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{I:l‘}”[::m‘n ( ) : 65’\“79, 2015

£40E] _HEBERIERIS

(BFrHRmIES e HEHNAR)
AR FRE:

B B :2014 (FR26) F108188 (1)

1% B EMNKFEFME-REE
HEEA DAVBIER (BMNKFEFED SREHRFERE)

gy
. fRNEESEEEICREL - PXA 0 2 f)

B F, A BAY, AH)ImEY
HE XY, & 197, B E=ZY

1 SRR FER RS
2) HTRREINT TN B

ER §F WA GEEREREREERMER
JR BRI
UEBI 1] 495K, Fik. B OEMB Z FFF TR
w22 L, AldE = AEinesc 22 A S B R
RIS iz, BRI % B SRS AT % Hi T
CRERRAT L] 228 2 3 2 B M R AR I 55 A e 3
fascicular IZFFI L TR sz, ZMEICE &, 7

[EANE 2R i R A O )/ pal SR

Z TR MR oS S A ISR 2 B D P e AR 1 B
AL Twa7z, xanthomatous 75 fafk %5 3 2 [EEHAD
WHOE D S BR, BEAREMIZZ { D eosinophilic
granular body (EGB) & Rosenthal fiber % Y, Ifil

G AN 2 Ak T
NEEECHELTBY, % < O eosinophilic
granular body 28& 5135, HE%M,

1 fERI1. 2
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BRI »BROERED D . [EEHI IR 2R
12 GFAP, CD34, synaptophysin i[5 %, MIB -1
M%< DG

UGEGI 2] 2%, Zotk. 205 IR IC & BB FEIEIC ¢
FeliEo ZEHINGE = AEGI PRI IS — & S b
[EBERA 2RO 1208, PLTALAFE RS URinE
%, 1FRICAHOFEOIRZZD, &RMEEE
TR 72 72 DR & HE T,

UiafgAT /) fascicular 72 FoF % 7~ 9 52 50 Fa sk JE 55
MRS & iz, MKEDOZTEMEITEEV2Y, KREBH
B S N7z, EGB & BE S 2 IR M FRLR O KW
B DL S 517z, xanthomatous cell
EEHT, MEEFICY) > EROEED D, g5
A S, Y X, GFAP, neurofilament,
synaptophysin 2[5, CD34TI3EER S N5 Tz,
MIB-1E5 M8 13 2 5

(MEm L e»)] HEEORMERICFKET 2K
JEER DS, BRSNS L 7Bl 13 & < e,
FEGIL, 2 13wv»dn b EIRETE R4 L 7 EER

B2 EG 2, O RWCIEBIROSE 26T 2 24
kIS A A3 fascicular ICHEY] L CERO & 5,
HE$A,
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RUER TH 5, ERRPEES I %5 O R M E
(pleomorphic xanthoastrocytoma : PXA) t#€z T
Eun,

PXA OiEf%ZW12 1% thick spindle cell 23Z 4
LTO2FIRPEETHS 5, Wiffle b, FHATR LI
AR O A FEBITRD S 1T 5 ST RHE
b5, WL, LHEORECEOMOER, 2%
FEYIOEH 2 EICE NSRS b OO, FEEEEA
ORI ERECF A L7 fiZe PXA L2 TRV EF 2
5hbd,

2. B@EAFIC anaplastic features #£ L,
CHETRRICR-TLEBICERL -
pleomorphic xanthoastrocytoma n—3l

el

IWMEEFY, HE BB, BF HEY

R ERY, ik RV, Wi =R

1) BRI E R R AR

2)  ABINKEFEE TR S s be R PR AR A

3)  EMRZEFH RSB

ER FEHEBA @EREREREERMER
JR B

GERFI] 301%, Hik.

(ERIR R ) 25 R8T FeiE, ZAMIEEEE 220 mm O
Ff RS [ER 2 S hic, fHiTbh, 2
% pleomorphic xanthoastrocytoma (PXA), -4
%S : PXA, 5 %2 F : PXA with anaplas-
tic features, WAL, 7€V v 3 NHERHE
EXMTONEH L T % b 3EIETFM 58 2 4
%, WMEBRCICHEREEZ Rz, AP PV FY—1 -
AT A FORPENE S %58 2 [ 5 HEEERmT % b,
JREIILA - KL, 85 » BRICHT,

