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Nevpopuika voornuota (NMN)

Noonuata:

& [1EPIPEPIKOL KIVNTIKOU
VELPWVA

¢ Nevpaéova/ TIEPIPEPIKWV
VELPWV

¢ Nevpopviknc oovaync

¢ Muwv



Nevpopuika voornuota (NMN)

> uxvotnta ~1:3000

KAIVIKEC EKONAWOEIC:
dlayvwon

YOVOTUTIO

NAIKIO









KAVIKN eikova NMN
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r'l)\lKia HUTKI’] Marie Tooth MlTOXOVéplO'

duoTpoPida TABEIEC
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EpnBeia REuEsY

Dreifuss




Movdada veupopulkwv voonudtwyv MDA
B Taidiatpikn KAIVIKN

Maidlotpiki 2015;78(1):122-134



Kowva xapaktnptotika NMN

¢ YTrotovia
¢ KaBuoTtEpnon oTaTIKWY AEITOUPYIWV
¢ Muikn aduvauia

¢ [Napouaoia avaTiVEVOTIKWY TIPOBANUATWVY



AVOTIVELOTIKO TIPpOoLBANUata o NMN

AVOTIVEVOTIKI OVETIOPKEID
¢ > UXVOTEPN aITiO VOO POTNTAC
¢ 1n aitia Bavatou

¢ AdLVOUIO OVOTIVEVOTIKWY MUWV ETINPEALEL
NV TolotNTa {WwnC



AVOTIVELOTIKO TIPpOoLBANUatTa o NMN

¢ O&cia avaTtVEVOTIKN OVETTOPKEI
(0€ AOIHWEN avaTIVEVLOTIKOD)
OUXVOTEPN AITIO VOONAEIOC

¢ XpOVIO aVOTIVEVOTIKI] OAVETTAPKEID
OUXVOTEPN aITia Bavatou



AVOTIVELOTIKO TIPpOoLBANUatTa o NMN

O&ela avaTIVEVLOTIKI AVETIAPKELD
(o€ AOIPWEN avaTIVEVLOTIKOD)

'

XPOVIO aVATIVELOTIKI AVETTOPKEL
EvkabBiotatal Baduiaia.

[TponyouvTtal dlotapaxec UTIVOU &
ETIEIOODIN AOIPWENC 1 ElopoPNoNC



MetafBaon oToug EVNAIKEC

(RBH data 1993-2012)
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AvaTivon

NEUPOUVIKOC UNXAVIOHOC
AVOTIVEVOTIKO KEVTPO
(TIpOUNKNG — YEQUPQ)
BaolKOC OVOTIVEVOTIKOC
puBuOC

TEAIKN AVOTIVELOTIKN WON
AVTOTIOKPIVETAl OTO
UNXOVIKO €PYO TIOU TIPETIEN
VO EKTEAECOULV Ol
OVOTIVEVUOTIKOI MUEC

‘EkTTTUEN TIVELPOVO —
Bwpoaka

Respir care 2006:51(8):829-839




AvaTtvon



= AVOTIVEVUOTIKOI JULC

¢ Aldgpayua
(70% avaTIVEOUMEVOL OYKOU)

¢ MEeOoOTTAELPIOL UG
¢ Moecg @apuyya
¢ Muoec Adpuyya

Stermomastoida L

e Muscles of
.~ Respiration

Respir care 2006;51(8):829-839



AVOTIVON)

AVOTIVEUOTIKO
epEBIOUO

lkavotnta
OVOTIVEVOTIKWVY HUWV

AVOTIVEVOTIKO (POPTIO

Thorax 1993:48:698-701



AvaTivon

Ootd EAQOTIKEC
: OULVAUEIC
Muec -TTIVELOVO
Kevtpo -Bwpaka
aVaTvorq AULVAPEIG

TPIPNG

Ped Respir Reviews 2010;11:18-23



AVOTIVEVOTIKI OVETIAPKEID O€
rtadd ye NMN

BAG[3N TTVELIOVIKOU
TIOPEYXVPATOC

|

Pediatrics 2009;123(4):5215-218



AVETIOPKEIO TIVELDHUOVIKOU TIOPEYXVUOTOC

AlOTOPOXEC
KOTATIOONC

\ /
MIKPOEIOPOPNOEIC

1

YTIOTPOTUA{OVOEC TIVEVHOVIEC/
XNUIKN TIVELUOVITIOA

1!

