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INTRODUCTION

Sudden unexpected death in people with cpilepsy was rec-
ognized in the carly twentieth century (Spratling 1904),
along with identified risks and recommendations for ils
prevention; however, by the 19605 a myth had gained
hold in the medical literalure that epilepsy was nol [atal,
“Patients with epilepsy had moved from asylums into the
community and there was much less opportunity for obser-
vation. Risks from epilepsy were minimized then denied;
that seizures could not be lalal became ‘common knowl-
edge’ despite cvidence to the contrary” (Nashef 1995).
The development of cffective pharmacotherapies gave
added reassurance to the community that the condition
would be controlled. However, deaths continued to oceur
anel it beeame elear that there was no medieal explanation.
In the United Kingdom, bereaved families, shocked by the
lack of scientific knowledpe, began working to provide
mutual support and to seek answers. A charily was formed
in 1995 (originally known as Epilepsy Bercaved and now
known as SUDEP Action), and the phenomenon defined
as sudden unexpected death in epilepsy (SUDEP) rapidly
beecame n specific focus for research and action in ¢linical
practice. )

There is much about SUDEP that remains unknown, and
this complicates the assessment of risk and communicalion
of advice to patients, ‘The goal of SUDEP information pro-
vision is to assist informed patient decision making and 1o
reduce risk, while avoiding any negative impact on quality of
life. However, opinions differ on how best to lacilitate such
ouwleomes. This chapter explores (hat challenge and considers
aptions for the liming and method of providing information
to patients and families,
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SUDDEN UNEXPECTED DEATH IN
EPILEPSY: OUT OF THE SHADOWS

The nature of the scientilic uncerlainty on SUDEDP has
changed. Although there is no known cause, research has
made significant advances in the understanding of risk fac-
tors agsociated with SUDEP. As a resull, SUDEP awareness
campaigns have multiplied with international networking as
the key to effective use of experience and resources.

The first ever international workshop on SUDEP in 1996
identified the need for comprehensive research (Nashef et al.
1997) and led to a government-funded nationwide audit of
epilepsy-related deaths in the United Kingdom, T'his National
Sentinel Clinical Audit of Epilepsy-Related Death (Hanna
et al. 2002) found signifieant problems of aceess (o special-
ist epilepsy serviees, reviews, and problems with medication
use, concluding that there was significant potential for redue-
tion of death it these risk factors were addressed, The audit
motivated policy makers in (he United Kingdom to develop
government action plans on epilepsy (Department of Health
2003; Welsh Assembly Government 2009) and to develop
nalional elinicil guidelines that included SUDEP,

When SUDEP oceurs in families who are unaware of
the phenomenon, the distress (o the bereaved and the wider
community is multiplied. A qualitative study found that the
bereaved reported positively when the medical team offered
condalences, support, and information and negatively when
contact was not olfered, delayed, or was defensive in natue
(Kennelly and Riesel 2002; Bellon et al, 2014). Familics
were gralelul for the offer regardless of whether it was taken
up. As a result of this evidence, epilepsy guidelines in the
United Kingdom recommend that health professionals con-
taet families to offer their condolences, invite them to discuss
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the death, and offer referral to bereavement counseling and
SUDEP support groups (Kennelly and Riesel 2002; Stokes
el al. 2004; Cook 2005).

Community-based SUDEP support services are gradually
appearing internationally. The first service was developed in
the United Kingdom by the charity Bpilepsy Bercaved (www
sudep.org) in 1995, which is known today as SUDEPR Action.
‘I'he service is not dissimilar o the sudden infant death syn-
drome (SIDS) program (Woodward el al. 1985) and offers
bespoke support to the bercaved through a dedicaled help-
line; collaboralive mectings of families, researchers, and
clinicians; a biennial memorial service; nnd information,

" eduestion, and research services.

