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WA RIS (olfactory neuroblastoma, esthesioneuroblastoma) IZMRAIML L W AL, &8
eSS D) 3% % 56D DR 72 IEMENEE C b B . BIIEREFE 2 K TERIIFG 72 H 3 R 5 5 03,
FEREMER S 2SS F IS 2 295 2 L I3FEF IR/ TH 5. A RIFk 2 X R EMRH% 6 F CTHER
PO PERE R T M 2 F8E L | BHEAIC X 0 ARSI 2 fif 3~ 2 2 & CRUARRR I i il oD FE 5%
ERWL AT Bl AR LD T, TR E R A2 2 THRET 5.

FEBIE 73 s A1, 66 Il ST sl & AR (BT B S MR C e IEE A Fa i S 4. f§
IR 2 AT S A7z, R 2 R EE 0D 32 1 C X4 e B B MR ~F3 /1 S 4 cisplatine B~
WL % AT S ATt R TEE BB IC C RTSH R I IR 9 B FRAFE S OO i HH T 2 B S e
M OCE R THIAT L7z, o5 B AR 2 W C I AT EE M O EE~ DU MR 23 86 o, itz T ik
SHERERST (60Gy/24Fr) ZHifT iz, TOHBEHL IR T + 17— TV, 72 iy
(AT RS I 2 R A S YRR & Ao 72 MRI CIRRREE 2 44 2 RIETE O RS 1 i
Z b ABVERERE T AR & L I3 R R Th o 72, ZREHMIE K L) — Ul & fidT L
ol 2 A, WEWITSHRNE CIEMERRE FIMAE S L CFIE LARWAT R T - 7=, 164 13
INUAAKR T o — TS, —BHEN L7z ffE I3tk 2 (R LT o7z, 9 HRICH
FELRBEIMME K L — I & T L7=23, itk 2 B ClfEd e K& S ECTHBA L. #
FEPED @ MR IR T MR C2REE R L J— DA TOMERRIE RIA D 220 & L, BREE T oD i ffs:
FAi 2 MEAT U7z, A nrsa IEEBE SEI S CRERR f OVIK R 1O iE 9 2 I iE R 2 — BRIt L, IR%%
CT CTIXIMAEDE L& RS U7-. B AR AR 2 C I AR | BRI (A bE D K & 7 B A 23
HOIR - FLERITHIIE L TV 5 2 &R S 7. 2 O BIEMIALIE chromogranin A <°
synaptophysin [ZB5PE T 1 | WA SEMIIE O FE38 & 2l S iz, MEREOFE L2550~
D IR FT B B S 2 JiAT L. MR PRI S BE R < BUEAR 7 4+ n—HTH 5.

AIEF D F O W EEATE DS VERER T I E C R U 7 AR IR IE O S F1 %, i & D &
HTHIEFITHm AR L W2 5. — 5 CHEMMEE O 5H 5 NI SR I iE 2 % U725
B TR S v, R B E O BRI T IS CIXEBEB RS O LZ SHHICE S R&EELE
z b,
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Lymphomatoid Granulomatosis 7> — 3]

IEEEA= 1), #&HMEEZ 2), ZRMpfat 1), FEPHESE 1), BUKE—2), Hk % 1),
PR RME 1), AAESE 1), SHEEBOE 1), TEFUAS 3), HAFHEk 4)

1) AciEERtR RSB R R R
2) AtHEEm AR ST AR

3) AtHFE RFER AP E TR PRRIRER
4) JEHEIE R R PP E A ER IR

lymphomatoid granulomatosis I%, 7z U o/ ERIEFEMER LT, MICRO LN Z &R b S
<L RWT, g, B, g7 EnSnE Shs, SEERRA M & M 7o Tk
(2 RERDMEAE S D REEIPERZE T, HUDICAEE T D B A D B D IR D B cell 23, JE B
ZBRMED T eell 480 5 & STV D, HUL O ESHE D B cell IZEFHREAMK < . £ < ILEBV
e ThH D & Enb,

HREPE D lymphomatoid granulomatosis (%, & I CTH D28, 2 AXHOMZIEEMED T cell
PAFAE L, ZDEPFICRISMED Teell MEE > T D & and, E>T, D
lymphomatoid granulomatosis & %, BB DO AEEME S RE SN TV D,

