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GistH . JUTHTA GSD Ta B350 FFE I 5k,
JFF S AR 0, i W 184 BB R A 2R
AU HIA R Fpal s H b =8 fRE (9 2 25 1T s
KA. By L EEEAHEREEZ . W
i, ALeBFWnl R AR ™ E 5=
B vl SRR % . (4 BHHRE: wH
GSD la BHMRUIEHIAR, = FHOEATHEE IR,
HARRIA'E /DR E R R, BT IR AR
SRy EAKR. BIREZ, HEXAKME W, Fs
e PR ML FR T o /N 40 SR BUE 4 A, BT
A SE MR BAE IR R AE. (B MRS R4
GSD Ta BFHZ A IR AR ML, 5HEZKR
JFF RRg 1 B 3 A B R ST M. 5 BB T I /AR
REMBEM ThAE 8 SEB M I RE RS, WRIAN
WM. RESRMAE, (6) OMERHE: =i
JEA GSD Ta B WHO M JERIE, 255
REAN A K. DEURSE A I3 bk = B T Rk
M54 BT A =l AE. (7D &
KA HH: BHEEAE RGN, TREEERE.
R IR Ji5 R R RO I R AR DR H k. &
PRI I AT F0 A5 A R UM DG T 98 o 30 oty ' /S
BRI, JRAPFLRK BRSNS AR, T
EEEER, HIE GRS TR BN/
WEIFIE TS, (8) ARG HW: 2 G6SD la
BHEEFEMILIE, HZRAMEAME. §i Lt
BETERAAEEZ, W0 BE G2 RIPELLAE,
EEFEAREMAET. (9 HRWE: DBEA ™
g E I B AR, 5 R R SR . (10D A
LR & IR B0 HG 2 BUBE R G . B #i 2 VT 4
5 K R B sh 2 %, U™ B AR B h 8 R AR JE T
A AT T R A

3. LENEENGE

31 FEdE (D Fked: #WAIGSD Ia
BE TR AEANFIFRRE )2 AR I, B B T
&, HM =B ST, BERE R R, PR R

TF) LB
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RIS TEE, I B - FREE T B LT & M B W JR
JiEo B /INERSZ B R R A BT e i AR
wAR, WA FERE T R4, MULE IR
RESE. Mt RIS/ NEBER, A7 H I
T AR AR | AR ot 50 I I B FNARG I 85 % R R PR 55
GSD Ta B4R G HBI4EER DS Z, MIIME 25—
AR D K. (2) DARMER R e s iE
MwE AR, 2 % LR LD AR & BE 2. 25¢/ke,
2% KL bR 1. 75g/ke, 1% K & 752, 30min.
60min. 120min. 180min j& I & M ¥¥. FMR, HH
2% G I LR W T, E AR R R S B R T
B MR TNEEIER. (3 FEK: mTiERE
LI O 38 S, AN SO AT I 2 2 A s 2
SR XTI PR R IAS i B K B DR 12 TR A BH A 1)
e, FFNEER TR LR B2 M 6 &R, GSD la
RURF A5 B2 2 DL AT M ek B, ARSI, AFSE
AR, F4E— B mE TR AE KR
B JFUBURL;  PAS Yty I 5 T 41 A P8 K B A BE
VIR, TRE R AR T

3.2 Highied  JEEER S B CT n] DL AR R
K RIS B 07 AR OO o H B 22 O P i
JRE, AT UURF Y AL AR, 2 T AS R A (B
mEithE E R, AT A A R AR R A
IfiLfF, CT B WLJERIEE N 4% FE AN, Rl % v
WA BTG R, AR RIS PR A
JRAr FEANTE,  HBLE 25 A IR UL B AT [0 7 4 5 A 45
Fo SkFIMRL A BT 7R ESE R E K2 G B
OB E R IU Bk E R . GSD Ta 24 35 H i
BN R AR T, N A RS X 2Rl B 2 R

33 A E AR K H GEPC X2 A7 FE K o v
A AA 2 E L. G6PCRRF AL T 17q21, £K4
12.5kb, & 5 /MMETF, 4wl 357 NEAERR. AN
K RAREPE FE (http://www. hgmd. cf. ac. uk) #1223k
BEFAES, FEHESEMAFIESR, &5 KK
(DR — RAISCHE . o K B s LI AR S
c. 648G>T 1 c. 248G>A. /bHUEF G6PC K= KA H 1
ANEURAR R, BRI AT RE S 5 AT GOPC HER Y 1A
WENMMNET. WETERFBEVE / .

4. 2B

GSD Ta BIMIZHI R B A IRIRKIN . A4k S 4l
BRGNS A AW, (1D KRR Xt
B JHF R BH 08 Jie R 23 ISR R () 2, 3 4
GSD Ta B nlfE. (2) b BEBIE: GSD Ia
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AR RN T 3 ~ 4h JE AR IR . = LR e
T A v VH = IURE A = B4 v AR LRE R s R TR ILAE
SRW R B XL, BEEEA. BE O,
LA MRT S5 5245 240 25 B T VP46 2 28 B i 1
Bo (3 FEFIZW: K H GOPC XU {7 J K BUw 1
A5 RIS 1 Sk

5. E£5hZkr

GSD Ta U755 HABZEAH GSD %59, W GSD Ib

AL, VAL, VIZAIIXAY. Fanconi-Bickel &g
HAE (R D o HAmBALACEH (WReE 1, 6 i
TR Bl G = RE AL PESRBE AN 2. SRR i 197 1R %
TOBEnG . A FP AR R ZRE . 2R DNA #6525 &
IESE) W SEUTR AR MY, 4560k, M
T8 S IR 73 AT« FRAT BILIR 43 Bt B 25 DR ) 2 45l
SRR, AN, XTRvE R, MEEE
S BRI 5 A IR

&1 GSD la FEAMHMERERRRR

BIRATR IRFRZEI (ABILZ4L) KRES FRIBER BES
GSDIb# PRk, SsEACImpE, HOiResiE, mFl  MURAUEEARF (50) DhRgifE, AR SLC37A4 i eikpaiki ik
FRIMAE , 2 H Il = BRIMLAE , 5 R R LA e
GSD A PR, @A, Hoiaesis, mls  MEEE, SEmILRRIGE; IR AGL Wik ik
IiAE, WIS
GSD IVAY K, FYIREE JERA S T, 2RI RIS AR GBE1 Wy aiRpaikis e
GSD VI#  JFBbR, AR, Hohaedis, g (AR A E, BRESIRNGE; FLRRIE  PYGL  H iRkt
M4 W
GSD IX a 80 JHFRPK, ZSHERimbs, FFonaedisy, wis  Amors A, BESIRIAE; FLERIE  PHKA2 X 4l L
IMLAE WO TR
Fanconi— FERb K, A HEARIUE, FOhaEiis, JEnT  ERrIRIPE A 5 S s, KB EER  SLC2A2 kiRl
Bickel ZEAME  JELRAIEREE /INVE I E

6. ATHIEE

GSD la BUMYRIT M 2 R 1E, A% )LE
AT ILIR AT EFR. JEAL. B, M. O
AhEE ERERRERIA E B MR ST s A
BT B A TR R AS AR 35 AL AN 38 B P 3 A
IRTT o IRTT M H bR dERPE RT3 ~ 4h b
JKF 3.9 ~ 5. 6mmol /L, &G MK B 200 3, TR
Ak RARIZBL S RE, e B TS E.

6.1 AW EmaA BEHIAML. Kok, g4
FL OB EE RERDIN, TR A IR
R AE, R A . MLER . IURE . AR
WLEF AR R R & bR L NARR &, MK
VD NSV BTy T8

(1) BIKEMNG: 10. 0% ~ 12. 5% % %) B4 4L %
Wk e IR BOETE, T IE 3 R A R R
WEE) , @& R BN, B, AR N
AL 10mg/ (kg *min) , 22)L Smg/ (kg * min) ,
1 ZLLE 6mg/ (kgemin) , MO IMVELERFE 5 ~ 8
mmol/L, FF&FlkEE B ETHE. (2) BE
F: aifpE >8mmol /L, RIS 0. 03 ~ 0. 1U/
(kgeh) , JEEAME, HUIMSI MRS, 8. <.
LR, AR LR 8 5 i % BV R R, I 4
£ 5~ 8mmol /L. (3) S IEFEH#: Il pH<7. 25 I}
A E K IR AN, TERAMT . (4) PRI SR
AT, IR PR P S AT AR AR S T BB BRI
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WA BIOEIR . (5) W& LL LVRYT7 4 ~ 6h, MR
{5454 >15 ~ 20mmol /L, IS AN AR RE MR T 14
AJ 2% L MR AL TR T -

6.2 SRR E IR

6.2.1 AEEKiEH ZIRITGSD Ta &
e AR B OKVE R BEAE Mg i Hh 2 1 R R & B, A I
PEER KIS B R R e . S8 )LBZ JEVE R B,
AREHA T KTE R, HEFEAE 6 ~ 12 AR EHITHGE
KIERIRIT, MWDFIEIFMRZETR M, DMEEE R
WHEN, —fRAFIR 1.6 ~ 2. 5g/kg, LA 1:2 tufil 55
JEKEA, BH4~6R, EWEZIA. ML
AR A . AE D, aln/Ab v e, R, F
BE I 2 LRC 5 Wk BUCBE S 8 ks AN vl SiriET
B R C— A, 7 NA TOKGE R i & b
SRRSO R, 3 BRI B o 5053 A R 3 e
AR A 1 ¥k A 6 oK e #y B AT 48 5 Ifi 4 7E 4. Ommol /L
PLE, {HZ RO RAEEREMILTRIRGT. —&
BEA A E KR EEK RS, IR FH R AT LA
VIR, ABASERUCH BT R .

R S KIER (glycosade) #EIE M £ K
VER e SEACIN A AERF I BEASE ,  PRAICIER & 3R M,
73 E AWM SRS T 2 % DL B LEFI R A
B, RIEHIE AR 2g/kg, T HERT Ok LAZ4ERE
TR ) I AR R

6.2.2 MEBEMH AEEBRBIEEREEH



P SR R HE SRR 60% ~ 70% Atk A
), 10% ~ 15% NE AR, MEBREANNE, HAi
JRERE, 2 % UL LRI (LR LE AN 30%, i 7 f i
LI yo01 R S5 AN P AN RS T R M = o 4 il PR B 00 1 A
B LB WS DL 5 R LB AT SR 1 K2R
PRk, AH SR . TR 8RR
b, (HAEE SR 2. 5g.

(1) B)L: BEAEGINER T, salirpA g
(1) 88 L2 5yt B 5 v g I RE A AL ER R h 8, il
e AN B FERE . LM AT SRR 1 R Ik 2 IE 5 e
Wy, W)L A H I =R E, nTLUERE S
rhE T I = R A0S S RERE . LERD SR R ik 22
Bl 7 Ky . BLJLRIAF 3 ~ 4h ME 1 ¥k, WIAREIRERR
(4 3 ~ 4h WEFRE L, AIIEPER IR S A Bl B is
95 T RESLRC T W B R IR

(2) Zh)L JLE K EDE: FRREIKR. Rt
FLH S, RS B AT AR R, 3R N
BRI, BETEHNEYSMZIR, RS
HY R Z, TANAZMYEAR, [R5
BN Z oK, LG AE A R R TR
FHERE

6. 2.3 LR MR LR O SO0 5 AR A of i
RSN MR NI, 48 SR 7T B REE, NAR
P B H R B8 S ARG G AR
I . R AR AR VA TT M BRI A R OK e Ry
AR BRI, FEERT & A EORVER A
TE B A FE A U Tk bR, DA e R A i .
ek Ve, EUCRE H R IR 2 RE R S I pE AR
1, B R RIS Y, A W R AR . R
URSTAZ I BRI I 0% 2 AH G I AR AR 4R A, AR
I RE J AR A8 bR A B FAE TREM RN E. 1
B S ARV IR L AR 4 M AR AL B R A B
B ) W B AR AL

T 23 2 25 IR M 0 S — b 22 A AR T S
W, AT LUMEI 24h MbESNAS, D B I i
FEBIR, SRR B M B RS £ RE, 18] LA
HTGREIR AR IR, A A R 3 BRIV T B

6.3 A I ETT

6.3.1 RIMLBERIEYT S B MRRE IR 5
MAEAK T 3. Ommol/L B, W] AR 10% ~ 50% i % #
50 ~ 100mL LAIVE ST MKE; BEfE 45 TUFT. &%
M. AT KTER. &8 CHERR. WaEEs
VIECE F R B R SRR . = EFE AR O,
JSLS7 RVER IBKIE S 10% 31 &1 6% 2 ~ 4ml/kg, JR2ER] 45

TF) LB
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T 10% ~ 12. 5% 5 %) BE FF 220 3%, BE# 5 ~ 8mg/
(kg *min) , WSIUIAE, FERSARE MbE R B d s =,
HEBHWIE, FFEE NS mFE RS 4E R E
IR

6.3.2 ERMUERIGIT  GSD la BIBR )L AT IEFE
B AR =R 0 C IR L T Wk R R, RARIR
o, GEEHE, EHlmE. ARARRKT, &K
T P A 0t R 2300 TR, I AH 2 48 e 2 UOKs 1 H- i
=K A 6. Ommol /L. ANEEL 10 % LA
T LR BEAS 250, S TACHHR ] B, s
AT &, R R E RN AL EE, N
1 J I 8 RN Pk s AR Ak, RN DL 2R A 7T 2
290 ZiDiRTT AR BT TR e SRR 1 A
NRIUAE, JHASAE S i UAE T 58 4> % A o

6.3.3 mRMRIMAE 45 TAERS RS RLEEE
L, MR (MO RETE T M IREY) BURIR A
ENTTIEAL R, AR PRERHE H T S5 . B
W S A BRI R CRIMERE S ARAT Al D) & —ZBPE R
FRZ5%), (RIRIRHEMZ CRITFE) {F R 2259,
A R T 7K 4% 1 FE A S AR 8 () IE R PR

6.3.4 mALBRMIE FeBgERFmpEER, H
PR B ALRE RN o W KR AFAE R AR LA, 7T 1
R A TR 35 BB R EL BN TA T - WU A DG 48 e 2 UK
FR IO LR AR (B 4% 1 7E —Bmmo1/L LA .

6.3.5 HFIRE 2 KR 2 GSD Ta BUH WLIEK
fE, WBIT EBEREFARYIG. Hailiie 2. Fahiik
I ¥ 2 AT AN TR A, B SR N I S R
Arfiro R AR R ) T e/ e

6.3.6 FraifiwsE Lok, B RO
Hil, BEFMER, MR 2T I IR R
[ YA BT T 4RI 50 Bl I FF A AR K GSD Ta 4 &8
HHA 2 B A M s AN B T 4 i
BAE MRS, R ARG, OO R T
e, IR 40 A A et dA 6p RN 6q 2k AT RE
e B AN 20 e 1) v fE DRI 2R . 6 T IR 4 e 1 i
&, WIRBEANEITEARYIG . FFEh bk IT R 2R AT RS
THIRTT -

6.3.7 BHEEIRAIGIT  GSD la B g MAHE
HATE AR A, TP EREThRE, R IR
HEH R KBS A ST IR . EE PRI R
iE W] REBE SE RS K TN 2R, HEEE O IR MO IR 2L AL
PRIGUABEAR B 2 K, RORIE TR A Eh. =&
HFSEAEMEAEAR, N E STk R L6
Pty 01 1) 77 I K B S AR BH ), DAURER ' D e
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Bl X AR B T R A

6.3.8 HhEle @EBE M TLELERD,
DNPRAESG / WUEFS I FAR S5 BRERANLEE R DA &

EPE

6.3.9 i MR MR, XFHEVETT; X
TR R DL A R, AU BE T AT
B 0 L 2K 00 R K AP 2 2 B 2 R R K SRR
CEAN AR R Z KT BRI, 78 T A% W R T Dk A
PR A i

6.3.10 A WIAREREIT (1D flihhk
ik A& GSD Ta YA —Fh b DL ™ B ARE, —H
Gk E R AT EA R, iR TT PA K
AFEIEIT R R Ak m s fa R R . B
FALEE OITIRE, 15O &P ERIEA 2,
e SLYNAIT L. (2) 2 BUBER: GSD Ta MY
FRE O H LS B e R A PR BE P VR, AR N
BHCE R EATR S T IHRIRE, A THY
BIT. (3 ZAMERRRR A H b = R IME A2 GSD
Ta BURAESHERIE RO GE R, — BRI SR
R R, FTAEHWANRHEETR ST RAIRTT.

