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VEDS

vEDS — VASCULAR EDS (1.,4)

Rare and dangerous

Major criteria

Minor criteria

=  Family history proven vEDS

=  Arterial rupture at young age

» Spontaneous colon perforation in
absence of other disease

- Uterine rupture without predisposing
cause

= Carotid-cavernous sinus fistula without
trauma

= Bruising not related to trauma or in
unusual sites

=  Thin, translucent skin with easily visible
veins

= Characteristic facial appearance

=  Spontaneocus pneumothorax

= Acrogeria

= Talipes equinovarus

= Congenital hip dislocation

= Hypermobility of small joints

- Tendon and muscle rupture

- Keratoconus
Gingival recession and fragility
Early onset varicose veins

To diagnose need a family history with arterial rupture or dissection younger than 40 or any of the

other major features.

Genetic testing is important to corroborate a clinical diagnosis.




The 2017 international classification of thhe Ehlers—-Danlos

A AR BE. Pl ol e ARl A= PR T DL M OO I B e UL s e il 1
Formmeor mormernodsmnrs and orner Wl terrcihne o el
IFFE LT Y [ S S e Telwren Mderavimrissliosiem [SEN T P N [ SR FIY W Lrreare
e R A [Cebec-iadens 0 c-Beassn e livery sIRO-ameis sied Cellasss oco-cseslie
Sewea T T [ T F S T wclaswimal WO sPRTHED NITeE Srgha A e W
helidria T 17 L&D A Jpgha 2 A, Lo
Ty A L A
arteriil- Lribrypmars Thri g TR Lsemaibar BT el B e LR T Lt ™ BUE T
WLE Y TR e A NN
s Wiaemire Seesrr-—— Arelarmealmre e SArvhresalarls BEOR aPRTH Nl Pl AN e e d
SR VITA T T Ta3i A Fe - BNEK
A VTTR
iTamean mrrroeasarersers T T VT T A T Fezrmarmararsels BT (AT =TT Agiy & <l .= T
mardome - varralar EO0VE E Tarsias ~walvalar BIDE jerBEIRE 20 B =I5 Mgl .l L. BT
CIFATLE My 1ewsreilierss orl salissers foaldimes asd sellscersm eress Limks b
arrssiar Lemlives FOI5E ey hmroeelrormin =y Kyei=egrnHrre BT-E EELY = IS, o3 P i e
TR LML LR
ELTE Wi
O VLA
Honyr mane aliwiis LLVE Sl & WY by E o= B
[ 8 Sap Bl el o )
CHFLLILF 42 Ilmeydllerss sl sisrueimsr smd leeeiiss el rrraermwivrin. ibe isieclsie beloeen cmaale mial E4IRL
Viiaem e el iima B0 Al Tesf F T Y Faja P Aol A5 s
’ Sfeelealliel ELV Lo dLLSCG LA Emg Ll =i AL NN
LHRAYLD= iy Drissesdess om™ iy | b [T L 1 T LFLY
M aE R miST FmgETTTTE TR T I TR AR P LTI LU LIS R R
L e D Ll LT
Er- Frsgr=mdd r=pe .
BETd Fregeres mrope & i Tre aadaiasr B5T4E g usdviadvwpasvia LTrdE LA iphked BB [ R L= Wt g )
e LR PR T TG
LR R S T L
AR rilD T el s Vel i i P e e ) B Ll b R 1=SLE.1 L P
[ PR S B i ]
LB Fomles o~ el b il e asnl LKLY ol o L ETE = i =l
EES AR L
Bo-F e civvvoeaase ool sy
Z==T . =dketeawus ED-F




Of the three most common forms of EDS, only vEDS and cEDS have an established genetic basis.
Determining the exact molecular basis for these conditions can be useful for diagnosis, management and
reproductive decision-making. It is, however, not mandatory that every person with a clinical diagnosis of
EDS undergoes molecular analysis. For those who meet the minimal clinical requirements for an EDS
subtype—but who have no access to molecular confirmation: or whose genefic testing shows one (or more)
gene variants of uncertain significance in the genes identified for one of the EDS sublypes; or in whom no

causative variants are identified in any of the EDS-subtype-specific genes—a ‘provisional clinical
diagnosis’ of an EDS sublype can be made.
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Further Investigation

« ECHO - showed mild aortic root dilatation - for 12-18 month
follow up.

* Normal platelet function and von Willebrand screening

PROGRESS

* Saw genetic
e Diagnosed Ehlers Danlos Syndrome — No genetics



Management issues

ACUTE EMERGENCIES

Vascular rupture — appropriate vascular surgery or interventional radiclogy referral
Dislocations — appropriate orthopaedic referral
« Acute pain — usual principles

Bleeding - DDAVP (Desmopressin) intra-nasally is recommended for acute haemorrhage to help
stop bleeding

PAIN - INITIAL (ACUTE)
INJURIES - INSTABILITY, SUBLUXATIONS, DISLOCATIONS, TENDON & LIGAMENT

OINT INSTABILITY AND PAIN - LONG TERM STRATEGIES TO STABILISE

Clinicians planning surgery or anaesthesia in a patient with EDS: Wiesmann et al:
Recommendations for anaesthesia and perioperative management in patients with Ehlers-Danlos
Syndrome(s)®

Surgical complications may be increased due to slow healing and potential for bleeding. Appropriate
strategies should be planned and discussed in EDS context

DDAVP (Desmopressin) intra-nasally pre-operatively will reduce the risk of a life-threatening
haemorrhage

Recurrence of prolapse, hernias, etc. after surgery may occur because of the inherently abnormal
ligaments
* Some issues with anaesthesia:

o Unstable neck may be an issue with positioning

o Slow and suboptimal response to local anaesthetic including epidurals

o Tourniquet can cause bruising and compartment syndrome
o

Positioning can cause unexpected subluxations including temporomandibular joint during
anaesthesia
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