ARl Fexix, ZOB LWHARM: lymphomatoid granulomatosis O —#1 & #&5& L 7= DT, &+
DIXHNELZ 2 N2 T, MET D,

BEIL, TTROBME, WENLE EFITHKGE L, MRI TEEEIZK 3.5 B FOARE—IC
T SNDIRENTRD bz, ENMEYAERIZ T, lymphomatoid granulomatosis & 2 S #17=,
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ER m D, AHE—D, AW #E2), REBEN D, ES H D, IMSE D,
fERR M3), WA 2) , KRESES D), HT Rk 2) , fEx RFHE 1)

1) ALHRERZER AR EAITER it AR
2) ALHEE R FRZZGEE AT 7R IR ) B
3) ALORBRAMG RS RHREE R fRE S

FEFE 63 kB, X-3 A X0 A RIEMOMTHRR - B mE, £ TROMIME T 285795 &
INZ7p o Tz, HEHIRR « BEARITIRAIC BT L, X-2 A XA TEMS) » BE R, BEtE
IEPEE S HEL - W L7272, X-1 HIGREREAE - Mo R 2572 L7z, MRT k., Th4-6 LN
IVOFBEN . RN A, AN A P T2V SE a0, X H. Y8 AR
Lipoin,

ABEls, W RO AR T, /£ The LLF « 45 Th10 LR ORIER « YRS, FEhE g REE
ERT, MRI b, FHEFRZE X Th3-7 LV E TR 2788, % MRI TN O RYE— 72
NFREBDT=, B4 - FHEFIZ T FDG-PET € SUVmax 10. 69, MET-PET C SUVmax 3. 25 D&% 7R
B, BT - BRI KX 0 AR ORI IENE U oSl BRIV, BB R CITE - il -
BRI CIR A 72 < L AIEME TL2 32 AR1E 365 U/ml T, B REAEMR TH RET IR SN o
7o WTERARRRABHERE D E Th5-7 LU X 0 B8R A2 K T L7,

JRHAEAR TIIDBOME ., FEMEMEITIMA T, BHMEDZ LIV Y BRSOV E APEIZIRTE
LTz, 28U o ERIZTEIT CD3 Bk T Mifla T 0 . —56 CD20 Bfk B fifld, v/ w7 7 —
UINRAE LTV =, in situ hybridization % T EBV-encoded small RNA X[ 7€ & 419", PCR-SSCP
LT a7 ) CEEE TS FRES 712 monoclonal ity [TFEFR S Lo Tz,

i - FREFFE Y L RERRAEIEAE 2 56\, X+1 A AT A ROV REER 2 a—AfEfT L,
7L R=Y 1 60mg/day LV L72 & 2 ARBMEIZUGE Lz, 72, MRT THEHEHL & K
ZIXNFIUbMEN L, EER GG LT,

U X JEAR A SEMEAE 1 X A% EB v A )L ARG B DKM E o B fifahk ) v oNE L E
FHINTWD, KDL HIZEB 7 AL ARG L monoclonality 23FEEH Eiv7e v T Ml F=AD
U 2 SRR B O E S ITHIB RO EMN T3 h D B2, WMET 5,
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BRI A & o LT AERERME#E% (ADEM) @ 1

WhH O OMEE D, Ik B2, B REE2. SH BOLk2). WEE A 3),
B fifidk 3)4)

D AGEERER RSB LSRR MR EL, 2SR
3) ALMRE R KRG EANIIER  PRANEL, QRSB

(XU OIADEM IZ R, U7 F o afitt, PO 25 R 22 LIS Z 2R 50 b
DIZKBIE D P, A ENTEEERZICHIE L, MRI MR Z 27~ L7z ADEM O4Ef]
IZOW TR ERIFT LA B T LE 7,