6.4 FFAH PR B AT GSD Ta B ARG T
e, PRI AR B, BRIk, 777
FrampsEfn () FFIhREREss . FFR A REAS 4 IEAIK
MFEFN Gk R AR K8, EE WA 3R T Riah &
i, HREMEEETKEERIRE, EARERE
M. KT GSD la BUEH IR, By 7 HIRIER.
FERE AR FEAE S K 3 G 72 10 1) 350 £ £of ) 25 4 A 4
Ak, o A R RS AR A TR R R . s BB SR
53 GSD Ta 24 35 7 RS AR 5 70 HE 30U D) RE 1A 32
WAk, B RE TR RN IR AR 3 R Bl A % 4 )
I R N . Chan 25 (R 7C R, {E 220 Al 5
WIFF R A4 FOKVERIRYT, BEJG AT T IE R, 3R18
TRIFMERETE, BAREYEARIE AL,
(B W] 557 B A 22 2R 11 SR R 1 1 s gk . Rk
o F 7 E AR AN B R w25 R T R A A,
W B DR R v U R RE A B A P ) R
Az XA I EBE R SR, AT USSR B R A

6.5 AB BT HXRGSD la BERMHHRNS
M RYETT, IRRZGYRE EAERETH, MTEMRER
ESU T

6.6 LA iEZEFR (1) HASEERKZY:
G P AT RE S EURIMBE 250, B3 B SZARFH
N R BERG. REK IR i R O

LR

20

FLER HIAR; THFPTIIARZ] . F B 2 A A 5 2 28
25 ANAE B2 I AR BB B = R I R A A A K
FIRIT s BB E B ] DTAR, BT RN AR 8 (1)
A 8 AR BT 28 25N HAh 2 1 /MR ShRERI 259 . (2)
F o RS AT B b L8 S B B ) S B da 3h J ik
FEREST, AT INER A E BIGAE . AT RLR I
TRBH BRI FE 7 AT e e fh . (3) b id MR
Tok 5 W IR 2 3 v Ak A7 IR R R A, 5 B R
53R MURE AR & R 3K PT. GSD Ta BYEE LA S LR,
FAARO B LR AR MRS, 7T Ag 2l i v ook
T R A AR IR o 5 9 A NI R LR S 3G N i

7. EEESFFRNZHT

71 KRR BRRAE  4KEZHGSD Ta il
BHE WAL EE N GOPC 2 iy ¥ . BERIFMA 1/4
AT RE B, 1/2 B PTREHE AT GE6PC A A8 S, 1/4
[P F] BE AR AE T GEPC A8 5o

72 WA HHE NOAERE R K R AR
BEAT GOPC i 2, RILEE, FIWIT . A GSD
Ta BUBEIEMERAE B 20T, HAMINCAE GEPC LA,
# L AR S GOPC AF S, WS AR GSD Ta B R
Rk, A BCAE s &, WIEAH 50% AT getE
GSD Ta B4, RIHATF=ATZWI.

7.3 FRTSET GSD Ta BUPA RIS W B
FF A HISEIEE GOPC FERZ I I Hf, Wil 2 N
P IE R I BUR AR 5o S iilE 3 BESE B IR U GRS, AT 7E
R 10 ~ 14 FIREMR BT, BT IR 16 ~ 22
JE JE I 2 R BRI K, AT B LAY GePC
B, TGRS S FR RS — SN B
A5, RGN E] 2 AN 5 5IEE M F K G6PC 4B, $7
ARG LN GSD Ta B,

JUR G AL N BT 12 W8 K i B 2B B 5 38t A% 12 I A 45
A, fESGIEEF RS WAL E, QREERE
B, XHENFTREAG T G6PC JE K /04, BhikIEH
MR AR, 5Kk GSD Ta BYF R

8. &iE

GSD Ta ZJ& GSD By EZRM, ZrVEIT T W
e, N AR YER R, R RS, I
W, AIDLEE R ERE EE . B AR, O IME SRR
hE L. 7E B PR SE S Wik al b, @ AR
WL AT A N PR 2 AT DL AR JE I & X R R
TR AL o

SEER (1)

(FPEEZRAILAEZE) 2022 459 A% 37 5% 9
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R=HF)  EEREHBRBEEEE DT RISk

BRI KRR BERVE ARESE SKERAE FeRbmR gk gE TOUER BURGH

[WE] B¢y PME=ZLAFEINEERNEAFFMZAEN, THER LA EIFERERESE, KL
FLERERSITEACEEGRBEKIE, . F201645 1 H—2021 £ 12 AX N EFEREARERE.
BRHE., EAXAE, £HE-KAABKRRERNQHEREATRIT 2. &R B 201641 AF 2021 £
12 A EHMEA 1456, HP RAEF 9T, LAFHA LA MWL ITF A5 % 1302 Ffn 145 H, &
F & —RAANBRE AR PRI, AP IR ZHEHE—RAALEF THEER,
R B FA R D, it ZILEEREFAUELFERARB LKLY, ATMARAFAINEHEET
HERERATE, ARAEABE SR D, B AR TN ENE A FF 8 5 2R &R P U X 4R

B, g W HOR AE RO A i, AR 6 LR B R LA, R AR,
[ 4818 | LB ER; €A, SAEE; £HEK

FHEBE 51 U R %030 11, BRBEAMNAE
FEBCARA A0 OR B N BHE A R bR B 2 534, 1
NEAERNA W R P, HAEET RHE BIH & &+
IRARRE EEAERH . SRR R EZR AR —,
TE— R LRI T = B i B8 R 0 AR K
HAT, k2 BIm RS N SRR B HE =B LR
P E B, LR AR EAE R PRI, BRBE
X IR AR DR AP BSR4 B DGR AR AN BT B 1
PN K 2 B i L B = B oy [ 5K )L B DX 3 B 7 v 0 A
WAL, UTAESRE E B R, RIEHEE S
V. AN SR R AR A ST, Sih 8 A &N iR
FERURY o FEE Ar AT 1 B R B Je ) L B R g 30T 4
K& Bt L R i S AR BCERRE, w32 & L R
WHHE R IATIRE, D R E )L E LR
25 5% 1) ) A BRI B S )3T i 522

. BRI E

Wi PEEZEEREEEE , 46
EBERHIF RGP BRI IiLR . TRRBUEILR,
R OB R b 8 JLE L Be 2016 4E 1 H 1 H
22021 4 12 H 31 HERHR, BB e,
[F I AR B N SR 42, BRI LR 5 — K
B NEARRE B CEERE . BRAR. Bk, S E R

YEZTEN: 1 s, i, T bILE ERAFHIFHR
2. BIRAEH, FlH, ML, THEEN, THEILEER
ot E4E, PREEFAMAETESLAFHAER, Th
EFOHE SRR

AT HE T

2. &R

2.1 F A i Fe A S5 AT

2016—2021 45 A M K % P & )L 28 = B 3L 3k &
FIFZAL 1456 Til. L H HEHE H 2018 4E LI 46
1, 2018 4FEHIE M E R 2017 FHIBEEEN 6. 4 %,
2019 4F %2 2020 FF W AE LR RS E S S RIEE M
72. 2%, FACEFIHCE L FIN 2R &S, 2020 4
% 2021 L AR T HFPOEIE K, R AL
LR 6 RN R 84. 2% (LK 1) .
1200

] H R

1000 1 — % |42 ()

800 671

600

581
400 -
200 F 161 190 s
14 5 25 9 l~°
0

555
2019 2020 2021

83
2016 2017 2018
F ®m
Bl 1 [EBRT 2016—2021 £ & F BiERIZFRER
2.2 BARE A £ A A7

FEERBEIE 6 AL R g, KEHE R 9
T, G 0. 6% S5 HT A R TE 1302 T,
bt 89. 5% AU THEFIFLTT 145 T, (5L 9. 9%.
MIZALE R 3 AT K, S H B AL L R AN %
THL R LR, BH B =B R B R &

Al
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i, BRI REABRIRT R (R D .

F1 [ERE2016—2021 F£HENEFEE S ()
Fn KIBER SCAEREY AMIRIT At
2016 4F: 0 5 0 5
2017 4 0 9 0 9
2018 4F 1 24 1 26
2019 4F 1 183 6 190
2020 4 3 464 38 555
2021 4F 4 617 50 671
&1t 9 1302 145 1456

2.3 BARE R F — K WA 5T

2.3.1 BALREE — KNS, 456
B AR SRS OB 0K, AU 1456 T AL
LRI — R NILURRREEAT T 02K 4G00h . Bl 2w,
B RWNIRFR AT 5308 WIIRFR & 55. 56%,
HRIRRR &7 34. 8%%, = IARR & 9. 55%. 4 WA
PANPGIFRN DU EEBE R R B EE (R 2) .

2.3.2 BBERE KW ANEZREM. A
SONF 1456 THZALL F5E — K B AN PHEE S BHEAT T 00
Kgitt. HAE LR, WGKFRHLRG AL F) 266
T, A 18, 27%, BRIk LR 372 T,
i EE O 25, 55%. BTV LSRG AL A 781 T,
A E I LLBIIE 53, 64%. AHLLER, IRIKSEHE L
PRI E R E WG, XA RHE ]
HHEAERZIE ) (R .
*2 BERENREMNE—LZPFARRER ()

BARER  KIBEF) SCAETR ANIREE Al
EIES 0 705 104 809
g 5 465 38 508
e 4 132 3 139
At 9 1302 145 1456

®3 ERBENENFS—KPAAREZEMER (D)

FRER KBBAEF SCAFEY MR Aait
S 4 259 3 266
=53 2 348 22 372
EiasLl! 2 664 115 781
HiAih 1 31 5 37

3. e

31 BErR 4 TAEESRSHRIF, RGEE

A SCEHE s, 2019 FEFD 2021 4 A M K
J& JLE B B & R g AR AU R A BE R T, R
B 22 I (10 R HRE BT AR P B IR A BT iR Tt . Bl
5 B S0 B SR AR AR, R BRI B
I3 AE IR T AR AU T ) RS AH SC ATR BT I
Ak, BEBER AL RS NGUE . BRI A

2

B BCR VP i FR UK T B85 N G BB R
Pt R, EREEHFIAAZE 2018 BT T (RS
B)LEER BT R HEIMNEY , ISRz B RS L R
HTAE, WIRRER S KW 5 ERRSS KI5t e, e
TEEBE BRI FERAE, T LR IS R

ok, EREEFEEAGI A TE, 51T 240
JERANA KT ETTANA . RN, EBSEHR
RIBHF G 8, B2 NE. T E SRR =M
I PR B2 22 B 98 R e, FEIC 2% L BURHIE N 53 F0 S0 =8
EENG, 5 TR 6 R E BEE AT K. fEX
ShEAETTIH, BB S nt LB EE BT E T R TR I
RBHIFE AR, 815 A D& A I % 5K BT A B ft
WHEATIR S . XL TAE, NEBEFHIT AR S 6]
BrRe SR TR T IRRE, TR T S FR A &
RGN 1 2%

32 BMERAEZRAFHA LR £, KAEH
W A A 5%

AR SCE R BoR, BEBLUT 6 41 B R R AL
1456 I, SRTT AR B RIAL 9 T, SR B A AR A1
THEF] 5 Gk 99% LA 1o BE B & B & R B2 2 1)
JRPRE 2, HEW R DR AT 66 A 52 F B B 4 R0k i e
A M ER AT AN R . AR AR, 7F LIEsk
B AR BN R R, TR B R TG 1 A0
BOREE, B BT TN RS . R
P& Bt T AR AE R 6 8 1 S N A 51 3R ARG 7 7 i
TRETAE, SRR T 7R KA R
BT F148, R T EE AU LUK,
= 55 NS H T AR AR I T BRI, IX AR TT A A2 Be A K
L R R E AU B D IR R 2 — . N SCHER
RIE LR Z LR TS A LR, KH%
FELEEUD . KPR, PERE R OR 75 2 H S SRR A A
PEBURAT 7, B — B REREAERe 1, FEx R
LRI S 75 45 T BUR L SR ST

3.3 FAKAANE Tt —F A AT 5§ 4
X

B R EAR BT R P, 5 — KW
N A ATH GG HRRR N 5% B 45 AL 1 o LG 23 )
55. 56% A1 34. 89%, XK EHYIHFNHIGERFRN N+
MR EE, i HER, —RER T EN
HENAEETR, RALFFEREAAFEFREE,
RNIETF B ARG T & SRR . N
LRIPN T BN IRFR B AR, ¥, R



FRN LI LR o £ 3R 3] T B8R Bk -
SR AR A, 9 TR ALK B+ R i 288 — K Bl
NI RHRFRAN S AR 01, HIRERFR N A 1
RULEE— R NGRS R B LRI AL HENZ TR
B LR B O M B R s, WEEEN
G IRZIT 45 LI ARFIRIE 5

FCEAN [F) 2 B RGO, B B i PR 7
BRI B2 BLRAS BBLE H & E 2y 0 2 18. 27% A
25. 55%, MM B LV SRAFRALE ] 781 T, i S
e A7l i 53. 64%. DRIk, MEHERE MRS EH L
NV ERAF L R &5 F WA, 32228 H A
Bt LR IG5 TR, B HES e R AL
SRR, SRR A AR, S TR
HN R EETRE DA AIR AR AR Ak, 3
N RAE TAE R 2 H b/ N R ST 280, E I PR B i
B e, 5 THORBIE RN B, ARSI
AR IEAT O, T R B R FEARSR TAE
o Rl ORI R RS AR R E N 51 1 Al Fn &
MIEERMRAE, (AR A RHR AU SR R, 2
B B B TAE R E SR A e —.

4. MWERS5EN

4.1 Anikdmif = B K Fe iR 35

A A8 B BSOS AR AR BRI, HIR SR
LRMIR . s FR AR, AR R B
BORUER R, IR B e i BT S Im R PR —
WP T RTAAEAE FRIA BRI R . B, X1
LR B B R 55 I R 2 R B = B O,
SO EN IR A RO BRI, S 5R AR N SR
RS AR BRI A m R R I
% N0 HH TAEEN R AL WIVT RIS 8] HE R,
A RAR N VR BT AT R AR LR R B . R B
FBHFE BN 3R 52 RGN AR P BUE BRI, %
SIRRIBUR . LRI B PPl AR TR P2 B 4E 5
A RN, T R AR AU B AR I A
HEE AR RUR RN A0 . ISR 40 10 5 2

4.2 Bk REMBE &, AR A kS 6 R e 44

= 2B 901 G 2 BHEL A R N A B 97 (1
K, FEREERZOES I R A EEEN.
ERPin ok MR 68w, BETZ240ME. W

XF R

T RS
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TSI E, B AMAWERISGE. A, H
GetERLAE TSI =, RBCIE R EN R IR
ANA W51 @R F2 TAE, IR E T LR AL
FE AR, BRF R — D HE ) £ BRI G2 5 I R
BHEMEES XN, FESUIGIRER % N A& kS
o Jhb, BEREE ET R N RN A g 1 55 AT
R HFERAA ST, 3 Rm
Bic S BL I AT A2 3 o s R AR 141 BA Bl &% mi VR BIF 52 71
G PRAE R, SESRIT LT I, AT R BOC

43 m KA R RN B, EIkin FRER
Aa

BINBHF 2 P3N, IR R4 o 4 B2 [H 5K
VAR — H R R MR RS BOR . Ehxi 7 ) LE
TR Bt R 48 e J2 ORI S0 B0HE (1 100 7, 12 o L
—P R N RHIFIUH (9SG EE, T AT
PEECR PRI H 45 T 78 2 4 S0, A RHREE
PRt ghORpE, HEBEEA N A 78 R 1] AT
BUEA. 541, BRI AT 4 1 Py e 7K = e 2 TR
FERUREAGE PLAE T T ) Je b 2 06, SRk 51k [ i 4k
R IR TN, 8532400 55 e A = 5 vh 5 AE R i
Ty WAL B TUEES, T BB R RS A R R
HAGG T, Rk B AR PR RO AL, SR R B AR

PR
4.4 B EFIR FEREBNE RS SRR
A A

AR, BEE RO, FRP R TR AN Ee
2 SO RIE IR, BN ZEER. B
Ha) R BT BB Z L BN A BT BN, BLER BLAL 1)
FR PR 3 s KT R RS A AL
B2 [t R IR P BRI A 2 BB I s, R
TTAFAE B W ] o A A0 A0 R e A 2 BB A A 1
TR T A SR AE ) S A B B IR KT
SR N I I A B R o BRI LML
PSSR . DRI, ROZ AR B AL B oD,
SIBEMEEFRFIRBUE A, BT RA R, &
RIYERF . LM P AN LR ORI 5 — R BEAN R 55,
et L M IR AL AN St T 308 Ik PR S B — R —
M A EE, SRR A 2 A PR Es, T
BB I ot A SR 75 JEL 2% R 78 AP i

SEEL (88)
(AR EREIY 2022 %10 A% 20 5% 5
23
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FRER _ERMAEMFRBFEREERMAER)L
65 fliaRE MMACHC ERZS 51

