fiBE - BESHESMHRE
Eone VPRI S
MRS R

BRI EICECEENMEY TH O MROFX DO ZINO B E ., FIHM OB LG HERR
2RIz L T0B, HERIE GO TEEED RIS U TR ZTE RS 5. TRE _HROE
Pt U T NEEDYE L O EOFR (major dense line) %, JiHE U 72 SV EEDNEE 1355 DT AR I it
(intraperiod line) ZJE L. T D~ DOHUIHANE L < JHIRICES] T2 (X 1a), HHEMRER O
B X Z 25 BN (oligodendrocyte: OLs) 12, ARRIPIFERDOBEINIZ S o7 Vit (Schwann cell:
SCs) ICKDIEMENT WS, OLs FHEDZERZ I L, BADIROBE DR Z. SCs 3 1
DOREEZIEINT %, ARHAREDHEH T X T SCs 1FELE M (basal lamina) ICPHE NS D, HkkEhH
PR TR K U OLs WHEUEMIC A E Nz,

OLs DFEAIZ, MRt MIIE (neural stem cell) 20 5., Ak A{ERANIE (bipolar progenitor) | A ZAHY
Z S (polydendrocyte), pro-OLs . #i#fiJEZ )i OLs, H#HJE K OLs £ 7% % (IX 1c), OLs
. EBEREEAR T, BREA/NE L, MR ARIEERICHRIT 72 halo ICAZ % (X 1b), FHE Tl
PR (intrafascicular) OLs & U CHIFRERHEICTR » T, KB TR (satellite) & 5 W5
#% (perineuronal) OLs & U TTEET %, M IC B G- U R W SRR OLs 3= 2 — 1 > & DG
G5 LTWd, OLs DX —H—% K lc ISl L7z, [EEDREIC I D, HIRfHHERT OLs D
A HZahifid <. 2',3-Cyclic-nucleotide 3'-phosphodiesterase (CNPase) % proteolipid protein
(PLP) 7% EM3, Satellite OLs THE KB FEETH 5, FERBIYII EEESRMD KW OLs Tl
NS5O —h—IEAHTH %,

SCs (&, fh#tbemifain 5. BiSKHHIE, ARZVE SCs, PR SCs, BEHBIEK SCs &%, Jk
JEM IS ARV SCs DEFEN SBHHND, —RICKSMEMENE Y —A—IE S100 TH O, i
ek v #EELTW3,

1

Neural bipolar
stem cell progenitor

premyelinating myelinating
oligodendrocyte oligodendrocyte

polydendrocyte pro-oligodendrocyte




i ORAUITIZ, luxol fast blue (LFB) YA —f&My T, S k(L% T & myelin basic protein
(MBP), CNPase, PLP W TH %, WBEOIAEZGET 51Cid, BEMRG L MRL a2 4
ENH 5, MROFITIE, Bodian RetaZe ERGPHAD, VU VL= a2 —07 0 T X2 il
#2219 %, Bamyloid precursor protein (BAPP) S yEfH#kIL ATl NATFMEfilsR IR A b H;
ENTVBEILGENEBICERUGDBIS S N, R ENXEORREZ 7S 5 C & TE %, HHA
BTHREITANEE, HERPIL (myelin pallor) (&, HLUCHEREAIC K2 REEDIKL 2RI L T
WA ST, BRIt =i TH %, Table 1 ICRCHR U Tzl b3 2 2 80 3 2 B
W%,

[t (demyelination) & 1%, fIRMNMRIZNTVRICELDD ST, BV HET 2IKETH %,
IRt AN 25 0D FEA 72 i IR RIS I — FESE Rk U 7 BBl 5 2 D SIS & 0 JilEd 2 1
O, BEX T, dysmyelination &V b 2 BT KA PHEFOMER? - FHERFICK 2198
YA FB 7 1 — (leukodystrophy) 2Vd %, JFHERZED RIEIC R NEIIR E & 2 FEREH 2321 %,
R AR S AR LIIRIE T, BEnEbEHE SN, HEfMOARDKFT 5T LidE0,

