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B o BAKRANSmm-12mm, R a6, 2R A6, Bif EILY R 7E R ERCPF
A, FAREFHEZ08-120min, FH72min o HPBHEGLHHBI FERCP, A4538I0XLL RN
B HAM T FHERCPIRYT, AP RHFLLIEANUNITFEC A By ik (361) | saiskfey ik (261]) H
A, SEIEILAR P A W B, RS 1B JLHE B SE M B TR, SSHRIT R IR E IR
ToEfL . RIS E I LA . RGBS K-10K, 74K o BEV3H-131H, KIS AE A
KRG 5 AR

4518 ERCPIRYTILEM BB A R —F% e | AR gk, M ERTFARENIE, R
1, WP, AT RIFTAL.

OB JLEE; IBEVES A ZNBE TR SR AR, IHE
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1Lk H X 20060 2 PE bR 4R
ZWBLET TR RIIFA (ERAT) I7 5050 M

RES . MER. K& REE. BH5, DR RRAE. REE, BRAR, 2
IR F W BILE B

Hi: BETENEENTHERIGIT AR (ERAT) AR BRPIIRIRITAL . e SOl NAE R

Tk MM 2024451 H 22025453 H 7T 553 X 8 5 £ B WSIA U200 SZ ERATIR 7 B9 A1 i) B2
RIBHIMIKTERE, ASE: FFE2PERERZE (A TR, EHAMT S SRR R
FERH ), JoEEALevRiE M e . o B 1124, LotEs8f, Five~61% (SFHI38.5% ) 5 HALiPE
FE#12001, AbMet: bR R R 7201, SRIEME R R 76 IR0 EIEA80M6], R FFENRIM1H], ofi#ER
VAR i JE i PR R DI BR AR o 802D BR . 25 Bantr i WINE ok BERGiA Bl H &8, $&FF I B I 1 Gerlach
W, WEEFRME, WEEEEI D, WEFRIMI T IR, S5 R R S I A TR
A, MRMOR M BGR RS, R R R SRS . AR JE UGB T2-3K, BETI3~151H .

gL 1 FARRMINR: 20061 (97% ) WINSEMERAT, 4R R R34 KM IS ok EBEE A . 26
D5 ) 2 T B P Jovk b A i R M IR s i R VIRR (LA ) o 2. SRR S5 Bt a) . 8 2% f it
[P 1912 + 8/, PRMRIR S TE A E]48 + 12/ 5 SPIFERERTRI3.5 £ 15K 3. JFAAE: AJF i 14
(0.05%) , W FIEMAY; WREZEATTIRER (94% ) ; TEBRIERG . W oE L5 E T L AE .
4. B REEMITRC: BEVIINE L8] (4.0% ) , Hrp8BilF; H1A,

4510 ERATIRYT 2R R LA R, JUILIE HIT B ottt SR Ak e 1 D) 2 % B SR M0 2 AL IR
B, BAME. REHEE. IEIES . GIF3E0ET ENE e MR DR RE &%, W
S I AR 0 A8 Sk . RS AEIRIE N . KSR AR Al S — DR TR, AR R R IR
TCAIRYT R

R SRS ; ANBTTIRERIGITAR (ERAT) 5 73T ENAYT; WEAE

™ K il A L By Blrp B R PEAS

M7 . IR
ARERKFEHEILEER

H: P E K F R (DeepSeek . WAL ) 76 JLEHRMH LI A & B, I e
PERIBE APy —80tE, DR B2 i i AN

Tk MFRET R T LEE BN LA RN S8R R UiR, dEr 30 ) B R A . 53X
S i A PR P2 RO F AR (DeepSeek . HfL) , TR EEMIK, =4 JLEEREL
FAMSERTETY [FIA AT 5), IR E I a it 25 . et e AR —8chE.

45, DeepSeekdE MR A (1920155043 5 M 1.31 + 0.36F111.24 = 0.35, £IFaE (p=0.312) ,
W —8ER R (Kendall” s W=0.659, 0.723 ) . FALRYEH— YRS —F 9155050 51 4 1.87 + 0.27F1
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1.32+£0.37, WAEREAGH¥E X (p<0.05) , (H—EE T (Kendall” s W=0.602, 0.324) . PFifffb
R R BE S5 R B SR E L (p>0.05)

S5 PIRR OO T A A A LB R R UL I B A R R AT, DeepSeek 1 125 i i 5N B
FE, MiSAENRE R R —ERTIiE . AT ES — R — ki m, o —
PP — S N R, ASRIPRN Y R INAEE, IR G A MEIEM R, i — IR RIE F B
AN LA BRI A R A

AR NTARE; JBEFHA, JLEER; MR

SLC30A3 i i W B AT Bl 28 B A0 i ypi adk Jeg
PRy T H8VE 0 1 T PLR WF 52

A, FPREA
BB K F W ER

HAY: P2 B4R (Neuroblastoma, NB)Z2240 ) Lz & LAY FANEAE SRR, 20% ~ 25%HINBAEA
MYCNY B, FEAETURETG AR . FFaSH R ( Zine homeostasis related genes, ZHRGs ) By EEEIEE
SEREHET T AR N SN B A, IS S 2RO AEYE R . SRITINBHZHR G DI RERIFSE AT
AW BTETE A% 0 ZHRGs , JF#E— DRI K 5 NB A LAY e A BRI FIAEAE A OGP, Jfd i
S IR A% 0 L AENB P (1 D) BE B TS AR

Jitk: 1. FETARGETEUE PENBE JLEE R A Kl PRECE I GEO 2l FENBEME 2 GSE49710, Jf:
GEA AL A 1S HINBIG REEATI 45 0, . i it limmafd X GSE497 105040 42 FIAS IFEUAL 1 SHINBEEA T
JPEARIEAT M, BEMYCNY #4053 HE4INBY 22 5 3K 5L K (Differential expression genes, DEGs).
DECSB@ﬁ(ﬁ%ﬁI‘Eﬂ{EﬂﬂHOg 2FCI=1.5H1p<0.05, 2. %Fﬁj}lﬂ‘ﬂ%;j\:%\zzj‘i?m@ﬁﬁj\*ﬁ(Weighted gene co—expression
network analysis, WGCNA)U 5 MY CNA™ 38 AH G =5 i JE PRBTER 38 o XA Ee 2 SR R ML A 2 20 Bk i
P USROG . R Gene Cards Bl P b 5 AFRRZSAROCHE S R33N B, 15 55 07 2 1S P9 9905 % O B
HEAT 45 R 43, 158 BUGAZ O RS FERISLC30A3, 3. AEAF MK I Kaplan—Meierik Al Cox [ )5 43
Mro fHHREAFEIRMS . survival . survminerflggplot2 b7 UG RF . PP AT AL, i FHpROCAHLA:
JRROCHIZR, il IR HE M ZATROCHTI ZAITAG IR A HTNRE Ty . 4. BORL S E FRIASLC30A3 MY IMR-32 )2 SH-
SYSY 4R & i8R it i . I FHqPCRS 28 1 5028 B0 e 46 1F 18 5 T RS A0R 5 Il Fl Transwell, 4RI
JR, CCK-8, “PHRFCREIE A — RIVA DRSS T T HESLC30A3 /5 NBA L 22 &894 7 8 4k s FIH
N[ E AN B—£R % PGS T 25 W A BRI -85 35 SLC30A 3L/ 13 FANBAN 24/ NI I A A5 AR 7 2510
ﬁ@&c?ﬁﬂﬁ%ﬂ/f{%f}?(m% inhibitory concentration, 1C50), #)5, ﬁm%%%%*#ﬁ‘@%%fzmpyr—1*&@USLC3OA3%}§{
fi/id FERANBA ML AT Eom B

iR 1. FIHGSE49710 B ASHIREA B P8l , 8 1d 22 57 308 L WGCNAZ M 2 1201 3L [F] 9
285 PR AR o 200> 3 [] 1Y) 22 53 3005 A% O i PRLFEA T BILAG 7 ) 05 18 5 H. 5 Gene Cards ¥4 42 th 334
ZHRGsHUAE A5 31 22 57 U A% O BFRR S A DG SE ISLC30A3, 2, i NBII PREHE 5341 & LSLC30A37E
MYCNY HEEINBLH S ik s B, JF HLSARRSAINSS /- U EAR G . U /3T R BISLC30A3 Rk
SNBREULIA RS, 3. HETSLC30AMERFIL KX NBEAEFFIIAE | 345 S4ERAUCTE 5N
0.841, 0.889. 0.890, ¥y T BN R PR HINGET . 4. PRINEEHE—UEBISLC30A3 MR IA 1T
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DIMEHENBRYIGFEFNERSRE ST, B INAi A e s s K. B, I R —Z Ay 259l e Se a2l
5% HRALAYICS0, 15 T IRSLC30A3ZRIA A Bl T4 s NBAH AR X (b7 254 1) Stk

g SLC30A3JENBIG AR A K HlS 19— Flopr B E Db sy, ol i B ma e oS b i 2 UEN B Y 2
FEFEARNBR# FHALS 725 W A el . TR, 3308 % AT A 9 i A 2N B AR LA T 25T R AR AL 1 38 AR 400
FBIESE )7 1]

S M TN, FERRAS, IR RUEE

2 22 WU Tl T 2R 25405 HE 2 Wi R 3531132

EALN
FMKFHBEILEER

FIE: PR 22 R R LB AR RIS W R 512 W

Tk R LT FRZREIAREAR CIDEME +REML ), 858 TARISHP T, R A
LRV IR R IR GAE (AL AR 225 iE ) | R RE B R LA IR L OO B REF GRS
WidnifE .

SR AL RER REVE RS W LIREL IRV HEA, SN2 R E 2,

. AR R R LA MRS LRG0T

KA BB RLEEAE; BIR s ROEREE; PR IREBEE; M2tk o AL

SIE 35 158 R o P ITUIRE RS DRI 9 7 0 2L 4 B

EALN
FMKFHBEILEEIR

E s B e e e — 20 e B S T i o S 76 ot e S 2 VU H 7098 i, i
Ak, HFARREE K, HRMBRTEXH AR L . FAREEEAIRITITHIR, IbIRIrasR.

Jrid s FATEE T 2015451 H 22023412 5 72 50 K 2= B i L3 B2 B pp 2 A EHBGA I 52 R 17 25
SR 1 9] 40 S04 8 1 e U AR O B TRATIE SR T RRE AR AR L IR, IRIr & . EAE
B A 2 o 45 SCIRHRAE S A2 0 8 i 1 g SO ) e U

L FESRERY LRI F AN EMLERIRIT 100 F AR, 1L, TR 2 A Az 200 I N
CUSAZE N4, FARIEAHMOEE: BAREEE, MR, EEmERemigE. AR5 ENESL A
B AR B TR . AR RN E 15, eEsH], Araad], FFEFARMRIG. fMiaIT )y
1. 3R EARIETT, BT

ghie . LR SE SR AL AN T TR T R YR T (o S R AE A Ak, ARSI, H AR RS
FHCUSAMSUMRE 50 3 VIR, E e 20 35 5 AL A i V0 5 1 - R O U LA T AT . ARG R /R 2 W 1IK
GO IR o IATE T K BUS A feilE— 22 0Eg .

OCHER) JLE; TR TR
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K9 ARNA Linc00205: i 545
microRNA—154—3p/Rhofil 45 iy B i ki1 28 2254 )it
AR B 1O 5 10 8 D R T B A Yo ik i

XEK, RIE, I B £
B EHKRFHEILEER

JFREAR A (HB) S fch WL L AFIE AR . HBAY 2% e S5 i S 8UR LB A—. fRiLiy
e M, KEEIEMISRNA (IncRNAs ) Al DIAENHBIAIF B . Ik, ARG, ’i1816H
/RIncRNA Linc002057EHBH A TIREAIBLA] . FRATAYLERE W, EHBA LRI R T, Linc00205/97K
FRETHE . WAL, Linc0020SIH KM & THBI & J& ., tbah, FAT1& B Linc00205REHE B H:45 A miR-
154-3p, MIM{fEimiR- 154-3p 5 H HARRhotHICE MR BER A1 (ROCKT) 7085, #E— D nydififT s
53R, miR-154-3pdM il 55 FIROCK 1t KA RE % 18 2 PRKU LI035 5% Linec00205 T KT HBAH A 58 . 1T
B ZZBEMPTIR, 2 Bl 22 RS L I ( MAPK) {55 B S, FRATTAZE R,
Linc00205# 13t 1 i MAPK A5 538 1 47 fbmiR-154-3p i ROCK 1 35, MIMGSRHBREE, XH2/R T —
PR HBREAETRY T

H ] R ME , miR-154-3p, RhofHCE MIRHERAF1 (ROCKL ) , 2234505 4 8 (i
(MAPK) {555

o™ )L A &Y o fL7B05 06 o i

o
TR SARER)

i S\":

%M T ILE E (S

HE: BT IL A KM LRI PREFE , 2F— 204 m 2R R 267K .

Jiid: BUBAMHT20174E1 H 22022412 5 M TR BEZIA TR & A K L EBJLIIG IR R, IF
52 SRSk

ghidL . TEIEILY R L, Horp Bk4as], k3], AERGE 27 ~ 355, SEE AR R
(30.2+3.7) ; HEIKEH940 ~ 1860g, FHIHAKE S, (1451 £183) g FARIFEIR HAIF11 ~ 28K,
ARG EIES, 1BA T TR RS, ol B LERBT T IFYy, HohsSHIRAHEEFLERSE, 76)H
LB ZBATHIIEEA, RPESAIHEIL (HEBRNEC . 5o RKPEE 4505 55 5 A Bk ire ) |, 2L T
MG, HASHIZEALIN T B S ~ 1SemZ Ffgicim, 1GIBILAZ LB, HAR6HIH Nk
AL, FILEBEHRO0.5 ~ lem; 261 BIL—WIT PR BEYIBRIE AV &5 SEIBILA TR kLA i B VIR K s
AR, 11FE O AREHRFEALEGIE (RDS) BHLFMEM AR, HARABIINA) 72 % — 0 i O
KA, A BILR BB RAE, 20| BILARE R AR EMAEL R FA, oL £4, iR
it
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458 A RVERRZAL (SIP) AR TIRSENE/ NMagindi (NEC) M—HMsr i R IAR, £
RAETRPRMTEIL, AL T, wAERR, ZRREF, fEARFLAT LB
#h . BVIERWI G B E DR, SIPAAE BLRZTNE YA | WIS Rers 455 e, BUSBINECHELf.

KA Fm L BRI EAL; IRSErE/Mm A 4

UM PR s DA S Ak o vp oo 6 1 22 9 90 5

TR, EAE. RAm, PRE B, HETE
B EHKRFWEILEER

FURG s RTINS R A LZE AR R B DE A ) B i 2 30 0 2 S 25 W R A

Tiik s EARRA LIRS LR TE RS BEA AL B A 22, DU | 4hifn . FIRERSMIT . %
Ege . e AL KM R R PR AR B 5 R A S AR S e AR PO AR R 2 1R — 2 (4 T
ARG LEE I DERIEAL, JEHOEXMER TR DEAEAL, FA5 TAEARCR . 5 ATE R ELR JLZE 254
CAnBR2h . MZORRHAR R . B 32 AR . o SZAARHA R ) AR LLAL, B 258 K7 kin 7 1o e ik
fiE, JUHIEMER MR DAL, 5 AR AR AL, BOR B .

AU T 20234F3 A 220254F3 A IR], AR 0 PR Aol S AT 5 2 9 e P B I e niE AR UL, ELfE ]
WA O WACRIY L. T LARE =Bk . mEmeT R o B R IS T IR T
IR TEE DERIAE ARV S 250505

S0 XPTEBEREAE R UL, JUHIEXMERYEBE DERIAE UL, Al = T
HEEEH R AEMEFT RN 267 J50%, AT DML RS MYk UL, 1P 2R 3. BTG H T
BEIREIL, BRI R B B

538 XPTHEATERSDEREAL, JURFR WWERAT I AR AR, al AR R, —Le258xt
MEIR PR DERIHAE L JCRL, AR HDa AR R T — L8307 53R 7 T-BOUE 29 M AT, A R0 ik i i
THEATEBEBORIAL , B 1 LR T A RS DA AR A R

SR MEATERSDEREAE, 258h)T7

AN LR ZE OO BRA T b S e Y Sk DA 2 23 b

Fhy
mwEAXFHEILEER

H: A5 BB BB A SBSILE M OEAT AR, e Lo Ty B RMHE .

D5 A P B T T 2R G [ B A B T 8644 SBSILEE B I R L .l FHASQ-34 FbEAl L # 1Y
DA R R SR . R Spearmantl o 2% . Kruskal-Wallis HEGHS Al Logistic MUH 43T, 1845 SPSS 27.04¢
TR TR LIE D ERA TN & R A XU TR 25

R, ML E KPR KIZES) (OR=1.013, p=0.010) FEAZE 3N & (OR=1.012, p=0.044) 1
R ZE ., ALT (OR=1.007, p=0.041) FIAST (OR=0.995, p=0.021) MKz LRAMHNE, HH
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LT E (OR=1.018, p=0.034) EHE4Niz sh & RN 2 o A Be i B2 B AFEIFALD ( OR=5.883,
p=0.034) 520 L B VA L . FARPRE R &S (OR=0.138, p=0.007) . f#da)i
(OR=0.117, p=0.003) A A4k (OR=0.119, p<0.001) HYKJEA 5. LWIMAEE ( OR=0.227,
p=0.040) ZJLEN At LRI R . MBS G B A7 LEMEE (OR=0.842, p=0.012) F1
M AA2E (OR=0.896, p=0.014 ) STl E R4 H 2,

e AT K IFDIRE . B FRRGC . F AR EE H A O/ B8 LA S SBS LE YO 3T R R e 2
[ AT REAFAEDCHR , AR A R T FUFnyA PR At 1

R B LR AR MEAT K E MRz sh Hdiz s

T e P A PP AN 14 S R PE 2L 2 55 AR S I 11
IS

e
M EAXFHEILEER

HE: e RV TEATE (CAM ) SBILIEHHER PR . AR5 B 7RIS I8 AT CAMAR LAY HE
SN, IFPEE SRR R (MRL) PEARBYARILA & B 5 ARG HE Z 8] 0 AR e

Jride: IRATYCEE T894 B ECAMBE LG RIS FIMRIZE SR . TR TEA S (k) %, EW
PRIEE (RIS ABREERES ) LA K E M s e R LA I B Th REIE 4 o SEMRIFEHE UL AT T RESUNLE A 1K
(SMC) #9571 ffi HCochran—Armitageita #5555 58 T ZLRNUATT 205 I 1B DI B 43 22 [ SC Ik .

g, FRAOTWERE], W MRIFHAL A S BBESMCITE R R AP 5 77.4% ., LA PRIEZEHISMCIE4 A
M H40.6%, BEME59.4%. HIHBEBEERISMCITE A PR 5 100%. 1AL, 77.4%09 &8 BE A
[ PIREVEST (BFS) =1747. 1E HAREREM H A e e b, 4308 12.5% MO0/ 4 BFS= 1747,
XTE A . M KE R SRR LA & B A TIRE /AT /R, SMCKEJB 5 BFSZ A7 TEAH G
e WAMHTRM, SPPERAGIEE N SR, MR B S e A Geit2E i o

g L SPPERBEAIRNIA LT SR HHE Z MAE AR G

SRR AT TP LA R B RESER HEE T RE

1o P AE PRI I 1 BT AS B3R AR DA 2 53 A
B B 24 Pl Fo s 194 i ey et

H| — B
FMKFHEILEER

H: AFoE B ERANT DA 2R B A, (Acute patellar dislocation, APD ) J& T8 B A FE 1)

fER N E, FFRE— A PIEIR, DU e XS AR S A 5 ) TR it , DA T A e B AN AR )
AR, IR RTHRE R o
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Tk U S AT S5 M A2 BRI L3 S e F 20154F:6 H 2520224512 H WA 931 2k a5 i 7 £ )L
I R TR R T ECE . PEARIC S T RO EJLA MR . AR . REHE2L (Body Mass Index, BMI) | {4
Wy, ZHLE . g - E W NI EE R (Tibial tubercle to trochlear groove, TT-TGHEES ) | fEE4h
RE ki Caton—Deschamps index (CD¥8%% ) . Insall-Salvat index (IS¥8%%) . W4 LB A EDejourﬁj\
B BETE A Wibergs3 i | B EAFAEEE BT (Osteochondral Fracture, OCF ) LAY 3, HHEE
LB & BB AR E S MRS AR EA (PT4L) Msa AfaEdl (EPI4l) , ilidLogistic )
SIHTRTE B AERE A WA R AT R R BUH T, A R S EE PR (P<<0.05) 44 A LogisticZ A
KBNS, MP<0.058/RA B X, UWEHEHE RS A RS ST B R R, LT LR Prass,
FFHRAAT: S I orms B8 A7 S b R A TR AT, T A N ZR IR B A Y . 38 3 Bootstrap [ liAE
RTINS EGTE, SRAHROCHIZE P ASHEINZE . PSR IhZe PPk A 2 AR AL A X o3 3 . — 3
AR 45 58

R 1, 20154E6 H 20224 12 H WA 3L03 M APD Hu W ABFSE, Hob Bl A Fa g 4149 (Pl
W, a1f]) , KHHNA4.09%, KITIREATRES26] (AEPIZ, 5261) , KAEFHRS55.91%.

2. BN F Logistic[ 43 Hr 2 BIBMI (OR: 0.25, 95% CI: 0.08-0.67, P =0.009 ) , TT-TGH&%
(OR: 4.28, 95% CI: 1.82-10.51, P =0.001) , EEZ WM (OR: 5.69, 95% CI: 2.32-15.02, P
<0.001) , CDFE%C (OR: 8.40, 95% CI. 3.05-27.52, P <0.001 ) , IS#8%C (OR: 2.94, 95% CI. 1.26-
7.08, P =0.014 ) , 2% Dejours3%! (OR: 5.00, 95% CI: 1.89-15.04, P =0.002) F4itFi L, HAER],
AL, A5, SMAHLE], f B TEAS Wiberg /3L, B JCOCFRRYY Iy X E I B 4e 245 Lo

3. #E—l it Z K LogisticMIH T s, BB Z5 T M >20° (OR: 4.38, 95% CI: 1.06-
19.97, P =0.045) , CDF5%(>1.3 (OR: 8.95, 95% CI: 2.50-38.49, P =0.001) , fHZHIDejour/3 %! (OR:
4.52, 95% CI: 1.26-19.12, P =0.028 ) J&APDHi5 H BB Afa @ ST fEk R £ .

4. BHBHEFA R, 27 APDFUS B ATeE M9 & KA A, 256 ROC 25 ik fi i
KT RIERRES, ML P AUC=0.847, Zad Bootstrap H ARE AT N ERES IS H . C—index 4
0.845, TFPHIZ 2 & BN AR R A O AN 48 s o 32t 22 ] Callbration % 1E [ 26 FIDCA PRI 26 7R 51 26
PEIABE AR T I e B AN A AE 3R 55 e R S PR 3 B 3Lt i — Bk -

4590 RS >200 , CDIEEI>1.3, EHYHIDejour B APD T 5 # B A ka2 B b ST fE R
P . AHISE AT K 151 26 P 0 A5 R0 RS AT R HI A PD AR St IR AN I XURS: , oIl PR p 3 LA
HERTEFNME-

K AV E RO BOE BEARE; fEREER; SR T

il SR B BR GRS 17 11 @R 18 53 SRS £ T

aE, HE, BXLE
Bl K FHEER

F . SR /N LA B IIAR 3 4 i PRI 7 A8 BT T I S Pk . HUAT, FRATTB = — R RERS 16 KL Ik
BB B AU, e A R R SRR IR G RO USEIRRITTE T — Rl A SR LAY
BB R (CE@SITPP)ZE S PEROR , okt 2 e SRR 7AW b i A 41, BB SR Z
25 AT D REAL -

ik RMSEM PO E BEG MR N (qRT-PCR) | W40 . 8 1 S Bl

. 32.



(WesterBlot) . 2GRS | AL A2 2O G A FEITAL BB WKL (GE@Sr TPP)XS TS AE Y F5 I . B JIRF- A4 7
A BRI AR . RN SRR, SR 9 AR AL 4L 6 (Hematoxylin and eosin stains,HE), 741 [#]
o LU YOI SR SRR (GE@SrTPP) 25 5 VBRI T B RS 5 B8 BRUA) S AE /K- L fi i Il
EHUERIRCR

g VRN —F 2 IIREG CBORL, GE@SrTPP AT LG 2 S fp - —#f LA 25 OBl A: 906 1k
To EOHAENRHNE, GE@SITPPRIL PHE AR LM PERE, F & APIERME. GE@SITPP
TER G LI E AN MR AL, I 02 5 73k, IR R SR BB TR RS A A2 2 0
Brit, GE@SrTPPIL Il S A N -1 oo /MVE N B E KT (HIF-1 o /VEGF ) il B DEAT 2 28 0 /1=
o LTSRN TR S EORAERR, ARURAHT A 0 0 i G PR AT R E IR . B A R g M 1
B, GE@SITPPIINSEL T &= B

PHE : FERN RSN 3L A DETE AR GE@SrTPPRUKL A48 42 2473 11 77 T e B0 H 4 T 7)1
TAYER, AT AP ki, [RIR SR . fR i R R AR DAL

SCHER) (ki DiPAG ;s PRIRROK; S JE 2L

JLREHB PRSI FLOL AT AN 53 1 I RS 1
—— iR

ERL SRR thARat, R4k
AT ERKFEREILEER

EAG: SbT B i PR AN AL g AT AR A0 437 F e AR A5,

Jrde: BEHES BT 45637 AL N TFAR B RIMNEHE LI R TEORE, AUFGAEES . MR, PR
R e F AR A5

gER. B B AU WA FAERAE (2361, 51.1%) , HUCONIRE4ER (5H), 11.1% ) FEEk
RGO (46, 8.9% ) o FARFHLI-10% KE (3741, 82.2%) , WTiiFE#k6% . FARI LI &
BUBARRE C1961) |, HUR A 51 frb U 53 AR5 e PR A AR o

S50 FRALMLES N FARLE LB KRR P T 32, UGS B EAUK G 2985, BHAM
B RSHERE R

S JLEEIRIRIMEL; tOIFAR; BRALHLES ATFAR

L L P b UL B YE A L a2 v 198 8 AR 12 L

R 2N T
1. a7 ERKXFILHSR; 2. 7 TILEER

Hi:  HEF™ILS A IUEL BRI R SIS, PG UL i rEpon . (anfils
PRI, Al S ACTE L) BORENE, SRR BB SR R RSN, O LA A A
HRAEAR I



ik RGKE PubMed. CNKI. J7 78l H 2000 - 2025 4FEFA 6 “LZEMERM”  “Fr=
L7 CEEIT CLFVET “Ii/DRINAE” “ROTEM/TEG” Jekiliyrh . $303cik; g9 ASSHERFSY . bl
HUAT BRI K & e R, JRBGERMIN 7 (FIL, FVIL, FX %5) | HiltEA . dEta&d (FDP, D-—K
1K) Fedfi/MRINBES B e B, IR R = L i 2 & A R e T IRCR

g BTl b iR R K-HHEE L ACEAU R 2 H LI 35% Zid, MR / ANEEAE TSP
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Xuebijing injection alleviates septic acute kidney
injury by modulating inflammation, mitochondrial

dysfunction, and endoplasmic reticulum stress

Xun Lu,Yunfei Guo
Department of Urology, Children’ s Hospital of Nanjing Medical University, Nanjing

Background: Xuebijing (XBJ) injection has been used to treat sepsis. However, the effect and mechanism
of XBJ injection in the treatment of septic acute kidney injury (AKI) is unknown. This study aimed to explore the
therapeutic effect of XBJ injection on septic AKI and elucidate its possible mechanisms.

