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Abstract

In the airway, the cilia work together with airway mucus to form a mucociliary clearance that re-
moves particles and pathogens inhaled by the respiratory tract. Normally, the cilia move in
rhythmic movements to expel mucus surrounding a foreign body or pathogen to the throat. The
main effects of hypotonic mucus include barrier pathogen invasion, ensuring normal cilia move-
ment, and innate immunity of airway mucus to directly and non-specifically eliminate pathogens.
In this review, we will summarize the molecular and cellular mechanisms of ciliary clearance of
airway mucus, and review the latest advances in genetic diagnosis of congenital diseases such as
primary ciliary movement disorder, and cystic fibrosis caused by its dysfunction.
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1. By

FhR A EIE R & 48 (mucociliary clearance, MCC) & IR T8 HEAN RN 25 A 90 AR . 75 Geip Al i B
JR B RS BRI AL — 1] XA R GE BN G s 1) MR ARG B A 23 ik
IR, AT DA IR AE AR Fr s 2) HEFIESIE LB RIRME 4B, @it W arA 2k 300 ) s B
SERNZ, B A R HERE SIS R [2] o AT AT — o 2L 4 1 S o S 2 A i 7 ok MR N UK )
(RIRE T, AT TE 25 5 52 3099 B A AR P ) e AL ARG [3]. MCC PR S5 18 PE SGE R A 5, I LUK
T 1 JE R R AE A FE 1 2T 4 Ak (cystic fibrosis, CF)FILALT T Th RS B3 52 3 9 R AE 1 S M £ B8 5 hg
(Primary Ciliary Dyskinesia, PCD). & /& P& 42 CF #1 PCD &3 I WAEIR[2] . fEX R LRiA
BATELS T HAT MCC R4 IR, #6R 1 R VAT Bis BN FahG . JE1h £ 4EA BUmR ML B A G HE
ERI I 9 (1 33 e

2. PCD

Tk

JR R 4F F i 5 kg (Primary Ciliary Dyskinesia, PCD)J&—#/ WL 8 S M o et iR ka8t
P B8, X TR 56 1 U e 7 JE R S A A i [4] . ST LB KU, FESH TR E T EBRES. K
ST R YL RO i 3R 5 M R EAT PR [S], Wi gt . REPIRIE Y, E IR PRR DS |
BRSBTS PR R AE A LE EA6]. £ 50%E ) LA N ISR, SN PCD ) —ANRRIR T3
WA Kartagener 24 1iE(KS) [7].

2.1. PCD 55 EEzIHE

B L RAEZAH 200 HRIZENET B, IXLLLF T AN b B AR A T A T A AR B A A A 1], 32
2z, FEAMLT B4 L[8]. B BRERN . FLRIFIRAN s, A zsthilsh, AR IHRE,
MBI TE . B S FMWEE MR BT s, W AEDIREVEL Bisal[9]. MRGEIEEhAT R
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HA G IRMhaaE N, SRTBEEH —Hil o M P W E A AR R IIEHER R 22, XL T
o Al B, EIEHRBBEHEEH, | 9 XTSI EFHES ) —BAANA S BT B, B3 T ESE S
T WA A EOLE SR IR IR HFAE“Q + 27 544 [10]. 38 BN £F B 1 1 JE 5B A B 216 B (inner dynein
arm, IDA)F14ME (outer dynein arm, ODA), H# T HE&E. FREFFZRFELA R, 4371 LL 96 F1 24 nm [ [8] 5 &
SERE[11]. Sh 3 1E A ERMRE I EA R 2 KIEEE N, B R SRR S ), R
PANHARNE R 2 3higsh . WahiE A @3 E AT EEYWE T ME RS MAEIEs), %R
aYmhEMEA AR, R EAES), EHTERS. S ERRT RS TiEREEA
FE(N-DRC)N, IEHH AR — Mot oo, KAHABI 7 R SRk, REIE e sh. 12 mfE%
(Radial spokes, RS)ZHH it FIAME RS, WiHTi3h /) E A BEs), WRLEd 53 1EaETTES
YIRS EE A BAER[12]. B T M RET BES R B A BLAh, 16 — AT 1, e Ixr4r
B IEFHHE R CHE, (HEAMAE T, MARLEBARL[13]. X — BRI IAAELS BH
PR R RAEOCAE, FER R A BRI RE T A BN A AR A4 g, o
PR E NSRRI L TR, R L DAFE B B A KA £ . R 2 DR EF— A7 [\ LA A 1
VZZ), 15 R R A AR 1 8 58 e T DASCSX AN J7 ) FE 77 A2 PCD 3R A4 [14]. 4 )i P 14 A fa) %t
AR AT AT EERE, B JUMME SHURIETT A BEaE, hE—E . ANRIZEER
IEHE A INZRAE 8~14 Ha/Fb 2 18], (HIZZN A LARE b R RIS HIASA  & 5 G AR G v 454 Frl o