Table 1 Demyelinating disease

Autoimmune and suspected autoimmune (demyelinating diseases)
MS and variants, ADEM, Rabies post-vaccinal encephalomyelitis,
Acute hemorrhagic leukoencephalitis

Viral
PML, SSPE, HIV encephalopathy, HIV vacuolar myelopathy,
HTLV type |- and ll-associated myelopathy (tropical spastic paraplegia)

Genetic
ALD, AMN, MLD (sulphatide lipidoses), GCL (Krabbe disease, galactosylceramide lipidosis),
PMD and related PLP1 mutations, Spongiform leukodystrophy (Canavan disease),
Dysmyelinogenetic leukodystrophy (Alexander disease),
Membranous lipodystrophy (Nasu-Hakola disease),
Neuroaxonal leukodystrophy, Leukoencephalopathy with vanishing white matter, MCL, etc

Nutritional/metabolic
Marchiafava-Bignami disease, Vitamin B12 deficiency (subacute combined degeneration),
Osmotic demyelination syndrome, Hereditary coproporphyria

Toxic
Hexachlorophene intoxication, Solvent vapour leukoencephalopathy,
Leukoencephalopathy associated with combined antimitotic medication and radiotherapy,
Chmotherapeutic agents( 5-FU, amphotericin B, etc), Carbon monoxide poisoning,
Heroin leukoencephalopathy

Disorders with varied and overlapping pathogenesis
Prolonged cerebral edema, Hypoxic-ischemic leukoencephalopathy, Cerebrospinal fluid exchange,
Multifocal necrotizing leukoencephalopathy,
Focal demyelination associated with compression in trigeminal neuralgia,
Leukoencephalopathy in patients with AIDS on antiretroviral therapy,
Small vessel ischemia, Vasculitis/arteritis, Congophilic angiopathy with leukoencephalopathy,
Solitary focal demyelination associated with paraneoplastic syndrome

ADEM, acute disseminated encephalomyelitis; AIDS, acquired immunodeficiency syndrome; ALD, adrenoleukodystrophy; AMN, adrenomyeloneuropathy; CADASIL,
cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy; GCL, globoid cell leukocystrophies; HIV, human immunodeficiency
virus; HTLV, human T-cell lymphotropic virus; MCL, Megalencephalic cystic leukoencephalopathy; MLD, metachromatic leukodystrophies; MS, multiple sclerosis;
PMD, Pelizaeus-Merzbacher disease; PML, progressive multifocal leukoencephalopathy; SSPE, subacute sclerosing pan-encephalitis.



ZRMEREEAE  (multiple sclerosis: MS)

HORRRPRE R D REAUC Z RO IRBERE D SR, HOETEICHIBIT 20 AFFERROLIE, (= )l PR
I & IR & DBISRER, BlhkE, BEEris. B E0H %, FHCE#E T, RE MR M
IR TIEPEFHE I NGEOVINITH 2 KH PR (% MBFSIONZE) B 255, MS
ZWIcHAHTH %,

WHR T, = e O BRI A B BRI e 6 (i & 2 WIRIREHFH ORI R 51 % (K
3a) BIWVIREHE T A — 2 ATV, FEe A & HEDERMmICERH LTV 20T, R,
PEWIORFE LTROEND, BHHHIRE S mm S em I KT, AuliBic/himiE %z
BT ENZV, ZOIRNY BRI ANME DB 22T, HHDOALLTIKAELRE
N2 WP TRV, FIHBR LW IMNEIE S 2 T EDRBTH O Flo, RERERICIE
R 1= e NEY gRA AN

JFiHEEE (demyelinating plaque) (& H&E R Tld b DI < WA, HlEEHE (X 2a, 2¢) TIE
T & DBEHRDHBICBIZ E NS, WEANTREEHOAL ST OLs BHE LTV 5, HliZkY:
1 (X 2b,20) Z179 EHEHICB VT RIMRIIRN K S REEEN TV,

