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Abstract

Inborn errors of immunity (IEI) are a group of diseases caused by single-gene mutations that lead to
abnormalities in the number and (or) function of immune cells. It’s one of the main causes of bronchi-
ectasis in children, with the condition having a significant impact on growth and development, quality
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oflife and prognosis. In contrast to children with normal immune function, the lesions of children with
IEI may also progress in the absence of infection. Early diagnosis and active treatment can prevent or
slow the progression of bronchiectasis. Effective treatments with improved long-term outcomes are
crucial for children with IEI This article will briefly describe the progress of research on IEI-related
bronchiectasis in recent years.
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1. 5|8

G A BRBEAED IR R R BN . E SR H B RIEMEROR « L. 8 5 b A/ s o i g
Gy, HARFEAY 2 A o R v . 35 E B S B A 22 2022 4E40 5, TEIL 43 10 KK 485
T e FRIE AR BRIFA[ 1] TEL & —FP 2R W, 2R 2 FRUNET IR . BEE 5 F ARV s BoR 1)
s e, HT RS0 B FA W &0, (E B2 Wi R . SLHI2 WoRTA T T LTI B 1EL &L
WP T8 AR A R ANERE ,  AEIRAZ T Ky 97 2368 TEL B L AR A7 00 277 SR A7 TS [ 2]

SCREY I A P ST YR, TR R SR BRAE AR ZE 5 o TEL 2 R R 21 4 A S U TR (1 EE B
Kl 2 — o XL AR TR AR A0 SCAE Y TR 1 ZE8UR R M KB, TEL (5 7.7%~22% [3]-[5]. X IET A
FEOFROE B LRI, RAESAET K RIS 13.4%~53% [6]-[8], &FhRA IEI S5 &Y 5E K 24E
RAZE G, Forh HUAAR BRI KA 2 BGE (5] (9]0 JLE R INSCVE Y HRIER N TEL 5L AT S e i A .
BEAE AR SCUE T TRORE F& AN RT3 14, T S SRR R 22 (R 58 R B, A543 )L B m] i s n] FRBI ([ 10] [11].
JUE ARRAR BISCRE RS B E AR TT R R FAH, (A SCIRIRIF R T =, LESCRE
FIRREA T RN, FRERIE R, RN R. R, 3. RE . LS FOIERHE SRR
HAZRM, NEMLELSET IEREEE, FEEMTET ILEMIGRTI, A SRR A
KA AT HEDT
2. IEI 5EX S8BT KERNXR

SCREYTIAE R B AE BN B, R RS, BRI KR BIEERIIRERZ IR RIE B
LER RN T RE ST < OB PHZE SRR AR 22 5 46 20 DK ZR RS MA[12]-[15], DU 2 A< P i ™ B AR of L
B, RIEH. JORE. b R AURSVRET BIhRERRAT . S5 A VE BN 4SS B IR 3R AAN [R) 7 2[R A 7 A A LA
T Bt (0 SCR AT T A B It o B A B 22 2 AN LR 0 AT TR T[16] [17]0 TED BJLAESR
EYIEEE S UN AT HIA R 1) RERGERYG. 1L £J)LH T OB IR T, SRkERE
R TP TR, TR e 3 A W 2 B 5 i e S A A S e L B R TGE — B e B S A LR R
RN SR S E LRI, SR BIIRERRAG, (et S UEY SR R R . REIRGE. 18
PEJORE (A9 UG BE A EAR PR B G AN B2, 5 000 1 S BE AR A (n rh MR 2R ) (R SRR, RIS AL A
W AREHE— D ROR SOUE B R, SRR RS R . R Rk [12]. 2) RIERAER M. KR
S G G B S N 3 BUTIE AR TE SO, RAEN BN 7 AN TS5 AR, S EURIE B
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Wi A ETREBEAT AR 7 ibid 2, X Se R 2 3L FFE i — 0 S 8U0EY K. 3) Sk tifeEl. 1]
LI 5% R G0 S PR R AE I R BB I Re 1 2, SBUS RIS 26, Hh st T 40T
REFESCUE Y TRORE AR AR ANE Ji b A 3 S AR I [12]0 T S RGOV SN A RO s s S A, SR 5
SAPAE, MR ES G, AT SECCREY k. 4) RUERLZE. T % T BRI R BR AL
oA RO BRI G S H = A B o b, 0 SR AR SR BE b R 4R AR T AR T B, RT R A5 45 F
FREURYY, FRAT BIEBRIIGE T, KGR VR AR HAE S TE AT RE[15], (2R 20 1 A B 38 R e XU T
FEAETEAEIEIA[14] [15] [18]0 BB A4 R F 407 00 2 R, 520 S Th R AN 5 (1 2 5 9848 v] R mT LA
fERE TET BB LS SUE Y Tk i R IUAS 28 (138 7E 4 5 g% SRR 19]

