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Abstract

Objective: To improve our understanding to idiopathic inflammatory myositis (IIM) in children.
Methods: The clinical chearateristics, pathologic change and treatment process were analyzed in a
pediatric patient with idiopathic inflammatory myositis. Results: A 9-year-old girl. Proteinuria
was the first symptom at onset, she had muscle pain and amyasthenia of double limbs, laboratory
tests suggested creatine kinase and myoglobin increased significantly. Electromyogram test showed
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myogenic lesion. Muscle biopsy showed focal dissolution of necrotic fibers, no obvious inflamma-
tory infiltrates. No pathogenicity gene was found. The patient recovered after the combination
therapy of corticosteroid and immunosuppression. Conclusions: The differential diagnosis be-
tween immunemediated necrotizing myopathy and genetic muscle disease in children is impor-
tant for the atypical pathologic change in immunemediated necrotizing myopathy. The combina-
tion of corticosteroid with immunosuppressive medications and intravenous immunoglobulins is
effective.
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1. 51§

R 2 9E 1 LI (idiopathic inflammatory myositis, 11M)2& —2EL55 BRI A B i DA DY S 3w LIS 1 o8 2 1)
RS AR RN SOREVEB o 2008 ARE SUNUNLAF 8 1 . I8 S 56 PR PRIRE D RFAIE - [l /4038 0
SERE PN EE, 10~15 BRI 45~60 &, Bz Wl 1:3 [1]. @ik EREHIA 1 141 1M E)LizyT iR
(AT, B RS R PRIEE A X 3 F B G g% 50 AR

2. IEPRFR

)L, L&, DU, 2010 4E 8 A HE.

2019 = 5 HIA “RZmk 10 /K, BUFEIEME. TERZMR 4 X, MR 1R” ANBt. BILAFE 10 RKH]
B, TN E, WY R, TEMMZETZ, TEEAYEAEATE)RIT 2~3 K, BILHGER
PRI, AN, 12/5 22442, T R IRASE. /N JLRRERL, TN -REEP EIRT, OR
UpkE . 4 Kar ) LH ISR B, AEATE, FIRELER L, SRR REILELE AST 2276
U/L, WIRR¥EE A THF CK-MB 1921 U/L, WIERUEF CK 101740 U/L, {EBEFH . EFHROVIAIT, 1R
BOHHBLMLIR, K HE X Beiadr, il “1) BASUEMEE 2) SO R 7 INE . BILEREREE, ik
Ri—f, BHN—M, KEIER, MRAORE. FELH RN,

BILR G6P4, RHTIEF, TRk =E 8, HAKE 2.65 kg. JTCENRR L. SRS, dF
VTSREENS, SR T AL o 5

ANBi#iik: T365°C, P96 X/4, R20 %/, BP92/68 mmHg, 1A 20 kg. #HiE, K. KRB,
B R IR (B g, R WS K T B . 4 SRR g A f Fe b oK. WA TE TR ML, U s Bk A
TR XURIFIREE, RE T RIED &, ORES, OEA, KEROERE. BHTPR, TE
i B, PR IR K, BEIX M. X ERE LA 0 G S WV K, BT T L
N~ . il ©V s SRR T3 1E%, SR LK i s, i&shs2 iR, BERSTIER, Bmig,
RNk EA J1, CRT 2s.

BJLABEE T : M AL 7.4 x 10%/0, PRI E 2t 41%, M8 141 g/L, /MR 477
x 10°%L. JRWZMHT: HLE 1.014, FEEBIYE, 204000 0.00 Mul. I ULEREEE CK 24850 U/L, LRSS =]
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TH CK-MB 1148 U/L, WIZLEEH 2427 U/L, WRIRZIEFEREE ALT 1210 U/L, RINZXRARA LN
AST 849 U/L, FLEZMiEHE LDH 4570 U/L. WLAPUIAIE: Bt SRP HLR(+), T TIFLy Hiik(+), RN, H
PRI BUZHURBIPE(H) IR, SRR BUARIPE(+) . FRR S ARG 4 362.60 U/mL,
PRAREREE AR 313.00 U/mL. HUIRARZRI/KFIEHR . EB ATi: EBV 5EHiJE CA-1gG [, EBV EhiE
NA-lgG BT, EB 6% 19G FifkmsE& /1fAtk. EB-DNA. CMV-DNA. ¥utijp e DNA. it mi4es
19G Pk FILagPumi. SR, W7 — AR 7E. A + B, e, % 6. Mg
SR W R R . OERE: KEBUEF O3hE. 2019.06.03 /ME MR: 1) ZM/NEILA. HLA R
TREVERHEAE TR 2) SR AL /NMBIIATR AT R B S S, 2019.06.12 JLHEE: PLIEHESIE (5 3)
). FRUSETUM T R 4ERR UG . BERRULIR SN RS H K. (RAFIAE K &R Hie s 4 Q10
P ENVEFRIRTT, SIUVUREEM, WU WIEE TREAPIE . 2019.06.06. 06.07 AT LI EHIHTT,
BB 1 mg/kg HR. 2019.06.19~06.21 Fsi % 10 mg/kg x 3 d vhifiiayy, HENIEERT N, 4K
FWeE, W HEARE, #UTINERRIZE, FKERREAFEE .

