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1. TAINA= =2 a8 L7 RS M RAEALIE D — F = B

O4 BERY, PREEY, PEBE Y, BB 727, miEkSRR Y, B F -V
1)3LHIJj(%jY%ﬁm|:%ﬁjﬁfrJr Hu/’fﬁfﬂ@éfﬁ%uﬁf
2) [l BRI N R s
3) A SR ERA ARl

UiER]] e wT0me, &tk

(BEAEIRE, ZiEE] Frac el

((ENZS ESIE)

647 IF, WSV THIE. 665% I, TEICKDIHIT/2D, 6TRkRE, JEIE REE N HIEL, 685k, M S EE, BITobl-oXx

DHLNTE. ABEREEOR R, EiEE = —a  JKEEEO 7D, TAIEE = o — e JKENFTEE T, 5

IR AEALAE (PLS) E52Hr. 695k R, W FREHENHEITL, HHEER. R4 12l L TFROMG MK THHELLZ. 705%,

RRMEMEIT 28 T .

[ BT L]

2 figdn Tl il RAMEME G 22 258 7. M 1184g. PIRRAYIZ Miffl Eilﬁl@%fﬂﬁﬁ%mu&)k. AR

| i%@?iﬁ*ﬁfﬂf}:fﬂﬂﬂ’fﬂﬂﬁ{%ki()\ﬁ)ZL“*/X%;] WD, TR e B R U B VAP E L T e, B ’EP%E{,

BEICRE QMBI . BEEAA R, & TSz, FREATA ORI K ILIZ<RE Chole. 7 =7/

BIFER O Ten o 7o, VBB TDP-4385 M O AR AL N B A RZ 0 RTTE], BRE, MM E B oAz, FhERTA
\ZEBERDTN, WEE S THEAEIZIIT Kb TNICRD LD A ThH o7, 6T, MITEE, BRE%E EIRIZSHD

*ﬁafxﬁﬁfﬁwm%mu&) (Braak stage IV), KM, /MMEEIZIZSEOE NBEEFRD 72 (Braak stage C) . REHRIH

B, o VXIVARBITFRO IR Tz.

[ A]

AENE A ES =2 — o BNEEICHEL, FOES = — o OB M LT <R E THYPLSEZ B L7-. PLSE/-IZ

T ZE R AR SR A LI (ALS) ICERAVE L A 0F 975456, TDP-43J BROSRIESE 35 JOMRIBAZE 1T K O, AiSE{HI BHEE A
PESE (FTLD-TDPE72IZFTLD-MND) & 23273, A4 C I i SR 55 3 oD AR 80 B i % 35 L OMTDP-439p B L <

BRECTHY, ZOFEEIIZIALIRNEE ST, PLSIZdiffuse plaque’a EHEE DT Y A~ — i % A DL AE B

DRETDDN, TAINA~—IHDEEEZONDIEF OGN, RKEIDT Y /A~ —JF 2 | ENational

Institute for Aging—Alzheimer Association (NIA-AA) DFZ2WrE:#E Tintermediate, Braak stage IV-CT&HY, 7 /172N

A~ —IRERBEZW SIS, RBNIFRFAE THRIEL THDED, ZOETIHREILT VI NA~—IFHIZLDbDEZ 2T

AQAV/EN



2. BIEND 32 EF R EF LB EMEM RBEALEE D 1 F#p51

O Y, |LIGHRE Y, F LESDY, KNEED, R 8HFD, 5| ?
D) Bk AR50 AR
2) Bk F B NT R LA R 7 s 27— e %0 B 22

UiERI] PET Ry 83 7%, Bk

(i R ARt ]

50 mklRE, 45 FRXDBAT TRIE, £D 14 6 7 A $IZ ALS L2Wisiuiz. FIE 1 4F 9 » A CERBREER 23 BT, 4 4
2 7 A CRECIBIMTMATL, 4 4 7 7 H CALIREZEAE L. FIE 5 48 10 7 A DDIETHREZ ML, FIE 15
EHPBITMR, K& S, SYEEOS%, T i CABRBEA MY U7, f FICHIE 3R E ST, Bt Gk
EIFRO TR, BEERBEMENI R B ETHBEL QW2 3AE 30 4 B CIRERESNHIR MRS, £D%, ik
(2Rt 32 42 6 - H THET LI,

[ BT L]

WIRFT A . [EE#IMERIL 960g T, Z£HLORTEIOZEED B SEHRML Tz, B CIXmilE Tk o ZHE 28
FLONTZD, BIIRAPRR, W HAPRR, SMEARO RSOEFTIERI- Tz, BRI 2RISR E T, I RITE
B IR, B RS ZFEM LTV e, BTROZE S o vz, B CIEMsE) b IESE £ THRIZR 2 B A
EREL, FhHOKAEEOER DR -7,