WREST  SKEEZR BNIN gttt BB

HoF Mg

[EE ] Bey. A Sanger M 7 xt 65 ] B 3 75 = B i £F B AL 3 Bt & B M % & 8 MMACHC 2 B #E4T
TRot, REEEETRMEREERENE, Fik: U201744 AZ 202245 4 A THMNAEREILE
Elk (XMILEER ) #5865 ] 7 2 W — 8 e 4 F A A B dE &L 4, W& EILNIGKR
YRk, FER PCR =4l B 4 7 ik 3 569 # K H R A B MMACHC 22 FH#EAT R oA, 455R . 65 Al B L4 oy o
LB A 3NMA (14d ~ 17 %), kEFEINLFGE 287 (43.08%) , AHEEFEH 11 4 (16.92%) , FH
BEAMF OH (13.85%) . WRERUARERENE, HUEHEHKEZE. BR. BRA, B8, ErE
., BHEABERRTHE, RETRERLE, A, FH, FTRAQCHES, WHRK. BREZH, ghE
E, MR ERREFERT, FAR B, WBARK. ABRAR/ ZEBARE. B AR/ F S A#LE
FESRRE NS, A AL E A AR A F A5, 65 6B ILI R 38 H XA 98.46% (K220del)
(19/128) #n c.80A>G (Q27A) (16/128) , K 2 F# & F: c.565C>T (p. R189C) | c.624_625delTG (p.
A208Afs) , MEXEEFREF S AR AFE¥S (AMG) X E A H T H T IFHEL R (PM2_
Supporting + PM3+PP2+PP3) #nZ s 1 & 5# (PVS1+PM2_Supporting + PM3+PP2) . &R F M E & & th A & 4

SR T, Hib
2R E R RY BT MMACHC 3 At & 3t

MMACHC 2 & S A WA # 7 B LI BUR R B, H & c.009>A T R W AME K dm., KA

[ 48 | ¥ 27 —mh i (B AL At A 8% i dF ; MMACHC 2 ; ERAZ 7

L B8 ME (methylmalonic acidemia,
MMAD 5 56 R 14 A AR AR 98 e i LI 2R 2,
FEEE TN B4 B A 247 B (methylmalonylG CoA
mutase, MCM) H & G [ B H AR B4 i &R (cobalamin,
cbl) ARUHRIE, T ECEE AN 2 Fhal 2R 1A
BERT. LA, H1 MMACHC 2[RI 48 5 5 8/ Cb1C BN
MMA mF 5 DL B R . D 780 3 i A ) LI A A 45
FRRIR, B N 1/15000, 1 ZRAE BUR R
ik 1/3920. JE MMA A RIIEIT B, (HAFLE
FRRAA IR S R LA i P AR 3% Joi 2 1 XU P 3
e B AT RS HE 12 W AN BV TT 2 PR B T 1 DG e
ASHIF S [ 5347 65 451 MMACHC 25 [K 4% 5% ) Cb1C %Y
MMA LG RRR f JEDR AR e 2R B0, R
T R R AZ T S K R AR S R AR

1. WREHFZE
1.1 xF %

E=TEE
EEHIT

L

&2, ML, FéhIlE ERILAHFR AT

PL2017 4 4 A & 2022 5 4 H BIARBE 2 1 65
AN MMA 15y [F) B4 2 Jo 220 R ILJRE 1) B LR &R N E 50t
R, BIVFERMPAEBNIANH (14d~ 17 %),
Ho 5 34 4, 231 Ml ErAE LR A RN 28 7, H
20 BIGIG IR R I . fE )L 3 BIGR RIS K
B¥%E AR, BN, K. mEE, EIER
MESE, H B LA RO PR E R T B
A G RA 5= 377 N2V N =) | - - S = | A S
SOUFR TP HE ) IR 235 T e LW Pt PR B T s
(>5.3 umol/L) B A Bk R BR / U7 5 PR AR LL A 38 =
(>0.12) « ML / &1 RB LLAE IS = (50. 25)
MER B BRI E (15 umol/L) EE, LWl
MMA & R84 AR FCIE R T AR 25 T At R =
P (2022-k-040) , AR RMALIZE T H1E
Eh=SiE

12 7k

L2, 1 WeIRBERI AT BORMRER: T8 A B
s, WEEELM—RRBERE, AEVER. R,
IR AHCRL AT G . VA7 38R B v 1 I



AR AT S B AR LI G AEJE ~ 28d)
UM (28d ~ 1 %) 4L (1S ~3 %),
FRCHTH] BB~ THE) o FR (TS~ 13
B s 1BIEEN (3HES~ 182 .

1. 2.2 A ARG I 7 925 PR A AL IR A SR FH A< AH
& 3l 5T Bk A 4 Mt #2 R (gas chromatography
mass spectrometry, GC/MS) . Il K & & B & g
Pt DA Bl 1 23 BT SR T BOAH BB K 5T 4 R (1iquid
chromatography tandem mass spectrometry, LC-—
MS/MS) o SR FH % G P s v K ) L 375 A 1) 2 22 e
AR .

1. 2.3 MMACHC % R AZ 5 iRl A 0 M K%k 65
ol 58 L S LA BRI A J AR % 2mL, EDTA $iét, H
& [ RRAERH (E5D ARAR ] e &
DK 20 DNA, - 5 F AR R 7 A 4 B 100 473 1E % N LA )
FE K20 DNA 7E Xt I, —20°CLRA7E 4 H . H Primer
Premier 5.0 ¥ 1T MMACHC F: K 4 N fith #h 7
SN TR T A S IX T 4 X 51 kAT PCR 73,
SIS 1. PCR =) A A TR (E
) B A WRARSERMR, FFF 517 Hr 8 AF SnapGene
H 0 - 45 %5 MMACHC ££[A1 225 Fr 1) (NM_015506. 2)
BEAT EERS 0 AT WOERSERE R S, FEH MR NZEE
K REAS G, X)L HSR Jm BEAT HE K AR 7 0 T o

&1 MMACHC EE&SNEFHISIMFTI

SNEF  IEESHP (5 —38' ) k@5 (5 —3 )

TF) LB

Henan Pediatric Trends

B MEARK. Flde. BOE. FTIM. PRIFRAE. R
PEOAE . FERE, LS, W RJLERA & ILE
SR 4 LB LIRIR R BUNIZ S ANE 5 K B
g JENAIE. BEhFERT. AT E LRI
BH, RE%E. FRAGIILRIAKERKE. 8
SELE. MRK. WOR. mIEZ. HHEPEILR
Wi ENR . ey MBE Y, #rA JLHEIL 9
Bl (9/12) WiJEIEH, 346 (3/12) RWHKE &G
BOLEAE )L 18 41 (18/41) FilJ51EH, 21 4] (21/41)
FEERBIEG, Fb 1 FONENAE, 115 A
MR . 4 LITEE)L L) (1/4) TS IE%,
20 2/ REWEE, Hp 1 FIEIANE AL,
1B VA TR o 5 008 TS N 22 8 O R R L
3 (3/8) KEWE, 44 (4/8) BT,
HARE 2,

E 65 1 Cb1C B4 MMA & L, H 39 I 75 4% B
FE 527 BRI A R 1) R B o 1 e N DA R o [ R
PR BRI, 2553 2. YAYT JE WK IEH R UL
5 51.3% (20/39) , WRIT A KB EIEILL 41%
(16/39) , KB G EILIER AL ECN 6 A H
(17d ~ 13 %) , FHIFZ BRI T,
W WBEAG. A/ CBERRLELE. N
T PRIRE, / it 25 PRI LU ABLAEAE AN [FI R 2 )
% 2 656 MMA 2)LMIERIZE & FRIE S

1 ACTGAGTCTTCCTGATTTCGTGT CACTGAAACTCTGTCCCTGTTG
2 TGCATCACATAGCGTCAGTG ~ AGCCTGGCTTTAGGGTATCA

3 TCATGTTTTCCCTTCTGAGGA ~ CAAAGCTAATTTGTTCTGGGTTG
4 AGGCCTAGCTTGCAATGATG ~ GAAGGCAGATGGGAATTCTG

MEILER 22)LER 40)LER ZURATHR SiCHR SEH

1.2.4 ZRKBRMED RN EWE
B PolyPhen—2. SIFT % Mutation Taster i3
AT OB TN, ik MEGA 2 il & B MR IR <7 M 2 #
Ko Al 36 [ B2 A A% o S R R 4H 2724 (American
College of Medical Genetics and Genomics,
ACMG) AH SR Fi5 i X A2 7t FRY B0 12k HEAT PFA o

2. &R

2.1 BoLegis R AL

65 15 Cb1C 74 MMA 58 LAt i2 4 il 1 vh 2 80 3
MH (14d ~ 17 %), FEEPEZILE, KK
NFAILE, gL AR AT A R I L o
Lo, HHEHEILFEN. B4 UHE L& 2R

(9L 7%) &, IMPRFRIAFEEE . WM. 210
BUKALL3ESE . )L LI RR I 2 K, DL

=20
12 % 1 % 4 % 2 % 5 % 1 %
PrAUTESE 11 91,7 16390 1 250 0 0 0 0 0 O
I 3 25 61460 0 0 0 0 0 0 0
T 2 91 81951250 0 0 24000 0
L 1 83 6146 0 0 0 0 12000 0
JITAVIN 1 83 71710 0 0 0 12000 0
Jiti & 0 0 71711250 0 0 0 0 0 O
MR PRI 0 0 3730 0 0 0 0 0 0 0
IS~ 1 83 2 49 0 0 0 0 0 0 0 0
JERMESGHEH 0 0 3 73 0 0 0 0 0 0 0 0
I 0 0 3730 0 0 0 0 0 0 0
T I 0 0 1240 0 0 0 1200 0
2 SR 0 0 0 0 1250 1 500 2 40.0 1 1000
WYREB®RE 3 25 21512 2 500 1 500 2 400 0 0
WIFEIYEARE 0 0 0 0 12500 0 0 0 0 0
TBRIT IR 9 75 184391 25 0 0 0 0 0 O
TR RR/N 0 0 1 240 0 0 0 0 0 0 0
WTREHARIE L2 0 0 1 24 0 0 0 0 0 0 0 0
TRIT IR N 0 0 2 49 12500 0 0 0 0 0

E: HAINS (BAS~28d) ; BILA (28d 5~ 1
F); 9L (1RASE~3A%); il (3AFE~7
A% ) FEH (TASE~13AY); 10EEAN (137

4]
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PG~ 18 %) ; MMA A F 1R 8 i

2.2 MMACHC 4 B # & % % #7

Xt 65 41 Ch1C 7 & ) L) MMACHC &P HEAT A I A&
B, 63 G A 14 ] (22.2%) FF 4438 5, 49
Bl (77.8%) AEARELR, HAp2 GG 1
MNHRED ST, KHE RN 98.46% (128/130) . 26 f
LA RIRE R, B 37 BB LA AL sk
TEARE . LRt 22 MR, A4E c. 1AXG. c. 80AXG,
c. 178dup~c. 217C>T.c. 315C>Gc. 365A>T c. 394C> T,
c. 427C>T. c. 441 442delTG. c. 445 446delTG.
c. 463 465del1GGG. c. 481C>T. c. 482G>A. c. 565C>T,
c. 566G>A. c.567dupT. c.609G>A. c. 617G>A.
c. 616C>T. c. 624 625delTG. c. 658G660delAAG.,
Eldel. H o & % U 3 4 c. 609G>A (W203X) .

c. 658-660de1AAG (K220del) Hlc. 80A>G (Q27A) ,
K 550N 45. 31% (58/128) + 14. 84% (19/128)
12.90% (16/128) ; 78 Al 2 i = & N 3B 4 4 &
o 8 I A F HGMD Hr 4 PE 1 5E 1 2 BB A SR
¢.565C>T (p. R189C)  FlI c. 624 625delTG (p.
A208Afs) o c.565C>T (p. R189C) i 45 189 A
WA B LR, RS ACMG F8 R H 2 Nl fe
g 148 5 (PM2_Supporting + PM3+PP2+PP3)
c. 624 625delTG N # 578 5, - B 1% 36 1 &
FR 5 &1k, MR ACMG 5 B H i N BUR AR R
(PVS1+PM2 Supporting+PM3+PP2) . [iRAF 377
NCBI F1 HGMD 5 & W%, H B ARFEM. £ 100
A RN T B R A DU B A R A e, Bk g5 SR
# 3, Sanger MFHI4EFILE 1.

£ 3 63 MMA 2JLHEL.,. EEBEEFE

#wHl MMA  C3 C3/C2 C3/CO Hcey EREE s #wEl MMA  C3  C3/C2 C3/CO Hcey p=trfid] =3 E |
I 585 788 046 053 2159 ;Z%‘;LCZZ /M 33 - 525 039 052 1509 C_ggfggﬁel IEH
2 155 801 029 029 10075 (’536675[1/;1:? E 36 - 572 007 004 1658 :2(?(?;3 g)’ii
3468 5 028 007 339 :66%96(;;(?: ' R 37 88 618 031 01 501 (;52(1}\62(; l fgﬁ
4 399 1493 069 024 983 ""4‘: 664;‘(1}2:/]:0 / %;E 3 53 708 02 01 253 ;fg;g:}: %;E
5 99 804 017 008 194 :gg;“;fji A 39 106 3122 016 01 986 :2(??;3 EH

. s 2
6 639 1703 035 024 234 (3";?:_22;?(:9] ;’; % 41 21 24 006 003 392 :28;‘5:( ;’; g
75306 423 036 0.1 74 :ﬁ)iijx/ E;ﬁ 42 317 312 012 009 437 ‘;28126%2’;/ égg
8 184 161 02 008 324 :fg;; fji R 45 56 123 011 003 382 i‘%%z(éii/ EH
9 14 956 009 004 336 "{2%"9?:/ 7527%7%” © 46 753 1029 032 013 1237 :f,)%zppj/ E#
11 4236 743 125 03 1646 :zg;i‘;'x T 47 473 854 035 0.5 238 ;EZZEZTA/ ig
12 85 142 004 002 506 Cfgg :6600(;131/ EQT‘;EE Y48 473 854 035 015 238 “'fiiéé?ﬁéif ! ;’;é
14 - 261 041 022 173 ‘“81072::; %E 49 - 26 045 029 - C.?f: Séti‘:;gc/ E#
15 - 232 008 001 1275 “‘t‘; 6—;& ol T s4 - 6.12 058 023 746 (‘:g:(i: W
16 - 343 019 008 1367 C‘%;‘;i’f/\ I 56 421 618 007 006 357 “"6;?::\/ %E
20 - 548 013 007 1585 “(;%%%CC’:X EH 57292 599 044 0.9 1013 i‘%%%%ii/ ;’;E
2 - 503 044 134 1253 :gg;i‘;‘;( %E 58 2008 601 154 04 943 ngg?g’gé\dgl EH
2 22 265 012 006 - :ggé\g:}( %E 50 136 442 184 051 882 ﬂ_‘ggg?gg&/e o IEE
26 33 343 019 008 349 :_66%2)%:/ %:f’% 61 2334 822 21 103 449 czgg?g’g&/(n | IEHE
27 - 58 071 051 1655 ‘:Z%Zij\/ T 63 323 222 01 004 307 ‘:i(l);f:A/ T

. 482G>A

30 35 149 015 008 529 ‘C_ 6%9?; A/ WEH

E: MMA A WA= ( KHAL.
W/ CERERARIGAL ( A AH: 0.02 ~ 0.25) ;

26

0~ 53wmol/L) ,

C3 A RBEH B (HFA.
C3/C0 4 ABER AR / 7

0.3 ~ 3.83umol/L) ; C3/C2 A ABLA
B A (BEAR: 0.02 ~ 0.12) 5 Hey AR B ¥ ik (5
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IEPREFSS

ACTETAYTEGCEC TALET

FAL: 0~ 15pmol/L) 5 “G” & kR#ATIZAEM

GGG ATGCTG AGACCCCCCG AG AGCT

EEEXXXXXEXXERS
A AAHVAGAAYYYQ
A b AAHVAGAAYYYQ

¥ EEEEEE
RISEVCIHPR
RISEVCIHPR

FEEEEEEEEEEE
AN FNFHWRDWTYRDANTPQERY

FEFFFEFEY FEFFFFFFFFFES
KAYFSTPPAQRLALL

5 : 4 KIEJE BEAAHVAGAAYYYQ RISEVCIHPR

A FL.FHI'RDWT!RD. ‘ RY KAYFSTPPAQRLALL g Boiinvacasvyyg S lvcii

K ¥ij ENFHWRDWTYRD RY KAYFSTPPAQRLALL B QETAAHVAGAAYYYQ H1aBvciner
\

sy FNFHURDWIYRDAN
K E FNFHWRDWIYRDAN
N, ENFHFRDWTYRDAN
4. FNFHWRDWIYRDANEPQERY

RY KAYFSTPPAQRLALL INEL AAHVAGAAYYYQ
RY KIYFSTPPAQRLALL i) AAHVAGAAYYYQ
RY KIYFSTPPAQRLALL ¥ AAHVAGAAYYYQR
KAYFSTPPA RLALI(:) 4 AAHVAGAAYYYQR

HIAGVCIHPR
KKIF@VCIHPK
HISEVCIHPR

vcmpn

e N M )

Lo T - R R L)
- - - - T
Ko T T T - O e )

