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¥ EANE 3(proteinase 3, PR3)E RN il i) B L HIRE AR —, WY FIIRE) iz, AMUBERME 2 Fh2 20
F S FE N TR 5 SRR SO SN, S 8 P SR P AT SR A2 T s AR AR B ZE PR s i S
UL KR REFE OIS, W REAE M PIRBNARE AT, ASCE LR T PR3 HZEW) 27 D g Je HAE S0 i v] REAR FHL],

SUTER N AH SR RO I e AT £ S

KBEIm AR 3, MIRET, HHGR, SCREMESOR, ML R A, MRV BRI, TR AT

FRHES Q5 R3

P REAN AR UG JORE T T R AT 2
A, JLrhorp POk 40 i J WA 1Y 22 B IR R 1 T
(neutrophil serine proteases, NSPs)ZEH i AL 7
MR EEAEN. S8 3(proteinase 3, PR3)/&MH
PERLAH > W I E R 2 F IR F 2 — W, 24k A
HHPE R 41 g 53 % B (1 B (human neutrophil elastase,
HNE) & 2 21 £ 1§ G(cathepsin G, CG)J5, T
PERL AN i 8 R 5 ORL R IR B = 22 2 IR R A
fit. PR3 REFFAME 2 FPd AR T, ANMHEZ 5 KK
PPk GE PR SR, Ty ELAE IR R R A
SO0 T HES SHREW, 52 M8 RIETER
o5, Il 8 1 R ZF S (granulomatosis with
polyangiitis, GPA). 15 1 Pl 2 % Jili < /i (chronic
obstructive pulmonary diseases, COPD). fili %& i '
£1- 4 (pulmonoary fibrosis, PF)% [k 2 Kk % 1)
FHIG,  AIREAE A IR LRI PG AL, A8 T
ORI, ARSCHE PR3 S JLAEAH G5 1 7 AL
THEAT SRR S IR, LU BL PR3 D #E s 25 4)
TER S NS BT HLET

1 PR3 BYER4FMH

1.1 PR3 BI4EH
PR3 {1 222 N IEEFRREL AL A, H=4egik) &
24 B AL IR 1 AN RIS o BRE, TTREAS B AT
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SR CELEE 6 AN AT B TS, A TS T
A7 5 1 2 22 (histidine, His). K 4% % (asparagic
acid, Asp). 2% MR (serine, Ser)dlif, 7T 21 B
WSS MR IERAL. PR3 b5 A7 K A Wi fi% (asparagine,
Asn)159 H1 Asn113 PIMFEEEAL AT RS2, S2. ST
A7 g PR3 [P4E S ER. PR3 LLICHE P M )5
LA, a3 e - rE A et oA e
PsATE, B 8 ARk AL, TR 4 X1
P B R R PR3 DRI R ATk i o 22 (1 R S5 AL N
4 X B AR E .
1.2 PRI HmERIE

PR3 B A7 Hh PR 4 i (1) R kL 5 B
12 4 M R I SE A A T Pk R e AR T, BRI AR AR T
RN R b /N BEAl, WEBRPERI A M. IEK
M. NN, N R i th ] Ik PR3 G
fish PR3 (18555 DR 2 — A s 40 it £ 7 o) 385 DAL 1 12 2 3
K. PR3 s s/ B BOAN SR T ks 4 B B A
L ERAZ AN BT B, A0 R 4 R B

* KRR B (81171599), AR A e A A S R 1T 1o H
(2013KJICX0087)FH) " R B 2% Befe b4 1) 7 A1 BA 3T H (STIF201107) % 8.
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PR3 [P/ R R4l i & B B IR e s oK
FIRHEE Ja 7K % A& PR3 G IR M S 42