IR E A & 2O B T, mEFPICY Rk, eI /a7 07, BXU~ Y
07y —YOEMIBIAHLNS (K 2, 2g), BRI NIHHIEY /0T 7y —VICARENS, T
N5 (& Sudan Rt 0 oil red O YA TRK B RIHFALE UTHBIEREI NS, WA BWE G, iR
EREI N, WERNICHEE Lz omicid, MREADH S W0IEAT a4 R (spheroid) HdH 5
NzcehHs (K20, MERHORPETULRILIEASNS, BAPP [EMERMBIREI NS T L
L& HY . WIRKEEOREEMNMAET 5, EH . BIEIRAIZEE TRV,

WL AR EDIER LT itk Z2 479 2 BAIRNBRIRA A 515, ZOKIEZEN 2R
T EehH 5, MREZFMEMLIE (tumefactive MS) & IHEN 2 IFEMEDOBIBITER A 7 £ 1 B0

2 [EEHSREMBILE (tumefactive MS) BNAEIRAES BEBSRE (a, o) TIEXBEMHNREEL , #5REE (b, f) TEBREBIRL TWVIH
WREIRFINTWD, OEBABICE) V) ERRE & RIGHESIRBIBAZ (ACs) - =0T U FHMEELU (c). Creutzfeldt cell (d) B8 3,
BEESNEHEHBEY2077—IICEEESN TS (g). oligodendrocyte ¥ lymphocyte Z AR (2T ACs D emperipolesis H'588&
513 (h)o KBHE (a), bodian R (b), HXE RE (c, d), 1 MBP JERERE (e), #L neurofilaments FARZRE (f), CD68 kL&
68 (h), # glial fibrillary acidic protein (GFAP) Fi{f e (i)



T, MR U 7ZNANITHEFEIRZ % (atypical mitotic figure) 0 Creutzfeldt astrocyte ([X] 2d) HDMFEET
2%0&. glioma & DFHINRNEL RS, oo HELTE, HHWVIE, EE5E- 7 OLs B,
HrehEREINEHOX S, AL ZERBHMIROMENICTUIAEN TV S BT X
VR L —3 A (emperipolesis) B’ & ZICH 5N % (X 2h),

OLs 3 K UHER D A3 THRIRT. LM AT TH S, HERREIROERICIL
THI IS T EDRFET, BRIATEBSEEICEE U, RSN O L U 7o Bl A RSt Tt
SREBZGEHHH . TN “shadow plaque” 19 (IX] 3h, 31),

BRIFTER S (X 3b-3g, 3j, 3k) TIEAIIIRIEZEY, RRBMRORAEHL A< ZD, M)
HEVEZ D A —2 AL 720 WAL S %, M PHOR SR LIRS DY, T OFYEIE L,

e —[ALO P MERE{ESE (Bald’s concentric sclerosis) Tl&. A MERRHEDS LLEZ R 72 N 7= prisk & i
HEEMA L HICBIZEE N, RLOMIROEMRE 2779, Wit QAL R2md, EEmEo Y >
NERRMEH 5N 5, MROBEEDFHZLWBEELHD, T4V ECZIAENED, AT
BHHTHTH %,

3 SRUBPLAESRES RRIBHESRZ TIIHR (e, j, k) [HREENTUVDHBESR d, f, 9) (FBEE L. RIEET VA -V 20'B 3 (b,
c)o shadow plaque (FBESDBERTH D, BEERETRIRED (), RBAOBWRFFIFEINTLD (). HEE & (b), It GFAP i
HRRZERE (), KB 3 (d, f, h), bodian 3 (e, i, j), 1 MBP HARERE (g), #1 neurofilaments AR E (k)

AR HESR (neuromyelitis optica: NMO)

SPEOBIRRSR L R ERME T D (K 3a), SIERERBIRIIT, — 3 B Wi AT Rtk
RN FRD BN D, FHETIRIKAED S PO FVEIC LD % BRI R IE R A DR
5. WARIZBER E WS X0 L IRHID DRI TH %, AMOUBSHEICHEZIERT %
Lt b5, ZILOWLUWEL VTR, HHEEZEHNDLIE U2 ORI O IF 2RI K
SE 9%, B MRBOREOMDHIBISEEI NS, MERFPIC) >8Ek, 2K <707 7—
PORMZRD. WHRO/NUEREIA FRRICIE S 2, BREOBIHENE T, AR 5 85 L
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R4 EREHA BHEKBRE (o) THOMEDDICIRI  EEERD D, KINOBERE (b-g) TIIREEZRO. FEMRFBEOE (h-j) L. TUA—
YR ($5EEFT DHRIRBBAEAEE L. aquaporin (AQP) 1 %> AQP4 OFEIRANEA LTS, HIE 2 (b), KB H (c), bodian 3 (d), #it GFAP Hitk
REFRE (e, h), T1 AQP1 FUERZRE (f, ), 11 AQP4 IARERE (g, )

