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ePAG deputy Co-Chair for PPL ePAG Co-Chair for PPL
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Rare Multisystemic Vascular Diseases

48 expert teams from 39 highly specialized
multidisciplinary Healthcare providers (HCPs)
PLUS o6 Affiliated Partner Centers

Coming from 19 EU Member States

Over 70 Patient
Organisations from all
across Europe
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VASCERN

* 6 Working groups
.« PPL
« MSA 1 Chair

H T AD 1 Chair 1 Co-chair 1k

1 Co-chair 1 Co-chair

H H | PATIENT GROUP

(ePAG.)
VAS CA \ 6 éoc—r;slarirs

* Neurovascular - new )
. 1 Chair 1 Chair
* 4 Transversal working groups TRANSVERSAL conar 4 i
WORKING GROUPS - el
) H C pS (WG) 1 Co-chair
» 20 countries covered incl. affiliated e e
partners and UK L we L Ethics W

Force



Pediatric and Primary Lymphedema

ePAG advocates and community

16

associations

Associa¢dao Nacional de Doentes Linfaticos (andLINFA)
Association Vivre Mieux le Lymphoedéme (AVML)
Bulgarian Association Lymphedema

Dansk Lymfgdem Forening (DALYFO)

KIF11 Kids e.V.

Lega Italiana Lotta al Linfedema Aps
Lymphido OdV

Lymphoedeme Family

Lymphoedema Support Network (LSN)
Lymph-what-oedema (LWO)

Lymphoedema Ireland

Nederlands Netwerk voor Lymfoedeem & Lipoedeem (NLNet)

Norsk lymfgdem- og lipgdemforbund (NLLF)
Suomen lymfayhdistys
Svenska Odemforbundet (SOF)

The Faroese Cancer Society

Portugal
France
Bulgaria
Denmark

Germany

Italy

Italy

France

UK

UK

Ireland

The Netherlands
Norway

Finland

Sweden

The Faroe Islands
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ePAG advocates & 1 Advocacy

Group

Pernille
Henriksen

Dansk Lymfgdem Forening

(DALYFO) Carina
Co-chair Mainka

KIFT Kids e.V

Manuela

Louren¢o Marques Alain

Associacao Nacional de Doentes Pradel

Linfaticos (andLINFA) Association Vivre Mieux le Lymphoedeme
Deputy co-chair (AVML)

Elena
Eline § Matta

Nederlands Netwerk voor
Lymfoedeem & Lipoedeem (NLNet)
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Group

Monthly

VASCERNdays &
Face-2-Face
meetings Monthly RDWG meeting,

Monthly ePAG co-chair and deputy co-chair
ePAG
meeting

Ad hoc
meetings

PPL S

Working Group VASCERN
& ePAG ePAG

~ Co-chair WhatsApp group

Ad hoc ePAG
meetings

Monthly ePAG meetings
hosted by EURORDIS

ePAG meeting at
VASCERNdays

ePAG
WhatsApp
group

VASCERN
app

e-mails

RareConnect Transversal working groups

Facebook group

for advocates
Participation/organizing/
speaking at conferences,

..beyond training, webinars

“Meet & Greet”

Collaboration with national
societies, frameworks

Lymphedema
Community

Collaboration with sister
patient associations

Participation in national
ePAG networks

. e-mails
Online
meetings ollaboration with other

patient associations
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’ Lymphedema 's a chronic progresswe St George’s classification algorithm of
disorder that occurs because the function of ) . .
: o : primary lymphatic anomalies
the lymphatic system is impaired.
PIK3ICA-Related Overgrowth Spectrum I ki
» Lymphedema appears as a persistent e et —

Klippel-Trénaunay syndrome (ORPHA2346)

swelling of the anmms and/or legs in e o
particular, but can also be present
elsewhere on the body — one or more body e | e o

Lymphatic malformation pre- or postnatal onset : renal dafect syndrome (ORPHAGS735)
S0