FREPT AL EALB L O EE) = 2 — 1 23 B 7o P R M B I 7 ERRHENE 7 U A — 2 ZEFRD T, 32 FLv vk
HASEI HA R O DI I TR X T LA S AR L TRY, # 4 O HIIE DT RED Ml i) R ERT= T, i
PRI ARG LT REOII T RREFI 2 M ET U7 R, AR IE O B2 ARIZ Bunina /MERZ Ot B AR AE &
IERD DN STz, — REBNEF 2T E O LY e B i 2 7~ 3 Betz EUHEIZASBUA S 407273 neuronophagia 1%
Roiienotz. BRI T EBE OB IARE S RS-, FHEATA TIXAT7 orAROERENB LS
72, PRVEAMABZ L B AR T2 TN, 77— Tk &4 X7 BT TR BE O f MR B % 08 LS 7z, iR i<,
BARIZH L TR AR TL T2 00, REREFE I ODVITITABEHRMEN T LARFEL TWDHRIR Th
2. EIHIEFE PSR LRI & i o TS, BERRIEE S MRS CIXRBEZEME LR KA AE 2 T LA H ST
STV, IEARRAL AT p-TDP43 BB AMRE A 3 20 M A% s fk [ FERZ A A, ST, milks, oiRez,
ek, R ER, BEAE RE, BUR, FUR T B IO —IES B S <A LS, —WIESE T O BEI2IX
p~TDP43 B Z U7 #lfas Z <A # A En 7=, iEREl S RAAIZIE ballooned neuron &&H1Z p~-TDP43 [EMEE A
EEETHMBAMIAN L RO, MR LERICH LN EREREYII RO T, 2% F 2, p62,
p-TDP-43, FUS BEPEE AKITFRO DD o7, LLEOFT RS FRIIC ALS L2MLTZ. Z0iEn, 7V
Y onA<—¥725 (Thal phase 3, Braak & Braak stage 11I, CERAD score 0) LRESRIERT (Saito stage D) HERH O, [
IREJIZIE 50 ik THAEL 2R8I 32 4 6 7 H LW HRMIREA S, SODI RO AL BB L, stk O B R
FRRRGER L7225, WAV R TR S eioTe.

[BE2LmiEA]

FEEE & RPRIZ 250D p-TDP43 BEMEARHIAR AN ZE D HALTZ D 1 X RE ERBEAT (Saito stage 11) (Z B 922 L EAEIR
L, ABNIAE R LA ALS OIRZE 5% /R L, TDP-43 J& 28 13D TR SR EMHTHD. 7 =F/MEN
oW ST EHAIN TH AN, 2 TOIERFIRE RFME TIEIARFI L FRICE M R OO IIZE T A
23R & C neuronophagia 7 = J/IMES FLOMNBARUVE B 3 UL I D . 2O X572 B ARSI ALS O RERE T
DRSS TRIREITIE TH T ERIB T 50, IREITTHEZHLE T 50 THBIIARITHD. ALS JHREZNIES
25505 THEEOIGED LI XMl &8 550 T-HE O 23 Ff - 5.



3. Incipient MSA £E 265 1 HHH

OVaH Mifet Y, M Al D, HHwEHE Y

D) & KRR AR E PRGN TR E T
2) BILRFAAT BB A

3) SRR R ST AR R R B B 2 — RN R

U] 75 F, &bk

[BEAERE, ZEES] 21 F (W0 38 M) REHM CHE A AL, FITLieh, ZOBRBEIILEE THHDODIE TR
FCTHBEMBEFRAFTD GFEMIZIEIEIREINTWD) . Eak 12 o @ B IE, miilE. AR 14 4, 15 4+
\ZEIE AN ERERE, Rk 18 4 H AR, L%, 509 O W CRIARENIAS E W@, Sk 23 5 HEREDZ K¢
BIRBIAAL TS, BITREINICRIREIR RS, /X —% 0 Y =X ARBANEL R T DY —FbR0,

(7S ESIED

T 2 AR DEVIESE OERMEE FZDHI0270, BN ZZ2, UNEVEEID LN, 721I2b Lz n
EHLEET, BBZ2 280 oz, SHICEF~OBEREEK, OB ENBEE LleoTo720, FIRDREHE~
HNTITEEBL G INTZD, 4 BRZRIZELLWeileolz, IR LIZEZA, BELAKOHAKNTHELELTNDDE
RSN, BEICEELEZDNAIEXBEEI NI,

[ BT L]

FARIRE, B, T OB AE & A Bl O = BT K RS ERD B, FERNTHK RSN LD BB L 7. &
7o, DD ) BE SR PEAR K (482g) , AN D BB BEAVIE A ENZ RO B, EERTME & 1382g. WHRHYIZ
FORIFZE IR Ch D, RMNEI T CIRAE 3% RN 18 A B3 oL D, /MK, MR IC B B2 B
RS FERRERIIIE, KM E g% B O Dt AR L 7%, 77 VA4 — v RAIIERE 2. /MK
3 THfaE 2 $D empty basket ZFBDH DK, IMEHIREZIZIZZOMIE T VB —AEERZEDHILD.
WHRER, Bk, TUR THEAMAEY, FUR T8, ISR, REE, /1%, i, T4HV—78, /NIKEE, AExeE
2V BE{ba-synuclein FETED glial cell inclusion (GCDMRFROHILD. FRALIZEL - TiZ A $72235 neuronal cell
inclusion (NCDBHBIZESND. GCI T RE-HRMAR LR FESMUEF CHES BT 5. FBEERELEE R
THE >4, BAEBRT). 7ok, AL E—/MEIZZ2) A3, neurite 1 ZEREITD EFEOOND. TEHEEOE AN
(CERAD B)E iR #RMEZ (b (NFT) (Braak stage 3)23388 HAL5. /NMHIRAZIZ AT8 IGPEAGIEERO 220 . KB SRIFRL
XS T, TDP-43 (X2 Th -7z,