THTT & 7z SCs DIHREHIFERIIKNIC A D JAH, OLs 1228 D #lf P DREIZ4H 5 o KBEE (4
P, R HE FHA2VIRESIELE L) ICEWMEDNRDENLLENH S (X 4b-g), H#
FEPEZAE RS . ZER E R o Toi W B B E N B,

NMO I RS 22 Btk (NMO-IgG) MW E N, Z OHis R IRBMIN D 27k 7 i s Bl
I 5777 RV V4 (aquaporin 4; AQP4) TH % T EHVHIH L7z, NMO DJEHEIX 5T AQP4 HifklC
K % BAIRBHIRL D[ (astrocytopathy) Tdh D, AT TIlE i glial fibrillary acidic protein (GFAP)
FUATHROAMEME T LTS (K 4e), i AQP4 HifkTld. #i GFAP Rt TOK R & X T
JRSBREMENME T 5 (X 42),



SRR R (acute disseminated encephalomyelitis: ADEM)

AEFEIE CTHAIEORE 2 & 2 PR R O SRR 72 £F - ToHUEPE D BERERRZE1C & > THl
PAEMRE 2 29 B IR, RE. WITTEE FIRE. A7)V 2 ¥, JKEE, kS, Ja¥E. EB,
HA, HB, ¥4 FAHOBREDTAINWARIAATIAR, 7IIV7, LI 2T, HHEKHE
REDERE, AV TIVIT IR RIFOT 7 F Hefiiteis Sl —E WMz TRIEL, 4w
PRSI ELFTH D, HARIERE, FFC, SLEICGHT R WD %,

MR, KIMEAE Z Eh & UT/NEIRIE P PE O BSEIR AN 278 U, AT I ERS®
Y 2oSER, EEMIE, v a7y —Y0RENAALNS, RIGHEKBHIREFET 5, 23
5L, REREIPICEIREH & W S KD D 5. ABIEIE T MDA E S 2 —FEO @B s
LEZOENTEY., EHBNT LIVF—PEME A (experimental allergic encephalomyelitis) (1L
L7tz md iR cH %,

2V PR TR Z¢ (acute hemorrhagic leukoencephalitis: AHL) (&, ADEM D2 MR A Y 5
%o PXGEBHYER EMNIT L. RlGREEZ 72 £ > THRICHE S, /NG IRE PR BifE & Hiif
MY BHETEIC A S RIS RIS/ NIRO ETEICHE TH 5 (K 5), ZHAMKROIREE 7 ¢
7V VONZIED MEREDBIEE H 5 N5, RATBOMIRE UIE LK T 5,

HETT M2 BV B IE (progressive multifocal leukoencephalopathy: PML)

HIV 5> HTLV-1, BV 2SR, i 7 £ S AN AE ] o Kt R IC 38U C L papova virus (JC
virus) %, F2T OLs P ERIEAINL, 2 U TSI R U, IEZ K I IRBTH S, KIKH
B, RHCIZET R RN S RO NBBIAAE L. N5 Aa LTAE < 5B, Mgt i
NBBEMRZEE HEN D, BEINEHPZERT Y707 7 — V280 5, RIMEE PG
PRI E OREF &R E N, /NIK « ki E SICHRIC T TIREDILD RN D %,

FIEAIRE T, HARITIHLL DY >
JSERIZIME FNL 72750, HIV Tl HAART
POERITRIERDEIE UL JRE KOS T R
¥ 1E 1t 9 % PML-IRIS (immune reconstitution -
inflammatory syndrome: S¢S FHRESE) MEOIT: »;
HEh T3, e