HBE S LTI RE NI ANREICRERR: 1756 W], 1R, T 2019.06 FXAEREAT WS R (72
/NBR), RERLE R 6BE HE Jett WALIRI LT e 4h Sr 41230 Z kB, R WA . WLEF4E K/ NR AR,
F4% 15~55 m, A ULERAE. ANES AR NR BG4, R IIAZFRE, BN, el < 3%.
A DB D Vg TRV B U A LT 4E, 3B WLLF 4 28 K, AT sE R, Pl LA 2R
g, WUE/NIAEY T, RIS K402 . NADH et 2Ry, WRVLA 488040 1 . NSE Z4 (5 10,
JAMIRTE . FWENAF4ER Y. MGT 4eff, SDH Zeffi, COX 4effi, ORO 4:ffi, PAS Jettf WLH & 7% .
Ho g HA: F-myosin. S-myosin WL RIWIAF4EEE L 73 A Dysferlin WUBEILET4E N ik KE 45 Desmin
LA 4 ] RIE KBS 5] MHC-1 U (+); MAC LI (+); CD68 ML JE [l JULAF4 R BR U E /> VR (+); CDA4
NAl(+); CD8 MMl(+); CD79a(-); MXA(-); a-sarco. p-sarco. y-sarco. d-sarco. Dys-N. Dys-C. Dys-R
WLAF 4538 5)3%3%, caveolin-3. calpain-3 JILEF4E N E5)(+). HUBE R LR WUR LRSI EL, Rt WL
JRAF AR AR TR, RAR WA BB MR ESCE . ST SRP FLk. $1 TIFLy HUikRH .
SR T IR A R I R SE R . AP R 4R TR 1 mo/kg R, [FIIS FREERUER S & 5T
BHEH K. (RATAIIBA K R B . il Q10. ZR4E ). =4k B ZHNUEFIAIT, WG HFt. 2019.08
T NFHEREE (400 mg/kg/ R, 5K, E&E 2 g/ke)iiasT, FREEENES 2mgky, R CK
1860 U/L, CKMB 402 U/L, LT BATATE, EFEMREE. FEJILUIUIZEESEE, % 2019.09 7] 17
LT alr, AR T . 2019.10 £)LHILEYRE, 2& MRI: 1) L2-4 AR BRI, etk b
LBk, BERERGEEEYT. 2) ML MR REMK T2 55, Z/NRIESMUS
TR NERH KM . B LI EZa B 4, SRR E 2 0.75 mg/kg. 2019.11. 12 4 HIAT APk EE
FISE IR AR =097 (2 glkg), &)L, (BTSN FRikl, REERAENE, & T 2019-12
TR A ve S R] IR T (246 7R A 1.5 mg q12h, S5 AR 25 9& B R #2 77) 5E) . 2020.01. 02, 03. 05 7 HI4T 5
VU -BIRFERIGTT (2 glkg), 2020.03 BAZ 4 0.5 mo/kg, JEIE B, SN IEREIER, TH
7RSS, ATkEE, 2020.05 &AM UUER S . WAL KPR 2R . 2020.07 152 F R Kk
IR LRV A 2020 4 12 A, BIUREREARER, TIEWAR. ¥,