2 b P ORL 40 A M R AR ZE I T o (tumor
TNF-a). b 4 K W1 B
(transforming growth factor-B, TGF-B). [1 /" #
(interleukin, IL)1. IL-8. IiL/NACIEAL IR 1. 40 B
JEZHE. AMAS 2% B 5 U0EIN, PR3 3 il 340
g, A7 PR3 LIALEANMBE B, RO )
PERLAH B A PR3 Rk, i& 4k Mok
JE2 1A 1¥) PR3(membrane-bound proteinase-3, mPR3)
SEARIEI 5~6 fi5. HJE AR 10 MR 40 g
mPR3 AT HEPEEL mPR3* Hpk b 40 My LE i AR o
FEAN BRI b R 40 OO 17T 52 5% M. PR3 BE4S 57240
Mo fisE |, 3X 5 2K T %4 IR (phenylalanine, Phe)166+
55 % MR (isoleucine, 11e)217. {72 R (tryptophan,
Trp)218. ¢ 2 IR (leucine, Leu)223. Phe224 #4) %
AT 5. PR3 B4 & v] AE B B 4 0 1k
PU JR (cluster of differentiation, CD)16 #1 CD177
(NBL) A7 9. 24 D41 0 B5E 1% [ 0 A 198 i 1t JUL
(glycosylphosphatidyl inositol, GPI)%# i ), mPR3
B, CD177(NBD)BHYE4I L, PR3 FKIA RGP
KRRFEE©, APk gn B id T2 S 10 PR3 R IE JF
AT WAL E R, T2 5 W R o 22 2 MR 1) 2 i
AR, AR T R BORAE IS B0 R, B Y
PR3 W LLAME. PR3 (R4 T LAHI 55 4 i x4
T 40 1 AR B AN ARG R0, ANt n Rl 28 i
AN

2 PR3IWIEYZEINEE

2.1 PR3 RYIEEM

Hh VR4 R O AL FE PR3 R A IR 2R 1
FIZH AR 1 20 8 b Pk 40 i Y 4155 478 9 (neutrophil
extracellular traps, NET)i75 i 1% k&9 L & . PR3
REH ORI B PE AN 2B BRI . AR == VR
KIGAFR BB (BRI . PR3 &0 iy (1 1
F i B0 A0l FL 7 ] b 45 5 7 40 T K 40 M L, X
S54RI REAI A B A TS s, IR IR 2R Ak
FUTCHE. e R M A IS, PR3 REAE S HTB
Jik(human antimicrobial peptide, hCAP)18 Jiii T i H:
WEWIER LL-37. %2 JIROT 5 =2 BH M e R == B vk
PRAAIR 2 T iE T, S P BAT U R BT
PE M. PR3 eI T A R R 46 i 2 JIK (human
neutrophil peptide, HNP1)FI4JE i HNP1, Z5h

necrosis factor-a,

PERLZH B 9 Z5 RS, mPR3 3 A A Sk 40 1 (1 — A
RGN Z AR, 2 54 R0 B (1) 2P,
2.2 PR3 AR ERRAIKEEMY

PR3 el 2 R Moot inehdEsE . =
MmO, WEEA. FEEDR. REV. #E
W RS A 0%, IR RE PR AR RIS B L1
EEEA. WEEA, MmaEA. BEA. A
2. I M I A9 IR ¥+ (von Willebrand factor,
VWF) S A K M, (EAREAE R TR T AR
JEI. W& RFF ORI ) PR3 VS MEM), APk
pH A f KM BEEPE.  {E pH 6.5 I PR3 RS
B E RS TR HNE A9, {HAE pH 7.4 A1 pH 8.9 It}
WG EL HNE 59, fF pH 7.4 I}, PR3 P& 41 85 1
[FIBE 71/ T HNE 5 CG 2 i) 1EPA PR3 ik K
KA TE, LESEM A N T BRI . Bk B
R BTG — R B
2.3 PR3 M RAEIREAIFEER
2.3.1 R4 R in T