OLs DRANEA L, AFisitkd 2 ighrt - X o ©
TEDE AMAZ RS %, B ARBHN 7 5% 7% :
EREZ R L. BNICY IV AR FZED %,

JC virus (%, $i agnoprotein HLfAPHL VP Hilk o ou wane (@), H&E 38 (o-c), 5 agnoprotein HARRE (), 71

7 W T2 50 AR L2259 in situ hybridization, VP1IERERE (), PML in situ hybridization (g), BF (h): BETIE. 1%
B ACSHOBIALT. BRRESES 3 VRV RRBELERENS,
RIS TIHES S (X5),

. 4 & v 7 i
B T 4 AT ]
) (R b 7
R 35
o‘ , § "o . ®
|



FH'E Y A b a7 ¢ — (Leukodystrophy)

HEY A ba T ¢ —I3E60 - AL AFRRIAO 79 IS HEFH O T %00 T H 2 IFEHIT 5
WA T O, HEROIPR EHEFDNEEHE E NS, ZEAEMBIBIETH O ANIUINCTHIRE K U
BOJEER T 2 KT Uy KINAEOILHZ B, AeMiloRi, ERBMROME, RE T
SIRBHEDRFR EMILB LT R TH %, BIRGBERTE I N, MW7 20 Rz
JEWS % hY, BT IR & SRTeN TV B, FERIIT/NROIREBTH B D, Ml ik
ANTEHBZ DD B,

FIETY A b 1T ¢ — OFEATHTT L% Table 2 12 % & 37z, &I HBIN R NIEEL D S D .
ZHNCHHTH 5,

Table 2 BEYR k07« —DFBENHE

RIEFTR RE
=] BiNAE. ZHDO—E Y5 —)LiRHE FLEFY VIR
= BRNE. BEOERIREL HhFINVw
v S0+ KRB 05 vNR
2 ERXMEYBEOBE EFMaEY 28071 —
~ — MERAEY V) GKEH - BIBEE FBaEYR MO T4 —
[m] — RO MERFBUEHERE ———— XUV T DR - XYy /\—fF
2 TE31 (orthochromatic) | |— H#EBINER. BNBIRIL ——— I 1 VIERS
ke HDWERY ViRt — ZeRafZRL. OLs 184, &R/ ACs Leukoencephalopathy with vanishing white matter
| (sudanophilic) 9&®D [ |— ElME. BB T2 ——— Megalencephalic leukoencephalopathy with subcortical cysts
Z7#& (OLD or SLD) OLD (SLD) with calcification

— OLD (SLD) with other specific features ~EOLD (SLD) with pigmented cells
OLD (SLD) with meningeal angiomatosis

L— OLD (SLD) with no other specific features —OLD (SLD) not otherwise specified

7 L3 > Z—J5 (Alexander disease)

T4 7V /A4 RHEY AT ¢ — (fibrinoid leukodystrophy: FLD)
cxvbh, hRICHESNS, #190% I GFAP Ein FOERDH 5\
EREDNRONS, HFER 2 % TRIEEALERMEZ 2L T0a,
2 LR, ME IR ARG D, ¥ F URRICib LTzH
BN Ze L, Z24ifbZz, FHCHTBEEICERD 5, ML LzH
BIZik, 2RO T 7)) VOO —E 2 Z—)U (Rosenthal) #iEAS,
FRCHBER OB T, mEE M, e LA MR EICBENS (X6),
BV LD E L, R EEHEI NS,

%&?E\N)éo HE &

7177324 (Canavan disease)

aspartoacylase RIHIC & % N-acetyl-aspartate D&M H D, LZY ND/NLUCABN D, Jid
GHER L CERMIEZ 29 200, 2 AR A ICEERERICGED <, WIRTIERREAERRE
AT, HERE S FRICRILd 20, ZERIEHE 2R, TR, FEICHEE O
L ZROZENIEK. WHW B MR TIEDNRIN TH O . KEICZ D Alzheimer 1175475