Multisegmental lymphatic dysplasia (MLD)
{cengenital or late onsat)
Consider WILD syndrome

Generalised lymphatic dysplasia (GLD)
Hennekam syndroma (ORPHAZ136)

parts or limlbs can be affected. S o J i

lymphatic malformation (ORPHA141208) EPHB4-associated lymphatic-relatad hydrops

Gormam Stout disease (ORPHAT3) PIEZO1-associated lymphatic-related

« The disease is divided into primary and = [t | IR |

Consider Noonan syndrome. ARAF, EPHB4,

PIEZO1

secondary lymphedema. — [ e

* Primary lymnphedema is a rare disease e i [t
TG ) Lol l wama‘:‘cm CELSRY

of Gordon

prmary
VEGFG N

syndrome (ORPHA2526) KiF 1 Consider GJC2 HGF, CELSR1

| M IR
A-imb lymphoedema
Corsader GJC2, 45.X0
Conganial lower limb + gantal cedema
Consider PIEZO1 Y — l Late-onset lower kmb 2 genitalia
Consider GATAZ (ORFHAS226)

|
|
[ Meige (ORPHAS0186) [
|
|
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Mimi

Pascal w/ Milroys as a child Leonor

@primarylymphedema from Portugal from France from Germany

@mimi_lymphielife
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* There is no cure for lymphedema

* Treatment consists of daily
Mmanagement
 skin care, compression, exercise,
manual lymphatic drainage,
keeping a healthy weight, for
some a special diet is required

* surgery




What is cellulitis/erysipelas

 Cellulitis - a common, potentially serious
bacterial skin infection.

 Children and adults with lymphatic impaiment
have a much higher risk of developing
cellulitis/erysipelas.

» The clinical signs of erysipelas are: high fever
(39-40°C) of sudden onset, with rigors, a ‘flu-
like' or unwell feeling, followed by redness,
warmith, and increased volume of the affected
limbo.
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SCOpe Of prOblem For primary lower limb P .: A?l:rl:?:cy
lymphedema: male sex, ‘ Group

greater body mass index,
and younger age at

lymphedema onset were

associated with cellulitis.

Previous episodes of
cellulitis are associated
with a higher risk for

recurrence Vignes S., 2022

Lymphoedema has
been shown in several
studies to be the
strongest risk factor for
cellulitis

Al-Niaimi, 2009

A cross-sectional study (40 sites) in 9 countries. N=7477

(adults with uni- or bilateral chronic edema) Al-Nigimi, 2009

15-78% had cellulitis within the last 12 months
Burian E., 2021
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From the patients

e DALYFO - Denmark

* 61% of those answering a poll (h=77) in a
Facebook groupwho had not had cellulitis

« andLINFA - Portugal
« 80% of those answering a poll (n = 29) said

said they had not been informed by their they were afraid of getting cellulitis
primary doctor/therapists about the risks of
cellulitis « Dutch patient journey
* KIFT — Gemany * by ePAG Eline Hoogstra, n=35
13 parents with children up to 8 years *  43% had experienced cellulitis
« Worried a lot about the risk of « 29% had experienced cellulitis 2 10

cellulitis: n=10

* Had been informed about the risk by their
doctor: n=3

* Found information online: n=10

times
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Co '
llection of assets albout cellulitis

+ Pills of Knowledge

* Dos and Donts
e Cellulitis
« Skin Care

* \Webinar

pediatric and Primary Lymphedema

—_—

Cellulitis/erysi pelas

Childrenand adultswith Vymphat'vcim pairment have a much
risk of developing ce!lulvtis,’erysipelas,

The clinical signs of erysipelas are: high fever (39-40°C) of sudden
onset, with rigors, @ “flu-like” oF unwell feeling, followed by redness.
warmth, and increased volume of the affected {imnb. Sometimes

additional treatment is necessary. depending onthe diagnosis.

higher

0 WHAT IS RECOMMENDED

o Awareness of the first 12 and symptorns of cellulitis

« promet treatment of cellulits Jerysipelas with systemic antibiotics

« Consider haspitalization in case of 3 young child andfer marked iliness

 proper skingare and 9oed compression treatment:

 prompt treatment of interdigital fungal infections {Athietes foot) and eczem=

» Take preventive MeasurEs such as good hygiene fallowing {njury or insect bite
crean with soap and Water “and disinfect using topical antiseptic crean.

