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' Dyskinésie ciliaire (DCP) = mucoviscidose ?

' Introduction prise en charge

' Prise en charge

‘ Conclusion et Take home message




Dyskinésie ciliaire = mucoviscidose ?

[ Patients sous diagnostiqués => orientés vers centres mucos

[ Patients traités par les mémes équipes

[ Nombre nettement plus restreint (sous-diagnostiqués ?)

[ Méme type d’atteinte mais...
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Mucoviscidose

Inflammation dés la naissance

Dégradation progressive

3,6% de déclin de VEMS par an moyen

« dysfonction » du mucus

Dyskinésie ciliaire primitive

Pas d’inflammation a la naissance

Si traité, stabilisation

+0,8% de déclin de VEMS par an

« dysfonction » des cils

Table 1—Comparison of Patient Demographics and Sputum Properties*

DNA, pg/mL
q IL-8, ng/mL

Variables CF PCD p Value
Age, yr 10.8 (2.6) 9.5 (3.0) 0.10
FEV,, % predicted 62 (23) 65 (8) 0.60
FVC, % predicted 80 (24) 79 (15) 0.84
1.16 (1.2) 0.44 (0.4) 0.11

163 (130) 606 (387) < 0.0001
C’ (elasticity), dyne/cm?® 905 (769) 1,651 (3,009) 0.15
C” (viscosity), dyne/em® 1,190 (1,621) 1,949 (2,730) 0.21
Cohesivity, mm 158(8.8) 1T (4:1) 0.10
W'ettabi[it}' degTees 436 (12.0) 47.3(11.5) 0.23
Interfacial tension d}meﬁ(_‘m 79.1 (17.0) 82.9(15.2) 0.45
Percentage of solids 70027 K7 (1.7) 0.07
Tangent & (dimensionless) 5.44 (39) 2.48 (4.2) 0.57
MCTR, normalized 0.74 (0.27) 0.79 (0.14) 0.46
CTR, em 246 (8.7) 25 (5.7) 0.69

*Data are presented as mean (SD). MCTR = mucociliary transportability of sputum.

h Source: A. Bush, CHEST 129 (2006) 118-123
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Qualité de vie et DCP

[ 78/91 (96%) réponses
[ 34 hommes et 44 femmes
[ Age entre 1,7 et 48,5 ans (21,4 + 12,9 ans)

[ Questionnaires utilisés : SGRQ, SF-36, questionnaire spécifique DCP

Source: M. Pifferi, Eur Respir J 2010; 35: 787-794
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Qualité de vie et DCP

[ Résultats :

y: =188 B8 Multiple linear regression analysis on dependent and independent variables

Dependent variable Independent variables
Age yrs Age at diagnosis yrs Time since diagnosis yrs
p* p-value B p-value B p-value

SGRQ symptoms NS NS 0.242 0.041
SGRQ activity NS NS NS NS
SGRQ impacts NS NS 0.464 <<0.0001
SF-36 PCS NS NS N NS

h
SF-36 MCS NS NS Co351) .,

SGRQ: St George's Respiratory Questionnaire; SF-36: Short Form-36; PCS: physical component summary; MCS: mental component summary; ns: not significant. *:
regression coefficient.

Source: M. Pifferi, Eur Respir J 2010; 35: 787-794
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Qualité de vie et DCP

[ Résultats :

ay:-\:{N =8 Treatments used by primary ciliary dyskinesia patients

Usage Correlation of usage
Never used In the past At present Age yrs Age at diagnosis yrs Time since diagnosis yrs
:> Daily physiotherapy 10 (12.82) 10 (12.82) 58 (74.36) -0.125 (ns) 0.097 (Ns) -0.230 (0.04)
Regular antibiotics 9 (11.54) 13 (16.67) 56 (71.79) 0.147 (NS) 0.186 (Ns) -0.003 (nS)
Regular bronchodilators 10 (12.82) 14 (17.95) 54 (69.23) -0.069 (Ns) 0.107 (ns) -0.176 (nS)
Intermittent bronchodilators 20 (25.64) 11 (14.10) 47 (60.26) -0.006 (Ns) -0.043 (NS) 0.032 (Ns)
Mucolytics# 17 (21.79) 29 (37.18) 32 (41.03) 0.258 (0.02) 0.244 (0.03) 0.069 (Ns)

Data are presented as n (%), for usage and r-value (p-value) for correlation of usage. Ns: not significant. *: N-acetylcysteine.

