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B AR B EERE BB (neuromyelitis optica spectrum disorders NMOSD)@—FFERERBFHFAR SER. SECEMEPIRHERFRMEATEER:
FE5/KEEEH4(aquaporin-4 AQPATIAMER, FERSHIRKETIERAT. BEKE (TEMGEBSIEBSERERINSIATTIER) (2016hk
OSDHIIEMZIr REERS. 20204 7 ETFREICERNRITHRZEEE BN ER L5 T ZIE XIAQP4-IgGBHENMOSDRIRCTHAZ, 1HENS ]
LR A E R R T N ASYITE P E R RO RIS E EIREHIL T i, R ANSFA_ EiNMOSDIAFIsk T B, SEIEESIERE AT IR,
TEF R ZSEEEIEAIE R LAR MOG-IgGHEXER(MOG-IgG associated disorders) NEN D, TEEREE, PERRFSMERRISBRE
SDIERIHT 7 R E#.

R B IERIL R (neuromyelitis optica spectrum disorders, NMOSD)2—H B B && T SR NS IS B R PHXERZ E S (central nerve
NS)KMERRBEEEAs. NMOSDHIARHHEE S/KEEEH4(aquaporin-4,AQPAFIIER, BARETEZ &M (multiple sclerosis, MS)HIIHRIZ ERESLE
FRTEIE LIRS GRS ==L K (optic neuritis, ON) AN EZEFRAIK TS ERIE SR S 88K (longitudinally extensive transverse myelitis, LE
FRHE, ERERERES.

BE19tHEE, HDevichiiR T —HHEAEHEEL ™25 RAVRH, RELH B EHETTR(Devic disease), X Z ML B HER (neuromyelitis optica,NMO), |
BAMSHIRTRIIEY, 20045 LennonEARFHIESLAQPA-IgGEERETBHKR. PiRS/KEREBENER KRR ESRH BiE5 57 NMOSDRTS
Wingerchuki§AQP4-IgGIIANMOIZHTHRAE, XTAQPA-IgGRIRNIAF AT L PR/ RORT BEdEEm, W B A S S A EON(ON/r-ON) A S S A HELET
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FEFRENMOIZHETN\E(International Panel for Neuromyelitis Optica Diagnosis,IPND)G42 BIFINMO K B IRFZAINMOSDEES A NAESHINMOSD, H
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20205F K10 T BT IR ECER IR TR EUE R ERR LT 7 SR TAQP4-IgGRRENMOSDRIRCTHAZR H9EUE T &7 3 — L B FREE =AY!
PETERERARNEEERER 7 5 EESRIERI EHNMOSDIarisk T e, SEEEFEETIRN, ET R TREEYIEIES
MMOGADIIEN S, TERKRER, TEREFSHEREDRBRERETZHRIINMOSDIERIHT 7 BRE.
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3. LTS

3.1 AQP4-19G REESERFSMERNZHITEY SRESIR0% BURELT70%, HFERETHIREIIERRIHIAR (Ccell based transfection immun
assay, CBA)EL R VAR A TILIECN. EEEXREIRFTIAE (enzyme linked immunosorbent assay, ELISAY AU (B SEB K, RNHEFIENH
5% B A SRS E Rt R AT e e —ENME.

3.2 [ER(CSF) EHSHIEE, SMEIRMIES AT 10x10896:K75/L£91/3 & K TF50x 10896 K5 /L, DEYRHIRTIA500x10896:%75 /LA AR EHI4ERE)
Bz, QUERENEASHEES, TAT19/LERSHYSIEREA20% 58 CSHERMEEEX T (0OCB)MHME IgGREIES.