« provide antiblotics for the patient to use If they foel that they are starting 12

develop cellulitis
+ Consider preventive long term U5 of antiblotics in children/adults with

recurrent cellulitis (22 episcdes per yeark

e WHAT YOU SHOULD NOT Do

» ignore the increased swelling

» Stop weanng qaxments or low-stretch pandages The patient may need to
3 days because of pain a4/

yake off their compressien /materials for the firs
or discomfort in the acute PRESS but they should be reintroduced a3 5000 33
possible o the lymphedem?a will deteriorate.

 Take antibiotics withaut <teaf signs of celulitis/erysipeias

S

Play (k)

>

European
Reference
Network

, Eg;lsglitils/
: Sipe
In Pediatric and

o

PPL-WG Pills of Knowledge

CPl*imary/l/.ymphedema

Py Y
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VASCERN Webinar:

ERN

eDinar

Infections
and

lymphedema

Infections and Lymphedema

11K views * 1 year ago
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So what was missing? s prim

Group

« Something that combined all the most
iImportant information

« “Tangible” — bring in the handbag and
for travelling

» Easytoread
» Addresses myths
* |In local language

=
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GROUNDWORK PATIENCE & TIME
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Drocess

Publication and

Dissemination
: Dissemination to
Patient atients and clinicians
advocates . P
Translation
Translations and

validations

‘ O Validation

Validating the information and format,
correcting and ensuring inclusivity

O
G Creation N
Collection of information,
draft(s), discussion, creation of
. format and layout
G Patient need Y

Understanding the patient
need and scope of problem

ERN
coordina-
tion team




Collaboration Clinician — Patient """, Duropean
% ¢ ® Advocac
to ensure..... D | Sty

INCLUSIVE

NEEDS BASED

MEDICALLY
CORRECT

EVIDENCE BASED

UP TO DATE
RELEVANT
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Version 1 Some version we call 2 Final version

', Beeepean o
Cellulitis Flowchart for Patients with Lymphedema = §¢* Sorr ©E= Q) Cellulitis Flowchart for Patients

