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Hypermobility
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Aims

e What should I ask in the history?

e What shouldn’t I miss in the examination?

e What are the associated problems!?

* How do I diagnose hypermobile EDS?
e Who should I refer to!?




* Red flags

* Pain history

* Baseline activity levels

, * Functional impairment!

History
* Footwear

e Family history, chronic pain

* Associated symptoms

e Mental health



Beighton score

* BS 6 or more significant in
younger children

* BS 5 or more significant in
adolescents

e Children under 5 are often

hypermobile = NORMAL

* BS doesn’t correlate with
symptoms
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While standing,
with knees
locked

in genu
recurvatum,

if the knee
extends

more than 10°,
itis considered
positive scoring
1 point.

With the palm of the hand and forearm
resting on a flat surface with the elbow
flexed at 90°, if the metacarpal-phalangeal
joint of the fifth finger can be hyperextended
more than 90° with respect to the dorsum
of the hand, itis considered positive,

scoring 1 point.

With arms outstretched forward but
hand pronated, if the thumb can be

@®—— passively moved to touch the ipsilateral

forearm it is considered positive
scoring 1 point.

With the arms outstretched to the side

: and hand supine, if the elbow extends

more than 10°, itis considered positive
scoring 1 point.

With knees locked
straight and feet
together, if the
patient can bend
forward to place
@®— the total palm
of both hands flat
on the floor just
in front of the feet,
itis considered
positive scoring
1 point.



Other things not to miss




ther things not to miss



* Cardiovascular signs

e Flat feet
 Marfanoid features

L * Could it be something else?
Examination

findings not to miss




Differential
diagnosis

Heritable connective tissue disorders
Marfan’s
Ehlers—Danlos
Ostogenesis imperfecta

Juvenile idiopathic arthritis

Pain syndromes
Diffuse idiopathic pain syndrome
Localised idiopathic pain syndrome
Fibromyalgia

Malignancy
Leukaemia
Ewing's sarcoma
Osteosarcoma

Congenital syndromes with hypermobility*
Down'’s
Williams
Sticklers

*Usually prediagnosed on basis of characteristic features.



Associated features

TMJ disease =

Hyperlordosis
Low back pain
Spondylolysis
/spondylolysthesis
Constipation / UTI

Costochondritis

Q)

_ Blue sclera, lens dislocation

Hearing loss
High arched palate

Cardiovascular
abnormalities

Mild skin hyper-elasticity
Bruising and abnormal scarring

Congenital hip dyslocation
Clicky hips and other joints

Muscle wasting and weakness

Anterior knee pain syndrome

Recurrent patellar subluxation

Growing pains e

Pes planus and calcanovarus

u/?

Pectus excavatum
Scoliosis

‘Tissue paper’ scarring

I Skin hyper-elasticity

Thin skin / Bruising

Arm span:height ratio > 1.05

Multiple fractures

'|— Generalised hypermobility

Recurrent subluxations/dislocations

Short or tall stature

Pes planus and calcanovarus



Hypermobile subtype EDS

O Diagnostic Criteria for Hypermobile Distributed by
AN The International Consortium Ehlers-Danlos Syndrome (l‘lEDS) ‘:__L\:,\ -IE-l—I]'l(iers
=9 gnREeTalaigfj_Biasrc])lfdsesrzndmmes This diagnostic checklist is for doctors across J Danlos
’ In Association with The Ehlers-Danlos Society a" disciplines to be able to diagnose EDS / SOCiet\/,,
Patient name: DOB: DOV: Evaluator:

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

CRITERION 1 - Generalized Joint Hypermobility

One of the following selected: _
O =6 pre-pubertal children and adolescents o =3
O 25 pubertal men and woman to age 50 Beighton Score: 0 /9 =) ‘ . (¢
O 24 men and women over the age of 50 L[] R[ LCIRCT LOORC] LCIROD O

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:
O Can you now (or could you ever) place your hands flat on the floor without bending your knees?
O Can you now (or could you ever) bend your thumb to touch your forearm?
O As a child, did you amuse your friends by contorting your body into strange shapes or could you do the splits?
O As a child or teenager, did your shoulder or kneecap dislocate on more than one occasion?
O Do you consider yourself “double jointed"?




Hypermobile subtype EDS

CRITERION 2 - Two or more of the following features (A, B, or C) must be present

Feature A (five must be present)

O Unusually soft or velvety skin

O Mild skin hyperextensibility

O Unexplained striae distensae or rubae at the back, groins, thighs, breasts and/or 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 hernia(s)

O Atrophic scarring involving 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 prolapse in 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, (i) positive thumb sign (Steinberg sign) on both sides

O Arm span-to-height ratio 21.05

O Mitral valve prolapse (MVP) mild or greater based on strict echocardiographic criteria

O Aortic root dilatation with Z-score >+2

Feature Atotal: 0 /12

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

Feature C (must have at least one)
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




Hypermobile subtype EDS

CRITERION 3 - All of the following prerequisites 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 A and 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.

3. 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 upon history, physical examination, and/or
molecular genetic testing, as indicated.



The spectrum of hypermobility

Mild pain with minimal functional limitation

Co ith

seve nal
limitat@n,/pain




Principles of
management

e Explain why hypermobility
can cause pain/fatigue

e Reassurance

e Debunk myths e.g., clicky
joints, bruising

o Lifestyle advice
 Physio
 Podiatry/orthotics
e OT
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Multidisciplinary team for more complex patients

* Consultant paediatrician

* Paediatric rheumatology

* School

 Physiotherapy, occupational therapy
 Podiatry/orthotics

* Psychology/CAMHS

* Associated specialists if needed e.g.,
cardiology, gastro

* Chronic pain/adolescent services



Clinical bottom line

A lot of children are hypermobile

[t is normal to experience some
symptoms

Rarely need specialist input

Hypermobile EDS should only be
diagnosed by a specialist

MDT for complex ones
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