PR3 7] 24 fif 35 A TNF-o IL-1B+ IL-18. IL-8
SN, fESOE R PR EEAEH] . TNF-a
SE BRI T, A Ry LUREZE & 1T 48 2047
7E. PR3 A% AT MG 10 AR B TNF-o', AT
Z: 55 R OG5 10 T8 O 58 B B IR R
IL-1@ A2 B A% B W 4 i A A 4R 2% 43 41 2 (natural
killer, NK)FFRIEMER T, HEGEEARTE, 4
PiEEA G, PR3 WG IL-18, FHES 5N
R T 28 . P PR OE S 4% ORE P g o 12,
IL-18 J& y T & (interferon-y, IFN-y)3#475 3
T R SR G2 RERA I Ay vh EE B2 1R i Y 1A
T IL-18 [ AT RAA B R 7E N T Rz 41 g AN
HoAb JUAS | R 4 i &, PR3 ] K H 24 MR 4k 1K
IL-18, WHES S5 AR VNG, WUiiE . XIEPE
ST R RGIETEBR 203, IL-8 J2 MR 40 i 1
AR, AR R 40 B R ST R, DR
TEAHBAZ AN P Rign i b R i B o) ik
PR3 fig Z4fi# pro-IL-8 Ji IL-8, #afk 5 £ 1) v ki 4
W SR EEAE SERBAL, INEA LR H, S 518
FEVE I PORAEN, BeAh, PR3 IEAETEIL TGF-B109,
IL-3206, 2K 3% IL-6 U7 B W 41 i & 5E 3 1o
(macrophage inflammatory protein-1alpha, MIP-1a)!"¥,
X IL-33 DU B LB 3 A R ol () X0 A FH UL R
., PR3 AN 2 Fh 4t i DXL 1 2 5 45 8
SN
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2.32 XA A2 AR N T

PR3 AL i o 0 40 0 52 A R 4 A A 1R
FEVTS JOAE S N R A — 2 VR, PR3 i 4%
B F B0 52 A4 (protease activated receptor, PAR)I,
PR R R L RS (B 45 T, TR G 3R i
5 RERG T 1T A B 4 i PR ) S B R R, PR3 T i
PAR-2 MKATEAT I 5k N B AN I B D g, 755
B A M AR A 15 5, AMTR] PAR-1 Sl 710 A K2 41
JYE 22 5 2 2 1 PR R A L A P ) e AR .
PR3 R 2 N B 4l i & 1 C 32 1K (endothelial cell
protein C receptor, EPCR), Ifif EPCR /&4 C
BB G2, A TR SORE S I ) SR
HEZI RSy, PR3 IR T I P R 41 M R /N 46
M2 AT, YR L 0P 0 JE S
2.3.3 AR N T

BRI p212). PR3 %) NF-xB Ml p21 4 FIK
fRRENNIE N A B T, S 5P B, itk
gl R S50 PR3 ARG L caspase-32, % %K
F1 il e R 1 e MR I AE TR S, 3E h] AR
Bel-2. Bax. Bel-xl %598 T2 5 28 (1 R IE KT
WA Tl AT IR A, A, PR3 IEAEZMR
B, #4452 CD11b/CD18™), TGF-B 4, Kik
C1 FHIFR] . M0k 8 1 A4 (progranulin,  PGRN)E7,
Bk Spl MR e 2 Hsp28,  ZRi# w73 1 i
8 PR iR (high-molecular weight kininogen, HK) %
TR 2 BEIRE, il % 55 5K 22 5L (angiotensinogen,
aGT) A I3 % 5K & (angiotensin, Ang) [ A1 Ang 1l «
WAL/ MRES, ANFEREE S S T RER R K E.

METIR AT, PR3 WAED 7 Dine) iz, wlhdnd
FEMRA LR TR S SN AT 2 5 AH R 1)