[ A]

ABNTA BT AR/ TEB R ORI SN TN OO, FIERT 72138 E B O 2 R ZEHEE (MSA)T
HoT-FHEMENRE 25D, RENIMSAOFHRELIZ > F A ff Wzt 52L& 25615 — 5 C,GClT iz
Ko THHEBLT D AREMEDN RSN TEY, BEIZOWTHEEICHRFT T o085, £, /MK IR MinD 7 &
— AR, TR BRI ~ T v R - Va7, IRERER B EREMIE R, R ~D A TIMEA
TV DS LB PR R ST R RE TR IE O A EITLZZBRICHBLL 0T W E BN TEY, 4
BE Tl EITRBR U BRI IR Z A T DMSADSFIR BN BN T /LT —2AEMETFRD B TR, K BIT7 v
X MO B HEER NI HIZ, BIREERLE D T THHREZPHIRVA/VL (ventral anterior/ventral lateral
nucleus of thalamus)DZEMENREA U TEUTZAIEEMENR B 2O, Bexr OMRBEEH, SENICB W TUIENEFEE
HIZ SR DA T RITAFH TR, Fe 7 v fllld O EMEA T £ TO @D FT LU THEIL T
ZATREMEDHELSR SIS, RRLRRER, EOMARBIOMRIFE T RAIC S X, ZHEIR BV LET.



4. RIEROMRIVEEMABR CTHEE FIRER DO, MM1 + MM2 2B +15 R B AR 44
7aAY T )V kX a7 IE O 1] KB

Ol 4", FABIEY, Zs5", WRALE V, & FEEY, K L,
AR, JEAET 2

D ERPERIAE: MBS BT SET

2) TR A

3) B R BRI

DAACKE: FEDES:

[SEFI] 36T 785 D 5 1.

[BEEFR] 77— 2R 55003 HY, UTE CMRIZHETT. HLEGRF G (DW) TRINEE IS HE{E iz 5860
T DO R FRZE L2 ST

(i R ARt ]

T8RERFICA TR E CHRIE. BB ZM0IKL, AEML O ELZMEZ D, i, FORERIHELL, MRNEZ1)
2. DWITCTKRMN B A #72 mE Bk A 787z, SRR E N SHMICHEITL, RIRUERCRBMIEREZ 2L, 34
ra—X A, FEE LG, B TR R i B2 580 72, 7 U4 & B (PrP)#E 5 1A #1372<, Codon129%7!
I¥Met/Met. BEKIRA CRaTau® M, 14-3-3FBHENEMEIE 7. FIEHR 2, A - CEREIMEESIREBICEY, 2/FH5
A CRMELT.

€T

MM B 1050g. 1% BEHE R BB 72 EDWITC LD iR 2 52 L7230 12 KA Gl A 3 D MERR IR £ {k (Large confluent
vacuole) & 78, fufEYuta C, 22 a8 B O PrPik & (Perivacuolar—type) & 786 7o KM B BIZIZ/ N CHE BT, i
ALK ZE{E(Fine vacuole), TGIBERLIR D PrPik (Synaptic—type)b il e, Wi iLNEIEL T e, FEEEE,

HIRIXFine vacuole/> 7" AMPrPZ 21, HTLRITNMEZIHZE D iRD -7, /MK 78126 Fine vacuole/> 7" A
RPrPZ R, 7V il i, BRI IE ORISR O 7. T4 U — 7 2135 E O fh M AE i 2%,
TVA— AE B LT, a7 7 —BEHEPrPO Y = A4 T oy MgNTIZ 1+ 25 A R UT=.

[ A]

A7 )V Y AT IE T, RIERID ORI ZE LN HBL TWDZENRIB X7, Fine vacuole/ )7 A%
PrPiX1%4PrP, Large confluent vacuole/ZZaJE FHPrPIX2HPrPa RIZ L, 2BIPrPIl. 35 5 0D J5 23DWID FE B 23 57>
Sfc. BIERNCDWIEAE 54 B L7 EALIT 2R PrPi 8 AR E S 4L, ABIIMM2- BRI THIEL TW o S HEE S 1L
7. TAV—7 R IIMM2- R D& 0F 2 R L=,



