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Pulmonary Surfactant and Related Respiratory Diseases

WANG Linfang, HU Xuefeng*
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Abstract Pulmonary surfactants are lipid protein complexes produced by alveolar type II epithelial cells,

cover the gas-liquid exchange interface in the alveolar region. They are maintaining the surface tension of the lungs

to prevent alveoli against excessive expansion/collapse, maintaining normal alveolar morphology and perform-

ing host defense. Defects in pulmonary surfactant may cause a variety of respiratory diseases, including respira-

tory distress syndrome, interstitial pneumonia, meconium aspiration syndrome, pulmonary fibrosis, and alveolar

proteinosis. This article reviews the composition, anabolism and function of pulmonary surfactants, as well as the

relationship between pulmonary surfactant deficiency and respiratory diseases, and provides a theoretical basis for

respiratory diseases caused by pulmonary surfactant deficiency.

Keywords pulmonary surfactant; lipid; pulmonary surfactant protein; respiratory disease
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1 FhaREE M BRAILE R FATh e
1.1 FhREEMYIRAERK

Jit 2 TH V3% 14 20 I3 E Q0% ) g o F1110% 1) 2 11 I
. Hor, g5 5 80%~90% ) i i (phospholipid,
PL)FN £92%[¥) vf 14 i 5 (neutral lipid). % g Bk AH B
(phosphatidylcholine, PC)EME AR H & &, 2905
70%, % R 1% i 9 H il (phosphatidylglycerol, PG).
1M AEPCHY, = A5 Hie) 1% 1% I % JIH #(dipalmitoyl phos-
phatidyl choline, DPPC)FE NPCHI EZ K57, 1550% LA
EED. S4h, MR EE N EE RIS EEA
A(surfactant protein A, SP-A). SP-B. SP-CHISP-D4
Ho SP-AFISP-DAE/KMERINEHED, B THE
FEEARGR R R, 505 R AE £ B B A
KB4, SP-BFISP-CAE B /K 3R e P8 H, 585
— IEAE AN 5 WA, LE RIS B4 S0 8] W] DR KR AR B )
FasE 1™
1.2 FhsRmEE MRV TNGE

JIFS 8 T3 P 420 O AE WP Y o R R v 3l 1
Frh g v, HAR SRR AHE: (D)W, il 1 3 14
W5 T 18 T 3 A B L o 381 < 1, 78 e il
TIX A ()W, Ml a1 B R AT R 4 1
(1) 22 JE L4, 2R THVE MR 6 e YE R S 7S,
BB AR, H 75 S — LURR i 1 il 3 T 14 0 o A
KEE RS 53 RIE M KR B R AR 2 1 ok
715 G) RIS S B A i I, 2 1 v A B o
i, AV T T i I 2 A 7 i I X3
12,1 AR EFEWMDTAS MGG R
Yo g BT B AE D BRREME — B AT FE I #
el g 25 B v IDPPC 5 I () 26 TS 1 B 1)
K %o DPPCE—Fa Mg, H& 8L R
T P 5T ) 40%, 78 IR, DPPCAE i3k fiti 22 [H 3 14
VA SR TR 1 2 JR B A5 K, T AL v 2 1
5K 3, B 1 PR i Y I A R TS PR
Joa Hh, R BT A 5 i A 2 R AR i o e AT
FRM, HHEE S R ZHIPG, A& AN 5 R
W7 R 7, e T2 01 A SR A It 1l M T
7H (palmitoyl oleoyl phosphatidylglycerol, POPG)HJ I
il {12 78 TollFE 52 4£ (Toll-like receptors, TLRs)"H TLR2
FITLRAM V&AL, b4, POPGXS WK 38 &5 i 755 7
(respiratory syncytial virus, RSV)F H 2 it J8 I 25 (in-
fluenza A virus, IAV) B A HU 54554, POPG A 7E4H
PR R B S B IS 400 R VR T 2 1 BAE  fi 5 2 05 1Y)