In Australia, epilepsy agencies support and link SUDEP

families, organize bienninl memorial services, and develop
resouree malerials. A SUDEP-related vesearch Mund has also
heen established (www.epilepsyaustralia.net/),

In 2005, Epilepsy Australia and SUDEP Action initiated
an international global conversition on SUDEP (wwiw.sudep
globalconversation.com) and disseminated an all-encom-
passing book filled with a cambination of scienlific rescarch
and Family stories, which has been used by epilepsy agencics
warldwide on SUDEP eampaigns (Chapman et al. 2005). In
2010, SUDEP Aware from Canada (Jeffs and Elizabeth 2014)
joined the collabaration for a second edition titled SUDEP—
Contintting the Global Conversation (Chapman et al. 2011).
SUDEP Aware provides support for bereaved familics and
funding for rescarch (www.sudepawarc.orgl/). SUDEP
Aware’s Making Scase of SUDEP information brochures are
widely used by epilepsy agencics across North America and
Canada,

In 2013, SUDLP Action launched the first online regis-
tration of epilepsy deaths (wwiw.epilepsydeathsregister.org),
and il is currently working with partner organizations lo sup-
port register development in other countries using this web
platform. Cases can be registered by families and friends,
health professionals, or coroners/medical examiners Lo pro-
vide a better understanding of why individuals die and how
lhie deaths are investigated. 10 will also raise public awareness
of SUDEP as well as strengthen the campaign for more ef (ec-
tive clinical and coronial epilepsy services.

In France, families have been involved in the French
Epilepsy Mortality Surveillance Network, o network of neu-
rologists who systematically report deaths of people with epi-
lepsy and case delails, Tollowing family consent, to a central
registry. This is in parallel with the Mortality in Epilepsy
Monitoring  Unit Study (MORTEMUS), which collects
detailed information aboul deaths in hospital video-EEG
monitoring units acrvoss France and worldwide.

Pollowing the first national workshop on SUDLEP in
the Netherlands during 2013, epilepsy agencies, including
bereaved families, are collaborating on a series of iniliatives
aimed at developing SUDER awareness and research.

In the United States, bereaved familics have supported the
development of a SUDLEP-targeted research program (through
CURE (www.eureepilepsy.org/home.asp) and participated
in the 2008 SUDEP symposium sponsored by the National

Institute of Health and the National Institute of Neurologicyl
Disorders and Stroke (NINDS). Today, in North Americy
federal agencies arc providing significant funding opportu-
nitics o gain a better understanding of risk fuctors, mechy-
nisms, andhmanagement of individuals who dic from SUDEP,
Initiatives include the development of a Sudden Death in the
Young Registry funded by the National Ilearl, Lung, and
Bloed Institute, NINDS; and Center for Disease Cantrol
(CDC) (hupiwwwedegovisidsiCaseRegistry.hitm). Recent
efforts by organizations such as the Epilepsy Foundation's
SUDEP Institute, events such as the Partners Against
Mortality in Epilepsy educational conferences (Wiww.acsnet
orgfpamefepilepsy | currents), and data collection (hrough
the North American SUDEP Regmny (W, mdep repistey
.org) have resulled in increased knowledge and awareness of
SUDEP,

RISK COMMUNICATION: CURRENT PRACTICE

A number of risk factors for SUDEP have been put forward,
including suboptimal scizwe control, young adult, cavly
onsel of epilepsy, absence of lreatment or nonadherence to
untiepileplic drugs (AEDs), polytherapy, sudden and frequent
changes to AEDs, the prone position, being in the bedroom,
sleeping, being alone, and being male (Monte et al. 2007,
Tomson et al. 2008; Hughes 2009; Shankar et al. 2013). The
cffect of nocturnal supervision was examined in only one
case—control study but was found protective (Langan el al.
2005). Overall, a high frequency of seizures (particularly
generalized tonic-clonic scizures) is the strongest risk fac-
(or for SUDEP (Hesdorffer et al, 2011). A recent study of
deaths in a 9-year study population in Cormwall found that
the majority did not have an epilepsy specialist review in the
year before death, mirroring the earlier national audit that a
significant number of deaths may be in people not engaged
with epilepsy services (Shankaret al. 2014). 'U'he UK National
Sentinel audit identified some 45 individuals who were never
referred to secondary care or who died waiting for referral
(Hauna et al. 2002).