2.2. PCD Ha<EH

PCD & —Fhistf& 5 i, 1ERZHUFHL T, PCD &0 & Je kb vt s e st fL 1, (Hif
X Pt B R AL [15]. SN PCD UL K S 3 in E) 51 AN[16], 1 HIX M7 b Eb K, >70%(1) &
B AEIX LI K oAy — N S AL R R R AR [17] . K 2 E B DR 1 R AR W] P 41 B A 4 4 (R AR AL, b an 2
5 4150 ) 8 BN 3 0 B R IR B TR R 2 R SR T R BUX S S M BRI s T gmES 2 5 4 BRI
AHIR A0 5 R 1 B PR R AR 2 B sh ) B AN B s VB R BB, B T3l R BB R ATP 6
LRI 3N ik, XELEE R GREG 2 T BT RIS ERT:  Imht Hh S e RIAR 7] 4 2 4 RBSGHR 43 1) 2 TR SR A%
FEOXLEEER GG, I3 BEF B SIS R 725 JnhS N-DRC & &4 I B R R A8 3 3%
SERFITIRe kG, (LB RE, HABBMEEHINSEA S KI:; FOXJL [14]. CCNO 5
MCIDAS %R 4tit i A #-5 h ORI AR SN B A R, S5 ZFuzsh 4 BRIl f2, e REE Gh
M BB 41 B b R AR B A B A ) 98D [5] [8].

Ji R V£ B8 Bl B S AH O BE DN T AR £F B T A A R B 4y N KK . — R IR B 4 1 -
DNAH11, CCDC164. CCDC65. RPGR. OFD1; — N4b3l /1 Gk : DNAH5. DNAIL. DNAI2, TXNDC3.
DNAL1. CCDC103. CCDC114. CCDC151. ARMC4. DNAH1. TTC25; = NN A5 /1 Gk : DNAAFL.
DNAAF2. DNAAF3. HEATR2. LRRC6. SPAG1. ZMYND10. DYX1C1. CCDC103. PIH1D3. CFAP300.
CFAP298; VU N5l /18 (8 B L9 3 EL: CCDC39. CCDC40. GAS8. TTC12; F N+ Siif’ .
IRSHHCEIE . RSPHL1. RSPH3. RSPH9. RSPH4A. HYDIN. DNAJB13; N AL B akHs:: FOXIL.
CCNO. MCIDAS [14] [17]. %7 90%[t] PCD &3 KN EBMLAHEkIG, REEAE. Ash &
8 B #[18].

3.CF

B2 Y- 4k (cystic fibrosis, CF)A& T ZE 1 £ 4k 4k 5 i % 31 15 1 (cystic fibrosis transmembrane con-
ductance regulator, CFTR)Z& K45 57 5] 2 CFTR & H I RE SR FE[19], I T2 A3 WA BR D REREAS , I 22 it
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JBfR s AT RS 2 A RS 1 — F i Qe ARV E IR A% T [20] . CF s IL AR B0 BEAT P o AT 12 7 AL
PRI [21], 18 A A S e R R R T ) R A [22]

