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Research advances in sporadic late-onset nemaline myopathy ZHAO Bing, YAN Chuanzhu. (Department of Neurology ,
Qilu Hospital of Shandong University , Qingdao 266035 , China)

Abstract: Sporadic late-onset nemaline myopathy (SLONM) is a rare, acquired, and treatable myopathy with a sub-
acute or chronic progressive clinical course, characterized by asymmetric muscle atrophy and weakness in the axial and
limb muscles, with or without involvement of respiratory and cardiac muscles. The only definitive diagnostic method at
present is the identification of rods accumulation in muscle fibers by muscle biopsy pathology. This article provides a re-
view of the clinical manifestations, diagnostic evaluations, muscle pathology, and advances in the treatment of SLONM.
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&M AR AL (sporadic Late-onset ne-
maline myopathy , SLONM ) J& —F 2% UL 1) 5 K 3R 451
WUR , BN UG J s, 52 0 2 PR Bs1s 1 f Fre M i e
AL PRI PR 9 I A v b LN I FSCAS X R 118 L PR 25 4
FTCTT, WE LA (L2 SR AR IE T 1 F 25 A
H AT ME— A 812 T BOZ LA HH BE 6% & BLILET 2
PIFFRAARTURL . 43K , SLONM B b AT 7 M %
W, [ 1966—2021 4F , [ Py Ah SCHRXS T A9 95
4 4 T AS JE 200 48] . AR 3C 322X SLONM (141l PR 3
U B R A LR e BE 3R T O R A — TR e
I

1 fRBIsE R
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HEREEASAR . BEr2DA0 11 R R 5 i20% A
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L 575 R 5 Y mh R AL BT R Y TN R ER 2R ) T,
T A X2 B 2 R UL S K AN . 1987 4F, Dalakas
G RARE T RFRAR NI 5 HIV B R L I
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—J50SC Rk (9] B 4 7, SLONM AN HIV R YL ) 8
H RIS R 25~82 %, LR AE AY S 2 4F 4 7E 50~
60 % 2 [a), R F T 45 % LU B0 . B & KRR
FEAB A S . SLONM £ HIV B YL (14 58 3 - 34 % 0k 4F
1% 30~40 %, KZHCh B LB A, H 73% ) 825 DUk
FYREIR S T HIV @9l & 3, BOAFE 52 55 1 19 SLONM
B AR AN B A HIV IR AR A S IRE,
¥ g 5 EF R 35 AN H i KR 2 EE Y
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SLONM fiz % UL 9 116 R 2 300 W 2P a1 1 if
JE B X AR SR X R 1 DU R 3 g >4 2 4 LR G g
FY Y R E AR R PRI R
R I i o Qi B £ o 1 B G2 ¥ R ¥
CHESAE B R AL A LIRS R Y
“TESLAE R . FEEA ISR I U A R,
13% J3 SLONM FF &, 30%~50% F 5 25 7] A7 135 Al
M LAz 2R HRAMNULAZ B0 0007 A DL e |
e S R R T S B i 5 520 70% I E A
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W o F 3 i — 300 [l P 9 5 & B, 509% 11 SLONM £
T LAAT W Tl RE AN 4 0 I R 2R B, 1T 93% RY
SLONM 53 PP W Rzl 25 5K 5, LR 2808 H R B
Sy Bl 4 A R A M i T A LA B A [ i 4
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FEK(11%~51%) , vl G5 834 1 BE DT [ A [F] A
W37 BRI 2 AR HEAS TR A 5 2028) 0 jR T D
1A B A0 R R oD = R E s ik O 55
T TG A G A I RRE AR 5 IR AT DA SR 30 R 2Pk 508 P
PEATPE RO 1 e, 2 0L TR MP (9 2, BB
FEEE XTI M 67 5 A W B 2, SR D LAz B
A (R AL [R]e BRATL A 228 O Bl T B A2 B H R
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— 20 % 5 | I R R U ) e 0

3 ¥ B

SLONM [Ji2 Wi % = ZEAL 5 I R R B LK %
A B2 LA AR B LA 2 AR L TR 4 25 2
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3.1 SEEREAA SLONM Z—FhIESRAEPE L
I, K2 B0 1Y LR I ( creatine kinase, CK) IE
AR BT 53%~61% F E AT LR B
i B A PR R BR B 1 IAE , 3 b B v B A TR R Bk 85 1
Y K B0 H 1gG-k B 1gG-N B, A5 I 2 A 0L 3] 1gG-k
5 TgG-N XL o e 76 il B 4af B 45 781155030 £ MP (1Y)
SLONM &35 B 6 28 W 40 i 2 22 1E 3, 553 FRo& T DA
T3] B 52 P R 0 R b £ R e e (LB P R
Z KB BEIR M E B SLONM A & 1 MP & &
SCR B ) B B DY D BR 2R 1 I AE (monoclonal gam-
mopathy of uncertain significance, MGUS) "% ; 7% %L
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MGUS, H. & 4 # i34, MGUS 76 A BE H % B
KB THE . MGUS 5 7E SLONM % %5 HL i
FITERAAS i 28 .

