O pOAoC TOU EpyooTNPLOV UTTIVOU OE
0Ll0OEVELC LE VEUPOMUIKA VOOt

KaAAippon Aapmnpou
MvevupovoAoyog

Oxford

University
Hospitals m

MNHS Trust




Tt elvall TOL VEUPOUUTKA vOooiLaTOL

* Ta VEUPOMUIKA voonuoTa Elvol pio opado voonpuatwy
1ov nepLAapBavel aoBeveic Le HEYAAN ETEPOYEVELL
OTNV KALWVLKI TOUC ELKOVOL KOLL OUUTTTWHOTOAOYLA

e KowvO YO paKTINPLOTIKO OAwV £lvol N MUIKA aduvapia
rnov epdavilouvv oL a.cBeveic

e KUpLa attia Bovatou elvol N oVamVEVOTLKN
QVETIAPKELOL

e Juxvotnta epdavionc: 2,6/100.000 oTLC YUVOLKEC KoL
3,9/100.000 otouc AVTPEC

Oxford
Turner et al. Pract. Neurol 2019 University
Hospitals NHS



Eldn nabnoswv

Muikég Avuotpodieg (Muikn Avotpodia Duchenne,
Muikn Avotpodia Becker k.at)

MuonaBeileg

AocBévelec Kivntikou Nevpwva (Spinal Bulbar
Muscular Atrophy, Amyotrophic Lateral Sclerosis, k.a)

MitoxovOpLOKEC lGOEVELEC
AcBevelec Nepidpepikwv Nevpwv

AoBevelec Neupopuikng Zuvane (MuaoBevela
Lambert-Eaton, MuoocBeveila Gravis)
AAAec Nevpopuikec MaBRoELC

levetika Nevpopvika Noonpato oxford
Uﬁovif? NHS



MOTOR NEURON DISEASE

K

Difficulty Walking Trip and Fall

ﬁ ﬁ ﬁ Healthy Motor ALS Motor
Leg

Neuron Neuron
Slurred Excessive
Weakness Speech Choking
.ﬁ
Hand Weakness Muscle Cramps ALS Patient Hydraulic Potin=s 1 ifs
Oxford

University
Hospitals m

NHS Trust



2uvnon cupmtwpato acOsvwyv pe
VEUPOMUIKA VoorjpoTta

 OpBonvola

* AUornvola

* Huepnola Komwon

 Huepnota untvnAila

* [Mpwivn kebaAaAyla

* Mapadoén avarmvon

e Xpron EMKOUPLKWVY MUWV KOTA TNV OLVOTTVON
e AVQTIVEUOTLKN QVETIAPKELO TUTTOU |

* FVC <50% tn¢ mpoPAemMOpEVNC TLUNG

Rebecca F. D'Cruz et al. J Thorac Dis. 2018 Osifond

University |
Hospitals
NHS Trust
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QYNGrome

Myotonic

Muscular
Dystrophies

Oxford

University
Hospitals

NHS Trust



ALoTaPOXEC TNC OLVATTVONC OTOV UTIVO GE
oloOeVELC ME VEUPOUUIKA VOO pHOTOL

 Meiwon kuPpeAdikovL aeplopov

o XaAdpwon/Uelwon TOVOU TwV AVWTEPWV
QLEPAY WY WV

* Muwkn aduvapia tov dStappayuotoc

odnyouv otnv epdavion
ATIODPAKTIKWY ATIVOLWV/UTIOTIVOLWV
KeVTpLKWV amvoLlwv/umomnvoLlwy
Yrio€atpiog kata tov UTvo

R. Ragette at al. Thorax 2002 s
Hoszﬂ:?YtlI:s;



OpLloMOC UTToéaLioc Kata Tov UTtVO

Parameter Definition

Oxymetry SpO, <90% for >30% of
recording time [3]
<88% for >5 min of
recording time [3,4]

Capnometry pCO5/tcCO, >55 mmHg [3]
>50mmHg [5%,6]
>10mmHg above baseline

value the evening before
(awake) [3,4,6]

pCOy2, carbon dioxide tension on blood gas analysis; SpO,, peripheral

oxygen saturation; tcCO», transcutaneous carbon dioxide tension.

