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#1 nuclear matrix protein 2 (NXP-2) #iikid, /NEDORBEHA
(dermatomyositis, BLT DM &BEED) ICEWTHI 20%Z 505
FELECHATH Y. HE, BAGIOREEEEINTE
TW3H, EENERICAARL, BEEECHEEMERENS
WMERNH 270 L, INBFIEDEVAHSNZ29, HAlL 18
R CFEOBEEBENSIBED, 20 4FRLDHAORMEN
BELL, £BOERGHERE BENEZ RO BEFRED
DM DEEFI ZEER L Ic D THRE Y 3.
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F5F  MEHAET, #ERS

BEERE - A0,

HSERE | NERTIFEIRE, HERMSERIGT = AERICH
B, REFERZIEBEHICHS. WELL, BELU.
RRE - 2018 F (18 /%) L DAFOFEOTLGER M
BNTELGLL B oD, FRLOMIERIE AL, ETR RS
U7c. 2021 & D EBROMBEICIIHNHIRL, BRRERL
fo. 2022 &£ 5 BENS, HRAICHFHNSDILSE LA D HREE
ERD, 8 ANSEWVINES EIFsham<<@or, 2023 4 1
BhS, BEYFEICOEENRE U, FIEZZZ U
91 ERBT 15 kg DBEERBDHH D, KPR OZRLRHE
WEMmNET, BP, BHREEBROLEZERIN, SRANE

N ABREiore

ABRRFIRAE @ &R 175cm, {KE 47kg, BMI 15.3, IE
129/65 mmHg, AR¥E 118/7, R 36.5°C T, MD\FHEERICESR
FiRIER<, NUANO—7E, FEYLH, BESHEAOTY
NOV#E BN, ¥3—/IL#EERoH. MEIH®
ETAKLE MEOZE EEBEdEh ol #RENIC
&, BEFIEERT, RIREFRICHRIIRL, BERMREZROER
Mole, FEOEMBPEFHES IR -1, BHEE, FBOFIE,
W TEEERH. BEERBRN ST, FBEUBEAIE TR
ROFAEDHERENH D, BMITOREBRIEIFROIEETH
fo. MFETREEHRNMEHBELTED, ARHOSOBHR LM
MHEEET (Fig. 1A), BEHANEIC & D FIBOZELREE IFEE#H
THoTe (Fig. 1B). FIEOEFIRICK D (Fig. 1C), ENF
HRDASHT, BAOREETEHA >/, BEE (Eii 757
70°, {RE-60°30°, #ME 90°/90°), BIRIEN (BAh-25°/-40°),
FEIE (2JE 60°/50°), FFISEHRAEN (B 0°/0°), AL - =
AIISETRIET (JEM 80°/80°, fHE-30°/-30°), A%REA& (JEHR 100
100°), EREE (EIE 0°/5°) ICEAEimIsisEIRIH 5. M
FOTLHBZE EIEARAEETH D, HFHAT A N TIIITUBTAL
B2 LA, EBAH4 LRNIVEEEEZ Snfch, BEEED
Te S IERE7R ST ISR EE TH > fo. PUEBERETIZHEE L TL .
EBERACREREE FROEH o

REMR | MFRETIE, AR CRP OER, FRILOITHE
[FTBDIBEM o, CK2721U/ EREDO LR ZRHID, FFEH
BEICEB(F <, FREBEEIEETh . ZILRT—EF

(Received January 11, 2024; Accepted February 15, 2024; Published online in J-STAGE on May 25, 2024)
This article is available in Japanese with an abstract in English at www.jstage.jst.go.jp/browse/clinicalneurol.

©2024 Japanese Society of Neurology

o0ee


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ja

REBIER S
BREHIEA 5 & DERREAL I 5617 U T B B A SSIE D NXP-2 AR IS RS D 1 1

Fig. 1 Joint contractures of the fingers on admission.
The tendons of the flexor digitorum superficialis are shortened (arrowheads) (A), and complete hand opening is restricted (B). Complete hand

gripping is restricted due to hand flexion contracture (C).

Fig. 2 Abdominal and leg CT on admission.
Plain CT shows high density in the gracilis muscle tendon (A), the iliopsoas muscle tendon (B), and the Achilles tendon (arrowheads) (C). CT
values of these tendons are 70-90 Hounsfield Units.