5. BIREITHEDORIB I RRS /N - i B 1T M 20 Bt B B BOEE D 15 kR 451

OfiJIl RY, ALY, K BRY, RIBE A, I 537, hE—4", 5l o
D) HSERK AR BE A pfie PR

2)[A B R

3) HMKRIEEAES MR 2R

4) ENLRRYERTTERT VAV R

5) FK H ST AK M AP 28 2 — A ns B A0 S8 1

[JEHI] 80 7% B e
(BEAERSE] RE BHE, S, BHLERE. X4 FEL0V D~ T ML 35 IE(PMR)IZ T PSL5mg/day PNARLIE
JITIHIS Tz, X4 FEFTHA 1 7/ H OBGEREHD.
(7S ESIED
X4 4E LD S5O EMMBIBR T Lo T. DU S 7208 TR 13 ik 2 (AL, X-14E 10 A SR, #EEhE
= DU AESERI T (mRS4: I BIAT), MRI Gl 2 /MM N ESIRWE B BL 2R T2, Tova— s
FMZEPEAE DB G- 535 2 AR BLEL L 7257208, JERE L (mRS5: AT AER) D72 X 4F 3 A URHZZLARE
(dayl). MRI L, JRZ 1348, A/ NRMIE-/NM BV, ZEREIC FECERHEME AR, crescent—shaped cerebellar lesion
(Sahraian MA, et al. 2012) # 2L, JHHETZ A OILBAR TILE L7272 -7, CD4 V7 BRI 357/mm® THEFE
P CDA+Y L RERIAMIE D FEME R 72377, HIV FURFUAIZREME CTh 72, Day8 $lIKIZT JCV MEEEY 7 L2 A
LPCRZATVY, 6328 —/ml LM B2 NS5 (B H Y7 /L2 A 2 PCR B HUEE 13 200copy/ml LA 1) C Probable PML
ZWr. Day42 KO A7 ax B33 58, RREEMENT R AL L day56 (23010, JRBRAEH 3T 407z, PSL X & T PMR
YT PR T 5720 ABEte D bmg/day 23AkfES 417z,
[ BT L]
PR LA JECET, i A R /NI « /NI VL 0 S P SR R O Bl B 2 B L, MR RIS R AL — B
T OFEANER A ML A 2R 7. FERTE A SE A 7 & ORI 28 13 B 3723, 2RI R I
AR T A, (RIE R — I CFEHARBRHMENE T VA — 2 A2 B LT, i B R B Tl R/ NS [R] 00 26 B i B 953 228 23 e
SHL, ROGHET Aba A SO AR KIE B ST 73 AR 2 A R e 7 A e YA MR SR o 7o, FI- b Nt
BNEAREAGTOERLIAVTT o RaZ U7 ARSI, £OL LS JCV VPL Bt o7.
WRIT 4 YR ERAWELEUERICIIE R AT T RaZ U 7 ENICESR 40nm OERIRT AV 2Rk DEHE
DEERINT-.
[ A]
ZAVETOBEED /N - R PML FI S 41 I, ZBia - B30 & DR 86 LUT AR 7 AR ¥ A R
PEBZR TRV B A RIB L, Z O ERIE, FEAEDD 1 LA E WD A (F IR L 2\ Ol JCV DNA fi% X e
L7z, B HEFI LT R, REIOFEBIIFECHRPMLIB R Z R UZ. AL, FI2REEIC mRS4 &V )58
WMERERRIA B L TERY, BIEITHREND X4 FLHERT 50, ZOIRBREITHEORR O & ik JCV
DNA &4 BlOFFEGEF JEL/2NEE 2 TR,