3.3 MOG-IgG MOG-IgG@MOGADRIEMIZHIREM, JLF A SAQP4-IgGRIEIIAY:, EEEELFISMINE. HEFRACBAEXIMIBERCSF MOG-1gGH
TIENR, —WRBIMHTRIA—IMUMOG-IgGIRY, RESIRREHITHRHE,

3.4HMBBRERS £9E50%AQP4-IgGRRMENMOSDEE G HEMB S RETAIRYT, BERNEMBETZIRANASTISSATIA, FISSBIUAR. FRERE
(TPO)RAMERE
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4.4 5EER (I (visual evoked potential VEP) SHEBIR R P100KIEMRERBAIPER, TmEEFRAHIER.

4.5 BT HIEIT4 (optic coherence tomo- graphy,0CT) £ IIAXEAR HOMIRIBEIHZLT4EE (retinal nerve fiber layer,RNFL)EEZSHE,

5. NMOSDHSZHER
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6. E3NZHR
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 TEEIX Em TmmAE  2mm S
NMOSDZ#334 77 RINMOSDYE I — RISER & P AT RS8R AT R AL B R T R AV IO EGRIRIO AR, J9FAQPA-IgGIBHELLRA
RS — B R RAT BT,

NMOSDiafT SRS REBEEIDILEREM & So%et. ARIEUREERERHT. KEREEiaTaBIntBeinitErIxGe 5 EY
BRUEREN BRI K A I T R RS2 R B PR & MZSRE i, (M E MAME S

VTEESE — L G AT HE R B S AR 2SI A B RCTIA R A R ERE BE73,  ANMOSDIATF AR T ESHEILKIE. Efr LEE3Maayim:
BRIFRHERTATT NMOSD, EEAMAINEIR. 1L-6ZRBERTFILAR: B BMAAEFESK. 20215F4H30 AP EERGS RIS EEBEIETFESFITRET
[BZ LA EAQP4-IgGPRIAINMOSDEE, Al A F EAFEE NMAENMOS D AT IEROIERIZH,

7TASHEGAT AT B2 EER. BERE. NEREEENNAHAE. AT ABEEENIERE S G A BIHEN A EEES.
TR REER AT ER SR Bk ST Rk A (ntravenous methylprednisolone, IVMP)&F AT {EHNMOSD M ER B E A TNREIRE (ARIE).

() iar RS TR RFEEREE VMPRT AlEE RSB E REeER, BIETREEREN EEEERE R FENT R 2R E &4
KHERMERFE=R,

QEFF L BRI gB#BK R, 1)R/d,3-5d MR BIRE = 500mgE#fk i, 1R/ d,3d;240mgB#k i, 12%/d,3d;120mga#fk s, 12%/d, 3d; ORIk fera
R/d, 5-7d;50mgHBR, 1)R/d,5-7d; IR ZE &I E30-40mg/dfE MHER R S afT ZOYTEEIRURIE, BEE M SR BIINE 2SR5 m
R 1R/ d AKEBMERFES A,

Q) IRERENRNTRE FER RIS, BIKEFNEOT A IERERE, HEEHE3-4nEIRHE. RN R RIS _ i
FIRBABE MmN MITEE bR EMe, BMERAEMGENAIFROEERRZTELLURME, ME. MESES. EEME. M5, *FHEESRD K
STNINANEEERERZEZGY). ROJRERDhERIEBU DEERTRE LT B REA. IREIATEEHRIE.

7.1.2 M3 EHA(plasmaexchange, PE) & FZIRfT immunoadsorption,|A):PEASATT HLHEM MBI EIRRIEIEAQPA- g GRMATIZEEE 7.  Lthoh AR
SRS S SRR R AT T, MR A FFEFF AN ANER. IMEAPEN—FMERERIATHiE 2B EE N MR BT ERE Rt
HRRREESSYEENHEIRA. IABITSERERIEURETR REIZHUPERERNE], RNEHMEITT. HEEERMENBEATUTRE.
STFHEEAIERINMOSDEZE, RHAPE/ AR SIVMPELE R AR EHHSHAIR ARIDAE AR IR E G R AT,

()BTRS BAQPA-IgGHTURNEEE. =i, WINEERETE. T MESATZIVMPES REIB S AT .