HIA

B 1 MMACHC ERE#ZRa Sanger Ul FE

1A: c.624_625delTG (p.A208Afs) H A E ;5 1B: c.565C>T (p.R189C) 4L EF; 1C. 1D: T AL R 4R F RS2
MEGA #AF 3845 2 MRS S MFP T A SRR TR 2 aE kT ERLL

3. ifie O U RAEIR SR Z 45 508, (H KW E)LZ Bf Llis

MMA 2 A AR A 3 3 b i o IR I8 A g, 1T
RBREZANRG, HIERKRRIOFERFZRAE. KEIR
2%, WEEE. LK MK RS, ABFFLF cb1C B MVA f
IGRRIYZ A AWM, EREEA—, BREA
ARG, BWHENEOFERFERAE. KE%EG. L.
Wi AR RS, 5 I AL R L, A
R M DGR R R TR S, T S R R
BRSNS AE ) LT R A R B, e )L €3
B¢ C3/C2 IR A F L TR R 3 v o o I+ i [+
B fi 200 (R IR 3 , v BE PR BE A IR Y MMA
WA LR A 2 R MMA SBLI EEF B, MmFEA
O 2 T s 0 0] R A DX 1) B A R AT R B MMA. A
FUEI W o A ORI, B AR LR LI & SR,
TR BB 2, HAERBREEE, BN, 70,
AR K Je o3, I S I YE F 2530 9T 2 80T i A
B (91D o BJUHE)LEES iR (41/65) ,
IGRRIME IR ZHE, A5 5H AL HUR A 5 5%
WX 3. B AR LI AT MR BE MMA 1) 58 LES A
PR BN 1 AN 27d AAH~9ANH 17D, K
MRTEAHZ IR, BILKZIRE RS (12/16)
WA ) LUt 25 B ik sgh B2 0 T R B RS v 7 v 2L
BXEK, B, R, FRiTAEERE
JUHI S He S 3 A2 ) LA . A T N B e /b,

PRGN LML RGUEIR, O IUEEEISE R
TTRORAE . £ 65 BB L, Y97 IR/ 1B,
IR BT, A SRR . LB LE YA IE,
EVCE AT IRBHG A . 6 29 &%) L2 g
O 1T WEJL, REFEILRER RS NG
JL, HRBEIEWER, ZFH “RAuE. 248”7
M2, JE R MR . AR 10 5~ 17 %
(15 6 B LR Hr A LR A, e A H B ARREIR
M, HAmEl 39 T 4 % 3 /B H A HLER AR
REAGRRIL, IR SRR s . AR b
A, )L 13 DR “milik. 2" #iz, @il
BRIV S22 Jort 1 AR I~ e = IR A N vy LA e O 6 O
RUMMA, A B2 RS A 12

B TR ) LB SR AE B A e, okl %
I MVA SR FE SR 2. WA WA 2 RGERI,
I PRAR 53 iR 12 o A L A0 5 R A B 2 1 5%
B, i ) 2R S R IR A DU X I TR ) S
X [ B e R T v 1) 28 ) LB H2 24T MMACHC 2 [T
I0RT DL S (9 3526 . MMACHC : R A2 5 BT 5 80
IR AE LI R BRI Z B, B A LS A &
TWE I  AWEFCH 65 8 LIRS A0 5 A5 .
Xt ER IR SR B A 2 R ) vy 8 B LEAT 2L D2
A LA HEAT W 2 W Ky T B TR E

2]
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BOMMA B3 N4 R B12 AR, B BT,
TG B WO OB AR ) LI 2 3 1 i fE i )L &
I AT I (R 28 2 P 2 R A W, R IR ik DAL A N 4
Haizi ], DL AT RE BA RURTT -

MMACHC & [H € A7 T 1p34. 1 [X, A5 4 Aok
BT 25 TRIM 127 MAS ST, fA1EH DAL AR
REE VR . AN [F) AR S AT B4 ()2 B Y MMA SR 28,
Hrp 1 AN EER R EARE RIS <1 % R
NERH, >4 % REHERNIBRM . WIMNFEF L
Eb ik 40% fF) c. 271dupA (R91Kfs * 14) N ¥, 4ié&
FHERRBPEE . 2N AFFPRIT 3310T
AT 394COT BIANAE S, AB SN CpG o SEUNENEE
GNP R EFH P AET . 3940T B2 W, H
KEZNIBRI . R LA c. 609G>A (W203X) £ L,
HREFAUESE c. 609G>A 2 Fp [ B 5 BER AR S 40,
FESHF KM CbIC, c.609G>A (W203X) AF 5 Al
18 KRR 7E MMACHC 25 1Y) C A 25 203 o7 1) 2 FE 1R
Bz bmis 1, FEREERATA L,

AWFFRILKILT 58 4 c. 6096>A A8 57, 5 MAR
S 45. 31%, $eonH oy E A AR Akl 45 4
HBLAETE c. 609G>A A8 57, Horb 13 B3 4l 548 =,
30 5 #5717 c. 609G>A A8 S b A A S ) B 1T B AR
EAR, 2614 c. 609G>A A . 3 B4l &4 R
BLERYE 1 B AN 76.92 (10/13) , 30 NM&
I . 609G>A A8 (K B LI EE R E 1 B U & S
93.33% (28/30) , #t— LHEIR c. 609G>A A ¢ 5
OB AT Ch1C H K. c. 4826>A 1 ¢. 394C>T 5
Mo B OG . ARWFFIL RN 7 16 I c. 482GOA [ &
JLA L 5 FF . 394C0T B L. b 3 RIS L
PINHERAT KRB, HAR e 1 AR R /NE, B 30
9 c. 482G>A Fl c. 80A>G H &4+ & 7 F43F T11 M
PREE T, (H[FRE R B s ] 8 R AL IEH . FHiAth 5
B35 AR AL, R AR TC I E I A R4t
SR, AR c. 48260A S R A . AT
HAE LI AR AN R, HEDN I i R Ry A AN EHAR
i 25 &5 5 DL 23 bzt b [X AT R Al

12 K ) 22 A AR S A, e 609GYAL c. 658
660de1AAG (220delK) . c.482G>A (R161Q) .
c. 80A>G (Q27A) &N [ ABEHH WA . fEA
WFFE R B 86 NS, 72 ML T35 4 4 BT

XFF Chb1C B MMA, FIfRZeXt 58 3 FI5E 4 b 73T

LR

2

BRIGE. AR AH 2 DNRRZMUKM 1 ADMREE
&, TRER RS 5 LA R /N B R Bl
A T ARG X, WA ] fe o HAD B R B0 . A0
KILT 2 NEAE S ¢. 565C>T (p. R189C) Hlc. 624
625delTG (p. A208Afs) o FiHt c.565C>T (p. R189C)
B SR St R 189 L IR IR A T W, T RE RS
E A M ThRE. %78 57 7F ExAC F1 1000Genomes 1E F
N BERUE 2 R R LIS (PM2_Supporting) 5 %A%
SHERER R 2 R AN, HABUR R B R
WLO(PM3) s RMEET B S WA AR B
B SE (PP2) 5 WiFR Gk 7 ik T AR S ok 2
B P29 FRem, J& T X FRFSURIER (PP3) .
¥ 25 A ey v] G E0R AR S5 (PM2_Supporting +
PM3+PP2+PP3) . # 1 A8 5 c. 624 625delTG (p.
A208Afs) HEMITTRE/ =B SR, S E DR,
R HE ACMG F5 Fg, LOF A% 53 T £ 5 (K Th fig v] RE 4l 2k
(PVS1) ; %5 ExAC M1 1000Genomes 1F # A\ BEE#E
PEAR W (PM2_Supporting) : %7485 5 HUW It
A S 5 A SO B SR R L (PM3) s R
B S LR R A B RS B SR (PP2)
W45 A 2 N BOR AR 5 (PVS1+PM2 Supporting +
PM3+PP2) .

Cb1C 2 MMA & /> Y JLAR AT ¥6 97 I AL i 2
—, Ed RN YA 3R B12 A7 e PR S A it T
PLSRAS B W HVEIT RO, HE R Im R R A .
AW 17T A IERE TSR T KB % G
It 39 1 EAT 45 24 AT e 3L e B B I RH 5 AL )
Rl (R, #% Cbl1C %Y MMA 2L FTEIEIT, IR
= S 5 JHBE 15 F4E T AT FTiE I X 65 4 Ch1C
AU MMA R AT BRI, B T RS W AE A
PR, BE T 2NARMELHHER, FET
MMACHC & [A| () SIU A8 7 1, 5K R ) istAE S 2 fit
TR

H Bk R AVERY ERRBEAZF R

HHETHFBR HE. BRI ER ., AR
REHIE . 57/ BRI RFEILF st o KA
*LF N BRI F 0 AT/ AR /A BT
FHRAR; N & oA BRI RO RERIE;
Mt F . S E AR FTE . G o; TR
ATEC/ BOR /A I, ATk

SEER (B)

(PREZHHEFLRE) 202359 A% 40 5% o
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LB SR S TR E BB E =D

EHRA BEE TE T

[FEE ] By HitmH L% (ulcerative colitis, UC) B ILA B 4 & 2 (clostridioides
difficile infection, CDI) W BB FE X K4rA, HAHUC AF CDI WAL FE, k. KE20124F1 AZE
2022 4 11 AN KFMEILE E B # b W RS B9 107 #1882 UC B 58 RO AR T A0 L BY I JR %R,
REREEKECDI D HFL, 2N ALK R, FHTLREZ I, 4R UCEILF, FH6H (52.3%),
% 51 ) (47.7%) , £ 24 1 I CDI, FEME K 22.4%, 54 CDI 4 Atk, CDI 41w {F Fl 4 & & >7d B9 1
¥ (P=0.001); LHEMEF CDIA P AMEEEEMKTIECI 4 (P=0.015); COIAFXAREFF (X4
Bl) + XD RREFET . BEFT O4 ) + RSB ERFET . REAAEETBRELT LOERE (P
#<0.05) . ZHELMMERERANEE >/, HEFF O4F) + 2R ERHFET. #EFRE O44)
+REMB LB RAATWETERERETRLECDI LR E R, &t UC BILET LA P&
MAEZRBT /A, EVNRIFER +EFET. RETHAERFLT. BRAEERBET. BRER, ARF
BEARKEHICDINFME L, MEATEE /D, NAREWHAZR T AR EE, T#5 UC EILL

£ CDI By MM A, #LE UCRERERE NI EE L, FLWHAFITET .
[X88E ] gk, RERERY; LREX; L&

S % (ulcerative colitis, UC) &
—RIRIAE, 5 IR & RAR B8R e v R MR
. TR, MEEASIHEENAEL, UC AN F 2
AW ETbEass, mLERGZES k. JLE UC A
BRI, JRER. HEE. WA
R E . R = PR R m SR . X
T UC B )UHAAAERIEThREREL . IE R R A DL
KmFRIN 2555 R 2, 80 36 5 5 fE Th e 2
UM, R RAERMEREEY (clostridio-ides
difficile infection, CDI) . L4095 F A%
JEIZIREE 4 (BB ML MG ¥ RV 38 hm o XR HEAR
P2 B R B IR E N S S PP EAT I, A& UC
TLEINL S HEEOR T, e B B 3RS 1 I et RS (1)
LR B . SR AMEAR M I E R A R R =
B, WISt Ak B4R M AT B, ki 1 UC LK
R R R, K ERCR R, FIRE UC A it
—IBRER AR, BnEJLF AR RE, gt E
B4z, ks, B2 ST Fit, Fan
ARMERR T UC LAY A BERSE . HillH
PXEF JLEE UC & 9 CDT (R &b o AHIE FL 18] i
53871 UC &9 CDT i LI IRAFAIE S A R S R 2R

EZRN: 1. 248%, EFME, THBILEERNL
WA EEEIT, BER T @A B Rk w56 RAF A
2. BIAMEH, FAF, BFME, £EEM, THEILE
EEK AAREER A, T EFRLILAE L EE
LIRS

NILE UC A IR E LW 1697 & IB R
REGRLEe

1. WREHFE

11 BFR A & ARWEFCRH BB 7% ik
2012 4 1 H & 2022 4 11 HAERM KM E ) LE
BE R WAL RHAIA 1 107 41 UC LR % . SN
FrdE: (1) BIERZW N UC BIEJL, 12 Bibr ek 3E
2019 4 )L JORE MM 12 Wi f1ia 7 & IR
(2) 4FE#E 0~ 18 % (3) 1T EMMR B . HERR
FrdE: (D) IERZERIAEE;  (2) ABEAT 30d P
B I R N B R VRIT R L (3) SR
FZEB R HEIRIT SR I B L. ASHTF 78 E 3B K 2 B
J& LB ER A ZE o WAz E (F S 2022-K-
109) , HTHAFE LA FKIEAIE R E.

1.2 B 7 WA UC B)LIIIRIR BTk AFE
. MR R ER. UC AL, AR
Fl. PG IFEE . LR EMAE (AMEH. M
IRECH . C IR A 2040 B DT R A LT A
FAD - WE TR, I TR KHEER SRR
W S AL 5 5% 0 . g™ (BD RIRTEB.
AR (E2) A B R gy (R bz |
[z g (B3) Tz Wi R i . 4
5 (B4) . R F )L UC 3% 37 #8 # (pediatric
ulcerative colitis activity index, PUCAI)
PEO VRl B TG B T EAR R, O ANIRIR R (<10
I3\ BEEEE) (10 ~ 34 %3) « HHETES) (35 ~ 64

2
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58D HEES) (=65 40 VRN S BN AR .
AT FE I S 2% O A EEEE U B (polymerase
chain reaction, PCR) Hilll UC H JL &0 v iy R X
RET RN, 4REREERE TR A BAER
WA B & T ICEE R A BB A Rhak LR,
45 9 CDI . AR R 2 13 B YL X AE AR B 43 CDI 4
e DI 4, HERMARIIGIRRHE. BT A LY 5T
3 BT S U B A A

1.3 %it 5 547 K SPSS 26. 0 it #Ah Hds
BT T, ERDMINESLAERAYE + bz
(xEts) Fox, HMILLECKH 3. THEBR
% (% For, A HEEBCRA X K5k Fisher K
HER %L, UC & 9F CDI MfaR N MR Z &
logistic [FIH4HT. LA P<O. 05 40T o

2. #R

2.1 — &R ABTILIEE 107 5] UC LI
IR ZE R, 55 56 41 (52.3%) , L0 51 41 (47. 7%);
R 2~ 14 %, PRERAN6 LS 3INH. ICHIK
34 5 (31.8%) , 1BPEE KA 736 (68.2%) ;
WGBS, B 196 (17.8%) . HE. 67
B (62.6%)  FEEE: 21 (19.6%) ; JiAETEHE,
El: 5% (4.7%) . E2: 18 (16.8%) + E3: 75
(70.1%) + E4: 9 4 (8.4%) . 24 4] (22.4%) H
UG MR B

22 CDI 45 4F CDI 482 B £ 447 CDI 41 24
B (22.4%) , 3FCDI 4 83 5l (77.6%) , WZHHJL

LB WER 1. A LIB R R, hREE S,
E3 BUAE, AR AR 5 ELER .
7L Y A T N =2 N & K1 N 1 A Y
Y PURE R, RIEERE [ 1gE. C- RN & A ZE 7
NEA G L (P>0.05) o CDI 44 UC H L
187 5 R B bl B3 v Tl ODL 41 (x°=0. 852,
P=0.035) ; CDI ZHffFH#TA % >7d Lol B 2 v 1k
CDI 4H (x*=11.281, P=0.001) , SZL&Z kAt CDI
e NI A& AR AK T JE ODT 4 (xP=2. 487,
P=0.015) , HAKNLE 1.

CDI 2 5 9E CDI 40 UC B LA bk, £V Fi 15
SERMERRAIT (X*=19. 683, P=0.001) L H &
FRK, TRABEAES O4 ) BEA G ik
PEREVRIT (X=14.153, P<0.001) , B35 F) 8
FUORIT (F=7.149, P=0.007) LMY 8318 m.
CDI A RHMEFES O4 ) BEEEW Yy
YT 54E CDI AR LL &)L 22 7 B ST 52 X
(x*=0. 286, P=0.593) , Bk 2,

23 UC & RAMERE I S A M K
Z % logistic [T 5200 UC J& B xR HERR B (1)
MG &K, LLAIE ODI NN R, WRE:
=1, JRIERGL =0, WGAERB A 2= R =4
PR 7. RDHIEFES + 4EFAIT . IRRET,
JERA PR R BUARIE T . ANILEEE D AE A
RN GRER, HHPER ST, ME
FHE O4 FD + GBI 4ERR YT R IE R UC LK
e CDI AT fERG IR (P<0.05) , HAR WL 3.