PR3 & A 0 HA SOEAH R BN L, B RAEKRE. HK PR3 KAV FOIRE XAl ie 2 51
a2 RIE SO, PR3 RN TARFE SRR S Wk 1.
kB(nuclear factor kB, NF-«xB)2!, & B & 44 #8i 1:
Table 1 Biological functions of PR3
F 1 PR3 MIEMFINRE
iy KR BN 2N Al eSS0 2% R
40 M
TNF-a AL fil ke THT RN, A3k R8 95 RBPERAT 46 S BB . JORE [11]
IL-18 AL fil ke THT RN, A3k R8 4 WGPERAT I I 5ETE [12]
IL-18 aEea filR TH1 [, 23k a3 98 E FRS WIRE. KRR 9. JAEMEI [13]
IL-8 LY An eI Bk, RAE MR 5 Mk BEL SE VRS s« il A fe ok 2 [14]
TGF-B1 itk AR, (T LAl R TR RS R R ML AR . W [15]
IL-32 AL e g AEH RAEVEIIG . MIRIESCT R 46 B 5 RIE MR [16]
IL-6 RiG /g, VR AH M R 7 s I fe 2 2T A4 i [17]
MIP-la  MAGIG HE AT P/ 98 RE AL PR AR VS 4 TR AR [18]
IL-33 Sevd ik E b BRI JE L W e AR S 5 A I U A [19]
IGF P JBE B AT B VR [29]
2k
PAR-1 RiG SR RE LR AL, IR N B i i e R [20]
PAR-2 AL SEOR PN B AR BB T A, G0 ROS. IL-8 1174 [21]
Fohte
p65NF-xB RiG P ANBA TS, IR BERE AL BE 0 5V NI ie 7 e 7 | KE [22]
p21 RiG PR AR T, BRIE A% A o1k YR Bt A M 5 [23]
caspase-3 A ep R LA A7 R R A E [24]
CDI18 PH B A PR T [26]
PGRN RiG Pk PERL AT RS, Uk 90T I 58 1 B S 1 il [27]
HK AL W4 B4 i I, BRI JIIRES [28]
IGFBP3 FSi JB B F AR B PR [29]
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3 PR3 B9HN&IF

PR3 & H PR 41 i 43 1 5 B 42 G R B AT
—, NEWIMEEZFE RS B & %2 HBGHI N
PEPEFNE ], W ol A A B0 57 (a1-proteinase
inhibitor, «1-PI). serpinBl. Elafin & o2- BBk
[1(alpha 2-macroglobulin, «2-M)%.

ol -PT BTN Ak, e, FIpIE .
I PR3 $  3 F Ay . ol-P1 5 PR3 (&5 &
ANHH, PR3 I 5 ol -PIANEPEROIME,
A=A AN GG b AT 2 350 PR3 7R 1 2RO,
serpinB 1 2 {7 F-H P by 40 R A SRA% 40 i Bt rh ) —
Bl HNE S8, - [ it el PR3 FR 35 12
Elafin S50/ & M ZF B2 N (1) 52 Bk 2 g5 ik,
KRBT AEAE TR 0 ) R FORS S B, /& PR3
SRR AT IR, mPR3X) Elafin A —
HHPE, mPR3 ¥ Elafin #6475 1E45 B 42+
KAt b, H52 45A M InE%. BRRTES
PRI, AR A PR A0 b i B
a2-M JER/INH 725 ka IR A, BT
JEHERK, REENIA RIEFBAL L2 KKk, ex il
FUHIAE T ) R HE AT Be st R R AR ER L, A
L5300 375 DK R o 11 s A A i 25 380 LAt 17
AAEH.

R R AR PR3 A R s A A
HAAE PR3 [K)Rp S P 7). e AT ] B ade ok 3
fib B A B AT ARV, FLIX B A YA R ) 2
RN PTG A e ML 7 A R K A
H . 354 85 1 (matrix metalloproteinases,
MMPs) A i o 1-PI. 2-M 235 . DA kg A 905t 440 461
TR SR BRAE S TFARANIETERT . AN S U
PE) T K (R S 1 PR3 0 5] 2 #4304y 2L
SR, H R0 T PR3 AR S 50 i B S AR 2
Epinette 555158 1 w5 5% F1 ) 986 3L 4R fig 5 e B BE AR
I —Ff AERE 6] PR3 1% NE. CG 4 #i4l
YERI I 77, Guarino 859K I —F B i) 2k £
JOR SR B IR T DA T 2 Ml 4 Wl A R I
P SR PR E AP ) PR3, BHLE SR K i
PR TR TR 5 B A — iR PR3 A AL
SRRy, BEIld 38 St i Ay v L A
PR3 B3I, < B 00 ] 2] BR T 20 W 1) L A0 266 I 2R
(extracellular adherence protein, Eap) /& H: [6] R #)
EapH1. EapH2 %I PR3. CG. HNE #4745,
AT T A5 e e A% R EA 21 S et PR ZD AR PRI
(R4 57 CeEI % PR3 A7 #3104 7. A
TR ) SEEG = A OE 22 T R PR3 IR AR
PR3 (1 3fil5H] W4 2.

