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MUSCULATURA RESPIRATORIA
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MUSCULATURA RESPIRATORIA

FUHCIOH HO YENTILATORIA DE LA BOMBA MUSCULAR: LA TOS

1 - Irritacién 2.- Inspiracion 3. Cortraccion d.- bpertura s'bita
hasta CPT m. espiratorios de la glotis
con cierre gldtico
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) INSUFICIENCIA RESPIRATORIA

INSUFICIENCIA
RESPIRATORIA
|
| ]
] PaO2 < 60 mmHg )
ALTERACIO PaCO2 > 45 mmHg ALTERACIO
PULMONAR BOMBA
-
FRACAS DEL FRACAS
INTERCANVI GASOS VENTILATORI
HIPOXEMIA HIPERCAPNIA

PaCO2 = k x VCQ?
VA
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BOMBA VENTILATORIA
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BOMBA VENTILATORIA

V- NR Meuromuscular diseases affecting respiratory
function

ASTA ANTERIOR

Neuropathic disease
Muotor neuron disease
Amyotrophic lateral sclerosis
Poliomyelitis, postpolio syndrome
Spinal muscular atrophy
Paralytic rabies
Peripheral neuropathias
Guillain-Bamé syndromea, Chronic inflammatory demyelinating
polneurcpathy
Critical ilness polyneuropathy
Unilateral or bilateral diaphragm paralysis
Charcot-Marie-Tooth disease
Dizsorders of the neuromuscular junction
Myasthenia gravis, conganital myastenic syndrome, Lamban—Eaton
myasthenic syndrome
Botulism, poisoning with curare and organophosphate

wem Myopathies MUSCULATURA
Accuired myopaties RESPIRATORIA

Polymyositis, dermatormyosits
Critical illness myopathy
Inherited myopathies
Progressive muscular dystrophy
Duchenne muscular dystrophy
Backer muscular dystrophy
Facicscapulohurneral ruscular dystrophy
Limb-girdle muscular dystrophy
Myoionic dystrophy
Congenital myopathies
Mermaling myopathy, core diseases, myotubular myopathy
Congenital muscular dystrophy
Ulrich congenital muscular dystrophy, Emeny—Dreifuss muscular
dystrophy, menosin-deficient congenital muscular dystrophy,
rmerncsin-positive congenital muscular dystrophy, rigid spine muscular
dystrophy
Metabolic myopaties
Mitocondrial myopaty, glycogen storage disease type 2

NERVI PERIFERIC

PLACA MOTORA
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DEBILIDAT MUSCULAR

M. INSPIRATORIS M. ESlF)lRATORIS
/\ Alteraci6 efectivitat
Disminucio de la Volum corrient baix de la tos
ventilacio l
Alteracio suspirs Retencié de secrecions
e Tancament unitats
alveolars
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DIAGNOSTIC

§ CLINICA — EXPLORACIO FISICA

§ AVALUACIO MUSCULATURA RESPIRATORIA: A
EXPLORACIO FUNCIONAL RESPIRATORIA

« Espirometria, Capacitat vital en sedestacio i en decubito
* PIM, PEM, Pressio nasal sniff
 PFT (Pic de flux espiratori de tos)

s

§ ESTUDIS DEL SON

» Pulsioximetria nocturna, Capnografia (tpCO2)
» Poligrafia Respiratoria
» Polisomnografia complerta

GASOMETRIA ARTERIAL (alteracions aparici6 tardana)
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DIAGNOSTIC
CLINICA —EXPLORACIO FISICA

§ CLINICA ENMASCARADA
Dispnea d’esforg
Intolerancia decubit
Insomni

Son poc reparador
Despertars frequents
Cefalea matutina
Hipersomnia dilirna

.4

w W W W W W W

§ EXPLORACIO FISICA

§ Baix to de veu

§ Taquipnea

§ Us de musculatura accesoria
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% DIAGNOSTIC
~ . AVALUACIO MUSCULATURA RESPIRATORIA
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DIAGNOSTIC
¥ ESTUDIS DEL SON
- e Avalucié hipoventilacié nocturna

— Exploracions sensibles complexes (PSG, TcCO,)