Oxford

University
Hospitals
MNHS Trust



Yriofoupior Koata tTn SLapKeLa TOU
UTTVOU, GUXVOTEPO VPN

Sp0,95% during wake
Sp0,90% during NREM sleep

Saturation

Sp0O, <80%
during REM
sleep

1.00 ' 4.00 0



Oximetry is an easy way to screen for nocturnal hypoventilation

Normal

r Periodic

- REM

| Whole-night
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Capillary blood gas

Mocturnal Day and night

hypoventilation | hypoventilation

pH 7.45 147 7.45
PO (kPa) 12.5 9 8.0
PCO; (kPa) 45 47 7.0
=a0; (%) 96% 043 B9%
BE {mmal/L) 0 3 7
Bicarbonate 24 28 34
(mmol/L)

Hints to get the most out of your observations/ gases!

* A normal daytime Sal., excludes significant daytime hypoventilstion

* TheBEandbicarbgiveacluere what's beengoing oninthe preceding hours,
il.e.overnight



Meiwon tnc Vital Capacity os
0Ll0OEVELC LE VEUPOMUIKA VOoHiLaTOL

Vital capacity (VC)... just sitting, or also lying down

-
——— 2

>15% fallinVCis
abnormal

AN

Pdi sniff (cmil,0)
s 3 B8B888¢g 2

a?_mﬁl—-'ii’ww
)
.
1

20 .10 0 10 20 30 40 SO
et 3 - supine fall in VC
/ (% of the seated VC)

_ Arch Phys Med Rehabil.
 S— = — ’ , 2001 Jan;82(1):123-8.
47% fallinVvC




Top: good correlation between mean Sa02 nocte and supine VC and bottom
PtcCO2

Predictors of overnight 5a0,; and P,..CO; in primary myopathies
Thorgx 200257 724-728
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Suprinig Plenes (kPa)
Supinebetter Supine VC Supine Plmax £smmits

thamn erect

R. Ragette at al. Thorax 2002



KatakepUATIOHOC TOU UNTVOU

hleF -

REMF
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University
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Effects of Continuous Positive Airway Pressure on Stridor in
Multiple System Atrophy—Sleep Laryngoscopy

TYPES OF STRIDOR

* Inspiratory \ /
— Supraglottic/E piglottic /\/\
— Vocal cords/glottic ==

* Biphasic
- Glottic
- Subglottic —

* Expiratory
- Tracheal
- Bronchial

* Hxpnon ocuokeung CPAP evbeikvutal og acBeveig e Stridor
KOLTAL TOV UTIVO KoBwC PELWVEL TLC TILBavOTNTEC
TpOXELOOTOWLOC.

e Tomasz J. Kuzniar et al J Clin Sleep Med. 2009
A NS
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Ku&
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ku&
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2637169/

AAAEC SLaTOPOAXEG

* Aumtvia
* Aduvaplia eAevonc UTvou

e Alatopaxec Tou Kipkadikov puBuou: Delayed
sleep phase disorder

Comparison of standard (green) and DSPD (blue) circadian rhythms

Oxford

University
Hospitals
MNHS Trust




Oepaneia a0OEVWV HE VEUPOUUIKA
voonuato
* H plAoulOAn (riluzole) xpnotlpomoleital yia tnv

OepamMeUTIKN AVTIMETWTILON TNC TTAQYLOLC
nuoatpodlknc okAnpuvonc (ALS)

* Xprnon Mn Emepfatikov MnyavikoU AgpLlopou
(MEMA)

* Tpaxelootoutia

.........