QHEFFFIEPE/IA BRERFIEL BB MBI EN1.0-1.5EFAERBE VR, 2RANESS-7R.,

Q) IFREIMPEEECIEKES MR SERXER EERIER TR OERAEXRMERTS. BRESILSE.

7.1.3 FKES ALRZEKEH (intravenous im munoglobulin,IVIg) 3 AFIE R RIAINETSAMEREE , IVIgulsEXINMOSDE M EIsRIETNEEIREE
=)o

(R RN STHERM T THAE. AHER. RREREAMEMTRABERERIVIgaTT.

QUIEFRA AGREEKER,049/(kg-d), FRBKSIREIEESdA1MTIE,

() EEEALERIVIgED EHTPESST. mardiEhIslEas. SmRARERTHE.

72 FRITTNERISTT) AT BRIER HORRRERFSERIRETIREIRISRA,

AT AREIERTAQP4-IgGRRMELAR:, AQPA-IgGRANERAME. SERRIERINMOSDEE. WiZEREBMAT FRHIEATT.
AT D BT ETUR Y R S IRIFIRASE, RIREDIEER R N E RS R HEFNT:

7.2.1 A RIER B (satralizumab) iz 252 —FP AIRILIgG2 I BLERAHTIL-6REATERENTIA, RAIEIIIRETIL-6RAVESESIAZDHIH BRI IR ER.
MBI A E SR HIRI A EEIELEAQPA-IgGIRENMOSDEE HIEBE KRB ARHER).

(iafIT ABE12AS LA L) LER AL AAQPA IgGIRMERINMOSDEE .
QIEERETERFFIER R 1 20mg R ST, BV HA FREFIE S0, 2. 4R NEF EE4AEER T~ES.

QIR ANMZMRY, EIARRMEEEK., LF. EIFRERg. PIUHmeRE M ES. TS XRBRH T R mE
RIFE. EFRiaT Y 1ER, S4B ERENATIIRER IR,

7.2.2 FIZEBf(rituximab, RTX):RTXZ—FARBRE HECD20 8 FepEiA, 181 BARREAEIR S ATE EER D SR ABIRARTIRI LT 4, TRl D LA AT
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S TERX ER TEEAE  SERR B/ K
NV RS A EEIPON D ATIA PTAS /N 1 2Ly Ve T VN A SRR VN D) 17T =R VYV TTTY -T RN A 2 NI =N\ PIM =R o T I/ J 21—/ \N o vV ""-"-""yﬂj‘U’J\IIE'JI—I—I-J

EE, VR/EERAE - 120 BRESENA. AEDBE ST RSB EMIEEISLI6-8 N, B BAEIVETE ECD 195 CD20BRME ALY
7BRMCIZ B EBARBEEL 5> 0.05% NN ESHTRIGESSATT.

QIEEETRIXEMHATEZNMEYE, FREGEENBRERIFRRA R IKAHERERE MR TN ZBMEaEm. IRemkLuE]
TRREZ W ERIBRIR(T DR BE HI R RIKE R ME XENREE BT EREGAIEE, W0~ 7RI,

7.2.3 [BEZEHEEE(mycophenolate mofetil, MMF):MMFATHIESREINH, setsHIENHMBMREIR ML SRR EFREIRIRIZERIRERR(1MP
MEAEAAHIEIMEMIBEEMER. MMFEERONMOSDRIS RFNREMEINRERISHEBRIER).

(¥EFZREIE:1.0-2.09/d, AR,
QIEEEMMMHRMNERYF BFREEANBERBERISRBIWIE, FTENIMMFIZRES RIRIERE,

7.2.4 FRMKIENS (azathioprineAZA)AZAJI T IE SN BEHIHIDNA, RNAREERAIS B TN B4BIERYIETE FE IR BURGH B (L o ge:
RIRIER. AZABERIDNMOSDRIE RFNREE LI REIRIS TR BRHED).