V7 WBING . AZAHEERYNG & < ORRTRREIE PR, BEAT. SN D2 A L,
APILITFFEM R RFISMTTZI b ay RUTHMHES 5. MOBEIHOEMEIXREEL TV 2,

27 Zw~N\Ji (Krabbe disease, globoid leukodystrophy)

HZ 7 bl 7rayZ—+E (galactocerebrosidase; GALC) HV/RHE
2514V =LHTH%, GALC F, B0 TEANKETH %
AW b INWEIIRZ2AT I F—ALtET I FIThUK RS
%, HI 7 b2t T I RI6Y A 2T (psychosine) ™\ D v
YEDBIO, BEOMOY A O UERL. BERORK - #E
FbaEN BT B, KK« /NIKISERICEZ G L. ki - i3 ek,
FERELTAEIEEL, BEiTH 5, BHEEST Y A —2 X2 0
i¥H 3 KU OLs EFEIICIA T %, PAS FGMERX X VUfE T, W
2O T aRA Rl (x7a77—) BAEEBXCmER
PIICEERRT 5 (K 7). BB TEMANIC, B 10-100nm DEFIK -

7 KB ESBEBZMIEL<. JOR

BRIR « B UKD 2 DI NERRDOE ARDBIR I NS, K srepzzns.  LFB-PAS2e
FtRt AR E N, M OMYE L ARHEL, SCs NICE AhZ A L &
M, 7077 —YDRMIET < K,

BYYW B Y A b A 7 ¢ — (metachromatic leukodystrophy)

S, FE, RANICEN, 7YV AVT 7
& — (aryl sulfatase) A RIBD =D AV T 7 F
R (sulfatide) 2SI &R U KM ELIC 1B
Biig 2 AR HBTH 5. KK - /MO IEBRIE
WU, BRHENE ) A — o A2 PN U & AR HE
AT 5, EIRBHIN, SCsex Ty —
VICERT AP, PAS 5 LFB, Hirsch-Pfeiffer
REOEMET, TORRPEZ 7 L Y IVER (cresyl
-~ violet), kLA ¥ 2 (toluidine blue) THERTE %,
(K 8) AT 7 F RIFELICHLR k% - iz D
PERRINE SO PRI LRz, U > SHi - PO~ 7 1
Ty =0 7u3—flld, B R, RIEHEE.
FUTINY ABREICLREDENS, EIETIE
BEPEERE AR (BT 5/0MK) L LTRSS,
N8 RFMABEYR DT+ — AWBBERBESFVURRILERL. BRE
b, BEEHIRE TSRIRHEZZ UBS (a, d). REET VA -V R (b)e BH

HEBYBEZRDD (f, 9). HRE FE (a), Holzer £ (b), Bodian £ (c, e),
LFB-HE & (d), kLY VEHEE (f), Hirsch-Pfeiffer £ (g)




BB FIE Y A b a7 ¢ — (adrenoleukodystrophy: ALD)

X AL PED adrenoleukodystrophy protein (ALDP) AS/R4E L X HgE S M T3 2 Xa 4
V=LK TH %, ALDP ZNF 2 — LIRICAFEE U, W8S (very long chain fatty acid;
VLCFA) OnXIC B G- UTWa, HilkapieR, 8lE 2 HuhIc VLCFA DVERTT %, IMONELIE IR
e TV a M, HEEEANFEICEEFICIL S 5, A, MK, IR VB AN HEH
DOBEFEN R S, E R RS Y =V F USRI FEE N TV S, PAS Bt X5 kY
HOERZBAT %, WAOMEAICIZY >k~ rnT y —IMRML, el
I OLs *PfilisR Dk FRHENE 7'V A — 2 A 72388 W2 TR EMIIRIIE H 1 72 < 7% %,

R ZEME U, mE R AR T Fs K RS HE Leidig IS RN R EEIR BN AR 2589 %
PAS [l X2 M O ER 28D %, BT, TRERER « RRIRIRER - I - F5HUC
BV, vy —VRANICEHRZEREE AKDERD 5N %, [AERDE AR OLs 5%
WIS L BEREND T DD B,

N Y TR ANy T 7 —¥F (Pelizacus-Merzbacher disease; PMD)

