A booklet for parentsand families of patients being managed at the Royal
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fflntroduction: N

Thenormal heart:

Before discussing the abnormalities associated with hypoplastic |eft heart syndrome,
it may be useful to describe what the normal heart does.

Theheart’sprimary roleisto pump blood around thebody. In achieving this, the heart
has two separate sides.

Theright side of the heart pumps blood to the lungs and the | eft side of the heart pumps
blood to the body.

Because of this cooperation between the right and |eft sides of the
heart, blood travelling around the body can take the following journey.

Onceblood hasgiven upit’soxygenin order to nourish the body’ stissues, it returnsto
the right side of the heart through veins. The millions of tiny veins gather into two
large veins, the inferior vena

cava (IvVC), which drains all

the blood from the lower h_alf Normal Heart and Arteries

of the body and the superior
vena cava (SVC), which
drains blood from the upper
half. Blood from the superior
and inferior cavaentersacol-
lecting chamber on the right
side of the heart called the
right atrium (RA). Fromthere
itispumpedintotheright ven-
tricle (RV), which is a mus-
cular pumping chamber which  g/1.A = Right & Left Atrium
pumps blood to the Iungs RV/LV = Right & Left Ventricle

whereit can pl ck up oxygen. Ao =Aorta; PA =Pulmonary Artery

The right side of the heart

therefore has a primary role of receiving blood which has given up it’soxygen in the
tissues and transferring that blood to the lungs through the Pulmonary Artery (PA),
where it can pick up more oxygen. Having picked up oxygen in the lungs, the blood
then enterstheleft side of the circul ation where the process occursinreverse. In other
words, blood drains back from the lungs into a collecting chamber on the left side of
the heart, called theleft atrium (LA), fromwhereit enterstheleft ventricle (LV). The
muscular left ventricular chamber then pumps the oxygenated blood out to the aorta
(Ao) where it is then transmitted around the body through arteries. By this means

&Qxygen issupplied to the body’stissues. The journey then beginsagain. J




fﬁypoplastic left heart syndrome: N

Hypoplastic |eft heart syndrome
AL arium is one of the most serious forms
RV = Righr Venmriele of congenital heart defect. It ba-
R — Rahl Al . . . . .
A e SIC.a] ly descri be.S the situation in
- whichtheleft side of the heartis
very poorly formed, sothat it can-
not support the circulation of oxy-
genated blood around the body.
Theleft ventricle, whichistheim-
portant pumping chamber on the
|eft side of the heart isvery small,
as is the aorta, the main artery
which arisesfromit.

One guestion which many parents
haveishow ababy can be appar-
ently well throughout the preg-
nancy and then rapidly deteriorates after birth. Thisisbecausewhenthebaby isinthe
womb it does not need to breathefor itself, asthe mother’scirculation providesall the
oxygen that is necessary for the foetusto survive. Furthermore because of a series of
shunts, or communications within the heart of the foetus, the circulation is able to
compensate for the underdevel oped left side. Asaresult, when the baby isborn and
needsit’sown circulation to provide oxygen and once some of the channelswhich are
present in the heart in utero, begin to close, the baby can become extremely unwell.

Without surgical treatment almost all babieswith hypoplastic left heart syndromedie
inthenewborn period. Two treatment approachesare available which will be outlined
below. Some parents may choose not to put their child forward for surgical treatment
and to allow their baby to die peacefully, either in hospital or at home. We at Royal
Children’s Hospital respect this opinion and would make every endeavour to provide
any support that we could to these families.

Two surgical approaches are potentially available to families who wish to continue
with treatment. It must be emphasised however that currently thereisno cure avail-
ablefor hypoplastic left heart syndrome and both approaches are paliative. Thefirst
approach attemptsto use the baby’s own heart in order to create aviable circulation.
A number of proceduresarerequirein order to achievethis, beginning with the Norwood
operation and eventually achieving a Fontan operation. The second approach is to
perform heart transplantation. It must be emphasised however that it is extremely
unusual for us to be offered a heart for transplantation that would be suitable for a
newborn baby. In general therefore we do not tend to promote this approach.
& y. Ing p app j




