Information for younq people with Neurofibromatosis type 1 (NF1)

Growing Up

Finding out and speaking up...

Growing up means many thingsin your life will start to change. Youmay want to try out
newlooksandstyles. Youarebecomingmoreindependent. Youcouldbe thinkingabout
leavingschool,choosingacollegecourse,orstartingajob. Youaretakingmore
responsibility and making decisions for yourself.

Ifyouhave Neurofibromatosis(NF)itmeansthatnowitwillbeyou,ratherthanyour
parent (or carer) to think about things to do with your health. The questions you have
now may be different compared to when youwere younger. You may find yourelylesson
your parents for advice and information but want to put questions directly to doctors
yourself.



This information sheet offers you some facts and advice to help you. We can’t cover
everything here and for that reasonitisimportant that you also talk to yourown doctor.
Yourdoctoristhere to help. If yourdoctordoes notknow the answer to the questionyou
ask, they will usually try to find out for you.

Some people with NF1 will have other members of theirimmediate family who also have
NF1. This may be your mum, dad, brother or sister, or grandparents. It can be helpful to
talk with them too. But the way NF1 affects them maybe quite different to howit affects
you. NF1 varies from person to person even within the same family.

If you are the first and only personin the family to have NF1 it can feel a bit lonely: as if
you’re the only person on the planet with NF1. Infact you’re not! About 25000 peoplein
theUKhavethesameconditionasyou.OnebabyisbornwithNF1everyday.

Soifyoudecide tofind out a bit more about NF1 then this informationis a starting point.
It will help you to feel you have more control over your health. Understanding what you
need to be concerned about (and what you don’t) can be reassuring.

What is Neurofibromatosis type 1 (NF1)?

Neurofibromatosisisageneticcondition. Thismeansitisaconditionthatcanbepassed
on from a parent to a child.

Neurofibromatosistype1isaconditionthatcauseslumpscalled neurofibromas togrow
onthe covering ofnerves. Althoughdoctors sometimes call the lumps tumours, they are
not cancer.

There aredifferent conditions called Neurofibromatosis. NF1 should notbe confused
with NF2. NF2 is a completely different condition and brings different health problems.

NF1 cannot turn into NF2.
NF2 cannot turn into NF1.

This information sheet is about NF1.



How do | check what type of NF | have if I’'m not sure?
Ifyou are unsure whetheryou have NF1 or NF2 ask yourdoctor. Thatinformation willbe
written down in your medical records.

YourGP willbe abletotellyouthe correctdiagnosis. Your GP willhavereceived copies of
letters writtenby any specialist doctors who have caredforyou. Thismeans thatevery
doctorwhoneeds to know shares important medical information affecting yourhealth.

What happens now | am a young adult...who looks after my NF1?
Youdo! Itisimportant that you get to know yourown body. At this age (the teenage
years)itchanges and gettingused to the new you takes time. Understand whatis
“normal”foryou. If things change oryounotice anunusual problem (new symptoms)
check it out with your doctor.

Youngadultsoutgrowchildren’s services(orpaediatriccare)andwilltransfertoadult
careservices attheage of16-18 years. This will be adifferent setting withno single
doctoroverseeingyourcare.Therewillbe more emphasisonyoutakingresponsibility
foryour health. So you may find that you need to do things such as:

e arrange your own appointments

e see yourdoctorifyouhave new orunusual health changes

o makingsurethatyougetyoureyescheckedoutatagoodoptician

o ifyoudon’tseeanyNF1specialistdoctortheneachyearremembertomakean
appointment with your GP for an NF1 health check

Now you are an adult, you must make sure that you attend all appointments for health
checks. If you miss one orif an appointment you are expecting does not arrive, you will
have to ask for another one to be sent out to you. In adult careitis unlikely that you will
be sent further appointments in the way you would have been when you were a child.

Some patientswillcontinuetoseeahospital specialistdoctoriftheyhaveaparticular
problem with their health. Forexample if youhave epilepsy you will continuetoseea
neurologist.Ifyouhaveaproblemaffectingyourbonesyouwillcontinuetohave
appointments with an orthopaedic surgeon.



Make sureyoulethospitals/doctors know yournew addressifyoumove house. That
way they can keep in touch with you.

What are the health changes | need to look out for?
YourGPisnotlikely to know about NF1ingreat detail as they may only see afew people
in their surgery with that condition. Soitis partly up to you to help your GP to give you
the best possible care for your health.