Despite some conlradiclory voices, the body of meli-
cal opinion has been building that some SUDEP deaths
are potentially avoidable (Llanna et al. 2002; Opeskin and
Berkovie 2003; So 2006; IHitivis et al. 2007, Monte et al.
2007; Faught et al. 2008; Temson et al. 2008; Hughes 2009;
Surges ¢l al. 2009; So et al, 2009), A report of the American
Lpilepsy Sociely and the Epilepsy Foundation Joint ‘Task
Force on SUDEP supports the view that certain risk factors
associated with SUDEP may be modifiable, namely, uncon-
trolled seizuwres, subtherapeutic drug levels, and number of
AEDs used. The report supported oplimization of seizure
control as a lreatiment goal. 1L also noted the need Lo raise
awareness of SUDEP in both medical and Ia)' communities
(Soctal. 2009).

It has been suggesied that the precautionary approach
of the SIDS risk reduction campaign is a suitable model for
SUDEP (So et al. 2009) (Table 33.1). SIDS is a rare event with
no one cause identificd, yel during the past two decades many
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TABLE 33.1
Risk Factors and Preventative Strategies
Risk Faclors

Young age, early onset of epilepsy and IQ
Scizure activily (especially GTCS)

Loug duration of epilepsy

Palyilicrapy

Nonmaoditiable

Consicler surgery
Medication review

Subtherapeutic levels AED

Noctumal seiznres

Sewrce:  So, EL et al,, Epifepsia, 50{1), 917--22, 2009,

Strategies
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Comment
Individual risk assessment information provision

Optimal diagnosis, treatmemt, and review

Paticnts shontd use the smallest number of AEDs
to conlrol seizures

dledication review aml assess adlicrence
Nocturnal supervision but no recommendation
abont seieure detectors

Limited evidence on efficacy of seizure detectors

Note:  GTCS, generalized tonic-clonie seizure; 1Q refers to Learning Disabilities,

countriesaround the world have launched successful campaigns
informing the public about the risk factors for SIDS (Moon
et al. 2007, Ryvlin et al. 2013), A precautionavy approach for
SUDEP would support prevention strategics based on oplimi-
alion of seizure control, effective AED (reatment, supervision
in appropriate cases, and information to patients and caregiv-
ers. 'This precautionary approach is supported by a reasonable
body of palicy makers (Department of Health 2003; Stokes
el al. 2004; Welsh Assembly Government 2009) and expert
opinion in North America (Institute of Medicine 2012).

For more than 10 years, clinical guidelines in Scotland
and those produced by the National Institute of ITealth and
Clinical Excellence (NICRE) for England and Wales have ree-
ommended discussion of SUDLEP as part of general cpilepsy
information (Scoltish Intercollegiate Guidelines Network
2003; Stokes et al. 2004), The NICE guideline sets out infor-
mation lo show why preventing seizures is important. Tt is
based on the view that SUDEP risk can be minimized by
optimizing seizure control and by families being aware of
the potential consequences of nocturnal seizures. It also
recommends tailored information on the individual’s risk of
SUDEP as part of any counseling checklist for people with
epilepsy, and their familics andfor caregivers. This advice
is also given by the American Epilepsy Socicly, which rec-
ommends disclosure but, in keeping with the Scottish and
English guidance, does not give spesific advice about how
and when SUDEP should be discussed and by whom (Vegni
el al. 20115 Mendonga et al, 2011).

The first survey of clinical practice related to risk com-
munication and SUDEP asked neurologists in the United
Kingdom if they told patients aboul SUDEP (Morlon et al.
2006). The neurologists who replied reported a wide varia-
tion in practice. Whereas 30.3% of respondents reported
that they discussed SUDEDP with the majority or all of their
palicnts, 68.7% discussed the issue with very fow or none of
(heir patients, Interestingly, elinicians with a special interest
in epilepsy were significantly more likely to discuss SUDEP,
A more recent hospilal audit in Scotland of documented
SUDLP discussion found thal routine discussion was noted
in anly 4% of cases (Waddell et al, 2013).,