Effects of non-invasive ventilation on survival and quality
of life in patients with amyotrophic lateral sclerosis: a
randomised controlled trial

Stephaen O Boyr, Mark Tomdingon, Tem L Wiltams, Robel £ Bolfock, Pameta | Shaw, O Johin Gibson

| 121 smsesoed For dighiity < Orthopnoea
= MIP < 60% or
T4 aochuded symptomatic hypercapnia
1 el e rm R o D il
T ity Bo pleipale
¥
03 drwtnd dird e iRy T SeervS
51 &d ned st giterig e
M edemaationdeing
el e kel
v ... .
| o1 rardomdd - Minimisation by bulbar
| function, VC, age, BM!
I 3 and rate of progression
l id assgned PN J l 15 s gred standand cre
' ¥
FU12M 27 wnabsad | 19 anabrsed Loncet Newrod 2006; 5: 140-47




Survival benefit of NIV (blue) vs BSC (red) in MND (n=41)
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Entry criteria=
orthopnoea, P,Max<g0%
pred, awake hypercapnia

Lancet Neurol 2006
Feb:5(2):140-7.

Survival from randomisation

A=all pts,
B = Mormal/mod impaired
bulbar function,

C = Severe bulbar impairment

Greater benefit than
chemotherapy for

lung cancer

Oxford
University

Hospitals NHS
MHS Trust



Quality of life benefit of NIV (blue) vs BSC (red) in MND (n=41)
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Entry criteria=
orthopnoea, PIMax<60%
pred, awake hypercapnia

Lancet Neurol. 2006
Feb:5(2):140-7.

Time QOL score>75% baselne

A =all pts,

B= MNormal/mod impaired
bulbar function,

C = Severe bulbar impairment

Oxford
University

Hospitals
NHS Trust



Tracheostomy in motor neurone
disease e et e 20513,

Martin R Turner,” ' Christina Faull,” Christopher J McDermott,” *
Annabel H Nickol,* Jonathan Palmer,” Kevin Talbot'

Table 1 Summary data on prevalence of non-invasive ventilation and
tracheostomy ventilation in MND"'

Europe (UK, Italy,
United Denmark and
Japan States  Sweden)

Non-invasive ventilation, 7-46  19-87 3-44
range (%)

Tracheostomy 29-38 4 1=31
ventilation, range (%)

Oxford

SSSSSS



The UK Experience of tracheostomy in MND

IM Palmer [2017 ) —Thorax abstroct

* 4 UK HMV Centres

* Retrospective data review, 1998 — 2016
* 38 patients; age 59 (26— 78)

* 79% emergency trachy; 21% elective

* LoS 18 wks (emergency) and 7 wks (elective)
* Mean length of life post trachy 3.7yrs (0-15 years)

Oxford

QRS A N H S |
Hospitals
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AvTilpeTwriion alnvioc

Bev(odLalemivec

AVTIKOTOOALTTTLKA (TPLKUKALKAL
QVTLKOTOOALUTTIKA, selective serotonin
reuptake inhibitors)

AVTUOTOULVIKA
Z-Drugs (zolpidem, zopiclone, zoleplan)

Muptadarivn

\\\\\\\\\



JUUTEPACHOTA

H xpnon MEMA avéavel to mtpoodokipo (wNn¢ Kol
TNV rtototnta (WNC TWV a.ocBevwy Pe VEUPOLLUTKA
VOO MOTOL KOlL KUPLWC TwV acBevwy pe mAdyLo
nvotpodikn okAnpuvon (ALS)

H umto€atpuia elvoll cuxvo eVpnpa KaTta Tov UTVo
Apkel n antAn Bpadivi ofupetpia yia tnv
Sdlayvwaon ¢ umoéoupiog

Agpla ailpatoc kot uttoAoylopog tne VC

Oxford

A N HS
Hospitals
NHS Trust



20lC EUYOLPLOTW TTOAU
YlOL TNV TPOOOYXN COLC
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“OK, Mr=s. Tully., We want you to relax, get a
good night's sleep, and we'll evaluate any
sleep issues that you have.™