Not all signs and symptoms will present at the same time or for all patients

VASCERN with Lymphedema
Seek medical attention to get
i Is this cellulitis?____ |
disano=i ‘ LU [ 15 this cellulitis? ]
Tt S T
E Signs Symptoms s Slam Symgtoms
T2 . Redness + Fever e etvond z @ |, Redoess -+ e
2 s . Rash = Pain or tenderness in affected = Culture if sepsis - Rash - Painor endesness in allectod
b E - Redspots limby/body part = - Radspets by oy past
o . Increased sdema - Heatin affected lmb/tody part | Mot al signs and g - Incssaseed odema - reatin affectad i/ body past st asigns
siama, * Influenza like symatoms: symptams will ) S G s, hasa symatams il
l - Chills, malaise, head present at the same b, muscke pain, same tim ar for a8
ache, muscle pain, tirme or for ol e —— patients
Mark th ot of 1he ey o the nauses, weakness patisnts. Seek
e e medicel aesistince \ |
when in doubt... 77
' |
| |
i
Risk factors Qﬂ
= Diagnosis confirmed by a medical professional
+ Non to best practice
compliance to best p Diagnosis confirmed
T st Eistics and
. Antibiotics - ALWAYS take tha wholo proseribed courss of Qj’
- Startimmedistely on antibiotics and s preseribed. Antfleticy it -~ Cansult with your doctor
. = ALWGAYS take the whole prescribed course o0 @ N - Recommanded for lymphedema patients. 10-14 anout tha most suitatile
. e - + Recommendad for lymphadems patients: 10-14 M ""T‘J days for sharier depanding on local guidelings) antibiotics for your
e . . = . ar drugs ane
*  Cuts, scratches, bites, abrasions, O s Pyl Pt wizaful - Intraverous ¥ savere
blisters E | Sndamen sapsis
*  Fungal T . as takiratod stat woari ssicn to
(R - s soon as tolerated wear compressicn ta contral s intravenous if = 500N & start waaring eampre:
E edama and reduce pain sepus control adama and reducs pain - Delaying traatmnt with
e o * Consick a lower class gamment, an AnnBItins 2an INSROSLE
garrne chdar /usaed garment the rick af sopck
older/used garment or a bandage (short - = Consicder a bardage [sheet streteh] - Dwaying treatmant with
stretel Delaying treatment con - Assoon as possibie move arsurd, with Compeesian £an incrdase
= A5 so0n s possible move araund, with dncrease the risk of sepsls compression. to reduce edema £he fymphodema
comprassian, to reduce edema and worsening of the
(ymphledema, ™ For recument cellulitis
7% Reduce iisks of further episodes by adhering to best practice in seif«
e = waight shin care: sea Do's
Far recurrent eellulitis and Doets - QR codo balow].
WL, Talk'to yoir dactor hout prophylactic antibiotics f you heve mare than 2 {b + Talkto your Soctor ahout temparary prophylactic antibiotics if you have
T epsnsess year [depanding an the country) rocurmant callulitis.

Beduge risks of further Fpisodes by adhering o best practics in self management
R R Self-management

- Abaays wedl adeqUate COMBrasshon as prascribad Every episode of
Self-management F |1 coena rasiey waignt eatuITis cars
- Tahw care of yous skin amage the
) ; Every episote of 5 E + Wateh sut for cuts, Seratehe, Bites, Biams, sbiasians, ik viessals
g 3 = Alwys wear sdequsts cympeession s prserived eellulitis damages S a bilstars anet incroases the
B} - Wespaheaithy weight the byrnph vessels K ibipbioat
'.E = Take care of your skin and increases the 5 Sack medical MM'E
E% - Wetch out for cuts, scratches, bites, burns, abrasions, sk of further B [a cticns that aee net haaling ar manage yeur
E G blisters iacles, maki a
episades, making raspanding b trestmant
& it mare difficutt
= Sewk medical attantion for wounds or fungal infections that | to manage yaur
aré Aot healing/responding th trestment edema Listen to your body and pay attention to changes!
Listen ta your body and pay attention to changes EEEE For more information:

For mane informatian: YouTub: VASCERM Wabsinar: W, MRSERE. B
YouTube: VASCERM Webinar Infections snd Lymphedems :"I i Infections and Lymghedema Q‘Eimdm‘fﬁﬂsiju?ﬂlgn
wewwvascemm sur Do's and Dan'ts “Campression, “Skin Care®, & Smpraaan” ShinCars.
“Cellulnis/aryspelas” v 3 ¥
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Signhs & Symptoms

Ty s

Cellulitis Flowchart for Patients <, :