Table 2 Inhibitors of PR3
2 PR3 B9HIHIF

e RiEl KR RET ) mPR3 RAEH 2% R
al-P1 R4, rhebkigniu, Sgni, EWEgnfi &% Heelk  MMP-1. 3. 7. 8. 9. 12, ik, &M%, [5,30,38]
JHEL, HNE, cathepsin B. L
serpinB1 JEF40 e, ER A A [31]
Elafin Bk, WP R GRS b AR fig, AReigkR AU [5,32,39]
a2-M 13 MMP-1. 3. 7. 8. 9. 12, &M% (5, 38]
R AR A 5E 4= e B, GPA i A9t ks 41 e i
4 PR3 5%%%

PR3 AMEA] FL BRI LU, S 5 R
JER N, 5 GPA. COPD Fl PF 2% 4 i T 9590 1) &
AR DI,

4.1 MEXRMEAZFMHFGPA)

GPA & —PrHLHI AN 2E 10 B 5 e M50
T ERIZEINGONE R ZEIRIRFEIE L 58, AT 3R K
R4 5, i W 2P RE R . 51 GPA

X Pt 4K (antineutrophil cytoplasmic antibodies,
ANCA) [ HEPLIE 3224 PR3, o1-PI PiZ 2547 JE A
BRAHL N toll #5244 2(toll like receptor 2, TLR2)
A1 TLRO [F#0H#, CDI18 JEK 5845 PR3 (1415
FALRAE . PR3 FEPRI e sy M (R 503, HLA 5547
BEPAAR S B S PR3 V% P sl A AT (2 A 12 1)
KA. BIIE, ATLLBIHG PR3 5 GPA IR 4 K%
VLIPS
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WL B PR3 W AEIE L 2 R 2 24 AL 2 5
GPA R4 K. mPR3 5 ANCA #H B.1F H fig
PRI BRI A JBERORE DL RS P K e Il 45
(PRI, P 1) P L 0 B K I P 2 4 i L A7 4
M VEH ™. EPCR P4 5 HUbss, ANCA
BH T EPCR-PR3 AH HAE I nl g 5 |2 I 4 1 A A=
ANCA T fii 5% W0 B JI e 22 IR A MU RN o Mok 41 i
W 3 B T fiE . PR3-ANCA & n 3@ i i %% TLR #1
NOD 15 5 1 i S50 % 40 M ™ A= 40 i D1~ IL-6,
IL-8. TNF-a. ™. 4% 40 ffl #% b & 1 1 (monocyte
chemoattractant protein-1, MCP-1), 25 GPA 1%
JERFE®. PR3 5 CD177. CD16. CDI18. #ifgIe
1T 1(phospholipid scramblase 1, PLSCRI1) 1 4H H.
EH 25 GPA &%, PR3 il il PAR-2 i T
PSR A B, 1T B SEBR 4 M RE I PR3 E S
PE CD4* T 47 2E TFN=y, F-T GPA A 2F i )
JER. PR3 554D T 40 (T helper cell, Th)17
KT8, AR T IL-17 AT RS GPA K 5t A
2 —H PR3 54 £ [ (calreticulin, CRT)EKIE I
{10 EL A FH A 8% 1) 55 006 0 M ) 4 W T g, (e adE
GPA 25 R IE & FE™. PR3 55 CD4" T 41l Jfd Iiy
Thl AL, 25 GPA 41l 4% 5. PR3 i A]
R 33 A 2 41 Jfd (endothelial cell, EC)%iA 2041 1
(tissue factor, TF)Jf3 iR Lym e, FEGMAR KR
A MR IR ZE.  ANCA 553546 1 b 4
mPR3 {145 S H0N 4 J& GPA [ BB R mALH, P
IR B kL4 mPR3 AT BERCA — NG 5 ).
L& B — Ff U5 T 40 ) 77 SerpinB1 1y 5€ A% 44
SerpinB1(STDA/R) 55 A % P 1#) PR3 A1 mPR3 #{ g
P B R A, HL RS MR35 AR 16 v ks 4n g
mPR3 B, 1% SR A L5 Bl S L (1 g e A LA
GPA 1] fig 5 ANCA 3& 4+ 455 mPR3, /b
PERIANM S R 280, H AT GPA R I 3 2 &l
I ANCA TR, 12 W s v 2 3 A 6 B0l /s I
%. GPA WYLk I R K, Ik
H— S A T 41 B S R Ae
MYRIT 2. GPARI AW LI 4%, HATE&A
A H EE R& A )7 J7ik. B2, PR3 7E GPA
R R T EEAER, PR3 A Al B N %
Bl Ve A R
4.2 B4FHRR
4.2.1 12 TEBHZEMENEE(COPD)