Methods: Network pharmacological analysis was conducted using databases of GeneCards, TCMSP,
SwissTargetPrediction and STRING. In vivo, a septic AKI model was established in C57BL/6 mice by cecal
ligation and puncture (CLP). The groups were Sham, XB]J, CLP, and CLP + XBJ (10 ml/kg IP) (n = 5). Tubular
damage, renal function, and levels of inflammation and apoptosis in the kidneys were evaluated. In vitro model was
lipopolysaccharide (LPS, 100 w g/mL) stimulated HK-2 cells. The groups were PBS, XBJ, LPS, and LPS + XBJ (XBJ
injected at 10 dilutions). Cell viability, apoptosis, inflammation, mitochondrial function and, endoplasmic reticulum
(ER) stress were also assessed.

Results: Network pharmacological analysis identified Toll like receptor 4 (TLR4) as the core gene in XBJ
against septic AKI, and the inflammatory response was the most enriched pathway. XB]J treatment significantly
alleviated tubular damage in CLP mice by down-regulating serum creatinine (SCr), blood urea nitrogen (BUN),
kidney injury molecule 1 (KIM1), and neutrophil gelatinase—associated lipocalin (NGAL). Furthermore, both in
vivo and in vitro experiments demonstrated that XBJ treatment could inhibit apoptosis, inflammation, mitochondrial
dysfunction, and ER stress via TLR4/MyD88/NF- k B axis.

Conclusion: This study indicates that XBJ injection is a promising drug for the treatment of septic AKI.

Key Words traditional Chinese herb, sepsis, Toll like receptor 4, network pharmacology
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Global, Regional, and National Burden and Forecast of
Urogenital Congenital Anomalies from 1990 to 2040:
Insights from the GBD 2021 Study

Hang Wu,Jinlong Yang
Affiliated Children’ s Hospital of Jiangnan University (Wuxi Children’ s Hospital)

Background: Urogenital congenital anomalies (UCAs) are a significant cause of neonatal and pediatric death
globally. Although child mortality has declined, the role of UCAs in this trend and whether disparities by sex, region,
and socioeconomic status have narrowed remain unclear.

Methods: We used data from the Global Burden of Disease (GBD) 2021 study to assess the incidence, death,
and attributable risk factors of urogenital congenital anomalies (UCAs) across 204 countries and territories from 1990
to 2021. Age—standardized incidence rates (ASIR), age—standardized death rates (ASDR), and estimated annual
percentage changes (EAPCs) were calculated to evaluate temporal trends. Associations with sociodemographic
indicators and modifiable risk factors were examined using the comparative risk assessment framework. Future
trends in UCA—-related death were projected to 2040 using a Bayesian Age—Period—Cohort model.

Results: From 1990 to 2021, global UCA incidence declined by 6.25% and death by 22.56%. ASIR slightly
decreased (EAPC: - 0.26%), while ASDR showed a more pronounced decline (EAPC: - 0.62%). Notable regional
and sex disparities were identified, with higher ASDR in males. In 2021, South Africa and Singapore reported the
highest ASIR, while Kuwait and Sudan had the highest ASDR. High body mass index, high fasting plasma glucose,
unsafe water, and occupational exposures were major risk factors. death projections indicate continued global
decline, especially among females.

Conclusions: Despite global declines in UCA burden, pronounced inequalities remain. Enhancing prenatal



diagnostics, improving neonatal care, and mitigating metabolic and environmental risks are essential to achieving
equitable reductions in UCA-related death worldwide.
Key Words Bayesian modeling, Epidemiology, Global Burden of Disease, Risk factors, Urogenital congenital

anomalies
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Unmasking Hidden High—Risk Neuroblastoma: ML—Driven
CMB:s Refine Conventional Stratification —Two case reports

Sirui Pan,Xu Wang, Tao Li
Children’ s Hospital of Nanjing Medical University

Background: Neuroblastoma (NB) is the most frequent solid cancer of early childhood. Owing to the significant
heterogeneity of NB, which results in variation in treatment response and outcomes, the International Neuroblastoma

Risk Group (INRG) and Children’ s Oncology Group (COG) staging systems have been specifically developed to
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facilitate accurate risk stratification of patients. Our current biological and clinical understanding of neuroblastoma
still remains incomplete. Conventional systems may have overlooked some hiomarkers that have yet to be discovered.
Some low/intermediate-risk cases exhibit aggressive behavior, which highlights the limitations of current risk
stratification. Recent studies advocate for the incorporation of Machine Learning(ML) to enhance risk stratification in
NB. Case Description: Two children (Case 1: male, 9y; Case 2: female, 3y) were classified as low/intermediate—risk
by INRG/COG but experienced rapid recurrence and progression. Our previous studies, which focused on Cellular
Morphometric Biomarkers (CMBs) in conjunction with large language models (LLM) in NB, reclassified these two
cases as high—risk, aligning with their poor outcomes. Conclusion: By applying deep learning—based CMBs derived
from pathological images and enhanced by LLM, these cases were reclassified as high—risk, thereby highlighting the
potential corrective effect of the ML-based stratification model on treatment decisions and confirming its clinical
value as an independent prognostic factor.

Key Words Neuroblastoma; Risk Stratification; CMBs; Machine Learning
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HRTILEER

5t Wbt R UR N IR S i 5 EZAE A . M bR D e E Az e, Wi il Ak
IR, BSGERIRE . WEERMEENL, 51 & NIEPERG: . Wi {5 i 5 il E SRS 2 —
T & IR AL ( Clostridium butyricum, CBM ) A RIXH7 BEBEE 2 PP VEH , (HHEARPLH A 528 4
AW . B R IR PR RS sh ) i S8 A AY S 06 AN 232 JE BEXAZ AR (farnesoid X receptor, FXR ) ik [
W, FORMETTREA G — R, (HILEANURI T — PR . RATHIMI R RN M G1E . 1
AR RH A h I T e B A2 40, FXR NG Sl B AE I I R IA TR, 3R FXR AT RETE O 7 18 e i v
RV EEAER, IBA IR WX 5t R R AP AR Ange], LR A3 1 FX RIS 5 B A Tl E 2R AR
Wi, A)hs i — AP

By : BE5ECBMXSDSSETEL /Mg bt FEbi 4 i ORAPVE ;- #R9E CBMATFXR AL T i B A 2 A H 5
FHRCBMERG /N B B A i oAt m] REAIL A

Fike 1, MR GIREN ( dextran sulfate sodium, DSS) FFEEAL (WT) /NR/INGIRIR
R, Sy AWT/WT+CBM/WT+DSS/WT+DSS+CBMALPUL (n=4-5) , WT+CBM K& WT+DSS+CBMZH (197N LAE
RV 1-14H 45 TCBMBEE (1%1079 CFU) , WT+DSS & WT+DSS+CBMZH 4/ ERAE I AL 45 8 H A B #25%
DSSH . WAE/NRFIAAL: qRT-PCREZMFXR & FE4rFRIAMEI; TP @AEMFXRE XN ; HE
e WL A W R AR Al BN ( Western—blot ) | Ry 2H U4k F gL (0, ] qRT—PCRAS I 7 5 s
UIedats.

2. BTBIEFXRE: SRS /N (FXR flox/flox; Vill-Cre (+) , KOZH) , DSSi%SKO/NEVMNzHH
Yi, 43 HKO/KO+DSS/KO+DSS+CBMALE =4 (n=4-5) , KO+DSS+CBMZL/NRAEFLAEILE 1-14 H 457 CBM
#H (1%109 CFU) , KO+DSSKKO+DSS+CBMZ 1)/ FRAEBLAIEES H A B #65% DSSH . WA/ INER Rl
M4, qQRT-PCREZMFXR A T2k iB 00 ; HEY A7 A Y- A iE A8k ; Western—blot . THC K
qRT-PCRAGI 7 Bt B T BEFE A7

3. RAMEEE Z 0 (LPS) 5 F Caco- 241 M B i B 1Y, 45 P RSPRAR I BB (C.
butyricum supernatants, CSs) , 43 ANC/NC+CSs/NC+LPS/NC+LPS+CSsPUZ, qRT-PCRAGIN 40 (] 5
BEfE bR . FXRAFUE T RIBEO; AU AN BOoR S48 25 F AL, IF8 FHGOFIKEG GEE 4 2t
38T A FEXRANGIFIH 2 - B - RARER ARSI I FXRFEL, FIFHLPSIAE S Caco- 24015, 43 KO/
KO+LPS/KO+LPS+CSs =41, qRT-PCREIMFXR A FiiFsr T2k E0

G558 1. WT+DSSH/NRAH L WTZA /N, “FRIAE BE T, BiEKEV B4%, BBFXR
mRNAJKF- B TR, R FmRNAKCERANE . WT+DSSZH /N I T A or , M Ft sh RS . I
T2, KRR FAMUC2 K B 427 1 Oceludin fUmRNA R A AKCE R, 2R FmRNAKE FiH, 5
BEDIRESZ 0t . WT+DSS+CBMAL /N AR LU DSSEL YA 40K i 25 A, i K WK, /MEHFXR
mRNAZEA B, HRUHE BP0 20805 . WT+DSS+CBMAL/NR BB S Mt , S5 Thee Fd . JHT-4H
XTREAG, KifRF . BREREARRDE L, RREFRIEEEFRIC, MhEEYGesacsE.



2. KO+DSSH/MNRAHLKOZ /N, ~FIRE B3 MR, ERKE B, PIHFXR mRNAKA i
FNVE, HFUEREBEE . KO+DSSAU/NRIE L SR, MIEREES . T L, fEA . B%
R ARBREL, RRETRERE, WERIIAEZH . KO+DSS+CBMAL/NEAH ELKO+DSSZL/N R,
IR R i K A R AT, MU FXR B U A e i il o

3. NC+LPSHICaco-240Mu[i] 5t pEAz 451, FXRE FiE/rFmRNAZIA T, NC+LPS+CSsZIFNC+LPS
LA R BRI S . FXR AR5 TmRNAZRGE Bl RNA-seqKuillNC+LPS+CSs2H 2 3L 2 M g iR
RffE 4R, THESEBHCHHER . Gly-MCAKRIMIHIFXRFELR)G, KO+LPS+CSsZH4KO+LPSZ
FXRI N FRRA T B 22 5

S5 1. CBMATLIAT A3 DSSTE S/ N B/ M B B A 453403 5

2. CBMX/N /NG e R i R 4 T T e 38 e FXR SR N o158 1

3. CSsHlfeZ SRR . BeimR i, JUHUZA 2B ChE g%, HOR1E T il FXR
T o

SR BRI s TRICREXAZIA; BRI DSS
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KM TILEER

B PR LR OP 5L RGP A Im PRARAE . I2WrE S A FSR M, 32 B X IR AR, s>
WIZIWIZ .
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i BEUIECR WoR, RAARREAIT RS CPRER12.3% ) RGUEE R REE3.4%,
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FIBY: PRI 5T SR N SeAMBRER4E 5 12:0R )7 LB R (NFRA BAR = 1.5 em)  EIBGARMITIRY
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USRI ER, R3S AT W AR ERAE A A B LA R, PIRSEL, (EEREA R I
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(18.58 £3.06) min, PHZHAETFARAEM, FARME, ARJFAEFERE, REIFLLEHILE, 255t
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M, S AR AEAER59.0%, HA ARG VRN RIZET 80 A TAFREA3S I, i BB T RS A AL
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JE AT B AR RIS AR I R I R (OR[95%C11=6.660[2.766,16.040],p<0.001 ) . Kasai R Ji5 A & 4 fH
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B BNECHAY (7 MR G B DA ), IE IR ST RIPK2ADTHIF ( GSK2983559 ) #EA7HTE
T, S H&EG PP HO B B4 47, [FIRER Fq-PCR . Western blothail Rl ZH 416 . TNF- o
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b P B AR KT AR M 7 5 BT LA T B b, BHARIPK2X ) b pe A e T ny 4 o
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( GSK2983559- 1l ) AIs i Bt , PEARIER I FIL-6. TNF- a /K-, FHREZO-1. occludinfy
Feik, HNSZIGHE—IESE, TENECHMIRE R, RIPK2 M 4 5E A T-RNAZKSE K 8 13 5K P44 26 1k 1
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BETIRTERT R
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Wit PLES B E ARG ARTE F AR AR T, BRI, RIFWREEH SR
BEFARAMY, MW ALE R ARG, HEDREIR R A AR LS s B Erh B s =
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FIRBIREZES, HBAAHcCASHImDNATAAE B IEEN . DL EZ5RIE/R . cGAS-STINGIE [ 7FBA
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R F ARG R TR KA DI RER WK EATIET I HFA, 2 AR R R A D se k2
4, AE 2T SRR T ARM SRR TR, DR Alrh, Wt SR BT 5 R S I B
JikE % SRR S I R B L

WA LG S AL P B LA, 36, 258, 62 (65.96%)F &)L i & MmEY 7k,
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LRIy RO

HER. 2K, IR
FMKFWEILEER

Hi: ENS NPT ARSEREGEFARERTILESD . SO CATh 2 et 573

Tk TR R AEBAA B 1350 . A AT LB PR B EEDTORE, R HLES B FAR
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FI(VGAT)-Cre, AHFEN4E 2 (CCK)~Cre . /INE K F1(PV)-Cre AL KA1 ZE (SST)-Cre/N UK CA TRIDG Y T3l [X.
HEAT S50 2 G ABA RE A £ 70 B 45 W TR A 22 T A T il o A A7 32 6 0 ORS00 e L ) A A B4
KM R IR & VE(SRS), H™ B LT 3L TR FE SRS A VEMR | 5P M6 58 H R & Ve Ry He ) . 3
AR A AE BT BEME L SRS ZAEFFLEI M S5 S5 T P4l . BbAh, 3 e 9 A A T il ok e Ak
HS I BARAE FIG 26 A AT R s



S50 FEVGAT-Cre/NRHP, 3SR LR N RI AT M BISRS; (HAe i), Habhl AIGABARE# 2
JCIH R A WS EISRS . DGIX GABABERHZETCIH Rl T (ISRSELCAL X H ™ 8, A6 5 = 1 & A
W BRI 6L R L -FR2E KA L] . 5 5 (4 ST R & 1 1 Tl g o K R st 18] . (EAS R
B, /NIRRT 3 A HS (BRI | A 40 AR P2 1 R 5 R 27 4k 28 ) R ISR T
. INHIBE RS RFAE

g ZMTLE/N USRI ST T GABARERIZ 0 (1MARE— E W ) BJe 5 HSHIE M & 4= 2 7]
MBI OGRS T SRk v o) b 22 o i J2 DASK SIMTLE () 20 200 B2 F R R 4 18 8% . A
SRR P T

SR GABAREMIZETT, W, ALk, S ) 40 AR Al

Judet IVRYLaEBE T HF Pr P B0
e REFEVIIF 8 2 FHI 3K

F g
BN AR

HE: #R Judet VA LB SUEIrHIR A G RIS BNGST T .

Ik H20224F1 H -20244F12 7 2k R A A T iR PEBE N ET N [ 187 1615 Judet IV A LB By
Er, BB, LThl, FiR2S3A 12481, P65, ARG . TARTECHX
LB AT, U REESERIVEIN S5, FERAIT I, K T A s RE N BT 20 51 AR B Je o 104 7
W REE B TS BT, —A4G2.0mm v [CEF 28 Ak B, 52 067 )5 An B 3 s £ SIS (S AT SR A7
e, WU HA 1800, (HHA G mI M, (EAE I NINFS AL, SR EE , ARG A8 e ey,
BB,

G RIESEIRIRIAG RN, TR, FRATHEIRE A4 . VIR E AR M sH], b
6121, F¥10H ; AARE4-6, FH5.6/H; TIBEREASHILEA, TIBMaid, 165
BRI . SRR BETT N G T ThRE: RS, Rofl, 206, R #100%.

510 Judet VAYLEREH ST AA B AMERE R, W ALRMRT DAFRRERR, A a4
RN, K SRS TR RS A R N ET N EE , ATARTS i R A RCR

KHER) FPrEEAR s LI PeaiEdr. R EN; TSN EAR

Mot £y 53035 PN ET P I 363 7 L SR IK 4 iz 0 52 0t DX 9

F g
BN AR

HAY . 307 s BE N AT N B 180T ) L I B im0 38 5 DX T B s ARG
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WA Seir A I S M i A i, 251 SR, SRR SR se AT i Bh = A, S 0 J H i
WETIE A BT mE A B P, HEEE, REmE. FlynnbFE ARG FSET 6.

it ANJEktie-12H, “FH8H; @ant4-6/d, F3s5.6/; LI REGSmEas,
Vi b 22 it s, JC1PET RIS . AR RBEDI IR S IhBE . f1of, Rofl, 2E0f), (LR
100%

S518 LR A s 5 S DR AL L IR, SRS AL T BE N BT N 69T, AL
SRPERENETAT G I AR B RE . BRI/ . B AE R TSR, 2RO BRI T ik

KR BYTEEAR; JLE; L mm TESR CET: SERENET RO

A [] BB K P Lo W3 R85 A58 8l v 1 il g o 22 St

T
FMKFHEILEER

e PEAGAS R e R M O e JR A8 s P il RN 25 57, IR PRI 26 2 N 538 Sl itk 1) ¢

Tk RUFRMA364TE B18L IR, ATE20 kg% 93 kg, 0 N3%H: AZH: 10Mf% 00025
1HARJE (VSD n=8, ASD,PAPVC n=2); B&l: 21012 ZRL0 % B IEARIG (CAVC n=2, PAIVS n=2, TOF
n=5, TGA n=3, TEMKGEIATH n=4 TIEFRn=5) ; C41: 5HIHLZE (Fontan ) KI5, FrfiZikE 20
fifiiz g, a0, R Rampr %8, 050 iUE ., ARG WS R . 40
T R R R Ty 225007 o

g5 A BILBM L LT OMZE AR, T EEA SR . A BJLRERE KT 1.1, HER
F1o ROOEH (ALFBLAL) ML ELL (C41) , VO2/keg max EAK, VE/VCO2H &, 2RA4IFE
S (P<0.05) , HPAUEMRTBA, ZHRA5ITH#E X (P<0.05) , HAFEFHRR, 02/HR max, VE/
VCO2 slope. OUES/kg% B A 255, (HESARWGI AL (P>0.05) o SRS 10 il 2 N ATAE 2%
5, AHE A DCREIR CAnmpig R sE . BRI ST ) B I e A 2R 5

S5 BRI IEARSG BILAYOIE SIHRES T AL E B IEAR G &, B4 EBFIEAR G BULIKE
Sl AT A B AL B IEAR G B L. Ois shIDREPHAG X e 0 AR S5 B LEA HZ IR L.

SR S KA O ARG ;O IlE sk s 4 A B

28t W0 AL BE T AAE )L SRR i) WL 2208

ERY
HREAKFWREILETER

FUAY . BEE R BB AR LA B e s R e A 5835, AMPHIEE AR 3 SR 1 T I TR ARPRS TR R IS B He AR

HORHGIT o 2857 BFLIE 55 TR (Laparoendoscopic single—site surgery, LESS)JEHiH 2z —, ZFARRFENL
ST AR AR I B b HARAE SR T A TR 712, th TR IR R KRR Al B s T 1, AR 3]
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Jridi: BB 20184F 20254 8 A TT IR FAALIE B T A ], 1 i Mo oA . FRIER] . AR5
FARAE: DITTHL, BOGRE . BOESC TR BRI, I LT AR L etk AR Es
KB AR & WA

G BEERAFEORMAGR, TARMIEEIAKA 1, FARBE S % M2 TE TR, A
ARG 07 | R b A5l T HOR AT (EREE, FORES AR 4ife . AJS I Ao, DI i
B, 5RILARERIZISEMARG, 64 Rl FHRAERMEG], FMEELE 2T AR TR LR Fes
HBE, SR I S A AN R v

45t LB RS IR BL TR LE RN BT 222l A7, DTV EIN S, A P A,
AR, BEWEIEE R MR MAREEOR I, JUHAA AL AR, BfLIE I
BoAE ) LEE RS M} A L 2 BORRE™

] JLE, AL, BB

BB B da /DY I BB AR
1697 JLHUPYTO Furfots [l i P b EE W 528

FI R EFEA. PR, LI, FEE
AR TILEER

it RS HERIEAR (LP) 53R 7 JLFEUPJOEA W WALy, (HAFx 4/ NE do b 0 ek R ARy
LI

Hi: A E S/ D LPSERHELPIR YT L B S R A E AR (UPJO ) MY7aliE .

Jrik s BUEYE S HT20224F 1 H 22024476 H 5 5 R R 4B 8 L = Be A 9 12081 UPJOF-AR &L
I IRBERL, T 4FE#268.0 (15.0, 102.8) NH . 4 R'Ed/MIHA (SIGH, n=63) FFRiEY) H XTI
(CGHL, n=57) , WZAMEM . AF0% . BEREMN . ARATE UK SREL R LR E2ZR (p>0.05) o b
P FARRCR KB 455

i 12000 FAREGAGE R, TR I ECRE S, SIGHTFAREFE] . AR . AR5 4 BT E
K AR S 1 bR AFFSE ] 2 B 25 T CC4 (p<0.05) o D-JEIEZE R A= RSIGH 1] (1.59% ) vs CGLL3H
(5.26% ) , ZHTGITFEXL (p>0.05) o FHFEVi7.0+550H, WARGEEERTERE (APD) i
THEER (p>0.05) , HIRTARE (SIGLH1.59% vs CGLH1.75% ) H5TARIEINZ (SIGH98.41% vs CGLH
98.25% ) 4 (p>0.05) -

it ARPPUOBR RoR, B /MO LPIETARESE] . i . AERERHS . RS iR X DI %E T
L FARUELP, FFARREGMIIRM Y, A7 JLEUPJOZ &4 MU AR ik #
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B A AR AE AR R AL AR, XSS A S T, IR ES A0 B, SR E R, HEALR
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A5, R I, TORIEIG . FEXTE A SR T UIBR AR S, PN B R R G AR
JE R AR A DR o T R TEAR G T RE S I BUAE IS ARSI 4 SO0, 3k BB 4 ) U S B st
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AmEAKFHEILEER

PR R R B TN LB TR BERCR . Trik s RR20080 5 EULEERL O S T I HRAL, 4%
1006, THAURBCETERE PP, X BRATRIBCE ML B, UL B I A I PRACR . 2528 T
AUEILARAEA B 2 AT (P<0.05) 5 THALEILEIE . ARSI 2 ERER (P<0.05) 5
T R 5 B o Ty TR LA R A E WL AYERTE (P<0.05) o Z5ig: /NLEDT
AP EEORE s, ot TILEARR BN, AMIRE2E, AFRIEREN2E, P LATEIG RS BEE BT e 2R
PEyEE, RS T RRILIEM S S LR BU S, RERS S i ORIE B 3T B A B BEAO 37 B A AR T
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it P VA e e R 1248, M3, EIPHOBE (ZE ) YRSy RPEARIT76.9% , LAZERRIXCRIZACTHS IXOh
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FEA AL O AP M SRS, W PEEP SRR | SR AL AE, UAERL 2 5 AR RIS
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AR EAXFHEILEER
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16% Bk Ffi2: 152 BE) o PIBEREHLL TR AY” EYR, RErZEsAoshE . OIE
IR (CMR) KCTHAESE (CTA) PN GO ZE DR X HRIRAE . 5 B IR HTCMR 2 7R PR%86.2% ,
L ZEE R IIZFFES (RVEDVI) 178.9 ml/m? , A.OESHM3%0 (RVEF) 35%; Jilil2 R FTPRZ
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L FIEEEFR (RVEDVI, RVESVI) | PREKLINAEARL
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RVEFEE T43%. Wi EERIGEIAR LA IR | IRERS A s AR A 2. A5 # U5 o
PSS B RAT, oA H 3 2 S A R P R R R I

451 TPVRTEJLETOF ARG H EPRAEE I RIAFAY L2t SRR, 7o ERETPRE I
WAL EW M E . VenusP-Valve RGLH LT A IR MG LR 240 OB I B AR, R 2885451
T BRI S B AR T A RO AR SRS . ARl KA i S A R, i — 2D B TR i A
IS NI IR R E I oAl

SR B SIIORER T, A EmBIEERARG, LE, SRTE, sk

BT R IBUBL I RIS
AR VEEL AT 5 Il RE N b 16 L B R PE O

FRk. T2, A#H
AR ERKXTHEILEER

H BRI T G WA ) 47 B X 7 56 N 65 W 1 it T S v o v 18 I FH AR

Tk RABEHURAR, 20234501 H £ 20244F 12 H B 5 BE R4 E L3 B2 Besg A= JLANEHI
IRII10061) % WAL SE R E 25 L (T 5 MIEA R SHIR YT ) ML IS VE 50 4 . Hh 585
B, L1561, FHFEIR14.67 £ 5.40d, KRB A BIBFFEXT QBN A0 B FISE B0 4], &
255001 o X RELRIBCH RGP B, SR SR IO T R E A A 4 BRA 2 . LS LA P A B LA T
FEABER . FEEREM I R KA 30 SR E T

i BB LARBU B ABER | 1 BEfa GO I e A AR Fa I T 0T R, RE 250G B v
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e BT RERAUY SN AR M E 25 A B 15 U, e AR LAR BU P B
BTG REEREW T RAE R AR REBERT ], AR T R e A R 2 vk | ST i it . 2
SPEOCR . SRR IR TR, A AT ST S8 I LA SR BE Ry O 9 P M S5 1 T T [ T 1 B
EHANE, GOERILRATI Y . AR R, (EAHIE R R

R FIEWAL; WEEHE ; S RMEES N ; HiERmER
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AR EARFHEILEER
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Jridi: BIEPESHT2018 4F2H 22021485 H B at R 2= E JLEE 22 Belioif 1 488451 U R+ BB
JURIRBERE, Fra LR ISR ERE N AR, K 8B LAR G SR A I ARE 5 It A e 20 (41461 F1 TG I
S RELL(44711), R FH B R 28 N 22 (K K logistic [T MR/ LI ARE & ARSI 2 .

g, 488G UK B E T Il BAEIERRE4 L], KR N 8.40%  H R R AT I N 1441
(34.15%), %77 I sh3Z BR551(12.20%), B P %7 5T LA FF 6451 (14.63 %), BUEF TR XES ] (12.20%), 58 N £ A8
WS B 31 (7.32%), B 4E IR ALG AT 5 361(7.32%), HAh IT R HESH1(12.20%) . Z P FKlogisticlal
g R won, BRI (OR=4.153,P<0.001). {5t R} A](OR=3.294,P<0.001), A4 {i Jii &
(OR=1.917,P=0.006) }2 F- R[] (OR=2.952,P<0.001) Ky # LA G Ik iE K AE RGN 2

g5 DR BB ILIFRRE AR, AR i Em ] | AR A A B it S TR [a]
PG KR RAEfERIN R, BEERWHIFRIE R ENER R, BT,

s JLE, DU EEYT; SREREN T RIS AE

Fe R PENLPE R0 iy Bl T- AR PEAE D Bt

Bt
mwEAXFHEILEER

H: BT RV REUE L B AR AP A B e 2P A8

Jrids: HEH20184F 1H -20204F 12 7 Wit AT A A 43 L 2 LA Co s 43 D BR AR 38 3 e RV L
R LIL60M AR4E A BE AT HITUT 4 LA B R A B, 25 T AH RN A9 B T80, U
ERITSTHT PR I RGBSl 25 B2 A T S A5 AR L

SEI . TR S A A B R LT BSOS RN (16.7% ), B LA BT & 124
(40%, P<0.05) , EEBEILARFIRITIRERIEEWE . RIG3RKMLALEILVASHIPCATTE 48 AR FI A 4
KMERESE, Hrp AR I A S VASHIPG AR B AP BRAH (9% 52 A (P<0.05) .
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BRIETHISCHE MO SBPLO M il 22 B 2 ey il o (¥ M1 G WE o2