B,

122 FAWWEREEREOGAE  FKER
T 375 % 5 1 SP-AFISP-DRE W% 1 5 fiti 748 7 i e 32 Al
PRI il 6o 52 3 AR 12 . SP-AFRISP-DH #: 5 .4
2 B R EEAE N I 2 A CE P AR BLAE L ORI RELAS
B2 IR TR S R 2 M 3 T R e 28 S TR A4 1 AR
KM, SP-AFISP-DEE F Hif 4 fC-3i it 5 3R 45 1 42k
Pooe Bt SR Mgl E _ERgARTE ERRES &, P
SR 58 B B 8 38 I )P e 32 44 (Fe receptors, FeR)
N 21 4 g %I 4 52 441 (complement receptor type 1,
CRI/ 3 ELWR A0 Mo 7 e /e, 75 B4R B g BRU Y
SP-AFISP-D ] DL 545 Toll FE 52 . 5 W 28 [1CD91
DL AE 5 15 8 Hal(signal regulatory protein al,
SIRPal)%5 4 il 22 [ 52 A4 25 &, FF ABUAE W e AR R
SR 7 SR S B s R . AT SR TR, i
Bk = SP-A ) B4 2 3 B % b A2 RGP, 2%
PP BRSP-DEE R (Sfipd ) ¥ /I B 23 H B 368 98 hE
F B A, T A AR = 0 i 2 T v 470 o
JEAR RP, G LeAf, fEPRIEH U R I T SP-AHI
SP-DiX Py Fh 22 i i) B AR B 1, BAT IR D2 0
PR A JEBIR F 5 IR S B R i = 975 A ) A R e 92
o R, H ARG, SP-AFISP-DTE fili & 4L/ 11
F R — NS ER AT 5 S o

123 BKHWEA@EREOGAE  HiKER
T ¥7% 1 71) 2 (1 SP-BANSP-CE Jifi = T 3 74 470 Joa X 1)
T B R € Hh Kk 5 55 B AR P, SP-BRISP-C
5 it 2 THT 3 4 0 o Tl i 2L 3B 0L I, i A7 AE AR )=
£ (lamellar bodies, LBs)+, LBs7E A= #H il 3 T~ 43
J&i, A% DALAR JZ 14 51k (lamellar body-like particles,
LBPs)JE PR 47 %5 S O 45 4, JF oA ROt iz
B il i <R I, X AR 5 LBPsAh K I 5 FH SP-B
HMISP-CHIAFAE K LD RERASFH VIR KT, TR
th, R TK ) 2R S B AR RO A AR A, AT
R 423 i 2 [ P S5 P PR RSO, SP-BAE
ZIRARAE W IR R BB S R TR B — AN IR, PR 5 A
LW 32 I HIE BB K S, REMS fie 1t 3 i v 4 I 28
A s 2 TV A ot i 5 I 2 [R) BRas I A Y. SP-C
TR T 5 T AL HE P AH B B =R, Bl Cyss
MCys6, AT HI B AR AN ERHE AL, BE TR,
TR AR 1t A 0 8 S A A B T IR K SP-C 2 Mg
Ji 55 5 1 5 1) I AR, ORAIE WU S 1 B AE s 4
o AR o) 5 B R, SP-BRISP-CXY T iR i /2 <~
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Fig.1 Composition of pulmonary surfactant
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Fig.2 Synthesis and metabolism of pulmonary surfactant(modified from reference [31])

VST AR B B (R R, R g R IR AL
K1 TS ARk, BT Rl DAE A SRk
PN ALITE i, N B Sk HE B FLEE |, BT DA
AT AW K Rt {1 3 it 2 TR 3 4 42 I i 2R S S T Y
W 24221,

W Ab, 1E B B SP-B(Sftpb ™ )it % 15 1 1% Sk
/N R B SP-BXT T-SP-CHI & i A 5 (1 1E H,
SP-BIfj ik 2k 25 G B SP-CHIA R (A 1IN TAN5E 42, i
— A T B A i T R A SP-CPY. SP-BA
SP-C 5 PRI f 0 A5 H 2L IE R, SP-BI k& T
FOBAE /IS BRI 2 v 27 B ) i R SP-C(Sfipe ) 4x
S EUNRAE AR — B[R] P R A B AT P il
KO IGIR ERIL, N HSP-CHIsh = 2 5 8018 1%

il ) 5 A o

2 FhFREVEMIREE B S

Jits 2 T G PR 42 O DA O R e SR T ¥ e R
JoRFR & 1 5 7 A YL 17 440 ) P 5 Y R T
H A7 7 5 350 R SR 40 B 38— 2 AR R 2, 52
A PRI 53 B it 73 8], £ S 2 1R] i DALBPs
ol B IR 6 49 (tubular myelin, TM) T 204 24t W% Bt
FIWP IR 2= S —7K FLIHT, T B 5E (1) It 2 T V7% 4 40 )i
JES o TtV TI R I B &4 e AR i v 00 4 i 2 3 R 3 1
IS 2% TR 3 PR A DO AT HE I B TS B, e S8R
TR 3 P4 40 Joi 2 73 3R AT P40 P R P 4 P A1
2).
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2.1 FiREDEMYIRMERSEE