Uisipn ] 1, 2 [BEHFmME  ZHEEY % £+
WM R T EE IR O ¥TE D & 7e 5 INFRIR A T,
R MBI A IR 2\, D E D mitosis 2 & T,
PXA, grade W, 3 [EEHFMAE : MZEE»EE L,
mitosis & MEME S R 2, BHIIRD 2, MM
Y%=V BUR %, PXA with anaplastic features,
MRATE, ¢ JRFEES, WHRAY « BERANICHZE L 2 72RO
fl, Khxo o BFRECE S < E TS XA 5
F 72 R THHE S M7z RN W OREREIC Y 3 2 %
EEXKTIMEEREEZ RS,

(#F%2] PXA 3HFECEMEL, < bETHEERE
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KFZEePHIONTWwS, RflFZzhicinz, KEL
KTNFEEREI R I N,

[FIRE ) WIEA T mitosis A% THIMML Twv %
TN D 5, &% PXA &L TEoTzh,

(FHaR] #IE» 5> —EREEA S A o b, Z 0D X
IMEE 572 PXATho7zD Tk, 1,
2 A H O Fii#4 ¥ & & anaplastic features & T& 3%
AT Z L, #E L glioblastoma-like 7 f& & —
ELD, e LTI bET 2FEE T PXA
DEREEFRL T 5,

B1  WIEFAAE (EREE) (HE 0 x20), 2%
WEEY) % ST 2R 3 ST O B5E» & 72 0,
BESES0 MATHAZE 133D 2\,

: ” 1 ! - 5
»r-fg i EaT
s SR A R

K2 HRAE, a: KkRm < bETRER (HE 3
X 4, FAKX40), b ME ERTFRMEE R
(HE < 40)
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3. RALHEDOTEAIZEALE L 72 atypical

teratoid/rhabdoid tumour

B MAY, NS &>, ki Rz

s LY, FHEEBEAY, FF #F

HE ARV

D BEBRFERFGR Y R e RHR R

2) WG FRPE RS EE

3) B RIEER RN R bR B

ER BEK B ARSI TF)

UERI] 695%, Zcik

(Epkizid] XH 7 HOM X 0 R, EHEH
Wiz, ERBUEEL W, 9 HICHIER TR
Pt A Bl 2 322 U 7z, MRIIC C FHEAREE D
shizlz®, ABtLicolz, HREE T & RBRGEDEE
PHELT L, TSR R T S iz,

UiEERT R IR B o & o S H T, B/AMED
HAM e 26 9 5 A~/ D N/C o & v AU
fans O & Ak, BRCHEL Tw 5, RAHOMAL
BIIBIFIRIE~ZENDRTH 5, IIREEALH Y,
FRRMEOMINE 26§ 2 il P BERD o h, —&ix
Z7RA FRRERL Tz, #BORETIIIERL
EMIMELSNEL THB Y, —#iL staghorn RIEE %
AT FRHEMETE R, RIS RBUCOT S 580
gblRond, BRaRGswR s, 7R =y A%
NHIL D, MR LD, B E DO S atypical
hemangiopericytoma, TEPEEEEENHEFICZEDL -
7o B8, fayEdeftc T INIL 23 & 72 0, atypical
teratoid/rhabdoid tumour (AT/RT) & @ZWrshiz,

[ T&EE2FRAT R) FISH 12 T22q O REKIFHH S
TR o7z, INIEBAT O sequencing 12T 2 D
DRERPED SNIzTzd, o DEREBZENTN
DOXERT IR SN, INITOREESEC K &
Fzohd,

(F42] B £ TRA0BIO R AT/RT e s h
TBY, THIETERERET, 2HLETHS, TH
EFEED/NRHNTEHRE S T v, AT/RT DA
B & ANRBIDOFR BRI, S FEEFHIRRENC D
W - &0 Lciddhid e v, REIOMRGRIE, K
A1 pale cell % clear cell, rhabdoid cell 23{87E L 7z
A /NER E IFRR R ZHRTH Y, HTFER
FHNC Y, INI BG5S HBR 2/ NE6) &35
o Twb, A AT/RT, R FEEFERNL, £
R DS NG & X R 2 RREEN D D L F 2 D,

No. 1, 2015

1 [EE OSSR, 72 @ MIFEE O W SR T,
staghorn JROILR L 7 BMME ONFEN R 51 5,
HMEOBERR 2 R H S 5 A~/ D N/C
Hom RIS FET, —Eic7 7 F A Nl
BRoND,

S I S SRR S
B2 INIHfh, MENEMESBYETH 22,
Ml EETH 2,

4, EENICERMEREZRD, EREEAT
B H 5 Erdheim-Chester f5 5 5& > 12 1 4l

W), BE EE, AN Es
S ERD, B 3, A 8
AR BN, R OE R B
gall BP, BiE 4, mE 8%
W EE

1) FrSRERH A e s R o 87

2)  FrRAFTE TR B

3)  FrRAFIRE AR SR

4)  FRARFR A ARBE MR PR

5)  FTIHAFE R A RBER T

6) FrAFEEREER AR TR
ER EEH thE (GMNAFELRFEERS)