COPD BB MESCE R AU, 18 PEFH 2
PEAE S, TRV IBIR NTE g

PERAE S A 4EAL, H RS B2 HORIET R A,
Tk #) 2020 4 E RIS A7, AL # «l-PI
=R T COPD A I fake . ol-PLERZ A
th,EH TS PR A R LR R A, EE g T
MRt 414, NE. CG. PR3 = W liZH 2345145 1)
LI AR EE NE Bk, 33X = Pl A% 54 b ok
S Yk () MMP-9 FI1 MMP-12 (351, #1350
I @l -PI. 2-M K35, Il 2R K 2 5.
PR3 7K A JSURE £ 1 R4 1R = R b iz 40 =
Az MR AN ML R T TL-819, Bk B £ g e Mk
MR A, (EUEIBALZUN RAE R Y. ol -PLERZ &
F A1 COPD 9 N PR3 #H L NE 5 4 ¥ L,
TR T NE,  H s 3 PR3 ()36 2 bL e i Aal
JE I EE KB, X szl AR W] PR3 /£ COPD JiT e ()
4 AT A EE AR 2K, PR3 AT EAEE ) COPD B
MRS

4.2.2  NFEMPELT YEAE(PF)

PF & A b g i o 3 5 1R 1 A R g P R
. R A1 ) BE R AT T UL 40 R R A 1%
TRIRFIE, &5 R A0 B 22 2R 1 R IR S A
TR HIARMAR I BEROE A OC. PR3 &5 R IE >
W R K Z —. 7E PEJE AT, BARZ 40 PR3
mRNA ik B, ShEAEo<. PR3 5 NE. CG
S [] 5 ) v P KL 4 L AR 52 44 CSaR T fg S R
ik, 0 Csa B FAE SRR S, M 5 m bR
S M (KT AESS. PR3 WAL TIL-8, Rk rp Pk 4i i i
P IR 20 15 TR R R PR 1Y) IL-6 2K3%, 52
Wi TL-6 [R145 5 3 Tl RE VAR B AR BE %0 10 & A2 &
J&. PF R A PR3 A ML PE, HIRES
AT IR TR S v FEAR DG, T2 PRk Ak <l %
SE ARG, PR3 2 53K 07 1 5 1 D(surfactant
protein D, SP-D) 1) 7K fift 5 e J2 00 4H 127 1¥) B 481 2y
REUks, MDD R G (1) JL 2. PR3 RE AR 73
T 40 o B A B0 57 (secretory leukocyte protease
inhibitor, SLPI), 3401 A& SLPI #H (1) &5 [ iy
HNE WAZHEER.  trRigl farh i & HNE J8
WA PR3 1) 5 %, AHAE G 40 4 A P P i U
(7] PF 995 N, PR3 [PI/K ARG T 5 3 S HbAr. 7E%
A 2R R B B, BUR HNE [PERT Y 2 5%,
{H PR3 {8Rie AR EEMEM. 76 PF 1, B4
PR3 75 N I H 1 B ME 5 R RpE R K7 1 |
W O RAEAN ISR AR . AW T REIA 2 44
R DRI 0 PR A 00 K A5 A T R BRI
RNE LG YL Sy BRE. Pyt 22 U R 1
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T, 52 B H P A0 M 5 A A K, AR LR
BEAS S AR HLAR. BT DL T PR RN, PR ALFE
PR3 {E N ) A5 G / Piak B R)~1-i 2 O 2L
FENS PRI V7 R, W Elafin AT LABH
1 il b Jz 40 [ PR3 R CG iy i V%, HL g AR
Elafin %J #LRG 136 . BN ol -PI figs /> PF A fffi
MNP,  H ARV S b b 40 B ) 3% 1R e
1. AR NIEIRTT A B G E R 25 ) Rk K
N, RELRAT RS A BIA ARIX, e AT