Source: M. Pifferi, Eur Respir J 2010; 35: 787-794
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Suivi spirométrique...

[ 4 24 patients suivis minimum 2 ans

@ suvi: FVC, FEV, (3 mois), prélevement bactériologique (1 mois)

[ 4 Traitement : antibiotique ciblé, kinésithérapie respiratoire (minimum 2x10 min PEP a 10 cmHZO)

Source: A. Ellerman, Eur Respir J 1997; 10: 2376-2379
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Suivi spirométrique...

Table 1. — Patient characteristics and bacterial growth in sputum samples from lower airways obtained from the pri-
' 3 mary ciliray dyskinesia (PCD) cohort
RESUItatS : Patient Age at  Age by Presence of FvC FEV1 Cilia Hi P Sa Pa
No. entrance  end of bronchiectasis® % pred % pred function
to cohort 1994 Ist End Ist  End
yrs yI8 year 1994 year 1994 % of positive cultures
<18 yrs of age at enrollment
1 2 11 - 69 74 70 64 A 95 40 0 0
2 4 13 - 87 85 88 74 A 83 27 0 0
3 6 15 - 116 84 103 63 A 71 29 50 0
4 6% 13 - 83 104 84 83 A 50 54 46 7
5 7 9 - 117 114 107 93 A 44 29 0 0
6 8% 17 - 85 93 65 67 A 92 23 8 0
7 I1 20 + 80 79 65 71 I 45 24 12 10
8 11 26 - 93 120 53 64 A 52 16 55 0
9 12 16 - 83 85 74 74 A 73 18 32 0
10 13 25 + 77 79 60 59 A 39 23 23 13
11 17 32 - 85 100 76 76 A 87 24 17 2
12 18 34 - 87 79 4 A 73 3 35 1
Median 9.5 16.5 85 85 72 24 20 0
>18 yrs of age at enrollment
13 22 26 + 90 87 A 50 7 43 0
14 24 36 80 76 I 20 20 16 27
15 26 41 - 104 110 99 106 H 38 6 43 20
16 28 38 76 72 61 64 A 40 8 I 36
17 29 43 + 74 82 79 86 A 71 20 5 0
18 30 45 + 84 77 70 60 1 83 16 3 2
19 30 42 + 63 78 57 45 A 63 19 18 7
20 36 46 - 55 69 33 44 A 75 28 14 0
21 36 41 - 66 61 26 28 A 84 34 13 0
22 33 48 + 30 27 16 19 A 1 1 8 97
23 43 56 + 55 79 55 64 H 83 19 0 2
24 53 55 - 64 66 G — I 0 0 0 0
Median 30 44 70 76.5 57 18 11 2

*: pair of siblings with primary ciliary dyskinesia. f: detected by radiograph. FVC: forced vital capacity; FEV1: forced expira-
tory volume in one second; % pred: percentage of predicted values; +: present; -: absent; A: asynchronous; I: immotile; H: hyper-
frequent. Hi: Hemophilus influenzae; P: Pneumococcus; Sa: Staphylococcus aureus; Pa: Pseudomonas aeruginosa.

=

Source: A. Ellerman, Eur Respir J 1997; 10: 2376-2379
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Suivi spirométrique...
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Source: A. Ellerman, Eur Respir J 1997; 10: 2376-2379
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Suivi spirométrique...

[ Résultats :

@ Importance du suivi régulier des patients

@ Importance d’une prise en charge précoce

@ Importance d’avoir des centres de référence

Source: G.E. Phillips, Eur Respir J 1998; 11: 1389-1391
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Prise en charge

[ 4 Non basée sur I'Evidence Based Medecine
[ Basée sur la prise en charge des patients mucos

[ La plus précoce possible

Source: B. Fauroux, Paediatric Respiratory Reviews 10 (2009) 55-57
h M. Pifferi, Eur Respir J 2010; 35: 787-794
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Quelle kinésithérapie ?

cavité nasale
cavité buccale

phannx épiglotte
larynx
trachée
bronchiole terminale
caréne

poumon gauche
scissure inter-lobaire
diaphragme

bronche droite

poumon droit
alvéole pulmonaire

oesophage

wiwLinFovisual.info
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Voies aériennes supérieures (VAS)
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Frontal Sinuses
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Voies aériennes supérieures (VAS)