“A survey of Italian epileptologists reported similac find-
ings. The survey found that physicians reported a wide varia-
tion of praclice, with 28% discussing SUDEP with all or the
majorily of their patients and 62% discussing SUDEP with
only a few (Vegni et al. 2011), This lack of consensus has
been explored in the United States using a focus group study
ol neurologists, epileptologists, and advanced praclice nurses
(Miller et al. 2014). The findings mirrored the U.K. experi-
ence. Disclosure was supported by all professional groups,
driven by practical and moral acconntability to ensure that
patients and families had accurate information on which to
form their decisions about epilepsy. However, there was also
a maral concern nol to cause fear in patients by giving this
information and all groups expressed a wish for standardized
information delivery,

Specialist nurses have been shown to be more likely than
clinicians to discuss SUDED, A survey inthe United Kingdom
found that 56% of specialist nurses discussed SUDEP with
the majorily of their patients, Most combined SUDEP with
discussion of general and specific risks of epilepsy (Lewis
ct al. 2008). No specialist nurse supported nondisclosure.

Research with parents in Wales found that 52% were
aware of SUDEP. Only 6% of patients had been informed
by a healtheare professional, with 70% roporting that they
found the information via alternative sources. It concluded
that parents of childien with epilepsy should receive tai-
lored information about SUDEP as this could help minimize
visk faclors and help reassure the pavents. It also concluded
that providing parents with tailored information could pre-
vent the use of less reliable information sources (Jones and
Naude 2013),

ETHICAL AND LEGCAL ARGUMENTS
FOR DISCLOSURE

The main arguments' for disclosure are that it supporls
patienl awtonomy, informs choices on adherence and sclf-
management, reduces fear by managing natural anxieties,
and avoids the harm of false assurance. Research repeatedly
tells us that people with epilepsy feel they receive insufficient
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information about their condition (Couldridge et al. 2001).
A qualitative study found that patients felt a pressing necd
for information, including “... more concrele answers on
SUDEDP” to discuss lreutiment options and medication in
detail (Prinjha et al. 2005). This suggesls that clinicians
need to check regularly with patients how much informa-
tion they would like about their condition, The perspective
of caregivers is also a consideration. Research shows (hal
patient decision making involves an extended social conlext
(Fracnkel and McGraw 2007); however, in any evenl care-
givers may need accurale information in their own right.
Families affected by SUDEP described a variely of roles
“associated with eare such as keeping records of seizures and
responding o seizures. Many considercd that they needed
more information on SUDEP as it perlaing (o these roles
(Kennelly and Riesel 2002). One study found that parents
expected this (Gayalri et al. 2010). Research in Canada that
included parents of children with epilepsy and families who
had lost children found that all participants wanted infor-
mation aboul SUDEP and generally wanted this eardy at the
time of diagnosis. Knowing the aclual risk of SUDEP was
relieving especially to the parents who overestimated the
risk (Ramachandran Nair et al, 2013),

The ethical principle of patient autonomy involves (he
patient’s right to know aboul their own medical condition
and prognosis. The American Epilepsy Society and the
Epilepsy Foundation Joinl ‘Task Force on SUDEP considered
discussion of SUDEP consistent with the ethical principles
of patient awtonomy and consistent with the need (o accept
that some persons with epilepsy have increased risks of mor-
bidity and death (So et al. 2009). Examples of professional
guidance based on the autonomy principle fully support the
patient’s right to information about his or her condition. The
amount of information given on a condition should depend
on the patient’s wishes and need for information. This should
be determined by discussion wilh a patient and net be based
on assumptions of what patients require (General Medical
Counieil 2008). Provision of information is also imporiant to
the relationship of lrust between doclor and patient. Where
information on risks is withheld and risks later materialize, it
is natural that those affeeted by the consequences will seek (o
understand why information was not sharved. They may expe-
rience the harm of false assurance. There is some limited evi-
dence on the negative impact of (alse assurance in the contexl
of medical screening, including public confidence and legal
action (Petticrew et al. 2001); however, the impaet of” most
seivures being presentesd as benign @pmt from aceidents
and slatus epileplicus) has not been researched, Relatives
bereaved through SUDEP frequently report, however, (hal
(heir priel is cxacerbated because epilepsy was presented
in this way and il proved to be false (Keunelly and Riesel
2002). Further, the relationship ol trust between the bereaved
and the medical professional is more likely to be maintained
where information withholding is patient centered and with-
stands seruliny.

