Development and Refinement of Survey dally life aCtIVIty (OR <1 3 Flg 2) idiopathic multicentric Castleman’s disease not otherwise Emotional & psychological well-being _‘_ el (055105, 5)
specified; SD: standard deviation; TAFRO: thrombocytopenia,
anasarca, fever, reticulin marrow and organomegaly. General routine ‘ 0.75* (0.65 to 0.88)
e o A total of 27 unique symptoms were experienced by the 51 patients in the week prior to
+ Literature Review for identification of relevant publications _ g y p _ P _ y P _ P _ i ‘ 0.77* (0.67 to 0.88)
+ MCD-S: Reviewed for denification of key themes and , e — completing the survey. Five patients experienced no symptoms. In patients reporting Social lite
to assist with shaping the symptoms specific questions. Review of Survey Question Suitability _ o o
P g A R . Medical Expert Advice: Sexusl Function Questionnaine symptoms, tiredness was the most prevalent (78.4%), followed by weakness (41.2%), Personal relationships ¢ 0.78* (0.68 to 0.89)
careqivers identification of sexual functioning them K@ . . .
. ;"‘gﬁ 12f;rsar:,al function domain). used to valdate key sz'f'+0$fqun2x:ﬁ:r:d Hl:ﬂﬂ?ﬂﬂ?pa:en?;:;ieﬁéa n|ght SweatS (392(%)) and numbneSS/tlng“ng (373(%)) .
Sl L2 el » CDCN: review of questionnaire for representativeness Sexual functionin . 0.79* (0.7 t0 0.9)
themes used in Patient Reported Qutcomes of symptom experience and usability by respondents Abdominal pain (n=13) 30.8% 23.1% g
Anxiety (n=13) %
‘ Bloating (n=8) Financial well-being ‘ 0.82 (072 to 093)
alidation of Symptom experience themes RRISSSION (0= " 82" (0.72to0 0.
and Impact on Daily Life by Clinical Experts g Jeziness h“zg; ARG I iaves
Overall themes to be explored in the survey, the symptoms SR *
expenenced by IMCD pgnents and the 1:1;:-:1:1 of tn&:e on Piloting of Survey Questions for accuracy FENSEINS) Mobility & 0.847(0.74 0 0.95)
patients and their informal caregivers and appropriateness of responses Folilget;ulnﬁss Enig
: g;:;;:g;: iz*.:-:?{:c::‘;l}r;;:; erhdhl ool Impaired cognitive func’Fion (n=9) Pain/discomfort . 0.85" (0.75t0 0.96)
+ Patient and Caregiver from the CDCN piloted the Loss of appeﬁfe (n=10)
questons for usability and surtabiity Na:?;i::;;g%i;g Work/education . 0.87 (077 to 099)
Numbness/tingling (n=19) T | f T T
Persistent itching (n=9) 06 07 08 09 1 0
Finalisation of Survey Questions Ethics Approval Shortness of breath (n=15)

Sluggishness (n=195)

(I:I!)%N1 E)e!iﬁ::;:lv[?is(:aesg\ég:;g;a:i)\felmgvgrk?rﬂg\ge-gs: Multicentric Castleman Disease Symptom Scale; Stupor/fse(;:?:gc:;:ﬁ:zi Ez;g Worse as pumpers of symptoms ipcreases
IMCD: idiopathic Multicentric Castieman Disease; SF-36: Short Form 36 Sweating/hot flashes (n=18) Odds ratio with 93% confidence interval
The . . g | di " . t Swollen 'Vmﬁ:‘e';‘r’]‘zz Ezzg Fig. 4. Forest plot of the odds ratios of impact on daily life by Multiplicity of symptoms
guestionnaire was developed in a stepwise manner to ensure o . . \ _
appropriate Stakeholder (patient, CliniCian, Caregiver and researcher) Weaknessvi,zr;;ﬁ:c;:irf?:;; The multivariate regression model was adjusted by age, gender, and number of symptoms. *Level of significance was set at p<0-05
engagement before being piloted. Survey Monkey® was used as the Weightloss (n=5)
platform for the survey and was available to patients from April to 0 20 Impac’:lngymptoms on Daily Lif?(%) %0 b This international iIMCD sur ot - knowledae. the first lar vev t tamaticall
November 2021.This non-interventional study consisted of 45- NS T BN 'S Ihtethational | SUrvey 15, 1o our Xnowieege, the Trstiarge survey 1o systematically