IE] S8 B R AR SRS kil s m AR B 2 /Mt 28R A REPE /A, Fod DU - A i
Wi 5 %2 R [20]. BUARERFE N 0 TED (Ge RGP ER R 1 IE . B3R 1gG I, I iE A R 4
PEERIATR LB TgA BZ). Wiskott-Aldrich ZEAHE Jo R A W40 B 5 B o3 i Bl fe (12 1 28 s )«
I H 28 R B (RERE TR A5 S % BB . DiGeorge £ A 1IE) AMACBIRE 25 42K TEL #4008 JL 3 A 5K00E (1) L 2
WRIAS] [21], T A0ARTHEEGR A Q0 B AR A fa e R FE 7 (SCID)BE 5 R A L IR ER S L, H & JORESTR
BT PR AE I DD e BRI 2 R BT A A B IR G, BRI AR R SRS oK. BRAERE SR,
DA% 5 7 G P R A (CVID) B H 4 50% K AR SR Y5k, 1T Re S L E = e e PR Aol i B S 2R 4 (35 B
THRET R SR IE G . CDA+K TR 1gG 2 1gA SREAARDC[7], A AR CVID B K/KF | 85 b
G BHE R S5 CREY R[22,

3. XS EY HKEMNIGKFHES ST

DU ST KO B IR S A . BT R RSB, TEL ) LE R AR RSP kAR E
P IR R HIGARRI, BILES RS Il IS AR R RO . SR TRORE I8 W7 AR
oA THT (P00 SRR . IMPRERIN . MAE B AR Rl A B 45 SRR & i e, SRV S ¥ N2 W S An it
IEHER, W T E ¥ CT (high-resolution computed tomography, HRCT) % 4= 0] 5, {@i¥ 517, H.EUSM: K&
Rt 5B IER LT — 8, CHONMIESCRE Y IR FEER S 77, SCREY IKIE HRCT 8 L)
RHEMER RN SCREERBMTEET 1.5 5, SR, ¥ kg RS TSIk FLEMZ)
ik RS O R E R E > 1. XHF LB 0.8; S EF KD R PUE A, BT 2 EIAE”; IF
WRE FH AP ) A0 I AR A 0 IE 8 B AT IS 2, BEE R 1 em LAY BT LSS5 s TR IPIRGE S gk
FERIBAE SR AR ] ILSFE[21]. HRCT Xt 4 ZL LR IS 9K B B A% 12 Wi F v At 1k R S 1k
AL 5 F) 95%H1 98% . i Efs i HL AR AR (MRI) s [ AR (S U BESS IR . SS9k Bl s 5
CT KB 45 A RIFH)— 8. 412 WE CF (cystic fibrosis, CF) 323 7k o i BUB I RIS S ik 97%
A1 100%, 5 HRCT 45504 @ —8rE, Har DUk i 2o 4m i i fa 55 23]

JLEFN SN B IOE BT 225, BTG RS BRI R FE B i e S, BB CT IIAREAL B K
BB MARGE—, HER I EIE T4 5K [24]-[26], PAANIE < IE N AR/EAT Sk AME L A2 W 2
EY IRAAEMR PR, BB T 52 W — SN IR IR RHE IS U #1812 [27]. % T IE] B A E S
BRIGIIT 5, REE MG REIRE A AMAACT S R SRR A5 B R ZORAS, D Re A & ] Al &
IO T R (R AR ), BRI S R e AR . AR T B TR IE R L, 1EL
SBLRASCREY TR EARREE, R 5 R s AR I R AT A OGS (40 HRCT. MRIL SCUE B RAK
Gl 2 Y S A 7 DU T 385 552 W (0 B 1 DA S i VR 9T TSR, XTEEABL IBL JLEE, PRI T LA P B2
Wi. HANETHRRACHRBG TR, PR 0 A ThRE R B, DAHERA VP B i AR B L 43
AR . HhAh, Gy b BEDRR AN AE 2 i FUAE R RS E () TEL, 48 S 1897 SR A S0
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A IORE ) TEL L 1 R 45 SR T th 428 %5 06 B A 1
4. REBRBEARX X SEY KERETT

