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19824F (HIFNST4E) & AIUREHFETFIL %2

19884 (BEFN634FE)  JBJIERIRFEFRESFR 423
19884--19954 AMRERT WA R AR - BB
19924F-19944F MRHER Y ERFEET BB ESRT
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Erlangen-Nirnberg K& () B, 7 v /v MIFHISEFA4
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<JHE 1>
FE 7R AR 2 R0 . RIS & O RIEMEZ L AR T2 ) v~ FEREER D 1 3

OB E— 1, HR sy, (LR Fig8 2, mfl ERR 3, KE —RR4, fEx K FHiE 4

1 §IE 57 SRBEAREPNEL, 2 [RIRGFRREAA Y, 3 Al SRR AR, 4 ALIEE Kb AR

FEBIT 60 ik, 2ot 85 mkIRED BFE A RFIIE O BN CUTEREAPE T Sdu, ARBEZ2M 0K L
Tz, BTRFICBAE U v~ TF L2Mrsi, 737 I IS TIRI N TV, 59 mREC, &2H T
NWAZERAET, IR T MIEOZ M CHEMARAE AL Lo, ABtt, /KEEZ %V, LP-shunt ffiA
SNniz, X4 8H 10 HREIZAE FEMAH V0 | FAEMEHICYRIARE L 72 o7z, ABERFIZIE, /2
TS ZRDT=M, EFH T A FOBIZIT I E2 R NTLE Y, —E TR RETH 7o,
MRI T34 R EH AE I DWLIZ TRIE BIRAZ 7 e, Bl - 5 N2 FLAIR &1 =5 O EY)
RO, @ MRI Tk, mIREROEF 22 IR - SR bR, ARTTHEMN ZF ORI £ T
WRNR AR -, BERHRA TITAIN - B ASEER L L O -Gl 9/u L, & A 90me/dL), ARt
#BEHTWNAHY, 7= kA 200mg/day, L XF T &L 1000mg/day NARBAAE L7-, LI
FAERAEITRO T, P HRRBH TR, Il BB S 203 TN AR TR T E 2o 7203,
TR D RAETH - 7= Al REME & 5 2 72,

U 7~ TR 2 5 YBEI RS R C DWI &1E B 258D 7= A HEEHE D) & /NEERIC CThl

AR Z AT Uz, AERROREER, K - < SIE TR WP IEH 50 Tlidle < o T, BIET
X, U U~ TR IR e ) v~ THER, MERED T« 7Y A NEIE, ZEEMIEEER T
IR TS /NIE BEIM S NI AP ERIZ T 2 58 D, & EPHIC U > 8BR « R, ~ 2 e
7 — U ERO BIERGE LB DN BT v FICEOF LT U U~ TS &2 LT, BITE,
FRBEATEA RTINEFTH S,
BETY 7~ F OFMRIRAE L LT, U v~ FHEIEEMEERR 232 < @5 ST 5, TR DI
NLITANERJE PR C fERE & U CIEEE ., B I X IMREEE R 2 N2 L B3 Ch D, U o~ TR
IR OB AT L & LT BRI o i A5 8 P O SIE MR N 2, U 7~ TGRS R 2R 72
ERRESNTWD, EfEBIbT U U~ T HEEER & ZWr - 10 LIER bl Sh, ERlE
TBHRZ SOGE T B ARRE RO R AT AAMEE L BRI T R&E ET2EAL & 5, AER TIHRIED
RESHEBE L, FIHIC K DR A SPZE L2 /NBRBEIC K VI E THEMT 52 L2 XY,
BENR S A R LIS 7o, SCHRAOE S - B ERIMRET 2 IN 2 E 5 5.



<JHB 2 >
IT AUEY AN 422 CH8JE L 72 Late-onset nemaline myopathy @ 1 4]

Ofeik Ffll, BiH %, 1Lk BE,. &8 51, 15 LA, ER B, I 28, K5 —B8,
xR F5H

ALHEE R AR N R

JEBIE 67 s Bk, Frat T _XEBEERE, FERER L, X4 2 A 5 HETIEEELRL | fLFPRFED
B THsh ., AL RIEHERITZ2R o7, [FFE 2 A 6 HICHETENT RWIREEE ZeoTclodd, i
& ~ROEHEIE & 72 o 7o, I MR CUrIMK i & FEE 1385 & S 7208, ik 3 X OEIRMLE 7 A 12T pCO2
100mmHg & IT BURER AR 2D IR A 388 | [ABE AL & 72 o 7o, FUAEMBE B G-\ TR IXSGE L7223,
I AUREIR R D UE 7 < | FEFRBERBG IR BAG & 72 o 72, TR AR 2 O JRIRE A H FIIZ R4 3
H. HBiHsb & o7z, RSERIFTRL E LT, MERETE, weNREE . Bm - B - W MR,
izt MR ARFE 2R 7o, CKITIER &P CTh o 7oy, S ERR A TR 2580,
A4 4 A2 B —5EM £ 0 B AR &2 61T Lo, AW ERp L Clk. & & v RIEMZ b,
FEF A 72 < . modified Gomori-Trichrome e a2 THRIFEL D F#RHEPN IZ nemaline rods % 38
nemaline myopathy & Zir L 7=,