(EBI] 675k 31
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(BEAERE  RIGHE) Fricz L

(EG PR &) 20114F 1 A & IR THAE, BHED
MRI T FEAED R & ARG ERZE 2D, FRME
Raﬁf&%ﬁﬁﬁénft«xto Z D%, 25 MRI THifl]

W KEREDOER R 2R, EEY » o fEe
IgG4E§JEF$b>%§mbn7zo SN MG E R ZE DK
bHY, 013FNFICHRIEENZZ L, 1271kt
WHRERIC & 2 Al 2 T L 7o Z D%, Ga v v
& EHREER CEE LR EREED, YhEE
AEFCBERDIET S iz,

GHRRAT R IR ER AR 1, SRz v, Belh
o L IIRMINE, V) o ER, JE BRI HIER L 72
RIZERE M RIEMR R DER0 & iz, Touton #l %2 fdb
5D TP BERD sl DA TH 572,
SRR LA 1, CD68, CD163, factor XIlla,
fasciniz B, S-100, CDla, langerinliz[&:THh -
72o CD38IZEER & L5 E M, H 2 W» iﬁ?@ﬁkbi
DERD SN D DHe BRI D FEBROFTHZD

68

iz,

[BFge o] e &2 o Erdheim-
Chester fis (ECD) tiZWilL7z, SR LT, 77
o > A MIBIARARERE ® Rosai-Dorfman %434 1 &
20, % OMBFRVRHES SR GR X5 2 > Tw
%, ECD B3#dET > 7 v v 2R RRERE O O
EDTHD, BYPBEZBLEMWA 2R L, MHEBERH
fa.o S EBETE D © 75 2 B OAFEERE 2R T %,
MAEDOHENRE Z KT HEG S b 5, WML L
Touton B EMfEAS IR U /- NZEREMERHE T, AR

LRI A HED 2 LD 5,

(RFEm] AP OB R &L AHBER 1Z »3h & ECD O
ThICERT 5 %5265, ECD Tl M2 macro-
phage @ marker T& % CD163% CD20423[5 14 & 7%
D, 512 STAT3D Y YBALHBIEEMRZ O IEHEIC
BEL w3 DHEbDH D, 25 LIcFRIFARER

DIREXHET 2 LTHEETH S 5,

1 HE K 1" BRAF/pl6#:
1 & HE 4 6 © xantho-
granulomatous lesion,
Touton B F i Fakk o #i ki
(inset) , BRAF/pl6 : 5
R

B2 Sy 4 £ CD6S,
CD163, factor XlIlla,
fascin i B T, CD38F5 1%
EEME X2 B, S-100,
CDla, langerin iZf&t:,
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5. JERTHIM & FHERIE %K L 71-—EliR
f

IR ERYY, B ESY, mOERFY

BB tHFEY, W B

1) FINKF R R o R R B

2) (BRI B E € > 5 —

3)  HESHERBTREA R

4) RBRSHEBRBUREZRIE

5) S MIRFEER S S R EAR AR

ER WH YAl (ERREEES W ERe >y —
EfPRIITSEER)

UERI] FECRE TR 2o

(BtFE] SIE, MRBEETR [RIRE] Frcssa L

(B R aE] XF11HIIHFRI10KEEE, $=E, AT
BT AR3 D 0 By o e A TS BN 2, &
MR EZHZ, Bo T, 12040, A TR
D%, L OBEARIEZZ L, FERBREEE
NEIEHT L2l s h, ARBRRGRERC iR, SHERETH
TEEOETFED Y, WETHL D T CREMmHREZE,
EFH IR T TR0/0, EEEREERE I B TUHE,
TR &, FHO CT T3 %M 7 = T i,
PEEWICIED D, PN, Ml & R i35k
{to MEHE MRI T25RF8 & TIXEE 2 ~5 5 JEHE R
MNzBEEEE, STIR TIZE 9, 10MH L ~ v DEHE
EES, TlCKEROEES, & 4BHEORTT 3
XD B, DICHHD AuXFI L, AVNVEFT 7
ERAY v b EEESL, EREIUEEITH-> 7208, 11
H26H 1 ERDOpRES B, SEERE#Ck 57, AT
a4 ROV R EDWRER LI, 12A4HCEY 3
vy 27 kb, B5HIIET, BHIKE DR 2E Tk Clos-
tridium difficile (=), HEEE (=),