Korwood oper ation:

or because of theclinical condition of the
baby, some will be at much higher risk
than others. Assuming that a Norwood
operation proceeds, thisinvolves connect-
ing the origin of the pulmonary artery to
the aorta, which is reconstructed with a
patch, to alow theright ventricleto pump
blood to the main circulation. The atria
septum isremoved to allow blood to pass
freely fromtheleft atriumtotheright side
of the heart. A ‘Shunt’ operation isaso
done at the same time. Thisinvolvesin-
sertion of atiny piece of artificial tube
(made from Goretex) between the right
arm artery and theright pulmonary artery,
to maintain blood flow to thelungs.

during thistime.

While most children with hypoplastic |l eft heart syndrome are potentially suitablefor a
Norwood operation, we must emphasi sethat, because of dight variationsin theanatomy

After the Norwood operation the baby will remain mildly cyanosed (blue) and will
require very close monitoring for several weeks or months to ensure that heart func-
tion is adequate and that the repair of the aorta and the shunt are working well. Any
problem with feeding or intercurrent infection, such asa‘cold’ or an episode of ‘diar-
rhoea’ may necessitate admission to hospital to make sure that the baby does not
develop more serious complications. The family will need to have close medical or
nursing support and the baby will need to be seen frequently by the hospital specialist

N

Reconstructed

Shunt Aorta

Atrial
Septum
Removed

J
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Bidirectional Cavopulmonary Shunt:

At around three to four months, further
surgery will berequired. Thisislikely svc connected
toinvolvea'Bidirectional Cavo-Pulmo- "™
nary Shunt’ operation (sometimes called
a‘BCPS or ‘Glenn’). Inthisoperation
the superior Vena Cavais connected to
theright pulmonary artery and the previ-
ousshuntisremoved. Thisalowsblood
from the upper part of the main circula-
tion to get into the lung circulation di-
rectly. The baby will still beblue, butis
usually better ableto withstand infections
and no longer needs such intense moni-
toring.

Fontan oper ation:

Thefinal operation is called the ‘ Fontan Operation’, which is often done at between
two and four years of age. The main result of thisisthat the blood returning from the
lower circulation viathe Inferior
Vena Cava (IVC) is also con-
nected to the pulmonary arteries.
Thisleadsto al the ‘ blue blood’
(low inoxygen) being channelled
through the lungs, without any
‘pump’ drivingit. Theright ven-
tricle then pumps the red blood
(highinoxygen), round the body.
This operation makes the child
‘Pink’.

Not all affected children need to
havethisfina ‘ Fontan’ operation.
If they are well, after the BCPS,
they may not requirethislast op-
eration.

Some children may be unsuitable
for a Fontan operation and alternative forms of treatment may be offered.

SVC & IVC
Both connected
to Right PA

Gore-Tex
conduit
from IVC
to RPA

N J




ff:omingtotermswith HLHS: N\

Finding out that your baby has a heart condition is very difficult, whether during the
pregnancy of after the birth of your child. At first you may ask yourself “Did | do
something wrong?’ You may go through many different emotions having both ‘ good’
and ‘bad’ days. Itisimportant not to keep your emotions bottled up asto expressyour
feelings can bea‘good’ coping mechanism.

Although the people around you may not understand how you feel or what you are
going through, they will be able to offer you support. You might find that talking to
those around you isagood way of coming to termswith HLHS. It isimportant to be
trueto yourself and your emotions. If you are upset, sad, nervous or concerned, make
sureyou expressyour feelings.

If you have any questions while your child is being treated at the Royal Children’s
Hospital it isimportant that you ask the hospital’s medical staff. Being worried about
your child’'s progress is only natural. Therefore, expressing these concerns to your
Consultant, or other relevant staff, may ease some of your anxiety.

Coping with the Operations:

When your child is about to undergo an operation it is hard to know how to pass the
time asthe duration of the procedure may be unpredictable. Although it may be diffi-
cult, itisimportant to occupy yourself during thistime. If possibleit may bevauable
toleavethe hospital for awhile. Evenif youjust gofor awalk or sit outsidein the park
you might find that thefresh air will help you relax. Whilethismay beatimethat you
prefer to be alone, calling afriend may be a welcome distraction and even help the
timeto passabit quicker. Having ameal may also help settle your nerves.