9T TR AR MM R 7%, ORI RE S bt /B LAR TR R R VR YT SCUE I 50AE J L3 Y o 22
HAx. IEL A8 3089 s 207 7 NEFBWIRT . JURIAYT . ILRIAYT . REEREA SR,
FARIGITEE21], TRINEEGARIGIT B R AEE . IS L R, e
FIFREVRTT SR (28] BRAN, s () LR B 8 Bl T i o BE 338 50 A 37 o A 2 e DA K b
WY ZR e th 2k B 3

4.1. ¥3ERTT

BAEMAL SIS PP SR, ORI E R I ERPROE RS & R R 1 O TN IR
SENPGETE RS BAh, FALWR . WIERIR ST RURS B0 i 77 55 T Bofy B TS BR OB W IR, 2t
B I AR o WK B SR 0 T 7T Jel oD 9 200 0 P SRR 55 s, 0 T Bl 96 41 S I xS U B
IR, DO NN B L IE o 35 3t — D A B R I GRS IR SCRE, AT SGE B A A7 i, (R R E (21,

4.2. URARIRTT

PURGIBIT SR SCAEY IRIGIT IR, U R TE DU B IR o PR T Al A A R A RS TR A
F - R AAAR EAE 2 1BL JLESCREY K RRALRIA DG, KR T 18 1 e MR Y AR T
BRI R I B A AR . BEARRFTC R I, B 1 R G P SR I B I PAE IR B 7 R
DSRG0S AR R v ThRERE ZE[11] [29], AW ARRH S BEARERA A A
K[30]e T2 AT G OUAFAE RIS 5, KR 35 R A B M B AR AR (A1, o e I 0 5 S 1 119 43
SRR, TR T T 26 AU RN DE [ 5 32 S 7 . TN 22 SR 26 1 5 511 PR DA K Bh 35 SR A e 25 57,
TEENE AT 0 L3 1] [32]. T i B M i LAAR S BRI S I U IR T B2, ) i
FUERIRIT AT RE D A B 2 e, S RAEMAS R &5 )R AHOC . I8 35 M B B AE SO B Y
g 58 L1 S Ak s A B AR I [33], {H H R SR B EE IR R IR b, I T B TR A A AR
YIRIT -

B 27 25 28 VYO LB B I B AE R [34] [35], AT Ae S —E Sl e >, KW
BRI AERFIR T R/ ) LB SO RE I A e DN B ATZR, S P IR ol A A0 () ZH R A SR [36] . H 8RB
445 5646 25 (mannose-binding lectin, MBL)/K PRI RE/2E CF SO 5Kk o 1 7™ AR B 1) 31 B SO IR 3%
[37], Hodge MIL[F G381, Bil#r 8l selint e fli sz iRk . AN, KITFE/NRI Ak
WHEREAM. {E—UHE CF LG IKEENU IR R, HRBTar & =M 17 A% 62 JE el &
JLR3R R [39] [40], WA, [AERHESE A R A RTS8 oo S R it AR
Y i 5 TR BUAE R 2 (41, BUAE RS AT BELE B IR [42], SRIMIE 7 20 2 A K
WFIE T AN o R SR BT B0 B vk AR R it S A W 2R (Y T BRI PR S B0 9% 0 S B (VR T T [ 16]

4.3. BIERIT

PUARERFE B3 0 78 MR S B R A ] A B AR R IR 2 S Uk ik R . i e kR
BAIT I T ERIGTT 557 3nT G S DI Re, 4ERFAR A & PR IR FEAE — AT n] R B0 B 4 R E
JeHIE 2K 1gG HIIKRIE[43] [44]. B B 40A(ER) IgG BoE & i A I TEL & G B & A B AR IT I
FEIERNUE, FHEEAIRIT 7 BN 3~4 JEE KRS S 3K 8 H (IVIG) 400~600 mg/kg. A S UET KIE 5%
A AEYHOEM IBL BJLAHEL, ZBRE ARIES 1gG AKFZ PR feAF, nERHS 3 B4
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T 300~600 mg/kg BEE 4 45T 400~800 mg/kg HIEIKAERE IR, —Lb B3 1A 24 57 s ARG I 1gG
BIRPE R BRPIRES T m BRI F [45]. iR skE AT IgA WS ER, AR A4 B IR BUR
(8]0 A=Wl S5 FA A8 L Xof B8 LS SR SORE PRS2 0 v S5 2 I R AIE 72, ARpdh — 2B I PR ESOHE SO A 0 90 R B
RUEHAT T B RRE A BN, EE RRE LA Ry 3, EE R AR IL-18. IL-6. CXCL-8,
IFN-y F TNF-o /332 E 3G I0[46], BILCAEY KRR RSEME, &7 FRi— DR EE 697 771,