6. BARBHRRE DTV T BIR LM/ BALEZ HO ARIRIERE TALA D LFIHH

OEMHH1 V2, ZEIIHE?, hASESY, AMrEa—?, 51 T
1) K R SZ NI A8 AP GE s 2 — A ok g B SR A 22 0

2) HRFETFH E5F7

3) TMG HEMER 2 — It E

[FEH] 53 5%, B
(BEAEIE, ZAE] Frindimiial
(7S ESIED
42 1% A EERIEM T ERSPIHEGICERL, IMIREEZ A Ul-72, AR C i 4 98 25 5 f @ i &5 T8 Al i &
MEATS AV, E DR, MBS XEERMSNTEb DB X HNDD, G
44 5% BRI RAECAEMER oy BAES H — [BIFEEE OBEE CHIBL, LI kML
FLCADASEMNAR : CBZ 400mg, ZNS 100mg, GBP 1600mg, VPA 400mg
51 5%  SHHES MRI: Ak AR 5 25 de A R = Bk D ZE50E & [RMRHAIN 28 D 95K
Video~EEG monitoring THER XA MIBAZEE 47, PET CTAMIBAZEZ OISR UHIK T
FRIBEZESMAIEI R (TTADANTKE T 2B AT . it BB TIX T AN AME DS IMAMAIEERE 120D 2
ROBI, FEEOUIERE D NANMAEESE S O FER TS . RO VERIZRTIRZ &S DR IEIT &
L, fh 18 Jm (T Al i 1 7 4F7)
52 1k IRMERIALE EOEMERR /oy BAEDS B R BHEENEMIC IV A NAHIEEZE [ R AIE RGN R E SN, A
FRPRIR - MRS UIBRIN 23 HA TS A7, ek, FEIEIZIE R
53 7% FEVEE & 3. 45 LAEER] Heschl [A] (BA41/42) L% LAl (BA40) Z G
€T
TRIFAZE SMAI R C I — RO M EIN VIS FE R 2 b A PES U T REE S LS, M35 KM E Clis3~6/E
DAL 238 FEA AN L, Ko7 A A oA %2 LG 7o Tz, RIREOFT Rid ERIgE[R] & L Im]
DO—HITHRO DI, TEEMEMIRE IO HNen -T2,
WIS RIX R0 R EE . BAWEE CA4 ITROIEE PRI LR HENE 7 U A — 2 2D b, CAS (IZ
H M ATz, CA2~CAL IR PR T2 AL TS, W SO 38 B Ze A R M B . 7 & RO ME 77 A R A oD A=
2L Tz, HIRIEI Tl granule cell dispersion EPN%31-/81Z mossy fiber sprouting #7~9" dynorphin B 2358
HHNTE.
[ZLiiEA]
AFCIIEB R CIE S 7 )T HHE 236 DFL72 dual pathology T3, Wi SFIRFIZ CTADAFMEZRL T Tzblf
TIEZRV. FIEFATREOHTHT MRI TRAD BAVT-— IR MM = BR D [ Fi 72 ZEfE XM IR B & 7 O IR RR (2 B 3528
bEEZSNDD, ZOR I THER DSEHIRWERiIZ RLTWDIEE, MK TS W E IR TR SE R 1A
FAEEFIEL TNDZEND, FIEI TR WS S LE S BEICFEL CWO Al REME N B D, O LB a] T
(IS B ALIE D TADA RN ER RSN TR -T2, SO T THHl S T AT RetE v RIR S
5. RENZBIT D2 0D TANAFMERZE NZNZE A 7225888 TR SN Z Ot I R CHD 08, 56
{BIE D TAN AT IMAMUBAZER 22 O ORI IRINICBRTE (L L 72 B 2 6D, F, AHITIE CAL & CA2
DI A LS ERTE U TR S SR 28 DMFAE 5 s CHER A ALIE L U CIXFEIA A THY, ILAE S EHDOWDRD
AATIZHEB L2 RBNZIT DR ZE ORI PR RIZOWTELEL N2 D.
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7. JOENEB RO R HER SN IR % O 1 B

Ot R Y, S0 12, NEFEE TV, REF3EZ Y, $aRERE D, BaAIFA 2,
VAR Y, HEAE Y, EnHH Y, HFARES Y

1) BAL KRR A

2) WAL KL R 2 5 VERELIE IR R

3) WAL K2 AR s A

4)[E] JHERER

[FE@] 45 5%, B

[BEAEE K OFIERE] Frac - ~&Zel

(i R ARt ]

XA T H EAENS, FHRFHCLON " EICRZAZEEH . 7 H PAEIVIRGHERY, REFEONHENSE
&, FERRCE AT ORI IELAT 2 <25 07, [AAE 8 H 1 B, BHES MRIIC T, HM/GHES 3 ke JE [
T ONE MR SEZE NN NS C, — AR =0 AR IR a9 T2 EE Bik2 7807, Lk, IR R T I
AL, IFE 1 HPETCWAIREEL 722805, 8 A 15 HRE HHEL YR ARE. ARSI 09113, IR
A A FE TR YFRITE T L CRY, e 5w IREREE IR 1E - Tz, MR T, Na iy 124
mBq/L HE FL OB UM L2 B IR B o7, BERA I, MRk 9 L8E ERLCRY, £
7oAV ra—F NSRBI Th o7z, BRSO S EZ HRIEL T, 8 A 20 H, MRBRNHREE T IChH IR
TR 2 AT, JFRELAS B D RAEMERRED MWL 720, 8 H 23 A XVATuARICIAIGRNBGENZ. LItk
TR IR ) Je OV R b 2 1 T s LT

€T

BN IZY > RERZ FIREL, TR IR ZIRAE L7 RAE MR A B ISR O LIz, 2OV SER T M 45 JE
~EFETHEIC, IHIEFENICH ZEIREL TR, ZOHEAIT CD3 Bk T fliia & O CD20,CD79 o Btk B Mifa 23
BREL TV, OO 7 Aba A My 8 HH B4 AL 312, Kluver-Barrera 44012 C, A O YA METL
TEY, BBEEOREIRIBS L. SE MR L FICLAMFHI B W T, #48HE B (MBP, MOG) 123t 544,
PEDME TLCWD—J5C, #i#hZE (NFP) (R 7= CTRY, KIEMEBBERELEE 257, L1L, CD68 it~ rn
77—V DRI D 7L, ARG I ALEBE Th o7,

[FRE ]

