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	SETTING
	South West England and South Wales

	GUIDELINE FOR
	Cardiology teams in South West England and South Wales Hospitals

	PATIENT GROUP
	Adult patients with congenital heart disease

	_____________________________________________________________________________

	GUIDANCE
Follow-up: 

2 yearly if minimal TR and good right ventricular function

                                           annual if ≥moderate TR or any right ventricular dysfunction
Associated lesions: 
PFO /ASD >90%, accessory pathways common (multiple in 50%), VSD, anatomic/physiologic  RVOT obstruction, mitral valve prolapse, LV non-compaction
Inheritance: 

rare, increased incidence if maternal exposure to lithium/benzodiazepines
Long-term complications:
RV failure 

severe TR
atrial arrhythmias (approx. 25%)
ventricular arrhythmias/SCD (more likely if accessory pathway)
cyanosis if shunt right to left through ASD/PFO
paradoxical embolus
At clinic visit:

History:

dyspnoea
fatigue/reducing exercise capacity

palpitations

syncope

Exam: 

may be minimal

cyanosis if right-to-left shunt through PFO or ASD (do O2 sats)
if low cardiac output - reduced pulse volume and peripheral cyanosis

JVP often normal because of large complaint RA

                             loud S1, 1 or more systolic clicks

pan-systolic murmur lower left sternal edge, increasing on inspiration
                             peripheral oedema/ascites if right heart failure

ECG: 

tall, broad P waves

                             1st degree AV block

                             may be pre-excited

QR pattern often seen in V1,  may extend to V4
commonly RBBB

Echo: 

adherence of tricuspid valve leaflets to underlying myocardium (failure of delamination)

redundancy/ tethering/fenestrations of anterior tricuspid valve leaflet (assess suitability for repair)

apical displacement of septal and posterior leaflets below the AV junction into RV (>8mm/m2)

resultant 'atrialization' and dilatation of inflow of RV 

enlargement of RA
RV size and function

degree of TR

PA pressure underestimated in severe TR
LV morphology and function

assess other valves

look for ASD/PFO 

Further investigations:

CXR:

not routine

RA enlargement

CTR depends on severity

globe shaped heart with narrow pedicle (aortic root small)
CPET:  
at baseline or if change in symptoms and nearing criteria for surgical referral
Stress echo:       to look for LVOTO 2 yearly or if symptoms
Holter: 

for recurrent palpitations and if any syncope
TOE:

if considering surgery and leaflets not seen well on TTE or to show PFO/ASD 

Catheter: 
not usually required unless concerns about pulmonary hypertension
EP study:
if pre-excited or for drug refractory supraventricular arrhythmias 
difficult/lower success rate to due to large RA and multiple accessory pathways

MRI:

at baseline and every periodically to assess RV volume and  function
Drugs:

anticoagulation if previous paradoxical embolus or AF 
diuretics if right-sided heart failure (will not affect fatigue and dyspnoea related to low CO)
Pregnancy:
low risk if minimal TR/good RV - if mod-severe TR, increase TR/RV dysfunction likely.
                             Avoid if cyanotic.                            

Contraception:
avoid oestrogen-containing contraceptive pill due to high likelihood of inter-atrial communication
Endocarditis:     antibiotic prophylaxis before high-risk dental work if prosthetic valve, residual defects at the site of or adjacent to the site of prosthetic material

Discuss if:

· Progressive > moderate TR with symptoms (≥NYHA Class II)
· Progressive RV dysfunction/dilatation
· Cyanosis (resting oxygen sats < 90%)
· Appearance/progression of arrhythmias /pre-excitation
· Paradoxical embolism
· Following previous repair/ bio prosthetic TVR:
· stenosis - gradient > 12mmHG; or 
· progressive TR with symptoms/decreased exercise tolerance; or
· new RV impairment
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	QUERIES
	Bristol: Contact any of the following via UHBristol switchboard – 0117 923 0000

Dr S Curtis, Consultant Cardiologist

Dr G Stuart, Consultant Cardiologist

Dr M Turner, Consultant Cardiologist

Dr R Bedair, Consultant Cardiologist 

	
	Cardiff: Specialist ACHD Team – Cardiff via UHWales switchboard - 029 2074 7747

Dr G Szantho (Clinical Lead)

Dr N Masani

Dr H Wallis

Dr DG Wilson

ACHD Co-ordinator Elizabeth Corris – 02920 743 892

ACHD Specialist Nurse Team Bethan Shiers / Sarah Finch 02920 744 580

South Wales: Lead Local Health Board Cardiologists:

Abertawe Bro Morgannwg LHB Dr H Wallis 01639 862049

Dr C Weston & Dr M Heatley  01792 205666 ext 30836

Aneurin Bevan LHB  Dr P Campbell 01633 238863

Cwm Taf LH Dr C Williams 01443 443642

Hywel Dda LHB Dr H Wallis 01639 862049
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