3.1. CF 5SEM&

ATE R TS N — 2 B 2481 /<38 2 T A (airway surface layer, ASL), H i ) — E 1 3 TG
SRR B (R RSCRRSRE , T T — 2R VR F RS B2 periciliary ¥ )Z (Pericellular fluid layer, PCL)ZH %,
[1] [23]. HFEBEIEHAIERERFEANE, RIEFEIEEE), JFHE R0 E A F G0 BB
JEARBEAT R S R IE PR3] B IR TE V5 P 4R R UE R R Z (ASL)FEIE 1 = 2 A 2 MCC G, iX &
HLE I GUEIE . VLT 4L P I B S T (CFTR) FIAMEE . b e 43l i (ENaC) 2 i k4% CI7 /3 ih Al Na*
WS WS ST I [ 24] o BEME 2T AL 85 55 e SR 71 25 1 (CFTR) 2848 S 3 AU T- MR R A R 1E N ASL 970 WA 52453,
HCO; 73 W 98/ T RE T80 E R 3R T pH B P FRAK, 1% TR IE I 2 FEAS 40 1 19 2% K 38 B3 BOR AR SR I
FNBEJG 1) B R TMK, BB KA TARAR MR, P4 T @ik ERRE . 8id 5% A il SR B,
FZEWBIE R PCL MBIE K, A E2ZE. WY, BAEHIZH, FRERERFIK. XS
R, KRR ARG RS JEAE GBI AT, S R EURIERE 28, 1B RIR G, ROEFGE AN
T CGCEYIK) [21].

3.2. CF ®TEH

FEPELF YAk (cystic fibrosis, CF) & — Rl Yot R Bt Bt Mo, £ 2 e BEME4F b s L% S 5 2R
H (cystic fibrosis transmembrane conductance regulator, CFTR)JE K 2845 AT #[25]. CFTR & [ 5T 1989
HEHH Riordan 58K, ZEEKIN T 7 S OAKE, 2K 250 kb [26], CFTR H:K gmhd7E %P b K2 40 i
R THURES P 2235 (R PR o IR AR LT (CAMIP) TR 15 GBS 133 [27], B 7 35 G 20 il ok, 12 308 T8 30 T8 4 H A st 2
HThAE, 45 R ANEE(ENaC), CFTR A1 ENaC it #2 il /K il ik b B 41 32 B0 78 245 R A 4 ~F- i o
RAFEEEAEA, XL EZ, HAjCIRiE 2000 4 CFTR KRN A, RIERAEN CFTR I
REMISZI AT 73y 6 M. 1 Y. CFTR EHG R, 25T R MMAGRA: 11 B 20 CFTR IEH
INTEE SRR, RN TS s, TEN BN R AR, 2 RA R, WERRSE AN
BRI WLE) 98738 Phe508del;  [E A SCERIRIEZ) 50%(F) CF &2 A Pheb08del 4li4 1, B 40% NE &2
&, A Pheb08del ZRAZFHN 75—/~ CF #ii RAE[28]. 111 AL XHRH “ITHERAE” , CFTR BT
X 52 BIWIR, 62 ANREIERTF S, BEM % 8 FImIEThEE: 1V B SUWiE 4L 50 B0 257 ik 8k,
FRARGUE THIEEIE, V AL 5200 RNA 87342, [HAS mRNA &, R A2 1R 5 M0 0 st 8 7, f#1E
WINAEH) CFTR R E B, VI ZiffiZii CFTR EEMEERL. IRE CF B b % e
f)>M €.2909G>A/GI70D 47 i

4. BY5

JEUR A 2T B 18 ) Rtk (PCD) M FE P 21 4E Ak (CF) & A%t e MBI, 7 AN R AR R (P iR
DL R VRAT BIEER 3240, T 8UE A P IR VRS A IR [20] o [l 5% R WF TE IR A i, 6T o (]
LRI VGREINR N, 045 DU Gt 1 ik R 5 R AL OR A, S DRI P B R st 55 A F o
%, AR R IR IR RS PR AN, Al sRaMESES WA A AL .
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