REARMERN 251X, VAR TP oA VT 7a—F AN R EEE DL, RIRIFESOSERH D70, £
DOIFRELL T, A EREFNH N EEIN TS, —J, BEIRMEINJE B2 3\ TR F A0 I JEME B BE 7 5
DNRER ST I3 AR L2\ ATE B CII Rl Y (DA T S ORIl 3R PR AT O T LA GRO 72 23, Sy
IRRIEVEM R L L, ~7n 77— VIZLOBE B BB N Z LoTc. ZRODOIRERET R, AGEF OAE
HI729p E DS S REPE LA &I T L T,
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8. MPO-ANCA RBBHEEIEEMBERE KX 2 2 LS O F KA R

O A Ty D, PEDPRSE ?, FEHETD O, B2, [ B Y, AIREGE Y,
LZFURE Y, BEIEARF Y, g Y, sl Y

1) ASZATBOE N ENZE AL B R 21— IpHE =

2) [ Jipb i Nk

3) A JHERRZ I

4) [ fiperfieg B

5) Al TR R

o —

[GEFI] 70 4%, Lotk

[BEERE] O EAmE) (VR —aX P R0 WNARE), TLLE— Kt FHEARL

[Re4pE] 0 B —/L 350ml/ H, B2 731

(i R ARt ]

X4 4 AEIVABEEOLONAHEL 5 AEIVZEK, 550X, HHEE OB, HFOEMNLILE, fAALSE
SERBD, HOL 5 THREE U elleoTzled, iITEZ 7. MRUCHBESERZ 253080, YPiA NIRRT =2,
MEED MRI Cl, EWASEAIEESIREL, B2 . BRI EIC/MAERICERL, 5 CIEhEEEEN D
06— FEES, T CIERE - SHEhIRE - ST - FEERARFL - 5 TR - PR IREE M BRI . g oo BN
RICI% Meckel FENIZIRVIA Zx, WERTTE AN MEL, = X ARz EHE, s, SHBIRE ~ M FrIRIE L ~1
DA PWHEER (IC) © flow void 23574 2. WHEEER O AR I ENHEER I G E S T=72%, 8 H WA BHSAE S
7 (FERAEA) 23T, BEEER 21X TR T, RAEME A SEIEMERZ 2S5, MR NEHZEERE. PSL 60 mg/
H (1 mg/kg/ H)BAgh. FER L FEA DI, PSL 30mg/ H £ THRE TE/2720iBRE. Ak TROBEI2.

(AP R Mk ek, 7=VF > b5, Vo ~F R+ Gk, MPO-ANCA: BEE (4.0), 1gG4:77.2, FEEZ I Fr LAY
IFN-y :[atE, B-D-ZH 10.7, IgG A Fod M & [ fLEHY.

(BT R

GE MRI:

L. ARES B DHBHZE RIS T, TIWL T2WI &G G B2 R 3 IRA RO D, A I LN O 28 i,
HHBH 25 A AR R 22 S ISR 2 D3 LG, AIBEIED @15 50, 47 1C 23PAZEL TV DT LY.

2. WS A SRR L, T2WI CRREARAE 2R, EBRIRPNHIEE DR —HIH L CODIDIC R 22T E0 D, S
ICHIREDIFENRIRIND. BHEIROFRELELE Z N EEIL TWha.

Ga vorT: RPEHD ENFHEAR T S0R 25 R 36 L OV HIER TR 2 I E AR 5.

[ BT L]

R - A5 R BHEE T A s A AL

K% E AN 2 £ PR SRR M RIE DO FT B, BIIRAE O FT LITFERR TEADS, I BRI, AR & fE O fE ARk
DR L5, Yt 1gG4 B A, TR MIEO P IR TERV. /a7 U BEIX MGUS ZH#EE
(B BEFRR S D R T) .

[ A]

« B3 S ME N R ESE (Wegener PRIZEENE) &0 B[R]

+ MPO-ANCA B JEJE MEAE R O PR BB E L CTOMSLHEIZ DN T
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9. WATZW AR CRAORIBEZ 2 L7 EGFR A5 T X R 15 I O B iE 4

OEEFF—ER Y, BRI 20, FH RV, ZZEMA Y, KREMHE Y, Bl 917
1) SLRTR AR PR 2 Fe R Mfdie st
2)[F BRI

[FE=]

FE/INHI R it BB (2B T DM SRS OB FE 13 20~ 30%FRE L&A, W BIMIEE £ CTOE IR LK 3 » H &
B, RN OS5 G, BEZELR L CEE T I3 REECIEA0, AEFNIME TH% 28 8 4, 58
B8 MRIIZ TR F 2R RSV TS 5 RIS T2 7L, iR AMER RS & B U7 e 25 55,

[FEF] 68 5%, B

(BEAEIRE, ZIRRE] Fpin 4 &2l

(7S ESIED

60 7k RE/E HBERTE O FIN 2521, @b OB WA 21T 5. itk 2 45 5FU ONIREAT-72. 63 ikl 7 + 2 —8H
8 MRI |2 °CA7 pre—motor fEIRIZHDTNTIER SNDIHRAEDFRRS I, TR 2 IZHEKL 66 mEREAL T ERIE /123 B
JHES MRI THIFAE O K258, A HBIFEICOHHIRL 2007, M Tt 8 47, SR A e 5 %, 2Pt
HRIT LR TN AR T L.