B EAR, I
BB K F W ER

Y MBI (neuroblastoma,NB ) 2840 )L M LB B i LA fAb SLAR IR, RAE HEIC A
FOH I TR TT T HABIAT T T 58, SR 5 1 b 2 B 40 00 FB 3 B SAE A A7 R AN 45% . ABFSSil I A9
TS 2E AT H R fE N B H R T A S R S [ 45 & 82 9 (oxysterol-binding protein—related protein
9,0SBPLY) , JF4rHr HEXINBHERAFEM , XE— PR i fa LR E AR 2 BRI 1 AL, S4B
TRIT M, HAEEE L,

Jiidi: T e N TargetBOE FE FPAR T 1S3 BINBREA (111 PR A7 8 R EE Rl F ik i85 2., OB 151 PR
Pl BN IR REAS HEA T3 SR A RVR VAL 24 00T, DAL B b 26 R 200 988 0101 R GE(INSS) bt , B
ARGy HIVIAAR VI UEA T 22 B 30600, 9 T3RINB P SEBET- MG I 22 R R IAIE N, # s a7k
IR EER 5 Ferr DD PE AR FE T AR DG IE NS 4 5 4536 3l o A A RO T ARG R (i T fS A A8, i
GSE497 10KUEAEXHERMEATI0AIE , DA SN A LB R A 3 IR UEA T2 R A0, B i et 2 NB B
H ST fE s R 3 -~ OSBPLY . Bl /5 iR HEOSBPLOTE A [RINBAH Y 2 Hh i R IA KPR 25 5, UGS AINB
2 R A TN 7 i YAl R FRE OSBPLORUIR At F 3R IUNBAEMI 52, SR CCK-8 AMAEIGAE LS . sebE P
EEES . Transwell SE560 AR SZEGHRTT OSBPLOXT NB 4TI BER M . N Fl Western blot Kl kBT 6
SN 73T CPXARYEE A FRIAAE A, DAK T FH 2 ST G 48 B 15 M AR L B K DL R i ko
WA 346 I OS BPLORIAR 3k 26 ik 4N S 2 rhAAICSOME , 4R O IFAA 245 Wy UM iy S . 5 ol FH Bk
FET 535 -RSL3E ENBANAAERIET -, KIINBAAI A7 IG5, DL RSLIFUETRC A (], 388 2 A8 £
WA 2B RS LA FIGAA (4 [

GERL. RS AR R ERBE TR e B OSBPLOTELV I L) e MY CNY BENB I 3R AL, 5T
RIFME, ENBUAEM TS BUNAREY) . CCK-8 AUMIMAESEE . SR S . Transwell SEH6G AR
B R EAROSBPLOFR A /K -2 R HENBA M A 3G 51 . sife . RZBUUSGTRERE ) 1R IKOSBPLOMI S
MHEINBARMLAIGTE . TolE . RBVA ST RAE ST . Western blot SZHG K ROSH: I 2 W @ L OSBPLOZ 1k
GPX4FATHE, ROSHIMDA S RAAL; 1t Fik0SBPLYJG GPX4F kMK, ROSHIMDA S HHZ, $#/R
OSBPLOZE HENBAHIARAE T, JTEALCSOHE (e 2% BH ixf 21K OSBPLO S £ i NBXH AN (1 25 W iU . I
Jei B IARFET 15 FAIRSLIA T IS HINBAN AR A 8, 8 0] LAP RN, 850 HIA Y FRcR

455 RATAWTZFE R, OSBPLOA] L i 15 GPX4RY FE A A ROSHIMD A By & F 4 At i Jo 1ot
Ak, HETA FNBA ML AL A BRAET, MHINBAHA R it AMOSBPLO AT 4 = NBAH L X IS4 254
BRI, ITRAET 5 SR RSL3 A] HR R VRS st AR ISR . R OSBPLO A B A NB R i A 7 A5

4R MRS BREAAIEE, OSBPLY, GPX4, fgFinl4fk, Bksbr-
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B AN AL RNAZEE nT R 3 2 TAM,
IF St vz B 2R P 7

SR BAR
il kWG E R

H . B A E MR TAM VHAG ZF AV IIRE, FEsgmi iy fape b A 2R R . B g
WETEAFPR R IEARNTIRE . SR, BG4I E i BAARREE . ThReAR b . I pLm] KL S his
B2 R yea 1 JR Fr) PN 7 DG 3R 1 A BH 1 i B

Tridi: MHERRIAZE G HHEPE( Gene Expression Omnibus, GEO )ERTS441A [ iof S NBAEAS 119 5. 41 if
RNA (Single—cell RNA, scRNA ). fFBIUMAPIZ:, FRATO X LLANMIEAT 7RIS, RERATHRE T4
ANREIARCIEH . FIFHE &2 CHK . Cell Marker B E RN “SingleR” RERF (X X L K PEATIHERE
TEXTTAMYE AU AT HER 0285, SEATIIREA BT A T AMO AU (9 & R B . AR HEMSRGs, FRATTim 1 5
A3t Cox . LASSOSMHTBLIIAG A T WU AR, FRATIR 43 Kaplan — MeierZ3 b7 43 518 FH P B A1 A M EICE 4 (
TARGET — NBLEWEHEFIE — MTAB — 824 8% 5 42 % 5 % H W 240 MU A4 S A U A AL R A T 1 30k . FRATTHE—
A% RS A1 Z [ I DEGs #EFT T GORIKEGGAHT . F-AT AT T 4 S AR 5ol 22 5. Ikdh, F8171
WRER T AL X e TR 7 1) SO R e 245 4 1) St

gL, TAMAYZEEENBR U P R EAEH . TAMAR AR, Hod— A7 R R i e
it ORERAENBHE I TAMIE AL, Q1) & R FIBH T TAMAETME H A0 fa] & A R BRI RE Y 20 2E
DA K g 2 11 B I A0 A2 G ] DR 5 — AN SR oAk SR 1 o (DONB P 3 3 (1 T AMUE i) = 2R 30 A S 328 100 i 11
M2BEFRAL, fEUERPE B U R RS . AN E TR WoR, 8 TAMs AT 38 o T A IR 57 338 o 1 e s &
FEVER.

g5 AR T — DT TAMS TSRS, vl AN B35 1) 105 A e by 7 1)
FTRESON o FRATTAY & IR T BE A NBAYIRYT HE LA 45 5 28 LAY AR e

SRR IR AR S AR ( TAM ), #h2e BRI (NB) |, AEYFEE

pui

PAABENE Ry 1 R R BRI PE R & Sv — Bl

]

B ILEER

Hi. AT S% (Disorders of Sex Development, DSD ) & JLif # LA 2 uk /M5 28 /NS5 R 3
Veatis, (HLLSERE B KRG, A SCETERRWI RS, L) SRR R & AR e & & 5
BRI RRRE | 2T U FIR YT RN, $ S R R A X & & S LRSI AREE )

Jiid: I3 7202449 H a2 T st BERMR =R )L B Be g 1 0] SUBIE sli2 e & R Bk &
B 5 BILIE RGOSR R, BRI ERLH

5. BIL, ZotEREL, 727, SRR CEWERE LR AR, SEEAH AR AR 56 i R A

. 78.



BRSO AELES, Q22K N T TARIBIT . AR ESER . JoPEafoR, PRI . 25 CCCG-
GCTs=2021 L5, I, sfedl, TRMLIY . W4 rfen Z2NMAbi2, S8 HCGHIHGR
5 TR JCSE AL AR I BE . ACTHXS A IS 1 ¥ LIRSS INRE | e PENRIECR B R GnRHAIFHGA
K/LHRHRIORLS: T T - A -PERR B IIRE . Mo b5 2 b Dopanel B 425 i AHREDIRGIN . 953
WRHG A&7 BULIRNAFTEA DRER SEALZL AN, S8 XU IR IR A A A AR S Sy, R AT B Al
PERRIEAGA , RIS BRSNS ARG RSTIRERL . AR NI BRL . WIRANEE, i
AR M EILF R IEFRITHE BILMIRE | FRR TR ENE | FARRHL RS P14 PR R

VB A1 N ST A IR R B MR T, 120 S S B AT A R Z2 B DSD 19 AN [l - T
PR T S e R AR AR RN F SR TY, SREUEOR 2RI, () I RO LA Lo B )
B, RS R R I RE . PERR IR R . SMEFE AR R B RO, K EEE TR . B A B ERIAE
AR ) 55 2207 6

KR SIE, TENRRRAINOR, PERE R

UBIHGE PR LA T35 28 oF T A i 47 B

[ & &3
FMKFHBEILEEIR

HEE P B (biliary atresia,BA) J&t—FfIHIE RGEATHEA TR SAEPELF AERE A MBI , 28 A= JLAR IR AY
FEFH . KA 1:5,000-20,0008,  HARTRAEMER, e EAAHEN0.02% o MBILLIBHE
BORRIEFE . AMEBE NG . KRR AR R A REFZEFIRARI T, HEtEANTEmYaAR
( Kasai Hepatoportoenterostomy, Kasai A ) J&22 JLIRIEABIH FEIRIT T E . b Kasai FARKIFRE, B
PRI S . AR oRBis ], B T BILIAAA, EF2 8IS 2 BN R GIFAE, N
B BBl AR B Rk = . TR T2025473 H 04 H G — Bl iR TE P B 2838 55 B HLA A A TKasai FA
ML, ZBJLG R IRTT S, TAH3HRE B, U B AR IR TR .

KA JHEA B By A AR

2B Pierre—RobinZ: o fiE B LA G
LA BRSSPy 3o

B wmILEER

FIff: Pierre-RobinZEGME (PRS) J&—FhLL/NHIRGIE | 75 J5 BB PR G AR B A AR iR F) S R Ao e
Wit , WA RAFWDIRERERT . FREZES AR (MDO ) Ba] s <A, HAR 5 i A7) 5
i L TR A BT B o ASBIFSHE S M LR G A T30, R HATPRSELMDOAR 5 7 IH DI RE |
FFRRE SO RAE I BGEERCR, A in RS S

Jrik LA

. 79.



A A2FIMDOAR S5 AT A7 AE H L A R A AU PRS R L. FRILAN2S B, RJF14E, EZERI KN
ZRE (<0.5em ) , FEEIEHERT B BILBAZA LM, RE1A, DINEIIRER 32, R HE
W% . S RO M R . BIHERR A 24 R e BT s R LR B A

20l ik

K OLERWEERFHTER (SOAP) ) T 24Pl

FUFERE (S) = ICRMEFRL | MM K K

TG (0) « Wb PR S B BTG A D g 5

WAL CA) o BB RERT 70 K™ B R

R (P) o HlE BT IO %

KIS S

Al A K i 0 S it AL R A

(1) TAFWIRERT B (BILBEM]) .

FUIN S e R FHVKRIBOBRE IR S H AR, B A, AR5 AR S | el i A fis s, 5
AR IR EE ST ;

A e i (%0 WiR30Hz, BkrhTefE300 ws ) FEF T2 RUEE, 4 H 1k, BX2054h.

(2) FFHSIETS A BT EL -

XPFEILA: RAIF 25106 HURIREGET Moy, REE3, HBEJLIF I

X RILB: A5k A WUIN 2R A R E T2 R LR

(3) BEAFHHEL:

HEARE UG Ry (BULAGE E5a, SJLBMEHPERE T ) ;

R HL . FRJLBZRAI30° 2= RMO7 Sk mif e 2 3 I i 5

ISEAA T PRI ] S, AR T4

gE. LA )REE

FEJLASK TR FHO0.SembE Z lem, TS RCRIET;

B LBMERZ R H B S -6 1R /D 2 1-21K, BRSO AT R

2B

TG, 2618 L DA Ik ERE LA R (LA H B 1200keal, 8 JLBRH §h5t
150ml/kg ) , TEFFE AN

3IFAE

ToiRMe Mt KA, LB E B RO i R H AR 2 1K

e MERIZEGIRE N BEUCEPRSEBLAR G A 2 2SR . AR EAEAR AR, H
RV AR TR IR IR AR . AR KAEATFIE KBl D;, #E— DI uE KR

Fe4A] Pierre—RobinZg S HF . FWHPESRS . BEE T

L5 AT plae Nl BhiG Yy L SSRGS et - &S A g 141

FMKFHBEILEETR

F . AW BAEPPG . RITIASFarpLas N B IR I B T ARAE ) LB MR B Jm b = e s AR ie v



Y 7RO 2 Ak

Tk B SBT3 M R 2B I JL 28 B2 BE 202544 H A IGA 1Y — B RS g /L, Wiz iR Uil
KRB BFRASR | SR E R AR BT AW, HTTRE T

G BN 14 B, IRIBMESOR N EEAEIR, A R, S ACA A SRR 22 MR 2
K5 0L, RS 72 Sk AN, IO ZE Wbk 24/ BROLZS B A Q= W] B0t i, 25 JER IR
TR B E AR . e RS, LRI L g N B R I B MRS o 45 DI
Ao AR UL A, SRl k2SN SR, I AR R LA sk
Thim, SWEAENMOAE A AR, T2 RS R RS, Il S AR . Kk ik, A
M2 100ml, AJFYRIL RAEF, JCHAAE

4538 MLas MBI I TR TG T LZERR S e 2e 4l 7, HOOLBPTE0eT . 2, T 2 A EHs
ARPRAE, XY BRI S A B B EAE], AT R RR T L A [ T LA AR
[Tt S R NG AT DO R 7 @4 N 11 = 71000 R 8 T 11 NI R/ R b0 A O QT EDLO % 011 DA 3
3y, W IHRAER A

SRR MRS R PR AN s MLER TR

U R S ART AR s O 2 DR 7od B L A it 3 L AL Y Bt

e 5 3E
FMKFWEILEER

FU o BN DX b AR R I A IR S i 2K L AB LA P B2 50, D4 AR S ) 4 B f1EA
PEFNZEE

Jivk s R TEILEE , MERR AU RO E SR AR TR, g H I b S A,
FRIKANE . IUEROK, SIERUARBEREL, Sl AR, PRIEARG IR, RIS U SGTE K Bl T A AE 1Y
Ko BILARIRA MBUOCENY, T RAHEBREEISN SRS, FFIPR =g A, T M IERAR I I 7K
i, IR RE R E, SEUELERE AR, MHASHR T, AR S, BRI SR
J7e

G RJUEBSIE A ar RIS B R, IRAFHE) S R B FTAb B, M Be R0 B LA i i
BIARAEI L AE, BIUS AT T BT tm NI, JF HLICHRAE R B B

GEE . ARSI T — W8I 5 AR I bR AR B g R L AR LA P B2 G, X T PR A REAS TR
L P S A B . AN R Z A T EILRSNE/NITAL, TR S IS AE R RS, R BELS T A RGO B
L, OHBRHRMA S R EKIIE Zep IR T, IR AVHACRER S Bk DR AT L
P05 I 2% A e S0 Y EE 1o 2 NE SRTUIDN-- W& .37 s 3 ek A PRI HEL N w g e PO ol o 38
SBEPIE TS ABIE , O E IR EORUUE SRR, ER Mo Ak gk, AR
ATt PUBMEE RS . R IR E A AR TR A RIBRIRTT , ARRE S G S e it
HRLOBRRDL, A JaHensm 2 LS B 5 O BRRSG  OCTE o

SR LRI s PR RIS AL ALSEARE

. 81



A D S ALY D p 8 TR
1£3—6 J] Je 0o SLIRY T vb B LT WESE

AT EAKXFHEILE ER

H e 8% BT A AR B U0 1 3 R 5 - 1 U115 TR 3A 7 3-6 1 e KoM O ks LI
AR AL, PPASA M BP0 B FAR 0 2k

Jridi: BIEPESHT20184FE01 H 2220244E01 H TR 5t ERFR 2= L& BB O ik DIt 973214513-6
AR NERS LA Im PR ZERL, AR AR AR 2 A MM B0 AR R (40541 ) Ff-& 1E
YIOFARA (32761 ) o LA F AT . FEIEPR: FARKHE . SRIMEERIE | 32 30 Bk
W] AR RG5O . PP BT R]  ICU YER TR . RS ERERT R . )
AR g Ak, IRt ZLBEMD . MaREmsIE . AROHRE | B2 OB R | SRR & 4R
MAFPIRRIE LR RE 1H . 3H . 6 HITi2kEi.

SEF AT B DRl TR MM E PO 0 PR, MR FERG R T oA AR A . A4h
PEERIIA] , E ShBKBHTE E] Hede, 22 R BG4 (p>0.05) , R . RE5HE . RETER
PUEHBIEIE] . TICU Wi AR . AJSAEBERS E A, A7 T B0 D B F AR T Mg i v ) 0 R 41,
ZRAGIFE L (p<0.05) o FARGMIAK BT FLEENM . AGOHEm & . Bk Ok . iRy
TR AR IES, MEZEREGEITFEL (p>0.05) , RIFEIGRE | MBI &5 PR
YIRS R A, Mg B o) 0 F RS TN H 0l FARY, 25H%H¥E X (p<0.05) .
ARIGBEVIIA A -64H , ToHAbIF R AE LA .

gt SiE R OFARA A, AN EY) O F ARG 3-6 H e Kkl HAa U1 98
W A MEREE & AR YIEERYe D | Rm R . BRI, BRI AR, IR RAL
oI E T

OCEHR) AT DR N BT MR eI SR S RMONERS ; RAMERR; /NT6H

AL BB R 23 5 107 SR I L S bl P £ 45 Bk % 1
IO BT CRE75 BB )

AT EAKXFHEILE ER

FUA SR L b Pk 4 0 (0 DR R A B iR T SR R I R 28, ARy T S S K
Bio

D M HT20174F 17 2220234F 12 7 WGis /Y7568 e e A8 B B ULRYIR RSOk, BIry L
WY . NERAVITIZE, KM BT BREY TKIGT- BN 2 - SR -

. 82.



FAR” LR G R © N FEREEY 7561, QR LLRFATIE T 250454561 @ MEE T 4
A CEEXPHE RS ) 2005 @ AMEEFEAR (BEUIBREDE .. REES) 106 GiH TP 5K ANRIT
R AT ) o CSEIRIT AW, JEAE (. ZEFL. SEERREAL . WA S ) | BEVI6N H ESAE,
B EGE (CFMINEES ) | EFRRE (RE/S&EZIP ) A,

i 7SEIEILH, 6961 (92.0%) BITIRAMHIIBEME E T - % ( EHREZM) , 6
Bl (8.0% ) HM™ERIRES T LR T, WY kA RCE-6.7% (39/45) , ZHAH A 5%90.0%
(1820) , FARHAAZF80.0% (8/10) o IFAIELAEZR10.7% (8/75) , Hrd sRAHCZEFL2MH] ({-F
WITAE) , BB (EEERY)) , FARVE 30 (Z8WHEE . bUEgua@E) , Hahik
JE s sy, HTEBIEHILRE . BEVIN, 1161 (14.7% ) HBER K, FRATNE ST RIS
JG ., BILEFRER (IKEZIESr: JGIFRT-1.8 0.6 vs JAITIH-0.5+0.4, P<0.01; BEZiTFo: 1497
Ai-1.5 0.5 vs YT f5-0.3 £ 0.3, P<0.01) F/:id i (JLEEARTG RIS ) BENGE.

g5t JLEEMMEERENG ARG M. R, SR IRITIEN, MBS SR
FARBA ARk S e B mmtt, B ZEXE .. BT (SN Brs+IB rEy5k ) |
R s OIRIER TR . K MRURArE ) MK MIRED (AR AT SHAER L) 2itm
SRR CHE, Z2#RHIME (BSMRE. EFERE) nTiE—Bfkiayr .

Ok JLEE; BRI  BidhAYT s BREED IR AR, S EER

PR i 2545 SeSIR'T3 byi ke 35 Bl = 0] e e o | L 1)
NI PR

BHEZE ZHH
BREAKXFHEILEER

HAY: e KM OIERR ( Congenital Heart Disease, CHD ) JEIf R H WAYHG I LI R IERHE , AR
ZHHTIHINT 5 22 CHD (8 L IIRE U5 I T HEA T 22 X 3R 4317 2 BBk 28 208 1 S5k 4 A CHID T 35043 4 118 E 2B
IF HAFLER2 3R CHD LRI RE . R A ZH 27 LR 58 SR A S R A O s F8 LAl 28 K B B A 1Y)
BLHI, R REACE SO f8 LA 28 8 7 e Ao i

Tk WAE R R R R R E L E B I /MRFACHD 5 CCHD B B AR AT I , LC-MSAR 22 57
PEACE s ARATHAT KRR (MRI) ity ; WUEBILRETASQ. F3 IRE &3R50, FIHZ
RN TR G RAFAE M5 A 5 B 2 SR 282 U o 28 2 B /K Z I A DG, A6
ARBRER AT 02 5 00 2 8 B DI RERAR ARG . AR RSP SIS PR Z HH AR BRI 3R XT3 A 7 LA DA S g P ke
SRR BUASI AT WIVE T o AR B AR 770 SR 22 D P 0 e S0k 9l O B

i IREAIE T 6956 ACHDFI267( CCHD B LTI MG FEA , 18 RG22 7 X L4 B
A[fRCCHDS5ACHDA L, SaPO2FRMK (P<0.001) , ; FT3/KFAECCHDH AR, AATHEILASQZE ISy, i
FZ 04 M T R FT3/K - S el . M RZ sh X AR 2 IEAR G . LI MRIE/R CCHD 8 LA
FERN 1B B P i e sl it A, BB B0 s B T sl .

Fa P PR I AR TR, Eisa RO Xof HEZH I UL Y DA B 5% . 9 Sh 2 2L A FT3 F i I 3 v T
HEG (0 i n T3e 35 1 B4 41K RUBFRRIR XSk A pf et 407 Se o e e (0 /R T3 2 U B 480 T B M 10 &
B DS ARSI | KRR S M A gAAE S A5 AR W HR IR T U e T



PP AR B R IR 28 DL SN R o AR A M58 Je SO i AR A e 4205 LK, 2 AR I b 2 F Pl
B, PEAT I SR A I R 0 2 Y Sirtuin 3 (STRT3) A PR R 28 13 S A M s Y 1T R N i % 1A SIR T3,
F 53 B ET358 oF b i STRT3 ) 3 A {1 Rl & B B — 20 el i S s RIS . SIRT3 E 225
LT, VAT AR AN A T e P A A B R L B PR B EUS B A T 2B el -2 ek W K
caspase-37d PEXESH , I FAE i SIRT3REBRUE— 150 TIA/ER . RSN S B 40 M [ RE 00 L 25 5
PR IHESTRT3 AN S8 P e S SO H 40 (0 e DR 7, i ELE T3 G VR I A AR o] T sl ) A0 I

THE: AR T TIRFEGAE RIS, SAih RS o000 B LM Z R & Fefs e php Ut

SRBRR) SE RO . INHRERT . AR

AL IR LE B ANE 2 T LB (NPAR)
kb U s A PRI 98 2 o L PPN B Ft o 4 50 B

DR, T B FE. R IMER
R EAXFHEILEER

B 400, SOk i L IR 8 H U (NPAR ) 7EVPAS LB SRR A e 1 B T A 71k

Dk TRBEE S T20224F 1 H —20244F 12 H O IGa i LB SRR R 1R IR PR, E2E T HE bR
S R LA L T HE (NPAR) | PP PSRN L R AR EE @ EUAE (NLR ) | RV
(CRP) DI F4 (WBC) , Hr e SR S 21048 s AL SRR 5 R E % .

ZE . SR123BI LN AR, H R SRR R 2010501, HhEE SPEBR R 18], NPAR,
NLR. CRPLL KM WBCTEMZ HfE e 25, (HIENPARBIE S FEEFXINLR . CRPLL K WBCHUN, HR
O DL SRR SRR . ROCHITZR R FR(0.96) /K

451 . NPARW LMENIGIR FIEAh L # 2 vk BRAR AR 4 s A2 B2 A by MEIG R A8 bR, O HL AT APEAR I R
RIS

O] 2ER R, JL#, NPAR

Wi 7k JL @B RE EA BRIA PR AR 5 Fri B

KA
B EHKRFWEILEER

W BRop b, 7 LNGEOR A LEAAG Pt i, LR IRRIE I A T B 22 kiR BT AR J LRI 22
Kiwh . Et, JFEYE ARG 2R S . FRATE Al THE R WA IR, A B RS AR LRI
AN A

(1) SERMEBE 1 RECRIUEERE RS W Z PR USMLEAE” Bl e PARRIE TS it A
2z ] BE R EUL PR, MR PR RESCETUS . N, SERVERRMNG . AR O hBe nl 48wk
FEA8s WA IRRAE . OIEARIMA G | PR S o AR AP A KL G . RSB M as 2 . S bl
RE BB, SUERFENO TR AR (2) BHRFAPE 2: REEDUIL B U iR . &bk B L

. 84.



AAEE RS, DM 22 ] RE S BUZ IR E BOR B AN AL o OB AR LIRE A A R 3 ON5.8%, 69% R
TR PRI o AR ARG A K WL mT 2 w8 1 A A I o . AR 25 B S FH T A A8 2 1, i
LUK BRAS THAM A% = B, MR AR AR R (3) BRMEHE 3: RAELE
R PAMIE R AR . B LRI SRR, BNIRNIA, AREREME = AGE ) 22 . RHR I EE M
SV NETL 7/ AW i el AT BUR /S B Nt - R | A A 1 i )| P 7 1R
FIPER SR AL ORI . (4) FEORIEBF4: RAEZERFIE S MUK B Lo AR AR IR, 80
SR B PR R TR AU EARNRA, MERKCOE . ST LR AT ST MR
QRS E AR ANE SR o IR ST AR LB AR D HE MR AR R . (5) BERFEBE 5: RAEH BT
AL B Al BT LA ShEE A G, 28R S22 e . )R- 225l . ZER)e, W
BRI JRRRIELG A LRI FIZ RN, @b itasnit . WUR25 e sinet ., 2 eiek, 7 m
M. (6) FHRFaE 6: REEVUNANGIFRIME . Bk LIRIRUEE 2R, MELLPUN . Sk b abs
e, (HARRAMENEANAT . i TG DU I A BE R YIFES , RIS A= nl REILER M TH IR 2, AT
BIL= AR
KHE FrE )L, 22, BREAERE, FEBE

JLwEAT 55 Ak A Kommerell LR MM FHATT
LU LN LT

3
FMKFWEILEER

H: BT LEE AT S E kS A ke A2 B0 T shik e KDIAMEHAIT &5, TTPAGM T VI AT
B ST

Tridi: 2018-20244FE R P iE it 33 8L, AR 1440 A (1.4 - 1561 ) , P IAE11.7 kg
(3.4-34 kg) o 2401IL (73% ) R=HiHiL . RETGZAZE (CTAK RIEiBREF ) Won2561 8L
(77% ) FAAEREEZIE, 150180 (45% ) FEAERE 2. 9FIEIL (27% ) A IFHALCHERTE , G565
[P Bids . = M B . BBk AE B sk AR s . 2410 (73% ) SRAA DI R 2856 — s = Al fa) /)
Yo, HA o BR BB E YT (n=4) FUSIMUTFIG (n=5) . FARDERGIE: VIBishlik@m /348 .
SEA VbR Kommerell B, FRKEEKE BBIE T sh kW& 2[RI AY 20U S ik

G50 TFARIET . ARJE PO EE R NS, b 145 B LEF R R T AICUHT B i)
FIR, ARJGHPOAERERT N8R . RIGIH LRSS . FLEENAH] (XILRFIRIT I ) |« MR M 2461475 1461
(EWE ) . R FAMEL, PABEDIEASAN A (1H - 64F) |, MIRE BRI, CTARRE k= B
TEAHRLF, TG OB,

g5 LA ESIKD AR E A BUE Tk KDFARE . PRCRIES . RN a9 16
PAF AP TFARIEF, REWEM ., REX IR B LEGFARPAE W, B EIRKNEMEEE
R FARE PGSR R, FATFHRAELEH T TFARENA .