&1 CDIZE54ECDI4H UC 2JLIGKRER LB
a3 HBIEL FiR IEARZEE (6] (%) ] EmaiEE [ (%) ]
B (B/%, #) (™H, xts) AR [SlEa=pouit] RE FE B5E
CDI 4 (n=24) 11/13 65.78 +39.59 8 (33.3) 16 (66.7) 4 (16.7) 12 (50) 8 (33.3)
4k cD1 4] (n=83) 45/28 81.55 +48.28 26 (31.3) 57 (68.7) 15 (18.1) 55 (66.3) 13 (15.7)
Al 0.525 1.46 0.035 1.797
P i 0.469 0.148 0.852 0.18
A3 BRI [ (%) ] RESEE (B (%) ] ERIRAEZ=>7d [ 6 (%) ]
B 7 =] E1 E2 E3 = =
CDI 4 (n=24) 10 (41.7) 14 (58.3) 1(42) 4(167) 17 (70.8) 2(83) 17 (70.8) 7(292)
JECDI4] (n=83) 22(265) 61(735) 4(438) 14 (16.9) 58 (69.9) 7(84) 27 (32.5) 56 (67.5)
i 2.041 0.009 11.281
P& 0.153 0.925 0.001
SLINERE (X Es)
4a51 AMBERER e m/RIT1 RREITTREER RREER IgE C- RNEH
(glL) ( x10%L) (mgl/L) (mm/h) (ugll) (mg/L)
CDI 4 (n=24) 38.77 +7.00 10.22 + 4.54 340.09 + 127.34 24.82 +28.20 231.22 +392.56 17.51 £32.3
dE CDI 4] (n=83) 4229 + 6.24 9.40 + 4.78 347.77 £+ 93.53 19.88 = 20.60 307.81 +415.17 9.39+£21.03
eIz} 2.487 0.805 0.304 0.884 0.863 1.298
P 0.015 0.423 0.762 0.381 0.391 0.201




®2 UCEHRERFRJMEXERESE
ZEHRESNER

EbhE  HERES (> HRES (> EXAA
HE  FESET+ 48)+E=P 48) + 0B BRER

HERET  NIEGEERT ISR KA
CDIH 3 (125) 8 (33.3) 9(375) 4(16.7)
(n=24)
JECDI4H 53 (63.9) 23 (27.7) 6(72) 2(24)
(n=83)
Al 19.683 0.286 14.153 7.149
P& 0.001 0.593 <0.001 0.007

®3 WAUCBILMARLETARBIELEL (%) ]
IETE OR

RE =% R SitHE (95%CI) P{&E

I RS 25 0.106 0516 0.042 0.405 ~ 3.055 0.837

NIMFEAEE 0054 0041 171 0.874 ~ 1.027 0.191

ERHUER >7d 1134 0545 4327 1.068 ~ 9.044 0.038
LVRIEE T

0331 0.758 0.191 0.162 ~ 3.174 0.662

+ AERHATY

WMRFET (>4 1)

1.653 0.684 5.841 1.367 ~ 19.939 0.016

+ B AE R AT
B P
e s 0.022 0848 0.001 0.194 ~ 5.380 0.979
wEBLAIRTT
W 0.079 1.753  0.002 0.964
3. g

e M4 g 4 A REE M B (inflammatory
bowel disease, IBD) [ —Ff LAY, DL H g
PERIENFRFAE, R B RO R AL AN B, Horp
20% ~ 25% [ 49 HH IILAE )L I A . R EAR PR A —
P IREGF AT, T2 ThiEN, &8N
PINL 2 PRI S AR 2 — o TRAT IR 22 78 R B0 2001
TEA 2012 AE[R], XEMERR R IR RO FIE A, T
IBD &L CDI By £ b 2 3 BB . UC m]
5] L i 1 R BE PR D REARON . I TE AR, XA
Jir B 5 R B G (R AR A FH PRI, A4 B R AR
BT PR LIS 38 I %, XROME AR Tl I = AR i 5 R A2
i 25 2% 5| B W AORE OB, AE 45 M b R 2 B
SN, AN E UC T, AR R
o BT JLE UCREARA SRS . B it R R S5
Ao L CDT I AT IR 1 I B L A% e I TR) A5 A
K. ST ARMEE K. ERER, CEPNE
JLTUE o PR TR0 SRR YT CDT G R .

E— R NBEF, HEHER (R, KA gk
MG , eE KRG, JR97 R
TSR Jummay. S mslR. prgE

TF) LB
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R (PPI) 25 & Fh 244 B AE — 2 FRE Lz
CDI Mk A. A AWE LR, 1BD 4 & Rl & H B0
CDI WG &, M UC BEEA S HEL CDI, X5
PG B S5 s AR OE . 3T LR UC BRI 5 R BN
UC &L SRR JE, BT RIEE 2 8, %
I R I 4 i AR 5y 6 DL, IX 5 AR HEAR B &) Ik
RIZH . B, JLE UC K4 CDI ML G R &
AR T — 2o,

— TGN 59 1) )L B A A 1 [ o5 M AT 9 rp R B
fERPLAE R R CDI MEERER R R, WA FRABIE
S UC WYY A BAE 2 S EUH B CDT MR 3%
THE . BEWFREJLE UC KM iS4 =
I 14d XEAR MEAR B A2 0 35 5 IR . ANIT TSR IR IR
RO RO B A R H T 7d 2 B G E HEAR T
faRi R 2= (P=0.001) , $Eonfli AR 7d,
B AT g 3 CDT. FRATT[F B A FH 2 [H & logistic
(5] VA 43 A7 E B AR FH B0 A2 38 KT 7d A2 T S 6 TR 3R
(P=0.038) , ULHATE UC & HERYelS, REUGAITH
Jit B TR AR 2, O A A R A
TG, DU B AR S G xR M AR A 1 RS o s A F 9
TRAE, BE R JSER (R TS CDT RS 3G In i f%
PR R N FH R R IR T RS TR AR S N K. T H
BT )L 2 A58 P W 7 o 2 e 75 HE I 2R AL &5 1 i o
WS, RFAGRERBERFET O4 D + £
WRAERFIGIT ) UC BB )L B CDT AL B 5 E CDT 4141
bb 23RBS it X (P=0.593) , {H CDI 4+
BB RS E O4 D MEEIRER, R
F W iz J5R U8 2% AT A T e MR AR T R SR K, X
SSRGS, TRes JLE RN T
TR R I RE m BORE AR B R AR /NG O, KRR TR 2l
KEEARE—PRDE . ZINE Logistic MIAZ R EIR
G2 AN FVGEFRIR T IR R AL fER R R (P=0.016) .
— T[] A5 P A R B 5 ) B B S A 7 38
AN UC B CDT MIfERG R 2R . 3 — TUKFEARZE R )y
M7 9 R B B P S AR il 77 AT A UC kA= CDT 1Y
MER R T . MEAHT 78 R B R A i
FWRIGRE FIRTT + dEREIRIT A EL R ZE CDT 1Y EL 45
K (P0.00D) , HHEFSF O4 ) + Gpemii
PR IRITAILE, R4 ODI MIMER 2R LG i
X PEORFERFE RPN S CDT KA DI R,
HGWBESMERS O4 ) + Fs ik 74 1
TEIT AL, X AT R A F T A AT R N R B 5 R
PUBELEARSH B A R, KR RFEARE—PIE
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Mo ZR L, FEAE X L8 250 i NS BV A LR
fHoL, AR ZH AL, R CDT A& 42 i XU
S 41

BEAE,  AHIE FER A OG SE I S A B HEAT BRI R
Pk BLEJE CDT ML E R AR, ZARASE
B (P=0.015) , 2R % KR 2 M I R KRN
M5 F A A2 CDT AL fE ke =K. BRIk, 1 AN
SEARN LG F & F 2 A JF ODT 2 )5 IRE 8k 20
giR, BT UC & R A LI H 2 H 51 CDI
K. —BURFEARM SISO R, K2 HUBHAE
BRAFHE COT K AL RTAFAEAIRER I IAE , T/ kB
BABI A 3 R A O R EE Bk, IRAE E 2
R R ER. EAPTTF, UCEJLNEAERR
ARIEFURE B MAEREEE, {H UC &I CDI & LA AL
FAERARRK, ZRA50 748 (P=0.015),
BB CDT T BE f T NS F 3 A AR SR K2

XF KRR

JLE pro-B SEHEHE R MmAY

o e

FEESAR, SECUC B LS5 I 2 K b 3k i 18 4
JEBE R ThRe sz 4. IRk, IR ILyE A& A ] fg s
CDI MfER R & . 1M UC LA R A CDI 525 H
AR BRRIE IR . A B L Va IR
BER, XS5ZHWRELHEL &R EE N
N FRRE TR AN PAAIE S

4, &HE

AWFFER T UC LA FF CDT MR ARG &, IF
W} 2 R R BEAT 08, BRI T UC &)Lk A CDT MG
KRR, XA TR s SR A, RE
KUK R4, DATRBT CDI MR, HBITJLE UC
PIVEIT A Tl -« (H A FAFE— 2 RPRYE, K
FH XA B Ay S B —, AT et IRRE AR B i
SERVREA B AG MmN . AORA R L RO ATHE
PEREFUSR I — 25 B HAH S FE R R 2

S5 (1)

(P B FERILAZE) 2023 F5 A% 38 54 5

AR R N FRE

=

B g

[E ] Bws: HFit)LE proB AWk E @A G mim (pro-B-ALL) BiE K& E X E, Fik: ®#F

20154 4 A % 2020 4 6 A ## T A 8 ALL B L 696 ], €3 pro—B-ALL K £ F, F oM EEKREL. &
AT G, &% ALL B L pro—B—ALL X 4 £ 4 6.18% (43/696) , & B 24 5], 4 190]; £ # < 1 % 34,
1-9% 234, =10% 17%; #is @A (WBC) 4 =50x10%L 15#], < 50x10%L 28 fl; # &%k A
# B & YR CD20 FH P& 5 ], CD22 P 30 75 T # 4R CD7 FA M 5 #l; F /4548 fw 4 J& CD34 FA & 31 1,
CD58 [ M 22 5] . CD15 PP 515 8 Z 408 CO33 FH M 134, CDI3 M 10%]; BatE P RA LA AN
A EEH (MLL-r) M 15 %), E2A-PBX1 M1 1 ], BCR—ABL1 FHME 1 ], MLL-AF4 [ 8 f; MLL-r,
MLL—AF4 FE ¥ 479 WBC = 50x 107/ te A 39 % FA M % &, CD13. CD22 M R A& A H1%, £RH %t
FEN(PC05) s BREMET LANARTE2%M (CR) F 4 97.67% (42/43) , &4 43 0| B ILH K AF
CR, BERAMFEHHHIH AR (20.93%) , T 6%, SELEFE (0S) K 86.05% (37/43) ; #&
WBCK50X 10%/L # 5 48 0S & T 47 WBC = 50x 10%L #, 37 3ANH /& 8w = 1%5 4 0S5 24K T b7
SMNAMAKRYGRM 1Y, £2REHITFENL (P.05) ; $EEQHE T, WL WBC = 50x10%L. 1ti7 3
MNHABNE GR = 1% &% pro—B—ALLS 48 0S R Wy ML 1 B & (P<0.05) . £ JL#E pro-B-ALL #F
AT 10% T HE, %44 CD34. CD22, CD58 & kik, ## WBC 5137 3 A A /N 7k W M2 % e 3 1 7 e
WEEHE,
[ X58iE ] pro-BAMME @M A wRK; RS, FE; AMKEaM0a R

B A Sk bk B i i (I (BCP-ALL) KA 20 JLE SRR E g0 A M (ALL) B R R
80%, %M B 4Nk & 5 B Rl 43 A E AT B-ALL Y.
B B-ALL B, 3% 5@ § B-ALL B & 3 AW &, Hoh

VEETIN: #8018, Th b ILE E i ht 255
32



pro-B-ALL KAEZ) & ALL B KA M 6%, HIL¥IEL
FI4ffl (WBC) TH8m, HHEAIRA W & A MUw A
FEHE MLL-r) , FiEH%E. BT J)LE pro-B-
ALL PRIl PRAFAE A0S B T 6 2D . ARBIE 9T IE$¢ 2015
T4 %2020 4F 6 H e T AR ALL &L 696 4,
B M JLE pro-B-ALL WG ARHS 55 L s, BAE
NIGARIETT 7 B iRt z%. FERINT.

1. BRER®

1.1 5% ¥EFE 2015 4E 4 A Z 2020 4E 6 Az
TARBEH ALL &L 696 ], ¥55FE& JLEDEMRE
YA A R 297 I B = IRIBITREERD ) 1 ALL
MR WibrdE, Sk, R EMEESR T
2, FR< 14 % NHBILEXKIYZEZ MR ZE .
KWL R FAC TS 01 2w A

1.2 Zik AR BEEE SCRAR B VR TT, S
1BI7 K CODPL 7 & (CKABms. PR, HhoE
KA RABER. LRTABIEED ; JLE LS
7 R KRR ST P EF R R A S 2 <
B P EHAYT: 8 64 H 452 11X CODPL Fif SR 97
L2 ks HERRIRIT: LDV S AR A R T R S
W, JESEIT 3F. PR E)LEZ KA BT
PR R IR ICHRY PN T S T AR R 2 R
SR

1.3 FBELE iy 255 (RmRE I AT 3%
PRUEY VAT 2. A BEME A YRR, AN <5% A 5E
A (CR) o BT AL H B 2020 4F 10 H 30 H,
T BE VTR (] 60.0 AN H GERl 5-162 MH)D o 4t
THEE RAEAR (0S) : ik Z b5 # LI (R 5 aE
TR AR

1.4 %t 3% R SPSS 21.0 B2 #r %t
P, H (xxs) FToRitE%E, Hefi: Un (o
FoRTHEERL X R, P<0. 05 NZEFA S

2. ER

2.1 — A AE

ALL £ JL " pro-B-ALL & 4 % N 6. 18% (43/
696) , HA 5 244, L1946l FE# 4N 14 2,
(7. 21E 11D %, R <1 %5 341, 1-9 % 23 4,
=10 % 1745l; #7112 WBC %5 (0. 41-831. 92) X 10"/L,
P (25.5342.14) X10°/L, =50%10°/L 15 {4,
<50X10°/L 28 fil; 3% £ B A B & Bt J& CD20 FH

TF) LB
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£ 5 %1 (11.63%)  CD22 BH 1 30 %1 (69.77%) ; T
ZAPUE CDT FHE 5 ) (11.63%) ; T/ AR
CD34 A 31 41 (72.09%) , CD58 PR 22 451 (51. 16%) «
CD15 BHME 5 % (11.63%) ; fi & PiJiE CD33 BH 1 13
1 (30.23%) , CD13 BH % 10 ] (23.26%) . &
F A FPMLL-7 BH % 15 5] (34.88%) , E2A-PBX1 BH
P 141 (2.33%) , BCR-ABLI BH T 1 5 (2.33%) ,
MLL-AF4 BHTE 8 1] (53.33%)

22 A FHAEL I RAFAEE) K £

MLL-r+ MLL-AF4 BH 4% # #7112 WBC = 50 X 10°/L
b5 By i B 1 T, CD13. CD22 PR R 854 [ o
fiX, ZRAGI¥EL (P.05) o« W& 1.