3.2 MENABARE i, Tk iR E
FIT AN A 28 151 283 1) [l JEt P AfF 5 o, BIE A SR RO 4T
7ol AL EE, 1] 44) 2% BB S5 4E A3 3 507 52 v (motor unit
action potential, MUAP) 45 %5, {H J& i 2= K i) 8 35 vl
IR A 3K A MUAP, 82% 1Y f.3 0l DL & )21 B v,
5, 19% W B 38 7T LUA SR A . 5 —Tigh A
76 15 F ) SCHR A > R, 84% 1Y SLONM H 4 4
FIAILE B 230 LR M85, 10% B 3 0T DUA TR
A TEUEE , 3% B R T LA BN B4l ) 28 TR
MBI ERETLELEF"Y ., B2,
SLONM £ 5t 25 S 110 L HR [ 3 I A LI 4 40 55 ()
IPEA TG SR R e . B LA R R B
ULF WUR FLE TR R AEIRFEPE L 2, 1 24
BT — 1~ CK A 18 B YR BE M L s 1 2 5 A8 3]
SLONM Hynffig. J34h, B M e i L EHE AT v
KB MUAP I 4 B0 A B0 H 2 1), e H7 22 5 32 ol if
ZouR AT

3.3 WURWEILHR S WL RE L PR B AR T T
AR LA o HER T, AU AT L2 210 22 ff i M i
WURESZ SRR | LA A8 1 9 R R ™ SRR B, 3k mf
DL 7RI R T LRSS, BRI  efs 5, Bt
22 MR T2 WL PEAS R W L A G ER B T
ELBsel IR AR Sk P SLONM H % i LR S A4 22 v
BHER D, SLONM 35 1 LA MRI1ZR 2T 2009 47
2% B — A5 B 4 P R A VR B TR T R
WLk EEPEZ RS ok A B RAW 6 7l 5 1
S G WA MRIWFSE B, A 55 L S L E IR L
B IR L L B WL7E SLONM B35 i i 52
2, IR BN RHAEE LA 32 B A IBOKF
JA IR WLsZ B4R i X WL e, 200 KO B v
LR /INLAZ 2377 21530 1 B R LR fie , R 7K -2
JEEJILAZ B8 1T 4 30 1 > B LS B, /IR ZKSF- L H fa L
AR 32 SR AW LA # e 2 iRl i —3ok { H
I B A28 45 5 SR, SLONM H 5 4] 3 22 2 it
(WL ML e — Sk WL Sk DL R e H sz 2R, Bl
I 1 2 R ) 2 32 3R K R 5 A X LI JHE
WLAMI Sk & WURR B 55 AL, 1 e v L RN 24 D AL U 2¢
ANz B FIRRRIETE G ILA MRIZE LR K256
=B BAA FR Rt e (UL 1)

3.4 WUAHZUEIE  SLONM S0 (1 AL P s 38
FRIH AR -PLL(HE) Yoo T WLEF 4 RN B AN
8 TSy WLET 4 py o] LIS B P I LR, WLET 4 i
B AP R IR RS AR 9 B 7E 2 . Gomori
= (MGT) G 0 B R SR 40 (A R FTIRAA , A i 7
A Nl HEA . 50 REFEIR R BILS S i
“PUREIR " FIRAR 2 ZUUA T ALK T AS[H] , SLONM Ay
FEPRAAR T Z2 00 e A “ YR VAR sl S bR A0 A T 50K
(A ILET- 2t , Bl 7T T2 A B4R I ILEF g (WL 2)
X 0] BB I AT IRARIE AL AN [R5 56
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P RUL R Sk ) FA OB — Sk ILCHE ) AN X FR3Z 3R B F: DU Sk Lz
F. G H: LHANE) FAEEBENGER) B Wz 8. 1.5
#45 ., K. L:STIR P4 s M L2z BB . T WL T, InAUg ;
STIR : S I 2 459K 42 )79
1 SLONM & WLA MRI