PRI ;L85 A7 KB ) AR A ) o Rl S 1
JEFNEE,  Elafin S5 A 0] BBl FEMR K0Es 9R
NAEFRR T IS Z 0, FHRRE M 259 A TR UR
BHAL- 259 (04 L. Beah, Fh (9 NSPs R 47 &6
TR T AR AT — 2 AT ), X LAY
IT YR IT 1255 1 RS,

B\Z, PR3 TEAUE 90E ) R AR R h i A B
YEM, PR3 0/ —ANBIBI G LS. PR3 S 5%
T T RT e HLR LK 1.

PR3

[

CD177, CD16, PAR-2 Thl17 EC ANCA PpRGN MMP-9,12

CD18, PLSCRI 1 l 1 1 1 L

CD44T IL-17 TF M L8  ol-PLa2M

l IL-6l IL-8

GPA COPD

SLPL C5aR,  IL-8
IL-6, SP-D

V

Fig. 1 The role of PR3 in the human diseases!'* 145 5.57
E 1 PR3 EHEXEFPEMERrsonss)

— ARHE, o HHEAER; L H. CD: A4 AR 4 L TR (cluster of differentiation); PAR: 85 [ i 4 3G 52 14 (protease activated receptor);
PLSCR1: W I§€4T [ -1(phospholipid scramblase 1); IFN-vy: y T4 # (interferon-vy); EC P4 52 41 il (endothelial cell); TF: 41Z3 Xl ¥ (tissue factor); IL:
M /1 % (interleukin); TNF-q: JIf I8 3K 2 [K] 7 o (tumor necrosis factor-a); PRGN: ki #5 [ i 44 (progranulin); MMP: # Jit 4> J& & [ fiff (matrix
metalloproteinase); SP-D: 3 [fl 7% 14 &% [1 D(surfactant protein D); SLPL: 43#4 714 [ 41 g &% 171 5 411 1 571 (secretory leukocyte protease inhibitor); o 1-PI:
ol B AR H 7 (o 1-proteinase inhibitor); «2-M: o2 FEK & [ (alpha2-macroglobulin); GPA: IfiL 5 5 14 A ZE i 93 (granulomatosis with polyangiitis);

COPD: 2 1 BH % % fili %<7 (chronic obstructive pulmonary diseases); PF: Jili %€} I £F 4 (pulmonoary fibrosis).

4.3 Hftt&xm

WEFLZ W] PR3 -ANCA I Ay 28 5 P 199 114 1L
HARICY), $2oK5 PR3 Z 50t V45 I R e B R
JBL PR3 AT HAB C G F A 7, IR
kg JA) Wi 2P 0 ULASE B (acute myocardial infarction,
AMI) Ji /L ) 383 (R R PR ZE MR T 3 — A E i
B, PR3 fe % /K fif AR U S R AR AR KT
(insulin-like growth factor, IGF)A1JEE % 2 FE 4 KA
+ 45 & % 1 3 (insulin-like growth factor-binding
protein-3, IGFBP3), 175 54l Ry 83 g 5 25 HKp P
] PR3 FRIIE PR IR, 5 X 4 B 9 B e
#m, W] PR3 AT RES SR KA RE.

5 A7 PR3 HHX&EFHI B

IEWIRTPriR, PR3 5AR 2 55000 1) 5 A2 A e Al
Ko ATBERCN IX LR I Zi PG . AR PR3
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Abstract Proteinase 3 is one of the major serine proteases secreted by neutrophils with multiple biological
functions. It can degradate tissue proteins, process cytokines and receptors, thus contributing to the regulation of
inflammatory and immune responses, and play important roles in the occurrence and development of chronic
inflammatory diseases, such as granulomatosis with polyangiitis, chronic obstructive pulmonary diseases and
pulmonoary fibrosis. In this reviews, we describle the biological functions of PR3 and its roles in human diseases,
which might provide a new insight for the prevention and treatment of human diseases.
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