— Exploracions simples (Pulsioximetria)
e Poc especifiques
 Informacio limitada (Sa0,)
e Baix cost, facil maneig, repetibilitat
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DIAGNOSTIC
ESTUDIS DEL SON
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DIAGNOSTIC
ESTUDIS DEL SON
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= TRACTAMENT

§ No tractament etiologic

§ Aparells substitueixen musculs respiratoris

§ Ventilacid mecanica
 No invasiva
e |nvasiva

§ Drenatge de secrecions asisstit

e VENTILADOR
TUBULADURA
INTERFASE
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TRACTAMENT
VENTILACIO NO INVASIVA
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| TRACTAMENT
. & VENTILACIO NO INVASIVA
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| TRACTAMENT
VENTILACIO TRAQUEAL

§ ALTERACIO SEVERA DE LA DEGLUCIO
§ INEFECTIVITAT DELS MECANISMES DE LA TOS
“NECESSITAT DE VENTILACIO > 20 HORES /DIA”
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-y INDEX

e ASPECTES DIFERENCIALS

— Situacions de risc
— Severitat afectacio
» — Tipus afectacio
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"y INSUFICIENCIA RESPIRATORIA

CNS Output
Respiratory Drive

Load on
Progressio6 debilitat v / The pump
muscular

v Respiratory A

Muscle ) ) )
- / PUMP Situacions risc
Pump | -Son

- Decubit

v

Ventilatory
Failure

Capacity

Moxam et al, Br J Anaesth 1990; 65:43-53

Bellwtge )

www.bellvitgehospital.cat ||||| Hospital Uni



“. SITUACIONS DERISC

§ SON

Falling aslasp Awakaning
+ REM REM REK REM
Stage 1

Principales caracteristicas del sueto REM y del sueno no-REM
Slage 2 . . - :
Stage 3 SUESO REM | SUENO NO REM
Stage 4 §
0 1 2 3 4 5 ﬁ

EEG desincranizado EEG sincronizado
{ondas ripidas. irregulares) {ondas lentas)

BAFLEM
B ‘
Hours {

9 I Augenciade tono musculay i Tone muscular moderado
| Meovimientos oculares rapidos | Movimientos oculares lentos causentes
| Ereccionesdel pene o secrecionvaginal | Ansenciade actividad genital
| Ensuefios |

Stagel
Intermittent hypercarbia

Stagell

Neocturnal hypoventilation

Stage lll
Necturnaland diurnal hypoventilation

REM and non- REM sleep and wakefulness

Awake Asleep Awake

3t « 1*
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- SITUACIONS DE RISC

I\.I
e 5"
ESTUDI FUNCIO DIAFRAGMATICA
CAPACITAT VITAL Y DECUBIT:
TN : REAL FPREVIST % supf  VAR:

SVC (L) 1.150
IC (L) 0.800
ERV (L) 0.350
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o, SEVERITAT AFECTACIO

 MALALTIES PROGRESIVES Jll

— Debilitat general
— Debilitat ms respiratoria

| PP

Movilitat Tetraparesia
Hipoventilacio Absencia

nocturna ventilacio

hores minuts
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-, TIPUS AFECTACIO

e AFECTACIO MUSCULATURA BULBAR

— Slalorrea
 Secrecions faringe
* Tos, episodis asfictics nocturns

— Disfagia

: | | * Risc broncoaspiracio
HE! I — Glotis no competent

 |neficacia del tractament
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TRACTAMENT
: VENTILACIO NO INVASIVA

100
non irvasive or
an- tracheostomy ventilation
k] == no ventilation
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Kieny P et al, Ann Phys Rehabil Med 2013; 56 (6):443

| PP

— NIV from 1991
Tracheotomy from 19584
1o 19491

Mo ventilation and
dead alter 1991

percent survival

Mo ventilation and dead
before 19584

Mo ventilation and dead
from 1984 1o 1991

age al death

Ishikawa Y et al, Neuromuscul Disord 2011; 21:47
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TRACTAMENT
: VENTILACIO NO INVASIVA

"

ELA

eFigure 1: Kaplar-Meler san/val cunses In ALS patients by time period of Bstvisit
{=2003, blue Ene; 2004-2008, red Ine; 2008-2007, green @ne; =2007, crange Ene) (logranktest, P=0.001)
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J Neurol 2012, 259(9):1788-92
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