CiER]) 26 7ttt 2012 4F 5 A 20 HUH, WHERJE. BIfiR & W o B R H Y . 5 A
23 BAFOMADHEL, #EHS O F EETERVER R4 1T, 29 BIZIZTE2FHT
<R X, MRRETR S U CIRA AR, ANERCHTTEZ R i MRI Tl ek,
WLz F00Z T2 |12 CHEFE mass sign - 72 @E 5 2R L, JEHORAERICTH &G 5.
Gd IZ CTABANSER S iz, BERMA Ci IgG index 1% 0.45, MBP1062.3pg/dl & &%
7~ L. oligoclonal band IZf&M, $6E—MTIT U > REkZ Lo THila %k 11/3. = O R
72 L, ADEM Z &\, AT 1A RO/ VRPEEL 2B RO 21T 72, B -, R
AICEBGEI TR O T8, BIEND 2 7 AL ERIE L CHIERETE(LOERm R H 0 | Y
NJEH R ETE T, stereotactic biopsy ZffT L7z, EMPT R Cid CD3 BEMED T-#llla 3K
DY BRI T H AL, M FAYEIZ & MR B 723 BRI T EE Th -
oo ZOH% EAAT B A RERHICHE > TG L, BAER E MRI BB & 8EL TW5D,

(£ &) ADEM OARMFT R & Z DIEFIOFr 72 MRI T R 28R L. MS & OFfE, ¥
ANAREORERZHELET, £z, #HlL LT lymphomatoid granulomatosis,
malignant lymphoma & &I b1, FHEFAMEEZRE L7,
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Ik 5% 1), W RS 2), eiE AN 3), KRR K—1), BEF EEE L), 5L 3),
S — 3), EUE FER 4), M Sk 1), 2)

1) ALHRERZFERFBEEATER B w2 B
2) ALHRE R RFBEEFIITER PRI EL AR

3) thRERIENAL} ALk

4) FLIEARBEIN IR e

[ 5 IFlail arm syndrome (LA T FAS) 12 1998 4 Hu 5 12 & » THI® THE S u(Hu et al., 1998),
FRICIRmT 2 TAOEE = 2 — v UIRELREE 5 ALS O D 1 > Th
5, B RUBXOA—ANZ UT7IZTALS & LTz 1620 AD #1221 T
IR — MRFEEITo TR, FAS 1T FE RO ALS & g U TEALIC TR RV & 53 Wi
jesekera (2 & o Trr & u7=(Wijesekera et al., 2009), HiE > T FAS OB WHII T# Tl & v 5 8l
RTHETHDN, FAS IZOWTORRBEITEB STV D b D DB 722
BT - WAEILZ L, A EIFK 41X FAS OFIEF] 2 #8R LR PRI 21T > 72D T
WET 2,

[FEFI] 80 ¥, FHi, 24FATE D ERROFHIME TR i, HRKEE R & R AFIC SRR
L7cTobokbt, #I2RE, ERIISMIl~ 20~30 D A% B[R CThH Y . ERGEN A3 L OVE
A T O ZEfi 03 3 T o 7o, LI ICHRHEREHN & W o7, RO R BB TS
55 L CW\ 2, $HHEXIC TIERIE R C giant spike &B5AT R° H 38 &Nz, fibrillation potential,
fasciculation potential 2%EH S AUARRIFEMEZ L 2RO T2, FIBIERSCERBREIL R & 725
7

(BT L] BRI 5 4~ 7 28 2 T OIS A AR IR 00 & L 2R V& 28 AL & 4,
U “HR{t TDP-43 (a2 TREEAS 2 588 skein-like inclusion & & 5415, IEBELL T O Fij f ffifz
AL R 1T Cd D Z & D D Flail arm syndrome & 221 L 7=,

[B52] @HFALD ALS & [FEE, FAS IZBWCH U Rl TDP-43 BHEG NGO itz Z &
X, FASALS O—HRITHL Z LAt T 5D TH Y HERIMA TH L.

BTN
1) Hu, M.T., Ellis, C.M., Al-Chalabi, A., Leigh, P.N., and Shaw, C.E. (1998). Flail arm syndrome: a
distinctive variant of amyotrophic lateral sclerosis. Journal of neurology, neurosurgery, and
psychiatry 65, 950-951.

2) Wijesekera, L.C., Mathers, S., Talman, P., Galtrey, C., Parkinson, M.H., Ganesalingam, J.,
Willey, E., Ampong, M.A., Ellis, C.M., Shaw, C.E., et al. (2009). Natural history and clinical features
of the flail arm and flail leg ALS variants. Neurology 72, 1087-1094.
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