A common assumplion is that discussing (he risk of
SUDEP will create anxieties. ‘I'hie only research on epilepsy

and death anxicty comprises sludies looking at the death anx-
icty associated with epilepsy generally. A study of 373 epi-
lepsy patients found that approximately lwo-thirds harbored
fears of death from their next seizure (Mittan 1986). In amore
recent cross-sectional study of 92 patients having cpilepsy for
aminimum of 5 years, 56.52% of patients had either moderate
or high death anxicty (Otoom et al. 2007). Not surprisingly,
death anxiety was likely 1o be higher in patients with general-
ized epilepsy. Otoom et al, (2007) emphasize (he imporlance
of counseling patients to reduce anxiety. Anecdotal reports
from ¢linicians who regularly talk about SUDEP mention the
potential for reduction of Tear by putting fears inlo perspective.
Indead, there is some evidence to supporl this logic. A case—
control study on the henefits of n weekend educational pro-
gram (SEE, known then as the Sepulveda Epilepsy Dducation
program but known more recently as Seizures and Lpilepsy
Education), which included discussion of risk of mortality,
found subsequent decrease in anxiety (Helgeson et al, 1990),
The experience of this program was that lack of discussion of
mortality led to adverse suppression of natural anxiety, Fear
was also associated wilh overprotection and overcontrol of
the person with epilepsy (Mittan 2005).

SUDEP is now in the public domain, and use of the
Inlernel 1o access health information is common (Fox and
Duggan 2013). Not all websites provide clear and accurate
information, and there is the potential for anxiety founded on
inapprapriate advice (Jones and Naude 2013; "Tonsaker ct al,
2014). In addition, patients who discover SUDED themscelves
may be disappointed or angry that their doctor did not dis-
cuss i, Trust between patient and physician may be so dam-
aged thal any future atlempts to put the issue in conlext may
no longer be well received or followed. Personal discussion
with their own doclor is the best way for people to hear about,
and appraise, their own unique epilepsy-related risk. Frank
discussion can build trust in the thernpeutic relationship.

A legal duly to discuss a risk prima facie arises where
there is a significant risk that would affect the judgment of
the reasonable paticnt (Bolitho v. City and Hackney Health
Authority 1998; Pearce v. United Bristol Healthcare NAS
Trust 1999). Risks that are only remote possibilities can be
regarded as material if the severity of the risk materializ-
ing is very serious. In the context of a SUDEP, it could be
argued that there is a material risk to be addressed wherc
discussion might influence behavior, improve compliance, or
be relevant (o issues of supervision or where optimum lrcat-
ment is nol in place (Beran et al. 2004), "T'he courts in many
countries will test the medical evidence offered by parties in
litigation to reach their own conclusions on (he magnitude
and severily of risk, and the case by which the risk might be
woided (Videto v, Kennedy 1981; Rogers v. Whitaker 1992,
Bolithe v. City and Hackney Health Authority 1998). The
exislence of guidelines, although not predictive ol negli-
gence, would be a relevant consideration in examining the
yvationality of withholding information, It has been arpued
that a claim would Fail in a SUDEP case because of the need
lo prove causation between the actions of the physician and
the death (Beran 2006). However, the more recent aulhority
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of Chester v, Afshar (2005) has extended the Iaw of causation
to include the scenario in which risk is inherent in a condi-
tion and net caused by medieal intervention, This would be a
helpful legal authority in a SUDEP case. There are also two
Seottish judicial determinations (Taylor 2002; Duff 2010) as
well as recorded cases of out-of-court seltlements and related
judicial proceedings in the United States, all of which sup-
porl the need for disclosure (Wannamaker 2011),