TalktoyourGPifyouhave neworunusual healthchanges (symptoms)suchas:

a neurofibroma (lump) that
e has changed from feeling soft to feeling hard
e has grown rapidly
o feels painful all the time or wakens you at night

If you notice new symptoms including:
o difficulty breathing orswallowing
e changes in your bladder or bowel (going to the toilet)
e headaches that are getting worse and not better
e changes in yourvision
e numbness, tingling, weakness in an arm or leg

Any other pain or health change that has lasted for more than aweek ifthereis
no obvious cause.

Ifyouhave anyofthese healthchanges,remindyourdoctorthatyouhave NF1and
ask the question “can this change be linked to my NF1?”

Ifthe healthchangesyounotice continuetobe aproblem,gobacktoyourdoctorfor
more advice. More tests mightbe needed to work out what’s going on. Your doctor may
referyou to see a specialist to get their opinion.

Ifyou still don’t feel you are getting help in this situation after you have discussed your
worries withyourdoctor,please contactthe Nerve Tumours UK who willputyouin
touch with one of their Specialist Advisors.



What do most people have with NF1?
Everyone,whethertheyhaveaconditionlike NF1ornot,hasdifferences.That’swhat
makes us who we are.

NF1hassomecommonsignsthatalmosteveryone withNF1 willhave.Some peoplehave
some unusual things that are linked to NF1 but these only occurrarely.

Oneofthefirstsigns of NF1isbrownbirthmarks (café aulaitpatches)onthe skin.People
with NF1 have 6 or more of these birthmarks. Some people notice that as theygetolder
their café au lait patches seem to fade and are less obvious.

PeoplewithNF1 alsohavefrecklinginthearmpitand groins. These are another sign of
having NF1.

Asyoureachyourteens youmay already have some lumps and bumps on your skin. This
ispartofhavingNF1.Doctors call these lumps neurofibromas. Some people willgetjust
afew, others willget more. It varies from one person to another. At the moment thereis
noway these lumps can be stopped from appearing (say by amedicine ortreatmentora
drug). Doctors across the world are working hard to find a drug or treatment that will
prevent lumps from appearing

There are 3 main types of neurofibroma:

¢ Dermal where the lump develops on the surface of the skin

e Subcutaneous where the lump grows on a deeper nerve lying under the surface
of the skin

e Plexiform where the lump grows along abundle of nerves and causes alarger
swelling in the area affected.



Skin (dermal) neurofibromas start as a purplish area on the skin.

Ifyou passyourfingeroverthe purplish areaitfeels different to the surrounding area.
Almostlike a“buttonhole”inthe skin. Laterthe areahere willbecome moreraised as
the neurofibroma develops and forms alump.

Sometimes lumps canbe removed. The reason forremoving alump could be that the
lumpis sore, rubbing on clothing orin an awkward place. If you want alump removed
you shouldfirst of all discuss this with your own doctor (GP).

Ifyourdoctoragrees,theycanreferyouforadiscussionwithaspecialistdoctorsuchasa
plastic surgeon orto a dermatologist to decide what treatment, if any, can be offered.



The choice mayberemoval bylasertreatment(atype of burn) orby surgery (cutting). It
isimportanttounderstand what canrealisticallybe achieved after this treatment.ltis
notamagicsolution...andmayleave scars. Talking thisoverwiththe specialistdoctor
canhelpyoudecideifyouwantto goahead with this...ornot. The appointment with the
surgeonshould help you to make adecisionbased on the best advice and information
and an understanding of the likely outcome.

It is not realistic to remove all neurofibromas.

Plexiform neurofibromas canbedifficulttomanage.ltmaynotbepossibletoremove
thelump completelybecauseitcanbetangled up withotherimportantstructuressuch
as nerves. Removing them may cause other problems such as excessive bleeding during
theoperationitselfornerve damage sothefeelinginthatareaislost. Sosurgeryisbest
undertakenbyadoctorwho has experience of managing this type of lump. Sometimes
the surgeon will try toreduce the size of the lump or“de-bulk” it. This means removing
some but not all of it. Some people may have several operations because the lump re-
growsoritis toodifficult toremove completely without causing damage.

Remember if you notice a lump is growing fast...is painful...has changed from
feeling soft and squishy to feeling hard, tell your doctor and get it checked out.