(— MR BT 7] 368 3 K16 1 Cffsl, MRy
HET R 5 E146 cm, & E61.5 kg, T &
(BMI) 28, wmfitm, SEFED D, IRMRREE I,
LA AT 4 mm IERIERN, — MBI S o 1.
R A Vo 202 X B I EEEE (BTEE» & KB
FE, KEE S KBTI R &), 2. @5 HmER (Y
L, FHEMNE, BB, MmEmEx), 3. Bk
B (BE), 4. REINRPEEHRREEGIE, 5. B
B LEEZE, 6. HZEMHE (40.29)

(R EERT ) EERIGEL, 247 g, HIMREE, 256
~EI0MHE B E = > T oy 7 L, BEEEN
10 mm B HEFeE R, 2 SO v LTI REEAT

No. 1, 2015

EOFEREEIY L7, 7 EETHINLE A4 OKRH
BEB LRSS, AMMEERE RS, TR D 5, IS
DOEIIRIC T LA L2 B O DB 2R D 2, K
Ba TN & BB S REOIES R S b,
HHEE O HERA RV ~L O Thd, Ths,
Hefk v~ @ VTh7, 8 (FHEL ~)L The-10) TH
S, VThv ~OV LT OFE BT 3~ e L T v
2, ThATIFELRICE 1 mm 5 O M O EFR KL
Engetkiib) 83 2R 6N %, ZOVRLTIER
rn7 7 —YNERHASNDEH, VThILLUT OEw %
BSEHR IS R oy (K1),

. . s,

1 HEMR VThOv ~ v o 3B o 15 7 MR EESE IR 3
Masson Trichrome %4,

Mtk VThOL ~ )V OBFFETIL, BIEHETEH K % 52
E> T BB TREC~NV =T L, EABREAIT~
DNNV=T b RS, BHAMOEEIILEEL T
%, MR L HFREOMIC AR— A RBTHICR SN S,

VTh7A FICHHERE L ~TEY T ) v kB 2R TR
[HMEOREE FIMEL RS h 2, BREREESM I R
57z, VTh7TEUT O BB 1332 L IR L,
BEREE DA E L EHIRDSED 5 d, VThIv ~ )V D
7 EJECT T IS e BERIE 2R 3R & BRI A 28
Bamc@Evons ([X2), FEEICV_LVD 7 E
[T, FRMERZE VWL s, WSS D2 405 gLy
D, Vo NVELBbWAIRLTCEELZZEFED 5,

GREHEE, FEMIERTE, ARUAZE, /oA O/INREER,
ey~ VThIA T OB By~ vids L%
Th8LAT) THRoNZ 7 FETHIMIE, —&ic~EY
TV B RS N OIME I 7 & BT oK
HEREFZ oD,
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2 HEMR VThOL ~)L O 7 €K THEO IR,
Masson Trichrome #+ff1,

[B22) #&HEDEESE 1T wedge-shaped radial lesion
(HEEHRA) PEBEG L CEC LS /2, &
IRIBEFEEC L 2HBE L # 2 5, HFERHED Bl
Ex7u7y—YnRsn, &3 EETErER,
BEErEESERAER N I~ 2707 7 — YRR S RN,
Z OEFCH I RER T HM & 7 & T e Bk A 12 BE
B CEUTAREMDHE 2 o128, FIREFORHE T
HIMMIEE <, Mk < 13k, BEAORBIRS X O
7 EPETRED ) > VERREREDIRRIE, Zho DR
ZREEL TWwa,

BEDSIEIERICHL E 72 D, BEDE S A — 7/~
FRIR 2 B - KBX - /NN BRI S BERD, NI
FHEERL T %, KM, /N, BREOZFEMED 7 €
THIEX, DICIZLD Zh s DEBEEIR?» S 4E U
HileFz snd, —75, /BRI IZEFEFT R %
RO, BAEEICEIRE I3RS v,

HefR VThOOHRED 7 B THEAND~NV =T 13, &
REESE & 2 DIZFMEIC X D BREDFE 2R S B2,
BREFEDIEE L Tz iR LIc L £, EOHkF
HEAERD T, FH-EMO intraspinal herniation ($H%E
Wirfh) &, FREREB S22 TP & OB
HHEAFBAD NNV =T BELI b D EFZ D,