FHPET R, A TEENEE O NS RITIE O MLYE~ 2 ) — 2 TRIERIC L 27U Uk db 23 2 5 A UTH 25 IF 58 IE 45 ¢
bolz. EBE A X FTREZ2BRV GIBR, IEEhAHEF IR L CODEAIZ O bR 3 SN U AR R 28 L7z, 2
»r Q%A %G UIBR LTS, ZHDBIXETER S DA ThH 1.

€T

FLEIRAE 1 A7~ AL 235D, mitosis UL, @b EZ WLz, TTF-1 Bk, CKT B, CK20 &tk
TV fili g B Sk ST LT, MIB-1 BtESRK) 5%, EGFR i&{5+ exon 17 K&, ALK @{nF M Tho7-. ~EY
TUALE LAV ATV AR WZBAT LI TRY, MALEEFEE H il 280 L T2 e HEE STz, $REEZER
2513 Virchow-Robin B~ MR A Loy, FEREEHIErL7-.

[FRE ]

RO TREAR 72 B ME BN IS IE 51 D — Bl T D3, 1L THEFHAE MM Vol Tl S/ H i 280 L Qe
LHEESNDD, BIZL TEORRBEF DY 5 LW COZOnEERITHD. [FIRERIEFIH S 7 <G8 e E 07 O
B2 BV,
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10. A RIBRIEBF R AMEBEIRE D 1 4

O&FRE2 ", WD I ?, TR Y, A"
D) ALK AR F B IR0 B
2) AL RS ile R ELER

[FEBI] 66 %, Sk

(BEAEE -SR] BEAEIRE - SHE - MEME T AT IRATIE, ZIRIRE  Frit L

(i R ARt ]

Bl [

L2 A TR ENERR 2, JRREE. IEEEICTMRI ZHEITS AL, A IBASE VRIS & 10 BRI R A& 2 fR i SR . Wl
I, JCSI-1, /& LA 22780 72

5 T

MRI:ARIZEEE IS TIWI, T2WI TIRAZ 5 S5 S & IRIE T 20 A 2580 7. AIITITE AR A IR EZR DT
HRV =0 LG TIIARBIEREIND. AR 8 TIHRE 52 2L TV /=, Proton MR spectroscopy Tl
choline, lactate @ _E3F-Z58 72, Wi _EIXHEMEMRIBIE, ISRIEMIESEE% 2 7.

PRERS CT B IE I X/ C& o7z,

i IC]

BRSE R RN A AT L7, T IR R Ch o7z, IR~ H, WHE~Of B ITRBOLNT, MANEEEES
ZbN7z. TRl ERZ NI CRATIMES 60Gy 2327 ~7z. IBRIBEZREIT 720 it 16 2B IICHifiEB 2149
JREFEATER S, (LFRIEZITOLME 18 0 A TR LS.

[ BT 5]

B R BA B A R ¢, BRI ERE O A EARE L THEAL TEY, PO OFEHEOH DR IR~
R NER O FEHEMER AR L0 R S TV, IS 2 CIE R CIER IS R B KOS I O s8R SR ~ 5 8
TEAA L7020, FRARICEISIUBERR ICHE 2 L Tz, B9 24803 10 i /10HPF DL B2l sisnsl i, 2
By BUR b RS, AIHIRESE L & T G/ B e Bl 22 S 4172, AU IE vimentin B4, S-100, EMA Tl
focal IZB5 M, GFAP, olig2, neurofilament protein, synaptophysin lZf& %72 >7=. ATRX I E7->7-. IDH-1 R132H
Fapt, BRAF V60OE X fosE gt Chalt, Kib7 labeling index 1% 60% Tdho7=. F7= pancytokeratin (AE1/AE3), CK7,
CAMbB.2 |ZHRIGMET, CK20, 34 BE12 I1XfatETHo72. GATAS, p63, p40 TV T NHEMETHoT2. Y ANrTT
58 BE P O T LN FE R OO AT REME LA E TE /Wb DD, IRTE Rk MR IR L2 W L 7.

[ A]

ZWHTIRIE B BE IR E T L)
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11. FRAEEEREEOBEMEIA NF—D 1 4

Ot &#", wm x”
DRKEARibe AfEPF
2) FK H R SEIN ML AP FE o 27— it oy BRI 20 5

[FE@) 67 F B

[FHERE] A28 30 fREICHITREENIIELTZHL. 45 F TOMROFRR CTHZE. RO MEEL. f:12 88 ¥ T

e, NGBS TR (63 ) IXMEAE. B 1 (41F) LR (36 F) bidrE

(7S ESIED

2004 (53 F) EIZ FREDO T JMK THAE. 2007/7/24, URASEWIFS. TIHE, RISHE O KT L/ Z4E, 1

AR OB R G92388, 47 IE R OIRIE DO E K T2 5, CMT2 M LW iviz GRS T MAT IR ET) .