14400 EEEERULTWe, HLARS Hifk, #1 Mi-2 Fiif, 1
MDAS Hiff, #1 TIF1-y FiikiE, WFheETH . —A,
T NXP-2 4%, #1 small ubiquitin-like modifier activating enzyme
(SAE) MtAE REILEE— VT RY YT OY T« Y 7ETHRE
Lic& T2, MNXP2 iR GETH - fc. #HHERITIE, &
BT EERS, KERUOEBARIC T, (KIRIE, (ERFETREREOZESHENAL
BAIZRUTcH, RERRFOIRME B RMEPHIESURIFROEN >
fo. HIRMEEERRE Tld, %VC 57.8%, FEV 1.0% 99.7% DR
MRREEERO. BIEERETE, ROEOELLRRE
SIRFEHEAS, EBEEEA2Z2ROE. LENRFERETIE
HRHT, KRBINER CT T, MEMRMATCELESS
RN ofe. DB, FEIEM CT T, FABYEBER &
HORYCT7F L XARBOERINZFZESH I (CTE 70~100 HU
(Hounsfield Units) #2E) (Fig. 2). TE&H MRI TI&, short-tau
inversion recovery (STIR) A CTHAINAIAH ICEESHE R
Hic.
EXBRESOHERTIE, YUY/ EROFBIRIOIELT, i
HORNREEZRTIE R - foh, RGP EREE R

418 ERER RS

(Fig. 3A). HUMMBE (I Bh >fc, RERETIE, BHHRIDBIRE
IRAEEIRIC HLA-ABC ORIRERDH D & &b lc, ALIOEM
MEICEREESHILEEROI. £io, HFDEIBOEIRE
KIEZIVIAIAEBEREY VOB ANRRIELTED, RE
FMWIcH DM EEZBiE e (Fig. 3B~D).

AB&RE 1 NXP-2 FUEREIE DM & 2B L ¢, ARt 10 H
BLOZ704 R/ULZAEE (XFILFL RZVOY: mPSL
1,000mg/Bx3 B #27—J)LEZLR=VOY 30mg/BD
BEEETWV, CKIE 21U FTET LR, BBIE, THPH
ICHALT, FREFETHROMNR WMTESCEMRLL. BE
g, BREAEISNER 115110°, BREAEA/ERE 110°120° & ERHY
ICHEERS, FOREEHEORETENIL 10kg/7Tkg &8>
fe. Eﬂbb\aﬁ%twﬂﬁz%tﬁ”&)t;b\o =h, NBR L TOBF
MNSDIIE EMD TRERICFEEEDE S AY 56 cm BLERE
THofeh, ,c.%fﬁ F49cm U EETHEL . BEEOTF
L ZABED CT fEld 70~100 HU RETEZ [Z BN > Iz,
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Fig. 3 Pathological examination of biopsy specimens from the left quadriceps muscle.
Hematoxylin and eosin staining shows mild to moderate levels of variably sized myofibers and myofiber atrophy in the perifascicular region, but
absence of any mononuclear inflammatory infiltrate (A). Moderate to marked expression of sarcolemmal HLA-ABC is apparent in the
perifascicular region (B). Membrane attack complex (MAC) deposition on capillaries in the perifascicular region (C). Myxovirus resistance protein
A (MxA) expression is evident in myofibers, predominantly in the perifascicular region (D). Bar = 100 ym (A), 200 um (B,D), 50 um (C).
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A, 18 M CFIEOBEMMEN LT U TRAEL, 4 FR&IC
SHOERLBHEMIET L ICEBHRDIES TH D, BEH
WEEHLTWB I ENS, HUNXP-2 AR, DM Z5E\W, T
HIRBETIMICE > 2. 7L NXP-2 FAB M DM (&, BB PR T
2hE, WTRESE, ARLEZRHET 2, XOITIE, HE
YPRTEEEAL, HIERERO 4 505 OEEHAEL &
ol B TH -7z

L NXP-2 Fifkld, 1997 £EIC Oddis Sl & D, # MJ k&
WS EAIT/INE DM ICBET 2HiihE LTI TIRE S Nz,
FUNXP-2 FikiE, /NED DM O 20% % 65 hY (RIEF I
FRRE 58 /) V., MEDOALOFETIE, KEFMIC DM &
ZHISNIZBA E18/) IKEVLWTH, DM BENECSHED
55, FTF1y PAEICRWTZERICEL, 255%ZELHHDES
Nn39. BAREOH NXP-2 iR DM Tld, NERIEDIE
FICLENRZ &, DM ICRENBEEPEIGLIENERICD L
BHEBECHEEMEREDEENZVWERESI N TVDY, K
B, 18 MEBEFERET, BEEBCEEEMEEDOSHITH
5NY, REPBERENDRES, NEFIOHEEE LTV,

INBRIEDHT NXP-2 FiiABE1E DM T3, BIETNE TSR
FIREENn 3", BEEmiEz &0 LIRS, BHUSKIRD,
BRAFIESITIE 19 MEED 1 fIOHTH DY, FILEVYFVD
INBE A ERRE LR TIE i M IEGESH% 16 FlD S
5 741T, EEOHERICESMNBECHOEBEM, > TW e
WEINTWB,

1 NXP-2 FLiRBG M DM 12 & | 2 BIET i DR (£8E S NI
BoTWARWD, BOBMRLY LR, FEE BEEEHO
HEREDERNHZEEZSNSD. PINXP-2 FiiklE/NBE L
ADWINICEWTHAKEE EBRICEENH ZH29, B
Al E B U TONEBITHENS D, SSINBFHOHRTIE
FHMEWEIEARAREENERITZEBREINTWVWD?, 1
NXP-2 #iE M DM ITBR S5 I NED DM T, BIEE (F5HE
PRICASETHHRT 9. AFITIE, FRELBES &
BOBRY 7L ABORE LFEZRS, ARILEMETE S
EDCTETIEABHN > DD, BREDROARKI PRI %E
RERLTWBATEEEN B B, iz, BOWEUNCS, AHEE
BRET, EHEEOHMBERDTHED, INSOBRDESRIC
KDHIEERELIcEEZSNDD, BEHBEAOHEOERE LT
BHTHhHbh, SHROENDEENDLETHD.