SRR S RAEMATER s AL ESIKT s Kommerell #1%; $EEABIE Fahlik; JLE



N TR REHE B SG Cos 4k a0 B . B R

AREAKXFHEILEER

1. ALE 5 CHD A E i R 345 PR

AR N T RETE LR 22 IR . o . BHIF SR & J, IR 1) B B A8 By m 550, e R
PO G 42 i JE B B 35 T MG LI 2 s I R S O A S, A dE i . BRI
PR IESEAE P B RO B BRAE AN . ATRY ST A CHD &A= i I 045 BRI T 568 09, P2l
BrightHeart% AUFR /AT S BRSO R I IG L O IE A B 79 s AR AL B AR BTSSR 5 XS B0, AT+5G
RS FETAR s BGHE AT ] R A A M A= iy (RAE 5 A AL P AR SR AR 2245 3 5 LA/ A il ol 2o
[ 2 b DL R o5 B AR A MG i R AR o ALY DR % R IEHE S CHDSE BB B . B85 R G i kG v e
R

2. AUBICHD A fi A . IR B

AT FZEA L B CHD A A iy RS BIEA T T 20 &R, Whas T . W0, 1297 RBEEZ2 A7
M. HARGEE . HE T CHDEU AL O R e, 25 & AL, SCOLO SRR AE SR IO L RE R, 42
FHCHD R0 2 5 I RE VAL 0% ;. BRG] R iR 45 45 & TALAPP LI SE I fE LA I CHD AR J5 0 )
AE ST N A AR Y, Bl B CHD 8 426 A J8 0T D9 (9 (g FROTR A8 B 5 KURS 1904 s SRl . CTRA K
MRIF ZHRARAR, Wit AV SCBLONE =4 F g, S AR RS B0 L R b FAR 545 sk, Hask
THEHTVREMRECHDE RS, i iR B M =] YL AR, H5RCHDEEA2E 1 B 5 |
ik, HeshBE 2B E R

3. AIECHD2A: i JRl A Y A JRE T 5%

ATECHD A i ol /S B b R AR T R O I A 5%, il BECHDRY i Ar . 1297 . I SR 552
D, MGG Bua g Bl WO -5 -k IR YT - A o A T U A . o
FEFEHTTH AL Dy 1, GE G SRR A 2 DA R R, BB SCBICHDRY BRI 5 2RI
By, WSS, BEEURFRNAYT T R 5 AEARJE W R T, it a5 AT
GRS SRR, S A A S A W AU T, A AR B CHD &A= TR LA T W o AT
e, (RILAERRAREA . SR TR | I RV B AR A5 5 TS TET I 3 22 Pk, AR N AR fin st b v il
SELU G RIGAE, HESIATZECHD A Ay I 45 B eh i 13 1

SR N TRRE . SR MG . 4 e e i

Y e R UIGIN SNV gl A d R 313

BT, TEW
TN AARERSMNTILEER

Wil Bl 14%, RS R2A /2. Aik. BagrE, M2k, AR, T

. 86-



JCBeR, A IR AT S, AR, WAL, Btk E B, MR EEA LR
REMBIE ML, 29311%21649Tmm, HN T W2 KRR L 2 7 RS | 7 S ABZEFIE
ST, REERMRTUGS . KT2GES, RIRE MR SRR B0 b e W/ SER- R
TR KR T2 SRR N &5 J7 (FERD A WA RIRZAME S8, BT KRT2f5%, SHr#tkE o220
JRMER . DWER W RIRECZIR . T EI/MESAT, R RREE S, AR R, KLY
RAFAES, ZEMOREAR LI s .

ARl BB IR A DL o5 PR R, sk, MRS T 294000m LR K (R RFEBE W, R
ALMOPRAEAL, KRR, TEINUR I ERH, BEIER IS0 55 N, e 00 51 /e I 2 20
K, i MAefe; ZEMBREIE RS, FWLE R I seie , W IR Ah 5 490 .5em e
HVITANZRERE, WH K ANSMERESS S, o Frak e Bep B 2 O SN FORSEA R/ 2428.0X18.0cm, AR
Jrivs PR R R RS

e OREURRPEE MR IR T R R I A A BB, HRTR AN, FIRES e . SR . PR
WIMRAERIEHERA G, 2000, REESEIEE, REOtH, KA, BRRERESER, DIHEHH %
B, MEWENFEMBRAFERGR, SR AR ), SRRE R AR AR B R, BT N RERE N AT A4 4
A, NEERLLRZ SR B, ARG, BAERA5-10% . R RIRE SRR R A A, By X JE F
MY E A AR, — ol a], RS, —B#2, BERTARST, ARk hE
MR, SERORAMNE o

SRR IS, PSRRI R, L

JL#iGartland 1. IVRIJEAT 8 Fag Hria & 84070 v IREE
51 58 AR S T e R A A ROV D B 1l s (1) 5 Wil

Wk B
il K F R ETR

H: BT A0 5 AN B 23397 L Gartland T, IV ISR BR b B9 AR S HE s 66 AS BL XT3
RETIUS RS2

ik WoHE 20144E 1 H & 202 14F12 7 1 R)7E /e 30 K 2% B 12 e B LR HT AT 02 AL v QAT PN T e ¥
J7 I Gartland T, IV YL 8 EE- e il 29561, 3@ £ 00 it il 02 e i B o bt s B i iz
Uity B H AR ol T A B /B TR A v B S ) YA B TR SR BERE XTI O, AR R0 e E 4
o 44H: <10%, 10% ~ <20%, 20% ~30%, >30%. WHESHBF—RR (PED . 4ER . 20
., Gartland43%4 ) | FEIFARIIGOR (EREREC. EREotH . FARRHG . SKERw [REHRTE] ) | RJF 1R K
RJG 64 A 1 B M Baumann i X AL EZEM . BERG 6NA X ZmiEshfAE (FiEE . frEE
i, RPEBERT. BUEIES ) , X N S TIREUE T Mayo/FEC T DI REPE A A FlynnbrifEdE4y, 2 40
VTR SPSSYAE I B RHEE T AT A LA, e AR DN A e & 43 LUAE N Flynn R dE P20 fE R 8531 i
1T ROCHHT, i JLE AL B L 4T 52 A T 32 i i K e R v AR

4559 295fGartland T, IVELZE LB LB R G AN MU : <10%4121061 (71.2% ) ,
10% ~ 20%£H416] (13.9% ) , 20% ~ 30%2H26/1 (8.8% ) , >30%4 18 (6.1% ) . #HIA]—Hk (4F
W% MR 200, Gartland B LG ) R AEBe K%L . (ERET AR E 2R (P>0.05) o 20% ~ 30%41
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530%H T AREHS . ARJGHRER va AR 5 25K T <10%2H F110% ~ 20%41 (P<0.001) . PUZ[EIAR
JE 1R S5 ARG H Bl Baumann i JC B 25 (P>0.05) , 120% ~ 30%4H 5 >30%2H A 5 k5l 5 £
¥R E/NT <10%4H110% ~ 20%41 (P<0.001) . 20% ~ 30%41-5>30% 40 A 564~ H i 565 i th K5 f#
JEFEI B E/NT <10%4F110% ~ 20%4H (P<0.001) , LA St & 25 (P>0.05) .
20% ~ 30%4H 5>30%ZH AR J5 61 H Mayo/lf 55 I REPE 53 S Flynn bR TN REPE /3 AL R R B E L T < 10%
HF10% ~20%41 (P<0.001) o AR fE S B 43 Lo A A Flynn s fETF50 8 B 2R 53 1 A TROCHH T
ROCHIZE R AUCH0.959, (95%C1:0.936-0.983 ) , #Ki{H N 26.5%, HUKEN 95.3%, FrEN
90.1%.

Wig: Gartland . IVASREEBR a4 e 208 PR DGR & A S I S 25 A RE S E e AL, L
ABEIE#ERHZSTFARIGIT, 2 EIrR B A R 22 FAREIGT AR5 R R, M
BRI T RE N EE R B S R E T E O A P, B ERDLEES RN EERE S, A2 FARE
ATEEMMAE . PEARSCIE RAE M AEA G 5% B AV X AN R o SR LB BT ARJG IF R & A
R, B E A EPrimm e @A &4, SRR AR I BIRE . IIERTIE . I OCTT R iz Bl
SR RJEEYTEmR IR XA R TR 5B E IR HUS A —E MR, (HIUA X Tk B W e
SRR AR ER D HE ) LEE BB B TR S B T s e A XS AS RN FR ) LR T RE T 9 5 1 i
EF SR/

TEASSCHRRFE T, FRATTR PO HE R 43 LR B E R R B (0 A S A R W . Wy, FRATIAF
FE R IAJG BT B 7776 B S ERE A R A IR BT LB BRI FAREHE | BRET A a] e 6F
P RFEFEEARA B E T, TARM RH AT 68 5 B Pribromf8 AL R K B AMERE R A OC, [AHEREoR PR
LB RE RS . AR JFHR R v [T B R ZE 4 1] e 5 8 BT W AE RS N R 3l e A G AR5
A BE R EEAr R LEAR G IR . 64 A B B Baumann X TGS 3, B g f AEAE 25 5, Al
A5 B P B e AL i 2% A AR A S HERE AN RA O, FEIRIT I B L B i AR — g e e 1R A
R EYTEE XL, S AL 2 E T RS S B, HER R A IEAEROR R RIE, ST
B30 1 Baumann 52 {57 FOFRUEBE RO BE o e . X T LB RE B3R B4 A S5 5 3 W W 0 A7
TEEEAN R AR, TEMETE R SUS iz sy, 1SS S AEEZ BRSO, X AT REFIAETE e W P i TOUPE
HIJ7 B 5 B T LSRR 25 0] e W R BB A G B ) SR T PR A R o [C A
WIIReB A O, ANk SER N R A D e A2 FRAT AT Re A A b IS OG5 10

ZE LA, FRATEIR T A A v REHAYFGartland T, IVARULEAR BB S7i0)LE, RiGATAEH
IUER XN RIS, Al e E T @A iR RN T The, (kBN E NS (FEds |5
F26.5%LA0Y ), HBE LS DIRe A R R AT

SR BB LT, Gartlands3 RS, MUAIHERS B4y EL, T DhEE

JU 28 R 1010 s (8 pUBRG BhIG Y« LT LR
H3BILVADR X

£
R mILEER

Hy. fe)LE s, 2RI Jrseis (HF) 2—FmAU, HInri A R 200 R &
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(LVAD) fER—FpHLMAIE IR L Fse 5, BAEMBAOCERM, DSGEOIEIREAs 2B E NWIEA RS,
T 3 £ 3 A A A5 R I it . ARFSE Y B RAR T LVADZE JLEE H R AR, Rl e i i
DAERSAE (BTT) FLLAUWKE (BTR) TREIFER .

D5 WG R T T AS U HEZ LVADRLA I3 LB ] . K2 sk O IR I & R B4R
WO S I Z LVADREA o B 25 B W SEARRIE . FARIEAE . REARHL, HMRIA F
ARG LI S5 PRAE T 1T o WP A A T RN R ORE, JEXT R B AR 45 304 T 1T 1A .

S5 MRS BN, LVADZEJLIEE 0 R FHBUS T 8 il B 0 I R RR o X A 120 IE RS A
(BTT) , LVADRBHEA R e A MM, AFFes B ine, i G Rr O MR AR I 0] . ZERF 58,
BB ARFRAS 2, 1TTECMOSHBY, HATLVADMLAMFES R ONERAL, 5Lt il gy, &
20T WIBRETELVADSCRE F I T 0IERH; (W EELVADSZRE T, HAEMRE Rif, SNk
WHREZIZ 8, AN, WALk TLVADKEAJG (IF &5 & A MG 0L, AdG i . mARTEag . JRYLaE,
FEHET T AR A TS AT BRRE it . 8 A B A A AT B S AT, 20T RIS B T A REE R, R
Xif BB AR I 5 7 A

4518 LVADAEJLEEZRIA.O ) i inyr vh A BN HME . EANVBREAE I BTTHR E /B &%
1%, e OIERA AL FIRCR, CRRTER /3 & T SEMBTR, #E G OIERAEMF K . JSELVADRLA
FEAE—E BITRAE KRS, (B RGO R R B RS . AR T AREBR T B AR S A3, 7T DA R PR b
FEARRURS: , $2miadr TR, Aok, BEH AR ARWEHE AR IR R, LVADA BN H L L0
JIEW R A, O LTS FA IS T

AR T LVADTE L O I s vmia 7y i s Ak, AR EAE R TR S S S, AT
HESHLV ADFE LR ) & e A H

SRR ZARHLO vy . R0 E B S

045 4N i 45 CREB1/HSPD 13l #%§
55 H 36 PH 2T e A 25 7

K
BT EAKXRFHEILE ER

Hit: RIS (BA) SHABATHRABUEM LG, FFLF4Efb il il AALHIAS . /oo & SR
BRI 5 T 4Efk A%, THSPD1 ( Heat Shock Protein Family D (Hsp60) Member 1) TELR R
P LR, 2SS 5BAFLF4EL AW

Fk: FETBANIEIRE, LI NHLUREA, BASIHIAEL/ N (H AT S5 AE A IR 7515
SR ), A HTHSPDIZEBALL I FB O EMRAP SR, SRR A (H202) AZbFE AT ARG
R4 (HIBECs ) S 40MZRiiAdii (i, WECHSPDIYZR; 1 FIAm UM HSPD S, WEH T4
BRSBTS . SO HSPD S A TRNAseqil )7, 22 53638 70 A Jo WA 1 24k Ak AH DG % 14 5 AR 10 o
qRT-PCREM EIk HSPD 15 £F 4 AL AHOCIE ] (CDH1, VIMAIACTA2 ) FmRNAZK-, FF-54 551 Ful
B PE R PEHSPD 1 AR 5 s IR -, JFIEBALN LB, LA ANAHGUEA, BASHYRIAL/ N B oS I
FHIRIEDL, COIPHIXTE 4 JL R — AL S IFHSPD 1 57 SR I 45 B 00 o SR FH LR 3L ik
HSPOO#E [0 274, FHAE SRR 2E 28 B P A T I .
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ghIL . JHIE A BIGSE122340 8055, BAZLH AYHSPD 11k & %MK . HSPD1E S TBARLE
i, FRIBFEAL. BASIYBIRDNR Pt &I — B S5 A, RIBIRLN R 20 HSPD 1Y FREFEIT.
H2024 FRHIBECs 5, ZRRIARMERLA, . ATPAImtDNA$S DA B & FRA%, 13 FAHSPD DR G, i plk
HSPD LR HEHIBECSZ PR 5. TEIRINHIBECs T, @ HSPD UG £ 4R LA G B B w4, 2 RRIA
B ACTA2Z i b E 1 FIRJE . qRT-PCREIN /R, A HSPD 15 VIMAIACTA2mRNA /K- i 3
FEAK, MCDHINNGE 3 oAb S PR T 50 e 0 16 11 CREB L AT B 2 HSPD 1AL 5% S IR -, JL7EBA
FFERL 3k B FEAK, H 5HSPDIE M X, COIPE/RHSPD1 S5 CREBIMHLS &, MHEGH G HEH i —
A B 7RCREBIA] S HSPD 1A ) 745G . CREBUESN AL HE S AT FEARHSPD 1T 24T 4E A AH DG K VIMAN
ACTA2fImRNAZK . RRVAIBDLEE BN 25 FHSPD 13 ik AA V)G, 7] 3 Mo 540 I E R AT 25 4
TEFERE .

451 HSPDIXEAL ARG A TR EH, v RES 5 INEASIFLT 4L iifE , 52 CREBIAYHE SR

SR BRI B, APErdidh, ZokiAdf;

BL)LETHEPE H R R 1B

TEW
T ILEE

Wt B, 3%, WAL TEIVERRE . &K 2855 MERIZaT ] Je—K/N
292 em x 4 emBUREIL, hFURWE, JCEIR, WESIEEZE, RRRRRTCLI . Jomist. MRRCTHRR: A
FRIE I R 7 SRR R G)E, BERANE, INERE I, B RO Z /N3 1emx . 1em,

ARAFFFIL: ZEMITFS TR, K/NZ2em x 4 em, KB, ), AR, TTH BB, 5
s kN ULRCAIR Y . AR AR iR R A AL, LU —, JF Rl DB AR A A .
W LA YEVERSETE

e BILEF4EAE99% ( Fibrous hamartoma of infancy, FHI) J&—FhE W, 2 W F 24 JLERKEX
M IRNG K A KBRS AR PR ) P e o FHIPIG R BN SLAY | 2250 Bl el e N b, b2
BRSE, RERZ, W SRR . AR . S AERR VIR SR S0 . FHI 12 BRI
SRHA A, RARRIMEEFIEAIR. FHI AR LR Rl e B UIRR, HE KR N12%, BITFARRE S
KYUIBRIEEL, PAGREMEIBRAIE, PABiikE % .

KR BLLA e RtE, TR, JLE

JUHE BEBEt FHP BN B3R Ak LR 0 B R0 1 R A

s
MREAKXFHEILEER

FA T LEE R e B RPN GO K AR B R . 2SR R AT A SR AL I R, IR



FVCR SR, it L B B B B B D3 70 S R DK I A T A T R P A8 A S A B

J5 R A AT LR B Be B B N DO TR E DK LA T3 577 2R {5 47 I8 A ) 3 X = 0 P 45 s o
384 LA E RT3 T R A

S50 )L B BB R T8 B FEAR 5 ARF R AR I i85 3 (12.66 +3.05) 43, #57H LA
BEHP LB G 3N 10.34% ~96.55% ; AFETTTH : 48.27% W JLAMEBHP X TR DK A% i b7 1R
TR | R IZ T sl T TR K AR TR A DGR . A5 AT A 13.79% I LAME BHP - T i Wi
DRI AR £ TSR IE NVE . 2R SIE; 24.13% W JLAMERHP S 1) B Az T i e B 3 PR bk it e 2% A
P ATEEREIR . 27.58 % 1 LA M BHF X FEIA I 88 A T 2k TR Ik A fe s PR 38 1A o

510 L BEBE B B R DK RS 5 A AME AT BOR i 75 s, LA B R X R K I A% T
B S BE LB, JLAME R Bl TRE bk i IS AR DG A R Ge 85I, skl G P 25 10 R Gi ks
I, $Em LAMERHP X ER bk A ) 8 B, BB as g s ) LAMERH AR B, AT
FETHP AT RO, (i) L B A R bk It 4 T3 B 114 R AT

OCHR) LB WER KNS, FETT

— B K HOGA1KE P 58748 B it S P o SR IR e
IS L2 Wi Figy Y

3’]‘%{\ g{i‘ﬁ%\ ng)&‘\ ﬁkéf\ }]E@Fl}]
MK F W EILEER

HE . i PE s e PRAETITAY ( Primary Hyperoxaluria Type 3, PH3 ) E— AT HOGA 1R A =28 5|
B YRR bR e, HIMRRR S, W2 M., AR5 B e —BIPH3 R L LB, fidk—Aik
AP AHOGA LIE R 278, I R A BE Ak O A RAEIGY T PHAM G B &5 A b A ket LAY e
PH3 38 A& i UL AR I RS BRI

Tk BAIE T —29 A KBHEIL, FEBUE S5 A2 8 R CTR A i S B & N 2
REEA BAT R RS S AN, PEPRERIREY 7K. SR =B s B ALy B S AR T
FEH5HT, WAEHOGAL, AGXTHIGRHPREEH 2845 . i il Mutation Taster FTRDDCAHR A Tt 548 0 1
B2 2R RS BRI R AR R SE XU ZE MR PR A B AR, AR5 5 LA 5 A A R A R
HIRYIT o RIFEE PRI . PR S AF BT PR IR TR

i AN E TS EREFEHOCAIIEHF M E A 22 A 2848, ALFE — Ab i 8 11 o J s we dife 2
RAZ (c.651delT, p.GIn218fs, i FHESHEF) , FEGEA AL L, &—dPh E BRI R
(¢.834_834+1delGGinsTT, i FHO6INE F-56N & Tl ) o ¢.651del TZAE K KHfE, Mutation
Taster HUM L HORHER K11, RDDCIF430.964, /R WEURIERAS . B SCEE 0 0 iR AR Y 2%
G H . REEACGXTEGRHPRIEEH R BIRAE . BH IO — A PKD 1L R4S X RAE (.8477T>C,
p11e2826Thr ) , MR UM AR . ARJF S50 T UESE R RS LS A . iR B BR koG a AR s v
bRz A, AEREUINIRM R R LGS AR K, B B AE .

S5 AW RIRE THOGA 1R H c.651del TRAE, #7J& TPH3MM (LTS, 25 T WESHE R YIH12
HASERENE . SR A B KO e AR AEPH3 S AN L AP 0 F B T 1 . B sk i3, 24F Rt o sy
%, Peon HONPH3AH G IR B S5 A AR TR T i o A s T R AL 12 W7 B 0 7E 206 PH3
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BILBUG PR B . ARRTT HE— TS PHE N Y-SR RS SR RG) 7 oRm ,  LIEAL I RAS B
SR JUR MR R R RAE LY s BR4) )L HOGALSER; Baha; MRS SREEEHaR

JU s 2R IR PR IBE IDE B LA BIIBEIE ™ K AR ¥ 58 53 He

N RERT . REE. AL BB Sah
FMKFHEILEER

HE: A5 B RV 2 2B R Y KORLE JLZE A 2 IR PRI b b i) e bk Srp KN Pak,
SOTHT IR ST AR . B IhRE AR TR TR A, AP RENTRT T SR B SR A I R A

D5 s ARBESE RUEPE 20 H120214E8 H 2£20234F6 H F J5 MM 2= I IE L8 B2 B 12 32 16 s B e e ™ K
K ( Laparoscopic bladder augmentation, LA ) siHLES N B /AR ( Robot—assisted laparoscopic bladder
augmentation, RALA ) BY1SFIMZIRMERE R LAIGIR TR, AASRERTE18F LT . 291IRYT Kk i)
IR, BEVI = 14F . JRETIEIETEHE . IR N TI2RERE . RIPSEL, RIGIFRAE KR Bh 124255

gEO . g AISHIEIL (LAZL1061, RALAZSH]) o RJFHEM A 5 M 168.00mLE% £365.00mL
(p <0.001) , BN P 6.00mL/cmH,04 i % 14.00mL/cmH,0 (p <0.001) , BRI KE
M37.00cmH,0f% 2 19.00cmH,0 (p <0.001) . RALAZF A EFK (750.00538h vs. 535.0043%h, p
=0.017) , {HARHHIMEED (35.00mL vs. 55.00mL, p =0.031) . ARJ5FEYIFFKAE L ERMK (6.67%-
13.33% ) , KWK (HP7%8597.00K ) Son B IIReReE, RIS R EAN53.33%, FIIRESE A KL
FHN3333%) .

e SERMAAIRIA Y RORAE LA IR R i e A Ak, S 3 s 1B D T R R A= T I
i, PRI BIRESTIAE . RALATEDD i AV Be i 1) 7 i 2R, AR RAL T ARE ] . Rk 2 s
KEEAS . HTREPER S S0 UE = 2 M

SCHHR) TR, MY ROR, JLEE, PR IRMERE

2z i SE AL BRI A I g i
W A it My 0 P 24 15 MR e ) I S

AR EAXFHEILEER

FUAY s R 2 i A S M BRI 5 T s 7 12 7 33 AL A B R B2 S P 2 -5 B BE 7 B HH AL
R

Jridi: 20244F8 H 2202448 H MRS 2157152 25 vy B S 7 BB A3 TE A& 017 12K 60 (1 77 A T P
o [ fEIE AT R (SAS) =50 2 s AR A P 2R (SDS) = 5343 | 1 JIEE P A1 5 e R B 43 o ol B 4 RO 4%
41, BR300, R MRS 8RR . AR, OB BRSO | BN B A AR A
RO

5. TPUEG, 24 IR AT AR (AL AR OB —-BURY) . MRBUARSCE OO | BRI AR
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i 28 TG L (P>0.05), T, 220 F A EIE . AR, OB —BUk, IRBES R
ol

L598: mumAESEE S I TSI T I REAS AT B T RHE P BB O B ZS B il AR 4580
s, MRBUMER R R, MR HAGIRES ,  BRPRE D AOSR T LR BRI A AR A S A A e
SRAETR] 7 Ui HE S A B Tl s I T DAY B R 2 S 1 24 U RE

AT /DI TR O DEAS B BRSSP 25 T A
A/ L3 ) g4t v vp 0997 35050 b

B kA
FMTILEERREMN T ESARER)

HIW - BRI NI VA OB AE /N L s (R B SR AR RT 7 b I IR 7 3k S 2 4

ik WU 20224701 H £20244F 12 7 R BeA T 5 [ PR S R SME A NN AR 5561 85
PG IR ARL, MR FAR B B 24l AN/ 4l, 3061, IERYIagl, 2561, 55 i m
HEBILFARRE . RIMEFRE ] ARJGIFIALE SR RGBS R . ICUMEY R AR5 ARt
[i) e I i B A L

i TR BULFARBINA SE, T/ EHf A, WA BILMARRIE R 2Z R G (P >
0.05) o A F/NITTHTFAREE] ARSMEERR S RIS TR Eh a4, 2R A5 (P <
0.05) ; HIEPYIHAUEL, AT /IR GRS R D> (P<0.05) , ARJEIFRABLH B
RSB E) 2 W E 4508 (P <0.05) , MICUMIFITE, WHILEE2XES (P>0.05)

e : AFRGERER, AR /NIOAAETFAREE . ARSMEREE . AJSHES R R
LRI TIER Y O4, 2R EASH%E X (P <0.05), HIFASIEKICUNIRE, F03%05 78
/NJLASD FARMEA RGN FHET S, e AR eI, FBAURE N, IntRARERE, HICH &
BEIMA G I ARE IR o I ARATVER ASD AR —Fhic 4 . ARUNROITFARER:, (AfRUE—LHE
N o

OS] r IR B AT /T DEAMEBETAR s JLEE; IEARITARL

W W g 1 a1 S b ot B HTESE

BH . R
AT EAKXFEHEILEER

FUAY . AN A B S S S R OB (A BB VSD . B [ PR B ASD | Sk &4 K M
PDA ) 67 R AL BHIRCR, 2T HR RS . TARSORE G BT AR BRSO A A Ak 2L
]IS s A — AU AR SRR

Jrids e BRS04 R Bt B RS R ) L2 B2 B OB SR T T ISR 5 a8 B A TR T LR
A HEE P PGSR AL B . R/NBIERS, AR E AR R HERR TARZE = ARrPeR AR AT
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HOR, EAEFZREPUEE (100U/kg ) KRG A VEHAGTERRTT (3~5 metkg/ K, JTRE6NH ) o FITF AR
PO RN, RIS (RIF0-270 ) | FIRIES) (RE24/N8) MO B T . ARG e &0
FL TR I, S M B B 2R B A I 100 SO R (Ui . okl . A& BHIAE ) o

gER . gy A 28B L, 226 VSD . SHIASDAIIFIPDA ., VSDEHSE: FARMIIE HI5.5%
(21/22) , VIEIELRNE 208 8k, S ARG S )38 . 201 LR I 5kls (v e
FITIA G, hEATR I ) LB (28 A7) o ASDEEE: mI)%80% (4/5) , 14
ARiEkAENC FBEAFHEAE (AVB) , 5 IR FARBGEEIESIHERNASD, 24 5 A AT RE S HLUEE |
AR VR RS A A ARG, PDARIES . 1B, ARJG3FE I & E .

