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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
To include valvar (80-90%), subvalvar, supravalvar, peripheral PA stenosis and double-chambered RV (DCRV, uncommon)

Follow-up: 

Discharge if mild PS (N.B. sub and supravalvar may progress) 

Every 1–3 years if more than mild, PR, or desaturation

1-2 yearly for peripheral PS

Associated lesions: 
 

· Dilated main pulmonary artery (rupture extremely rare)

· ASD, PDA, VSD 
· Subvalvar (infundibular) usually occurs with other lesions, eg VSD, Fallot.
· Supravalvar rarely seen in isolation. May occur in Fallot, Williams syndrome, Noonan syndrome, Alagille syndrome or congenital rubella

· DCRV seen with valvular PS, Fallot, double outlet RV, and subaortic obstruction.

Inheritance: 

<4% 

Long-term complications:


· progressive obstruction post valvotomy/vavuloplasty (more common if residual gradient > 30 mmHg, seldom with subvalvar, supravalvar and DCRV repair)
· PR 
· atrial arrhythmias

At each visit:

History:

dyspnoea 


fatigue

palpitations

syncope

angina in DCRV

Exam: 

most normal in appearance; consider syndromes above

pulmonary ESM, increasing with inspiration, radiating to back (heard laterally in peripheral PS)  

elevated JVP with prominent  A wave

RV heave

wide splitting of S2

cyanosis possible if septal defect and right to left shunt

ECG: 

if severe P pulmonale, right-axis deviation, and RVH

Echo: 


thin doming valve in PS with dilated MPA (20% dysplastic , annulus and RVOT may be small)

level and severity of obstruction
image branch PAs (dilatation of MPA common in doming PS )
PR

RV size/RVH/function (systolic interventricular septal flattening if severe obstruction)
tricuspid regurgitation

intracardiac shunting, especially right-to-left

if DCRV, note mid cavity obstruction, separating inlet and outlet of RV, often VSD (3/4 cases, VSD is proximal to the midventricular obstruction)
Drugs:
if dynamic outflow tract obstruction, beta-blockers may improve filling time

judicious diuretics if fluid overload or elevated right-sided pressure

Further investigations:

CXR:

RA may be large

calcification of valve or conduit

dilated MPA 

CPET:  

at baseline if >moderate and if considering intervention if asymptomatic

Holter: 

not routine

TOE:

not usually required

Catheter:
to assess severity if other imaging not adequate
peak-to-peak gradient correlates best with mean Doppler
EP study:
not routine

MRI/CT:
to assess RV size/function in PR

imaging of the main, branch, and peripheral pulmonary arteries 
Pregnancy:
low risk unless severe PS, right to left shunt through ASD or RV failure

Contraception:
any

Endocarditis:     antibiotic prophylaxis before high risk dental work if prosthetic valve, previous endocarditis, residual defects at the site of or adjacent to the site of prosthetic material

Discuss if: 

1. Native PS 
Balloon valvotomy  for

· asymptomatic domed PV (PG> 60mmHg or mean > 40mmHg (< moderate PR)

· symptomatic domed PV (PG > 50mmHg or mean > 30mmHg (< moderate PR)
· cyanosis from R-L shunt, exercise intolerance, otherwise unexplained HF symptoms
Surgical if 

· severe PS and hypoplastic  pulmonary annulus

· severe PR

· subvalvular or supravalvular PS

· dysplastic valve 

· associated severe TR

· need for surgical Maze

2. Post previous intervention/surgery 

· severe stenosis (PG>50 mm Hg, MG>30 mm Hg, >50% diameter narrowing, RVSP ≥75 mm Hg, or RVSP: LVSP > 0.67 (in young adults)

· severe regurgitation and decreased exercise capacity, RV function, enlarged RV, ≥ moderate TR, or sustained arrhythmias

3. Peripheral PA stenosis 

· 50% diameter narrowing

· RV systolic pressure >50 mm Hg

· Symptoms

4. Unrepaired double chambered RV (operate if mid ventricular PG > 60 mm Hg or MG > 40 mm Hg ( > 50mm Hg or > 30 mm Hg respectively if symptoms)

5. Associated ASD or VSD, especially if right-to-left shunting 
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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


Right Ventricular Outflow Tract Obstruction (to include Peripheral Pulmonary Artery Stenosis and Double-Chambered Right Ventricle











	Version 3 Oct 2018- Review Oct 2020

	Dr S Curtis, Consultant Cardiologist
	Page 2 of 3