Onceyour child has come out of surgery you will be ableto seetheminICU. Seeing
your childfor thefirst timeafter their operationisdifficult and if you do not want to go
aloneitisok to ask for some support. You may likeafriend or relative to accompany
you into ICU, if not ahospital social worker can be contacted. If you do not want to
be accompanied into | CU to see your child it might be agood ideato talk to someone
about the experience afterwards. Once again, a hospital social worker can be con-
tacted.
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Cardiac Medical Staff:

Cardiac Surgeons

* Dr C. Brizard (Director)
 Dr A. Cochrane
e DrR. Soto

Cardiologists

e DrD. Penny (Director)
e DrJ Wilkinson
 DrT.H. Goh

 DrB. Edis

 DrS. Menahem
 DrlL.Fong
 DrR.Weintraub
 DrA. Davis

Nursing and Allied Health Staff:

e Unit Manager Janette McEwan Ext 5702

o CareManager i Ext 5702

* Lactation Consultant ..................... Ext 5702

 Diditian Ext 5663

* Physiotherapist .o, Ext 5411

* SpeechPathologist  ....ccceecveeneee Ext 5549

o Socia Worker Ext 6111

* Play/Music Therapist ........ccccceen.e. Ext 5702/5424

e Chaplan Viaswitchboard (x91)

» Pleasefill inyour allocated workers namesin the spaces provided above.




@avigating the Hospital

TheRoyal Children’sCafe - 1st Floor, Main Building
Carparking - entry from Gatehouse Street

Concession parking available, after the 3rd day of admission
Enquires can be made with the unit manager, care managers or ward clerk

Card phone- Located on Ground floor
Chemist - 1st Floor, Front Entry Building
Chapel - 1st Floor, Main Building. Ext# 5194
Thereisarange of denominationsavailable
Regular services are held in the chapel
Baptisms and blessings can be arranged

Deli - 1st Floor, Front Entry Building

Equipment Distribution Centre (EDC) - Lower Ground Floor,
South East Building. Ext# 5325

Hires breast pumps

Providesfeeding supplies & equipment for discharge, plus much more

Formula Room - 1st Floor, Main Building. Ext# 5124

Stores fresh and frozen EBM

Makesformulas

Gift Shop - 1st Foor, Front Entry Building

I nfor mation Desk - Front entrance (Flemington Road)

Provides general information

Access to wheelchairs for new mothers

Lunch Trolley - Available at approximately midday on theward

M cDonalds- Front Entry (Flemington Road)

Met Tickets- Available from the Chemist, 1st Floor, Front Entry Building

Parent Accommodation / Reception - 28 Gatehouse Street. Ext# 5359

@ovi desavariety of accommodation for parentsand families
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Public Phones - 7th Floor outsidelifts, and similarly on each floor.
Phone cards are avail able on the 1st floor near the Chemist

Public Toilets - Ground, 3rd, 6th and 9th Floors
Safety Shop, Travel Agent - 1st Floor, Front Entry Building

Sibling Care - 1st Floor, North West Building. Ext# 6795
Carefor siblings, by volunteers, from 9am to 3pm Monday to Friday
Free service although lunch needsto be provided for your child/children

Social Work Department - 5th Floor, South East Building. Ext# 6111
Provide advocacy and support to parents/families

Starlight Room - 1st Floor, North West Building. Ext# 7991
Free entertainment for all ages
Open Monday - Friday 10am - 4pm




(L ooking After Yoursalf While Your Child isin Hospital: )

Advice from parents

It is very easy to become totally focused on the care that your child needs, to the
detriment of your own health. To be able to care for your child over what may be a
long stay in hospital, itisvery important that you remain in good mental and physical
health.

Some of the points listed below seem obvious but their importance should not be
underestimated.

. Eat well and drink plenty of water particularly if breastfeeding or expressing.

. Ensurethat you get eight hoursslegp in every twenty-four. A lack of Sleep over
an extended period of time can be very debilitating.

. Cook agood meal whenever possible.