6. ARAHTHEES & RREM M - 1o FH
RIEDFEEHERED 1 BIRHG)

wHE IR, R HE), & 0 =9

Nt FFO, AHEE—, LB TERY

INHEF B, EE OESY, B Y

fhE AR

70

1) SRR eI ) B

2)  HTIRKEIHTFERTRE P R

3)  PEHTIR hIRBEsRE IR

4)  FNRARFIT eI TR BRI 0 B
5) TR RREBErRE R

6) WRAZf HETREE R PR

ER il F (ENRFERBE TR

(ERPR RG] SECRET2m B, R ITHEE & BT R
DEICKROHE, FKRNIEEIE R\, 49
TREECRIEL, S2RIRFICHREARIZ YR LTz, filfE
FHNC, REREH, MERNEETUE, TR
BEART 2580, S 2 m RINEEERE 35 0o 72,
MRI T/MkZEfE, MRSt CREMRESE AR,
JWEHE AR AR AR CHRBERRAHE D ILEE 2 588, BRI
REREE 2 S BRI ERE (SCD) &2 s e,
MEMETESY I BEPE, 7Vv7 3>, AFP ik
E%, 45 A CDRPLA - SCA1+2+3-6-
7+8+ FRDA 3B E I iz, ERITETHET, 643%
RHCHEIR, BETREESHEL, 67NN B2, M
RROPREEEG 2 42 D IR U T2 IS0, & RRaE234F,

Galtrn ] BMEEX1,160 g, ZNREREE 13100 g0 A
IR/ = R, ATEESE & e S O FEiE, 2E,
HHZ Bt =R o 7z,

R 2Emrr ] 7 > il s B i L,
Zoft, HURT, T4V —78, IR, KEmRE
TR, BRERTAS 7 7 — 70 b #RsiaE 2 R
Sz HAREZRAD T, iz, RPN IEERE
B, BRENMKEE OZSEDHH & 2 Tdh o T2, BARMIREET-
BRI BHBRR I EEICEEL Twiz, BHERTR
I b ERERIEOBIE 2 R 2,

(% & L EA] BRORSEEEE DN,
FRAEHAFSIE C, WHERZSMEAL O AR PR IR & SR A
25 SCD Th %, AITHEDE WEROESLE
SCD T®H % : EAOH/AOAL & IR B HE e 1,
APTX R T b BT H - 7o, BHE LR, K
HHEEEL TV 00, EEFRNFTRZRE, H
IRIEERFEHNC BB 2 BEFOE~R b R LGk 5
ot DI BHEE B E T 2 SO TR 2 29 2,

[3Fam) EEPE{% 5> & 13 spinocerebellar ataxia with
axonal neuropathy (SCAN1) RN EA235 & v
IBRMND o720 Tz, HRBFHNC IR D ERARMRE
HiDy 27 MR BEDN S D TIE RV L
WO R H Y, SCANIDFEKER T TH % TDPI
7 ¥ DNA (BRICBIE L /28 @ T O EF I b HEER2R
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Iz,

B N OZEE - FRBRROENE (A) BMEIX1,160g T
KINL,060 g, ZNIG+IRGER100 g0 7RG « IR 13RIz B
LEIMNEL, EHELTws, (B) AIMMEGREZE L ~ L
DX 2~ ofk, INMIZEE - HE L b ICEEICER,
HE IR ORIHEREBD 5N 5, —T, LN
7o Tws, (C) HIHBEL VDX I~ 27 ok, %
R, BIMUR, TN CREE ORISR S b,
(B, C :KB##)

7. BAEZFEIRE L, KINREICEMD
PEER & NI EIT IR L MERRE D—EIAR )

B =EY, FK &R, 88 HF°

Hd 507, B BE?, N @

FHE BAEY, Bt B

1) SRR 5 5

2) ZEIRbCRER

3)  HTEREMIIRFT AR Y — AW v —
B FRERERNT 0 B

ER KE 187 EEEEEE O LERE Y —

T EIAARRE)

UERI] 84i%, Pk, FKIKCHEEL L,

URAE] 785%, AKEOREORIKEER DE 2D &0
LB, —ATNRMBENTE 5L Ko, MKINE
PERRAAE & Wi TR, HFWEE, BHBXRITPHRME
DILHERRD T, 805, HDS-R 11/30 (72721 3 #
FHDBIETREDFIRE) , W HL S, fEEHRE
WD 72 D ABt, il & OZEMHEBOESHIEE S h
72, ZWNCHE LTz, BRIEEILU Tz, 815, BARIR
HE, 83k, FAEa L, IREREBIER, WK,
SEER IR AL, PUEIRJE diRE, RIS Lo 845,
i D7z HFETE (LA 6 ) o