il 2 T ¥ A ) SR Jo A ALY B R 448 i o)
AR PR AR, — PR AE R Mk A R
wie, nAh R REEAM AR Wk E g
FETE W TN A B, SP-BSSP-CA G 22 21 i /K
F-Z k@At NLBs, BER 28 #is B
FeIZ BILBs, EAITLL v B 3 7 AR 2 i 2K ] 2 i
17 {ELBs %2, ABC¥% 12 & [ (ATP-binding cassette
transporters) % % HH IABCA3 /K fift IATPHE &= RE (e 3k
T B 5 2 O AN PR, B8 I R[] % as ke B
FAE . BRI, ABCA3H iz afe HXal & T3
s YEITZRY b B 248 0 A e ) UL T 7% A A A P A
T2, ABCA3R] DLiE i 1 4 JIEL [ B i 5 oo R4 5 2 A
(sterol-regulatory element binding protein, SREBP)[% ik
10 0 T R TP P 7T, A o A7l AL ] e R
AP SP-CRAL S H B IRUEAR %, Bl SE g
MEAREMENRR. B, SP-CAIfit2 5 7%
T4 el 2 T A 2 5 MR T S EBOR B AR 2K
P2 1 SP-AFISP-DIF A5 N L, i R id G 5 bl 5k
W5 ZE AR A, AL S IR b Bz 4 it 1) P9 5T I e
BEAT, B AT A R AL LBs It 17, L%
B TR AR TR CT,
2.2 FhEREEMYIBREI 5

At T i 28 T 3 4R A0 Jo s ) A T R R
WSS T 9 RO L o, T AL A 1 2 5 B0 B ot
PN 5 AR PR T v, 3K A i R TV 4 A 5 4 Y BT
W T BB TS S0, CatE T il R LBs5 i JIE fi
4. LBsE L& 5, ATPA S 404k 1 Ca® kN
Rl A 5SS T B P2XANE WA A7 ARG E . Rl A
WEE I Ca™ BBl & LY 5K, fEREE S BL, Wiah
HEAMPLBIE AR E ARSI, PahE
LR A W 2 5 SO FE I A e A, et i = 1 3 1k
VIR T o LB AE % 447 M 25 1 375 2 490 Jo B %6 Bl
JEARRLAR T ORI >R, JF HX LR A 5 <
VO T H A 3 T P R A 2 T — ELORAE R E
HFE SR, For i iRl — AN I g AR R
e JEE R R RO o I 2 1V 1 A SR TS W B 21—
VRS, I HARGE S Ay B, R R AR T P
fii. SP-BFISP-CAMXZ 5 W It A sl A%, 1 Hoik
Z HIBHIE SO AR E P il 3 s PR o — Bk
LBs 7y A tH R, 2 v PR A IR At 2 T, i A 188 Al
RENS A RO W B 21 = 5 i e e

2.3 FZRE AR A PERRFIEIUL

JIts 2 THT 3 14 40 J52 = B 2 WP R A B M IS 2 T8 i
PEA) 5 5 B LBs H 43 25 HH K 1] 56 4 (large aggregate,
LA), /NAZE 4K (small agglomerate, SA) I WA =47
oy B R, e £ M LR S AR, B I
bR AR N A IR B A B B, i D
05 2 8 RGBT ) b PRI TE Y O R AR . E AR
1+ 2 AN B 4 I 305 A o B SR S L T
— L Jffi 2 T 3 PR A7) 5Tt T e i U 2 o v R
I, I 9 v it R T 3 4 R ) AR AE TS DAVE DR it 4
R 3 ) AR B SP-AANMN BE A% 1 it
S TR B W R, T HLAE R S 4 i 4|
A6 B 42 A FH K 1 775 B2 Mg o A0 ik R 1 Bl i
FNAE A FI i 152 SP-CFISP-Difi %, SP-CHISP-Dif it
XTLABISAZE f e Bt FRHPE F, 2 5 il R 1
S /Wi e QO P s W - =3 T e TR R e =g = A e
T Ja RIS WA N Ih R s e S R g il
TR bR B VR, AR R I 2 T v 1 A o ) TR i,
9 RERHRE 2 1R 0 15 75 SR A HS e B, I 4 i ]
DA B I 2 T 5 PR 0 B, %) T 4 R fifi 2 1 3 PR 420 o
RS A BB . kg - B4 i 5 7% 0 B
(granulocyte-macrophage colony-stimulating fac-
tor, GM-CSF)#2 7 T 14 PN 15 [k I 22 119 14 0 I ()45
TSI, BENS I I S A R FABCG AT
ABCA1/" 5 A1 N5 BOIE [ B AN HEA . st AR 72 30,
#3352 1 (BTB and CNC homolog 2, Bach 2)52
I 240 L P A 5T PR, = X A B 2 R BUIM s
MR AN E A R

