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Disclosures

Geen voor deze presentatie
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HMS poli

Sinds 2011 HMS spreekuur

Opgezet gezien de groeiende groep patiénten
met hypermobiliteit en klachten.

Zuid-Afrikaanse dokter (opgeleid bij Bulbena)

Sinds 2022 expertise centrum EDS met komst Dr. Demirdas
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Doel hypermobiliteit poli

1. Diagnose
2. Uitleg

3.Verwijzen
Comorbiditieiten
Behandeling
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Diagnose

Ehlers Danlos Hypermobiele type(EDS-HT) of Hypermobiliteits Spectrum
Disorders (HSD)
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Verwijs criteria Klinische genetica

sverdenking Ehlers Danlos Syndroom van het klassiek type op basis van opvallend zachte
en/of elastische huid

sverdenking Ehlers Danlos Syndroom van het vaattype op basis van bijvoorbeeld duidelijk
afwijkende (vloeipapier dunne) littekens en/of ernstig onverklaard bloedverlies na een
ingreep of scheur in de interne organen en/of objectief slechte wondgenezing

sverdenking Ehlers Danlos Syndroom van een ander zeldzaam type: graag specificeren
waarom

sverdenking Marfan syndroom op basis van verwijding aortawortel, Marfan habitus,
lensluxatie/andere oogafwijking, pectusafwijking en/of spontane pneumothorax

sverdenking Osteogenesis Imperfecta (Ol) op basis van gehoor-/oog- en/of
skeletafwijkingen (bijv. recidiverende fracturen)
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Reumatoloog

@umaNEder,and Omgaan met reuma Over ons Nieuws Contact Qo A

Reuma Onderzoek - Help mee Zoeken...

Reuma Vormen vanreuma > Hypermobiliteit

oo [

Wat is hypermobiliteit?

Als je hypermobiel bent, zijn je gewrichtsbanden en pezen te soepel. Je gewrichten

krijgen daardoor niet genoeq steun en worden te beweedglijk. Meestal merk je dat je
EEEEEEEEENN|
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Opzet poli
Verwijzing vanuit 2¢ lijn

Reumatoloog (eenmalig)
45 minuten
Anamnese + lichamelijk onderzoek
Evt DNA diagnostiek
Duideing klachten
Plan
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Diagnose

Diagnose EDS

Klachten
POTS/MCAS/CCI

[ ] Diagnostic Criteria for Hypermobile Dirbutedby
\ The International Consortium  Ehlers-Danlos Syndrome (hEDS) A Te
= E"RE"‘ITZ‘B?"‘[“; Fyndiomes This diagnostic checklist is for doctors across ﬁ@ Danlos
’ R soIer all disciplines to be able to diagnose EDS L Sodiety
Patient name: DOB: DOV: Evaluator:

The clinical diagnosis of hypermobile EDS needs the simultaneous presence of all criteria, 1and 2 and 3.

One of the following selected:
O =6 pre-pubertal children and adolescents
O =5 pubertal men and woman to age 50 Beighton Score: ___/9 ~F v
O =4 men and women over the age of 50 N b
If Beighton Score is one point below age- and sex-specific cut off, two or more of the following must also be selected to meet criterion:
0 Can you now (or could you ever) place your hands flat on the floor without bending your knees?
O Canyou now (or could you ever) bend your thumb to touch your forearm?
O Asa child, did you amuse your friends bj contorting your body into strange shapes or could you do the splits?
O Asa child or teenager, did your shoulder or kneacap dislocate on more than one occasion?
0 Do you consider yourself “double jointed”?
CRITERION 2 - Two
Feature A (five must be present)
0 Unusually soft or velvety skin
O Mild skin hyperextensibility
O Unexplained striae distensae or rubae at the back, groins, thighs, breasts andfor abdomen in adolescents, men or pre-pubertal women
without a history of significant gain or loss of body fat or weight
O Bilateral piezogenic papules of the heel
O Recurrent or multiple abdominal hernias)
O Atrophic scarring invelving at least two sites and without the formation of truly papyraceous and/or hemosideric scars as seen in classical EDS
O Pelvic floor, rectal, and/or uterine prolapsein children, men or nulliparous women without a history of morbid obesity or other known
predisposing medical condition
O Dental crowding and high or narrow palate
O Arachnodactyly, as defined in one or more of the following:
(i) positive wrist sign (Walker sign) on both sides, (ii) positive thumb sign (Steinberg sign) on both sides
0 Arm span-to-height ratio >1.05
O Mitral valve prolapse (MVP) mild or greater based on strict echocardiographic eriteria
O Aortic oot dilatation with Z-score >+2

more of the following features (A, B, or C) must be present

Feature Atotal ne

Feature B
O Positive family history; one or more first-degree relatives independently meeting the current criteria for hEDS

Feature C (must have at leastone)
O Musculoskeletal pain in two or more limbs, recurring daily for at least 3 months
O Chronic, widespread pain for 23 months
O Recurrent joint dislocations or frank joint instability, in the absence of trauma

CRITE es MUST be met

1 Absence of unusual skin fragility, which should prompt consideration of other types of EDS

2. Exclusion of other heritable and acquired connective tissue disorders, including autoimmune rheumatologic conditions. In patients with an
acquired CTD {e.g. Lupus, Rheumatoid Arthritis, etc), additional diagnosis of hEDS requires meeting both Features Aand B of Criterion 2.
Feature C of Criterion 2 (chronic pain and|or instability) cannot be counted toward a diagnosis of hEDS in this situation.
Exclusion of alternative diagnoses that may also include joint hypermobility by means of hypotonia and/or connective tissue laxity.
Alternative diagnoses and diagnostic categories include, but are not limited to, neuromuscular disorders (e.g. Bethlem myopathy), other
hereditary disorders of the connective tissue (e.g. other types of EDS, Loeys-Dietz syndrome, Marfan syndrome), and skeletal dysplasias
(e.g. osteogenesis imperfecta). Exclusion of these considerations may be based upen history, physical examination, and/or molecular
genetic testing, as indicated.

N 3 - All of the following prerequi

Diagnosis
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Verpleegkundige / FT

Extra metingen
Bulbena
Spanwijdte

Uitleg
Eigen regie
Eigen verantwoordelijkheid

Plan
Verwijzingen
Aanspreekpunt
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Eigen regie




Verwijzingen behandeling

Revalidatie

Fysiotherapie
Bugnet
Fasciatherapie
Gnatologische

Ergotherapie
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Verwijzing Diagnostiek
Klinische Genetica

Vasculaire geneeskunde
POTS

MDL
Neuroloog

Cardioloog

EE EEE SN EEEEEEENEEEEEEEEEEEENEEEEEEEEEEEENEEEEEEEENEEEENEEEEEEEEEEEEEEEEEEEEEEENEEEEEEEERN Erasmus MC
IIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIIII



MDO

Maandelijks
Klinische geneticus
Kinder revalidatie
Cardioloog
Internist
Fysiotherapeut (Marc Scheeper)
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Wat zijn/’kunnen wij helaas niet

Geintegreerd behandel centrum
Specialisten straat

Alle oplossingen

Follow-up
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Doel expertise centrum

Patienten stromen
Juiste plek

Multidisciplinaire aanpak
Onderwijs
Onderzoek
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Problemen

Lange wachtlijst

Verwijzen
Kennis ander dokters
Houding van andere specialisten

Gebrek aan wetenschappelijk bewijs
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Afsluiting

Hypermobiliteit
Duidelijkheid diagnose
EDS-HT of HSD maakt niet

Noodzakelijk
Kennis
Wetenschap
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