What can happen to me now?
This varies from person to person. It can be almost impossible to predict.

Some of the problems with NF1 occur during childhood. These include:
o problems affecting the eye nerve (optic pathway glioma)
e problems withlongbones (pseudarthrosis)
o scoliosis whichis acurve thatdevelops in the spine

Ifyou have not had a problem like this during childhood, thenitis very unlikely tooccur
later in your life as an aduit.

Eatingwell can help toprotect yourbones. Sohavingadiet thatincludes milk,cheese
andyoghurtwillensure yourbodyhas adiet thatincludes a supply of calciumwhichis
necessary for bone health and strength.



Some people have problems with theirblood pressure. This shouldbecheckedoncea
year by your GP/practice nurse or hospital doctor.

Therearestillsomeproblemsthatcancropupwhenyouareanadultandthisisthe
reason peoplewithNF1shouldkeepacheckontheirhealth. Ifyounotice thingsthatare
worryingyou,don’tjustignorethem...getyourselfcheckedoutwithyourdoctor.

Most problems with NF1 will cause asymptom...thatis achangeinyournormalhealth:
how your body feels or behaves. Know whatis “normal”for you.

Ifyouneed to see your doctor, prepare for the appointment before you go. Think about
what you want to know. If you think you may have trouble remembering your questions,
writethemdown. Ifthe doctorsays somethingyoudon’tunderstand ask themto explain
itagain. Oryou could take someone withyouwho you trust. If thereiis still aproblem ask
the doctor to write itin aletter foryou.

NF1 and problems with learning

Some peoplehavefound schooldifficult. Thiscanbebecause you maystruggle with
learning, oryou may have trouble making and keeping friends. School canbe ahard
place whether you have NF1 or not.

Onceyouleave school the good thing is that mostly you won’t have to take partin the
lessons thatyoufound so difficult. Hopefully younow know yourself: what you are good
atand what youfind very difficult. Youmay discover thatinan adult education setting,
lifeis easiertomanage thanitwasinschool. All colleges offer supportforstudents who
have healthfactors that affecthow theylearnand this supportis easily available...as
long asyou ask. The department willbe called Learning Support (orsimilar)and youcan
ask for help there.

Youmaystillfind calculating things difficult or struggle to work out things thatneed a
mathematical skill, but often there are ways round this.

Whendecidingaboutcoursesatcollege,universityorgettingajobthinkaboutwhat
yourstrong points are. Askyourself what you are good at? Forexample:

e good attalking

e music orsinging

e photography



e cooking
e caringforotherpeople or animals

e design
e computer technology
e sports

¢ outdoorwork, gardening and landscape

Make the most of your skills. It is important to find happiness and a sense of
achievementinwhateveryouchoose. Thereare peoplewho canhelpyoutomakethese
importantdecisions aboutthefuture.Theseincludeyourparents, teachersand
specialist careersadyvisors.

Ifyougo onto college oruniversity discuss yourlearning needs with the professionals
there. Theywill ensure you get the right supportto enable you to do your best and make
the most of your course.

If you are working, look at our information sheet called NF1 and employment for some
useful suggestions.

Looking and feeling good
We allfeelunsure aboutourselves attimes. Ifyouare not aconfident person, trytofocus
onthethingsthatyoucandoratherthanyoucan’t. Thingsyouaregoodatandenjoy.

RememberNF1isapartofyoubutitdoesn’tchangewhoyouareorwhatyoumight
achieveinyour life. Find activities that you enjoy and make the most of the skills that
you have. Have ago at new things. Evenif youfind they are not for you, itis achance to
meet other people with the opportunity fornewfriendships. Itis not always the activity
itselfthatisimportantbutthe chanceitgivesyoutomeetnewpeople,havefun...andso
feel good about yourself.



If you are anxious orfeeling down ask for help...from someone you trust. This mightbe a
parent orrelative,agood friend, ateacher or another professional. If you are feeling sad
and low most of the time go to see your GP and talk to them. They will be able to support
you.

Ifyouareworried aboutyourappearance orfeel very self-conscious thiscan affecthow
youfeel aboutyourselfand stop youdoing things. Forsomereallygoodideas abouthow
totacklethislookatwww.changingfaces.orqg.Changingfacesisacharitythathelps
peoplewholookdifferent. Theyhavealotofgreatideastohelpandtheyalsorun
confidence buildingcourses.