k. oy e Treatment
i L
YASCERH with Lymphedema o
- Start immediabaly on antibiotics and a prescribed AntiBiatics
| Is this cellulitis? I © ALMIAYE taia the vate peaseribad courss of [a
antibetes == Canmilt with yous doctar
Symgtoms Tasts [apticnal] - B clard Fioe lymnphad: tiemis: 10-14 about the mest suitabla
Eﬂ . HHH . Fever . Blond test dlarys foF Sheartar d rling on baral gukdsings] @bl okbes fod yis
- Bash - PBainof tendeeress in aMected + Culture if sapsis - Astociabed steroids o anti-inflamratony drugs ane parsonal Situation
" +  Fad spots by past pr— = intravenous T savene’
i -+ incroased adema . hmum arll':ceamwr::“mm Aot il signs ana Pr
; Rsbnza |1k syrmpEoms: SYBLATS Wil B [ —— P— I
W | M b cuthng of the #  Chills, malsise, haad presant af b = = H
W | arssof the recnass on ach, muscle pain, S bima oF For all eorived e and mdacs pain =+ DNnlaping traatiraal with Preventhn
thel SN Wt & P Minised, wiaknegss Datieits = Consides a lower class ganmseat. an e L e ——
obdarusdd ganent v FiER OF Sa0FE
o Consides 3 bared age [Shoet stretch) -+ Dlaying Lraatmant with
I. J - BS S00 3 DoRsibE Move Sroud, with e
' o v erdledema: | Self-management |
{: ;mmmr cellulizis a W Absays wedi adequats coMDrasshon as prescribed Ewvady apisods of
Diagnosis confirmed by a medical professional o + Reduce fisks of further episodes by adharing to bast prectice in self- o |+ Hewp a Realthy weight AR Cdr
manag it [, comprassion, waight r naril, shin care: soe Do's = Tk cang of your skin AT [
aftd Disrts = QR coda Bl o). E i‘ - Wakch cut for cuts, scratches, bites, burmdg, abrackons, Hyrraai viEEals
[E’ - Talk e pour dector about bemporary prophylectic antibiotics i you ke @ listars and incraases te
recument ool lulitis. -% Fisk ar furthes
Esenctiss, ki
; + Sawh modical Senticon fod wolunds of Turkgal Bfectiond A e SR B
o % and athar skin conditions that a9e not Poalineg of FRTATI POl
rasponding o treatmant

Listen to your body and pay atfention to changes!

= For more information:

YTk VASCERM Wabirar:
i Inleetion and Lymiphedama

WA o, o B T L

Cear's il Do 15 Factshieit o
“Comprasssan”. “Shin Can”,

“Callulitis ferysipalas”




Considerations

Layout
A4, 1-page

"Language”
» Short sentences, bulletpoints

Translations

Colours

Pictogram (ef
Links and QR-codes
VASCERN (ERN) look

2=

VASCERN with Lymphedema

Signs and
Symptoms

Yl

Treatment

5
5
:

*

Cellulitis Flowchart for Patients s

£
b [

| 15 this cellulitis?

Slong Symptoms Tasts [aptisnal]
. Rodness + Fear + Edosod Lst
- Rash - Pain or tenderress in affected +  Culturs if sepsis
= Podopets by body past
- Ircisased adema - Heat in affected limb,/ body past Bt Al shgns amel

= e lika syTegRoms: spmptoms wl be

Wark tha cuthng of tha #  Chills, malisa, hoad prosant 3t bho
aaa of e PednEss on b, MUSChE pain, ST LN OF T A8
el ki it @ v e FIEISEd, Waaknass patheats

\

Diagnosis confirmed by a medical professional |

. Start immediately on antibietics and as prescribed

- ALWAYS take the wholo prascribed course of
antibbatics

- B ched For Iy YrLE patienis 10-14
days for sharter depanding on kel guidelingz]

= Associated siercids or anti-inflammaiony drugs are
et usaful

=BG S00N &5 SLast waaring cor ta
controd edema and reduds pain

SRpEE

= Consices a lower class ganmsnt. an APEBRIRES E3 RIS
cddarfused ganmsnt L PR O SRS
& Consickes a bardage [shodt streteh] Dulayirng Erda bravavat inith
. As soon a6 possible move aroursd, with £ ICTRISE
Codmpression (o reduce edama the mpdledema
/7 7 For recument. cellulitls
w\. - Peduce fske of furthor eplscdos by adhafing o best practice in self-

managenent [Le comprassion, walght managemant, skin care: seo Do's

and Don'ts « G code below].

