()
Gtz

u‘u’ -“/:JLV

‘}LA ’ uf,?“ J;é

(5 S

(Cystic Fibrosis)

1VRA bl



losd g cuiling © 9 lo 30 Coglao B (ow (5 slow (T gm0 (OIS AinoS 1y g g el

1B N g

QU095 4y yaadd §gd ¢ (ow o Lo yuomo 5SS

152 b
(OB98 Ji)lsF e §58) oo s 300 558 —)
(LU 995 4y aads §98) (19 1900 550 —Y
(SB3g5 308 (auadd G99 ) o3 giw T 55 —¥
(OB355 &5 Jaad Gg8) o3 b W gy 550 —F
(40E Jaaio) o900 )0 558 —0

Lol e
Cuo Lol 5 (539 3 (& 30w yfkilivel 0 5
ool 4 525 g (5 3lud Il 45597 0B 3 58S



L PRY-7

05 (S5 ediS ssdoms 5 0l lie Seato Foe Sol5 Bl ol (CF) Gl e b 55508 St (5les
oo analr 5 ol gl slatl 1 6ob 5L (olew opl Oless 5 J S sla a5 45 035 gy Ak (3l 5 OS5 S Ol
cyctic fibrosis transmembrane ) .55, Koo plid Culis S s o5y, s Sk s DO
5 e Sl psne 5 ms Slasseme S & |y lew sl 2l Ol e o (CONductance regulator protein CFTR
L ay ool o 59 oS Cigie 0Ad wlol 5 Sl 5 Lle Jls Ol 5 b g S (golme sl 3 0 f 2)l5e
o o S oy g Fee e BYer o gl WHO L5 il il Ohlas ool dops 0 Sl e S e Jlo 5l 50 JLSay
ol o by e 0l 350 Sl Yo a8 505 525 L3 53 Ol e 0 Mo sles 558 A I i oS 558 033 pmessS b Lol
SSL S ST bl sl ST ele 5l sdls antlid O35S 53 S) o ie Solewr Jole (nege Olse 4 CFLile
el (S5 LIl s

53 M et Sl (&S Ll o3 il  ssaS S US| e et s U1l 03 Solen Gl f et 5 550 Ol
YO 5i ailale 0558 b S o Olislaw 3 Jle Hsb ar dadoe QLIS 1y 550 ol OO Sl gla e 0 4S5 55105 O
Sl do by golen pl el gl aS Gie Gl A YV I e Wsdoe esly el der Ul jles
GOV I o O A U PO B P N CL?J

035 e 35S 53 Sole il (ol Slasyls G pas Olsee olol  pizman 5 0Ll 3 old Slerlsnsl 025 Vb 4 a5
S el 53 Dbl ! SUIVIVAD) & Ol i s s ol 31 0Lzl 53 OBl Vs ey 138 £ B Y 550 S 550
JE_} S s el sy Jli 00 JSYL a4 UK 5o 5 Jlo £ VL & Jl £ 51 5 ails G502 e S GV Jl
Cromed 53k 35 Slagls 5 Blas 4 s pde (s SU sledl e e 4 0Ll s Olsle nl (SUNVIVAD (i
A3L Jle Y B A s g0 Lagls RELRSERY ()ljf

\/\)'lji\fl_g Ohlaw o0 L5 ¢ Ja_}z'.é()\ﬁl): S s J@l:ydb \/\J'lj?‘}[l.f b iy S, 5aS 53 Ohley cpl 3l Ao s OF
S A ety Oy 5l 3 5 Gl 58 5 (5355 e 53 01zl 53 Ol ol 51 45340 51 i s sle a4 Ll o Jla
Al D g (s ads L

O w5 ylow (raadeid Ololud!

38 ko 4 S g Sl itk

S 5 @S ks (goa) olSas 5 el SOl 5 S (i oSy o 51 O il sliael (6853 Ly solen a3

:::Jf odalin ol

w@ﬁ&rwﬁ‘qgwy&?x‘wfvhk}wﬁ&u Zw@el{:ﬁubjﬂ\.i)dl.ejgjbjrjw—\



S 2l I sl ge il g (e 5 A5 Oy 3 e s S St b S sl 1 el L3158 sl 1S58 5 oSDle-Y
SSRGS
Ol Sa s cobs c 8 AU sS: old (goae 5 Sl 5] el

S0 sl el (S5l

S0 kel 35 R 981 51 BN (o

Positive NBS
Signs andior symptoms
Family History
Sweat Chloride Testing
1
| | |
260mmoliL 30-59mmaol/L =20mmaliL
EFTRGIIHF:M
| | |
2 CF-causing [ CFTR ganotype undefined or known MVCC ] No CFTR
CFTR prtetions
mutations *
CFTR Physiologic Testing
NPDACM