WE, GINCRIE L, S TEEIZ, PLP O « READH 2, KO EE THIERX 2
Fr W & 0 F8E LELS FABICAEL 9 % Connatal # & | ZLA W & O 389E LA/ NN F8IE L
Ly NRINCIET T % Classic AH D . #iHOMERIIEETHHEOFRAE Z LA, IR
DEWEHEORIMHERZE L., atdiciift. REAEER DAL 20 MEIERT %,
MK DZERHIBAHE T, TIVF > THIRURINGE U, 5584 70 F > Tl o kg e i3 s RIS TR
%, BTENTIVF 2V MR FVRX— FBRAL NS, e - HHEO R EgZ2 i,
H R OMFR E RN TH 2, HEICIZ)AHRIZZ B O EKIZRRA A 5 4, FEBER O 55 (myelin
islet) DR TH %, BRERICIE OLs B U, XX UVAHEIRIIOIBIE 7)) A — 2 A %2388,
M2 L & U7 U T AT RERRHE O SRR S & U TR T & %,

a7 A VEIERE (Cockayne's syndrome)

DNA 1538155 (ERCC6, ERCC8, etc) DFEHIC & O kI & URMS pht A EITIEIC I DR
EB N, B AL, B HOEE, BrrEEZET S5KE, 10-20&IKTHECT S T
EMZV NFRET, M HLOIEA AL RN TH %, PMD KB HEIC I3 AH A i O 1K
IR AH SN, PRFHROBREH A SN S,

Leukoencephalopathy with vanishing white matter; VWM

WAL RIS, B85 7 3q27 O eukaryotic translation initiation factor 2B (eIF2B) %
B, BEREZ R L, HEICZHOZERIERK. OLs O, 77 B ERED BRIBMN & fi
IS PSSR, IR Y. XX VBRI A Y /a7 r =V R E T 5,



Megalencephalic leukoencephalopathy with subcortical cysts; MLC

WY AS kS, MLC1 % hepatocyte cell adhesion molecule (HepaCAM) D% B AMEAE,
FUIGIE T RIMEER T O R & A S [HEE O B N ICEIIE DR T H %, HEFIE I
Z UL AZUAMEERIGH I 2750, BRKIBM 0 2 240 R ICf#/E9 % MLCL Hiso
FHMETFL TV

9 MLC, 23y.0. male RBBEAMEETOECZHOBEEZRD D, BER>ESFUKRRILL. LR MK. BE#HEIELTWLWS (e). L MLCI
AT, ERNRESDMEREE ACs BERE () PEET (d) [ MLC1 2588 2H%. FEFIDMEREEF ACs BZiE (f) PEIET (g) TlE MLCI
HEELTWD, KB R (e), I MLC1 ERERE (c, d, f, 9)o

ARZE/ N2 F 9% (Nasu-Hakola disease)

polycystic lipomembranous osteodysplasia with sclerosing leukoencephalopathy (PLOSL) & & FEIX .
/17 7ICHBF % DAP12 % TREM2 i DS AWRHAEIC B 5 U T 5 o B PRI 1 .
DA R D IRER RS DA B NS, ENIRGHE U 75IBG T, MERED L (700-
1,000g). AEAGEPRIANE TZHild iR < . ARERHEDOIR DD Z DK E TN TV S, ZRHDAT =
O R &t O U PEREE (central chromatolysis) P&, SFEEALRBUARD £ KA [:75“77" L.
primary neuroaxonal dystrophy IC/M AT N T W5, MEREPHICY 707 77— DIz 5 H,
FERIIR T,

1235 T PER BESERERTE (osmotic demyelination syndrome; ODS)

ODS (& HAPEICHIE T Wi ©. KEEEBICHIET 5 2 &2 <. FEHOBERIE (central
pontine myelinolysis) & &EIFEN S, FELAMTEHVMKIEINY 510 moommms ke e
N NN ]V N ST NI 2 ST NN B S A S N S L
R, UK. NaEZEICERIET 5, KF MU YLD
WEHIEICHEDT 22 eV, BlioBFEE<b
Mo TOEW, AT i 2 b & BERDIRI LD A 5
HEopE L EaER~ /7n 7 7 —Y ORI, KIS ACs
DOWEZRD B, V) 2 SERIRIIZ AR, iR OWR 3R
H2E00, R ENTVS