Bpoyxektaaoio

[Orl

[TVELPOVIKI (VwonN

Ped Respir Reviews 2010;11:18-23



AVETIAPKEIO OVOTIVEVOTIKNG OVTAIAC:
MUEC

AdLVOUIO AVATIVEVOTIKWY HUWV

Ped Respir Reviews 2010:;11:18-23



AdLVAUIO EIOTIVEVOTIKWY HUWV

¢ EKTITUEN TTIVELHOVO
¢ aBoug avarvong
¢ OVATIVELOUEVOL OYKOU

¢ AVETIOPKIC AEPIOPOC KUWPEAIDWV
¢ S OUTITUEN TOIXWHATWVY

& ATEAEKTOOIEC

¢ Alatopaxn avTOAAOyNC AEPIWV



® & 6 6 o o o

AdLVAUIA EKTIVEVOTIKWY HUWV

AVETTAPKNG BrXag
AUENUEVEC EKKPIOEIC
ATIOPPOEN MIKPWV BPOyXwV
Melwpevn €icodocg agpa

AVATITUEN MIKPOBIwV

[TVEVUOVIKEC AOIPWEEIC

Xpovia OlauEDN
TIVEVLOVOTIOBOEI



AdLVOMIO HLWV AVWTEPOL OEPAYWYOU

XPOVIEC UIKPOEIOPOPNOEIC

ATIOIKIOPOC BOaKTNPISiV 7
(papuyyag, oTopax!) L ;

AlaBpwaon TIVELHOVIKOU
TIOPEYXVPATOC (6&va uypd)

AlOTapOXr) KPOCOWV

ATIOPPLBUIOT TOTIIKWV PUNXOVIOUWV
APLVOC



AVETIOPKEIO OVATIVEVOTIKNG OVTAIOC:

¢ Auén
¢ Auén
¢® Melw

Ootd

IEVI EVEVOETOTNTO BWPUKO (X2)
IEVO €PYO OVOTIVEVUOTIKWV JLWV

IEVN EKTTTLEN TTVELIOVA

¢ ATEAEKTOOIEC
¢ MNapapopewon Bwpaka
¢ Meiwaon avarveLOTIKWV EPEDPIWV

¢ 'E@nPol — EVNAIKEC: MEIWUEVN EVLEVOETOTNTO



AVETIAPKEIO OVOTIVEVOTIKNG OVTAIAC:
KEVTPO avarvor)q

PUOI0AOYIKI] KEVTPIKI OVATIVELOTIKI] WO
ANNA...

AlOTapoxr aravinong o€ LTTOEAIMIKA —
UTTEPKOTIVIKA EPEBIoUOTO

A0ENON AVOTIVEVOTIKNC ouxvotntac (Oxl
OVATIVEOUEVOUL OYKOU)

Pediatrics 2009;123(4):5215-218
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AVATIVELOTIKA TTPOLBANUOTA O€
NMN:
XpOvIa avaTIVELOTIKN
Ava Yﬁ&(&degla

epEBIOUO

¥

WV IkavoTtnta

Aduvapia
OVOTIVEUOTIKWV HUWV

A doptio y
AKOUTITOC BLPOKOC
MIKPO-ATEAEKTATIEC

> KOAiwan
Maxvoapkia

Ped Respir Reviews 2010;11:18-23




AVOTIVEVLOTIKN AEITOLPYIO



AVATIVELOTIKA TTPOLBANUOTA O€
NMN

Brxag

AEITOLPYIO KPOTTWV



Brxag: ZXNUATIKN
Tapactoon
60-90%TLC (s101TVON)
L/sec KAgioIuo YAWTTIOOC
2 UUTIIEDN OEPiWV
Avolypo YAWTTIOAG

MeyaAn por) agpa

_ EKTIVELOTIKN (Aan
Pediatrics 2009:123(4):S215-218




Brjxag: ZXNUaTIKn
Tapaotoon

L/sec




AVATIVELOTIKA TTPOLBANUOTA OE
NMN: BAEVWOKPOOOWTN
Kaapaon

Bnxag

AEITOLPYIO KPOTOWV

OXI BAENOAYTIKA dAPMAKA

AdULVAMIO OVATIVEVLOTIKWY PJUWV — XPOVIO XOUNAOC OYKOC
QVOTIVONG — dlatapaxn Kabapaong —aduLvalio ATIOPAKPUVONG
EKKPIOEWV — OTEAEKTOCIO — LTIOEAIUIO — AVOTIVEVOTIKN
OVETTAPKEID

Pediatrics 2009:123(4):S215-218



OMQ:2...

