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Early PC integration

Palliative Care
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Adapted from:
Lynn, 1. (2005). “Living long in fragile health: The mew demographics shape end of ife care.”
Hastings Cent Rep Spec No: 514-18.

Motor Neuron Disease- MND
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Assessed by (Signature / nurse chop)

Cedarbaum JM. BDNF ALS Study Group (Phase IIT). T Neurol Sci 1999; 169: 13-21
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(1) Respiratory failure

(2)Loss of motor function
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(3)Malnutrition & swallowing

(3)MALNUTRITION & SWALLOWING
PROBLEM
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Respiratory Failure

i

RESEARCH PAPER
& Assessment of pulmonary function in amyotrophic
OPENACCESS |ateral sclerosis: when can polygraphy help evaluate
the need for non-invasive ventilation?

Tino Prell, Thomas M Ringer, Kara Wullenkord, Philipp Garrison, Anne Gunkel,
Beatrice Stubendorff, Otta W Witte, Julian Grosskreutz

| perform spirometry

4

FVC < 50% of predicted

1

perform polygraphy

v v

nocturnal hypoventilation

I-_I_l
i i

NPVV recommended ] | NPVV not necessary I

Figure 1 Proposed algorithm for the evaluation of the respiratory
state and the need for NPPV (FVC, forced vital capadty; NPPV,
non-invasive positive-pressure ventilation).
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Invasive ventilation via tracheostomy

# 0% in UK

# 1-14% in USA

* 3% in Germany

# 2-5%in France

* 11% in Northern Italy

* 27-45% in Japan

* (End of life management in patients with ALS, Lancet
Neurology Apr 2015)

Nutritional problem in MND
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Nutritional problem in MND
* Malnutrition is a significant problem in MND.

* A significant & independent prognostic factor for
survival time in ALS/MND.

* BMI<20 is a independent predictor of life expectancy,
relative risk of death is 7.7-fold over non-
malnourished counterparts.

Timing of PEG
'

* There is no study on the timing of PEG

* If PEG placement is delayed until pt can
absolutely not able to take orally, patient may be
nutritionally depleted.

* Better survival in pt who received a PEG at a
higher BMI.

* Delaying PEG may result in additional risk due to
further decline in' pulmonary status.

* A diminished FVC is a key prognostic indicator of
worsening ALS/MND.

17/11/2023
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Method of enteral tube feeding

i

* There is little evidence to support any specific
approach

* A case series (Gregory et al 2002) of 33 pt with
FVC<50%, PEG placement using NIPPV'with nasal
mask for ventilatory support.

* RIG is a possible alternative, fluoroscopy guided
without use of sedation. A retrospective study
comparing pt with FVC<50% showed more
favorable outcome withRIG than PEG(Chio et al
2004). Problem: RIG has smaller caliber, greater
chance of obstruction.

Examples of Enteral Access

* NGT
* PEG
* RIG (radiologically inserted gastrostomy)

11



PEG vs RIG

* PEG #* RIG

* Procedure time ~30 min * Procedure time ~ 60mn

* Endoscopy guided * Fluoroscopy guided

* Increased risk with * More favorable for
pulmonary decline FVC declined pulmomary
<50% status

* PEG is associated with improved nutrition and should
be inserted early. The operation is hazardous in
patients with VC <50%: RIG may be a better alternative.

* Non-invasive positive pressure ventilation improves
survival and quality of life.

* Maintaining the patient's ability to communicate is
essential.

17/11/2023
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* During the course of the disease, every effort should
be made to maintain patient autonomy.

* Advance directives for palliative end of life care are
important and should be discussed early with the
patient and relatives.

‘Q\

* PEG placement is not for everyone
* The decision not to have PEG should be respected

* Patient my be too late in the disease course for
PEG when the resp function declined

* While patient waiting for the procedure or during
the procedure, a more upright posture is better -
patient is not comfortable lying flat due to
excessive secretions in the oropharynx.

17/11/2023
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Advance Care Planning

* Advanced Care Planning

* Feeding (Oral / Ryle’s Tube | PEG)

* Ventilator use in Respiratory failure (02
supplement / NIPPV [ intubation+/-
tracheostomy)

* DNACPR

* Management of Other reversible factors
(e.g. anticoagulation in DVT, antibiotics
use in infections)
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ADVANCE DIRECTIVE

1. Full AD form
(revised)
2. Short AD form
(new)
)

Hospital Authority
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Change in HA Advance Directive (AD)
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Change in HA Advance Directive (AD)

End-stage irreversible
life limiting condition
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Abstract
Background: Motor neuron disease is a fatal disease, characterised by progressive loss of motor function, often associated with
cognitive deterioration and, in some, the development of frontotemporal dementia. Life-sustaining technologies are available (e.g. non-
invasive ventilation and enteral nutrition) but may compromise quality of life for some patients. Timely commencement of ‘Advance
Care Planning’ enables patients to participate in future care choices; however, this approach has rarely been explored in motor neuron
disease.