I CFTR dysfunction | v CFTR function |
Equivocal DrEsEne

Testing Unavailable,

L 1 i v L

CF Diagnosis CF Diagnosis Not Resolved CF Unlikely

[

28 slow loyd 5 il L b g 1 b Olofudt
AL e G e ol pasiiS S b S 15,8 IS Ole (55 05100 )
(MEQ/L) 2 55 V15 ST e\ 51 o b sl IS = e s —
(MEQIL) 2 55 0W5 ST e 08 B e oy JS = Sy Gl o o —
(MEQ/L) =d 53 OV15 (ST ke YA (Ssloe 5 5208 IS = Joims 108 Ol o Soloe -
S e By e 3l pe 53 i ey D] S Y
53Ol e e 5 e L el S B e S &S (635058 53 5 Solen b Aol g CFTR Sy & Y
33 8o o3lieal 3 gis ol O gl go 65 olal 2 45 dr (lgile s Sty cizmen 5 o planil 5 siny gleSbol>
LS Ll 51 2L D e a5 (s 636 g she 0 pm5 53 V3] llad Olspe e

s e Ol Gl Sl el VY 63 JU 5 s 68 851010



el Y Soles S5 08 s s LVl ( Sl Vo o 5l i CF & anisls cols el (gl 0 A3 (5,8 o3l 1

(OGTT) eas Juss

S0 G50 5 Sisie oLl St s (Sl o 5L SO bt a5 i s J1S L G UL plil Y

@H)ubl_af).:uu):MQ‘PJQ))‘)DW) dﬁ)bb&%)b}@fuﬁeu‘uu*]& Lsf"ﬂjw‘rl;u\ A

(A2l stie (S VBE o 5l o) plo

Oloys 4y o> Olsr Slisl Cgr momed 5 (S 31 o= Olaj o 38, 6l ad3s T s 8

b S s (GBS g ol s

50 S IS B ole s (Nitrogen washout) ¢l o Jl e

(Sl 031)as 0 L (cardiopulmonary Excersise test) 5,5 <o

34 Gaass Gl bl p Olpad (g e gl

Cghe ay SUE S 03 s S 4 LSSl T BT el Sy ST Lelen Sl g L bl i8S bl
sl

s 5 052 53 (IRT) 03 s 55515 5 500l (6,5 03100 wlial 1 0155 oo 1y CF S 0l 5 CIel 20015 5 o KL 2
3355 O3 53 s i3 (L ptue JL35 e ol T L e sl (6 KL 2 pled) ols asts add 550 DNA
bis |y orles s Sae Sl S 5 Loy 55 1) S 505 A 5 S (S fl-<'~’° 355 SR 35S Sl Ll e

Dy ed el Ol 5o Sl J s e cnsas

AR

A

AY

AY

M

No

aloye

w\ﬂ);)lyupujsﬁJgfbulJ%M}@prﬂ?;j&é; aMLLAquﬂ\JJ) wij)ﬂcab)jbbw‘bwdlﬁ).}

bl o plonil oo @

25 50 CRCenter b Gl w550 ply 655 50 53 Ole cpl 3l 2310 ©

Ol o st JSAS Ol S e el 4 (655 e Sl 23V sls s ) o Dla YOS s &S (605058 52 O
5 bl &, aas G50 Jold o5 cpl ekias S glael siis Cuns el Sope & Olle S s
(Flarl Jode [5G kil Gl F 558 8 S Oy 8 G IS5 5 JUbl IS 5 LS5
Slow 3l 5 o350 oLl L Dlew colis sk 4 o b sl @ 3Y Adle WLE01s, 5 48 aase
2555 0des w0 )

SlS 5wy paans G5 ol 53 e AL Jlew YO 31 28 oS axl o Objlew sliss oS Jal 5 5 O
s o ol

Oloyd b (ogee GBSl @



s ohe s sl Jw'yj 5 S5 4y 05,8 SL by gor adsl SLol Jels (ol yasels 51 day 4yl glslo
el ol ot Ol 53 Hlagy (o 4 4ty DGl YUY s sl oo olem L) Sl e sbe

.Jjw

9 oloye

lazal dleys -
Metered dose ;i eslicwl.s 5 s ool Sl kS (olome 03,5 aSldon 5 Lagls Ol S s 5L Olays
Slasls G as ol 5L 5y5e Ll dex 31 Mesh nebulaizer U o) 5w 08 55Y 50 sleal&ens L s inhalers(MDI)
S5 5S JUibl (gl SPACET L ol pon ads 5 2ol 555558 5 oy 5 555 1 e Lagls 5l amy Gliaal Cgr dilae Sliszll

3.3"':’;5" oaleiul

oalanl 3,40 du‘g)‘é -Y

SIS p b Jglons @

(Recamendation Grad B) coul sid 4o 55 Sl 5 51wy s 55 g €35, 50 Y-8 AV o3l 52V 05 5 eslizl