Some questions you might have at this time in your life

If | have NF1 can | have the vaccine to protect me against cervical cancer?
Yesaslongasyouaregenerallywelland have nosignificanthealth problems atthat
time.

Should I tell my friends | have NF1?

Thisisaprivate matterandneedsthought.Somepeoplechoosenottoshare their
diagnosis outside their family. Some people think they might be treated differently
becauseoftheirdiagnosis. Somepeopledon’tcareaboutwhoknows.Ifyouhaveobvious


http://www.changingfaces.org/

signs of NF1itmaypromptotherpeopletoask questions. Beingpreparedforthisis
helpful so you are ready with a reply.

Itis sensible to be careful about who you trust with private information. If you give
personalinformationoutreadilyitcansoonbecome publicknowledge throughsocial
media and cause you upset and hurt.

| don’t like my skin and how it looks...what can | do?

Itcanbe upsetting if you have obvious signs of NF1 whether thisis the skin changes,
cosmeticeffectsorsomethingelse. Yourfeelingsaboutthis canbedifficulttomanageor
feel overwhelming. Itisimportant to talk to someoneif thisis worrying you.

Some problems cannotbe changedbutsome can. Talkwithyourdoctorstoseewhatcan
realistically be offered to help. There are specialist doctors who can remove
neurofibromas, eitherby surgeryorbylaser. Thereis acosmetic camouflage service
offered by the Changing Faces charity.

Is NF1 affected by the sun?

Doctors will advise you that exposure to sunlightis best avoidedin the heat of the day.
Youshould protect your skin with highfactorsuncream. Howeverthe sundoesnothave
aharmful effect on the neurofibromas. You just need to take the same precautions as
anyone else.

Don’tavoid sunlightaltogether. Sunlightcanbe beneficialasitisasourceofvitaminD,a
vitamin essential for healthy bones.

Genetic Testing and planning a family
Inthe UKgenetic testingisnotofferedroutinelyforNF1.Thisishecausethesignsonthe
outside of the body are usually obvious so adiagnosis canbe easilymade

Veryoccasionallyatestmaybe offered:forexampleifthe diagnosisisuncertain.A
genetictestinvolvestakingblood,removingthegenetic materialandsendingittoa
speciallaboratory.Inmostcasesthegenechangeormutationcanbefound.

For adults the mainreason to have agenetic testisif you are planning to have children.
Ifyouhave NF1 thereisa1in2chance (or50%)of passingit onto any childrenyou have.



It is the same chance whether you are a man or a woman.

The problemwithNF1 is thatusuallydoctors cannotpredicthow mild or severe NF1 will
be. Ifyou are only mildly affected yourselfit does not mean that your children will also
followthatsame pattern of mild NF1. The chance ofhaving achild withmore severe NF1
is about1in12,

Before starting afamily you may want to discuss this with a doctor who knows about
NF1. YoucanaskyourGP toreferyou and yourpartnerto Regional Genetics soyoucan
learnmoreaboutNF1.Youcanaskthegeneticistwhatchoicesthereare whenplanninga
pregnancy. This mayinclude testingin pregnancyto seeifthe unbornbabyhas the NF1
gene change. Or you might want to ask about something called PGD (pre implantation
geneticdiagnosis). ThisisaprocessusinglVFtechniques (invitrofertilization)whenthe
cellsthatmakethebabyaretestedinalaboratoryand theunaffected embryore-
implanted.

This procedureisdifficultand needs alot of preparation. Ifthisis somethingyouwantto
know more about, you should ask your doctorfor an appointment with your Regional
Genetics Service. Thereferralneeds tobe made atanearly stage of planning and before
an establishedpregnancy.
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Helpline Team
Nerve Tumours UK Helpline

helpline@nervetumours.org. uk
07939 046 030

Nerve Tumours UK
44 Coombe Lane, London SWz2o oLA

nervetumours.org.uk

Please seek further information from www.nervetumours.org.uk, or
contact our helpline on the details above.

Nerve Tumours UK has taken reasonable care to ensure that the
information contained in its publications is accurate. Nerve Tumours
UK cannot accept liability for any errors or omissions or for information
becoming out of date. The information given is not a substitute for
getting medical advice from your own GP or other healthcare
professional.

Nerve Tumours UK is the working name of the Neurofibromatosis
Association, a Registered Charity No. 1078790 and SC045051 and a
Company Limited by Guarantee registered in England and Wales, No.
03798407
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