3. i
M B 598 JE R BT 2 0 9 R 7E A S A Bt b, PR e ol e R 25476 0 1T S e 4 g2 57

SEIER . 2004 R 2 LA 97 H 0 (European Neuromuscular Centre, ENMC)F1E LG BT 5t B E
HERHR M2 WA E(ENMC ARAE) ¥ IM 439 5 28 2 AL 28 (polymyositis, PM). 52 JJL# (dermatomyositis,
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DM). HLisi{A L% (inclusion body myositis, IBM). 3E4F 7 14 1L % (nonspecific myositis, NSM)Fl 452 41 5 1]
INFEME LI (immunemediated necrotizing myopathy, IMNM) [2]. IMNM 24 W 2 s 18 1 60 (3 3w LG
77~ IWURR G S5 T v AUL AR B 2 UUE PR A, (E 3 22 G 2 AT LK B LA 4R 3R BT 2R IR AR 2D WL BK
TR AN AR, PRS2 AR M B P R R B R MU A 4 50 o 1288 L LARE SOV il 2 B  ,
TP F A PR B G 5, I PR R BRSO I v LG 73~ LIRS » S50 =46 2% DL LR P (creatine Kinase, CK)+
WAL EE F R T m, WOER o LA 4E SR Ve At  JoW i RV, 0 m) =5 8 9 JE R AL -
SLRTEME B IT A — @8R, (RGNS, WUERBIEE AP &, B DA 2% 8 1 st Bl
AU R 2 P B, Bt — AT BRIl . 25 SRR IS WUR A G BUm 2L R, TR SR 1 S e i)
S ERE IR IT R, BB e, WURR B S VLT R OB 2 1R . LB IT IR, A
EIR B A 24529 14 M H .

M B R P ARSI 21 = 7K ) B S Pk, Wil g8 i 5P B (myositis specific antibody, MSA), 5
JLI A Jo-1 Pifhk. % LT Jo-1 FidkItE, Bt SRP bifk. Bt TIFLy BiikBAYE, $i SRP HUikFH MM B
WRIAZMERAERFENLR, ISR RUE = A R BSOS IR R I, B A O lE
2R RERIUNTZ A RS, Toai > S REAIR I, A 238 KT SRP JUIRAE RS 1 S A
SHEIRBEME WU bR EEPUAR[3]; BT SRP PUMAR P 06 B — B IB T RNAME, A e sz, 1%
BLR IS MR B, BRI EREA TSR, (UM ER/KEA RS, EmAEE ik
T RGBS LR o IM H PR ILAD B B B PE, W AR HRIR R . RV BIIE. KRG
Wi, Ko BF PR TUARRTE[4]. B LBRILR RS Ui s, Uik, uidiidhiispifg. H
RIS A BEUAAR S AR IR BR 8 PR B, ELAA AH SCB FA) lh R R I o

BERIRIT UM [ER 250, a7 R NIRERA 1~2 molkg/d, 4% AU S 6T T0 R a% Ak s w ] jin
KAVE RS I R 225, AN YA RPEER . RIS BN, RS, 28
JUS AR 1 mglkg/d PR S Va7 BCR AN ERAR, InoRas &2 % 2 mo/kg/d J5 S T BF B EIE AT,
FrUATEIRYT ERRAR TR A EIEINA T =4 . byl 3 a5 K [ 8 85 0 & O B IR BG40 4 71 28 245
Yy, B R EE R AR AR, 1% LR A v S R R JE B AN RS, I R IR I .
Jhk 9 5 402 BR 25 1 (intraveenous immune globulin, IVIG)E 4% 32 I T4 BhiG T, X T & R IEAE A
IMM S B BB . G IHIF AT IVIG b3 BE A s P 7R 7 BRI [5]. IVIG Y97 R L
B I LERF I 1A) 9 O 4~8 i, P DA €14 24 . 1%L H 2019-11 JF46 2 2020-4 "4 4EH IVIG, W& T
[ESAREVE

TR IMM BLIZTT AT, e T RATR B & G LR PR, JUIR G N5 IR sEE
WU, JptE st e g, WUEAS EA MR LR E A, EERDNLI4EIRIE, e R > W 2
RV, R — B HNHNRIT BORAE, H 5 R 8L SAHMES I B B0 3E R AEIUR[6]. I
PR EATARSE LB e H ST X iaT7 T RS 7 AT %500« AT HER Y IMM B A
A IMM L, SRR R IVIG 28 R IT k.
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