questions (11/45 open-ended, 34/45 closed-ended pre-defined) Does not affect  Slightly affects ~ Moderately affects ~ Severely/Very Severely effects Severity not reported évaluate the SpeCtrum of Symptoms experlenceq by patlents and the Ir.np.aCt. of symptom
relating to symptomatology experienced, severity, and symptom impact Fig. 2: The impact severity on daily life for iMCD patients experiencing a symptom ![3 Ufgjer; Onns'?jverr):jdalg'rlgtel fr%rgr;[? fe' gitlinéfpe;?'pen?g\;e-r |:hr_1$0 netrr\]/elesrsIhzd;T;La;IOOnnsdthrit nseehEj
on dally life in the paSt week (ﬁve Severity level options, 0=no impaCt to Notge.' Sa.lmple size ol?symptoms corrZsponds to tze number of patientfwho reported iperiencing tﬁe reles\tantpsymptoms one week prior to o o° ' o e o 1t " | I'C o ' P Ie' ; ' oy e p ° S' e -
4=severe impact). Data storage remained with Lumanity, and question completing the survey report!ng thelr. practltloner-conflr.med diagnosis of IMCD as oppqsed to _dlrect physician
responses were de-identified and saved on password-encrypted | | | | - reportmg or cllnllcal documentaho_n. Secon_dly, there were insufficient patient numbers to
e ey o ey s et meuTlon 0 it oot of i o s, sapece o s T,
_ _ _ | _ _ Ig. 2). e symptoms having the most severe impact on daily life include IS was Insufficl | | | y iy lite.
IMCD patients were recruited via the Castleman Disease Collaborative  y5sea/vomiting (60.0%), sluggishness (53.3%), weakness (physical) (52.4%), weight Lastly, COVID-19 restrictions may have impacted recruitment of patients.
Network (CDCN). To participate, patients had to be 218 years, patients 5y (50.0%) and stupor/feeling lethargic (50.0%) (Fig. 2). When looking closely at the .
had to have a practitioner-confirmed diagnosis of IMCD. Patient aspects of daily life most affected by these symptoms, a moderate to very severe impact Conclusions
consent was obtained for those participating in the study. was reported on aspects of daily life that related to patient pain/discomfort (65.2%), In conclusion, this study outlines a methodical approach for creating patient-centered
Descriptive analyses were performed on closed-ended questions.  ability to travel (60.9%), sexual function (56.5%), emotional and psychological wellbeing surveys. Its primary achievement is the creation of an extensive symptom inventory for
tc))erfvlvneaelrior?lljsr:gerre%:‘es;ﬁgt c?r%ash;srllz \;vn?;aucstecfnt(zl i?fZ?:r?tS;z;e)erstI:t:)?‘ns:ills 2222;/;) general wellbeing (52.2%), financial wellbeing (52.2%) and social life (50.0%) iIMCD. The survey's results reveal the far-reaching consequences of a high symptom burden
Ig. 9). n vari ts of daily lif ffectin tients. Th findings have th tential t
life. The effect is reported as an odds ratio (OR) with 95% confidence  Ordinal logistic regression analysis showed that the higher the number of symptoms’, i?]ﬂueancoeutsh: ?gﬁﬁesmgmdsf ﬁiagen’():tice Ccritgegrig,aeih;nce sisneical :ssgesssn?eﬁts, anogiidea thg
intervals (p<0.05). All statistical analyses were conducted in SPSS v23, the more likely the _symptc_)ms negatively impacted the patient's daily life activities, shown development of patient-focused treatment plans. Ultimately, these findings lay the
and logistic regression utilized Minitab version 20. across every daily life activity (OR<1; Fig. 2). groundwork for our aspiration to establish the first-ever iMCD-specific symptom scale.
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