{E’ - Talk to yeur doctor abeut temporary prophylactic antibiotics if you kv

FROUGL S IulitEs.

| Self-management
Q - Always waal afequats COMprasshon a5 prescribed Ewviary apisocs o
o |+ Keopa hoalthy weaght ealkilils can
+ Tak care of yeur skin darmage thi
g - ‘Wakch cut for outs, scratches, bites, busns, abradions. Hyrmady vessals
i Blistars and ncresses e
wiEk of further
g, kg
+  SaoH medical Sention fod wounds of Tursgal Ifectionds At e TR b
[a and ather skin conditions that a0e not healirg or TR LT
rasponding ko trestrmant

Listen to your body and pay attention to changes!

HO| For more information:
YouTulsin VASCERM Waliras: WO, MR SR L
b Infections and Ly mghedema Deo's anidl Dosn'ts Fackshat on

“Comprassion”, “Skin Cane”,
‘Callulitis/erysipolas”

European
Patient
Advocacy
Group
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Language availability 5 Kivecc
« Currently available in * WWhy dowe need in so many languages?

* English * Inclusivity

* French * Medical tems

« Geman * Travelling

« Portuguese « Safety

o N
A 4

Logo: European Day of Languages
www.edl.ecml.at




» Facebook, Instagram, Twitter, LinkedIN
* By VASCERN coordination team
« Of patient associations and advocates

» Facebook groups
* Questions about cellulitis

"Why do |
keep getting

”Should | wear cellulitis”

my compression

when | have
cellulitis?”

Dissimination — Social Media

DALYFO Linkedin post
at launch

D Dansk Lymfadem Forening - DALYFO

112 folliowsrs

imo- @
DALYFO har vasret med tl at udvikie et diagram til at oplyse og informere om rosen.
Diagrammy bruges af patienter med lymfadem til at forsta tegn og
symptomet n behandling og hvilke strategier der kan anvendes for at
nedsaette risikoen for at fa rosen.
Udover dansk, findes det pé flere andre sprog sé diagrammet kan udskrives og
medbringes pé rejsen | tifaeide &, 3t man udvikler rosen p sin ferle.

#lymfadem #lymphedema #vascern #infections
Links:

https://inkd.in/ee2%icZa
https://inkd.in/ePCgVWi8

VASCERN, European Reference Network on Rare Multisystemic Vascular Diseases

See translation

e ®e o European

e Patient

® & *® Advocacy
‘ Group

VASCERN Facebook post
at launch
<« Post insights X

Two new documents for patients with lymphedema are
[_] now available on the VASCERN website, just in time for...

4 March-Q

0 Some insights are only available when the total is at least 100.

Post impressions Post reach @ Post engagement )
1,896 1,593 147
Interactions ]
©®© O & & =« @
27 0 0 0 0 0
9 Reactions 27
. Comments 4
N Link clicks 30
A Shares 1
} Other clicks 62




DIssImination — everywhere else

Added to websites of the patient associations
Newsletters

Email replies

Present at webinars and conferences

Hand out paper copies at patient workshops
Encourage patients to give a copy to their GP
Information in printed memiloership magazine

QMDLINFA

CATECOmAL

pA

European
¢ Patient

Advocacy
Group

¥ m

ERISIPELA -
Fluxograma para
doentes com
linfedema

Validado pelo Grupo de Trabal
P

Iho do



Next step

Keep sharing with patients to raise awareness of both identification and
prevention of cellulitis

Review periodically

More translations
» Bothwestern and eastern European languages are missing

Part of our ongoing awareness campaign with clinicians on the risk and
connection with lymphedema

o European
¢ Patient

i. Advocacy

Group
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Summary

Listen to the patients — what are the needs

Have the goal in mind while going through the process

Keep working on it — have patience

Ask for opinions, suggestions, corrections

Ensure inclusivity
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Thank you
for joining
us today