. Accept any help that is offered and do not try to do everything on your own.

. Consider taking multivitamins (but not as an alternate to good quality food).

. Go for awalk every day to get somefresh air and exercise. Itisalsoimportant
to have abreak from theinstitutional environment of the hospital for ashort while.

. And mums, don’t forget to organise and have your six-week postnatal checkup
with an obstetrician.




f/Living Away from Home: A

Advicefrom parentswho have been there before.

Depending on the progress of your child you arelikely to befaced with along stay in
Melbourne. Initsself thisisabig upset in your life and that of your family’s.

In general it isrecommended that you plan for afour-month absence from home and
your normal environment. Routinely, your child will berequiredto remainin Mebourne,
until the 2" stage surgery, afterwhich they are likely to be more stable. Second stage
surgery normally occurswhen your childis 3-4monthsold.

Firstly accommodation.

L ong-term accommodation in Melbourne can be arranged through the hospital. This
accommodation can take a number of forms depending on you and your family’sre-
guirements. You may of course wish to make your own arrangementsbut it isprefer-
able to be reasonably close to the hospital in case of emergency.

Your child is going to require parental care from at least one parent for the entire
length of his or her stay at the hospital. Also for the first few weeks at least it is
important that this parent has the support of as many family members as possible
duringwhat isavery stressful time. Organising your family at thistimeisnot easy but
helpisavailable. Therearelimited resourcesfor sibling carethrough the hospital but
it isstrongly advised that you have another person stay with you to help with sibling
care. Thismay be your partner, agrandparent or close friend.

As time progresses some of your family members may have to return home (work
commitments perhaps). If thisisthe case some weekend visits should be organised if
possible.

If your homeisgoing to be unoccupied remember to ask aneighbour to keep an eyeon
it and forward your mail etc. You may need to make some banking, and/or social
service arrangements prior to leaving home to ensure these services can be accessed
from Melbourne.

Stay in contact with your normal circle of friends.

Most employersarevery supportive of familiesfaced with difficultiessuch asthis. Do
keep them informed of your child’s progress and your leave requirements.

Avalil of the services that the social workers at the hospital provide, they are very
willing to help and although the heart condition your child hasisrelatively uncommon,
the difficulties you are facing as a parent are not and help is available. Remember to

keep your local doctorsinformed of your child's progress.
N\ J
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Making M edical Jargon Accessible: A Glossary of Com-
monly Used Terms:

Thefollowing aretermsthat you may hear whilst your childisinthe hospital. Always
ask your cardiac team to explain thingsif they use termsyou do not understand.
ACYANOTIC —Not looking blue

ASD - Hole between the top two chambers of the heart

ANTIBIOTICS — A medicine, which may be taken by mouth as a syrup, tablet or
capsule, or may be given through a drip into a vein, to prevent or treat a bacterial
infection.

ANTICOAGULANT — A drug used to reduce blood clotting, e.g. warfarin, asprin.

AORTA —Themain artery which takes blood from the heart in the circul ation around
the body (systematic circulation).

AORTIC ATRESIA — Complete obstruction to the aortic valve or the aorta.

AORTIC STENOSIS — Narrowing of the aortic valve resulting from a congenital
defect of the valve leaflets or disease of thevalve.

AORTIC VALVE -Thevalveat theorigin of the aorta, which controlsflow of blood
out of the heart and prevents back flow.

APYREXIAL-Normal temperature
ARRHYTHMIA —A disturbance in the normal heart rhythm.

ARTERIAL VALVE —Oneof thevalveswhich control flow from the ventriclesinto
the circulation, during each heart beat, and prevents back flow.

ATRESI A —Complete obstruction to avalve or blood vessel, so that blood cannot get
past this point in the circulation and hasto take an alternative route.

ATRETIC — Obstructed.

N J
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ATRIUM - One of the two blood — collecting (reservoir) chambers at the top of the
heart; (plural = atriaor atriums).

