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VA EE R (Nakajo-Nishimura syndrome : NNS)
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L7, MRERZOREAICHEZ 5T 5Y 208, 1950
AE VIR LR S R RN R 22 2 AR SRR O VEA 5 2%, MU
DERFZEH 2 F— DB E LT [HET AL VA
EAMEREERE] 5 L2 208 M) % P,
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LRI AYITH o 72, A8 B 2009 4F (2 JE A 7R A B
e B A Bl 4 A M BB v IR 9 3 D IF 78 B 43 B S /R
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AF TR, AL - KEFRE A L & LBy & B
B B IS B VTR0 B DS D H B Y.
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20114E 12, NNS® B K A5 PSMBS (proteasome subunit
B-type 8) BIZFERIZLBRETUTT Y — AEEALT
HBHTEDNHLNE RS
PSMBS#EIZTFIL, MBANTY YNV HMEEZBIRY T
OF7Y —ADFERMY Ty hO—DTHbH, p5iYT
2=y FEI—FLTWAY NNSTIX, PSMBS p.G201V
ERICEDBIOFEN) TV UBEESELIKETT S
XOICHHET A4, peF Ty P EDOHEATDENT 5.
CHIZEY TaFT Y- EARIEERAEL Y, BRILL
TUFTYV—ABRIT S, &5, LU M) TV VR

(PhEIRIE 37 1 162-165, 2020)

H, A AN—EHIEED KRS KT T2 Zo#KE,
MIBERIC ¥ 55 1k, BBfbs 87 B25%M L, IL-6%
IFN-inducible protein (IP)-10 & W o 72% A M A4 ¥ - 7
EHA L DOEEDICEL THA DIIEERDVER I NS LF
ZAbha.
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NNS&, S/NEENCEIC AR O M R B O BB R 35 T
RIETH I EDE V. TOH, THE - EEORHERIBEARE
BRMRHDNBT 5. BEICAY T P a—T50 X9 AL
BAEBHT AL H S, 72, BRI SHEENASNS.

GHE CT R MRI TR KO RIKLDS A LN B8, HH
PREMREER IR V. REICEY, BLAOHEHINE S8
b, B - ERRICBROGIBII M - LRAHIZD LD 1T
5. #ATT 5 EFRPLNEH OB L & 727

G RBEOIEREASND Z B Y, NEE S 20/0EHE
XY BT R T 2SR H 5. B
EhrLHEENMECKLEANAONRE Z L H S2Y, R
HEFIETTHELLART T 52 BlE028609 5,
146 ZEREAFED SR, [ CKEASIE S iz 16506
BICIHLE CK L RA2S30 b 7=? Fx OBHkSEh OREFIC
BWTIE, BT FIE A BER KR EE (< B Lo
Mhb, Fio, EHBEEIMRIOT2HHAE, RENGHIGETE
EE2ETS (Fig. 1). WTEELZG T HEMNICBIT 5B
TREHRETIE, WRRESHORKEESBOLNDL Z DT
HbD. BHBROEBERFHE Vo IIEFTRE BT, MWk
CK L 57 & ZAENBEH R0 KW i 9 & O8ERIAS, M R0 i
THETF OS54 S, AR RE OEHNIFLETH 5.

* Nakajo-Nishimura syndrome, which has both features of myositis and inherited muscular disorders.
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(a)

Fig.1 MRI images of thighs of NNS

a: Quadriceps showed high intensity in T2-weited image.

b : Quadriceps showed high intensity in short TI inversion recov-
ery (STIR) image.
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BB n & DR AEMITIE, BEASHBICY 55k - Mk
BRe e L BROKEMILRE 2380, WE O % bk
) M REE & 4L ©)

19399 B C UL A R O B TR AR oA D 2208, [ D 4o
MIBRESHASND Z LD B HERA T, MR
Zp62B ik A (Fig. 2) PROLNBEI L b H 5. H
MEDBIETFAEZAL PRI D 2201, p62 Byt iha W x5 A MK
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Table 1 Diagnostic criteria of Nakajo-Nishimura Syndrome
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2. PSMBSB{=T1HHT

(BWD70—F v — 1)

1. BRARIEIR O 5T H DL BB CRIOZHE 2 BT & 23E T HE- Tt
FEMERE & BRIRBIT L, 72 OFBHER 7 S 2 W &I ERIRAYSE
Wk L, PSMBSBETHTEITS.

2. PSMBSEETORGEE TR RBEEZE R S IuE, LERsmEE L.
EEETR T L BWERE (Definite).

3. PSMBSERF DR AF R EBEERD WA TS, kits
HED E2RBONTHIKRIZIT L 55 (Probable).
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Fig. 2 Immunostaining of tongue muscles of NNS (p62) scale
bar : 50um
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B SN-REEER T SR, B8 BBk EOREER
W LTEATEA FEFESPEHTH S 00, R
WEMICITERTH 5. ANEEIL, DPREISFEE, BEBR
EORIEREIRDSHE ST 5720, G/NEHIASATOA Ny
WEERETHIENS V. RERE, RMEMERR AR,
FHBRESR EORWER L) 20, BEICES T HLEFD
5. PMIL-6 ZHFERNAERANENTH 2 EELDH Y,
NNSZhz, FHOBEETERYHT 5 CANDLEEBRRED
ANBBNZBWWT, tocilizumabIE G5B TH o 72 & v ) #is
HH BT SEAETIE, IFNy Y 7 F L OERFEELZ 5%
Janus kinase (JAK) FHEEIHZI L OHE D H 501

VI.

¥ & 8

R BT UETA S STV, FEREBARONT
BY, BB Er oo 0MbN T irho e EE,
FREETFORE KEBEMSHLFEAZILITLY
TWAERDRE SHDTWE. L LRKRELT, K
RAHO HORERESHEB L RA SN, EMERZH, A
BICE o TWRVIEBIVHFET AW RMED S 5. REICBHT
Lia#E BT 5 2 L0 DERDOETZIH L, ADLZ
HRTE L WRENED D 5.
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