OB ) AXEE900 go RITEE~BHTHEEDO M EH %+
wELT, KE - KETHEOZE & izt
OS5, FERFEC TR & ) 4 — v A

No. 1, 2015

mz, Vrgbsy vEEONFTs, Tufted astrocytes
(TAs), Coiled bodies, Threads nHIH L T\ iz,
AU 7 AT AL EERRER (PSP) & HEme L, A
Tl TAs 1I2kb L Threads, NFTs 25125 < 38
» 5Tz, HiTEEERE & £ 12 Ballooned neurons %
DRER. M7, EENE, KINEER, KT, 2
Heaw Mg, NN OZEEBETH Y,
FRRY vIBHRSE D MEE b Do Tz, KIKEED
FUEHY 2 AY 7 ay MiE, PSPIZFEL LW
NNy —vREL, Fic MAPT BIETEITTIX
R IIFRD oo Tz,

(% & L [MREE] RHEFR - AE¥H9IC PSP &
2, ZORESMIGEBERICZ L < FRAMED
B AT o T2 BRI L Tz, RIMEE « BB
DEE % Threads 1%, AFIOIEHAR PSP OJFEE
BEFCEIBEDLS EFEZ S5, ZOHKEED, &

FFRBBSIRE D

ES !

1 KB By BRSO 9Ah & HIR
&, 8RR PSP & I L, KRB CIIETEED > I
THEREICE <, EELSPHEE T3P0,

" - _I
. - i -
o) = e y -~ Sl b e
- o ) _ Ry R
=z L 2= - e Ay S LI
- 43 o = "
3 S i & = W
-
:"_. 3 [ "‘ .
- , - S 3
Al = e =
s e Vel 52
: ] e
T V= %
15 SN )
e #

2 WIEIERE, Tufted astrocyte 12z, EE4%
NFTs, Coiled body, Threads ®HIR%ED %,
ATHEGR, X 50,
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5 75 B TREEHIRENT 2> T B,

8. ERFRAYVIC ALS L 22Mr & h, RIESEAYIC
IZALS IZINA T PSP i L Bbhh
BEEASH L TUL 83BN

=l =R, EF #®A), ZH Ef
HHEADY Y, EEE TH#EY, ME EE?

HE ARV

1) BEBRFRFGE S RS RHR R B 4 B
2)  BER KRB RS R N R 4 B
ER Z2E BF FriEKERiroeimsEas sy

UiEf] 837 H itk

(FIGERE] Ffo & Z &L, IMEER L,

(BEAEPE] BREeHiniieR (16480, & E R
(4 4EH0)

(EERFGE] X- 143 AEHL2 SMARAL DTS S L L
RIS ENHE, 8 AL 9 AcHERE X Uk
RN OB EZ I RE IR I Lr o7, 10H1IC
HREARIEZ2 L, BRRBER (BT REE, fEE
%), MO fasciculation, T T DKE K E % 151E
SNiz, ZORFLETHUEDOFHIMETIXHS 2 Tld
molze 12H X DHEFREESEL, KBEENTHRN
FHCABE & 7% o 7z, MEFERYFTR & U CHE MRS, #%
HhEE, mEm G, W, oA, fascicula-
tion (7 LM, FHAER), Wil Babinski K& %70,
B C IS ATSHEEAEEEE O 2540, A O BRIF R ZE,

1 HFRECOHVRNVODHIA=—2—a > iZALNRTz
Bunina /IMA (%HD),

72

IR R GRERMERTI RS ) 27z, EEEFICH
SMERE RS e hr o7, XE 1 BIciidnE
HEMRA & SHHENMRE * iifT L T ALS L HEEZ W
ENTeo ABEEEX D HEFEL T filin, TEIR, (K5
B L CRHEBEE 2B 2R o Te S REBICHEEL, 2
RZFT LTz, 2FEHI105Ho

UBEpr ) AME 1,160 g, HREMIZR OBEHIRIAML
B> & D Lier o 23Sl o BHEC 2> TR
M2 254G « Bi¥% L C 8 D, Bunina /MES sphe-
roid WE R & h, V) Ak TDP-4355 & X B #E D
EQUrOvThBIE SNz, T, S (I 0RE
SRR 72 5 72 — 7, BE, HRZKERPHIKE
H, FHHH, SUKTHZIC globose type NFT %z G2
Wiz, BICHK T T3 globose type NFT L b 341
A kS 2 & 2 NFT KRS TE D, Gallyas-
Braak (GB) #ft, V vy vfifk, 4V — 1
g PRI TH 5 7co GBREEHHED 7 ) 7 D%
EREEY) b BISEEE I DBEIR S iz, 2o DES
fiCT=a—u OB IEEL I b 5 1o FHIfTTICER
BEPERT R 2780, INPEESREF 2 ohiz,

(%22] APz ALS i PSPARRZE S GHEL TH D,
ZF N TEZ b PSP O#JHAGR S TRIE & 7 5 72
B, FHEMR A HEER & A NFT 227V 7 OZEE#EY
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EMNT, BRTYH TREEEGF CSFIR ZEEHLRTE E iz HDLS | ¥ DEEFREDILH )