BLOOD TESTS—Many blood tests may be needed before and after heart surgery, or
at other times. They may include blood counts to detect anaemia or infection, or
chemical analysis to detect an imbalance in the blood or build-up of harmful acid or
waste products. During the early days after surgery and while patientsare having drug
treatment for congestive heart failure, chemical imbalancesin the blood are frequent
and may require medicationsto be altered. Some medicinesneed to be checked to see
how much of itisin the child’ s blood in order to assess whether the dose needs to be
increased or decreased. Other tests may measure the effectiveness of a medication
(e.g. anticoagulants). The presence of fever or other indication of possible infection
will also need investigation with blood counts or blood cultures.

BL OOD PRESSURE — A measure of the pressure with which the heart pumpsblood
into circulation, usually referred to by two numbers. The‘systolic’ pressurerefersto
the maximum pressure in the artery during each heat beat, while the ‘diastolic’ pres-
sure is the minimum pressure between heart beats. The left side of the heart and
arteries are operating as a high pressure system, while the veins, the right side of the
heart and the pulmonary circulation operate at amuch lower pressure.

BRADY CARDIA — A slow heart rate.

BYPASS OPERATION — An operation needing ‘Heart-Lung Bypass'. Thisrefers
to the use of the heart-lung bypass machine which take over the function of the heart
and the lungs, pumping blood round the body and supplying oxygen to the blood.
(When people refer to a ‘double bypass' or ‘triple bypass operation etc., they are
usually referring to an operation to provide a bypass for blocked coronary arteries,
usually in adults with Coronary Heart Disease. This is not the same as a Bypass
Operation, although most operationsfor Coronary Heart Disease do use ‘ Heart-Lung
Bypass).

CANNULA —A very small tubeintroduced into aveinto provide accessfor a‘drip’.

CAPILLARY —A microscopic blood vessel connecting arteriesto veins. Theblood
constituents seep through these tiny vessels in the systemic (body) circulation and
pulmonary (lung) circulation. Their walls are extremely thin and allow oxygen, car-
bon dioxide, glucose and other chemicalsto passto and fro between the blood and the
surrounding cellsin the body organs, or air sacsin the lungs.

CARDIAC — A term used for anything to do with the heart (e.g. cardiac muscle,
cardiac specialist, cardiac rhythm etc.).

N\ J
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CATHETER (CARDIAC) — A ‘tube’ used to perform heart tests, by introducing it
through an artery or veininto the heart (Catheter Tests).

CATHETER (URINARY) — A ‘tube’ used to drain urine from the bladder (often
used after heart surgery).

COARCTATION — A areaof stenosis (narrowing) in the aorta.

CONDUIT —A term referring to atube used to connect one part of the circulation to
another surgically (e.g. to bypass an obstructed valve or blocked artery).

CONGENITAL — Describes a condition which develops during formation, before
birth, and so already exists when ababy is born.

CONGENITAL HEART DISEASE — A defect or disease affecting the heart from
birth (compare with ‘ Acquired Heart Disease’).

CONGESTIVE HEART FAILURE — A condition which occurs when there is a
build-up of fluid (i.e. congestion) in the lungs or other organs such astheliver. This
congestion usually resultswhen the heart isunableto work efficiently. Children with
heart failure may have symptoms such as marked shortness of breath and difficulty
withfeeding. Theterm ‘heart failure’ doesnot mean that the heart will suddenly stop
beating.

CONTRACTION —When the musclein the heart wall works (sgueezes) to push the
blood through the heart and out into the arteries.

CORONARY ARTERIES—Thesesmall arteries carry the blood supply to the heart
muscleitsalf, and arethefirst arteriesto branch off the aorta

CROSSMATCH —Thetest to ensure that blood, for transfusion, is compatible with
the patient and will not cause an unwanted reaction.

CYANOSI S—The condition of the skin and nailslooking a purplish-blue colour due
tolowered oxygen level intheblood. A childwith thiscondition may be described as
being cyanosed.

DEFECT — A physical abnormality, e.g. of the position or structure of the heart or
main blood vessels.

DIASTOL E — Thetime during which the ventricular heart muscle relaxes after each
contraction, between each heart beat.

N J
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DIASTOLIC PRESSURE — The lowest point of blood pressure in the arteries.

DIGOXIN —A medicine given to strengthen the heart contraction or reduce the heart
rate.