Aim: We aimed to investigate caregiver perspectives on the acceptability and impact of advance care planning, documented in a letter
format, for patients with motor neuron disease and caregivers.

Design: This is a qualitative cross-sectional study. Data were analysed by a narrative synthesis approach.

Participants and setting: Structured interviews were held with 18 former caregivers of deceased patients with motor neuron
disease. A total of 10 patients had created a disease-specific advanced directive, ‘Letter of Future Care’, and 8 had not.

Results: A total of four global themes emerged: Readiness for death, Empowerment, Connections and Clarifying decisions and choices.
Many felt the letter of future care was or would be beneficial, engendering autonomy and respect for patients, easing difficult decision-
making and enhancing col icati ~Howevertmdivideats=resdinass—taaccept encroaching death would influence
~APpropriate timing to commence advance care planning may depend on case-based clinical and persor istics.
Conclusion: Advance care planning can assist patients to achieve a sense of control and ‘peace of mind’ and facilitates impoi
family discussion. However, the timing and style of its introduction needs to be approached sensitively. Tools and strategies for
increasing the efficacy of advance care planning for motor neuron disease should be evaluated and implemented.
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Figure 1 Motor neurone disease (MIND) multi-disciplinary care model.
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Annals of Palliative Medicine, 2017

Table 2 Symptom management for MIND patients approaching end-of-life (82,83)

7

Symptoms approaching  Pharmacological treatment

end-of-life option

Dosage and route at treatment initiation

Additions & non-pharmacological
treatment option

Dyspnea Strong opioids

Benzodiazepines

Respiratory secretions Hyoscine butylbromide

Glycopyrronium

Pain Non-opicids in mild pain
Opioids in refractory pain

Terminal agitation

Anxiety upon ventilation ~ Opicids
withdrawal

Benzodiazepines

Benzodiazepines

Morphine 5-10 mg PO/NG tube/PEG/SC
Fentanyl 25-50 microgram SC
Hyoscine butylbromide 20-40 mg SC

Morphine 5-10 mg PO/NG tube/PEG/SC

Lorazepam 0.5 mg PO/NG tube/PEG
Midazolam 2.5 mg SC

Morphine 5-10 mg SC
Midazolam 5-10 mg SC

Electric fans
Non-invasive ventilation
Cough augmentation
Chest physictherapy
Sputum suction

Proper positicning

Transdermal opicid patch as
alternative

Armrangement of single quiet room
Encourage family accompany

Continuous SC benzodiazepine
infusion in refractory cases

May require continuous SC opioid/
benzodiazepine infusion

MMND, motor neurcne disease; PO, per-oral; NG, nasogastric; SC, subcutaneous; PEG, percutaneous endoscopic gastrostomy.

American Journal of Hospice
& Palliative Medicine™

End-of-life Characteristics and Palliative e Ao 2017
Care Provision for Patients With Motor iodliboiutaniiion
Neuron Disease

sagepub.comfjournalsPermissions.nay
DOL: 10.1177/1049909117735832
journals sagepub. com/home/ajh

®SAGE

Hon Wai Benjamin Cheng, MBBS, MRCP, FHKCP', Oi Man Iman Chan, MSW',
Chun Hung Red Chan, BSc, MSc, FHKAN?, Wan Hung Chan, APN?,
Koon Sim FUNG, RN?, and Kar Yin Wong, RN?

Abstract

Motor neuron disease (MND) is a neurodegenerative disease and manifested as progressive decline in physical, respiratory,
swallowing and communication function, and ultimately death. Traditional model of care was fragmented and did not match with
multifacet needs of patients and carers. Furthermore, there could be lack of integrated care at end of life for patients with MND in
most lower- and middle-income countries or in places with inadequate palliative care (PC) coverage. In view of this, a special
workgroup for patients with MND, which includes neurologist, respiratory physician, rehabilitation specialist, and PC physician
was formed in Hong Kong since year 201 1. In various disease phase, each specialty team plays a leading role in coordinated care of
patients with MND. From July 2011 to June 2017, a total of 52 patients with MND were referred for PC; 41 deceased patients
with MND were included into data analysis. Major cause of death remains pneumonia (54.8%) and respiratory failure (40.5%).
Most of the patients with MND (66.7%) died in acute ward and neurology units, with only |1.9% dying in PC units and hospices.
The PC team plays a major role in advance care planning (ACP), and most patients had their ACP documented at second or third
PC clinic visit (93.8%). Patients with MND often have limitations in mobility, swallowing difficulty, respiratory insufficiency
requiring ventilator support, and various psychosocial needs. This highlighted the importance of early PC referral.
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Table |. Demographic and Health Variables of Study Participants.*