Nemaline myopathy I%, FIUIATIER] (late/adult-onset nemaline myopathy) 23& V. Fihk
[EZRBOBELTERPHERIND S OOMIZ, SFEAEITIE HIV EYX> monoclonal gammopathy %
e B EREE ST D,

ABID X HIZ, BHERFFRAROHBUZ LV RIE, 2B SN 56036 Y . HEOHGIHLAER]
LEZEZOLNDZEIND, B R LI RET 5,
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FEEFED & 5 HEAREE 5 2o U T2 AT M B R oD — 35 k3]

Ok 5% E ) IR LR AR K= B85 SR JEL B
THE o, g AR, RGO MERY, M ek b

1 AGHEE R KRB R T JE R B Sl N B o0 B L 2 B E R R B [ AT SR R R v L
FREE. 3 ALBRILI O BBE, 4 FLIRSIEIN P

[BAY] #EfTMEe% EMERREE (Prograssive supranuclear palsy: LA F PSP) Shlinffltk:. #% BMEiE4R R
L, N—=F = AL 35%D¥“iﬁ&f%&§£ﬁﬁ&:l/ FITHAEER, BUR TRZ, /NIMBIREE, /. BE.
fME g DFRAIIEN & 5 N7 Y THIFINICERE U Vb2 VEANER T 2EETH D, AL
PLEY U b & v EANEET DA i}fi’f’fﬁr*ﬁ PEJE (Corticobasal degeneration: LLF
CBD) 23251F v, CBD FEIEAI DA ZED & 2 M T AR & S4u, BRIRAYIZ PSP & CBD i
BMIZAER & SNTWD 0, SEFx TR DL 22 A L, 2WiICE 58 L7 PSP OF|F ] 1%
BRLTI-OTHET 5,

EFIFRR] 74 mBME, FAERTDO 1 A L0 GsErE, AR 3244 3 AERE LY. i
D= DA, AP, MR FisfEEFH 0 | WEEERESD O . SR IATEEE TN A, T
FRIETHEIBE, M, PE. KESICEGEOMN O rigidity #i8® 5, Finger tapping T
FAEEBA NS KRB BN 2 L, (REEDSERD HivTo, REBIER G I CIEHR . 72 Chaddock S
B, Babinski FCHHIdRatE, i MRT C e 25 O ®E L2 2 38D 7o, AL B AR A C I R AiTEE 5
(ZHRE D IR T 25872, L-Dopa ~DERIHEITZ LTz, ABith, AREKESIEEE, BNk
FEORHENPZE & 22 o T3, RATOPHIRKRAEE O Il b HBL U7z, BICHHAREE DA 72D T -
XY LTHY, PSP & LTIFEMANTH Y CBS DRI S 2 DAL, BBWiTHeE O 72 5 BLARH % i
1T L7,

(iR ORERETI) ] SIRe, MBI 1,200 g, PR L. WRURTEAZEPAIGS L OVINIIZ RS 0> s
TR D, MBAREZME I O TIER < EAZEITERO 2V, Mk, KIMEE CIERTBREE Z .l
TauékféibJ:(%(H39<ﬁ§&5ﬂtﬁ§%f WD, SR T, . WoEER, BT E E ORI 2 i

. ZED Tau Yetr [GMEE MR S iz, Flo. KIMBEE % H0NT Tuft shaped astrocyte 23HK A
én PSP DIRELZETIZE > 72,

[B22] Tau GEBOLEL ZEZ G L TofE SR, Tau BPYEBRIT—UGEENEF TIXAMNC &, FME Z<
B CH oo, FHERBIOREROELAZCOWTIHABE CIZZ2W S O ONMISMIIEZ 780D R
W FBIC TRV EBIFEE N A O N7 2 & LR 2T T %, TSN TIX Tau PG A IEM &
WLTCEETHLZ ETHEINTWAA (Ling h, et al. Neuropathol Appl Neurobiol. 2013 Feb
22.) UL ETEINAEZ ol & B BRISHC E B 7 Tau Bt & R 7- 2 & 15 PSP OFRIEZ fF T 2 k
THERMALTH D,