AEITIEMUERMHE TRIBEOHERENASN, HELL
HEEREE 2 B 2. T NXP-2 JUARZIE DM (&, EELHER%E
ET32ENMENTHED, DELTIE, BEEBCUERMF
TIREICH SN D9, INBHIERAFITIE, FHERDEE®
PHICHERERBWVWEEINSY. H1NXP-2 FEBEDERALIT
&, EUOHNEEEZIFPITVEDRESEH N, AFITH,
M ERSEM OBEENSFEAE Uz, NEOT M MBSO
BETRBEHOEENSVE SN, K THSNIZERR
KERD % S EEDEEMRIEE EF DO NXP-2 Fitkk3iE DM
DR DO EREED S 5.

T NXP-2 HTKEG1E DM Tld, BEHTAOBE DS CK ILE
SN, K TEEEOHEMEHE > TWoicbBEbs
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9, M5 CK D ERIFEBETH o7z, 1 NXP-2 HiiABME DM @
HRE TIEREMIEZEN A SN DN, KEDEHREFRRT
&, BREHRICREBN R RIDGHERERDOLEDD, RIE
HRZEN S I o fz. H1NXP-2 FLARGE DM OFRET
FMINBEOBENHNETORELREELTED, SHELH
5% DM BETREEDIANF—%2EITZLEDHREHH D
M, RO TIEBIMEECHREI DR IERDEMN o o, BREK
MICH, FRIR< HEMMNET LT &P, RRE TRIE
ERBT RN EMN T2 &iF, BEDEERENRIABERE
mUlcieh &EZ Nz, AOILREEED HIR & Bk DIETE
{LICERZENH SN, ZOBEE L TIE, NEFIOBEE
BORHEHEL TWeZ &V, HRDBEELT DR1K D EAE
REICHERDREEL TW e ENEZENS.

U NXP-2 HLRBGIE DM T, BARE &/NBOBEERE TIE
BARERIERD, BERECEOWBEEZAEH L TVWIIES,
T NXP-2 A ZBBIICIRE T 2 2 EABWIC DN D, BHE
FRE DT NXP-2 FLREGME DM (&, AAID K SICEHARE L TDH
EFMRIIBETHZHDOD, HEMRCEEE, L DOAEEE
NHh, EEDADLIETE ST s, RHOZHEABENE
TTH.
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Juvenile-onset anti-nuclear matrix protein 2 (NXP-2) antibody-positive dermatomyositis
with joint contractures before manifestation of myositis: a case report

Eito Miura, M.D.”, Tomone Taneda, M.D."”, Yoshitaka Umeda, M.D.", Maiko Umeda, M.D.",
Mutsuo Oyake, M.D., Ph.D.", Takashi Matsushita, M.D., Ph.D.?, Ichizo Nishino, M.D., Ph.D.®) and
Nobuya Fujita, M.D., Ph.D."

1) Department of Neurology, Nagaoka Red Cross Hospital
2) Department of Dermatology, Kanazawa University
3) Department of Neuromuscular Research, National Institute of Neuroscience, National Center of Neurology and Psychiatry (NCNP)

Abstract: A 23-year-old man was admitted to our hospital with a one-year history of muscle weakness and atrophy. He
had noticed contractures of the fingers of both hands from the age of 18. Examination revealed a skin rash including
heliotrope rash and Gottron’s sign, joint contractures in the extremities, dysphagia, extensive muscle weakness and
marked muscle atrophy. The serum creatine kinase level was 272 U/l and muscle biopsy showed typical perifascicular
atrophy but little lymphocyte invasion. There was no interstitial pneumonia or malignancy, but muscle tendons showed
elevated CT values suggesting calcification or fibrosis. Anti-nuclear matrix protein 2 (NXP-2) antibody-positive
dermatomyositis was diagnosed on the basis of the serum antibody level. Methylprednisolone pulse therapy ameliorated
the skin rash and bulbar palsy, but muscle weakness, atrophy and joint contractures were resistant to the treatment. There
have been no previous reports of young adults with anti-NXP-2 antibody-positive dermatomyositis in whom joint
contracture became evident as early as 4 years beforehand, which is a important feature for differential diagnosis of
dermatomyositis.
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