WS WIS A R M OB iR 7 R B R A AT, HHIF R RS BT AL, oK
KT KFEAR G I RER FE T ], 3 — 2D G0 U A ) 2 Pk S BRI . AR5 R T RS 3 s e LR
DU AL TR S EHHET R 2 PO UMERIEOR R SR

OCEHR) AT s SRR

ZeKocher [ BT TESIN B A 9k 70 5 5 2% o5 91 i e
JLEDRDMJ Prk 5 . — g5 4 PR E ook FEEsE

g{‘/:}‘éﬁ\ ;;I’S Hi\ %%
BT EAKXRFHEILE ER

Hiv . JLERSE - T3 A YE ST (Distal radius diaphyseal-metaphyseal junction fracture,
DRDMJ ) PIEEIAL ERFIR, R SFIR YT R OTT  E P ARIRTY , (EL [ 2 e — RS LR
FHEE, ARGERIE 2 2 B IRET . S8 S IR BT RO e 245, (HAFLE /AR . A i b 1 55 e
Vit AL AT 8 BE N T ( Elastic Stable Intramedullary Nailing, ESIN ) VEIT IS L, I s X
SCIREHEOR, PRAE PR R IR 780 5+

Jrik: [BPES 2018476 A 22 20234F 1A Ul B st BBk RS (Y s L B Be i 9474 )L E2EDRD MY
HHr, S AATESINAL (n=20) 5 XFCREHH (n=27) . WEEMAREEAANDZGFE . BIFARY
fatr (FARME] AR5 RER ) LIARFWEREN (NIMNEESRERI ] . 87 mG i | iy Thag ik
) o AL T =12 H DT, I BEDS R AR I RIE, R H Garland—Werley T3
W oiRe, Il AR ARG IEESING Kocher ] AN B I i G 5 TR — B8 i M RE 1 R b 1/3 A BR AP 22
Lo,

5 AT BEBPAERAR A S, R S8 0 . UEBR . SEIraEIE e, A
BILTEAR AR F G I LU S 12 A B I REPE o r i i B8 22 % (P>0.05) , H55 g
FOET [ E AR L, AT BE N ST AL L TR E 4552 10.71 080 (P=0.002) , BRI D2, 741K
(P=0.001) , AJ5AFEEBENA.11R (P<0.001) , HAJE3HBEVEBOC FThREIT /L B 5
Fo FURPRABIFEUESS, ZiKocherH] B /33 51 PI 2 40T 5 [0) F5 A0S, HRFHE AT AIE 5 A7 44 JC i 243
3 XU o

g BATESING 22 5 [CEHEVRY T JLEDRDMIH T KD REIR A B8 i ERCRA .
AR 3 1 11— R Z T 1/3 28 Kocher ] Bt B HIIATESINGE A n] A 2GR G 1 1] 9 i 22 9460475
IR E AR RLT AR E] Wl AR R 2 R A B LRI RE AL, TSI R B e TR SR
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plie

g BPEBENET, TLICER, Kocher[A]f, DRDMJ

ADEUIE FXR ACHGE RS R e i R D B
Belniis v A F S

T &
A EAXFHEILEER

E: WS 3E FXREI S 38 5 B DI Re S AR 20 5 DR Fe S e X RAE LS 25 4L/ U
EHGTER; SHRIBIEFXR MR EE , IFAEsh YRR B AR TPk

ik 1, W IE R R FXRERR /N AR ( FXRIVELVill-Cre+, 1KO ) KX ( FXRfl/
fl;Vill-Cre—, NC) , RHqRT-PCRFIGREESINCHE AR UE 7 ZH U FXR &R iRz f L] (OST o/
B . I-BABP) [3ik, WUFMIBRACE; 456 HEYL (E o BT 586 o B/ B B3 TR BE LU DAITEAL R 252
M, I ZE G (qRT-PCR., Western blot 2 5414k ) IF-00 4 5 BEShBEA TS bR, (03B M5 bR
MYIPCNA | T PRI Cleaved caspase—3 . FEHMUC2., B9%i%ERE HOceludin X RAEHF T (11-1 B .
-6, T1-18) AYFIL; [AHHE 168 rRNAN FH AT [0 3B N 20004 T3 BRI o

2., GEATAHLSATEEFL (BDL) /NERBAL, B ERTFARXTIZ] (NC) . BDLZL. BDL+OCAIRYT4
K JATEFXREFRAITKO+BDL+OCAL , iR ARG A H 4 TFEXRIESIFIOCA (10 mgkg ) #H T, 2885
WCAE M 2H 2 K B E N S04 . I REAS Z5qRT-PCR/Western bloth I FX Rl F& /3 7263k, 45 S HEY
IR FIBOEA, I e b iR RAH G (Occludin, MUC2) 5 BNZYIH1T16S rRNATIF
Iy R R N TR

3. PR AL P X NCAL S IKOLL /N R b Bz AN AT 52 B e, O ke 22 5 e GR J
(UNReg3g) , Il it qRT-PCRIGIFILFR IR 25 AR RIENRAEY 5KAE (CBD ) K JIHIA P4 4
(BA) BE/NHHLUPRIFXR SR (Regldg) HYIEFILKR, RHCUTKRUNFL AIESLFXRE
P E 45 B Reg3g /i s FIX, R BHFX R HOSE A A0 5% SR HILA

50 1 IKOAAMHLUNCAL/NE, FUAFXRIFA B E N, TFUERBEIE . IKOA/NR I HIE S0k
N, MEFHDIREWRES . TR L, RN BREREARAER, RRETREME, PIRHETFRIARE
ik, WbtiEsigeszitt. It HFXRIGIEEFR T30 B E bR S D hg s ks .

2. OCABBITE FXRIH-EBDLA G /N FU o B Dy RE A2 400 S s AF 25 AL, FDR s Fde s /e FHAETIK O 4 v

3. ARG AN AL S AL 3 285 S /N BRI R A0 A L A AR, K Reg3e7EIKOZL /N I B2
A, AR AT Bra iR b A B R34 I B RAIG . TROZH /N A7 P Reg3g A BN CAL IS /L . HAE [4]
i (BA) BE/NHHALITREG3ARISKCBDEF /D, SFXR#MBERILGEH—F It HAENRITHHL
HIESCFXR S Reg3e)d TP 9 A & o

Whig: AMRET, WHIEFXREKE SN IE B RIEG | R BRI . FENRE R B A,
TEFXRAE 53 2 GE LA A OHLE],  ELn] BBl T IEDT K Reg3g ELZ R A TE ThBE . WFFTIIE
SIHEFXRIGGRIFVER, IR HIEENLH], B iE ILE BB AR DG 1O A e B it T8 1l

SCHR FXR; WBERETieE; MIERERE; IHEAEH; Reglg
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Tk ARH20194E1 H 22024412 7 58 MOE R B BT R49%1, Gross I 8 265 , Gross [T 5L 145
, Gross A 4345 , GrossIVAY 145, GrossVAI2M, 4F#S 1 ~4d, {AH 1.7 ~ 3.6kg, A IR T A 24,
G IR0, 4 I D IR BB S Dk A AR P2 L1 ARATH AT B8 1 5+ SO AR A+ O R G
A, R EAGERACISE], WeEAE, A0 ESPkD 1 T B T AT E o R R A
WIAAR, HARHIYIR A N e gy T WS aEAR, RAPEEE, a8WaN5HE
MafEs R R . P FARPEEYEIKIIR, TYE N Ee'S 5E IR AR5 H IIFR AL SR
W, X o L, AUHGE ORI S 1-3K 0 X WIG Fsk i m, U0 < 1Rl O B2 29 1 22
o A BILEIIARSES-TREY, fdav)& 0 maiEt.

S50 AHAGITARBILREAGEATH], BEsaIr2E, vankwiof], WARE2-3MAafras, 8
EWE RAE27H], TETCRREE N B R IR U . 2B BOR 5 O B B A SRl 6-9 1 H IR 4K R 51w
EIERRSR W8 UEREL, THRITEEUEREEEE.

g5 B LR E A SIIRIZIE S R TR L R AN, X T s A
FaBAR, WA, S BIL AR R

OCHE) AL, ek, BT ARE R

el R 2k 55 R A A L 56 ke v 8

FRME . Z LA
BRERAKFEREILEER

Hi: BHEIRskss B A (coronary artery bypass grafting, CABG ) 7EJL# 6k 3l bk ad il
PRI AR, b A5 R R ms e A AS B0, i LR 245 R B A2 SRR T H S %

Jrid s BB HT20224F 22202445 g o B BRI L3 2 B S b O BUA 19 3461 L2 etk s ik s
FFCABGHIR1]

il 3B EM, PAAER13% (12~13% ) , fifkE41ke (38kg ~ 48kg ) , Ml LR 7.0
SE KO N2 2 IR TECTR A 012, ARG IR AR az 261, ¥ BshfikEENELT, 181G IFAEI
GARLOHWE , NIRE-& I B XGERE I 1] . 1B IURATIRIZ A AR ETERIR” K R RM
DR, GCTAMM AR SINIGRIE T4 e R EZ Wi 5 I FAR . 1T Rk A AR, 26147
ETARATER SRS BEREAEAR , HLERIMEAR F TR, BAIME sk, HrhAZLNshikem, peshik
Mo RAMIGERES RIEI(E R (162.5 + 104 ) min, EsHKBLW EFHA(ER (80.2 +30.4) min, ICURTH]
SEEIMER (216.2+204.9 ) h, AAVRGIA G R A @R, THEAMSET,



Wit: LEERSKBIRRNE 2R, BiRiE . Ri2. CABGERS i FIHT IEA ] A R o L
e HFME LR A REEFE Bk, ZERTRESOW AR U e B ZL NSk, 5 AR VB e A FL A Bk
KEEARR, FF Esgm it o; o s AR & KRS, VR LTS, BalikER S dikmml, K
FERT, By TAREC, DRI shbir . AR EIUEARSIKEE N EAT BEIRSER A, M2 . BB
RE CTARHE RARTHZWHERTE, W2, Besh ik FIUE YR RAr, (R RCR T KR . AokmTit
—ARACAR A VEEEms, Pl BE R 7 5 A AT HIE, JFHRFE LB DR SIBRGIR I 2 BH2 PR
SR ARSNGB 5 SeRMECHERT s JIEHR 5 O AP s JLE

Jinsde b 52 50 BERILE IR A Bd i o DRy 7 B
A )L SR i 1 ] T A vl £ R 500

h4E | ThdefR . AR
HRERAKREREILEER

H . D580 5 A A RE A I G B i Pl A8 27 55U A ) L35 M Bl H T) A LA 10 v e et 28
.

Jride: WU GE (2019.08-2023.12) AT P H (] FA s Baf i E A L6646, 17k
AR BEAN Y L0251 At BRAH , SSii— BRI T, A7 I S T AR B yain i) 28 L 162451 Ay Wi
W, E— B EIARIIEY T ILAE LT 5 A ARSI A B A WA By T AR, YIBET6 A -14F, THG
He P4 s LR WA 63505 . ARG T A . 2h, 24WEMARRE . RIGIFAAE . KPR EE . B X
R R A R A o

R TG AR ARG S PR 0.69 + 0.54h . R RIE B[] 2.39 + 1.44h34 %5 T % 44
2.23+0.73h, 4.24+0.52h ZRAEGIHFE L (P <0.05) ; WEARFTE . 2h, 24 h EFIED
0.63+0.69, 1.25+0.68, 1.50+ 0.5 FXF B4 1.88 £ 0.87, 2.50+0.77. 3.14 + 0.80, AJ5IH K4 i
KA #13.58%(22/162) K T X HBZH23.31%(117/502), 2 R A G i2¢E L (P < 0.05) ; WA H
9686.91 + 1213.887C . A& FW X B & M 58 48.15%(78/162) 5 T HEZH 5858.28 + 700.797C . 0.00%(0/502),
ZRAGIFFEE L (P <0.05) 5 WA HIMES.02 + 1.66ml> T X l4112.48 + 2.47ml, 22 5 A 4
£ (P < 0.05) 5 WEMATRIMEKI6.66+7.59408 . AR JRIHHK33.90 + 126540 .
BERTE]9.06 + 1.36h, & & #0.00%(0/162) 5 X HiZH16.73 + 8.364341 . 35.95 + 12.644534f . 8.99 + 1.97h,
1.20%(6/502) b4, 2R ILGi2FE X (P>0.05) . ML B ILE KX H a5 b A0 s i fe
496 +0.17, 2I7)284.95£0.19, EHRS4.96 +0.16, {@HEHEF4.97 £0.16 . 1GI745)54.96 + 0.19(145H &
FEASy S0 EZH 404,96 £ 0.24, 494031, 4.94+0.34, 493036, 4.93+039, LSiH¥2ER (P>
0.05) .

50 JLEATIE B H [ F AR B AES et JF A BEMESEF N E. FEFTFAR
9, SRIUHEET I 5 52 AMRE LRI B A A BT B A B B i, RS R I B T REOR, REfS
AR LA G PRI, WD ARG I RAE S R R A, S R BTN B PEA A T AR 2, i
FEE RS, IFHRETFS ) X BRI 55 AR 6

JoiE) JLEE; ML, MERCIAN; HIETFAR, PudEE,; BARM; 3R
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FAEEH122.6° +6.1° BGER1352° £5.3° (P<0.001) , $RMEIRIG B E,

it A EORTEALA 18 9 IREE A 8L B WA i U 1B 5 Y 2B . RIS CHE &
VNO A B 9 5 35 20038 S e 1 Kk Pt s A2 0 55 TOUR B b s IR A2, A AR S NI S Pt N A AR i 35 42
Fro ZARFEALK B B SLHt T 700 A FEUE a3, RSB S B0, FAITROEE, HAR
Sl RAE 0
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AN U 5 it 45 1 B B 0L e
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ERBTH-ARER
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0, ZEARA B TR AR AR IRE, RV F S SISO M A A, (EARIm AR W H]

A Bl BT EREREYIG; REEE

. 99.



Genetic Insights Into Craniosynostosis: Identification of
Novel IL11RA Variants in Chinese Pediatric Patients

# R,Gang Wang
Neurosurgery

Background:Craniosynostosis (CS), a heterogeneous craniofacial disorder caused by premature fusion of
cranial sutures, is sub—classified anatomically by suture involvement (sagittal, metopic, coronal, lambdoid) and
phenotypically into isolated/non—syndromic forms or syndromic (CS with extracranial anomalies). Pathogenic
variants in multiple genetic loci have been implicated in CS, with particular significance attributed to allelic variants
in IL11RA (interleukin—11 receptor alpha subunit; OMIM#600939). Clinical observations of individuals with
IL11RA mutations indicate syndromic CS, characterized by dental anomalies and Crouzon-like facial features.

Methods:Genetic analyses were carried out utilizing whole—exome sequencing, with subsequent validation
through direct Sanger sequencing. ILI1RA biallelic pathogenic variants were detected and further analyzed by
multiple in silico prediction tools, including 3D protein modeling.

Results:Our cohort comprises six pediatric patients presenting with CS linked to biallelic pathogenic
mutations in ILI1RA, including two previously unreported variants (p.Pro218Argfs*140, p.Trpl132Ter). Three—
dimensional protein structure modeling and molecular docking simulations demonstrated that four missense variants
(p-Prol16Leu, p.Glu126Gly, p.Gly231Val, p.Leu236Pro) disrupt hydrogen bond networks critical for maintaining
the TL-11 receptor alpha subunit’ s tertiary structure, significantly reducing ligand—binding affinity to both
interleukin—11 (IL-11) and gp130.

Conclusion:This study describes the clinical phenotype of six children with craniosynostosis and reveals
novel variants in the IL11RA gene, thereby broadening the genotypic spectrum associated with this gene. Given
the scarcity of patients reported in the literature, a detailed examination of the specific clinical and molecular
characteristics will benefit our understanding of craniosynostosis caused by IL11RA variants.

Key Words Craniosynostosis, IL11 RA, gene mutant

(R Mo e 0 I P W PRE 1Y) T> AR 7
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B wmILEER

H . BHEBEE#9% ( Hypophosphatemic Rickets, HR ) & J & F-MA5E ( Craniosynostosis, CS)
BILITARIBI TR 5ITRL, 0 Hem AR = X ol R B MR G AR5, PR T AT R0l s KA
({8

Jiid: B 23 B 20224F 2 20254E 7R FR B 432 T ARIGYT BAIRBE A B 5 - CSILIL8 M . Wi
IRFRI . SARERER (EHE =ZECTAMRIL) | ARATAFEbR (B, BPEBEIREE . FCF237KF) © R
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BIAENIZWIEE A . TR BASREVIFOR . IrA LIS AT i i R s i oA, AR ifflif i
BT RE M B R A NOL, ARIRBEVIEA 120 A, MBS | i el Somii AR KA O o

S5 8GR ILEI IS XGE BURHEE B (XLH) |, “FEFARER R1.6% . RETHEIZRI N EH
AL L AT S AR ATEOTE A RIFR, = HECTH R R B IR AE P o ARl WAt LA, 1)
o, AR B UE M E RME . B G ENRHEERNG YT (BRSP4 R DU B R ITET ) 121
TR, REAIERENE, TOIFRAER L.

WS B & I e 7 P o /0 WARIG PRBAT PR 1], i E e A2 L HER
FHIAR X FA R @A XEEE . ARHATTNAEFARRT I T, A i k-F A (Ui . ARk
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BHREAKRFEHREILEER

HAY: figg R HE ( Craniosynostosis ) SIS R, LRI R s A A, X T RE
RN T Y . Wk B M 2 Wi e B TN T AR, ARG iAE R A
KA YE HIFT122 8 P 1 7 WEOR AR 57 o AW ST AR 2 K B A REFBAESCERE ~], 4r#HrIFT122
GRAR BRI - RAM G, Il AR YAE B 2E A A B TET 122 5 R 2878 1 A= W DI Re kN . sk, R4
FIFHIMC3T3-E 140 M55 e i 23k Bk IFT122N6 1 2DAIFT122E733D, WBHE A /RIFTI 22 H#E
KR R, MC3T3-E14NMET B A LB . N T iE—2 FHRIFT 12238 K 548 4 5 i 4 5 DAV AE 1) 22 9
B, ASWFFE S IFT 12238 PRI 28 A8 804G 2440 BT . DI RE 56 TE AT X 0 4 BiE o £ T 12256 PR o3 512 56 B
TFT1225E K AR T 5% A 2% A P B FH T 45 A TR T1 2238 R R R AMC 3 T3-E 1 40 i e s e i P 25 51, 5
FRIFT 122 3L PR 58 A5 A S 2 e DAV E 18 &S BIL T

Tride: ARG SN AP TG a0, JF A B Sangeril XS5 AT I IE, JEXT R
H R R TR T RN A VR A AR DT 5 U AR AR A B TS R A O R s RS TIFT12278 5+
JEWUBE /BT T SEHT A R ], DAk 5 R A AR DG R AE P15 B T B 1t A S X6 46
MR FITREAYEM , PN FH ACMGZE ST 404 i S A8 S EA T 0P s A EIFT 122 5L PR B A U 28 AR 7
I FEIRTORE, 3 PSR MEEMC3T3-E1 40U 2F B4Rk ; il i CRISPR/CasOH R4 T IFT122+/-
U IFT122—/-5E Sy AR 1) BT 25 B0 i RN o 28 20 Y 00 55 05 1 AR TR T 122 36 PR 2 748 o BRE 2 2 1 01
BRI A IR0 TFT122 shRNAM S 35 M C3T3-E 141 M IFT 12209 F2 15 B S 1w 44k, FIH
Western blot, qPCR. PERZLYEE (ARS) FIGRVERERREE (ALP ) Jeta55 )7 i WIBAIFT1 22060 T BB A DG HE
Bl B i m R RE IR . e, XTIFT1223E BRI MC3T3-E 140 HE TRNAFE ALy, 43
BFIFT 1223 (K i bR M C3 T3~ 1 20 AH 5155308 45 ) e 72 S s L

S50 =LA R R BLALHE LA () AR 2 R B R REEAE-1 (CED-1) % . kRS H
SMRE LT S5, DR FERRE S8 RERIE . a5 R A s, — 0B 830k 5otk 4E
L] 38X 3 HAT AL CED- 1 6 B S8 L P A I S TRT 12236 PR %) DU Ffogh & IR R 5878 . TFT122W80C,,
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IFT122A30P, IFT122N612DFIIFT122E733D 455 LGS AR TE 28 e N\ 2 35 DR 20 25l 1 v e 5O oy 5
W, A s B TR A A HA S, HX bS8 (450 Az i 258 . R FHIFT 12238 R B A= A
IFT122N612D ., IFT122E733Did Fik ik, 7] L& A AERIMCITI-E VAN IIFT 12245 [ 325 A5 T B AR 7
WAL, YOCRRMUSR SRR, B NERINFEEER 74 . FRATHHICRISPR/CasOF A
AT 1224/~ Fife 122/ BE Sy a iRl S RIAA L, ift122+/-Flife122—/-8E SR fia A KB Bk s, I
Hk ik B, I RES IS IS, HrPifil 22—/-5F S fa 30 mias B A Y28 . TFT1226 KA
RGN T BE A E P FRunx2 . OCN, OPNFRIAAKF-. FERLY (ARS) S5RE/R, IFTI22E %
KRG, MC3T3-E1Z4HMErh 545 B B %, ses o fuae ) Bl i alam . Sk mbmRmfyL (ae i, 1FT122
R JEMC3T3-E LM s /0L T BEIH B BR . XIMC3T3-E1 4% s 45 R Bon, 25 REN
KEGGHIR I B4 Rk il i W & s S b, FRATA B 22 245 5 Ab 2 i ( MAPK ) 38 B AH DCHERITE
PRALA A ) . 3 R

G50 AR TIFTI22BEH i E G246 5%74 , A TP HCED- LR F MG IR F AL
AR T2 F RN RS e, S B ELEIFTI225 ] A AR SRS, (R I AR AR
MRo AE R S AT /E S CED- 12 AR IR RFE I 2 — . DA S5 AIESE T Fas b AE 19 38t 1% 2 FEPE T
52k . MC3T3-E 14 M Gt 238 ks SEHRIESE T 5 s HL ] e A= AHOC A TR T 1225 R 58 742 3R 3 Ry T g
BRI, 5 ATFT 12238 [K 2728 RUAH AL TH 2R RIMC3T3-E1AME h 47 B A AR BhiG, R NTTED,
AR, ARSI R T IFT12256E A D RE B AR X i AR S FEVE T, AR HA 30 fr AR v fi 3 L. 14
FRUAAOCHE , IR A SRARIFT 12256 PR 58 A58 1oF £F B B E T BUTSE R PAAE 19 3 FHLH PRt T E 2K
i

DGR FRAE L ATRE ; MAMRZE R BLEAIE; IFT1220EH; B fh

Soave 5 Swenson A RIS R PEE G G 1Y
JY RO tb— R SV S Meta i) By

AR ERKXFHEILEER

H: Soave5Swenson R H FH TI8IT 2 RIEE 4517 ( Hirschsprung’ s disease, HSCR) . I HEBT N
1k, I TP Soave lSwenson R ARG 7RI Meta 34T . A<MetaZ3 BT 1 H ()2 LA Soave 5 Swenson R
FIAITFHSCRIAR PR . ARG RIIZE R SO TRt 22 5, il RAR AL PP IR A AR

ik REKZEPubMed. Web of Science. Embase. CochraneZ SCEUIEIZE NI . A7 4k
Sinomed " SCEHE P H1 L Soave 5 Swenson R I RBFSE . PR IO 25 B 3G AR08 . RS R R 2575
6. MR . e RMER A/ NaLE % (HAEC) | i hEirs ((WiRintalaifsy) | W4 HIFE
hE (BRI ) RERE . ARrbibii e . ARSE ARG ) S AR S . 7 2R A8 R (B L (OR)
Fe95% B AR X Mk s ML AR IEE (MD) K95%EAFXIE (Cl) £ HUFFAURS A%
(Median ) FPHSAE (IQR ) BGEH (Range ) , Tl Geit b AbREZ, IR AL T4
—, fdifHReview Manager 5.4.1f1Stata 17.0844:345F T MetaZ3 47 o

G590 KRR B KL, g9 T 200 BT RS, 175 R ERPE ASI ST, 82655R H]Soave
AR, 744K FHSwenson R2 . RAFEFR T, Swenson RUA P i (ml) H/> (MD=10.55 , 95%

- 102-



Cl: 6.21-14.90, P<0.001 ) , FAREHK (min) #HE (MD=23.77 , 95% CI: 13.01-62.52, P<0.001 ) . R/J5
LRI, Soave R AT WA DA & A2 % 0 3 55 T Swenson R ( OR=2.39, 95% CI: 1.08-5.26,
P=0.03) , HYI& 0. T MR & L% MIMHAECK £ | BT HMESR T2 F . Swenson R
KARJFAEBEE B4 (MD=1.06K, 95% CI: 0.10-2.02, P<0.05) , Swenson /AR 24 AL gL XU A EAR T
Soave Rx o RIFIEILE )R ITTH, SwensonREAR G L A& A A 1 5B S BI85 KT Soave R X (OR=
2.05; 95%Cl: 1.08-3.93; P=0.03), {HNAIRMEREE  HAHAEC . PRI A 0 K Az 2% KR S5 VAR A HE(E A5
BB EZES . Swenson R U Rintalal o508 50 5, $em BB TIREMR &2 E AL .

WS FERE A 8 D RE IR AT R AR S A 7 T, AR B B LS 1% Swenson R 20 AT GEA B4 11
. UL EEVRE PR R B U 1 Soave AR X A 1 28 T B B s BE A BRI Y HSCR, AT LAk G iz 1]
B Re A R, WEA iR Soave R AT AR AR FE FE/NEE, FINGTTRCREA . RRTITIRE
BB Z sy, dE— LT AR SO0 ARGk (JLIL R iEDIRe ) msem, [REfg8 A
AR ERE A FARERE . ARG EH MR B LS, DUMET 2 ISR R ROR, iR gt
BRI TE S

FETE] e RPEE S5 . Soave R, Swenson Rz, MetaZ#r

H ] T AA Je s 4L bl o 45 BB B0

Puleke . R4, SRR, AT . WLE
Hm T ILE ER

F . H PR B R BE VR IR B HR R Bt % e n B2 . Sl R8T H P AR R4 1E
BEVTE PR SEATA R, B R BT 48 AL PR JG IF A&E, femBE A G IR, W4T B e A ff
PEERTPIRSS i, MR BRI

Jitk: BEBCHBIFARBEENIINSR, HERRTARMBEEE | RTPARERERE KNI AR R
Be b kSt T B . MO REVTRTHER TAE, HEREUI 3R, AR E IR ZREaDIE, il
WREYT, LU, DLRAMEBE VAR XA B . AT 7 S b AR bR AL B D7 75

E 38
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FH R

e HIATFARARGHE AR B 2 (e £ 3 R R 28 4 ) S il . A ST B B 1 A8 A e
RIS T BERCR, AR AWEE AL, Aok, B2 nambE s A SRR, S BE AR
A, AR S B T BAR THRE VA (SRR e ifa b, b H ) T2 A s R A 5 e I ) i o sy
M55 . BLAb, BT KEBERWFR G, WERKBEVIR], LIS 4 i) B B

SR H RIFAR, BT,
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6 R PE i Ph A e BE e Sl PERG R E DT B T AR 5 B

B #%
FMKFHBEILEETR

FUAY . 0BT W s S i P AL DI BR AR 7 LB S R e P 28 (NS R AR —CE Y | iR A8
) BYIRRARCR , R AG IR | i Re Or B SRS I P A e

Jrides JUBESERVEMIEMAAL , AR A ETHES, i Bk A o MO M s L BB, A
FeZ W s B IR AL IR A 18 GBI LAS B, it FoRII ] . ARt | JFRIE R AR R iR bR A
FRMFOCR A (Unmies s @) MBE A, 456 =4 CTHEBH AT AL,
IR O P A £ 21

5 WP WoR, WA SR A TR ARTE LB A D B BB 0. TR ()44 65-124
Gyl AR M EARES5-15 mL, ARGEBR R4 E4-6K . RIGIFEAAELERRAR ("8I KRR
0% ) , HRHBUI At 5% B a2 At KIBEYT (CF31-44F) KB, BUUMISIREIRE RiF, BT
i SRR L ICST: .