Coupe verticale montrant lfparon externe de la fosse nasale droite

Nerf olfactf

Tache jaune
olfactive
Cormnets
-supeérieur
-moyen

Ontfice de la

-mféreur trompe d'Eustache
- Narine interne
MNarme |
R ou choane

Figure |

Cliniques universitaires Saint-Luc — Thibault Coppens, kinésithérapeute



Voies aériennes supérieures (VAS)

Cliniques universitaires Saint-Luc — Thibault Coppens, kinésithérapeute



Voies aériennes supérieures (VAS)

Resistance (kPa / L | sec)
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Adapted from: Kinke R, Sibemags! 5.
Lehwbuch der Physiclogie = 2001 « Thiems: Stultgart
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Adulte APPAREIL RESPIRATOIRE Pédiatrique

cavité nasale
cavité buccale
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Voies aériennes supérieures (VAS)

[ 4 390 enfants (6-10 ans)

‘ « Common cold or flu»

[ Traitement « classique » (+ serum physiologique)

[ Evaluation en phase aigue et ensuite prévention

h Source: Slapak ., Arch Otolaryngol Head Neck Surg. 2008;134(1):67-74

Cliniques universitaires Saint-Luc — Thibault Coppens, kinésithérapeute



Efficacy of Isotonic Nasal Wash (Seawater) in the
Treatment and Prevention of Rhinitis in Children

Ivo Slapak, MD; Jana Skoupd, MD; Petr Strnad, MD; Pavel Hornik, MD

Voies aériennes supérieures (VAS)

Table 3. Efficacy Parameters at Visit 2 (Acute Phase)?

Isotonic Saline Wash

T 1
Control Medium Jet Fine Spray Dual Formula All Wash

Characteristic (n=101) (n=99)" (n=95)" (n=95)P (n=289)°
Rhinologic scored
Sore throat 1.23[0.47] 1.08[0.27] 1.07 [0.26] 1.11 [0.43] 1.09 [0.33]¢
Dry cough 1.14[0.38] 1.09[0.35] 1.14 [0.43] 1.12[0.35] 1.11[0.38]
Productive cough 1.38[0.63] 1.21[0.54] 1.22 [0.49] 1.25 [0.62] 1.23[0.55]
Nasal secretion 2.10 [0.74] 1.76 [0.67]¢ 1.86 [0.79] 1.74[0.67]¢ 1.79 [0.71]¢
Sneezing 1.06 [0.24] 1.01[0.10] 1.06 [0.29] 1.06 [0.25] 1.04[0.22]
Iltching 1.06 [0.24] 1.01[0.10] 1.03 [0.23] 1.04 [0.20] 1.03[0.18]
Loss of smell/taste 1.09 [0.35] 1.01 [1.01] 1.00 [0.00] 1.00 [0.00] 1.00 [0.06]
Nasal secretion type 2.06 [0.69] 1.74[0.65]® 1.74 [0.62]® 1.69 [0.65]® 1.72 [0.64]¢
eathi ed 8 [0.68 051]° 0.56]° 01050]¢ 05218

Antipyretics 13 (12.9) ] 7(7.4) 22 (7.6)
Nasal decongestants 36 (35.6) ) 13 (13.7)¢ 46 (15.9)¢
Mucolytics 32(31.7) ) 14 (14.7)® 50 (17.3)®
Systemic antibiotics 9 (8.9 X 6 (6.3 16 (5.5
Entry during cold 2.60[1.02] 1.88[0.88]¢ 1.93 [0.79]® 1.80 [0.84]® 1.87 [0.84]®
Entry during flu 2.00[0.91] 1.63[0.75] 1.58 [0.79] 1.57 [0.68] 1.59[0.74])°

4 All data are reported as mean [SD] score or number (percentage) of patients.

DMultiple comparisons of treatments vs control if Kruskal-Wallis or logistic regression results were significant.
EMann-Whitney or x? tests.

“Rhinologic symptom scores: 1, no symptoms; 2, mild; 3, moderate; and 4, severe.

Ep<.05.

TSecretion types: 1, absent; 2, serosal; 3, seropurulent; and 4, purulent.

9Breathing scores: 1, without any difficulty; 2, minor difficulties; 3, difficult; and 4, impossible.

NHealth status scores: 1, cured; 2, significant improvement; 3, partial improvement; and 4, no change.