n

%

Mean SD

Age (years)
Sex
Fermnale
Male
Feeding option received
Comfort feeding
Masogastric tube
Gastrostomy (PEG/RIG)
Ventilator support
No ventilator support
NIPPY
Invasive ventilation
Place of death
Acute ward setting
Convalescent and rehabilitation ward
PC ward and hospice
Home
Immediate cause of death
Pneumonia
Respiratory failure
Cardiac arrest
Peritonitis secondary to PEG leakage
Do-not-attempt cardiopulmonary
resuscitation in place before death
Documented ACP in place
Signed AD in place

42

14
28

20
16
é

17
15
9

28
6
5
3

23
17
|
|
40

32
16

59 115

Abbreviations: ACP, advance care planning AD, advance directive; NIPPV,
noninvasive positive pressure ventilation; PC, palliative care; PEG,
percutaneous endoscopic gastrostomy; RIG, radiologically inserted

gastrostomy; 5D, standard deviation ™™ = 42.

- Riluzole (1995) Edaravone (2017) Relyvrio (2022)

Route
and
Dosage

Cost

Evidenc
e

S/E

Oral; 50mg BD

HKD68.2/tab

IV or oral 6omg/day for 10 days

(14 days for 15t cycle) + 14 days

drug free period

1t cycle (28-day): USD712.24

(~HKD4092/month) Subsequent cycles: USD508.74

Cochrane review (2013) Edaravone (MCI-186) ALS 19

* Based on 4 RCTs (1994- Study Group [Lancet 2017]
2002) * 12-week observation period

* 974 Riluzole treated
patients + 503 placebo
treated patients
* Reducedrisks of mortality
or tracheostomy at 12
months (HR=0.83, p=0.046) *
* Increase in median survival
by 3 months (11.8 months vs

14.8 months)

* Increased probability of 1-
year survival by 9% (49%vs ¢

58%)

* Slower rate of decline on
both bulbar and limb

functions

Nausea, asthenia, elevated ALT

score <3 before
randomization

— if decrease in ALSFRS-R =
1-4 — randomization — 24-
week double-blind period
Edaravone group (n=68) vs
placebo group (n=66)
Excluded if ALSFRS-R
dyspnea, orthopnea or
respiratory insufficiency

Slower decline in ALSFRS-R

with a mean score difference

of 2.49 (-5.01vs -7.5,
p=0.0013)

Abdominal discomfort, eczema

Oral; 1 sachet (3g sodium
phenylbutyrate + 1g taurursodiol)
daily for 3 weeks then twice daily

USD158000/year

CENTAUR (89 Tx group vs 48
placebo) [NEJM 2020]: slower
decline in ALSFRS-R over 24-week
(p=0.03)

CENTAUR open-label extension

phase

(Tx up to 30 months; longest post-

randomization FU = 35 months)

* Reduced death risks (HR=0.56,
p=0.023) with 6.5 months longer
median survival (18.5 months vs
25 months) [Muscle and Nerve
2021]

* Longer tracheostomy /
ventilation-free survival
(HR=0.53, p=0.003) and delayed
first hospitalization (HR=0.56,
p=0.03) [BMJ 2022]

Gl upset
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Role of PC team

Mobilize Community Support

M 08" RN F Rl JC

« GERRRSERE Sochary O Emcl-f-Libe Comemumity Care Provact
AEEALCEE ANAAASARTEESN -

iy Ll LEMIEREAANNNARNESANGN - "

» FEEEEREAMS RE SENEABNGAEAN 2 TAR &. m

« RTEWRER —ALf-ANARAGARIYR ARREES, f

= DERARNE HE BEAACEAREEEARNE UDANE 2
EARSRAANASN EENCERANE- ,g‘ i
‘ARAESS, MARAEDN AATRNER ) 555

SAEEABRENAEY AEAAENRNEN -

%

HERTEEMANAAEEREL - AARAEAR " i

= ARTEALE BEfNLARSESYA=AAR L
m&ﬁﬁ. LE R B R B BN B AR RS BN I
« NERER: WAMEEE strac/ eww dCLCE. RN

EENERAN - RROEAAE=EE
SN - ARRNDaRNRERGTE
BREERR PRSI - O35 A SRR -

- FREE:
ERBERATREMATHARMT -

= HEE®:
BRARAARNER - GAERHEES
EWENHRN -

- .
= ° The g b ke o G Trt
sitsmseceo

21



17/11/2023

What are they? Where are they?

Let’s work together for

MND patients, thank you!
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