S Wl B e kDI BR A G B AR S BURS HEIBR , BEG 1 &G - DR A e R it 2 21
Mk R, SCHGE N TR EIL (6N HAZE1S ) o RAPTOLREBORMN R F 5T 1 BeaF iR
FERATE, A RUINR . ok, Z#BHME AR, AR50 ) e T RIS H, E— PR
ARJGIHFAAEIF IR o R KA IFIERFEDTI ], DL 2R 00 B L i & & i 52

SRR SERVERRNE S, MlEsE, MERITE L DIER

Ui JHa R R S BHE i Bl 5 B

Bfd 3%
MK FEWBILEER

H: B LB MR I i SMEHA YT SR SR, 8ROl AR A e

T3k [ 23 A 95 R B I LB B Bt O B SR 2016-2025AF i 14 B 38 ok g B LG IR B2 ), 44
ANIZZABFFARSS BRG] (& T TFAR S Mg AL g Nl FAR ) | Gtz FARN. R
b BRI ACE . RJERREREE R M BEVIEEE (HEAFR . BRF%) o TARMNG GGy (1
SECT/MRI) K2R3 (MDT) SR RIS T ARG .

ghE. EGYASSHIEIL, POAEIR3.5% (JUR: 3H-12%) . MBI TR L H70.1% (60/85) , #1k
VIBR384.7% (72/85) , AHiliii#30-200 mL, JoARMFET . RIGIFAIE R #12.9% (11/85) , FI4E
filige . FLEERG RGBSR HRYT R . BV ]384, SRR NR2.1%, ToH
AR (EFS) N75.0%, 2RI Z SRR e Cansh 2 bR s fadl ) .

WS LN s SN T 5 BRI T S T RE R, A H AR v 2 b A G s R, A
T RS AERIE B UE Qb /N o WEAREERY ) o RS IEAR ) S 2B B AR R = TR VIBRZ A ¢
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St XETEMERO], ARBEH IS AT g8 MR IR T AMERE , BF5E R BRAA A R AS S Al 2D S B s 1]
AR, RKFHESLZ PO IMERAEE, AT 0B T T BT ARG AL I 5677 SRS
KR JLE, RS, ShRE

2 B 5 W 2 LI P B A

B
B EARFREILEER

FH . R SRS A 7EAE T (biliary atresia, BA ) FLIR2 KA A9 AN .

Jrids: EEHESHT20204E05 A 2220254202 3 WA 1 74 B AL R EUE A LEIG R ZERE, ARIEA H AHTE
R M FAREAZE R ABAA (n=36) FIHEBAZL (n=38) . ARATH KNG B ILIEFT ZHBE A
A, A LEHUES . PPATIREERELL (KN JEA D BB . T =AM EAE (triangular cord sign,
TCS) . MFMRR/NE S In F4E . 2 M sh J12% . VAR T TR S sk . ik B B 484005 . 3591
WS . I FFERE S (liver stiffness measurement, LSM) , SEACHFEF4EALRRRE . DIFAREER K
AR, JETROCHTIZ T AR RIS BIALHE .

gL, WA IE bR, BAZIINAER Won R/NREE 5 H72.2% (25/36) , BEE TAEBA4L13.2%
(5/38) (P<0.05) . BAAFahlk 4 (1.9 £0.44mm ) M FHJF5%ERT (0.80 +0.23 ) ¥y TAEBAZ
(1.4£036mm) . (0.67+0.19) , ZRAGIHFEL; BAHT#FHKER (4.5 1.1mm) KTIEBA
4 (43x1.2mm) , J# (29.8 £9.6em/s) /NTIEBAZAL (32.3 £8.8cm/s) , R T BGIT2-E
S, BAPERLE BoRBAZHLSM i B N8.2 (4.6, 16.8) kPa, W3 TAEBAZI44.9 (3.3, 8.4) kPa (P
<0.05) . LSMZWiF£F4Efb =F3AUCH0.88, HUBIER6.1%, Fi5FE88.5%; RS (RS 5
+TCS+LSMT R+ T sk 3 ) BEAIZWIBARIAUC H0.98, fHIEE98.6%, Fi57/E97.3%, BN T4H—
FEPRIIZWIERE (P<0.05) .

e ZRESESIG IS E . TCS. T 4e bR B S M I 7 2h 1 2F Rk, AT i 25 2 = IR & A
BRI W HER M

K] JHIBAST; AL, RSl e 2R

H ] T A LR 252 B R BUAR B 477 BT 5 50 Br

MRR . AR, MR4E, T Z4%
BAREAKFEREILEER

ot FEIGIRSEER T, Rpaedr T b LR B TS i 5 2 CE MV . AT A H 2 RA
SrMTHERZ B R FAR L FRFLLAr BT oK, B TR RIG RIAT T R P S e P AL 0 ST (g TE 4 it

Jridi: 202341 H 16 H 220244F7 H 15 H FEFR B2 H ] TR A JLE R AN 5T . [ H 3] TR 8
B INRFEAP BT SR A R PAS R AP BT oK o AT B2 SR AR DG 3BT R 2 e MU 530, AVEAL 52 m 45
LT R IR 2R
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50 346 Z H TR ILER A . M0 R B B2 750K o AR ZE K
F (r=0.533) . FEEHUWA (r=0.582) . EIF A (1=0.494 ) FIFRPATHIFRIT (1=0.586)
5457 H IR AL E B2 B SR AHE (A p<0.05) o BRI, ACRHEE AKE . F5EH Ik
A BT S S ORI AR BT RIS 332 B B TR LB BRI R (P <0.05)

S5 1% H TR ML E R R R HF P R B TR, XA R Z 2R R .
U, PELA BN AR BB ARSI T A T A, DA AN S AL A RS BRI

Pt JLEE H B FARFFEA IR R . I R R A5 )

JEF GTEvVS W 49 R4l 241 15 wh 28 B 41 LR i SMR 73 Bt
Kot — ks

ERE
SRR LY 9 0

P2 BE A LR S — PP g IR e U R, s L U B L) AN S AR . R S Bk 2 R A R e
By B T BB b 2 B2 MR st A AL AN TE RS o FRATAY B A2 RO R e 5 e b
BRI A RS R B . AR A 49 FASIRIA LU ik MR 51 (eQTL ) BUHEAE A 2 55
AT T — T TS EE i # fE/RBEPLIE (SMR) 437, IFK =R BRI 24 (MYCNY 3. 11q
BRI pBak ) VSR, FRAMEFHZA SNP () SMR FHVESUSME ST, LARSARMRBAYER . i AR &
PR (FDR) q {EX 2 BRI TR . FRATIEAORN LU R T 224 550 ash 28 B 40 e A DG 14 B B2 5
PR-PERICEE (FDR q fA/NTF 0.05) o BXEEELRH 0B BIMYCNY 38 | 11qB R I pH R g5 R 1,
ZAEJE RN I8N LML, P 3A B S R o 5 0 o 2 B 20 g DG 5 5 1 B 1 A S R
ADEGS1. CDKN2D. USP40, GSDMD. MTPAP. VETEMBUREN & & TRRREM . #EHH4EEE . 6N
I C TR AZ A5 - . AR FImRNAZM A AR ARG A A Pt A . FRATTIRSI s LA W] BB 5 00
2T R DR SR SCI A JE R o AT TXSF 1 5051 o 2 B 40 R 6 3 08 BEAR AR AT T 4 DR 4 RN 4 21
DUFP, 3 FEmRNAZKCE R F KPP 25 58 Exd R AL T R B, R MTPAPTE4H R4
Wi g 2R, I TRA 15 i v = XS NB R B B S7 fE R P E——MTPAP, 3% 26 & 8k M 22
BRI AL SR HE T HE— 2B W WL, IF R IR YT SR S B IR A 25 3R B T JE 7

Sehin) ML BRI, MTPAP, eQTL,  fi/RFEHLAL

15 e % b R VI R A Hem—o—lockAH & Jf A hE
5 L35 I S PR 9 1 I JAS Ak B

RA R ATE
Huai’ an Maternal and Child Health Hospital

E s AR s 55 R 2 VT BR AR 4 T Hem—o—lock J S8 JLIE SEME IR 19 & AL AL S AR XT3, Sl lidk
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FAR I LA 5 B

Jrid BB CB76], L4, Fiks-14%) PRI B R VIR A @ F Hem—o—lock)i Hi B
IEFEPERE S LRI IR ZORE, WAL IRSAYT (BiAER . W2 . ERCR) 20), IMT ZRERE ST
AR Hem—o—lock, WWESA Ji5 i I S i 15 100 o

g5 A BILAR G 34198. 4K AT T I8 B sl . RSFIRYT 62.6 K 5 5 AL vt 1B 480 1743
(VAS) M5364rF25.185r (P>0.05) , FERTCHEMEE . Bl Hem—o-lock)5, 1061 LA LEEH
MK, 128 )5%m, MUilELE K.

4518 . Hem—o—lock VA 540 ] R o 18 1 SRE S NG | BLAH S 360 5 ) 38 e 390 b 28 175 & ik A M O
B Hem—o—lock 2 A 0HYT FBL. @ISR H R BB 4L R s 2 & 45 L8 A Hem—o—lock , FLMA P/
(PARIE . JIBE) , AR S5 B 15 I S i T Fs oA I A AE

ekl (R4 . Hem—o—lock . 1T #EMEIE

NERES5 LB IR BEEREAR Z M JCHR . — T 22 A 50 B

ZiH. FETL
AREFAKFEREILETER

s JeRipmrs R, ZEARRE L ZE ol i LS B T IR EEEIR (lower urinary tract symptoms,
LUTS) , A48 IRA0, Santk, JRARZEMEE S NG RZESTE (overactive bladder syndrome, OAB) . iX i
LEASTHTIE SR T RGP AR R L E N S LUTS Z 8] A9 JCHK

Jrik: WATHE THE20244E6 H 30 H Z Hii/EPubMed, Web of SciencefllEmbase |- & 2/ 5LUTSHL
REREA ERIBETE . P VR ST 03 T r A SCERE R I8 . StatafR A MRAS 16,0/ T4eit M. $2HL
TAHCHHSE ) EEAFE, TR A RUR - BIERRR (NOS) PPl BT IF AT 78U, DATAS
ARG LR ARV IS, BT T EGGERFIBEGGIR LIS AR H A4 i I o

GE0L. IRV N R A I ABRUER 28T, FLrh 8UEAT RS A EE A T S A AT . e i
TTRENLBON A HIF gk 74558, BRACREFILUTSLE LR (OR) H1.54, fHiHEN (95%
CI: 1.30-1.82) . JLEAESNEZEIFORN1.54 (95%CI: 1.16-2.05) , JLEALFEFOABZZ[E]AYOR
H91.68 (95%CI: 1.37-2.05) o XPEASATHHT, EHILEAHERNZE SRR, & (OR: 1.71,95%CI:
1.22%F2.41) WX S T4 (OR: 1.31,95%CI: 0.91-1.88) .

2590 XA RV, NERE S LUTS L Z A oG Gl . (2, N i ARk i KA A T 7 it
FERBIEX — &, a7 EEA A BMIFILUTSZE 5

OCHHR) B, NIRBSAEAR, 8K, Wb TR RS SR
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1 ) s A A I B R EL 250 v 19 O 3508 5 B

Fu R BHE
BT TILEER (AFEHKFWEILEER., THAHILEEFTPS)

HE: KREEIESH NG, 50 AR S R IG 7 IR . BRFE I PR 22 R 145 Ik el i i
PR I ARG TR % . AWHE B 7R DRI B 1 B 45 T4 M B 6 ek s A - £ T
AEFFHRE, S5 —IRIA T AR SRR RECR .

Jride: WUBEM A LR Y 8 B2 B BT A i e R B 45 B LRYIR IR TORE, 46 8
JLEAFR . BEE T AREER.

g 8 PIRJLEIN R HIL, Hb 5 56 %3 4 HARE PO 3.4kg (2.96-3.68kg) o ITH
BILFATEA S 24 /N IREEHEHAEIR o ey ) (3 i 18 K ) IHMERMEARE: 141 (9 Hig) Hx
SRR ELTS 05 DA M e AR HEE A BE 5 Hey 6 BT AR LI AR St . IR ARE . By BULRTE 2
MRt , JORKBAIESTRE. 6 Bl UIn T a8 4R 175 K (6-45 K) , il
FARBIE 33.8 min (15-65min ) . MEEEE, 7 GIEJURKI RS, KNG TR 1 HlE
IVEE G EMRRA R, IR/ NREmR, REFTHRE R, RPIES 245 E 45 (e R
LeAsmmlg ) o 1 BIEILEE R 2 RBUBIEE G 2407 . 3 BlEILCHERZRERER I E 45 miin
AR, BRI GBS G AR B ERBRER E 35 70K, 45K & 15K, RFHIEIF K
e, AERAFIRIRIEHR

S598: AFTE )L AR LI i i Bt A OB AR, SR B B 2 LA W SRR L e rE s
RERARNE . BT R e S — R I B ARG TR QIS BT, A AU IR LRI TRk
I REAR RS . ARRT KA T — PRI AR 7k e e etk

KR KRESES W, Wb, MmsissE

RUBBR i3 75 APAE 55000 g

e R
FMKFHEILEER

HE: BN F AR Nuss FAR+Nuss AR . “=BIIR™ 8)I697 5 4R 2909 iy (X fi+ I <1
) FARLI R AT

Jride: B BT IR A B L = B O B 7 BE20204F-7 H 22202448 H 2R i Nuss R + NussF
ARIGIT 16517 AT e M BERT T BB ULIG IR GORE, e FARBIE S FR 1151 H 215221, F
IR (1632 12.7H ), POAFEIR132TH ;. BILIKRE32ke ~ 52 ke, FHARE (44.8+54 kg) , HOMH
45 kg; Hailerf§2.192.2 +0.32) , HifE2.2 o 1061 JLIER A EXFRYE . 761 LA IR A ML (1
BIARSEIRE L E ) o FARYERZE D A Nuss T AR . FZARRALS R 105~ R 19 fcE ).
LS BB R AT, 1B R AT R 38 oo W Jrids: JERE o M2z o AR hoscs A i s
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Fle ARPRARJGERE : I BILAR YR R8s WLSOE 55 i 2 B, R S5 3521 FH O A2 Dk
(4-6/NiF/ ) A RRATIS S ( Bigsmds ) k. JLARE S LR TR shAAMRX L o BILARJE I
W INRERR R (PPIEEs ) o WA BBULF ARG ORI T Rl 45

S50 16BIIIR 7E T AR, TT— B BR PR . FREI] . 83404h-22543 80, F-XmT ]
(134 £43%50%0) , HfifE] 1205080 RIGABERRI4R-8K, “FIERE (4.9+1.2K) , Hilf[HE5
Ko WBBCEREI8NH o 40 TARFINHA L 3. 64 H . 1200 18 A Tk, HEreflc &
BB, SR .

S5 WUNAOTIRIRIT B AR LB T AT, TR E . Hailerf 8 B IE TREAR LM
BERDY o 8RS IR 2 I BEOmRIE A E, EARJE AR E Sk (O BRI A: AP 2
HR) o FAREIG R TR, 47 R 58 2205 ] 0 28508 B2 LA B B b ] P B 1 A B

Sefda] WA, 29580, NussTAR, NussTA, F04, Bia

34T S RPESE P ET P 1810 367 )L S By 30 o i 58 X A

F g
M T3 SR T

H s BRI T SPERE AT PN 822 1A 07 ) LB i A o 5 5 53 DX AT AR I PRAER

Jridi: 20204 1 H —20244F 12 SR FH A7 50 MR B8 PN £ T P8 8122 67 15 L ol 30 s 1 5 S DX |
., FrAREIA A GG . FARTECHEXZGE W N AT, A0 J5 R Al i s e il a2 50l DB MR
55 W N b R A A R P v A, A 1B, LRGSR SRR B A A, &
D P ERE N E T o B o e AT, B RS, REEME. Constant-Murley 13 FRIEITE
UNELI &

ghl. RIGREI6-14, 391027 5 famtal4-6fE, V4520 ; KIPIZER A/ SHE & &,
T 1B EHR S 451, TR1BIET EIcE ek . RIRBEDTE X DhRe: PL1shl, Rofi, 2o, ER*%
100%.

ghie: LN E s T 38 S X P 2 A [ RIE, R & 0 T RENET N B iRYT, E005
SRVERENET ARG LB AR FEAARAE . HA A0/ . X ERRAE R TSRS, R — RO B

) FTEEAR ;. JLE; BE T TR A BT SRR AT HL

P IDE IS T B S R A BRI AC 6 ¥ )L S 5 I S DR 4 I -
Politano—Leadbetter 5 Cohen A i ALY 7 3 LL#%

2%_‘51317}9]7\ g&&%\ F@Hﬂ\ Eli\ ‘gfk{‘\ 4%5}2132-\ Eél%\ 3?&47;1_
HM K F B ILE ER

HEY: R0 He e S s I e st R A i e B AR Politano—Leadbetter /R 2 55 Cohen R 20 HFFRY
Jride: BB S 202 14E10 A 22024458 H TR BE a2 J5t V93 bt R A SOt A Tt & ARG T
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ry 1624, H88fK FHPolitano-leadbetter R (AZH ) , 744K H Cohen R (BZ ) . FllfAS
BE1076] (Adl61f], BLl46f]) , BUMREAESSH] (A127(, BL28%1) . RJIGRETI6-301H, HAm
HEFITAREE AR ARFRERSIRE W] . AR5 EBE RIS G I AE RO

0L WAL T 16210 F 35 Y AE U MR I B8 TR S8 T A, TErh R TFARG . AE L
AR E R FAREIEIALL (118.62+35.11) min, B4 (114.34+25.05) min, P=0.47; Rp#HitH i
A (6.09+£0.97) ml, B4 (5.95+0.88) ml, P=0.44; ARJGIRKERIREMEIALL (4.26+£0.57) d, B4
(4.44+0.84) d, P=0.19; RJGHFEHIEIAZ (6.29+1.69) d, B4 (6.37+0.92) d, P=0.80; Jf-&4F
KERAN6.6%, BAH13.0%, P=0.24; 7EXURAELE T FARMMAL (153.31 £65.21) min, B4
(134.88 +49.18 ) min, P=0.31; AFHIFHIMEAZL (7.21+1.20) ml, B4l (6.87+1.32) ml, P=0.30;
RJGRBRIRE BT AZ (4.95+2.07) d, B4 (4.70+1.69) d, P=0.64; RJ5EFERTEIAL (6.97+1.71)
d, B4 (6.68+0.92) d, P=0.89; J&IELERAHT A%, BH14.3%, P=0.36; LI LG #ER,
JrA B SR S AATHE R @Y, Jole bR o

gt SR IE G TGS LB M RS SOt , TG R, ZenldE, ARl
s IRE RIS AR, AU BEIE R B Politano—leadbetter R 5 Cohen R b, FARBEIFE A%, FARHET
(B, (Ll PR A PRAS TR B A PR, DS 25 LIRS VB , BIIRRETE KB 784y . ARIFSE 5
HuC BEYE T, FEARARR, TP BT

) JE R MRS IR PR S U ;- Politano—leadbetter R 5 Cohen A ; “UBSIEIE IR ; etk R4S FEAAR

KB PERLIAE IRy U i R ) o S (8 1l AC 1 3K

F g
BN A PR

FY . SRS 8E T L EAE B AR E3T N TR 7 IR RBCR o

Jridis F20224F1 7 2024412 H RSB T 8B LB AL A 8RS E 3, BT o) 24 S AT 5 4
ilie RABET AL, FERTSS U 1 g EL T, 2.0 mmiti fL OB BEIE, Il A T
Wesksk 8" FEERREIEHIH, ARAFEEN, BRET SRR, LysholmPE i E ARJE R
T UIfE.

40 ANJRkEvie-12H, “F8A 5 8BIEJLYI BT EE, M Eml . BIras. B
PAFIFAIE . ARIKEEYT, BT IIREVE T4 92.67

58 RATHET AL B iR LB BRI AT R — A TR T, BAT S N A A A
TR NEDL

KR BPTEEAR; JLE; BEEEREEYT: RAIBER
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AORAE: 23 RGBT BRI

BT ARME
MREAXFHEILEER

18 B RGP KRR AL TR R RREETY RGUIORE R, (L806r TRy . AT
W, PrBEREAE MA A TRRAE—E RR R AER A e BE N BEWAE, (B PR IR . BIVEHIR . Bk
RSB 2 M I, JFA BN R, 24 HoaDR T ST G SR oA S A A AL AR
K, KN (nanozymes ) 1E9—F A RIRBEHE PERAURE T AORARE, DOAERAORRETE . RN
PYERZ IIREMEALTERE, R s RGP AT P RBLH T R A5 o

SRl AL Z R0 IR N BE, Anad ARt . AR M AN SR A A, A S AR R
WEPER (ROS) | AT RAEMAEE . A 2H SRR FISESR 25 W iR AN RE ) o BB YIRYT I, AR
I TTROSAKC B IEAALE Y, AR BME YR, A EBUE G A R IR 2P E . 45
HIEAE TR (SAzymes ) FIHEG B IEAORMESEEAORHHES T, HPURRER B2 fe st/ H]
PR IE— 25Tt . FEARIBGAME RSO IR ST AN RKGRMEITT R P, ROS S SN A e o
AIECRHLE . 2KEEE I BHSODFICATIE M, R EVEERROS, MfLiniihhae, (et b nedn i M fe
R (ML) PRI (M2) 564k, MG IAE . WARACE FEROHEE ST E . [FIRF, 29KREE50
e BN RO EORRI PN, BE—APHER T HBTRACR . Ak, AR S E RAE QR K
PERATR, GORBEADOT AL IRIRIEME , ICREA LR H 0 KIHABROS, Bk RRE
Jeffo L FIADTAENE . SEIR Y IRE & A SRR, AR RGBSR TROCR , HEShR A
RHEIRY P S . FE B BRG YT UE, AR i I8 IR R . 5 S ERAE T HAE T A L4
MR PEAET T 3, AR RDERRYY | e niar ks sh Jiayy, g iRt OR o

B, GOKBEIEIE S RGN PTG . PLR . PR MEALUEE 507 R B A LS, B0
UL GERYTRFST-Be. SR, YRGS IR ML TR PRI AL | A=W PRI IE B RN R E PR S T 456
BBk AN E HEIEZ DI REAOKRERIT A . B RERL Bk R BT S S I RIAY T TR R 5, LAY
SBRAN K MEEAS B R ST R A A A S

SRHER QUK BALUTRE, 90OKIGTT, MRERE

PABT QR O 1 S A i e S AL A ) BUK AP Y
DB V& S

. HiE
BT EAKXRFHEILE ER

FAY: SR DU 32 (e e LA H ) B AUK TR T B HIRCR .
itk RIUAEBEHLT X T B, MR AR 87020, #5202346 H —12 A Wit i 3541 H fi] 5
ARIBILIIARTIRA, i MR E 2 K20244F 1 — 11 ABUR 193961 B B T AR EILN AT, R
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HUFTEAR M R T BT . FriiA T s : OHRBFARYPEHCORTE, 7 FRINENEZ,
T B ARSI, @ RETESI BERT &S TR, KK-EPL FETG, SRS AR )
] . ARSEHIRAEHAFLER ; OARAT—RBIRSVOFRE KR, R EFHR, SHEKILFWAS ~ 55
Bhsfiim s, i B IR A R, AR S B T A A @F AR H AR ]
HL AR 30D B B S A R B B ;. OARJE TR B R KB G AT . /ML BB, W&
PR SCH, SRR I AN . @ HUE AR 240 RS , T8 R EKERT HIE/MEFAT RIKA
i, JESRIREENL, B H IR ORI . OOIEESE BRI RRET RS A
FERUK B FA BTG, 451, 3. 7. 30KBIEHET, FETRIEE L, 03B TiNE,
5 BRI A ARAL B 5 AR SR AR A DL A T BE AR W AT, R A EAT B B, R
AR IX A (LI H A F RN ) AR KSR ATHES . R, RGP EILE3A e 15500
AR ERRRE, 8500 ~ 304 IS ARFIREMM IS (0-104y, &RZS. ik, Zi2.
ARG IR FREESTAT R ) VEM TR . RIAHIC SR AR G 24/ N B & ARG DL . 255
L PRGBS PF43 25 (23, 27) 43, W& TXTRA17 (14, 21) 45, PARIZER AR

X (P<0.001) o BFSEAARIGIREMRMMETESS ]9 (8, 9) 4, B TXIHRAs (4.75, 7) 4y, Widi
ERAGITFE L (P<0.001) o RJFIFEIE B AL BT A NT.60% (3/39) , (KT XA A25.70%

(935) , ZRAG¥E L (P<0.05) .

e TR G 10 R G A S 2T A R L H [ BUK AR B LR B AR
HR A AR R MRS AR M, IFRRAUR G IF RAE R A% . DFRES R H R FAR B E S 5
FRAHRERAL T O S BBk AS , AT IR IARE (B

SRR B A R E G JLEERUKH RIFAR; ZKMBRE; REKE

Wi LB o SLAEUA SE VAN 2650 58 i 1 il
JF k5 >
%Mﬁm%%%fﬁi%ﬁAagw

a%ﬁ

BEAE F ROAHOR M HEE , B LS R R, E R EE A LIRS M Z R (neonatal
necrotizing enterocolitis, NNEC ) BRIz B, WA NECER I A B K ml ig i vmeb AL 25 1 i iz iU AN
[ SAE U, gDt n] thBLAIRAE . W arfL . IR T 0 i b,

AGRE R R PR AE L, TR AR R, R AT LY R IR, g AR v i B
FAMZ . BUWEE . BERRA, BEAXA IR 2 LR, SalmRERM . 5 i S s 1 KR
X&LAER, ZWINEC, BERPZS T IEMASNRIXTAEIRTT . etE O ol , LIHXT PRI 2T T T
ARARA, AR IR K IAARF IS A BIRTE, Br T/NBZ ZHREET il e, RS
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ECMO to LVAD in a COVID-19 Patient: When
Genetic Testing Uncovered X—Linked Dilated
Cardiomyopathy behind a Fulminant Presentation

Wanyu Xu
Children’ s Hospital of Soochow University

Background: X-linked dilated cardiomyopathy (XLDCM), caused by DMD mutations, leads to cardiac—specific
dystrophin deficiency and progressive heart failure. COVID-19 cardiovascular complications—from cytokine
release to vascular injury—create diagnostic challenges when distinguishing XLDCM from viral myocarditis due to
overlapping presentations.

Case: A 12—year—old boy presented with COVID-19 infection and cardiogenic shock. Initial evaluation
demonstrated severe cardiac dysfunction, with left ventricular ejection fraction 18% and a significantly dilated
left ventricle. Cardiac biomarkers were markedly elevated. Electrocardiography revealed widespread abnormal Q
waves. The patient was initially diagnosed with COVID-19-associated fulminant myocarditis and immediately
placed on VA-ECMO. Although SARS-CoV-2 was cleared after 26 days of treatment, cardiac function remained
severely compromised. Whole—exome sequencing identified a hemizygous variant, NM_004006.3:¢.31+7A>G,
classified as a variant of uncertain significance (VUS) and not previously reported in the literature.
Immunohistochemical staining for dystrophin in the gastrocnemius muscle showed preserved DMD expression.