MUIKI aduvapia Pn EPEAvNC AOYW PEIWUEVNC
KIVNTIKOTNTOG

PTWYXN CLOXETION AOUVOMINC KIVITIKWY PE
OVATIVEVOTIKWV HUWV

AUENUEVEC OVATIVEVOTIKEC EPEDPIEC:
ATIWAELID >50% TNC dLVAUNG TWV AVOTIVEVOTIKWV
HLWV Yo va uTtapéel ttwon VC

AUOKOAN N eKTipnon - ELPEON TIPWIHNWY CNUEIWV



PULOIOAOYIKEC METABOAEC TNC
OVOTIVONC OTOV UTIVO

i S
S T N

Evaiocdnoia
UTTOOOXEWV

KevTIpIKAC waon

MUIKOC TOVOC
- AVWTEPOU
ogPaywyou

- MEOOTIAELPIWV

AUENUEVEC
OVTIOTACEIC

Alatapaxn V/IQ
[Mtwon FVC

ERS 2014



YTtvoc kot NMN




L AR AR 4

L 2R

YTtvoc Kat NMN

AlOTOPOXEC AVATIVONC OTOV UTIVO: 27-62%

NOGcOoC )

’ BaBuoc
HAIKIO >~ | dloTapoxAC
BaBuo mpoooAng yowyv _J  [YTvou

YTIOOEPIOUOC
2 OVOPOO ATIOPPOKTIKNC ATIVOIOC
YTIoTtvolag otov UTIVo (ZAAY)

Ped Respir Reviews 2010;11:18-23






AVOTIVELOTIKA TIPORANUATO O€
NMN:

MpoAnyn
EVALUATION....etiunon ovomveuoTIKOU

EXPANSION.....510TpNGN TIVELHOVIKMVY OYKWVY
EVACUATION...oTtopdkpuvon eKKPIoEwWY

EVASION......... OTTOMUYH TIVELHOVIKAC BAARNC



EKTiuNON avaTttveELOTIKOU
OULOTAMATOC: KAIVIKN €€€TaON

> € KOOg ertiokePn eKTipnon:

¢ MUIKr aduvapio

¢ Kivnuikotnta

& MeTtaBoAeg evtaoncg @wvng / BRxa

¢ 2KOAiwan

¢ AlOTOPOXEC KOTATIOOoNC/ OIEAOPPOID
¢ Avamtugn — Bpeyn

¢ [KOVOTNTO AVTIPETWTTIONG AOIMWEEWV
¢ 2UXVOTNTA Kal BapLTNTA AOINWEEWY
& AlOTOPAXEC AVOTIVONC OTOV UTIVO

Evaluation



EKTiuNoN avarmnmvevoTiIKOU
OULOTNUOTOC: LTTOAEPIOUOC/
2AAY

¢ AVrjouXo¢ UTTIVO(

& [1pwIvr) KEQAAOAYIO
¢ YTIVNAIO 01N OIPKEID TNE NUEPAC
¢ AloBnpa KOTIwaong

& AIOTOPOXEC OLYKEVTPWONC
¢ PoxoAnto

Evaluation



EKTiunon avarmveuoTiKOU
OULOTAMATOC: KAIVIKN €€€TaON

Toaxorvola

ACULVEPVYEIO LWV BWPAKO —
KOIAIOC

XPron ETKOUVPIKWY HUWV

> KOAiwOnN

[MTANKTPOOOKTULAIO

> NUEIN TIVEVUOVIKI G Kapdiag
SpO,

Evaluation



EKTiuNOoN avarmmvevoTiIKOU
OUOTNUOTOC: OTUIPOMETPNON

o AVTIKEIPEVIKN £€€TOON

* JUVOAIKA TIVEUHOVIKNC
AgtToupyiac

e Mn EMEPPATIKN
o EmavaAnyiuotnta

o ZWTIKN XWPNTIKOTNTA
(VC) og k0Be emiokeyn

Evaluation



EKTiuNOoN avarmvevoTiIKOU

OVOTNUATOC:

\VC: o,

L)
Lo

> 2 UXVOTNTA AOIUWEEWV

o
o

» <550%: vTtepkATIVIO

Mean VC 25 Predicted
(5]
=

» <40%: UTTOOEPIONOC otov
UTIVO

—
=
'l

» <1L: Bvnoyotnta

0

L
o

M
=]
i

OTUPOMETPNON

Arch Phys Med Rehabil 1981; 62:328

o—11 14-16

19-21 24-26 29-31 B84-36 39-41 44-46
AGE (yr)

Evaluation



EKTiuNOoN avarmvevoTIKOU
OUOTNUOTOC: OTUIPOMETPNON

[MeplOPIOTIKOL TUTTOU
dlatapaxn

\ FEV,, FVC, PERF,
FRC, TLC, IC, ERV

FEV,/ FVC: ®T

| RV

Evaluation



EKTiuNOoN avarmmvevoTiIKOU
OUOTNUOTOC: OTUIPOMETPNON

e JUVEPYOOIQ
o Aduvapia dlaxwpiopov
HUWV
e Mn evaiocBnToC OEIKTNC
(apxIKa oTtadia)
e >50% puikn aduvapia
ntwon VC

Evaluation



EKTiunon avarmveuoTiIKOU
OUOTNUOTOCG: MEYIOTN
EKTTVEVLOTIKN pon Bnxa (CPF)

Evaluation



EKTiunon avarmveuoTiIKOU
OUOTNUOTOCG: MEYIOTN
EKTTVELOTIKN pon Bnxa (CPF)

CPF <160 | AvartoteAeopatiko¢| High Risk
L/min Brixag
160-270 | [1oAU aduvapuoc Moderate
L/min Brixag Risk

270-360 | Aduvapuoc Brxog Low Risk
L/min

>360 ATIOTEAECUATIKOC No Risk
L/min Brixag




EKTiuNON avaTttveELOTIKOU
OUOTNUOTOCG: MEYIOTN
EKTTVEVLOTIKN pon Bnxa (CPF)
CPF<270 L/min: >12etv
e [MOAL aduvapog Brxag

« Kivduvoc Aotpwéewv
OVOTIVELOTIKOU

CPF<160 L/min:
o AVATIOTEAEOUOTIKOC
Brixac

« AVOYKN UNXAVIKOU OEPICUOU

Evaluation



EKTiunon avarmnmveuoTiIKOU
OULVOTNUATOC: OOKIUOOTIEC
LUTKNC 1OXVOC
EKTIHNON avaTiveELOTIKNC OVTAIOC
¢ MIP (peyioTn €EI0TIVEVOTIKN TTIEON)

& MEP (peyioTn EKTIVELOTIKN TTIEON)
¢ SNIP (pIvIKn €I0TIVEVOTIKN TTiEON)

Evaluation



EKTIiuNON avaTttvVeELOTIKOU
OULVOTNMATOC: OOKIUOOIEC
LUTKNC 10XLOC

1. MIP (uéyiotn sionveuotikn mieon)
e ElomvevoTiKoi PUEC

e OETIKN ovoxetion ue VC
o <30%: umEpKOTIVIO

. Bvnopotnta

2. MEP ( péyiotn ekmvevotikn mieon)

e EKMVEVLOTIKOI MUEC

o OETIKN ovoxetion ue VC

* 50-60cmH,0: emapkng Prxac

Evaluation



EKTiunon avarmveuoTiKoU
OLOTNUOTOC: OOKIUOOIEC
LUTKNC 1OXLOC

3. SNIP: pwikn eionvevotikn migon

E10TIVELOTIKOUC PUEC

Nea pEBodoc

| ATIAN d10d1Kaaio

Oikela dladikoaia

>4 €TWV

& [ToAU KoAn ouoxetion pe FVC
"~ ATOTEMéGHOTO Opola pE MIP

| 6-17%p

e 104 + 26 cm H20 ayopia
e 93+ 23 cm H20 Kopitola

Evaluation



EKTipNON avarmveuoTIKOU
OUOTNUOTOC: TTAPAKAIVIKEG
eEETAOEIC

¢ o/a Bwpoaka
(baseline, eKTipNoN OKOAIWONC, KOTA ETTIKANON)