4.4. SPEFER

IEL LI SCRE Y KA H LR oA, M BAKRMFARIBIT, BIRVESCRE Y HEF ARG B
BORELF[21], JCHREAESVEY 5RAE, Mt IBR A R T 3 20 B 22 i . TR 258 VIR AL
AL, DA OIS o s W, RJG R BEA 10 DN IEH B . RAMER KR4I R K
KEBG. OB, AR IR R 20N A B BT AR[27]. AR, HCVEY K
AT T BB R R, T RE R BT FARIAIT -

4.5. ¥EF4HpRFEE

X S 7T B G 3 SR U (0 SCID) R, 3t L4 I A% A m] AR A S D e, e ARVE MR VR T T B
Pt Je B LG XS AR, (L AT RE B HE S 4K A SV 5K, B AT sk Z RS 48 R R A SO U K
IR ST 5T -

5. KR EENTE

T IEL JLEE R 241 EARIR RS, N omif 2 22 R E B S B . A4k TBL JLEE SO & 3 9k IE (VA T SR g
T B2 SRR MR UL G % 58 R0 R o BUAERIRIT - I TR . S BREE B AR PiAER.
AT T BRI RN B b 7 S S P I R IROE SR L YD S SR AR i T RE IR 4% A BT R 4L
BERS . BN, AR E TR g A D K [27]. BRI IBL A S A ik T B
B R AR TS TR o 0y TEL )L B 3 HE b TG 1 PR 7 (e Ja e g o s 208 R T 2 1 45 ) DA BB A1 U s
PR, AR R T TR G MV IT G s s B, — e R AT e S A Y Ik L AR AL
R, KRAE. BBEhREIAARTE B [47] [48].

IAERIT I T RS SCREY 7K™ E R A I 7T, G4 SPLUNCI . A PR KLAH i 3 14 25 FTBE(NE)
AUIL-18 SR E « W& TS RGBT 1 — B4R %, BSI. FACED 451l /K745, Bhalla. Reiff\
MR Reiffs BRICS BEST-CT 5 %043 DA A & Ff {8 B AH OG 28 7% it & (HR-QoL) il & . {H H A iX Lepf-4)
78 )L IS A S EE AN 2, 67 S 2 I REEE kAR,  PLABULVEAY TEL LR SCUE Y RIE K4 R
TS B R 5T, BSI FACED IR TES M i B Reiff 5145 #5503 vl 45 &) LEE S0 i — 20 52 3% 9 i
IR, Rt PRI IhAE R RE. By CRABER P AN A 35 R B P AR

SE WA U5 R REAZ 5 B D AT DL SR DL s Ak, AT MR T, SGETE . N4 A I, T
B T TR A TR S 1) 22 P B DA B SCRUE T IRE Y TEL ) LE KIS, R iR 5%
T HE DR I OIE o SRS 5 8 FE B0 RT3 B SR B 38 7 AR v A B A T B, DR R RN RN

6. /&5

ELJLE AR SCUEY KA m R AR, HARAESCVEY SRNLHI %, B2 H. R Ege. &%
BT RE X S OETE R AEER S IR T TR N A SCRUE Y HOE M AR B A R A SC L EE, H A AR AL AL )
W% R B sRa T T BRI AR VA U, DABCE IR IR ZS R . IERA
W LB SR SORE (1099 A A AR YT SOV YT IRAE AU ORHE, B G e A MRS R SE B i TR
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BEXE IET ) L2 S VS HRE AR T SIS R SIS HEAN ML . B2, X IEL L S UVE Y HERI B ik
TATTRELRZ U BRI B3 A SO B, B8 AR SRR TR 1 A TET S8 LEERE P 55 IR R Sl B2
A A AR 0 2
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