FAPIR A WLET 4, LU 3 HE RS Yk, L
GRS, HE FIMGT ¥R G , FEAR/ N2 B I .
I PR A LET 2580 St AU i T(NADH) 3% (0, R P
PR (ACP) He 0 AR 4 5 P 15 1 (NSE ) H 03 1 1
SR 32 R UL S WU LT 4 M 26 5 H 255, 20 Ak
LR Y RWERE LT 4k LK BRR LT R AT B =
PR R H T (ATPase ) e (0 ] UL 19 70U £F A 24947 22 4 AT
AR DR, FE 05 FTARAR 1 L EF 4 76 R 1 o e 1
ATPase Je o b KA @, $2 78 MWL 22 RO R 45
FREIR . 300, BBE T FFARAARJILER 4k P 6 mT LU
EEBINLRL R A 25 R 0 A e

A~C:SLONM B & HLAFTELRBL . A HE e @75 22 (19 LET 4
LERERRE S LA IR AN/ B B CAN Sk TR ) s B MGT e (5
TR EL A U VD REFTAR A 0 TR A 25 4 1 LR 4 P9 (N5 Sk i
7)) 5 Cra-actinin Je €6 0 & PHAE CANEG 3K 178 ) o D~F 2 e RAEFFR 1A
WU 8 WL BRI . D2 HE 3 ({7 JLET 4 R/ N AN 3 B
MGT 4 075 52 2T CBURRR AR AR PR TTORR T 4E 25 48 (8 LA 4 19 LB
7 (CANETR 7R ) 5 F 2 a-actinin 4 (0B 5 FHAE (AN 3k TR ) o

P2 AL A AR A A P

SLONM 14 5z 2 8 12 48 T L 1R 306 Az s 28 v &
IRILET 4 9 A FF AR AR R 45 . SLONM H 9 FFR 4 38
HWR/NEAR<D pm) , A B FEMGT Y oY) i EANEE
Gy IR, N2 3 26 25 4 AT IR AR L EF 4 NSE 4 €2, fH
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PR ATP Yo [, 355 25 5 B2 #h 4R
LS4 el sk b 1 BT 42245100, BRAE SCHRIR
I8 , 3T 20%~33% (Y SLONM S 475 B 2 YH: 2 3 UG
KiJ5 7 Refs LAz 0 A LA BRI T LA
A #b 7 F B 5 UL PN RN/ A2 R BR AR £ BH AR H
Rl H RO 1) SR BRAE AN ELAE 2 kiR A
WL 8 BT Bt o 28 AR IR IE F LY W 2
e FEA N a- B L 3h 2 1 (@-actinin) AT
i Z FEAH S 1, W R LR A 1 (tropomyosin) |\ JIL 3]
M (actin) LR 2 (myotilin) 6, $T a-ac-
tinin FHT myotilin G2 41 £k Y2 8 0] DL R0 I 1
TANILER 4 N AGFT R AR 04 RE A 908 41 45 Sk /s 7
BT SLONM £ & LIS b A, A 119%~319% AL
LY B RAEMFEIRGE, BB 0 84 P S AT
IR UET AR 5% 55— J5 1, WLET 4k NFTIR
TG G IEAEA I FHFRAR WL , 76 2 REHE AL L
SR E BN HEN) RGO BRE  TRES
IE PRSP LG IR R T BRI ¥ T D A 12
PR PR AR A R LA R TE B R R AN JULAD L
W A Ak 35 0T DL 2 R [) B0 G WLER 2 9 A AR
At LA E O WL R s AR A B R 32
BRI IS A I R B FR 2 LA e AR BRTAL
R SEARRFIE 25 G H0 W, A REAE ) SLONM 217 .

AR SR Ok Bk 22 14 955 ) i 15 $E 7R SLONM &
— P RIIRYT B ARATHE L, UL PR 5 B b Y 5% A 20
Ji =2 9 A MHC-1 3R 35 42 78 A 9 19 B e 352 L
il 2223 Schnitzler & AR G R A EHIV
JEG Y SLONM LA BRAS H , 139% (1) 5835 7T LA L3 42
IR , 23% B £ 3 AT LA DL B SRAE 4 LA 4 ; ihi £
HIV B G% 1Y SLONM JIL PR 7 B 58 4 1 T R 58 4
43% () B AT LA DL 1) 5% 41 BRI 80% 1 i T LA
LB LR 4E3RFE . 2021 4F , Tanboon %5 Y] — Tiil 4
A 45 5] SLONM 3 () [l JB 10T 5% 387 < 66. 7% 1 H
F AT UL B AN A He g 5 LA MHC-1 3234 5 CD68™ Y
Fi 0 241 Jif 2 SLONM L IR A A4S v i DL 1 48 A4t G 5 or
A Y AT F) CD3 A CDS8 Y T bk B4 20 i 321
CD20* %) B itk I 41 il 75 SLONM 52 0, 48 41 Jfd 32 18
A B 5 TR AR LT 2 4 B 9 47 B S A AR S e
PR RAEFTES S T SLONM (1) &ML .