DIURETICS — Medicine to help the body to get rid of the excess fluid which may
build up inthelungsor el sewherein the body in congestive heart failure, e.g. aldactone,
lasix. It doesthisby causing the kidneysto increase their production of urine. Other
medicine, e.g. potassium, may be given at the same time to maintain the balance of
saltsin the body, which may tend to be affected adversely by the diuretic.

DUCTUS - The blood vesseal connecting the aorta with the pulmonary artery before
birth. Thefull nameis*‘DuctusArteriosus’. It usualy closeswithinthe early daysor
weeks after birth. If it remains open after thistimeit is called a Patent (or Persistent)
DuctusArteriosus (PDA).

ECHOCARDIOGRAM (ECHO) —An ultrasound scan of the heart. Very high fre-
guency sound waves (ultrasound) are used to create amoving picture of the heart and
of blood flowing through it, using a sophisticated computer. The test detects most
heart defects and can provide detailed information about the nature and severity of
heart problems of many kinds. The test is not painful, but requires that the child
remain still for 20 minutes (usually longer). Some children may benefit from mild
sedation to help them cooperate during the scan.

E.C.G. - Electrocardiogram

EFFUSION — A collection of fluid in an area such as the pericardium or the pleural
cavity. Suchacollection, if itislarge, may lead to build-up of pressure on the heart or
lungs, and often results in deterioration in their function, and so it may need to be
drained.

ELECTROCARDIOGRAM (ECG) —A test to measure the heart’s electrical activ-
ity with each heart beat. Wires are attached to the skin of the arms, legs and chest,
using soft, stick-ondiscs(called ‘ electrodes’). A tracingisprinted on paper and gives
information about the heart rate and regularity, as well as providing data about en-
largement of the heart chamber and thickening of heart muscle, which may provide
useful information about the nature and severity of heart problems.

FONTAN OPERATION —An operation to connect the main veinsfrom the systemic
circulation (SVC and IVC) tothelung arteries. Blood then flowsdirectly into thelung
circulation, after returning from the body, without going through theright ventricle as

N\ J




ﬁould happen in anormal heart. This operation in named after a French surgeon 3\
Francis Fontan.

FORAMEN OVALE - The hole between the two atriums present at birth.

GENERAL PRACTITIONER (GP) —Your family doctor. Itishelpful tofirst visit
your GP when your heart child is reasonably well. Then, when your child isill, the
doctor can see how skin colour, breathing, heart sounds, etc. have changed.

HAEMOGLOBIN — The red blood pigment which carries oxygen in the red blood
cells.

HEART-LUNG BYPASS - A technique employed for nearly all open heart opera-
tions by which the circulation is supported by amachine. The machinetakesover the
function of both the heart and lungs (the * heart-lung bypass machine’), while the sur-
geon opens the heart to perform an operation insideit.

HY PO — Prefix meaning smaller or lessthan usual.
HYPOPLASTIC — Smaller than normal or underdevel oped.

HYPOPLASTIC LEFT HEART SYNDROME —A conditioninwhich theleft side
of the heart is poorly developed and unable to pump blood into the systemic circula-
tion effectively.

HYPOTENSION — Low blood pressure (in the systemic circulation) — a problem
guite often encountered after heart surgery and may need treatment with medication to
raise the blood pressure.

HY PER — Prefix meaning larger or more than usual.

HYPERTENSION —High blood pressure. Theterm usually refersto high pressure
in the systemic circulation. However ‘pulmonary hypertension’ means elevation of
pressurein thelung circulation.

INCOMPETENT — A term used to refer to ‘leakage’ at aheart valve. Thevalveis
incompetent if it failsto close effectively and does not prevent ‘ back-flow’. Theflow
of blood backwards through avalve, which should be closed, isreferred to as ‘ regur-
gitation’ or ‘incompetence’.

INFECTION — Occurs when amicro-organism which can produces disease invades
aliving tissue. Inflammation isone of the body’s reactionsto infection.

N J




/WNFERI OR VENA CAVA (IVC) — The main vein from the lower part of the bodm\
which returns deoxygenated blood to the heart.