[F55m] 4 B 2 FERAICARFRIITROLEL ZRH Y | & DITHRE PRI KN E T BT DR
I NRIAMAIZE 2 A3 2 R 2o AT MERZ B IBRIBE D JE B & R U 7o, AJEBT D & 5 ISR 7R
SRR — | FEMI R 2 E BN L. BRARER & RE T O30 S 4175 2 L ITA %O
JHIEMIICEE CTH DL EE X DD,



<JEEE 4 >
5 AE DR CHEFEMERY 4 & L 7~ Lymphomatoid granulomatosis (LYG) % %& - 72—

OFH ERL B FH1 Ml 0L K 2 L Mt T2, BRI FR 2 Pl KR S8,
SFUC T L B T

1 AbHEE RAR B RE . 2 ALHEE RN B B, 3 AL E R R BE R AT JERHR SR Bl

[#Z] Lymphomatoid granulomatosis (UYG) TR FAIEESE 2 £ M 0 O 23 2 i =
R E T oMY TR Th 5, AR ITHIRIARE 5 FORE 2 CREREM: A
L. SMEEELE L LYG 521 b /-—Fl &2/ Lz,

EBI] 28 e BPE, FEENE SR BRI CRIE L7 2/ MMIES CHIE LTz, ERE T 2 A, Dk
7285 CD20 koo KA B fif & A D O RS 2 774 CD3 Btk oo/ N T HiE o S5 % 578
B, LYG LIREZE S N=08, £ ORE Shd EBER-ISH BtEfiE (EB v 1 L A EYSHAE) 1%
R BN o T, BEMEFEFRIBIIHAITE T AT v A RIBROA THEM LT, 4 4571252 E TR
TN X A TREE B U, INERECHBE IR R FR R A D3 el S v, BRERA ISR LT
BEIT-72E 2 A, T HEOREZRD 5 6 OO KRAEA B g, LYG & L ik
B2 BT T2 o 72, Lo L7e A 6, HIENHERGORRR RS b £ 2 LYG B8 & BRIk L, 2
TaA ROV A U YFHRRERAY b L — e EO(LERE, WO M R 25 T L
7oy, IRFIEGETH D B D 10 7 ARBITKIR L 7=,

[f555] LYG (ZFEICHICAELT, BUERLHTRMRR, B MR EICE0R 225, st R BEIIIE
WK TH D, EB 7 A VARG L= B Ml R EEME O #EM R R & S, EBER-ISH it
AIREZRO D Z ENZ, OF A B #ilaY > EDLBCLIIZHER T 2 rIREED H 5 A &
I TWAHA, DLBCL & %720 AFERID K 5 IZHEHBRALFREICESMETH L L bt T b,
KIEGNEL EB U A )L A G g1 R O 82 S 9. LYG & U IR 72~ 72, &6
(2, FFSREICILR WA & S5 R B ML 3R C & 2200 o o To D B2 N H I8 L 72,
HRR AR RIS TIE L 72 FEIVRIAS 720 LYG O —JEf & & 2 TR 22 & 2 515,