¢ AEpIa aipatoc

& AlIOOEPUIKN TTOAMIKI) OELUETPIA:
TIOava PuOIoAOYIKN o€ Bapla
OVOTIVEUOTIKI OVETIAPKEIX

¢ End tidal CO,: Tipwipog deiKTNng
(PCO,>45mmHg)

Evaluation



EKTipuNOoN avarmnvevoTIKOU
OULUOTNUATOC: NEAETN LTTVOU
NUKTEPIVI) 0ELUETPIA
NUKTEPIVI OIOOEPUIKI) OELKATIVOUETPIO

[TOALKOTAYPOPIKN UEAETN VTTIVOU

Evaluation



EKTiunon avarmveuoTiIKOU
OUOTNUOTOC: UEAETN VTTVOU

1. NUKTEPIVI] OELUETPIA: EAEYXOC AOUVUTITWHOTIKWY
TTAIOIWV

2. NUKTEPIVI] DIOOEPHIKI) OELKOTIVOUETPIN

3. MNMoAvkataypa@ikr HEAETN UTIVoOU (PSG):
ETTAPKEID UTTVOU

TIOIOTNTO UTTIVOU
TIANPN OIEPELVNON AVOTIVEUOTIKWY OVWHOAIWV

Evaluation



EKTiunon avarmveuoTiIKOU
OUOTNMATOC: MEAETN LTTVOU
1popa/Xpovo

¢ FVC<60%

¢ Aduvapia Badlong, KaBrnAwon o€ apaéiolo
¢ Bpepn pe puikn aduvvapia

¢ Jourttwpata ZAAY 1) LTTOAEPIOUOU

¢ Muikn aduvapia dlo@PAYUOTOC, AKOUTITN 22

>1@opa/Xpovo

& >& HIKPQ TtaudIa aERain €EAiEng vooou

& € PUEYOAUTEPA TTIAIDIA PE ETUOEIVWATN KAIVIKIG
elkovoc/ oruxvéc Aolpwéelc/ eppavion
OUMTITWHATWVY 2AAY Thorax 2012;67:i11-40

Evaluation




EKTiuNON avaTmiveLOTIKOU
OUOTNUOTOC: EAEYXOC
EIOPOPNOEWV

EKTipNoN KOTATtooNng arto €10IKO
AOYOOEPATIEVTH)

MEAETN KATATIOONC LTIO BIVIEOOKOTIIKI)
rmapakoAovOnon (VFSS)

MEAETN KOTATIOONC LTIO OPECOOKOTINGN

Evaluation



Al0TNPNON TIVEVHOVIKWV
OVKwV: POl

[POANTITIKI)
* Al0TNPNGON MVEUHOVIKIG

Kall OWPAKIKNG
EVEVOETOTNTAC

o ATOQuYN HIKPO-
OTEAEKTOOIWV

e« VC<70%

* 2-3 TPOCTIABEIES
2 - 3 @opeC/ nuEPA

e 'EKMTUEN BwpaKka N
TEXVIKEC LTIEPUEPITOU
(manual 1] Pnxovika).

Expansion



AlTNPNON TIVELUOVIKWV
OYKWV

[MPO20OXH

> KOAIWON

[Maxvoapkio

> NUOVTIKOI ETIBAPUVTIKOI TIOPAYOVTEC

Expansion



ATIOMAKPULVOT EKKPIOEWV

2 € OIVOTIOTEAEOUOTIKO [Bryxa
CPF <270 I/min
Bapia Aoipwén avarveLoTIKOU

VC <70%




ATTIONAKPULVOT EKKPIOEWV

Emideivoon
PCF

Au&avopevn
MUIKr)
Aduvapia

> UVOLACOUOC
OAWV TWV
TEXVIKWV

> VOKELEC vTTooNBNONC BrRXa
Cough assist devices

> UVOLOOUOC EICTIVEVOTIKWY KOl
EKTIVEVOTIKWV TEXVIKWV

EIOTIVEVOTIKEC TEXVIKEC:

Babia avartvor) EKTIVEVOTIKEC TEXVIKEC:
MEMA Evioxvon BRxa
Evioxuaon avary. 0ykou

Evacuation



ATTOMAKPLVOT EKKPIOEWV

EKTTVEVOTIKEC TEXVIKEC Evioxvaong Brixa
f
XPNon €10IKWV CLOKELWV
(Cough assist devices)







Mechanical

N,

S W TR T
‘ i i




POl

EvepynTiKn

o > Aolpwén

e Sa02 <95%

o AlOTIPNON EMAPKOUC
KOBaPOoNC EKKPIoEWV

e PCF< 270 1/min

e AVOTOTEAECUOTIKOC Br)X0C

o TexviKEC umofondnong
Brxa (manual 1 pnxavika)

Evacuation



Mn ETtepBatikog Mnxavikog
Agplopoc MEMA

Baseline 12 months 18 months

EE




ETuicwon aobevwv pe MEMA kat NMN

(Ishikawa et al, Neuromuscular disorders, 2011; Oskoui et al,
Neurology, 2007)

TPAXEIO
STOMIA | DMD SMA Type I
MEMA L:}
=] s 1995-2006
: il \_Hi 1980-1994
) ) o —
d 4' 8 12 16.

Age (years)



MEMA

AVTIJETWTIION OVOTIVEVOTIKNC OVETIOPKEINC
AVTIMETWTIION JIATAPOXWV OVOATIVONC OTOV
UTTIVO

AvTipeTwTiion / TtpoAnYN AOIHWEEWVY
AlOTNPNON TIVELPOVIKNG AEITOLPYIOC
[TpOANYN OKEAETIKWY TIOPAHOPPWOEWV
AVATITLUEN TIVELPOVO



Mn ETtepBatiko¢ MnXavikoc
Aeplopoc MEMA

Evoceiéclc

e 3¢ 0&EiO aVATIVEVLOTIKI QVETIAPKEID (Bapld
AOIPWEN avATIVELOTIKOV)

e Huepnola LTIEPKATIVIO

e YTIOOEPIOPO KATA TN OIAPKEIO TOL UTTVOU

o JUUTITWHOTO ZAAY



ATTO@ULYN TIVELHOVIKNCG BAOBNC

¢ EuBoAiaopuoi poutivag
(QVTITIVEUOVIOKOKKIKOC, OVTIYPITITIIKOC, RSV)
¢ Alatpo@n / Alatripnon 10avikoL Bapouc

¢ Alotrpnon KaAng Beong / dpaoctnpiotntag
¢ ATIOQLYN IWOEWV

¢ Avayvwplon / Eykaipn avTIPETWTIION
AOIUWEEWV

¢ ATIOQULYI) KOTIVIOMOTOC
¢ [pOANYN slocpoPNOEWV
¢ > TOUOTIKI LYIEIVN

Evasion



ATTO@ULYI TIVELHOVIKNCG BAABNC

Evasion



ZUUTIEPACUOTA
. Ta avartvevoTika TtpoBAnuata ota NMN
gival TTOAUTTIAOKO KOl N BapuTNTA TIOIKIAAEL

. O KOAUTEPOG TPOTIOC AVTIUETWTIIONG €IV
KOAI KOl TAKTIKN TtapakoAoLdnon

. Kal N Ttpwiun avixveuvon twv dlatapaxwy
NG AVATIVONC

. 2ZUVEPYOOIa TTOAAWV EIOIKOTITWVY OTNV
Oeparteia Twv aocBevwv



[MpOoEIdOTTIOINTIKA ONUEIX

2 UUTTTWPATO EVOEIKTIKA DIOTAPOX WV OVATIVONC
oToV UTIVO

FVC < 60%

PCF < 270 L/min

2 UXVEC AOIMWEEIC / apyn avappwan



MUIKNR
aduvapia

ZUUTIEPAOUATA

Metapole l MEeTaBoAEC

AVOTIVEOLEVOU :
, MVeLUOVIKWV
OYKOU .
OYKWV
> KOAiwan

AVOTIVEVOTIKI)
OVETTAPKELD




Euxaplotw 1TToAD