A3 75 /0 % SLONM-MP 1995 151 412 5 v , A Wi 8%
PG RE BRI 1 B 4% AN S A DU AR IR AR ILEF 4 1
JULISE R S5 PN, e 2 ] WL 3] 3 A R 0 R TR
T WU £F 4 2 6], 48 1 IA > SLONM-MP A fig 2
— PRGN REETIRYR . B LRI R AL K 2
£ SLONM £ MP i & LA B R AR 2ESE . B
H 20 F A MR AT e AR is 50 T
WL R B B, e b N = 5
T, S BT I S A SR AL IR D RE A2 6, IR B
HUUR T UL 4120 5 807 WLIA 45 #4 Fn 2 g =2
200 {H HRT7E SLONM 3 b il R & 30 AH 56 1
SRR
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SLONM H- A7 Bl AF W7 2t 18 1 s LA S I 1l
WL B AR RS A IL3Z 2R 58 H I R AFRAE , 75 S L2
iR L B B R E LR IR B DTRRE IL (Z
R IUI Lo B NUE F2 A R E B ILE R A
K FIE LTG0 25 Rh 2 UL IR B AR 5

5 BT kWE

HATIA R, SLONM & —Fh G e A~ 310 AR YT
SNV S (ERPS R SRR & P SIS TR o 1 S N
FEA 1 PRAF 5T i 45 FG J7 LR SLONM [
IGIT T 5 F B B R AR TR S e i
F) ALY K ST AP ER & (intravenous immuno-
globulin, IVIG) Al H & & 1fiL T 41 g (autologous hema-
topoietic stem cell transplantation, ASCT) .

TR B RS R K0T 1/3 B9 SLONM H
XA R o 2R AR IR e e e T A s,
TR I R 28 3 7 ARl B o i 2 A P R 2 e e |
TR A VR TT 0T 48 K 22 80P 5O B MP (1) 8 5 A [ 45
HR, FORT B B AT B RE L 2 LA T
REM ek . EAEEMNE, LT A B HIV A7 X
SLONM f 25 %5 B HIBE B2 B R IR T A 80 IVIG 8
N K EIRYT SLONM S A7 2L 5 %8, vl TAEBUAN T
MP DL K HIV #H OGR4 B % . 3t 1/2 79 SLONM
B IVIGIRYT J5 Al R AE AR k38 . ASCT W 8k H T
1R YT SLONM-MP, HAT 8 3K 70%~90% , A~ 51 52 K&
B 2 I ASCT ¥R ATIA 2 17-2320.23032:56 - iR
7 E BRI I ALY Ty B IR T R R R
B E SN A IVIG IR YT oA SLONM-MP (&4,
AIESA ASCT SR 95 SR YT AkI7 R E2ER A
CEIRTYT VR VIR BE R R R e ml v ) B R v
— A IR K T ZE K . X T B IR 55 N fE
it SZ AR AT B R 3 T SR Tk, RO
PR+ JE AL, SRR B i+ 3 ZE KA , I WA + ) 2
TR O+ ZE KA . I R N R BT
CD38 HL g FE ik GA B AR HPT , daratumumab ) I6 7
XF 4% B AT £236 97 AR TG ALK SLONM & Ff CIDP 114 f
H, AXERTE SLONM BIRTTH4E T3k

SLONM AE Jy —Fpa] 3657 19 U , [R] HeAth B 5 4
PEN T BRI —FE , BRI B IO, (H 2
G2 K o W A Bt 1 A D A 1 AR AL I S
o R S YR 7 it

6 BEERE

2 R & G Y s A AN R B
WLTE 3 583, 224 LR, 1] 28 80 A LB 408 3 [) Bsf A A
A A& H A7, T AL AR R G BH B T e N v
SLONM (¥ ] fig . MRI 7 9 38 HLARRAE PR 1 LA 32
S AT 2 W . LRI TG R 2R I — 2 B
HLEF 4 B A AR R AR IS W i Gt . Z 88 H
B e 4l A e A B & BB LT 4k N 4/ iy
PVPRERFIRAR . A2, S B S il ia 7, % el
HRHEWE T EE,
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