(DIEFRIEIRAE2-3mg/ (kg d)BREAZAREHRLAG (4-51 R ISR AR E 2\ 2 HRLER:,

QERERMAZANTRRIAEMERS. BUARRNE BMIERE. RS, TORMEEHERIR A, ATENMERE. EXRNERTANE
R EB(TMTP) B M BB R ZS IR A e E R A I S AT THRE R AZANZSIRE

7.2.5 SRR (methotrexate)iZZ5 /AN IR REIHEIF, B—F —SHBIRRESIIHEF. IVERIRRIRZRE 2R IRRBEANSRRIAE FsERMINMOS
PRASHER BRI,

7.2.6 FEERERH(tocilizumab)iZZ52F T IL-6R B RAYER TR RE TR BT HIHIL- 6 \TIAEPERT TR (L. RAMERRIKEO D W, ERMIEETE SIS
S5AZAR, BRI AT BETREAQPA-IgGIRMEBE IRRE K BIIER).

(HEFFRIE:8mo/kg BBk B4RES R,

QIEEEIEARTAI SECHBAIERNS . RMAEEMTS. EFESIRAZRT HBVIISZRHE. EFRaTiER, S4aERENAT
iR

7.2.7 fEeER](tacrolimus){5e RIS FK506 EMNBEREET OB HAVAE Y RETAAREEE, B—FEEDIREREDHER, FEEIHH|
RO £ EHVHE T B MIRARIRER. IMEARIRRLIRRIBAERXRO NMOSDERFIREHE ISR HEE — BT M CRIER).

(W¥EFRIA2-3mg/d D 2R=ECRR.

QIIEEMMRET SEUNE S, MK, E8. FSHREUREINSIEE. HEEESERABEHTHBVAISIZRITE, BRI
MZGRE BREE4S-10 ng/mL,

7.2.8 BB IRIZZ /9l AT AT EAthia T FoRRdRIEIaTy N ). IVERIRRTISRIFABERIZXS RO NMOSDE A AIRE HE TIREIEE T
RUCRHER).

(WHEFRIE600mgRffkiRIE 1R/2), LS R;600mgsRikiEE 8RR, #1240 A. FRRMEFIEREIT10-15g,

QIESEREZRRIFAEEO. XL, Bk, ik, HRDH. BEAE. FEMEMEREDEE. T MY Al ErS R ASEE) M (uromitexan)id
MENES N AL 2R, BRI AT R A R B .

7.2.9 KITHEER RIS IDEIANAOEs [, SEBMIEFITAMRIT AU, 122078 SR TR e SR AMEE I EABNRIAT . KITEERSER
(CERHERR).

(W RIRASRERR(10-12)mg/m2E K E B8N B VR H3N B RE3 B URBA3R, BEFEIT100mg/m2,
iFEEIEZRWFANOESHTLATEXRNAMR. NAKERERATEERE OIRKRAETIRERES. IR MRAIXER S 517912%.
8%, {ERRRLERSNEOESY, SXESIRINACNAZSI MO E(LVER), ELVEF < S0EUERIBAE T M(SFXKITEER. Lo EKFCRERAY OIS

NTTEERE BAEHASNLEVF,

7.2.10 {RYRIZRERY(inebilizumab,MEDI-551):iZ25 2 — P NIRICATIgGIVELCD 1958 5afE IR, AT SEBAIE M ZRIACD 19RIRARAEAEIS, MTHHEITUAR
[EEER. FHFEREE BEMRENMOSDEE RIRRE KADHETREHR AR,

(WHEFAEEAQPA-IgGFHMERINMOSDER S ,

QHEEFRLAAIARTTRIE 50, 2F300 ma 8BkiEs. aE6 NBESHIKEST
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 TEEIX Em TmmAE  2mm S

EREMENAREMH AR, X156, Wik, SIRK. WBilEEMRERRE N BRRERRR. HEFESIRBZHRIHT HBVIEZ
RSN RRIRERKF. EEFDADERFMEDISS 1SRRI IEIRS, BT AT AAQP4-IgGRENMOSD., BRI .