Source: Slapak I., Arch Otolaryngol Head Neck Surg. 2008;134(1):67-74

Cliniques universitaires Saint-Luc — Thibault Coppens, kinésithérapeute



Efficacy of Isotonic Nasal Wash (Seawater) in the
Treatment and Prevention of Rhinitis in Children

Ivo Slapak, MD; Jana Skoupd, MD; Petr Strnad, MD; Pavel Horntk, MD

Voies aériennes supérieures (VAS)

Table 4. Efficacy Parameters at Visit 3 (Preventive Phase)?

Isotonic Saline Wash

Tahle 5. Eificacy Parameters at Visit 4 (Preventive Phase)?

Isotonic Saline Wash

Control IMedium Jet Fine Spray Dual Formula All Wash I
Characteristic (n=101) (n=99)b (n=95)b (n=94)b (n=288)¢
Rhinologic score?
Sore throat 1.12[0.41] 1.06 [0.24] 1.04 [0.25] 1.03[0.23] 1.05 [0.24]
Dry cough 1.04 [0.24] 1.02[0.14] 1.04 [0.20] 1.03[0.23] 1.03 [0.19]
Productive cough 1.13[0.46] 1.02[0.20] 1.03[0.23] 1.02 [0.15] 1.02 [0.19]
Nasal secretion 1.55 [0.78] 1.20 [0.55]® 1.24 [0.50] 1.23 [0.50] 1.23 [0.52]®
Sneezing 1.10 [0.30] 1.04 [0.20] 1.05 [0.22] 1.10 [0.36] 1.06 [0.27]
ltching 1.11[0.31] 1.04 [0.24] 1.05[0.27] 1.04 [0.25] 1.05[0.25]
Loss of smell/taste 1.11 [0.37] 1.00[0.10] 1.02 [0.14] 1.01 [0.10] 1.01[0.10]
Nasal secretion type! 1.53 [0.81] 1.16 [0.51]° 1.23[0.52] 1.23 [0.54] 1.21[0.52]®
Nasal breathing score? 9 [0.60 0[0.361° 0 0.4 0.37]1¢

Antipyretics 20 (19.8) b 5(5.3)® 6 (6.4)®
Nasal decongestants 43 (42.6) d 7(7.4)® 0(0.0)®
Mucolytics 24 (23.8) d 4(4.2)® 6 (6.4)®
Systemic antibiotics 9(8.9) ! 3(3.2) 3(3.2)

Reported illness 53 (52.5) 22 (22.2)° 21 (22.1)® 21 (22.3)® 64 (22.2)°
Reported school absence 25 (24.8) 7(7.1)® 8 (8.4)° 10 (10.6)® 25 (8.7)®
Complications 14 (13.9) 6(6.1) 3(3.2)¢ 3(3.2)¢ 12 (4.2)8

Source: Slapak I., Arch Otolaryngol Head Neck Surg. 2008;134(1):67-74
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Efficacy of Isotonic Nasal Wash (Seawater) in the
Treatment and Prevention of Rhinitis in Children

Ivo Slapak, MD; Jana Skoupd, MD; Petr Strnad, MD; Pavel Hornik, MD

Voies aériennes supérieures (VAS)
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Figure 1. Sensations during application. Patients rated their sensations Figure 2. Sensations after application. Patients rated their sensations
during isotonic saline wash application using a qualitative scale transformed 5 minutes after isotonic saline wash application using a qualitative scale
into a guantitative range for evaluation (1, very pleasant; 2, pleasant; transformed into a quantitative range for evaluation (1, very pleasant;
3, no complaints; 4, unpleasant; and 5, very unpleasant). 2, pleasant; 3, no complaints; 4, unpleasant; and 5, very unpleasant).

Source: Slapak I., Arch Otolaryngol Head Neck Surg. 2008;134(1):67-74
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Voies aériennes inférieures (VAI)

[ Techniques de désencombrement « classiques » :

@ Manuelles :
— Drainage autogéne

— Eltgol

— AFE
O Instrumentales :

— PEP

— Flutter
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Exercice physique...

Changes in peak expiratory flow rate (PEFR) and forced expiratory volume expired in 1 seconde (FEVl) in response to exercise and to Bz-agonist salbutamol

,>:==;__.
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Source: G.E. Phillips, Eur Respir J 1998; 11: 1389-1391
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Take home message

[ Prise en charge dés le diagnostique

[ 4 Techniques de kinésithérapie respiratoire :
@ Voies aériennes supérieures
O Voies aériennes inférieures

[ Stimuler I'exercice physique

[ Vigilance pendant la période de I'adolescence
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Merci pour votre attention |
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