INFLAMMATION —Occurswhen aliving tissueisreacting to aninjury or aninfec-
tion. Swelling, pain or rednessin thetissue are signs of inflammation.

INTENSIVE CARE UNIT (ICU) —The special medical and nursing unit to which
patients go for afew hours (or days) after major heart surgery or if they are extremely
Ill. Thisareaisusedto ensurevery close monitoring, and ready availability of medical
and nursing staff and equipment to cater for any emergency. It isavailable for seri-
oudly ill children, with awide variety of medica problems, and for those who have
had open heart operation, or other major heart surgery, especially it they need ‘ venti-
lator’ treatment.

INTRAVENOUSDRIP (1V or DRIP) —A method of providing medications, fluids
or nutritioninto avein. Thefluid usually flowsfrom apolythene bag or bottle and can
be seento ‘drip’ into asmall container (chamber), which is connected by atubeto a
cannulainthevein. Most childrenwill havea“drip’ following an anaesthetic or after
heart surgery. In small babies and in children who need continuous medication by
‘drip’, the medications may be given by amotorised syringe pump, which controlsthe
rate of administration very precisely.

IVVC —Inferrior Vena Cava

MURMUR — A noise, heard with the doctor’s stethoscope (or occasionally with the
naked ear), which results from turbulence (eddies) in the flow of blood through the
heart or blood vessels. The noise often hasa‘blowing’, ‘swishing’ or ‘cooing’ char-
acter and isquitedifferent the‘ heart sounds —though many normal children have soft
murmurs.

OEDEMA —Fluid retention

OPEN HEART OPERATION —An operation which requiresthat the heart be opened
in order to perform surgery inside it. These operations necessitate the use of heart-
lung bypass.

PACEMAKER (ARTIFICIAL) — An electronic device used to stimulate the heart
and regulate the heart rhythm. Many children are attached to apacemaker temporarily
after heart surgery, in case their heart rhythm becomes abnormal. Rarely, children
need a permanent artificial pacemaker (often because of heart block), in which case
the pacemaker is put in, under the skin and upper abdomen or in front of an armpit, at
an operation.

N J




//[ISAEDIATRICIAN — A specialist in children’s disease or problems. Soma\
paediatricians are expertsin particul ar types of disease or defects (e.g. Paediatric Car-
diologist, or Paediatric Neurologist [specialist in brain and nerve disease]). Others
take a more general interest in the whole development of the child, physically and
intellectually, and in awide range of disease and problems of infancy and childhood.

PATENT —*‘Open’ (asin Patent Ductus Arteriosus).

PATENT DUCTUSARTERIOSUS (PDA) — Refersto the situation when the duc-
tus remains open after the early days or weeks of life, resulting in a shunt of blood
between the aorta and the pulmonary artery.

PERICARDIAL EFFUSION —A collection of fluid in the pericardium (sac around
the heart). Such acollection, if it islarge, may lead to a build-up of pressure on the
heart, which may result in adeterioration initsfunction.

PLEURAL EFFUSION — A collection of fluid in the pleural cavity. Such acollec-
tion, if it islarge, may lead to build-up of pressure on the affected lung. This often
resultsin deteriorationinitsfunction, with breathlessnessand afall in oxygen levelsin
the blood.

PNEUMOTHORAX — Presence of acollection of air in the pleural cavity. It may
result from atiny puncture in the outside was of the lung or can follow heart or lung
surgery. Such a collection, if it is large, may lead to a build-up of pressure on the
affected lung. This may result in a deterioration in its function, with breathlessness
and afall in oxygen levelsin the blood.

PULMONARY —A term for anything to do with the lungs.

PULMONARY ARTERIES—-Thearteriescarrying blood into each lung. Thereare
two large branches from the (main) pulmonary artery, (‘left pulmonary artery’ and
‘right pulmonary artery’) and many smaller branches within each lung. All theseare
called ‘ pulmonary arteries'.

PUL SE —The ‘beat’ felt in an artery, for example in the wrist, groin, neck, or other
sitesand measured in beats per minute. It showstherate at which the heart isbeating,
or contracting.

PYREXIAL-Hightemperature

RED BLOOD CELLS-Theblood cellswhich carry oxygen.

