
Patients with neurofibromatosis type 1 with plexiform neurofibromas 
(NF1-PN) may use coping mechanisms to normalize the burden of their 
condition, but the adjustments they make are not an alternative to the 
care they need.

COPING ISN’T CARE.

You have the expertise and skills  
to help patients manage their NF1-PN.

I always wear my 
hair down to cover 
the plexiform on  
my neck. I only  
wear my hair up if I 
really, really have to.
— Krista, living with NF1-PN



What is NF1-PN?

PNs are highly invasive and often cause debilitating morbidities4,8

•  Patients often experience pain, disfigurement, compression of internal organs, 
impaired physical function, and reduced quality of life

•  Neurofibromatosis type 1 (NF1) is an incurable genetic condition affecting ~1 in  
2500 newborns worldwide that is caused by a pathogenic variant in the NF1 tumor 
suppressor gene1,2

•  Peripheral nerve sheath tumors called plexiform neurofibromas (PNs) are a 
common clinical manifestation of NF11

In a survey about NF1-PN burden9,*: In a study of patients with NF1-PN8,†:

•  Malignant transformation may occur; malignant peripheral nerve sheath tumors 
(MPNSTs) occur in up to 16% of patients with NF1 and are associated with a  
5-year overall survival rate of 35% to 50%5-7

64.6%
REPORTED  

PAIN

47.7%
EXPERIENCED  

DISFIGUREMENT
(41/86)

30% TO 50%
of children and adults with NF1 develop PNs1,3,4

* Based on a cross-sectional study using a one-time survey of NF1-PN patients and caregivers in the 
United States. Sixty-one pediatric patients 8 to 18 years old and their caregivers, and 21 additional 
caregivers of patients 2 to 7 years old (total of 82 caregivers) participated in the survey.9

†Based on a retrospective analysis of 491 NF1 patients followed at 2 reference centers in Brazil.8

2



NF1-PN can be a complex disease 
to manage
•   PNs can grow anywhere on the body outside of the 

central nervous system; the most common location 
is the head and neck area, followed by the extremities 
and trunk3,8,*,†

•  The growth rate of PNs is unpredictable, and there 
may be periods of rapid growth followed by periods of 
relative inactivity10-13

Surgery is not always an option
•  NF1-PN surgery is often restricted by tumor site or 

infiltration of surrounding nerves and vasculature14

•    Even when surgery is feasible, complete removal of  
a PN is not possible in many cases3,15

~50% of patients
have tumors that cannot be 

completely resected16

20% of tumors regrow
after a reported  

complete resection14,‡

* Based on a retrospective analysis of 491 NF1 patients followed at 2 
reference centers in Brazil.8

† Based on a retrospective analysis of 154 pediatric NF1-PN patients seen 
at Cincinnati Children’s Hospital Medical Center between 1997 and 2007.3

‡ Based on a retrospective review of 121 NF1-PN patients seen at the 
Children’s Hospital of Philadelphia between 1974 and 1994.14

When I was younger, I wondered what people 
thought when they saw the PN on my leg 
because it’s visible when I’m wearing a bathing 
suit and it was kind of embarrassing.
— Lindsey, living with NF1-PN
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NF1-PN can be especially 
challenging for adult patients
As children, the logistics of NF1-PN care are likely managed by their caregivers or 
within a neurofibromatosis (NF) clinic. However, adult patients have fewer options 
for where they can receive specialized care.17,18

* Based on SpringWorks Therapeutics–sponsored market research that included 4 adult NF1-PN patients and  
11 NF1-PN caregivers in the United States. Both patients and caregivers were asked to identify the emotional 
and experiential impact of NF1-PN on patients.23

Adapted from the Children’s Tumor Foundation website. For illustrative purposes only.

Adult-only clinics within the NF Clinic Network (US)

Many patients disengage from care during the transition to adulthood
For young adult patients, the added responsibility of managing their own  
care may feel overwhelming. They frequently drop out of care due to a number  
of reasons, including17,19-24,*:

•  Financial and travel barriers

•  Difficulty coordinating appointments

•  Lack of approved treatment options

•  An unwillingness to monitor tumors that aren’t causing acute symptoms
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Tips for helping patients transition 
between pediatric and adult care
If you’re caring for a patient, talk to them about the importance of keeping up with 
their NF1-PN care as they enter adulthood. Earlier detection of changes in PNs can 
lead to earlier management.10,25

Discuss the transition of care early to help patients prepare26

Refer patients to healthcare providers (HCPs) who are within driving distance 
of where patients live20,26

If there are no local specialists where the patient primarily resides, you may 
want to work to establish a local HCP (eg, primary care provider) who can 
monitor them in conjunction with a specialist in another town20

Work with the patient to discuss practical concerns (eg, travel barriers, 
insurance)26

Work with care coordinators, if possible27

I remember seeing my 
pediatrician a couple weeks 
before leaving for college. He 
checked me out and told me to 
take care of myself. That was it.
— Antwan, living with NF1-PN
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Patients learn to cope with  
their symptoms, but this is not  
an alternative to care

Some patients return to care only when symptoms like pain become unbearable* 
or they have an acute concern (eg, family planning). Current guidelines and clinical 
practice recommendations emphasize the need for continuous monitoring at 
regular intervals.4,10,17,23,25,28-30

Many patients with NF1-PN choose not to seek care from a medical professional for 
their symptoms. Some normalize their challenges, adopting coping mechanisms to 
adjust to the condition.20,23,24,28

I’m up 4 or 5 times at night because 
the pillow doesn’t feel right. I’ve just 

learned to accept it.
— Krista, living with NF1-PN

Exercising on my stationary  
bike can be uncomfortable  

because of the tumor on my thigh.  
I have to use a bike cushion.

— Lindsey, living with NF1-PN

I have to get used to living 
with these tumors that are 
pushing against my lung.

— Antwan, living with NF1-PN

* Based on SpringWorks Therapeutics–sponsored market research that included 4 adult NF1-PN patients and  
11 NF1-PN caregivers in the United States. Both patients and caregivers were asked to identify the emotional 
and experiential impact of NF1-PN on patients.23
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During an annual physical exam that includes blood and lab work, patients
should be assessed for signs and symptoms, including pain, mobility issues,

and changes in size, volume, or texture of tumors.25

Considerations to help patients stay 
engaged in their NF1-PN care

I’m lucky that my childhood doctor sees 
adult patients with NF. As an adult, 
sometimes it’s harder to find neurologists 
or specialists who will see you because 
you’re no longer a pediatric patient.
— Krista, living with NF1-PN

Stressing the importance of monitoring
•  Remind patients that monitoring is a vital part 

of staying on top of their NF1-PN and about why 
having a local HCP who can monitor them in 
between specialty appointments is important10,25,29

— Even if there are no acute symptoms,  
a PN may be growing or transforming into  
an MPNST. Once a PN has transformed into  
an MPNST, mortality risk greatly increases5-7
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Visit NF1PN.com to get the latest information  
and sign up to receive updates.

My tumor pulls my 
ear down, so my 
headphones are 
always lopsided.  
I don’t like it but  
I deal with it.
— Vanessa, living with NF1-PN
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