On day 32, the multidisciplinary team elected to wean the patient from ECMO and proceeded with implantation of
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a LVAD. During the operation, myocardial tissue was obtained for both immunohistochemical analysis and RNA
sequencing. Immunohistochemistry revealed a complete absence of the dystrophin—R and dystrophin—C domains,
along with partial deficiency of the dystrophin—N domain. RNA sequencing further confirmed the absence of DMD
canonical transcript expression in the myocardial tissue.

Decision—making: This case demonstrates the critical role of genetic testing in COVID-19 patients with
cardiogenic shock. Whole—exome sequencing identified a DMD ¢.31+7A>G variant, whose pathogenicity was
confirmed by myocardial-specific RNA sequencing, leading to definitive diagnosis of XLDCM. The clinical decision
to transition from ECMO to LVAD underscores how genetic diagnosis guides therapeutic strategies.

Conclusion: This case highlights three critical insights: (1) the tissue—specific dystrophin expression pattern
that defines XLDCM, (2) the potential pathogenicity of novel splice-site variants through myocardial-specific
aberrant splicing, and (3) the possible role of COVID-19 as a precipitating factor accelerating the decompensation
of an underlying genetic cardiomyopathy.

Key Words XLDCM,DMD,ECMO,LVAD,COVID-19
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H86.36%; A 3120 B ILARTIITIEIE =4k, 776 mRfg s /RS TTRE, PHMER H24.68% . 1EFFKTH
A3 L 1456 B, A 11061 LR FT[E B 7835 T 99TemO4-ECTHIE s = 4EHE 7 i 2 Fps Ay, FHE
RO RIH95.45% N 35.45% . Xk MIARAS A B B R BEAT LU, AE AR LT Ie S eI L IH ki
LA EILH, 99TemO4-ECTHY FH:Z25 = T s = 4E s . I — 4E R m XA s R B8 2 1S W 500
SAEARE A, 99TemO4-ECT PR TCH B 254k,

g VLM R E EEIGIRRIUCEIE i, R O R = %, L Bt kel
[FIS e 2.99TemO4-ECTHF EA R R HEN =, JRi2Wiil so /R M E Rk, IR = 4Ed A X
TR ER IS W R 344 = B

OCER) My e RERE ; IEIREE TR TEAkIE i BAAERE

JU s S FHLAG iy F Fbll A A B g

H—1
FMKFHEILEER

BRMER: ZIHE (Testicular torsion, TT ) J&/NJLIBRAMNENE ULEBH#E 20, FERMNEEAL
DURS R T AL R e, 51 & Bl b, ™) SRR IR, R O AT IFSSE 40 Hr s R4 AE
IV DS 25 PPAL S8 AU A% I SE LR 5 S UM G A T DR 38 AR I AT ARG, S UHLAS SR B AT 52 AL
TEARJG AR K ER NI~ 57.4%, VPGS 5 S IR B MR N 45 4 K B U R T P4 . AR
FEETEGRGTE IS (TT) BJLSEALR R M R 2, M HT B0 3L T 2 4 B 48 b i IO A

Jr s IR 43 7201 145 1H 222023412 H 5 K22 RS JLEE B Belicia 19 26251 S8 AUHL S 2O LIG R
B, BEHLY MUIZRBAS (80% ) FIHAIEIAS] (20% ) o i R K K 2 N Z COX R Wi 2, I
KBREEHEFHL ( Gradient Boosting Machine, GBM ) ZEHL#27 ) Bk A MR AY , PEAL HPERE .
SHapley{EIN4Ef# B ( SHapley Additive exPlanations, SHAP ) X457 £ AR i RefiE 1 T AR R

50t (1) ZEERCOXEBIET IR, SERFFEAFE] ( HR=1.005, P<0.001 ) . 7 S 4L I
{&% (HR=0.501, P=0.019) . %% (HR=1.001, P=0.001) . F1Z0Miit%0 ( HR=1.102, P=0.011) .
CIRNEE T (HR=1.013, P=0.007 ) . PRk 4nffi b/ (NLR ) ( HR=0.880, P=0.014 ) AR
& (HR=1.521, P=0.037 ) JEE2ILAR BB RIS fal . (2) T FIRAR Ay £ 1) CBMAS AL 7E 1 5
BAAHr i R Y (area under the curve, AUC) S50.988 (U5 92.41%, ¥5r514£96.88% ) , LA
AUCH0.903 ( HUZSE84.85%, FimtE95% ) , MHEML s e 5 LRt i —3 . (3) il
SHapley{H INPEf# B ( SHapley Additive exPlanations, SHAP ) XIS AR AR AE A TRl RS, SEARFFEERT
i), A f B SR  BTR R R, 4R 5 S AL TS A DGR v

g5 (1) ARSI BILUIGRRI . B AA | MR XRS5, R GBMA
RUTTARS TN S AL W5 . (2) I SHAP/MHTHE TR 105 A B R vl (5 B, O mT LIARE A4
TEAE B e AG RIS T T 5. REARFFLERS ] . AL A RAZ OB F E ., (3) REWAHER R SR
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RTUSHISE, Ml RESFRAE TR T A
SRS SEAUHIEE ; SEILZEAE; BAIEARTIOL; BRI o 2R M L AR L M

SEALHLER I 00 o A T g P S A A N i
B —¥e At 1R B AMPKAE J i A7 bs S0 (P wF 528

Mm—A2. BAA
FMKFWEILEER

T ER: BRI B EZ ™Y, Ak, BRSO T S R G . 3
H B I TR (B —hydroxybutyric acid, BHB ) J&i & HARE WA, CAHPFRIEN] T B -5 TR
Oy MRS PER G 2 B s AT BB 1 5 40 L RS AR P E AR R N, B 5 AL
IR Wi AR . AT M sh AT BRI TS BHB Y B S B2 AL S A SEHE A I A (R sh 25
Ak, R AR AU R R R E R, I RIS TR 8T 1 B A

Fid: KB Turnerd:, WP RMELAIERNAR; 5 RHEBEFRLA (Cc4dl) . A4 (ITT
M) FsE LA (CTTA ) |, MER RO EE AR BSEALFH ALY . LA A AT 5 i A 6h 5 (1Y)
M B I T (BHB) ¥WREE, AL ARFEIIREEE XTI B —FRHE THR (BHB) ACEAYSAIA . KR G
A E BT I SV IR BRI M 56 ( BDHI, HMGCL, CPTIA) | %4k (SOD2) KfgH i
BHEH (AMPK ) AyFik,

5. (1) BHB/K V- SHIFEREEE A : CTTALIERS 6/ i BHBYE (0.420 + 0.065 mmol/L, )
HEFTCGH (0.124 +0.045 mmol/L) FITTZ (0.186 +0.029 mmol/L) (P#j<0.001) . (2) CTT4 5
FLAHZIBDHI, HMGCL, CPTIAFRIRECGHL . ITT4LE E T+ (P¥<0.001) , S2ILL LU iz A 1k 5
AR . (3) CTTAISOD2EKIAECCHL , ITTAL FF% (P3<0.001 ) , ROSTEBREESIZHi. (4) HHEL
FCCH, AMPKFEIATEITTHICTTZHY B2 FiH (P¥)<0.001) .

g5 (1) IS BHBACEATVE RS2 U A% ™ B AR B AT ek e (2) S2OALHII 0 10 340775 i 0y i 4
RS E A A AL RE TR, EAL NS BRRE T A M AMPKIAR Z I 25 T Sl FE i, (3)
AMPK AR ] S RSP S A0S 42y )

OCHR) SEALHLEL s R AEES; B - TR AEm UM AMPK

v 2y S NS IR L A 75 5 0 BE M 22 D5
138 Ty fE BREhtH R S Bt 1y 2 R

VERLLL
FMKFHBEILEER

FURY s RIS JLEE P 2 ORI T P 28 DU i 1 ) R R R SRR F ) 1 PSR
Jiik: PRI BEAAIMRI20244F 1 H ~ 20254F4 A AR A BES A A (R AL R LB R 24001, AR
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EAL TP VR O IR ADLEE A . X IRAUR AT 268 . FLRNE . IRETHREE | IR B S, e e
VPRATRIIT RIG 8l OS2 DS ok B2 rh O ZE B Tt e nle b B P 28 M U 8, HAR T I AR A
Ao AL LTS I HEE O . AL T U & UCHRE R Ta] . SERRIT ) | A BE i A 2 R
IEIRERERT (NBD) 3P4 (CFHURT, THUS3R, 7K, 14K) | (ER FHREEHEIR.

SR AT IURFRHMESE . NBDE LG22 5 (P>0.05) 5 (AT TUR B UCHERE )X
ML Z TS (P>0.01) , fEARPEME AR B2 T X AL (P<0.01) o

S5 TP EOAT D LB BEI G CENBDAR ST AL, A A TIE A T HE D RER R, Ak
RLNHAIARE T 2E 8 500, (HETETE A, AL EH .

SRR P2y IR MR IRIE TE DI RERERS s A RERIO; AL, JLE

JUses R PENE R MR ANIEIS 2 28 B APl 25 R VENFIDE oYy 1%

7= AR
BREAKXFHEILEER

FURY . X R PERE BRI KL 20 a1 22 25 5 AR R S PINE S L 2 W T R4 T R 2Ry

Tk BT S A i BR R R 7 B T ) L 28 PR g SRS B9 Ve K MR VG TR PR 2 I 2 25
R 22 AR RE 5 07 BRSO RS IR . W7 SRy r il At ad K B U i 0 o

LR ARSCHGE LIS Z 10 H 4 8, PRIkt i2 i i BRA M I PE TR A 40 M0 (35 T e (7.41 x 1077
L), BESERIIEZ R ARE R AR, 859 CTS LA N B AR T RE . RS RS E ST i 52 R34
ORHEIERR MR AR, IFHEBRAE Ak R RS 8IS R AP E IRV E LA IS 228 Gk UL JENA
JYR AR, BFARE R, F/ARYERRATT

Wit FRRTEVERRIERAINIE Z 255 1E (THES) J2—Fh 5 WA MR R G0, JLE AR RRAL, 2
LTI E A AMIGE 00 . THESIR R B RS2 A0 R) 28 B R[], 33 R B A —, DIMAERFIAAE &
R, IR ODHE . BE XA R G e S 2 R, IEZ R 5 R1E, B EAS G IR IR K S
SROAHR I e, AR B R S A, RS RIS O . RERR IR AN IS T 4R
PR E RERERT , NI H BB MR A A T AR B B E R T B H A IR R, B
KRNI E LRI T 25, (BFREHE LR, IR s B i =R E R . ARl
A2 e R CMERE . SRR REERL. H5MRE) UM W, AT, RIS, SRR
— R EICBNL T 1 Bl B R AN LR T 5

K] JLE; R VEETRVERI NS 2 2R B A0 FPAE S 17

PRIE T 2 BB 4G 54 A I R 3 S T R Y FE R D %

EHAE. GERE. FEE
R mILEER

Tt KB TFTABERGTREHBIRIERE (UD) , RASEEAM . R IREGEG . PRI
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TR PR B A, FRATTIIET T 2 MG FIRIE T I R AE M2, DAHAE 2 pRIE T 2T AR5 IR IE
FEE MG Z, JTAH N MR FE 6T SRS .

Jrid: X 2020 45 1 HZE 2022 4 12 HRIFERBHEZ REBUE AR IR RIEN (DUP) /) 159 %4
JURHE B R B 24T T B s Hr . SR AR EALHE RS A AF IS . K . IREFE% (BMI) | 4L
#F (Hb) | ZE4AEF (HCT) . [EF (ALB) | A& F (PALB) | BE#EIE (PCT) . R
HFARTTE . FAREESNEBIAT. AT RIEMRAEEN . BriEEr PR e | REEE
FAHIRIEKE . FE SRS RN B AE, PR EE0 MAIREMZE (UD) 4MIERIERE
A, I T AR AR T

2R, TE 159 ZBFEWBETIIESEL N 31.87 £ 1032 NAY, A 14 4 (8.64% ) BEALEIRIE
BOE FARG I T IRIEE . AR AR o0, kSR (P =0.018) | B aRE % (P =
0.019) . o B AAS 35 SR (MOIF, P =0.003) DIRJRIERAE (P =0.010) 5K RIER S 55
Ko F3kTE (P=0.023, OR=0444, 95%E(FIX[H][CI]: 0.220 - 0.895) | IAEFEEL (P <0.001, OR =
1.808, 95% CI: 1.318 —2.481) . f§if§ MOIF (P =0.007, OR =10.670, 95% CI: 1.913 - 59.505) L} }J}
HEHZE (P=0.015, OR=10.010, 95% CI: 1.554 — 64.470 ) EAJGIRIER 2 M7 N &

5 SR ST RS | B RIIRER TSR, ] MOIF DL JRGE M7 B S BURIE RIE AR G & 4k R IE
EIMEHEEHRE,

DGR PRIE TR, RGEMDIWT . IRIEFEE . fEREER

REEESR J7 KU AU SR BE AP b P 75 D4R 5K B D) fiE
L PR 2 5 ] BE K b i S

W WX E, ER, KA. AER
FMKFWEILEER

B SRR LE R RV S i AR S E YR 5 R 2 i 2 5 ) 5 =X
AR, AR LRI SR S 5 0 T PSR m SR R
Jridk: AEFER20244203 7 ~ 20244F10 ] J5 N i Bt =90 B 45 L3 2= B B RHICA 19 276491 DO i B4 7
AR RACBHE RSN S, R — Mgkl AR . R adhtaE®, REdmgirea®. fMChEER
JraIAE SO . LB A ISR BE I 30 FLdE T A
gERL. DURSEAT S AMERE LIRS 56161, (522.1%, FKEEGE. B EFE . MBS
K. JLEAUFFREER 5353 512856.00 (46.00,65.00) 43, 22.00 (20.00,25.75) 43, 25.00 (22.00,28.00 ) 43
F1101.00 (93.00,108.00) 43 IEPRSHH5EEIRELS . HMEFE RO (r=-0542 | -
0.507, P<0.01) , SBMRAFE . ILEAFKERIEAHL (r=0.457 . 0.595, P<0.01) ; FKEEIfE
SR H AR N ERE S S (B =- 0273, P<0.05) , dAlEEABE IR ILEA N FE
P B A1 L R AR 7 AR LS A B B CrPE R E I TR 2 5, sk
NiHEA - 0.545, (5 AR Y66.63%, HARGIES KPR “FIEDRE BN T ok S
57 0 “FREINREOENBSFE T L LEZRER ST | REDR LB R E LRSS
KRN BMBI T R B R gL RS 5" | KRR MBS T L JLE AL
Rg—>IERE S5 | AN - 0.094, -0.129, -0.139, - 0.097F - 0.086.

“«
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4538 FREEDIRE Tl it A H IR T M L2 A U SR A P A A TR S DU B B 7 /D AR AL
HERHSY, EIPAGIRA TR S 5T R MR EEmILE, mARE RS, (Rt
e SRR S

B DU AT AR SE; SRR MR

Wt e & 11 A RO 3 B0 IR PE R 28 AR I 7

BN iE

mwEAXFHEILEER

Hi®: BT E Tk E AR (IND) S HE ML SRR T,

Jridi: BIEHESHT T 2020404 7 2220234F6 7 WA B T A LA ERH ARG, 3652 105 3R B i 4k
g GAERIMINDAY I, HIF10B L, ArieIRE %0t WEL106] LR EEw NMARE . ## ik
EFRNH . S A IR DG AR S

gE L1000 LA 1] 5 LAE XU 1 PE0C A Bishopid 38 H B S48 AH D& PR R DL R SR BB /N 45 i 46
FRBGHRIT o IBIEIL—IF AR EEA TR RS TR, Hohefil B LR sy TRIE ETFAR, 26
Santullidf#, 44iBishopii#EF AR, FI36IE L EEZMATICEF R . 5 —IRATAUE T AR5 1 e
Jo CCHIAR B B 81.33 £ 31.52em, HIR MU TSRS BETFAR UL FIKCE SR ]2 155.83 + 78.31K, Ifi FL
B 56 A 3 6 10 R LR DR FR I ) 227,67 £ 72.43K . PR B A THIYSE BT AR L2 3 [ ]
194.00 = 63.42°K , 1M HAZAEF OGP 1 B LK E FR 1] 420.67 £ 119.005K . & AE J5 I H &l
TS T AR BILA V1B ILH IS AH G BRYY , 17 ELEE A5 For OGP 15 238 11 SE LA 2491 1R 30 S5 A DG P Jak
Yoo PIRUCHTHEL S PETF AR BLR I LWl AR , I B S P 2 11 BB LA 209 & W s v A
K -

5 THESETFARIGIT AL I0 K B A BE I 308 B I 25 6 AR A I PRASCR: B i AR T XU
KEEEFA, ik BILEKE TR RIS [ R, (A PR R

CHER AT R B ANREE, LGSR, TR

WO 35 2 o AR A AL L SR B AP i LT

EX
mwEAXFHEILEER

5Lk (1CG) PO RARBARN AT LN RAZH], 7L QI SN FH AT R . A5
IR IR, R 2010 4F 1 H 2 2025 47 5 A WIRIARSCIG R TS SR RS, B e AE T
JELWABR . MR RS B TR BN . G5RERN], LERTAESNRL, 1CG RDRSHERE (7 HFA R 10 501 52 A
ARG WIRANE, PG hIrarflas ASe TR, ATBERI I % HEL; MfiishRL, 1CG A
BRI S RAE R E W VI BRSNS HERR I P DIBR s 25 B ARE,  nl Al i af 0 e B oA e
W WAL, 1CG BKA Rubina i3k RGUE L KGR HAISR P A R, IZEARBA RS "R
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FOE SIS R E, NILEMBISMHE SO HE ST, HORRVE SRR EC ) 28k, RARA L
JLEEAMR} BT 22 4R S BRI

K] mINEELR (1CG) | POLRMABEA . JLEMBISNEL ., FFIBTFA . WAL, SR, T
SR S AR e RERS Y

]38 4 73 5 FEAE LA it DR DRAER A I HE LRy 7 v Y
RS

%E
M TILE B

H: BB RF1E (Question Prompt List, QPL ) 7E JL# i M IRAEAA S5 H 1B v 8 vz FH
B, USRTHRIERYEES . WOARIE B & AR, IStk i B

Tk s BEER20244F-1 H 226 H ma il K B o M L IR B B S Mk Sk S0/ MR T Bk AR B AP 90 25 5
TS R B 10061 LG EVE I BFFE AT S, SR ABENL FORS 31t. dlad = Bl QPL, Jfps s
AERRRMIELE BT, T S5 A ARG & AR . FRIR R K k2 i

il THWARFEHMAELERNI%, BEMTXHAN12% (P<0.05) 5 FKIE =I5
(92.5+3.2) B TXIEL] (80.1+4.8) (P<0.01) 5 B ABBEIEHAE] (9.2 +1.5K) X B4
(11.8+2.1K) (P<0.05) o QPLAYN LT T RKIEXAJGI HAR A EIRFRE (85% vs. 60% ) o

458 T QPLAIELL I BEREAT AR LB R AR AR (A S i RURS: , 21 K B e 1 Sl
JE, IR BRFREBRARE TH, HA IR M.

O] (MRS RBKARRREAAR S ; ARJ5 i, IELedrsg; HIRI KT

U 67 PRI G 19 MR A I S 20 1 5 T o 1 i AL P47 B

R
BREMRFHEILEER

FURG s BRI B LA 3 B ) L 28 e PO 1 WL A SR 5 I R E A R, G iR
MEFIERE, WDIFAE, fedtILR HERE, femiiE)E.

Jridi: FeRR201541 H—6 HHAEBEMU K08 i LBEHL 7 s BELL (50051 N S2 B 21 (48151) . PHLLIATE
SR N 7 Salter s EHBEC WU R AL+ BB A BRI E A, KRR TSR E . XHIRAR
BB REH R A 3P P, (045 SRR RS i e B, IR 5 BRAE 5y 32 T B or
ST SCH RICERIE | IR SCRR AR SOt R LR g 4P B A A L, S o B UL 4
e ORFTEIEAG L, SRR IR R E B, ARG A m R AT R R M, R
FHZ SO IR ORI 5 22 TSR AR AE . BRBR, BAER . SOk %, PR f 8 LR A il /KA
GRS R RIER A T Ty o W HT LAY F20%, A BRI IR AR P B 5

SR XA E RILA A S H, ol T s, 200 I s, S eh SO0 e i LA AR
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R, S 1A

4518 PULPEBERESE T4 LR THEL, ARORARIR B AER, 8 T BULIERERE, %)
THERR, WL T AMEACRYE R, fem TR

SR K ARG AL SR Hos BLPRS B

I T A Il Jid 1% K Bl SE 2R P oo v e AR R
SPIRE LR AT

EX
AT EAKRFEHEILEER

AW B AL AN R e R B, T mIme 2% (1CG) S I RHE S AT IE R BRIC R, N
JUBPHRSHE 25 S BEAR G oS30 0 i DK T S A )R ICG S Al A5 M . REACRAR SeAsll, SRR
Pt ZINRITZNT . PearsonHSMEIMTAF 715, RS ARZ MR & 80N A A L B LR i
ICGHIRMEET 5. 4R BoR, /DA K RAICCTERRAR B E MR T RRRLL, &R 4 mICCTHERR R
FEAT R EAE e, /NA AU IEZOCIEEHER B R R 2Em A, B ZUCCHR AR5 5 70
PFIRIE(E, KRR R ICG R BHR i I 25 T/ R 4L . Pk R i T ILRHCGH A,
PHEERIME 2 BICGH BR AT AT 40 54 iz 25 1 M IEGE HEE R e B AN GG, PR . AR
Zestt R LRH 225 i, @ USCH AR L TR P SR ICGTE S 2= R (I BRI o] . BFFE4iie3RM], bt
FE KR Ge IR ICCHUS ML 5 T IE A & BB i sh 28 0k, A S7 A5 e O AU (e 25 4R TH LR 2522 42
P RRBATENE, N ILERTAETAR LA D REPEAS ARG D 7 38 5E P SR

A mIeE sk (1CG) | AQlsh e . JUBSIRILE . AFE R R . AR . 2Ot
W S AR IFESIREEAL . TR AR

EBE iRy LB HUARMR & DhREIRSRI A iR 7 ik =

T R
MK FWBEILE ER

FURY L2 HUIR IR ARE A R AR, i UIRE IR SO 5 L, % T L2 AR iR A O VIR TR
TEREFAL G I CT A, VIR, MRV, BEE BRI AR, FATER TR TSR IR
DIER, X T ILEREAHURIRAE R TARIT AL T Mk, SERIETARIR, X TEILARGOHERE &
HAgtish, JAotihetor Xmiariks.

Dk B SM Hr20254F 4 7 78 S5 P R 27 i J L2 B e A3 e 127 18— {9105 0] P IR e v D) BE M
FER BRI BECHEAE A9 B0, UL R BSOS A BE , AR R 2 Wi HUR IR RE ST RE, S8 R
fil e RN R B AT AR5, B B W I 5w 5 m DI REROR AT O, AR AT B S 78 FFODR i A i Ay 8w DL —
3.6x2.6x1.8mmfi b . BATIEGE T HURBORBIUIBRA, AR A UL 07 KNI, G g R RRIE, s
TIFEREYIBRIE , AR5 BIHE S Ay HODR AR s P R
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S BILARJS KA OL R AF, RIS 4/ IFRORE, ARJS4RA R TR P51, RIF6K
HBe, MEEARYDATE R, SHRICTF AR,

598 BTN LB PRI R VIR A T LB B A Bl . B, FARI 0%, RJFkE
PR, g JLE R IR B SMERGT R TR s 2.

SHER) AR DI RENR s eBe; L2

P2 DR PEIBEIDE L DR B Fiia il 1 Prie 4 0 2D 4k

x| E A
MK FWBEILE ER

HEY: A ETEREEI16S rRNATFHEAR ,, TRATRILINB AR LIR B 517 38 A P e i A iR AE , JF:
TS BT RS A SR B . TCRER R PR ( Asymptomatic Bacteriuria, ASB ) | iR iR MBS
ez T REREAT ( Neurogenic Bladder and Bowel Dysfunction, NBBD ) MBI FPTAR 22451 PR IR 25 1R 1%
TEHR A

Jrik s AW T 20234F 12 A 2202448 12 H WIIRI7E S5 MO Wi s L BE g AR 2= AR IR 5 )
A 22 1081 JR LAY IR IR BT FAEAS, HEAT16SIRNAIY , HEBRIN P IR AN R8BI, B A
1006IBFEXS 4, Hrpph 2 6001, (XS BRAT4001, R o/ B 2RV T B, XIRUEYIRE
VLS U T4 PP 3 18 LESSe ( Linear Discriminant Analysis Effect Size ) M, Tk R B A
SIS, I PR WERE S AREZE (IBEBEfE R . ASB. NBBD ., KIATB MR R Al
JHAE ) Z [RI AT TR .

S50 LNBALUB LIRS A Y B ZHEMEARR T X BAAAFAE W 22 5, 1T o ZREPE IR WL e a2 2
Sto AR F SR (n=10) JREEAEY o ZAEPER R TAERELAL ( Chaol#5%1P=0.05, Shannon
FEEP=0.017) 5 ASBZL (n=13) SIRKIEH AL o ZAEMIR R EFER ( Chaol#5%L P=0.035, Shannon
FE£(P=0.002) .

2.LEfSe/r A4 R R, NBAIREHHLSMERURE, WSEFEHAMIEE ( Stenotrophomonas ) FIE LA
WJE (Pseudomonas ) W4, MLA, EMEAEREE . BN B =0, R T AR R AT . B ek R A
TSI JB5 DT 28535 1 AR PR 2R 41 2 W INB AR L P bR B8 0 0 BT = 7 2 B2

3NBEJLHIERAEY S5 IE W LEALL o 2 B SR TR R 225, (HAR e i - B By 3 2
Sto (HAFERRE, BIFNBBDRYEIL (n=43) HIEEMFEE (ChaolF8%0) BHFEME (P=0.034) ,
HA 5 ER IFLAF &S (Lactobacillus ) #Y-FEEINAT B R R IR ZENBBD . KM B PEPTAE R AT
XX NBE LR 738 T 2 B 7 A 5

4518 LNBEJLIREERUZE YRR 250 02 DO Ta e L, HALRBURE (INSEFRiRE . &
e ) SR EERL.

2. =GN S TTRERPE R IR (ASB) B JLIIR BRI+ 8 8 Je A1 BRI, Sm i MRt is
a—Apn] e 5 D B F AF R DI ORI

3. BIFMAIEPERE DL DIREREGT (NBBD ) U8 LB R+ 5 E R & TR EAwE (7S
J& ) FREE WAL, A, BN IR A R AT L B PR SO A TE . T
I REMNB R LY RS T PR 2

KRBT PR IEVEREE ;s IRESTEIRE; WHIECEYIRE
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U AR PE S A b IR T 55 0% i 4 B kb 52 % 1)
AT PEWESE

FREAR
FMKFWBEILEER

ot L [ AU B 00RO R BRI SHIRT . I S R IR TR . X T TR
VB Frgelm WA RAFAE O Y A & LR, UM B TR T, (EARE = R RS BUAT %k
N T RRRE KR, ARl Rl ST B R AL S B AR, X T2 e AR A 2 e U e IR R, ik
AR, AT AR 5098 AR T D AR M e o ST L [ Ak U e A F S ]
50% HEFHRIDTTOBARAT IR, AWFFER AT 1 BB .

ik AHUOLTE20214F6 7 2025453 4 2Lih 720961 A &AL, HdsafliidT T kg
I IS+ MBS B 2 A, 3 TR TR R L4206, e bEZE106] . T A T A B2 T s T
BRI AR DT , AR B B 458Ny ToORE J2 g 55 7 B JBE 1, ven W AL B 4 1l /g 335 509%
EPRRESHRA T A IR 2, ARG BT AT 5 | AE O B 2/ NI S5 P

SR ARG SR B R, WA AR S BV kR e S R
TEARSEAEBES 6] . AJF 51 1] P TERA 2251, MRS 5 b LA A

g5t JLE A AE AR TP S0% B A RE T I TE S, AT RO A e S S ke, I BB %
o

JCHER) FURTESN, S0%mIEIRE, Mk, 2k

B RNDI R AR B T A6 £ IILT 114
I i B2 A2 4 7 SORUA I HIEARE 2y fE Bl

R g
BT EAKXFHEILE ER

H 5 RN O RTRAR A AT T TRE AR (ASARP ) 67 LIPS T R 8 ) e A 7 20 %
BG4

Jiid: BIEPESHT20174E4 A 2202243 A B mt BERF AR L BEBop A LAMRER ek R /DT 1
ASARPFAIGST WAL T A BT F A A 2 2 B i Im R R, AREAR A2 & I B By B Bm R
EEBAA, iC#WAFARNEK . REHLE. S0, RF#ET 2280 TR, R4 Rintala
PEOIPPAL B E HHE DI RE

i RBRDIIRIR R EA RG], WRELE], L7268 E WA . SIFIRZBIZ 1061, OIEETE
2141, HUERHERDE SRR R 1801, B EmA14%], dEE SHAS8H], M FARER (122.5£30.47
K VS 124.6 £32.62K, P=0.843) , FAREMAE (4.17 £ 1.90Kg VS 5.21 + 1.96Kg, P=0.120) , F-AREH
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(1122 + 65.48min VS 104.3 +32.73min, P=0.604) . ARJFHEFERE] (10.56 +2.35K VS 11.57 + 494K,
P=0.555) ¥ G255 . BB EMAARIG KAEG RZEGAH], SRSHRITIRm. I IHsE . &
TGRSR . B AR R IR, PSR . RJGe4alfAFbiys, BRI 3-84F, “F-¥JRintalalf
I318.314), HHEIhAEM48%], B16M, TERE100%, SIEHMBES 2% (P>0.05) . H KA
MHEE EMALEAR G Rintala b0 FIHME DI REX A e 7 2255 (P>0.05)

g5 MUR/NITEASARPYRITRVERII /N, JFAE R AERAL, SN, RGHMEDIREL R,
LT IEH LEHME IR

SCHHR) ATTIPAIBE; ARERE s IMIARYT AL HEMEDRE

1503571 )L 2 PEENG B0 25 S IEECM O %% ia
FAFBIA KBl

vt &
FMKFWEILEERR

SAEE— A LA 0 25 A IEECMO%% 12 K AR JFECMORE BN 98, Q55558 e %
iz B A P E IS ECMORYAS H1L,  Z80d 65 K ARG L B LAE A IR AE 1IE % T20254F4 H 1S H %
CICU.