2009/4/13, ¥R FEZIRE, =AM 3/3, LB _SEM 4/3, RIER 1/1 OfIMKTHY. LIk, k2 2B KT

HEFT. 2017 4E 12 A, MR ERELZFRLIZEZA, A IEFHRORFAL T0.1/1.1mv)IXFRH 7228 (MCV

48.2m/s), A RUBEARRR, BEEARRE, WERARFRRIIZEHE, IRIFEL VT NHIER ThY, IHICE CKIME (576) &8

O, FRIGEAARENL, TR E A OBDTHINET, MZEMEDERTE > T eZeZe b CMT2 BIDZ T I

FOIBTh, 2018/5/13, FEAE DT AR

< ABEWFHUE > Bifhit: BA 7L, 87 16/16ke, M BRITAL, W R BGEAL O 2 (+), WA ER O 2k

(+). MMT: =f4%50/0, bf@ 885 1/1, b =885 5/5, FARMM 5/5, FHRIER, 5/5, #fRMf 5/5, g

5 5/5, EFAIE RIS 5/5, BAME RIS 5/5, REFENERAT 4/4, IBIER; 4/4, KER —8E% 5/5, KERVUSED; 5/5, RIS

B 0/0, BERERS 5/5. DESENLH ; ATRE. ATIIFHA. BERAT  PUIEARITIE 2%, Babinski R4/~

<IRATFIT R >

BETE (2007 4E 8 A) . #a¥k 4/3, B A 2007 FF 7 H 201446 H 2017 11 H 2018 -5 H
] % CK (U/L) | 576 304 407 250

18, CI1 128, ¥% 76

[ax—: A false tendon in LV. BEHE  CREMREMRE)

62% (58 ~89%) MCV oY HRIE TV I
- " Rt ul 52.0m/ 20.5/20.1mV_ | 3.39
f CT: Wi{NoE BIEE PR, Lo e 50.3m/s s " "
S RE, BUSRAG PRI, AN, Rt median 45.6m/s 62uV/67uV 6.42 ms
i pofs poAe B AT D — 1 N% 54.3m/s 5.1uV
1&”/1:%5731 %Eb,;ﬂj“ ﬁa w ? M‘JB H:E%t‘i Rt tibial 42.9m/s 24.6/16.8mV 4.47ms
R - Rk ), TR =87 (WERE M Rt sural 45.5m/s 24.2uV

T e T AM), TR o —# (8

JR&AG 7« R LR ) D ZEHE - IR NAZE DS B DAL D . BT & T BRI D ZEfiE 3 FF 12 B NED. — 5ROl ZE M 13 /5 DML
T MRI: WAIERBRIZ I WNTIE, KERO BRI O ORERIZEMEE ZMi 05 B S>> T s, Wl FRRIZ IV T, Al
D, RO THDOWT IS, B N R H5

FHERX . A AE R S RE O E B EALEAL(MUP)E R T WH 0. 4 R = FE ) ; AR RE R & & iR
& MUP &Y. A& KEBIUSET ; BRI O 2 /P MUP HILo. AREBEE 5 ; BRI R B IEIE MUP R8T
WHL. ARiEED, HISEIZRL — BLEDDFEME + R IF DR A M — o Lo

[T 7]

i RRAE OO BAZ2 RIS R, /NPT ZE R R AE &/ N A AL BRHE, pyknotic nuclear clump, FE DFAZRMEMELHY. JEK
FRHESC split fiber bV, —HECTEIRHMELAERTI~/u77—VREHY. =AU BRI E OEFE L&
MNEEERE & Y, Gomori trichrome TIREFAIZIEYL, Congo red TIE RSP FELMMF S TEMEE F CEBITIEITIRE
T, AR EEE 2 (Bt IR K 510~560nm) TIXBADWEHEE R LT-. D #D ragged-red fiber EFEARRMEDY.
NADH-TR Tl SR HERE D ELALE B AR 15 12— B L7z core BRO YA R HY . FEMEMERMED EARITH AT 2
FRAET, ZA 7LD BV, SRR LA AREREE X desmin B, 2 OMGIREIE X5 5 7% B OB
EJE P ORRHER I E D H720, cytoplasmic body ORGHAEEIZEL TV, IKE 75 E O TIXEW Z line (Z line
streaming)& ZAVIZIEFE T DAL 10~15nm @ actin filament &7 2 HIVDERAEEIE N HOIRICEAIL, 232D X0 285E
U, B ARERREIE Y JE PR O 7 IR L. BOIRAE S IZE R L ~2nm OO TRV VERHED B 7o iE B IR IEZ 2L
THEY, Z line HKEBZOIDEE HE OIS LIRS DNRIE. RSO HGHIRIZEENDEL 10~
15nm ORRHEREED RHND. —H T/ Va—F U R EIbar RUTMERBL-BL Rons.

[ R] TERE#AIC myofibrillar myopathy EZWI L7223, ZDEIEIZHONT, JASE ARV 2
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