3 FhREEMYI B X IFEINE R TR

UORG AR, Bl o 7™ ke 8 45 I L 4 1 il 22 1 0
P 4% By B, T Bl T 3 R A S T
B _ERIThRE S B S E B, R, iR T
JRAEA B B B A 2 o i R A8, & S8
PR AR R L. RG24 R
U0 4y R 2 5 il 2R T P R A T B B R T
S, BT T A 5 B AT B SR AR A 5L
R SRS
3.1 #FEJLMEREFIBLEIE

NRDS /& — Fft 7 5 [ P IRGE 20, B R AT
UEGRDF37 /8 A I R = B, AR A L ERE A
OB (R B W 2 — . 0 Rl T B
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BRE ARG, GhZ R EE Y B, B e
105K 77, AT R AR il AS KB NRDS 2 — Fh 2 (1)
CEEAIE, FET R ABIT80% . W TR B, il s M
W51 35 4% 5 B 2 5 BONRDS, = %2 J5 RS2 il v o
SfipbIE K RAZ 5| FLSP-BAN £, ABCA3MIZRAF ]
e T BINRDSH AL R =1, 2 5 30 v Jifi T 1 1)
B s PR TNk 2. D0 T 5 5 R S P R B B
FHEHS . N2 IR R R IR G BA e
Jo A i, AE S B It 2 1 VA S5 SR e 2 0 it v
B A 36 A A UANE g, 8 I TR R HE RS 2 3 3
AN R o A ) LBl ) L B8 D) o PR i - 34k, Ak
YA i 2 T A o AR PR A AT B A LR
CREEMIZET R AR 1 50%
3.2 REMANGEAESIMMTREELEEIE

Jifi #E W N\ %5 A 1iE (meconium aspiration syndrome,
MAS). SR E 18 2R Gk (acute respiratory distress
syndrome, ARDS)%% I 595 5 it 2 T 14 470 o g I
HIBREE A KB, MASIEFR G J LI AR IR 3675 G4 1 F
K, SFBURTERAEPLZE . Bl A RIEM — R 2 5 %
AT, T iR FEh S A R E R IE L H YRR A
BN, ‘B2 5w PR o AR TR, )
B INRERIS, e 2o I EDPPCAE ik v 1k
oy o Tt s 0 B A R R TR 1 2 1 2R, T A 2
THD V% PR A0 o B 4 i D3 3 32 A VU B A0 )

IG5 B2, DN 5 i s 2 TV PE 0 o (R M . ARDS
FE PP B (PP P I, 50%~T0% (1) i A7 A T H
RIARZE LA, REIRORIAS P D BE P RS, ARDSI KA S
VI 2 % B [P0 A R, FET -2 51840% 7%, ity Iy
b R A0 5 W 4 i R T A o B A ey
W A B A2(secretory phospholipase A2, sSPLA2)7Kfi# o
5T R BH, fEARDSHH A, At A1 iIsPLA2 7 & 1 =y
2> S UM 2 1075 YY) U IEPCAIPG & & W 3 T,
sPLA2 1) 5 i 1 i P A Jod SR Al A o070, A5t
Ft % B, SP-BFISP-AXT T-ARDS H: % HHsPLA2/ S (1)
PCHIPG/K fift FL AT G 4P 4 . AL, ARDSH'SP-B
HISP- A [ ff 25 2 Jim Fal s 28 T ¥ 6 40 Joid (1) 437 493 1721
3.3 &MY