EINKF EF IR R F R S TR ITF M
TH I
ER PR T BESAE SRR

IR ER 2D BERE U E AEEHEMIE (heredi-
tary diffuse leukoencephalopathy with axonal sphe-
roids, HDLS) (31984412 Axelsson & IZ & 1 #fi f&
JRHESERICIERER (A7 204 F) caHmzws7) 7
(v7m77—) OHMBIEZHEHBLE T2 HEME: L
THIO THRE I NI, 2D, KL EFD T, »L
D DEFRRE R G R S vz, 201148RIC
AIEDOFEKNELEF & L Cao=—filENF 1 2854
(colony stimulating factor 1 receptor, CSFIR) i&
T (CSFIR) MREES NIz Z Lz X v?, ZH LI
WIEHNEETH - 1 BRI E G k> Tz HBETIE,
7o &7 % Z ORSHIC S ETHEORAEEZ 2 L, BE
MTA7 zuA NZ2fES QENKELZK L2 EE
ZREBRL, FRCSFIRWF % L7z & 2 AHHiopR782H
AR B U 7Y, fERC 2 OFERNE CSFIR % 5
DIFERR S NI ARFER 1 BIH OmED & o720 BB,
Z Op.R7TQ2HERIL % D, pigmentary orthochromatic
leukodystrophy (POLD) B2 bR s, 7k
{ &b POLD O—#1X CSFIR R BFENTH % Z
EERL 72,

Kinoshita & O#EVLAE, #7 2 440 iz 45
5 CSFIR AW %52, 201449 ARBETZ D
BUT6LIZDIF > 720 ARFRIZ BT 2 FERE O HE EE
WS BBLOE S, HRREZHE O WNEE S 2WRE 5 B
Thd bbb, BBAVYFI VDAY = =T 2D
RFRIL, ¥IB0FEOR 2R Thall, BEFEHRE 2
Shieh?, ZORKZTE CSFIR ZEEMHEE ST
WEWEDI ETH D,

A TIE, CSFIR 5N 2D TIT T,
EDMENINCEIE 2R, » OBRET TR
R REE S LT W WRTE S 2 W { DiER
L7zwa,

a) HDLS BERZEICH|TIILEEENET

AHE T X MRI L #0556 £ (diffusion - weighted
image, DWI) 12 THHEMBREZ O —&Ic & E 521t
BRI WD D (KL1A)®, [EE D apparent
diffusion coefficient (ADC) fEHIZETLTED, T2
shine-through TIX A WEOHILHHIR TH 5 2 & 7R
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ENTW39, DWI/LET >V vz v iziE ¢,
mean diffusivity CE¥M 2 HEHEE) I3RREIZ
#7212 DWI BEBIRENLE U T & 180 GHEIMR
2 TRART 3 225, @MHIRAE TR b
LD, & 5 IEEIMRZAE T axial diffusivity
@RI - I ERE) BABCETT2600
radial diffusivity (flfiEx U CIEE S [0 OIEEHE
BARETH o1z, 2D &3 HDLS OIFEEHIRZ I
BT, A7 xzuAf FEEKE Z S ik ok
Eope ) B, Bz o #ERoREFCEAL RS
D, T DWIEGEFERBENEDTIREbI 2,
7z72L, DWI TOEESZELIELfI TR S5 551
T, ZOFTRIE, MRS FEINCEBER T
FL, R —RETHLS R LED R D I S IE
BITHMLD XD lbi s, EUOEKRRE, SRR
HERLTH DWI TCOEESE IR >N S
TEB & 2 5 T WIER T IR E O PR EAEN
RN EE L0 ? £, DWI TOEEESZELIX

1 BEESMRI, (A) %¥), —RAETHEZ S E
WEEH i, CSFIR #% T HDLS & #Z W & 117220
R ARZCHED, FHIEZEENLIC FLAIR S8 SR A 5
R o, —EHIZDWITEESZ2ET %,
DWI E{E5551: ADC CTRIBICEEREFS 22 L
TEY (RH), BEOIHEECTH L 2 LR E S
N3, (B) HDLS 3%t 7z 4%, CSFIR tZE
M D60m R 2o, DWIIZ T HIFE & B o FRAIR
EESRAEZIND &< X 5 7% high signal rim 255,
515 (KED,
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LU AL EoE#icbzoTRenEM, 2
N3 BIRHEEAL, JREZ KBRL TW»2 Dh ? B
WA B 2R OFETT & MRI O#F#EREC L 2 [/
B D ?