(DS 2+ S5 5 et ) o Y G5 e ik Jsbons @

(Recamendation Grad B) col sid 4o 55 Sl 5 51 ary adsss 5 5 g €35 50 Y-8 AV oIl 52V 55 5 eslizad

éu&»‘wh‘ﬁj o
M 48 ailes Shhlew 0le,s (Recommendation Grade A) Jsl st glagls 51 slimal o ulel o
o;Lé.:_.N\<=J_<?L:»T"~~ Cela VY 8 Ol 4 Ol 3 ole S o pm 4 a5 dies olsa slgaly 55 ol 5093 gy & gl 55518

- g

Dray Powder ) s, g0 ol dl s il (el FDA 3G 5 50 45 ool 515kl 55,15 TOBI-Novartis
BB 55 8 S dle A s 515V Osley (sl eslinal BB aS 5505 13 5558 Jsls cund ) of (Inhaler-DPI
el o3l

el ol 0305 s 55 L gl Jgdr 5 Ll s 5 &5 S e S emmles 23l 088 L3 5l ,Ks slagls @



19 Sledl ) il kS
s ) 5 5 (555 I Q,l.\ipa.{;m{.d,.wl st s 500 Lol e s andd B3 5 ol S esd Juld Oleys ol @
s deo s as Ol B 5o sl
(VESE) oy b sl dilen Loy 31 oolitl S SaS Sl 5 51 a4t & iSOl 5S1 tilan Ly ) eslizal
Ails Fse 5 e sl ) Ol 5 adss o
S isie sl e Ol @
0 5 Se ! (555 S5 g 55 Fard Al andls bl e 5o s Ol oo e (Solen slaaili s We &S Shlesy 53
530V s BB Oller 5l (ol 4 81058 oS ol Dot Sl S 5 3500 £ Ol 2 Ygone o 3,15
Sl el s Jls SLS il 55, 18 3l Oleys (Sop55 Jsb oS 55 0 4o 55 Vsane Js dons o OLES (635082
S2013 53 3 S 5 A3l U3 3T lisags s S sie Jale 4SS50 3 0 S0 015 e 5 S0 b s e Y eslind
33,50 295 30 VGl s Dse & sk 5 el
el g (glald sie Ol 3 IMie 55 Hlp YUY 35 (S5 Sl 555 b s ST Sl pdny 3550 3
s e s Ol S5 50 53 5 5 kel 55515 2L (MSSA) b et ol il s ale 4555 50
33 8 o3lial S50 8 Do s 5 e la ySSls 51 3L (MRSA) ¢ 5l
Db ey ad3s N el 5 (6 R el S ey Sl 5l s s S 5 Ol pu 5l e aS Gl el 4o

-3 44 el (6-Minute Walk Test)

1395 GBS g HT Lawgi oo
Sl adlEol 35 5o AT Sl s olil y ol oo S5 g ST bl Al asls QISGl S 5 50
0S5 5 5 bl s 55 355 5T Ugess sy 5 0 (glnaid b VAT ok gon ¢ g0l Slaal 2 ol ol
A5 35ad S iy CFan 0Ldle (ks olSiss 51 STyt S ST L 015 a1 Il g8 53 ol plabe (sla i
ol b s e s ol i b aaa Y s i Oleys Cde Jgb 3 S 0Ly Ol e e |y ol ge 93 5

sl 0 ‘;“‘“:S R ‘-JJJ"' 03 Ake vS\)? 6\.&;,@}:4&41 .Jﬁf S92 o o g5 ﬂJLE.a P pd



1CF 5 skowt o (51395 (Sl g T

ROUTE ORGANISMS AGENTS DOSAGE (ma/kg/24 hr) MNO. DOSES/24 hr
Oral Staphylococeus aureus Dicloxacillin 25-50 4
Linezolid 20 2
Cephalexin 50 4
Clindarmycin 10-30 34
Amoxicillin-clavulanate 25.45 2-3
Haemophilus influenzae Arnoxicillin 50-100 2-3
Fseudomonas aeruginasa Ciprofloxacin 20-30 2-3
Burkholderia cepacia Trimethoprim= 8-10* 24
E.LJ"&J[T'H'.}I[JKHJHlH
Ermpirical Azithromycin 10, day 1; 5, days 25 1
Erythromyein 30-50 34
Intravenous S aureus Mafeillin 100-200 d-b
Wancomycin 40 34
P. aeruginosa Tebramyein 8-12 1-3
Arnikacin 15-30 2-3
Ticarcillin 400 4
Piperacillin 300-400 4
Ticarcillin-clavulanate 400" 4
Piceracillin-tazobactam 240-400° 3
Meropenem 60120 3
|rm Fu—!r'.er'n—:ilaslai n 45-100 34
Ceftazidime 150 3
Aztreonam 150-200 4
B. cepacia Chloramphenicel 50-100 4
Meropenem 60120 3
Aeroso Tobramycin (inhaled) 300° 2
Aztreonam (inhaled) 75 3
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