£ 1 pro-B-ALL #1 MLL EE 5 IGKIFEE R D

ni(%)
MLL-r MLL-AF4
sa o FEBE . , BEBE . ,
(n= (n= (n= (n=
15) 28) 8) 35)
s (%) 4463 0.107 3.930 0.10
<1 302 1 2 1
1-9 23 10 13 4 19
=10 17 3 14 2 15
PES 1.100 0.294 0.667 0.414
i's 19 5 4 2 17
% 24 10 14 6 18
?%ng) 6.397 0.011 9.979 0.001
= 50 15 9 6 7 8
<50 28 6 22 127
CD7 3.072 0.080 0.000 1.000
FAPE 5 4 1 1 4
B 38 11 27 7 31
CD34 0.236 0.627 0.241 0.624
PR 31 10 21 7 24
[ 2 5 7 111
CD13 5.123 0.024 1.593 0.207
PR 10 0 10 0 10
B 33 15 18 g8 25
CDI15 0.569 0.451 0.485 0.486
FH M 5 3 2 2 3
[R5 38 12 26 6 32
CD20 0.059 0.807 0.277 0.599
PR 5 1 4 0 5
B 38 14 24 8 30
CD22 3.997 0.046 0.005 0.945
FH 30 8 32 5 25
[ 13 7 6 310
CD58 0.043 0.835 0.102 0.750
PR 2 8 14 5 17
B 21 7 14 318
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MLL-r MLL-AF4
e o PRME BEME o p PMAMEBBIE p
(n= (n= (n= (n=
15) 28) 8) 35)
CD33 0.001 0.981 2.680 0.102
PR 13 4 9 0 13
B 30 11 19 g8 2
i3 Ir R
/NG B 0.666 0.414 0.000 1.000
k(%)
<1 36 14 22 7 29
=1 7 1 6 1 6
17 34~ A
W/NER B 9 0.059 0.807 0.000 1.000
b (%)
<1 38 14 24 7 31
=1 5 1 4 1 4

23 BT R

FHFEMIARIT 1N H JE CRFE N 97, 67%(42/43),
R 43 1) L3RG CR: B AR KBE YT H IR 9
B4 & (20.93%) , FET-6 M4, BT HK, 54E
0S A 86. 05% (37/43) ; #]12 WBC<50X 10°/L % 5
HE0S F & TH112 WBC = 50X 10°/L &, 7 3 4N H
WUNR B A= 1% 5 4F 0S FALTAIT 3 A H v
BRE AL <%, ZERAGIFFE L (PO.05) 5 £
K24 M B, #Ji2 WBC = 50X 10°/L. 197 3 M H
TN B Kk = 1% #2520 pro-B-ALL 5 4 0S Z 1
MO fERE R (PC0.05) o WL 2-3,

R 2 =0 pro-B-ALL5 £ OS BB REE N

n ( % )
Im B n (n2§7) X2 P
A (%) 5.517 0.063
<1 3 1
1-9 23 20
=10 17 16
531 0.000 1.000
4 19 16
5 24 21
#1iZ WBC ( x 10°/L) 4940  0.026
=50 15 10
<50 28 27
cD7 0.000 1.000
FH 5 4
BT 38 33
CD34 0.000 1.000
BRI 31 27
B 12 10
CD13 0.000 1.000
B 10 9
[ 33 28

34

7 " nsny K
CD15 0.000 1.000
R 5 4
BA: 38 33
CD20 0.074  0.786
BH 5 5
BA: 38 32
D22 0.000 1.000
FH 30 26
B 13 11
CD58 0252 0616
FH 22 20
PR 21 17
CD33 1.585  0.208
PR 13 13
B 30 24
5 AT AR VR Bkt 0389 0533
(%)
<1 36 32
=1 7 5
1bI7 3 4 AU INR Bk 613 0013
(%)
<1 38 35
=1 5 2

=R 3 BN pro-B-ALL5 £ OS R SR ENHT
LEPSPSES B tRER Wald P OR 95%Cl

2 1.400—
i 2603 1.156 5.066 0.024 13.500

WBC = 50 x 10°/L 130.191

97 3 AN 2.053-
2.862 1.093 6.854 0.009 17.500

R = 1% 149.153

3. e

pro-B-ALL J& ALL I EE 2 —, HEES
Whi, BN, BLERREVIMHER, 25EH
M R TS, BERFAE. WIEmE. W
AL TS 2 55 FF si. pro-B-ALL 7 7£ B & 1) 4=
W) % il IR 5 M, 3L R BCR-ABL1. E2A-PBX1.
MLL-r BJTEASG P kil . AWFsgs R, 43
% pro-B-ALL #1553 24 {5, 4 19 #il; k¢ <1 % 34,
1-9 % 2341, =10 % 17 fl; @& 2K F MLL-r
A 15 45 (34.88%) , E2A-PBX1 FH %4 1 5], BCR-
ABL1 BHTE 1 9], MLL-AF4 BH1E 8 5, $%7K pro-B-ALL
R T 10 % LR B &, MLL-v BH M 3808 R H .
A WE 5 B, MLL-r. MLL-AF4 [H ¥ & %) i& WBC =
50X 10°/L Le g ¥4 %5 B 4 # =, CD13. CD22 BH M %
B I PE AR, PR IRAIESE MLL £ K 7E pro-B-ALL &
S ML HReT REAS B R AE

Xf pro-B-ALL H AN [F] 4 2 U R A5 75 4 1) 43 A



BRH SN2 o F s E %, G RFRE T & F s
PIFE VIR R % TRETE pro-B-ALL A ik &
HRE B SCBEE T, Hod B kA2 g RGP
RPN, RE M RIEERE 1, RER A
J&, EARERERE . AFRERER, i
W B R P s CD20 BHPE 5 . CD22 FH T 30 fil; T &R
PUIR CD7 BHE 5 ;s + / AL40 e Bt R CD34 BH 44 31
5], CD58 FH 1% 22 4. CD15 FHA% 5 %1, $27~ pro—B-
ALL HLH F£ CD34. CD22. CD58 mi&is. BT 41
WAL AN B AR DG T Ak, AT 5038 43 H 8L
TETEN, ERER, HIREMIEIT 1 MH)E CR %
9T, 67%, 43 )i LIRS CR; #ZE K K
V5 H I H 9 65 K (20.93%) , FETS 64, 54
0S F A 86.05% (37/43) o #EIT i )L Al

T RS
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112 WBC = 50X 10°/L. tbJ7 3 A H /N bk 87 9 1
= 1% /&5 pro-B-ALLS5 4E 0S M7 GG R & .
TN BRI VAT CR JE AR B AE AR I /b B
MIFIRAS, R IGRVEA VG IT RO BB W EE K
P, AR R IARIR, BN T B e R T
HERAK WS, MEMZE. proB-ALL K45 A
U B RE UM, WBCiH kS L
IR VIS, HtbHoE s R R LRI ™ E,
WGz, R,

2k ERTiA, pro-B-ALL {F & 10 & LI R 5 #,
WAL CD34, CD22. CD58 Rk, mHAAFRE &,
H IS %2912 WBC 54677 34N H /NG B s 5,
Il PR 250 LA AR

SEE ()

(ZRBRmIE) 202358 A% 38 5% 3 A

PR LR, FURAEAREE . B0 R,

XF KRR

AEIFARIBZNZE - EIE D RAGTT IRFZKAIHER
o5 SF O EEE EPI S

[fBE) B WERBRKEILLET FRE - BEMAREHAZHN, MAFRNFRERNRE, 7%
HH 2020 47 2 A F 2022 45 2 A /D LA &4 RHCE B REAR KL 100 ], RIERE — B R K F R BAZ 0
TR BAZFR AT A FRNAL0W ., ZT 2N HA—KRERMNKAER, ZKRFRER, WET FKEE
BRAEE, REHFLELEER, SEMNEREE. BRI K. 2% WAN—KFHNRIRLE, £2FF
E# (x*=0.000, P>0.05) , H A FRIHE ZkFAREY 2.00% (1/50) , 1&-TH A F R 4465 16.00% (8/50) (X
=4.396, P<0.05) . F AU, 4 Evan's T4 . BITHFEXTFH (6CS) ZFWZRHTEZ (P0.05) ;
FARE, WAW Evan's 4 H 1T F R8T (P.05) , GCSIFL#E T FAM (P.05) 5 H A F R AW
Evan's iIF MK TAL A F R4 (P<0.05) , GCSiFnm THMAF R4 (P.05) . #MAFRANAEHRELE
£ 4 16.00% (8/50) , 1&-F A %M 48 34.00% (17/50) (x*=15.868, P<0.05) ., #A SR AW FEMNE
HEJE A 96.00% (48/50) , B T A SR 40 72.00% (36/50) (x*=10.714, P<0.05) ., %A 5 AW LA
B K 94.00% (47/50) , BT A F R HE 78.00% (39/50) (x=5.316, P<0.05) ., % ZEMBAAEILE
TH, WE - EEIRAZHATHNFRBENBRRAMA FRFABEL .

[ K8iE ] mARA; WE - ERSRA; HAFR; thAZER

T - IR AR B, HAT R A R A
BOR R . BRI PR SEBIESE, fEMPZ AR

AR /K A0 B 2246, [ /0, 7 K=
BB B FARRITRIMKIGI T 2 i £ 525k, K

FARF, W= - EESRARS &R I RE
PEERN: 1.8, ME, ThEILEERWPEIIHE RAR, . WBESE, W5 REILREEREK
BEID S ARlE 3t ¥ S Rt & o N Y 1)1k

2B, BEW, TR, TéhEILEERAYET
M, BENETEFREAL T S ZIME LT &

=
R

FRSHA RS EEAR. BB, R HT TR
7N - BRI AR IR e T A ROR, (T
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FUARIE v B 7 FOE R . ARG
T 2020 4F 2 & 2022 4F 2 AEREEDN LI SR
HEATIRIT 7 100 B AR K B LRI R Bk}, DAER R
i = — B IR AR SRR E R B R R TR
PRAR R BOR . DIARIE I T

1. BEREREZE

1.1 —f A HE 2020 4F 2 H & 2022 4F 2
H B BE/N LA SRR i AR K L 100 1, 4K
I8 i ==~ MR Ay AR F R B AR AN [R5 M AR %
FZH . B AR 2 445 50 . A0 £R o 4 B L AR RS
4~11%, F (7.75+1.24) %, 2ot 20 4,
M 30 s MRRKSSAY: BEEEYE 37 1, 2@ 13
Bl ALK R . i R 29 ], A g8 19 i, A4k
15 9 %1, FHAth 3] 43I EAL: Medtronic 28 {4,
SOPHYSA 22 5. #hff o8 il 4 55 JLAFE WS 5 ~ 12 %5,
Y (8.02+1.42) X Lotk 21 B, 55 29 Hi;
AR K AL KR 36 i, AZiEME 14 1 BiARK
JoRl . FafhoRd 28 5, fixgs 18 5, Mi4hMu 10 ], H
il 4 5, 29 M. Medtronic 29 f], SOPHYSA
2141 WA —MFERILE, ZRIAEZE (P>0.05) .

12 NaLARAE ISR FFEINEUK S EFR
HE; 23 CT 8 MRT M XRS5 I = 9 5k &5 R
R HeBRARE: VB ZFAR; FIRATHALTFR;
HAEBRERKMME.

1.3 Fik

L3.1 ®umgid RAMATIFAREKRE.
X LT & ORI, BLEUEML, Sk F AR
BEXHUR 30° 247, W RUTHERAH T, B = 2 ) A
W AT ARMBL AN EJ5 6 ~ Temy H1£E5% 3cm
b, SAKHE CT A B g e A g fil i, FEAA 7 I B
NI I i, AR AR AT CT M A ah e B
NKJE o TR dem A RIY) D LESI 2 T IS,
Wz e B IR AN AR T 25 LR K D YRR O, (R
Jis BNV SR I P A K O A

1.3.2 FiAFERIA RAEMATRFRER.
X LT & ORI, BLEUPEML, Sk F AR
REXTRG 30° 7647 o 2 Mg g o6 1) i 2 o 4 VAL
54N EER S EL T R, SPAT TR, i
N dem Fo A RO JE S SR, e RS
TERETRCE, B e, 7850 I bk
B o sE, R FIE, A0
PETRARR GBI, ZM0Es. #E. oHss i T i
SRE R EE IO A EN . FF—KERN dem A4

DYOESI ST IS, R Jbk . BB A R Iy S8 4 2 e
VRV, RN BN TS e R AT

[VESTR
14 MFEFAF BV 6 H. (1) — KGR
Dol ZIRFARNED.  (2) Wiy KR, Bk

FEEE, Y44 B F Evan’ s $8 5. #5737 5F B ki
g5 (GCS) , VPR, MiEd KL, Bk
EiE. (3 REHRERERBR. (4 FEME
WEE., AHEREREENS, 850~ 104, o
AR (0~ 345, B RIS 190 R AR
5~ 6 MEIBRZED « BE (4~674r, MK
RILFE IR HEATE 5 ~ 6 MEBZE) R
(T~10%, MARERIGSERIMHES ~ 6
H R ED 3. (5) J7. #h@: FARAFEEL
i 2 47 5Kk SR IR PREIR Skl X 28 7 B8R CT A 25 i 340 1
Wy UrE: ARG RE LA RERRNMNEY KSR
RIER, SRS & B A BRI A& F
ARG B BN E Y R IR ARG A IR B #E . &
ARE = GRBHE+TFRREIED / S5 X 100%.

1.5 it o # KM SPSS 21.0 Gt & Ak
BEATHOEALEE, TFBREILL % Fon, R X K%
FEESS AT RERA Y s RR, H K.
P<0. 05 AZERBEA G E L.

2. EER

21 BM—RFRRHHEL, =RF R
sod W R R IR 2 A E AR
(x’=0. 000, P>0.05) , #iAFHAN KT AEK
92.00% (1/50) , ART-RLAAZEfIIZH 1) 16. 00% (8/50)
(x=4.396, P<0.05) . W% 1.

®1 WARFRBENER. ZRFARABRILE

[ (%) ]

A5 n —IRERIRLTY TRFAR
AR 2E R 2H 50 46 (92.00) 1(2.00)
i e 50 45 (90.00) 8 (16.00)

X 0.000 4.396

P1H 1.000 0.036

22 MR E Y RAZE, BEEFEE FAR
BT, P4 Evan’s £ GCS $F4r 2 |8 1 £ 7 ¥ A
# (P>0.05) 5 FAJE, WA Evan’ s PEo 3K T
F ARG (PLO. 05) , GCS W44 T F AR BT (PL0. 05);
BiFA 2 RIZH ) Evan’ s PRI TR0 A 2 4L (PLO. 05),
GCS WEArm TR I (P<O.05) o W3R 2.

23 ARG F LA RELAEAFARE HAYF
IR 5 R GE KA Z R 16.00% (8/50) , 1K



TR A 5 M 4H [ 34.00% (17/50)  (x°=15. 868,

P<0.05) o M 3.
K2 WAREYKIZE. BEEELR

(4, xt5)
2231 n Evan's 5 GCS ¥
Hsf (1] FARu FAE FARHT FARE

FFZERIZE 50 0.35 £0.02 0.15+0.08 10.02+1.20 13.75+1.45
MAZERIZH 50 0.35+£0.03 025+£0.05 9.94+1.56 12.02+1.26

t 0.000 3.748 0.287 6.368
P 1.000 <0.001 0.774 <0.001
X3 WEHAREHEREREBRILE[H (%) ]
PANY .-
A3 Il m xR ;’f}; kst
- e 2 3 3 0 8
BUREFRIAL S0 (400)  (600) (600) (0.00) (1600)
9 3 2 17

. 3
BAZRIEL S0 (600) (18.00) (600) (4.00) (34.00)
X 15.868
p <0.001

2.4 MUMFEALE HEEILER FATFHHATN
SR E W TN 96. 00% (48/50) , T RLAE
) 25 f) 72.00% (36/50) (x’=10. 714, P<0.05) .
W% 4.

x4 MASEUEREELE (6] (%) ]

ZA3) n Ri#E BiHE HE HEE
e o e 22 26 2 48
4
AFRIAL 50 (44.00) (52.00) (4.00)  (96.00)
17 19 14 36
224
PEAZRIAL S0 (3400)  (3800) (28000 (72.00)
X 10.714
P 0.001

2.5 FLLNE R IT RO H A A 4H S Rk
FoN94.00% (47/50) , ET LA R R 78. 00%
(39/50) (x*=5.316, P<0.05) . L% 5.

®5 MAMRKTRLLB 6] (%) ]

b n B ¥ RRL 2BM
o 36 11 3 47
HUAZRIEL 50 (7200) (22.00) (6.00)  (94.00)
, 25 14 11 39
HAZRIAL 50 (50.00) (28.00) (22.00) (78.00)
X 5.316
P 0.021
3. Wie

AR A FRD T B ) A 0 2 A R A BT A
WA Z RN AR R SR B 52 B 76 R 1T
R W S S B AR, S B R FR .
B AR K O A A B TE Jik 4% DA o3 A S L R
Jo AL PG ¢ S5 AR SR Ak R . BB B, ANEHAYT

L RR

TF) LB
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PSRRI PR EZE IR IT F B, i - I 2R
M = RE R A AR . 28 = == AR kR &
JUR S B 18 5 AH SR AT 18 B, Forb e WL
N E - B RAR, WS, = - RS
TRA MG =25 1) G Js AR A3 R A, I DA ()
FEWRISL, EARERAET B, (HERAFEMHNEZHTAR
R, WO RIS S BB, IR
FUIRAE T E - B AR R s v A, B ]
AN TSR, AL G I IE /N O i v 5
IO IR ICR . B SR A AT SRS T, R AR 75 2
PR LT IR X A A, Wb TR, RS
B RE I N AR AR R k. B, HRTIRIRIE® A
G — e R 7 A AE R, @EEHT, FREA
AR F AR ST

LMY B, oA gl B R R R
ERIALE, FAR SR A RN % 1) Sk X ik
GMNEENT, WMAHWEE. BEE NN, MR
7 ML E R K i 0 A B i T 2 R FE R, R 5 3
FEu s AANA RN ER BEAS T AL B I XS
Wb REFFRGEREZW, PH—KF R RIh R Z (A
)2 AR (x*=0.000, P>0.05) , %% Hl4H
TIRTFARFE N 2.00% (1/50) , KT kLA 2 R4 1)
16.00% (8/50) (x=4.396, P<0.05) , J5 K A fg
RNER RGN FARAERE . FARAT, W
H Evan’ s P9 GCS PR 2 M E R AR, F
ARJG, WM Evan’ s iF0 33K TFARAT, GCS ¥F4
YiE T FARAT, A g0 E Evan’ s YEME T RLA
ERIH, GCS P4y THL M 2 il 28 . 200 A 2 i 2EL 1
RIGIERAE R AEZE N 16.00% (8/50) , (KT kA%
il 20 1 34.00% (17/50) (x’=15.868, P<0.05) ,
Wt B 2 80U 28 AT gk 9 RORE, 5 R AT BB N AR A
2F AR 5 3 RSk 3 B Ik B g v ik g, R ARG
MIALE, [RUbdr B R K. A L T
7B B A 96. 00% (48/50) , TR M A 4
ff) 72.00% (36/50) (x*=10.714, P<0.05) . %
2 20 1R A A A Y 94. 00% (47/50) , T RS
R4 78.00% (39/50)  (x°=5.316, P<0.05) ,
VLA 2R 5 R R 7 R BT

gE BRTIR, AR K LB IT i E - BRI R
AR EH 7 0 T AR B AR 8RB A 5 0 T R B A2
uf, [HAHE .