SR B )L ECMOFEE AR JF45 3 A2 43

SeRVE % R WHIE (B L 5E H Bl o 1L BLAR I %
B mi DA 5B

T
AFERRFREILETER

FURY: P28 B LSO T B s B2 S et i kF, M Beds S ot a5 R e s BE ARG

Jrides 20244F1—12 A R —BBORHA AR | Hh SRR Be il f BE B 3R -SCRERR . v SRR Beig S i
R ACRERON R RS = G G R R BE 200/ 2245 LAY 2 IR ITE HEAT RIS A . SR HISPSS 26.0% 4l it
Frgeit MR, ZoeMEg D mUH 34 520 B2 B A 3R

G ZAR UL BEE i Be A B 70 4 (130.90 + 10.69)r,  HiBEdE T B 2150 24 (140.99 + 6.31)
grs BILHBEfE RS Be ks B i Z B2 1IEASE( P<0.05); ZocZtEmlIaZ R iR, HBefs T |
R S SO AR BN Hh e v £ FEE ) T2 R K 2 (H7P<0.05) .

458 JoRVEZARWHE BULH e BEAFAEAR RS, Bt SRk, ZKEREZR . MBI A9 3C
ERREEAR, A nTREH IR B & s X Bas, a5 A BUNR UM I (i, e i
BEHERE .

AR SERIEZ AR e i i
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W3 7 PEAN W e A cICU B Lvb iy TGS

v+
FMKFHBEILEETR

FH . ARSI RS 5 TR B e R ARAE CICU BULH AR IRCR, EE LS 37 308
PEALRL AR, PEm BRSO, SRS .

Tk MW EENIEA . N EAEAE R, S SR, BRREESE, IR
BoEahes (M1) FIEHES R (GER) , Ma biEAh S & N B IIReRA, A NE FR Lt L R
SR

G5 BIRA S RN WS FE A 1Y 1 HE A R A TR AL ST eI I, 1CU fEBER fa) i
it 20 KiF, BE AR SRR B EICT AL B R A i B TR . H s ahdss (M) 5B HE=s
R (GER) Z[AMFAE & B P B IEAHEME (AHSERE r=0.65, p<0.001) , KW MI A[/ER GER A%
TOAERR , MG RS S IR I R SR .

O] PR B DiRE CICU

T TARAE R 2 M FLAII A I & EHAECHH) i ke

EN0
FMKFHBEILEER

FY: E AR FARER S RIEE S5 8RS &4 B NaSEm R (HAEC) By T0#
A,

Dk WAR20154E1 0 1 H 2202449 7 30 H I3 MR~ M Js JLEE BRBE 2 20154F 17 1 H 2220244F9
30 H AN L B2 B i Se Rk B 45 LR SR AT BEDT o 20T B 45 I AR G /N 46 1 4%
( Hirschsprung—associated enterocolitis, HAEC ) S4FEMRZ [RIRISCHR , RFCBRAFAFEIR 0 Fni, FEIL AW
H, fiHBoruta®® ik 2R FH ( Least absolute shrinkage and selection operator Lasso ) 77 IR I EUOITE
i SN S AR B HAECTS IR N, T OROR ML 222 50 Jr s e AT AL T ROC
ik T (AUC) | K2 LRI PRSI AR E7 G PG AU R TIOI PR RE , 08 i A RSSO
R AL R 2R M 53R

SR RBESERIIRE T R B (<S53A M =531 ) B4R JLARJGEHAECH TIER, 7£6
Pl 2 > B AL SRR AL o, Logistic [MIAREAS A SAIPERE R AL, HAEA [R)AEHE 1Y 28 Lrboxsd B AR 5 4
HEHAECEA B R T RE .

Wit HAECEHDAJS W WHIFEIEZ —, W SFEHDEIIRFR T ELEEH . HEf, $XHD
BIUARIFHAECTER: N R TR AR 2 A . LT ARERE 5ARIGHAECH) & AR 22 8] 9 5C Z 1 R B
B, RIS, BATLAS 3D ARG, ORI A AR ( <5310 ) Mt (=53
A o Bl XA RIS B 45 LR G HAECTE I [ A et — A F T AR IS HAEC KU i
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ARSIl b 7 SURE D A A o Tl A AR B BB, e PR S A RT L BEORS v DA AR
JLEIARTFHAECKURE 5 AR AL rh 25 A2 1 0 45 Joy 1) STk B2 ] ADCAR HAEC R TR Ay 7 s . I HLaad
R DO, Il PR A i A6 LT S0 e PR A S L AT X R LR S HAECHY A A R AT 1000

gi b, AT A A PENAS I AT LSS [ AR BT LR S HAECH) A AR 2EA 500 20 10, LA
ol B 0 PR A S B XM BT 8 LAY R A HAEC,

KA Je RPEE S, OB, Blasd, 4k

AT LR SR IE 1158 LA I I A VA 1532 iy

B, FhE. BRE
HRERRFHBEILEER

HW: SRR E SR T B s 0BRSS & IR0 GRS R rsgmd, ek AR eE
AR AL

Jiid s B A3 HT2018-20244F F IR B2 32 W vt O F A 19 LG R EE . 20 S A i i B &2 41
(n=33) SKTHL (n=43) , WUFEEFB L NRTIEITE IR HA IV E, Rt =7X0%
FEFW, Gl xS AR ILARRT . RJFERE . ML EH (Hb) . HEA (ALB) . BIAHEM (PA)
IR, IRORJGAEBERS ] JFAAE R A . FIKE FRROmHC S I R FE bR, PEAE AR AT IR & AL
-

R ORIG1E, BUEEHHD (113.2+12.4 g/Lvs. 1045+ 15.1 g/L., P=0.032) . ALB (42.3+4.2
vs. 39.8+5.0 g/L, P=0.021) BFHE TATHL; PA (0.18+£0.06 vs. 0.12 +0.05 ¢/L, P=0.008 ) P
R, RELH, FREEHEEREK ( AWE+0.8 £0.3 kg vs. +0.4 +0.2 kg, P=0.004) , PA (0.21 +0.07
vs. 0.15£0.06 g/L, P=0.012) /K FBEMRF AR T, BRZARGEBH B (15.6 + 8.2 dvs.
214+ 10.5d, P=0.018) , FIKEFRMAT R E W (12.1£5.3 dvs. 18.9+7.1d, P=0.003) , JFEAE
KA (15.8% vs. 36.0%, P=0.045) M30KRMNFABLRE (10.5% vs. 28.0%, P=0.038 ) i E(L TR T
M. PREHAARGEWRE BN EFIRERRER (9.2+3.1vs. 125 £4.8K, P=0.009) .

g5 RFTHURE REA RS B LR AR E TR, di R R, BT A XU, %42
TR RS S AT BN S, SR AR T E I8 T T AR 18 11 B UbRIE AL BB AR A B A

SR WRRAE Wil 1 E 3R T

JUSHERASHARILAL : B8R, 168l Bk R 4Bl

WA TR
FMKFWEILEERR

FA: R LESMPHRE SR (ERAS) B rPARHIES RN . AJS B0 3 S k24 B A S A%

RGUHET ], 3T ET SR R B SCHE T A IR AR
Jivk e SRAEEEBNSIRF T3, A9 A 20244 1-12 7 5 =1 LB IR Be 547 (5145 3001 706 s 5 ) 2 VD ok
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REHESEMNARMEIL (AFE3-12%, ASAGH T -1 ) . RIEERASHE L5 2 STt At ] 43R P4 -
FRRAEA CERPEE, n=273) 5 FREL CRICEZNEESN, n=274) . WHERTIEEEZA (JEH
F A L ERIRIEE (RS FUKEE) | RIEEWCFIRIE SR . BHAGER, DLARIEEIR
TRl KB R SR SSRGS RO R R AR 2 S, v S ARk, SE
T i 2 R S P<0.05

GEUL. ROPARARRTALA BRSO AR IN4.4% (P=0.037 ) , {AE YR IRTE SIATH > 550 3 ik
P12.9% (P<0.01) 5 ARJGE PR ISR 535145 5549.2/46.853 80 (P<0.05) , IREHEIERE” 17357
i 2 TF19.0% (P<0.01)

451 ERASTE M AFAEARATIR KM SRR ET G, SIS S Hm . ik
KIE 7 2 KR o 2R B AR

i) PO AMR; L BRI R, PR

KL WA B Ok B SR OG- IIBIR C5 B ML) 2L 5 ik

Awes, A, Bk
il K F G E T

Hi: B2/ N LI RATE RS0 H WY, SR R S BRI o A e 2048, nIRe S e . M
R RE FE LN ERA L, Hp R R RS R A W E SR, ARBFR P IRATEE T IR R B 2 A
F R P25 SRAIIE B2k, IRSE T RE S IR S8 R A R JRAH DG I O 22 S 3RIA LR, R
TSR AR N, AR SR IR SRR A 1

Jride: X R R B R e /N LAIMRH AR e PR Bt SR A Y ey 3 0 i PR 3R R 1 1A 7 25 R 3Rk 4 #T
X i e 22 IR L A TCO/KEGG M A B F HAEMIZS AT, dEm ik 222 S IL I DI RERRIE, JfakE—
A O AR GR I, TR R FR PR SRR R FH qPC RS IR i H 1) O B R A 5 Sk
R RIBHATIRIE

S5 10k I N SRR R T 22 R R IR T, I EFTGO/KEGG MM, Hh GO AR
2 S DR R AR A T . A BT 25 A KEG G4 HT 28 I i S8 5 [R] ] BE3E 3 Hippo s 5l i 2 5 [ 52
B et e o A3k PRI i 1 I 52 mh S i 4 P39 50 S A B0 T M S B BIRCS

2R FRPR SRR HEJL (AR SRR S A oS /NS0 8, i qPCREWIBIRCSTE K B Y
FEARMETIEH 2L £

4518 BIRCSTENFREEMMISCIEH , HAERSEAH LD R 75 Rkl e 5 BN k4 L RA %%
R, T IR AR R IR AL

CHA) FRsE; BIRCS; AWfE R mimaily
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BLUBERR T A Iy 8 185 AR DL B e 21 R A
[AALE S

BHAE. BA. FoE, XLEL. Bk, FR. B4EE
AT EAKXFHEILE ER

Hi: T2 LE TR G AR 0L, 05 2 AR A 2L DG fa b I 3, il 22
JUIEFRTF AR BB AR R A B AR S R

Jride s ABEGE A BB 4% RS . IEE20184F-01 H Z20244F06 H [H “+ 35 IAHERH . Je KPEE
ZERAMAREATRE " F5E ot AR 2= E L B B Az LM 32 16 I 55 - AR (10204490 s LI IR W Ak . 3k
TG WA 4 X (B2 5 8 L 5% F LA AR (237101 ) FNBAAR R A2 (5761 o RA-RJT
K56 FIMann—Whitney UK FL A D LAYIG FRAEFAE , 383 Logistic [ H 7 MT i 156 -5 7R S5 WA R A5 AH O Y
JolsE

GEIL . 20408237 M T AR A LA 90451+ AR A FERH, 14361 A e KA B 450, 574000 I8
FERH . =B LAR S BB IE P HRIR A, H R 225 83 (P=0.006) . HREA S5 AR {8 1 4
MHE TS KT 5% W BART- B 20237401, WARKB4L57H] . AR #r2l Hh28.3% (67/237) Mtcht, H
MR K 3.40kg, AR TP 2215 50.9% (29/57 ) , HIZAEIRE K3.27kg, ZERAEGHFE X (P
<0.05) . HEAFEAML, WIRREAHEILTARH B/ (P=0.002) , FARAKER (P=0.001) ,
FARBEFRIME (P=0.013) , RFRFEA (P=0.023) FPEMECHE (P<0.001) B, FHEAKIK
(P=0.018) , RJFPEMEIHEEE (P=0.010) . £ &K Logistic[BIIH/3H R &k (P=0.006) . AR ER
CHEE; (P=0.003 ) ARG IFAL BRI (P=0.013 ) EARSG L&A WA 1 faks R o 2 m) P 7743 DL e
CBAARR AR 4311, WA 10149] ) 4387, ARG IE P (P=0.008 ) FIBEHIZR CHE & (P=0.006 )
SEARJF AR SAG () FE 5 R 2

250 X HEEZEHFARWEIL, RETPEATEIIRE, AR E VM, Rt AR iR
B, ARG RIS R EOL, A B TR S AR Sl A i XUy, e SR LTI &

SR WA . BL. BT . BRI A B

NRSE v e AE L IR BE T AP I LA 2

TR
ATRERKRTS B ER

FIRY . BIFSEAGISE &2 e LB B TR b (A mI A5 S A3

Jrid s AR LIS BENS DUt F R /NG T8 BRI AE & a0 o T AIRRE IR I B 5k S il trocardL, M
NI NS I RE 2 2 465 IR, AR, JULPR ), AR BRI 2% . DIARS Mg i il e 1) A A
A, FRCEEE L (B4 290.5-1em ) o 7ERR IS B0 EALEEL T REHIABSE 5 #3485 Smmirocar
BRI REES AR SRR DR ERIA, FFERRERR (B B T RN AR I, l i
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BRI ) o IS SEG SRR AR — i B BRI, IR INESL BT, BRI 2 RO A 2%
P NGRS MR = RSN, TR U7 JB4EG . TEMAMNAERISE L s, R BT 51 0L
HIRTCAGURA o RIVIIMBHEE SRS, , B EE T RN IRNIR, b2 kA S EURG s NG . iR
BTS2 10-12mmHg, WEEE S AR A T TR 2 . AP AEsk i m sl & A4, nlisin 24t
(] T4 £

O HAOU N EERERE T H 2RISR I AR Canimis . e ) o BRRERISEAE S, IR
S B P B AU . IR A48 5 BIIE L AT R REAR T IR ORGP 1 A R R

Wt MBI (A A4 & 25 P 5 Smm & L Ftrocar@] 71, 38 xRS 4 49 A7 IS X 25 R 1)
BAE, WAEREMILEAIGUIIATXES , 3G LB X RN APRE R A RRZ0R .

KA FRRAE S AR BT IR

UBIEY FORSERPE A A6/ L #
FRB PRI SR SOk 5L 2

EY-3
FMKFHBEILEETR

BRI KR ZESE (giant congenital melanocytic nevi, GCMN ) J&—F LAY H A 1L, ASU™
P FE P LB RIS S KU R . IERCHGCMNAFENL, FRATR I Z D, A
T GCMNIY IR FIR . ASUIGE 114445 11H F2 8 AR IR T COMN B A MRS B e R 108 (0 3R
B, FEANICSE VIRRRRE . A5 . ZHGUR B EE R AR o FRATA A B T I A PR IR T GCMNTY
BOTH.

AR HR MR AR, ERAERMERARE, JLE

KT g 24 BI M A K 24 P
D A [ P 8 i 2 B 2R 0 S e 86397 S AL LRI 7S

R4, EAE, R
FMKFWEILEER

F: MR (NB) 2—RLESARR, BUSEE. AR IR AR Y s 2 RE e T
AR RILITUR , SRR AR MAAT AR AU S — 0 BT ST A B, L3 A I [
(Teholol ) K-S BEMTURA I, IFHEE ML 252z AT A Wb kG i LAY BEA T H [ B

Jridi: 278 ECOX IRARY T30 NB BLAYAMSZ KN Z . R Kaplan—-Meier 1730 HT LT Tchol
IR WA IR RS 5 B TS BOAH G o A B I 2% 24 B2 A P ) 0 BT 1 A FEL 35T 75 N B I AH S
AENGEE B S AT AR AR DR s B A A AR ARG TR N BT AR IR

SER A PRACE 23 2 AL R s AT A SNNB AR LTS o S, Gl R 2 25 B a7
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[ B FH T NB L a5 L SR DG B T . R ZE, 455 A )oK RERT 4 28] A0 #E a SORH T A T
PRI T RAR AR HIPLA .

BE1E . AT BET P28 25 BEAA 5 BT — 0 A= W) A KB RERT LR P A [ B L A 167 NBE A — R i
PR i

SRR SRR AOKRZGY); EEEE; L2y R

JU Y BR B W T AR89 7 METR VIO 191297 50 Br

IH®R. RN, BREK
FMRFWBEILEER

FURY LB RIS W AR AR, O A AR 52, W W B RS L 20, AT dR
P LEEERE W RIS 7 25 MEIR PEIBUIR 1Y 728

Jridie BIBE P HT20204F 1282025474 H T3 MR 2 Ml Js L2 B2 Bt 2 SNRLAG O ()~ BR B T TR 1277
MEARPERGIR L, TR RSB, M 3R . PET-CTAIS [REER . BV H -64H .

g OB RLIATAMF AT, AT B, JO BB 3L T N I AR, 4491
WSO E I , 2000 Z2 M B R AT AN R o SR S AR 94 . ARRTEIA AN RRREE (ke . A 6451
BOLUARDT, 261U PR, 1BIEILIL P25, 29— AR, BEVTTH-64H . 9fil
JLARJREngel 418 . 201 ILEAF LG 25 Y1277 .

58 PERESITER LR ILEYIMEATER UL, AR it R I R e R B, AR
B AIARON RS . EEREW T AR B LIR PR A RO, TORUIN E 20 By s W pkoa]
fmTFARZ N, AP ST A RER RS TARYCE.

SRR ~EERE W MERTE WO TR

Wil o7 P 28 R 3 o s 2 152 12 B v
5 | A I e P 1 (8 DL W 5

Rk Bk AR, Ak
MK F M B ILE E R

VR T S — il plp A ARG 5 R O U AE A I R ZE G AE . FERMR BT S, USRIy TR
BERME)S , MM FRAE MR R A E R LE R, I R FRAEUEAT A 101, %o f L S LR 0 B 22
TrHARANGE, AT RERBIVERR . CAMREVURILIR KT 5RG R  BEAR S [RRT,
TATH LI KB, FEMETEAE /N, SRkt vh LR O 2 N, [R) A o B R E /) B e
e, SHEOET . i, AR X R, R BGOSR LR FLRR AL R, S LOX 1
CPPO/Ce6@LOX LK BURL, FRSLHEEREN], CPPO/Ce6@LOX A LA HFLIRIN &, TEMKERIEAN L5
Pl AT E R S, aureus B AUMT R /NR & CLP S AY Z WYy N A AR IRk, AT H
DU YL IR BE rh FLIE & i N B A S HFSE CPPO/Ce6@LOX AR 1) 102 X 40T 1Y A 1051 ] B i oA 855 vl 3 g
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71, AR MEREREA SEHAG IRTA T T S BB ) S50 M A0 B LA, o
SRR R . TR B RERO A . RRLPEAORAIRE B

—BEXTRA-VADIEALVAD LT AW ) i K 45 PR

LR B
BT EAKRFHEILE ER

H: RO sk O NRAT 2 O 2 i B S (left ventricular assist device, LVAD) fHAARFERG
EXTRA-VAD ( extra—ventricular assist device ) £ JL BT ARIIRARE BEAGIG R NG SROR, i b2k g
FA UGG B B LAY 75 A RO, BRI ACRE & 2B 1 XURS:

Jiik e BB LEILV ADR AR IS BR G EXTRA-VADH BB LAY IR RO 28 L1325 107, A
AR E S kg, ARETAOH MA53%L (left ventricular ejection fraction, LVEF ) 15.2%, KZARY.O T8 TT
XL A, B TARDNE S 2SI (AR sh 5. B .0shE ., LR, haOsikE . RE ., K
) ilE MABIAE I 5. ARJERIR BRGNS QR TOP8 ) |, 456 3h TR R 55 1
259 . R R BGESEE B ERARIAYT (continuous renal replacement therapy, CRRT) , ZEFRFEIIEE Mas
EHETE, [ A sl 7 A 6 i O OO D R B 67 TR S

iR RIFTHW, & H B AKEEIRE G R E2269ml ) o L7 ) 1518 be i TR E

( MAP 65~85 mmHg, CVP 8~14 mmHg) , FLER/KF-HAJFHY5.04 mmol/LFFZ1.69 mmol/L, H A
)52.2kgl% 243.2kg, B HERALLE I EIBT RS, TR EMKME WSS LA, RIGH6R
IRBE TR, SHORMIME CRRT, S ISKIMFMEIRVAD, H36 KRG A @b, Bl
SPRIMmAR | ISRV ADRLA A SEH KT

g X FLVADBGEXTRA-VADRBIAY UL, FIF AR BILTT LURS AL 00 o JEm, 540
BRI AN B S CRRTAT A ROT i 28 RS 5 e BT R o 25 RHIME T A AL BRI BEAE R A1
Zaw B ety KUK, hyad 2 K B O RS A B3 A ) 2 A

KRBT PR OV s PUBAGERGIDY; 2o ORI EAE A WA B

JUs SRR S B2 Wi 5367 2 i) by B SOk Im] ot

B, ik
il K 5 R [ T

HE . i LSS R DR S AR T A AR . B A BELR] | IR RR ISR, 45
SLRSFE T, BEZPIRANISTTE, iR S R S
Jrid: BT 15124 BIEEILAIERTOR, 8L HERER2H " ke, fREM . REs
CBIREM . CTIREKIER (CTU) MHFRIEBSBLIRIE S (VCUG ) B2 B e S 5 ) F AR 5K
o RULIEZ MBI A a5 SF ar HLas N B IR I B il = VIBR R, A vl o i D S 88 5 o7 PR3P i IR
. SEREVIBRE R IFEE R B RS ERE . 455 RSN SCHR, RETHB e R PR DERE 2 AOWMA T~ . IR

i S
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3 ARSI PR YT RN

i BIJLAREE BRI, HEBERESK, R sE<Sml, BEUVFERBRRE K. G RA D
IR AE G T BRRIE R S, B B ER . R R IR E A THRIRAE S, LS N B AR
VIR, SCHkA BT «

L e R R = R HN0.7%~1.7%, B Lfl5~10:1, SHERIVZEE S8 %V,

2. VCUG/E Wi &xhrife, mIshSIPAh s SHRE C R

3. AR B ILAT RSP LS, FARISME GRS >2~3em [ 5 bR I IR 5045 I 5 e i PR A S 0
(VUR) ;

4. DA N FAR B RS HE . OIess, JoHGE TR E 5=

T SRS EERE BRI T AR . A5 BT LA AFAR , RBT = 2 T Ak
MR EAECRA H RS Je BB = M. R

1. ARHIT N A2 VPR 2 154 JF VURSUR I FRERH ;

2 KR FHEE ARG E AL, R il ;

3. JLE B E T KRG WD PR IRE . AETFARIBY S T IORERE , (AFFEE Y. Sia%itk
it o ARMFE A — DA T AREAI R Z G R T A T R

SR /N LIBIRAMEL IR =

1) Abbe 28 SLJF Bii & AR LI b Bl

Bl =R, HEE
FMKFWEILEERR

FE: PR B Abbe S BB S A B LAY B

Jridc: Xt EAR20244F 1A RGA B BIGI R TR ST — AR a7 RO 25 A KOS A, — 1]
FAR BRI, SRS AR . BORFERAR” 0 PEAT ™8 A 17 WSS L4 B, e B 7 K A i
BME/NH 5 e CHORRSAE A s EIC kK ) (BRI iz WA fe % ) 2E1T Bz
M KACTe s Sehtiifis BEWTIZE, AERPRRIRIGL s AxTam AL RO IS PR, ALz BEAs XU s A1
(AARYIZE /AR N AR UD N VT REabZ I U110 o NSV SR € R N 9 SN T M o sl L o
HRTEEO , SWRTHETE L ; BORSrril, HEUBRIEARTE MR AR B B B, /DR 1Y
KAy SEREAMEACC PR, AR T TP BEE T, BRI AR

R BULE 2P WIFAR, 25dMHG LR 7 S B, BULBA i Be . HBeRFEDI3 A, R )
AE S SMILIVRIE R4, SB LR S m IR RO S &

S5E . JRERE T R E A N REAR L WAL, AT IR MR R AR UIERS Y Bk
BUTE RN TR H RSO . RS BRI FER , FeA RO s i 23l L IR AE A5 T AR
BERRIMERIA AL, BT LA, WP BEN B 37 B M R Bk F SRR R o D ILIE LA S 91 PR AR
A, FUA T BORIRIAREAG B SRR, il s i DO BRI B, O LIRS A T 4
Pemdr it [RI 25 T JE TEA A S RERROARE 3, DA I A 19 A A AT S8 A J B8 A B v o g
[E, DA N o e A A Y R A v AR L

KHET T RGN ;. Abbe XS URAHEE A s BRI FENG; 7
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— B HAR R AL S RIS O LA IR 1A b 55 O SOk 32 )

B
FMKFHBEILEETR

HAY: SRUTREIRERA LU (alveolar soft part sarcoma, ASPS) FLIMLAEYE A Im R AT S22 A
PRI KT

Jride: B S HT20244F7 H 13 H S 2B e L B2 B¢ 1 5 ASPSTRIZ by il 457988 1 8 LI R T8 . 5%
1A 25 5L BTSRRI A2 > A SRR

S50 BRI EIERER N8 H ks, BRI 2 W IERENLIA N AR, BRI REILIA Y
PRI, (s S £ 5, FIENIMERE T aE. A& IS B35 i A @S st As, KRG
o H R IR AN 23008 b AR AN, SRR EES, SR R LA L, G A U eE bR
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