The Scotlish determinations were the outcome of Fatal
Accident Inguiries, This type of inquiry is held in Scotland
by a judicial officer called a sheriff’ wheve a death concerns
public interest. “The purpose is o make recommendations
to prevent future deaths. In the case of Collette Findlay,
the deceased’s mother had died from cpilepsy in 1988. The
deceased presented with seizwres in 1991, The family was
reassurcd that she suffered from benign focal seizures of
childhood and she was discharged by the specialist to gen-
cral practice on ALDs, Beginning in1991, she had four to five
seizures yearly; varying in frequency and severity, but there
was no annual review or reveferral for specialist care. The
court found a catalog of fuilures lo look after the deceased
in a proper manner. These included a failure on the part of
specialists to alert he general praclitioner as (o what eir-
cumstances reguired reveferval; a Tailure on the part of the
general practice to prescribe appropriate levels of medica-
tion; a failure to rerefer the deceased when the seizures <id
nol stop after 2 years; o Inilure Lo rerefer the deceased when
the intensity, form, and duration of her seizures altered as
the deceased matured; and a failure by the medical team to
discuss with the deceascd’s family the diagnosis, the atten-
danl risks, and how these risks might be properly man-
aged. The sherifl stated that given the association belween
seizures and SUDEP and the potential for control it was a
“short step” to the view that if the deceased had beenreferred
for review she might not have died. He determined that the
family ought to have been informed that the deceased was
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suffeving from epilepsy, the risks of SUDEP explained, and
a discussion held on how her condition might be managed,
The most important recommendation was considered (o be
the need for a personal care plan. The shedifT suggested that
all the key issues would have been addressed if a cave plan,
... shared or otherwise” had been produced, and *... it might
have saved her life” (Taylor 2002). The sherifl was clear that
for the purposes of the public inquiry it was not necessary
for there Lo be any scientific certainty. Any legal judgment
is determined by balance of probabilitics, and in this case
(he concern was whether prevenlative measures “might”
have saved a life. The sherifi” was clear that information on
SUDEP could be relevant to how proactive a family might
be in probing decisions aboul (reatment as well as inform-
ing discussions on how risks might be reduced. The sheriff
accepled that the guestion of informing about SUDLP musl
be left to the discrelion of the medical profession to form a
view. In particular, he accepted that there might be people
of “an extreme disposition where diseussion might cause
harm. Nevertheless, he saicl, I do, liowever, accept that in
the vast majority ol cases there should be such a discussion”
(Taylor 2002). :

Nine years later, # second Fatal Accident Inquiry was con-
vened to investigate the deaths of (wo young women with
epilepsy (Erin Casey and Christina Ilia), taking evidence
from 29 wilnesses over 30 days (Duff 2011). It concluded
that SUDEP is normally associaled with a scizure; the risk
of SUDEP occurring is veduced if the frequency of seizures
is reduced; the lrequency and incidence of seizures can be
reduced by a number of factors, some relaled to lifestyle
but the most important related to adherence to antiepileplic
medication; and if a seizure ocewrs intervention by another
persan might prevent SUDEP from taking place (Table 33.2).

The inquiry into the death of Erin Casey focused on
the relationship between communication of risk and medi-
cines management, Erin had heen considered al low risk of

TABLE 33,2

Recommendations fram the Fatal Accident Inquiry Scotland 2011

Clinicians

‘I vast majority of patients with epilepsy, or their parents or carers whete appiopriate, should be advised on SUDEP
on first diagnosis or shortly therealter.

A decision may be made not to inforn or to delay informing where there is an nssessment that thece is o risk of serions
Biarm to o particulac patient fram the information or that the person lacks capacity, The decision should be recorded,

Consideration should bz given of support needs of patients on dingnesis and in managing medicines especially where
the medication repime is complex. Consideration should be given to monitoring the uptake of repeal prescriplions.

A letter should be sent to the patient smd any referring general physician suninarizing any consultation and treaiment

decisions.

Wiillen information should be reviewed to cheek if it is adequate.

Health serviees |

Consider the adequacy of existing guidelines including clarifying the status of guidelines.

Consider taining needs to inelude communication with pacticular emphasis on supporting teenagers or young adulls
moving toward independence, engaging in risky activities, or beginning 1o take responsibility for them.

Tnvestigation of death
' itas o "crime seene.!!

Review practice in celation ta the seene of death of a sudden unexpecied death and the practice of, 2b initio, describing

Sogerces DT, AN, Detenvination of Sher T Alistair Duff, Sherill of Thyside Central and Fife st Dundee. Inquiry held under the Fatal Accidents and Sudden Death
Taguiry (Scottand) Act 1976 into the deaths of Frin Casey and Christing Fiowre lia, st hpriwwasseotcourts govauddopinions/201 IFAI0Iml, 2011