SEEL (88)
(ERFHELESER) 202353 A% 23 5% 6 &
3]
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HiERENE) LEHPTHRWA RS

mPRAERE/IIE]

RIS HT

Kl fER SEms f5E

R

(HE] By BTRV-ARE., EHEIGIAF LIERAEE D BT m, Fi&: 2021 £7 A—8 A,
FREA L, BRTEHLAE AT EILETER 809 LA FEEATRSL, RAFLERGEREHE
% . Jefferson R EX . PLBR UV ARREERIATEEEE, 4R 809 4 LA Ll R AHERE S . BRI
FlR ., 8 h B0 K (97.434£10.92) 4. (117.63+20.89) 4. (125.00+12.23) 45 #* 41 8=,

JLAH 3 4 BR A
15 B Xl R A
3+ BR AL AE R& A
S AR (I 16

Re, StIEee . WRWEE ) = FHEEAMK (P.001) 5 LA £ BRI A B R E
BEE A P B EEE R (B RN 0.307) , 5 BB BLEY 46.73%, £k ButdRE LA
S, TURBIERAERLD, HPREEEFITRE LA LR A E e  E

[ ] LB 745 £ wmRAEE D FbA R

BTN, BERE LR T AR T 8 Sk Rk
e, R T0% & i VA A S HL WA
JIHRAL BEAS 2 2 ALY B SO, S ECE
KBS B A  f PRYA 38 R A A E D 2 40
R&EMZERA, tLRmi B, wamigy
BRRIEZARIIE. FERE R A5 1 R
Z5, MNfEEEIEA AT, fmE s, 3t
TR 5, AN . BTTER T, BOIL AR
AT DATE USRS RE 0, i O A R A 47 B
BN B ERSS B I B A
BRI, A RE D Rl PRI TE RE J7 S IEMISE. [N
SEAHEN, LA BE 0 AT BE S O A TR A I PRV 38 A
JOVRL ) A Ao AT 36 o T 5 4 T R,
PRUT LR 350 BE 1 BOIL A TR R I PRV 38 A
JIRE R AE R, T 97 B B 4R T ) LR £
i AT 38 i ) B R SRR 52 O 2 B A

1. WREGE

1.1 AR5 %

AHIE SR PRI A% 2021 427 H—8 H,

EEEN: XBE, ML, ThhlEERDZAF]E
L

HEEINB: ThAARL L RESEERD (LHG
20210630, LHGJZ()Z()()668)

SR FH S ) i 5 v a2 ] o 48 = A L R B L
BHPLAEABE RN R PINIRME: 7E) L B TAE
AR T 6 M H s A LR EF . HERR bR #E:
TAENAANEEEMEILEHAFE: e, By
+o BERX R EES AT,

125 LA

(D —BANABRRAER  mERE 31T %
file AFEAP LR R TAEFER. 0. 18
AR BRRR. HRSS . AN

(2) rhimpRdae JEER  ERMENS
ST 77 TS5 4 ) (1 4 2 Wik PR V) 1 BE ) B 3R 1 JR itk
BTG K, EEA T L RAERE ) B .
ZEEAESIAE R R BT B\ E R
HEZ5., A MER. WIEKZ 6 N4ERE, 28
N&H. R Likert 4 ZiFaik, M R
QWL BRI N ANER, rulit 1. 2. 3.
44y, BEHLH I 1T ~ 22 ARFAE, B
28 ~ 112 7, 437y 8k, UL il pRva il fe 7 Bk
If, %EFM Cronbach’s o ¥ A 0.800, M
REFEHCN 0. 890,

(3) Jefferson 3 &R (the Jefferson Scale
of Empathy-Health Professionals, JSE-HP) %
BRT 2001 S5 Hojat S5, Ja R EYE



LFHEEWATIACEE, TR SO JSE-HP &K,
FAFRFBEIT 2 A Fngr 45 A FERR Y L1 g g )
&, JRZMHTRELSE ST, xR AN
RORPE AL S 3 MRS, 3k 20 N4
H, RH Likert 7ZiFiE, 1~ 75 RERRA “5E
SRR B “SEaEFE” « Ho W BB IE
ETEy, IR BRI i B 4 S 1Ay, A
% H IS5 Z RN EAG 5y, B3R 20 ~ 140 43, 41
E#E, B Re JK Pl s, FHid < 60 4
KK, 61 ~ 99 43 A H AR, = 100 738 &
K. ZERA LREARF B, Cronbach’s a
RECHN 0. 750,

(D LB FERER  ZEREXBRE
], RBAFEPAINFIPEN . B A . BR
Mp At 2SR BRE T S AT, B R R 5 g
i, 3£ 30 MNEH. R Likert 5 HENE, B9
430 ~ 150 43, SrfEiERE, di A RIBE A [ELE
oK. RIES RIS AN, 30 ~ 60
SN, 61 ~ 90 43 ARG, 91 ~ 120 /N
AR, 121 ~ 150 73 N oy 4. &3 Cronbach’ s
a ZFCN0.938, RN TFoHrss R ExR RBitst
Bk A 58. 75%.

1.3 AP 7 k5 R =44

AHFFR T i) 5 T AT 4, S
FERE R o FHAP B AT 1) 45 B 2 S R A0 5L
AN HEBRbRAE R 29 LK AETE, SR+
K RGP LSRR ATHE T RN
HebrAnith. DL 5% M ELBIEEAT RGUMAE, VRAS P2
B ENEREER 1% LB —SEETERE
H 50% 1A IR A5 4 A TE R 4

1.4 it ¥ ok

% FH SPSS 21. 0 Fl Amos  22. 0 #KAFHEAT 40 ¥,
JLRHP L IE AR B RE S e 58 7RI R TF
HIESSAG, KAWL Wi ERE; — R ETRER
FSEL. B tbdiif. KA Pearson #3446 46
A B A AE oM. SRR Amos 22, 0 45 #9 7 FE A AL 3
ESL AR e T FE BRIV DA 588 5 11 PR vy Je e ) ] F A
TER . HEAT B RALER MG TE, SR FH BL R 48 b5 K M
VB 5 BB A ) bR v x°/df<5. 00, RMSEA<O. 08,
SRMR<0. 05, GFI>0.80, NFI>0.90, IFI>0.90 #I
CFI1>0. 90.

TF) LB
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2. &R

2.1 A *F oy — AT

L [El Y ) 45 809 fy, AP R 798 4, A
RIS 98. 6%, 2R M) 798 & LB L —
MBTRHE LR 1.

F1 AP —BER (n=798)

mE A o mE A

Bl= JUBLTAEAERR
WERS 359 450 <10 450 564
SNBERSGE 108 135 10 ~ 20 205 370
Wi 137 172 > 20 53 6.6
&2 152 19.0 | HAEEAEEEN
Fifil 42 5.3 h% 8 1.0

PEH K 27 34
% 13 1.6 ENEY 763 956
‘e 785 984 |HAREFK

AR (%) W%k 494 619
<30 195 244 RE/ 282 353
30 ~ 35 440 55.1 B 22 2.8
> 35 163 204 |HiA (JT)

WS IR < 6000 162 203
KU 176 22.1 6001 ~ 9000 396  49.6
A 622 779 9001 ~ 12000 178  22.3

>12000 62 7.8

22 )L G R A B AL A . AR A AR BR kA
B IR

JUBHP LI PRvAE RE J108.50 v (97.43+10. 92)
oy, SYEFERI N VENER 2. JEIERE SR N (125. 00
+12.23) Jr, KT EmEAKP; Bk RS 5 A
(117.63£20.89) 4, AbF KT,

F2 LR TIRKABREN SO REEERS

(x+s)
HE B85 £B19%5
T BT 18.17 +2.41 3.63+0.48
WA g ) 17.77 £ 2.60 3.55+0.52
eV Mo 21.27+291 3.54+£0.48
LA 35 1025+ 1.18 342£039
e HE-5] 13.59 + 1.28 3.40£0.32
LAl 5% 16.37 +2.97 3.27 +0.59
Il R T8 0L RE ) 53 97.43 +10.92 3.48 £0.39

23 LA LG R A E AR 5 AR . BRI
[5) X A8 % M 5T
3
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Pearson #H 2% 73 #r 45 R 7, LR LI
PRV I8 BE ) & oy 5 3L 16 B8 70 & 4r (r=0. 645,
P<0.001)  BUMVIA S (r=0. 604, P<0.001)
B2 IEME.

2.4 BALAR B, AR ) RE R B AL H w9 4
My 75 FEAR T M B

o0k 2 PAB IS B S £ 45 M T AR AL, LI 1,
WETEE: x/df=5. 433, GFI=0.930, AGFI=0.897,
NFI=0. 957, TLI=0.956, CFI=0.965, IFI=0.965,
RMSEA=0. 075, JT A HIIN# &M B2 5 E Gt % =
S(PL0.05) o AR IR, BRI R, L
B8 77 I PR VA 38 RE 77 18] A0 HLAFAE BB IEAH GO0 R
(B=0.576. 0.352. 0.531, ¥JP=0.001) ; 3t 1%
B8 72 7E B A )25 11 PR VA 388 R 7 18] 762 356 43 A 2K
N, #—25FK ] Bootstrap yEBEAT HH A RN AG 56,
W E AR ECH 5000, BAEXIEIN 95%. 455 R,
BRI [ B 3o 175 A 0 I PR V) 38 g 0 Fh A 280
P12 10 95% B X RIAVEL S 0, Uil R AR 3
AR (0.307) (S (0. 657) [ 46. 73%,
7% 3.

B 1 JLRHP L ERAGAR . HIFREN K
Il PR 3218 BE 1 0 G5 40 7 AR AR B

&3 PAMMRE (FREX ) K Bootstrap

DER
B & @gbﬁ_ﬁﬁgip@
B X TR R
PO A RIR— IR RIS AET]  0.658  0.023 0.343 0.423 0.001
B

JLIFRE IR RIGEAE ) 0531 0.040 0.198 0.272 0.001
WO A FR— I PRIMAE ST 0352 0.040 0.154 0.253 0.001
WOV R &S5 RE 0.576 0.034 0.646 0.893 0.001

f0

. o RERE
B & N & _95%C1 P
- N
EEE2 A
INER— LS RE —
ﬁ“ﬁﬁg{;g,ﬁ; HEHiTRES) 0.306 0.017 0.146 0.213 0.015
T 4) [
3. e

3.1 RAFRILA I L6 AR A B RE &L T Bk
+

JURH LI RV IR RE ST 553 (97, 431+10.92)
4y, SRR HAEME 70 ML, kT EAKCE,
5 IRAL NS S 4 R — 5. AT b OB T 4
Byoy e, SRR SZ 4ERE 8 AR, UK 2L
P IR IR 2 M T BB, [R] AN 35 B 6 I
AR . RN VET B N L R IR B
VIR RHRE G, AL AT s i)
MEBHEWAESEEEFT N WRER, B
Wr Refd S BRI, ARER OB ). RAFRET,
Ml 5 BFE T ANE X R, WFERAZ 2 N e B
HEEPANREGHAGRMERZIER, BEHRE
FIELME. DAEE N H T R BRGSO 4
R . LR+ R BRI B 8 L& R
KIESZ, A Rem )L S KK HEAR R 5 ISR
LR LR R N L8, BAASE— 5015
TR AR BREENRY L, BILTLERETRIE
H & With, IRk RE S, £ — e fE
AERERLHBARG fEE . BE . ERSER RS,
W55 K EILEKKIELE WS, SR L4
HEAT R, JLRHP LT TEME. TERALT
VR BEARR s T AR 1, ATRe R BULRH EA
B IE B S AR I B 8L R KK 2 . X 3R
L L N ) LRHP L BRI R Z M Re Sy, T
KBS 77 O LR LT BRI

3.2 LA IR LIAR B A AR A IR AT

AT LRHP i LA B ) b TR R KT,
TR TSR A4S AL, AT RE S i b AL LR
dksEHH MAEIRAE, @il ) LRHP L3 B R EER
Kake#e A K. MR, Fhse, LR
P R IR . ARBF T, JLRHP A



BFEIIE 95. 6%, 5[5 Bk mylk 2 hnoi | R, JF
S A& RSB 5 N B LSRR R AR 55,
FERE BT 5 s, AHEFE ) LRHP = A ERME A
[ Ab T &K, 54l e St e g5 R —58, 1T
RER 9 JLRHE JLAERS /N, . RIKBEI5S, With
AR SR PR, BER LB Db 20U 2 ORFF
Sk e, BB, X TEE S EULRHT L0
R K S4h, EREWIRE T BILMAR S, S
FOE MR S R Z AT, BT LM+ TAE
B, MHTRILMRE., R ZEERF K%
3, HEmXHP RS AR, IR ETE, JiE
Ry sy, HEmsEm T URHP LB TAE RIS R TR
Ny, JLEHP L RIEAC R ERME AR . BRI [F 4R
NP ERR R, S KB AR ER) K R B A
FEA RB ISR FH o IX 3R R 3 B A B 3 0L
) LM LB IA K, AEREUN SCEE 4
i pA e Wi AN ANl

3.3 LA LG RA AR ) 5 AR A |
B 3 2 A £

KT R TR, LR LG R A 7 5]
AN AR 2 IEA % (P<0.001) o BRLAF 24+
BV R J& i) N AE RN R 2%, 4G N AES) I 4P Lo Be
AN F 3. AAERIERGL TR, SRR &
ILEZFEKFR, HGHET LR, #H M
&, RSB LARKRGHAE. LR L3
A8 71 5 G RVA B RE 71 2 IEA ¢ (P<0.00D) , X5
VRERGIRIE Sy QPSS i AN G =T NG SR 18 S
b NI I EOIRES, AWM E S &)L KK B0
TR IFAML BN, R 7 3 A A L 5

3.4 R A EILH T L RLIAR L G R A
B RE A 18] 64 P AAE R

AR TR Ty R 25 R BoR, ) LRH LT
WA (AR 1 A 6 oo i PR VA 38 e 7 7 A 18] 44
ClAMZ RSB N 0.307) (B 46. 73%. BR
MV AN F) B FE A [ A 25 TR P B R A s, A
OFESZZHNY,  BEOE AN, I TH B A AR AN L A
MR H B A2 MESE . A2l FIES A “HR

IR A IA

LF RR

T RS
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AN At AN AR SEATE S, AR BE A
[l o, (e fs 255 0k Pl H AR S, X H & & lk
RRL BT BAT RO 0 E PP, BEm AR A
PRI YE AT Iy . LA RE )2 i DA AT J
MZ5, WA EEE AR N BIRE S, X A A
5l N T £ 2 O 2 2R 6 R AT IE I HESD A
MRAEAE 2N F S, O R s 7 x5 D
AR AV BRI, HIX PRI S AT LA B
SR TAR A NXERIE A7, B B DL A
M AT S M BILE K AR R, S RERLE &
ILFE KIS, JCERE R, BTt E A 5
RAF LKA, 5 B LS a8 3 N
Wi, Bk ARG, R VA8 RE T,
et H 5 B LR RIEFMP SR, iR L
TEREAF T RE . X don 3 B P N AL LRHP £
PP DA [R] A0 AR BE X e DA V) 388 RE 0 PR AR S
NP ERRAEE 2RO SR AR RN 2, E R
JURHP O [ RAN S BE 7, AT C0 38 e PRV
HWEES, FRIRI B RFIEMRER, R RN
Ml AN B R, b LR R

4. INE5ETR

BTG Rigar, JURHP B R G i 3t
15 RE 70T i PR VA I RE 07 AR IR ERAE T, 97 B B
AT ELMERTHPO AN R AL RE N T, B8 LA
P B PRV RE 7T o R e P O e B AN (B W
HEMANSCH A IS, 185 H 3 2L ) U5 i
MMER: THRILBERRR, ST EZHER.
BEAEMZRAG A TRME L2, $-TH Bk B 5
AN SEARIK, A LRHP 1 A e TAR K56 B
AME R SEI . ABTTCHIA L Z AT DORE 7
FAE 1 pTBRRE, HEARRA —ERIRME, ARKA#AT
L, KEEAWTTL, JILBHP IR REERE )T
T FERAF RS AN RO
i AR ¥4 368 B 77 (14 5 M1 5432 T S I it L Ah F) A2
A LAE A i B FE it — D R

SEE (1)
(PRIPEEF ) 2023457 A% 20 5% 7H
|
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B EEREERY) LAYiEU N S1E 16

Fotte sk SKIESR A W

(XHEE ] 755 %F; AUERRNEEE;

1. mhlEk

B, B, 20d, B AT MK 35 3h 2 R
4d” T 2020 4F 12 H 11 HANEFBM =M ) LE =
BiE AL, ABEffk: R 36.6°C, Kb, 4
ST EE, AR REHCR, W REMK, KR
WS, FEJREHR, MM EZIR, RIERE. AR
R SEIG A (4 (WBC) 16.55X 107 L™
PERLAT M FT 43 E (NEU%) 39. 4% RERRIERLZH L (E0S)
0.46X10° L'\ C Jx . £ (1 (CRP) 29.07mg * L,
SLYANAMYTI% A (ESR) 61mm » h™'o MRT 75 45 B4R
FCEERER: WA TRE. N2 AREE
BE 2% .