¢ & M i 41 24 4k (idiopathic pulmonary fibrosis,
IPF) 2 8 5 LA B3 7™ B 0 AR5 6 ke [) Jo A il ¢, A5
K2 KRNI E IR 7, il 4F 4Eql 2 — M+
SR BB, R T A A AR B AR AL
A AR B T R RS AL, T AR, IR g
) J5 T G R A A finh 2 RDAIE JE 2T Ak R A 1 JR TR 22
— 06T A il 47 4E AL 1) BB B, SP-BAISP-Ciik =
5 BN 2R 1 7 PR R kA T Re RS, i3 — P BB
KTk I F E A IR AT R T ) R S
5| Y B R AN Ak F 24 T BU Dh RE IR Ak, 2 AN 2E
IPF ) 3 L0 JEL RIS, A, F 58 & B, SP-CIA S

R1 PREDERYIRAS . HREREXIFIRE R R

Table 1 Component, function and related respiratory disease of pulmonary surfactant

oy Thie HH IR TE 9 275k

Component Function Related respiratory disease Reference

SP-A Pathogen binding and surfactant Lung infections, ARDS (acute respiratory distress [2,46]
homeostasis syndrome)

SP-B Fast interfacial adsorption and inter- NRDS (neonatal respiratory distress syndrome), [47-49]
facial film stability congenital PAP (pulmonary alveolar proteinosis),

IPF (idiopathic pulmonary fibrosis)

SP-C Interfacial film stability IPF, ILD (interstitial lung disease), congenital PAP [50-51]

SP-D Pathogen binding and surfactant Lung infections, COPD (chronic obstruction pul- [3]
homeostasis monary disease)

ABCA3 Lipid transporter, biogenesis of lamel- NRDS, ILD, congenital PAP [52-54]
lar bodies

Nkx2.1 Transcription factor, development of ~ ILD, congenital PAP®*! [54-55]
the lung

GM-CSF Responsible for the removal of sur- PAP [56]
factants

Phospholipids/ Maintain alveolar biophysical proper- ~MAS (meconium aspiration syndrome), ARDS [57-58]

cholesterol ties and interfacial film stability
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TS T BUR R S R A R 51
IS, 3% 5 il 48 S R A P 2T 4 Ak A
34 fHBEBINIRE

Jiti ¥ 28 (1 TRRE (pulmonary alveolar proteinosis,
PAP) & — il A 01 R 973 WL 10 08 1 il g Y, FLARRAE
B it Y6 R firl v 5 0 R PN PO RR R AR AR R,
o5 | I L R i A i 40 S S R R B ) Ml 3R T
PEVIT . PAPELFE — RAUMR EVE YR N Fa s &
fil, AT NS RYEPAP. J5 & MEPAPS 4k & 14PAP.
J7 R PEPAPE GM-CSFAE 5l % A %, nldt— 50k
H & % PEPAP UL KIS A PEPAPEY ., [ B % f% PEPAP
2 B TR P L35 L GM-CSF I H A 7K S FF i 17 5 35
A P 7 o i 4 T 9% A 470 o 5 S 1, 8t A% PEPAPSZ: H
T GM-CSF3Z A5 (R 548 5] e (1152, 4k 2 PEPAPII K
AR T PR R A R S5 R R S S
T RS A 1 B D R R R R, S R MEPAP
5T 25 A R 2 T S M 5 1 25 TR L4 Sfipb
Sfipe ABCA3ENkx2. 15375 5| #2154,

4 EES5RE

3 AF K, R4 TH 3 0 R A RS BT RN
S I 2 TV 0 R A0 2L B S A R, £
AR U T 2, e i R 30 5 0 3 T4 400 A
SHITERT . AR 6 ) R e e, 00, o EEAR
L M 052 105320 2 3 i 0 ¢ i 0 B ) 4 2 T
T i 2 T 97 0 O 1 2 K AT o B i T
TR0l 24 Y 40 A 9 2 4 R BRI e, E
it B o, AT AN R : 25 R T
SR (R I YELIIRY F  T
i YRR I i e L RN IRV BEAR, R LR
SR ) A N TS, T 9 50 20 M 5 P AL
A T R AT AR 2E A A
3o 2 o 75 7 s S0 2 8 08 ) P R e e 6 i
e, 2R THT I P 0 R 5 L R A
LRI, FEMEAR T B S 7E IR - e 4
LR 5 4T 2 ) 52 S P Lo 5 s, 3
Y2 IRV E (R 6 RS — BT IC. T A
SR 7 AL T IR, 7 22 B B 2% TR OB 9 A R
SRR, MBI ) 1, 4 N\ K o T
I A T I e 2 T 0 5 e 9k i i 4 T
i VLR 0 P, AT 9 9T 4 Pl S o B 01 IR
AT e
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