& 512 Sundal 5%, HDLS T b EHNTRZE S H
B9 2 fHIid = B AR OB R o o MR T
DWI iz Rl TR T )2 o THER L T <,
RZER 2 B % & 5 7% high signal rim AR5 3 &
EERELTWAD, O high signal rim 1ZHIHIIC 1
BEH035H 0, FEEBOIBEEIFIET L TWw 23, HEHN
IERT21coN, rim FEL 20, rim OFF (HE
) e biciiBEEdb LRAL T A 2 EWRENTWY
57, HH O b HRINCERAE, g%t S—F
VA A%EL, F{ElO high signal rim &3 360
D EHEEZRFERL 72 (K1B), Sundal & OFC# L
TeHT R & QRS & HDLS %2885 7243, Z OFER]
TH CSFIRZER IR TCE adrol, 2D LI
high signal rim 1 £ X 5 iR HENEE, HoH 0
BRRENEREF OO THAH 0 ?

b) HDLS BERZEICHITZAKIE

AR D Konno & 1% thin-slice CT 12¢, HDLS
B O = i £ R PR O BTFEESEER T i L S 2 1
Mz ERALOEERREDO S VIR TH 2 L L T
W38, —75, Fujioka & 13 p.GS8IEZE %2 H 3 558
AN B W CTHEIEE I 2 Ak bR R ohiz 2 &
ZHRE LY, EHES BFREIL pGEIDERZH L,
Fujioka & OERI & AL 7oA KAL S 46 % 7~ 3 RE ) %
REBR L 720 C OFERI TIIAIKILIZHERENT O R b
NUEEZF D 2L Tw3b B0, »D>DWIEES
REL DL Twiahrolz, £ dAKIE—#i
WEOMTE IH) LEEEL T —B Lk 5T
3%, [A Umicrogliopathy &% 2 &+ % Nasu-Hakola
JRIZHDLS & [0 FEGE % & 729723, Nasu-Hakola
RTIELIELIEFRMEEZO AN R o5, 37
v 7 ) 7 ORRERE L AIKILOBEF?, H25vidZ Do)
R ED &S BBEMED D 2 OrPEHS NS,
¢) FEPIRIHERE

Hoffmann & 1, HDLS &3 [ i ERIERIC TE
BWLZI ha vy N7, VY Y—L28E, Wb®?
“dense bodies” WEMLIZEIRA 7 = v A F ZHER
LT3, R HDLS & 380U 72 B8 RiE %
292 2 EDHAIS NS neuronal intranuclear inclu-
sion disease (NIID) T FZ4EMDOE A H &
NTwsm, Ly NID Tl high signal rim & £
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AL 7 fR BB #2558 (corticomedullary junction)
O DWI BfE5RE % & 7- 3, S, HEMEDZ
Wiy 7 7o —F 0 12 & L THEEERIZERICR S0
bAEIN L,

MR TRER L 7: pKT93T R 2H ¥ 241K B 1%
HERBYHE R b¥ 2 RE» b T2 3HMbE D T
BIffE, €50~ 2 a7y —IME, MBRERERE
BER X7 LTI L72Y, HDLS OFEL & b T »»
1FEHEVD I ETH> Tz, CSF1Y 7 F IV IE Wi E
DB B W T HTERIIE > & BRI~ D431,
SIERFIC IF RAE I L CHIFIRNICER 3 5 M2v 27 1
77 =Y \OMbicEET 3 3B, F Tz,
CSF1, 2 Wi CSFIRRIE~ Y A ZBW T, &
AR~ T AR TEEMIO MG « RO EE, %
TEERYE T 2 KIS DER L ENHE ST
%119 2 & T HDLS T KELAE D N gs ik 251
FIFEALEHESRTOW R 5 12, KEE O,
[, i, B, Bk TCcREFEHLEw I T -
DEEB L VIMKREREN RSN, o OFRET
BN CSFIRZERL ED LS B#EL TWw 23D, K
ZHFE N & Bbid,

DUk, FEEeRE RS0 EFLRICEL T,
— NDHEFE % & 5 »F1c CSFIR @b s 2 L
75 o T ARRE, AT OO EFE THRAE B MBI IR % R
> 1 ERIERE 2 HR S ¥ TTHO 2, ARFBITIZZWAR
MeEDBEL2ED, HDLS BENSHELET 2 2 &
BN TH D, S5, X OIEFINERI N, JHE
DOFRIACHEST 2 LT 2 IGFEOBFEL D & & 2 )
EL T3,

g%l

5
RETHEOBES % THO T AGMA R R SR
¥ NBIEESRE, FNREEE=EE  thHEE—eE
CHEBHR L BT T, g7, BEELHEKERCREE
BREDIHWIEETIC 052D TR L ET T,
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