NP 24 R4 T S f AL 80mg « kg' ivett qd
PURIRIT . ANBEEE 3 K, ML F% B i FH AR
VMK 4 3 0 % 45 BR B (methicillin—resistant
staphylococcus aureus, MRSA) , AR¥iE 25845 K15
FSkfadtids, SHAEER (k. RafE, £
FE AL AT, S D270953) 13mg « kg ' ivgtt
a8h. ABE# 5 K, 1TFARIGEA, ARpikiski 7=k
MRSA. 77 d B R IGIT 1 G B LA I I K i i 2%
fift, S CRP M ESR K IEH .

ABEEE 27 K, BILHILK I, ik 38.8°C,
PSR GEAL E N E R R, H R REA I LI
WLIE G, 25 T/ ) LE By AR BUBURL 2 po tid;
1d J& CIRAZN L B BONRL 2 O B LIRT
S VU BB e, 2 BRI BN BR A 5 /N L T
FA BRI O, EEH

EEEN: 1. 2%, THEILEEREZEHIP

2 iBIRAMEH, BH, ThEILEERZEHIT
HEIMB: To4##FA#LERA (%5 No.2221
02310574 ) , T AFFTAELXRD (%H5: 2321023
11075) , T B EFAHAL R RIBEAOLEENE (%5,
LHGJ20220747 )

12

B4

ABEEE 28 ~ 34 K, )L LUF I BT
BESY, KRBT 36.4 ~39.0C. AFEE 29
K, FIMHH: WBC 13.72X10° L', EOS % 2. 0X
10° L™, CRP 73.42mg« L™ i 7= SUBTEE IR B 2 »
RS IRy, I kTR i 80mg - kg ' ivgtt
qdo ABE2E 34 RMEELZ S5 FTHAMA X, 1FH
Jiti B R Ak ks, VYR L 10mg kg
ivgtt q8h HEARTT HHER

ABEE 35 K, E)LHIBRFEME., DR, OF
KA e Z MR PR NSRS, BN S R
WAEBEATYEINE 45 TRERE . Bk 2H%Ma
SRR S, 2 AR, SR RE A, RS
BUNRR 5 fih Je — A 38 &R /INREL 2, 4 B [T B
K, SOUHR BT DL/ 3 € 2 WA, EREE KM (B 1D o
MRS E: WBC 48.89X10° L', E0S 9.88X
10 L' (E0S% 20.2%) , CRP 112.45mg+L"'; &K
FEEEE55.8 Us L', v- BAB KR 226.9U - L7,
FIEM 24g+ L BEFS R JE 2.38ng »mL s 41 A M
AL 4% BRI, 2R )E, BENT
TR SR AYIE U N LR S 1E (drug-induced
hypersensitivity syndrome, DIHS) , FyEiHH
W e 20mg » kg + d'X3d FIAFIERE T 1g « kg
o d'X2d PhEEIT RN AN A E A
FEIRAHR RN #ESE . FIZG 2d Ja, B LR R IE
4d JEREPFIRAL, A B KRR, B2 BB TR
M, I . FFTh g, CRP Al PCT 3% 7 B4 & 1E % .
Wi e MR 7% . JRIGFR. EB Wi, E UM EE.
KB EE WPICTE B W R SR S AR S A s )
SR NI

HR B v T 9697 3d S B T R ST R O O
MR R IT, IR ER CE S A A PR IR 92 R R
EOS tH# Tt i, MR H &5 K2 i, {5 EOS



MR EEFEIERE (F 1D . 202143 9 HfE
¥R, W EILEBHRBEGERIE, 1745
EOS iH#0k s T (1.1 ~2.5) X10° L', {HARW
ZRE . AEEIVBE AR HIIES, BT
il B 7% o B 7 485 M R RS P 9% 11 1 g T P b 4
MR 2, IS pe S5 E RS DIHS 2B
EHK. KRITEMEENE, T4H2HEB. 2
A A JGREV BOS % 2. 34X10° L7, 6 4N H GBS
EOS THEK B IR, BE VT HAIRIR W B E K

FENSICU, nfili %
2 l —e—EOSiH 90
10 M o AR 38.5
=
E’{. 8 VRIS 380 *
B ¥, ERA uw
ope \ ‘ PN ™ 4
= %, m s g
l:? 4 37.0
l WF\'/ \// “
0 36.0
1 4 12 20 29 3538404246 53 61 6669717477 81 89 95 99 103 108
a3 $30-34 ANBEREL (d)
Sfuihiky —> —
d3-34
Jili R
LIPS L5 LN
E 1 {EFHA EREER A 4 A T B AN iR 2
7 (note) : BOS— #E B M 454m it (eosinophil ) 5 SICU—
Sh#H M5 47 F (surgical intensive care unit )
NITYN
2. e
2.1 DIHS X BH R 5l 5 2 Ul B 5 AR 42

J DIHS ANR N, AHLE P A0 B e v 38wl A 2R 21 AH
KRR . %)L T 24d J5 B DIHS
SR, BN, BESEHIZZAE T ABEE.
HFRER T A SERIT e, ImARRER I 7% . 1% 8L IR
F 0 R R A /N J L2 M 3 A Ok, i 2 1 B
B R E S A 51k DIHS fdikiE, (B8 )LER
BRYT TR R Ry, R WL DIHS H K,
W R R Ly 5 DIHS Ao tEAR K. ARFE I K
(Naranjo’ s) iR, XTiZA RN BT IRECE
PR, BN T o, FIETT B RS DIHS IR AT HEAH
Ko

2.2 DIHS W &£ I, 492K A4 DIHS &
PR R 250 B RAS RSO, FL Il PRARFAIE B35 R 4
K. WEZ R, MBS KM RS R, 5
PRI, ZRAEEHZAE 2 ~ 6 A, (A5 ke

T RS
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fil S B2y, FERATEJ LR L. RBRIIE R
ZF, ZRNREE, WEMARa, HARI
BFESRE . FIBME R 28 S IRIE RN TR B 47
% B2 BT, ZEWY ALY I 80%
A R PIAR > 50% AR AR . T FB KM £ K A TE
T0% BT, ZFHMEA B TR Rz . £ RS
HILAT 1~ 2d, HA R AR E 45 b % F SRAEIR
ZE LR BIEIRSEF J 9z . DINS ol B Rk —A s 2 A
2%, B R BUNIEE, ] RACE AR Ml O
BE. B EMER RS . 5HAMPTE AL, B
TR R VSR DINS B 5 B . A 82 B L)
FE B8 N IEAE il e 8 i

2<-F DIHS K12 7, Hw%%% FrifE, IR
2 R BCGNAT B A B2 Wibr dE . BRI ™ 2 R Bk
AR [N EIC AL (European Registry of Severe

Cutaneous Adverse Reaction, RegiSCAR) & Af [
VR RSk 2 T HERR B 12 DIHS, A 8835 1
N9 4, AIERIZN DIHS (R D) .

R 1 ZAHEE RegiSCAR 4y

VAN

?\E:I‘ pa) | %
m A ———— i
& R FF 77D
K= 385C -1 0 -1 0
WRELE R (52 AL, >lem) 0 1 0 0
TG IR MR AN i 2 0 0
= (07 ~15) x10°L" 8 1
=10% ~ 19.9%
>1.5%x 10’ L™ 8 >20% 2 2
SRR AN 0 1 0 1
Felkaz 2 0 0
AR = 50% 1R 0 1 0 1
AR J LAl DIHS -1 1 0 1
Jz A4k DIHS -1 0 0 0
i #% 2 0 0
1AMz R
=2 MEREZ 2 2 2
Tt = 15d -1 0 1 1
FibfEbr= 3 W R (Bukzbiik. 0 | 0 |
MREFE . FeeE . AR R AL )
Js¥ix 9

7 (note) : RegiSCAR— B = & & ik R B R AT 4k
( European Registry of Severe Cutaneous Adverse Reaction ) ;
DIHS— 25 4 & # B 4% 4 4E ( drug—induced hypersensitivity

syndrome ) ; —1, 0, 1, 2REARBIFES A (—1, 0, 1,
2 represents the score value of item ) ; & 4~ <2 4~ 3F DIHS /&

x|

Henan Pediatric Trends

I LREDS



Henan Pediatric Trends

I LREDS

) LRI

Henan Pediatric Trends

4] (final score<2, no case ) , 2 ~ 3 % 7 £ 9% %] (final score
2 ~ 3, possible case ) , 4 ~ 5 5%¢¥4 %% (final score 4 ~ 5,
probable case ) , >5 Y Ja) (final score>5, definite case )

H B DIHS B & 5 ML i ok 56 4 18 B, 22 A
N R A FLEL, (1D 29 AR AR P B B
F5 7 ESPUROR 254155 & DIHS 518 IR ALYk iR
Mgk Z 8L A K, Ol ERALE A,
AU R 2% 7T B AN A2 T B 2 51k DIHS B ML
(2) JaB PR E GG, 7€ DINS B b nl g s
9% 8 N 8JE 2 5 (HHV) 6/7 B, BB 5 3 A
E 0%, o DLOHEV-6 S W, (3) BtfEz
e, NKAMMPUR (HLA) 5 DIHS 5 A7
AHRME. FENCGM AR, HLA-A%32:01 A H &&=
T DIHS M AU B R SR M b [ & 78 i 5 A B
K& T HLA-A%32:01, HLA-B*07:05. HLA-B*40:06 F
HLA-B*67:01 1575 % % 51 /2 1) DIHS A7 1E R Ek.
AP ZE e A] e 5 AN R M OREA5 A7 HLA-A%32:01 £ [A 1)
BREEANE], AR RREARE— 0 7. (4D T 4
MR RVEREBUR N, OF BRI DIHS B
T 3o BAE S ARG O A I ST — 5

2.3 DIHS #9697 A 80697 241 LAYE SR
SR AE B3 A AE T B R RS F S0 29 . R
I 5 AT FH 3K 6 2 1006 -3 5 5 12003 i AH 26 B AN
RN EREE, b, EAYEREEEIER Sk
W, DIUR T RERE G Gl BT 2. SREUX — TR 1 it
SN T B RER N, BRI 2459 2 (R AFAE A X
BRI REME . A BB R — AN A — R g e
AR B BUR N, BT RE 2 38 o &5 K AR AU I 259
PR BT R, X BIRRMEY, STEHE
H LI 25 ik U S LR RS, DA A R IR A AN
M. JihBmRME T Z AAE SUR N —
MNEHRATERRAG . FREMH, X ERK
T NAE B Rl 5 2 B T BT 2 IR B X AR AE X
RIS R, TR & SR YT T B, R4
[T B, HHEE UM AR . E245%)
LR A AR I B CE R R 9, A B 2 o
BERWCE T E NG RR N BB 2. Xl
HRYT 7N LA Z 5 1 B 4 ) LIRS R 2R

LR

i

SO ATT A R AR AT IE RIS R R, W R AR
R, AR R AR N —RIRT,
FI AR Img « kg ' o d IR JE A BRI 45 77 2 1) L Al b
R, REIRMGE JG NAE 8 ~ 12 J& o5 KA 7]
AW E R, UBRER. KEFEBER
B R R 5T ERE R E kS T 0.5~ 1. 0g
(JLEE 20mg = kg ' = d) HIRB rhiiifyT 3d. X
B VRIT SR DINS B, WER KA T A RhER
HH, EAMEFH P 257697 DINS. S i)
TR AR RE B R BRI IT B MR A
B 1 2T

3. g5

BRI B R K 2B BUR N 45 A AR 22
41 LH B R AR 2R AR SR, (B 468 2 A R0 24 )T 7E
PRI EE 4PN D 0 ZB0RT LV 7E (19 7™ B 14 T R RO
TEMEEE LT, X FORE AT RE 2 fi S AE 4 SR N AR
i, DR 2 PR R 2 1) A TR N K 4 it . 7E ST
iR i) [E)7 Ntz spen i s )7 NV RE SIVA VS 5=
15, B 1k AT AT AT e 3R AR AE B4 ) L 25 P R B
PLEEAAE FIRAE RE R« IX S EOR(E 5 ] R 3G K
W BB RIRE R RN MG 2 R, K R BLIX
S 5 52 6T {3 S B ATk e et B2 ) LB L B
EHE R REE ., — BB ) L2 B U B 45
BAE, B URWREAT . SR R SLRIE
HER, TIPS . WS, WRAR
P DR 1) 71 2R B R R VA AR B, NS B
G B VERE I R VRTT . SR ISR G T
IR 55 25 i O O () 9ORE B, SR ARRRE IR IR B A
5 Je A= i R 3 RIE AU o

R TR R R 2 U R R G AELE L
BENBE R0 AR, R LA BB AL LR 7
e E e R E PR S T B R
DA K TE 0 T2 B B B8 1 A5 ) 4 B W 2 RO R VR TT . a2
A A T RE LR 3 52 5 B R 4L
TR L BD . B N AR FFEY, DR
AR 4 ) B IR A B AR VR T RCR

2Ek (B8 )

(PEERDSFRE)2023F9 AF 4355 174
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1 BHHER AR S LR RN ENTIE

B M@ 202347 H 27 H
Mo R WA LEEREAMRE T
F #H A KRR, MW RER AN
SERE: FAdJLNEL WRERERY = FRAEL
MR, AR, R RS 17 AR E

—. BILEEEmmRER RS

BIL, 55, 3H 19K, PL“mz#hzE 3 AR, "Z.
[ A 20 R ARETRABE. BILEER “d%
KG9« B ) LB B i  shibk- S8 & b
SR FLAR P TR B BEv6 YT, T CPAP 4l
S PUERS CRARFHZIATE) SEXPRERYT, BT 18
K, wEHbt. Hbifs XK ERIRIE Lg%, &
PRI 322, HFE 12 KRIGH “MEFRRME” FRA
B, W “HAEILNE. XREMEEAR. 4i4E
FEDEZ . UM WNPENG 2. o R oA AR
7 Yetadk / BERERME? 7 ERIRIT 13K, THUK
go, BFRME, RETWSERST, HEHb 20 R
RATTCHH A R B R, TR R 1-2
P, R g, vy, #g 38.3°C, BrAh AR “Fi
TEPUMROT R IR TR B (BRI EATE 73 K,
LTI, RINPE R VEE A, BRI,
XU )8 R4t FERPIR 2R 70, SRS, T4t
BEAERE iRy, W SVE MR . WLIK I BEhS « i
L. BFRAR. SRR BRE? o o RMEBE
PERUR? 7, Jefa T “SkAumEls. kAR E & B
M. B R ER” Py, #E N RIEERE
H 2.5g qd” %EH 3 REHIT. BILHFTHRYS 60-
T0ml/ IR, BFRMEFEN/NEFLL b, W A B AF
B, BRIRWEWS5-T R, T RETEASRE KA, P
KN E, BARATE. AR B0y, 1Ti2LL “Jif
%, WUMSE” WNTREL RWLAK, &)L R B
%, BWE, WIRE, KRAMEIES . R A5,
REAERT S, A e I A s A s
#G2P2, fRWs 39+2 F, MF=, SE/KFE 40 /N,
FOK T REFEGY, il adi o, AR 3. 05kg,
HAIfAHE 4. 47kg, REWTE, EFESAREHK
1. 4kg, KEIBW. KL TRk, g a.: &
e 37.7°C BKkHH: 160 ¢k / 43 FRWZ: 50 ¢k / 43
IfifE: 80/51mmHg; #iF, AHHH N ZE, FRICAHEI,

SO M E A, BN ARNR, oG, KEZ
S, SkPJEmHE, /T P8 £ 2. 5emk2. Sem,

PREETCEE B, WU FLAF RAFIE, X6 R
PTG SR, ot PP, =IMAEFA

PE, RUIIE R, AT RS E A,
F, DETX A SM I /6 4435 . BERSAEE,
AT 1. 0cm, JREK, MR K, Mg s, M
JEARREIE, PSR 3, WFET . APtz
Wre 1. JIRE, 2. %, 3. GetafhiE (2
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