XS MR 2026 4E 2 0] 43k 2 - 125 -

CE 4 :1003-2754(2026)02-0125-06 doi: 10. 19845/j. cnki. zfysjjbzz. 2026. 0022

JT AR AR M R AR T - A% L Sl PR R 0
Hh ] O AR BRSBTS

ROk AT, 8 b, s

W OE: BH R (UFR Wilson 55, WD) J& B ATP7B FE R 2228 5 2 1 AR LB , w B
WEFN R X w28 R G0, TP E T BOE, HAEGSCT WD BEIET- R KGR R RGP AR B e
WD B H MR WIET R LI R, Ak FUBHESHT 2011 4 1 H—20224F 1 H A28 B 25 RS ph 2 2%
IF5E i B TR 5 e 87 BT T WD R AT 113 BilA71E WD BB I R BERL, /- BT3B TR, 138 3 Cox FIIE S0 HTFET- &
BN E, &R T 44ER AU 32.00(27.00,41. 00) % SRR AN 144, 00(72. 00,228. 00) ™ H  FE1E A
SRR 31, 00(25. 00,37. 00) % Rt A8k 132, 00(72. 00,214, 00) /4 H o FEBAET 5 K A5 T 20 (33
) JEEYE (23 61 FEFE (8 49) T AL IE il (8 1) B (4 ) &5 LSBT 2 S A A AE e B GRIE N AR AR
JUE B A 4> A MEEVIBR PR A3 HY I6T 5 5 R 2SR R AR (A0 AR TB LAl %5 22 A G2 L (P<
0.05), ZMHZ Cox [T 7R, FELL FR 5[ 45 1 /0 100 we/24 h(HR=1.22, 95%CI 1. 11~1. 34) 5 i tfi{k (HR=2. 55,
95%CI 1. 02~6. 36)(HFLT- KB N . £5i8 WD B3 A9 35 250 17 B K o IF 3 8, 5 /K SF 3 26 JR 4 Fn BT i 1k
BESMAE T K . PR K F 3% 400 pe/24 h (S <100 ne/24 h) YR E T XU B 3L 28 184 hn 3. 8 4% (HR=
3.8,P<0.001). AFFELEHN WD B A FUS DAL NG R T R4 T S 2k

KR RN, SRR, e, fEREE;  BERE

hE 435 R742. 4 ; R575. 24 SCRRARIAAD: A

Key risk factors for mortality in patients with hepatolenticular degeneration: A 10-year single-center cohort study
in China SONG Bin'*,ZHU Ling"*,SHU Shan'*, HAN Yongsheng™*. (1. Anhui University of Chinese Medicine, Hefei, An-
hui 230061, China; 2. The Affiliated Hospital of Institute of Neurology, Anhui University of Chinese Medicine, Hefei, Anhui
230061, China; 3. Wannan Medical College , Wuhu, Anhui 241000, China)

Abstract: Objective  Hepatolenticular degeneration (also know as Wilson disease , WD) is a copper metabolic
disorder caused by ATP7B gene mutation, often involving the liver and the central nervous system and leading to death in
severe cases. At present, there is a lack of systematic studies on the cause of death and related risk factors in WD pa-
tients. Therefore, this study aims to investigate the common causes of death and related risk factors in WD patients.
Methods A retrospective analysis was performed for the clinical data of 87 WD patients who died and 113 WD patients
who survived in our hospital from January 2011 to January 2022. The common causes of death in WD patients were ana-
lyzed, and the Cox proportional-hazards regression model analysis was used to investigate the risk factors for death.
Results The death group had a median age of 32. 00 (27.00,41.00) years and a median course of disease of 144. 00
(72.00,228.00) months, and the survival group had a median age of 31. 00 (25. 00,37.00) years and a median course
of disease of 132. 00 (72.00,214. 00) months. The main causes of death included liver failure (33 patients) , infection
(23 patients) , sudden death (8 patients) , gastrointestinal bleeding (8 patients) , and liver cancer (4 patients). There
were significant differences between the death group and the survival group in sex, pattern of disease onset, low copper
diet, liver ultrasound classification, splenectomy, clinical classification, treatment regimens, and various laboratory
markers (such as white blood cell count, total bilirubin, and albumin) (P<0. 05). The multivariate Cox regression analy-
sis showed that the risk of death was doubled for every 100 wg/24 h increase in urinary copper at baseline (HR=1.22,
95%CI 1. 11-1. 34) and the presence of liver cirrhosis (HR=2.55,95%CI 1. 02-6. 36). Conclusion Liver failure is the
main cause of death in WD patients, and a high level of urinary copper at baseline and the presence of liver cirrhosis sig-

nificantly increase the risk of death. The risk of death
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tant basis for the prognosis evaluation and clinical in-
tervention of WD patients.
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1.3 SCEEsRinkal  BEHAEE 8 h, Ik H
TH R B ik I, 38 5 42 B s AR 2 B A CH 577180
Y)W AE LA S8 BB ZEE (total bilirubin, TB) (4F
N %% & [} (alanine aminotransferase , ALT) . 2% 5155 2
fiff (aspartate aminotransferase , AST) . [fi. H 25 H (albu-
min, Alb) .25 i I 4 (fasting blood glucose, FBG) .JR
% (blood urea nitrogen, Bun) | JJLEF (creatinine, Cr) |
R (uric acid, UA) | ML £/ (sodium , Na) F1 1fil. 2, (am-
monia, NH,) , 33+ % AST/ALT H.{& . Bun/Cr [ {H .
¥ E STAGO B3 = Emo Express 4 H ShBE M P
I %2 &E 1M B R 35 3 B (prothrombin time activity ,
PTA) ; v 78 52 3 XE-5000 24 1fi 7 F040 430K 00 11 40
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1.4 SeibsJrik () SPSS 29. 0 48 i 14:

TPBHR AT . FFE IR B E S A UL (7 + 5)
%%m,ﬂllém S AT A % S A R DR 50D 436 ]
FE) [M(Py, Pys) 13871 5 21 1] 22 5 2R FH] Mann-Whitney
UK - AT 43 M7 5 50 2878 B ISIUECR i 40 e [n (%) ]
oo UL 22 57 L BCR I PR . RPN RE ML
K # Cox [FIH 4 HT WD O EILT- SR R % . P<
0.05 A ERHEAG = L,

2 & B

2.1 200 WD B FMFHmL TR LR SETS
LRGP ERE TR L3R 2, Hirp BT n 241 87 41
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M 144.00(72. 00,228. 00) 4 H , 771G 4 113 4] AR 3%
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TRV FEIIE B R 432U I R 43 B TH 25 A Gt
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R2 FABREEMANER

S| B (n=200) BET-EH (n=87) 7% 2H (n=113) GitE PAH

WBC [M(P,,P,) ,x10°/L] 4.98(3.87,6.16) 5.60(4.01,8.00) 4.52(3.75,5.65) U=-3.317  <0.001
TB [M(P,g,P,) , pmol/L.] 17.90(11.90,42. 6) 56.00(21. 30,109. 40) 14.45(10.59,18. 48) U=-8.023  <0.001
Alb [M(P,5,P.) ,g/L] 37.7(32.0,41.4) 33. 60(28. 00,39. 30) 39.40(36. 10,42. 18) U=-5.110  <0.001
UC [M(P,,P,;), pg/24 h] 211.30(129.00,331.00)  254.30(163.00,401. 30) 197.75(115.03,291.23)  U=-3.400  <0.001
JIFIE B #8537 (n) X=37.83  <0.001

AEAFfEfE 59.00 6. 00 53.00

JFARE AL 141. 00 81.00 60. 00
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3 WDEBERTEZMEZMNEERE Cox @PANHTER
BUgE| B1H SE Wald P{H 95%CI
Hk 0.763 0.249 9.419 0. 002 2.145(1.318~3.492)
A -0. 054 0.013 16.509 <0. 001 0.948(0. 923~0. 973)
TR IR AR 1.163 0. 463 6.294 0.012 3.198(1.290~7.931)
WBC 0. 067 0. 029 5.179 0.023 1.069(1.009~1. 132)
AST/ALT A8 0.214 0. 083 6.596 0.010 1.238(1.052~1. 457)
TB 0. 003 0. 001 24. 428 <0. 001 1.003(1. 002~1. 004)
Alb -0. 056 0.015 15.076 <0. 001 0.945(0.919~0.972)
PTA -0.033 0. 004 57. 486 <0. 001 0. 968(0. 960~0. 976)
NH, 0.011 0. 004 7.298 0. 007 1.011(1.003~1.018)
ucC 0. 003 0. 001 19. 845 <0.001 1. 003(1. 002~1. 004)
LN 0. 002 0. 001 4.430 0. 035 1.002(1. 000~1. 004)
IR0 4 1.752 0. 424 17. 096 <0. 001 5.764(2.513~13.223)
Jixi % WD -0. 846 0.219 14. 956 <0. 001 0. 429(0. 280~0. 659)

2.4 WD EHIET MK 1 2 K& Cox 14
ST LAWD B I A A R (=381 2=17F16) R
PR 1 B B 3R Cox IMTE 20 B i B B2 2
R RAE R A8 5, #E— i Z R Cox M1 1H 43
Mro A AZS B R AYAERY  PTA FING R 20 B 2 Cox
[l 051 43 A 48 A8 JRUBS: B0 E , PRI I SR 22 R 2 Tl
F£ Cox [ IH 43 #7 o 45 SR bR o 35 2k PR AR &5 38

100 pg/24 h(HR=1.22,95%CI 1. 11~1. 34) 5 iF i fk
(HR=2.55, 95%CI 1. 02~6. 36 ) {# HET XU 184 fin ( W,
Fd) ., I PR A5 B0 T XU R 79 1 s g £
S B IR R A K R, WD R SR T KU Bt
NN, PRAR 7K 3K 400 pg/24 h(ZZ#(H<100 pg/24 h)
() B 2 B0 T XU 5 2R % I 3. 8 4% (HR=3. 8, P<
0.001) (WE3),

R4 WDRERTHMEARNEER Cox@MPASMER

WiH B1H SE Wald P HR(95%CI)
Ak 0. 139 0.278 0.250 0.617 1. 149(0. 666~1.981)
AR <0. 001 <0. 001 32. 694 <0. 001 1.000(0. 999~1. 000)
TR B AR -0.115 0. 501 0. 053 0.818 0. 891(0. 334~2. 380)
WBC 0.014 0. 040 0.122 0.727 1.014(0. 938~1. 096)
AST/ALT [LAH -0.002 0.113 <0. 001 0.983 0.998(0. 800~1. 244)
TB <0. 001 0.001 <0.001 0.982 1. 000(0. 998~1. 002)
Alb -0. 020 0.018 1.202 0.273 0.980(0. 946~1. 016)
PTA <0. 001 <0. 001 24. 656 <0. 001 1. 000(1. 000~1. 000)
NH, -0. 008 0. 005 2.388 0.122 0.992(0. 983~1. 002)
uc 0. 002 0. 001 7.208 0. 007 1.002(1. 001~1. 004)
LN <0. 001 0. 001 0.176 0. 675 1.000(0. 998~1. 002)
ST Ak 0.935 0. 467 4.008 0. 045 2.547(1.020~6.361)
Jiki 7 WD <0. 001 0. 001 0. 006 0.937 1. 000(0. 997~1. 003)
4 3% i
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