<JHE 5 >
RAE U 7~ F OIRETIZIIE L= EB v ¢ /L & B iMIE O —14

OFEEr BV 1 W M REE BIRE L EE L 7k 50 Al BT L RAE |1
i =12, R BiE2 Sk AN 2, =AUN w8, R RS

1) BRI R S IR BT A IE B4 B . 2 M) BRI REA R, 3 B EERRA
SRS A JLHERE AR I R B 0

UERF] 75 ket [F5F] Bk [BHERE - ZaRIE] BEY v~ FRICEREZ L, g2
L. [EGE#R 1] 2007 45 6 A SBIHT U v~ T2 CYBERBIFIRNEHI A K@ L TH Y |
PSL8mg/day+MTX6mg/week TIHE S LTV e, 2014 4 3 HITKIHAROF 2 IEH 7o =a I 2
== a VIR TH o7z, 4 A 18 HIZKEIRE CUBRER 2 %2 LIEBRIONERE &H 0 45
I L lp o7z, B L~L1% JCS20 THRIARERITHEREE B#R L, ACEMERIR 2 > T i, PUBMESCH
FoTHEL . W P CY m— X X %588, Babinski + Chaddock S EHE WA THEZ/R LT-, MiKELE
TIERIESIE D EF L TR IL-2 L 74— EFRH Y | fd MRI Tid T2WI (2 TRAMFEERZ S
mfE 5 d 0 | AHEIEREICPEICARE SIE PO BB &E 5 O L A2 78D FEALIC Gd @52 T
WOREROT, £ DWI THRMAE - EEFICHAET 2 8E 52RO 7, BRI I3mintk 2/
rl, HEHE 106.4mg/dl, FLEE 17.3mg/dl, MIEE - HTFEREETRILEM T, MfEi21Z T malignant cell (&
et ¢, EBV-DNA 2 TH o 7o, YUNTEME Y oS E & BERERNZE « N %Y 7T X< IMiER & % 5
W, AT A RSNV RREE T EN s STEAl - 7 ) B~ A U ATTRFELZ MG LA, A
TaA ROV RRIED 2 7 — VAT LIZRER TRER OSERE < | W8 UIMAR 21T 5 7t
E7pode, 4 A 30 HIZHEBEMMANEHT TIMAERR 2 5850 L 7=, [RRRAT L] 8 AP X OBENIZIRIE 3
% HUAZER AR O RIEMARE A Hav, EBV Btfia o’ i & B 2 BRI 2502 b, 1ErEsik
EBV [EYYIE DO ATREVEN R S iz, [RRRGE 215 H 2 BT v/ u e Hr v 7 a B)VER,
B EBV-DNA E& 41TV, H o7 v EUCETE#% DNA EOHED 2807273, DNA OF2ix{h7
|, BiEEOKEL Mo, 526 ITHRAN EICET L, 2 BEAEE LA ERITEEET, 4
&+ EBV-DNA ofaifii bt 70 <, BEAYRPE ISR & 72 o7, [BEE] EB ¥ 4 /L AME T RN A E
RBEENLFL AL 2 X T HANH Y | IR T OMSESCEAD ERZRD 508, EHO
WAL HDLEHRESNNTWVAE IREILT V7 e R T a A REEIZEAIEENMTHOILSFN
LR, DRICZ LWVEA LDV H v a B TRIREN S -T2 ORE L H D, BIFRiEA -
EDLGELHIN PICIIBSEEOREZ -85 Z & 6 5 5 AEBNT LG (22 W2 - 7203,
BYEORIE THANIAFH ChHh -T2 &b ERIEE T 5 £ COWREDIRE/DICELRNP-T2LE
BT,
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<JEFIRRTT >
ZWHCHEER: L TS 2N I8 MRS

Ol L1, Ofnfk A5, IR I3, AR K—2 B8 SERce ik &
Jel FEA L, A M L R ORR 4 HF ek 28

1t A NE S PASRE IRl 2 ALHEE R R AR T e R BE S R R G B 53 B |
3 ALIE R E R R AP SRR SRR B AR . 4 ALIRARTEN 2R

UiEGI] 50 B,

[ERIRRGIE] CTAATERT CTh o7, Fak XFY A 3 HICEAR £ Tl L7zl B IR 0 Eii 2
LCWez, IdEH b, NEESAT, RY#EEDH Y, 12 HEEMRIVEL T C TATV ML 2 F54%
Sz, 14 BITHEBEAPL, #RFRIFT RIL, ERAEN] (JCS=2), RMFRFEE ., T8 S
RETEBAT, 72 EIEEINIEEE D ¥ o MR 1134 BEIEEZ & 7o o a L2 8 PR D s s R A 1 D WA 238
oo MMIES 2 5EV> 29 B 1B H OEMBIMAER ZIT > 72, TOK, AT A F/VL AL 2R, Bl
MAFAZHR AT o 7Dy, Bk EIIEE L, MRI WA S, HIEMEISHT72 W AN HBL L TR L T&
Too ZD72HY+4 H 2 H 2[EH OBEEAREIT o7,

AT L] AER L O—ICK BEN RSN TV 5, ZHRMEICIEROHEL, BES R S,
LEOLEEMIE, ~ 7 17 7 — T ORE %7880 2 538 P O 2w MR I R D i % & e U
B, 8 R P IX IR AR 5, HEO—EIITMENE 7 ) A — 2 X 6 R b, BEEMEIC A
HROEHELZRO L, HATAEB LO—HKAEIZ LR 5, A Es XL ORBHREA ORI, R
Hix KB el CTHEAROMBEMERZ DR T &, AT GFAP YD G gemistocytic
astrocyte (2 L5 7V A — A& D, BEHIZIE CD6S [GtED~ 7 v 7 7w — VHEHEEZRD 5, CD3
Btk T U o ERILmEE PRI Z < . CD20 Qetafytt B U SERIZ S 6 P 3S L OWBEHE S AENEC
Roiv, U sBRICERTZ LS, BEY UEITEER, PAS Yufh, Gram Jifa, Grocott YefalZ
TERED DWVITMEITFRD R, F Y 7T I Yuth ek, aF P RSB B 202 &
& D VNI BEITHEEME DIRE R o H 2 & 7 EIXZIEMEMAVIE & L CIEIAETH Y MS DI
IXE 5720, Granulomatous encephalitis ®FTH. CH VY . HE AT LI L O E LA O FT LN B I3R
K OFFEITIZE S 720,

[FHRE ]

B R B X 2 B MR ALE 2N B o 7o 8 | AR F A IS X2 BMEELIE O Z B ITE S §,
Granulomatous encephalitis O J[K 23 R~BHTH 5 5,
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