7.2.11 {REFRE(eculizumab)iZZs 2 —MEHE ANRILAYIgG2/ABR TR, L& imtMAEE A C SR, AT LABSLER > 24 C5aFNCob B S SHIHMARE
WREFNIR IR S S AR, F> 2R BRI RIBI AT R TTATIR . IREFRB R AR S E R R NI AT R PRRAQP4- IgGRRME B E AR E.
.

(NIEFFABEAQPA-IgGREMHAINMOSDEEE

QIEFRIEIEFAEAH0. 2. 3. 4E900 mg LARE2[E1200mg, RARFHKESS HnER EHEHIE25-45min(BRER)EL35min(GEE), BRIESTERAREL!
MRELABHEARETREN BN B TRERESFILER, SERIEASEg2h,

(3) FEREEIENNEA K EF AR RERIIXE EF e X BRSNS R EEE. ENARRME EIFRERSR. sLbE. 2K
RESRERFTE2019F R, XE. INEAFIH NS ENE—NREFIET A AAQP4A-IgGIHENMOSDEERIZSH). ER=FR L.
7.3 FIZERRMANEY —LSaTMSHZSYIAIBTIER. ZREME. BMMtEkATIC AT AT AEE SEINMOSDHEEL, A HEF R A,

7.4 £ EHIEE N AREINHFIREXME NMOSDREHRIIE AR SIHERIBIL S RER/FRI0-6 PR EAXREETS. FRE/N. AQP:
BIAT A RRNEE R EEREXEBIINGERS. T ERIEE AERARRKEO R RS B RREIR N AT R 2B = 7 R R AR
FEUZERER.

7.5 XHEATT

7.5.1 BEEERDEE. NEET. SHEk. BESEHY.

7.5.2 18R, BIERERKENR, SWMER, SRS RERRERE LREBEIINEIRIGNRY, ERE LRREESHR M- R E R IEZ
7.5.3 TEMIEE:BRZS.

7.5.4 HPEBEEFR SSRISNRINaSSAZEZHILU R AT,

7.5.5 Zh. BEEAFER. SRR, StTECREERER).

7.5.6 EEEHBRAER. HBRATIRREHY.

7.5.7 BERERATHASEIS IR DI N FAADKE, REHT. RWE, HMIBRTEE REEN SR e AE 58 EE5 AT Bt E.

7.5.8 MEINRERES B TR,

7.5.9 IAXIREHS: AEFEREBHDHIFIE,

7.5.10 JKIEE BRS AES5ERA.

7.5.11 HftuNFEHBEERS. B=BHhMESS 5t T RAYEIRaTT.

7.6 REIATREEBIES N\MOSDNESATRANEE, WHERA. FRSIAEENES, NERETVEENES P THEMAIHERES) 4
RATHBREETEY, LRNESREIARKRELRE, LHEHED/\FIRE, IS #TEMNNRSIG., EEPERSOBETR AR R IKE
BRI RFEL PN TEN AN THEERDS,

8. RE

—MNEHEBLE ATIRINMOSDANAIREVE T EHIHE, AQP4-IgGRIAILLAN 25 NMOSDATERINEIRFIE—H{EH 7 &8y SE mE X 2aa96)
FETT ZSYDANISER M, IL6-REERT. BYRREFEIRS SR B FRIRE T BB ERIEE. XY S T EeE M ANMOSD;
T2,

R FESRFSMERRSS. TENMREBIBGERRMSET S8 18rR(20215) V). PEFRE BRFFHRERFIRE 2021,28(6):423-436. DOI:10
006-2963.2021.06.002.
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