REGURGITATION — See‘Incompetent’.
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RESPIRATION — Bresathing.

RESPIRATOR (VENTILATOR) —A machinefor hel ping to maintain adequate res-
piration when the patient is unable to breath adequately on their own.

RESPIRATORY — Anything to do with ‘respiration’.

RESPIRATORY FAILURE —Impliesthat the lungs are unableto perform adequate
gasexchange.

SEPTUM —Thewall within the heart separating theleft and right sides. Theatriums
are separated by the ‘atrial septum’ and the ventricles by the ‘ ventricular septum’.

SHUNT — A term which may refer to either 1) blood flow from an area of higher
pressureto an areaof lower pressure, through an abnormal communication (e.g. septal
defect), or 2) asurgically created communication between two blood vessels usually
achieved viatheinsertion of an artificial tube (conduit). Thisimprovesthecirculation
through the lungs, in cyanosed infants or children, who have reduced blood flow in the
lungs.

STENOSIS— Narrowing (usually of aheart valve or an artery).

SUB-AORTIC STENOSI S—Narrowing below the aortic valve. Thisusually results
from the presence of abnormal tissue or muscle below the valve.

SUPERIOR VENA CAVA (SVC) — The main vein from the upper part of the body
which returns deoxygenated blood to the heart.

SVC — See‘Superior Vena Cava’
SY STEM I C — Something which involvesthe whole body, e.g. systemic circulation.

SY STOL E — The time during which the ventricular heart muscle contracts to pump
blood.

SYSTOLIC BLOOD PRESSURE — The highest point of blood pressure in the ar-
teries.

TACHYCARDIA — A fast heart rate.

TRICUSPID VALVE - The valve at the junction of the right atrium with the right
ventricle, which controlsflow of blood into the ventricle before each contraction, and
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VALVE — A structure in ablood vessel or the heart which ensures blood flows only
oneway. They are constructed of single or multiple flaps which swing open to allow
blood to flow forwards and swing shut to prevent back flow. The valve flaps are
referred to as ‘leaflets' or ‘cusps'.

VEINS - Blood vessels which carry blood back towards the heart, after it has circu-
lated around the body. Veinsusually carry deoxygenated blood, except in the pulmo-
nary veins where oxygenated blood is carried back to the heart from the lungs.

VENTILATE — To use a ventilator (respirator) to help a patient who cannot breath
adequately for themselves.

VENTILATOR — See‘Respirator’.

VENTRICLE - One of the two powerful muscular chambers at the bottom of the
heart which pump blood out to the body with each heart contraction.

VENTRICULAR SEPTAL DEFECT (VSD) — A defect (hole) in the ventricular
septum which allows blood to shunt from one ventricleto the other.

VENTRICULAR SEPTAL — The septum (partition or wall) between the two ven-
tricles.

VSD — See ‘Ventricular Septal Defect’.

X-RAY — An X-ray of the chest will often be performed as part of an initial assess-
ment or afollow up appointment. Thiswill show the size and shape of the heart and
also helpsto demonstrate effects of heart problemson thelungs (e.g. congestion of the
lungs). Enlargement of the heart and abnormalities of its shape may give valuable
information about many heart defects and their severity.

Please note
All termsused in the above glossary were taken from:
Children with Heart Problems: A booklet for parents of children with a heart condi-

tion. Produced for the Cardiology Department Royal Children’s hospital Melbourne
Australia. 1997 Heartkids VIC Inc.
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HEARTKIDS

Heartkids Victoriais a support organisation for families and children affected by
congenital or childhood-acquired heart defects.

Thereare similar support groupsfor families of children with heart conditionsin
each Australian State and Territory.

Thereare anumber of families around Australiawho have had children diagnosed
with HLHS and who are willing to share their experiences.

Thesefamilies may be contacted through Heartkids Victoria, by phoning Lynette
McCoullough on 03 9333 1586.

HLHSWEB PAGE LINKS

http://www.lhm.org.uk
http://www.hlhsinfo.homestead.com/
www.choa.org/library/conditiong/hlhs_whatishlhs.shtml
http://www.geocities.com/aussi ehearts/
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