% 57 AIRAMFEBRSIKRRARDE
EEHRRHEER

R6.3.28 | &Ep2-—2

IEEHRODZMAEZED Ty I T— FEIZTD
WTIEHRIBED H - 1-FE R
(EZE (RZEL))
(5 57 B ERFRAZERICEVTRHT 25H)



112
126
130
135
136
137
140
143
144
145
146
147
148
149

154

165
309
166
84
271
218
330

e
FHHE A FRIR MEBKIE
Yya—-3)—- bH—RJR
SR 1% A 4 S E AR BF
HEITH S B ERKE
BB I ANF—
TYRRD - x—J L UERE
A1) —%5
SR BB T
TARIT « FEEEE
P8I B Rk iE
REMREEMK
kS ANEREE

SAVBAZ—BRAREEZHES TADA

L/ w9 R - HR b—fERE
IR MERE

X HIRfE &
Bz A 0=—iNiE

BEMREREEZHFSIILETADLA
FEESE - FRE - TADNAEIRE
REAR R RRIR BB L T D REM TADA

MERNAE 85 & T A DA TERNAE
SURY - UL IF—IERE
ETES AV O —XXTADMA
M RE SR EENE

Y34 k=R

) UINERERE T —/\ LR
BEXUUAESH BEHEERE)

ERMERERRE K XREFEFTIREE

H
)
2

H
)
2

=
)
2

A
)
2

H
)
2

H
)
2

A
)
2

=
)
2

H
)
2

H
)
2

A
)
2

A
)
2

H
)
2

H
)
2

A
)
2

=
)
2

H
)
2

H
)
2

=
)
2

A
)
2

EE -
EE -
RKRIE - &
B
B
PR OR 25
ERE

op

&

&

ik

R— T

14
19
26
35
41
47
51
57
63
10
11
83
83
83
83
83
96
102

102
111
120
126
133
139
147



9 HIRHIRIRMERIE
O WE

1. 8E
RHEMIZH A MBRE DA DR - FFRERET T REFTAEAMAFPMIKE LB 5. B
MEKEEFKFRE McLeod FEIRBEMN KEFEZEH DD, NUF UL FRFEAE 2 2 (Huntington disease-like2) x5/ 7
kR — B E IR TS (Pahtothenate kinase associated neurodegeneration: PKAN ; NBIA1) %&£ A GE
D—D2THD NIFUNREEE 2 REEAETIIEHREN G PKAN [FGEREDAN=7 fEEH#MK 120)
[CEFENDT=O . HIERHRKRMEKE D REBIEHAMRFMEKFIRE McLeod FEIZREH THD,
ERPREERELTIE, EZMICIIMEEEREE . FHEHZPLET HTMEEER ., FRAGEREIREER
H5. ENETOERFAETEILETH 100 ARBEDOBEENRLEEIN TS, FMITTHTHS,

2. [RE
MR MR MERE D Z<ILBREBEFHEBESNTLSID., BEFEDOEEEC OV TIEIRBELZENEL,
A RRIR M ER 5 B9 D IR BLE G F X VPS13A. McLeod fEIREE D REEEF (I XK THD,

3. fEK
EEETLLCIWTES. BT -BERE. STEZOHEENSL., THEESTIXONOAYIZERSNS
THEEEBNBILL. EEBREEGLSAL=_TTHD, ALEDIFAHEER LY. RELKREEXRL.
o2, LR FTRAZHSIOILTHEERICELY ., F-AROERERT  Ff-. HITROHKRBREERT D
FOLEEBDEENS L, RHEE (T LLEMEE THLHHL . EEEHEEET CRAMEE . EELE
DIFMIERERTEN B,

4. BEE
HARREELGD, ERENEART, BEEFH OBHERIZHLTIEIRBERREELZEN, TADLAREIC
HLTIEMTANAELFERT S,

5. &
ETHEETPERRTHD, MEDBABRIIFRBPLZANSL,

O EHOHEICHELEIE
1. BER(SNREEERZREIRFERN
100 A
2. HIRDEE
REERFIERESNTNSH, RAEMEIC DL TIIRAZR
3. MRMGAERAE
RHES (IREF R CTIEIRABEEEL,)
4. REDEE
WE (EHETHECBEL. BRI 10~20 £FTHY., AR -FBHERIZHLTEENDLETHD. )




HY

6. EEENE
LUTOWTF b ERALS,
Barthel Index ZFHLVT, 85 MU TERRET S,
EEEREXBECETIEEXERSICHTHIHEMHEIR - fe WIEE —#aT 1% AL TR MAE R FTE 2 LL
E FrFeENESHE2ZLULENRET S,

O 'fEHmEMHT
R MR BRI O R B BRI
MEREKE EIREEEBLNIERtVS— 2ERE PEE=



<EBREE>
T HRRIRMEREFEFEE 1. [McLeod fE{REE |1 Z IR B MR MERIEL TS,
Definite & Probable Zxi%& &9 5,

1. AR MEREFTR
ABRERATR
NORABEA, &, E@m. BHGE) OFHESNBILL. BETAICKDIE. EOREERLIILENZL,
REPKREEMHICIEBILENEEH 5,
2)0-EXHEESRICLY. BEEE  BTESTEXT,
A MERICROND T HE B IFEEHEORN=—TEEAKRLET D,
4) i, EEVEEE . R MEE . EPERGE OMERAER CRMEESLELEEREDOLNS,
B:#REMR
KM THEBRFMERDIEMERS,
C.BLFZH
BERBIEF VPSISAIZERZRDS,
KEFBKRBLER(SHER) PNERTHS, BHER(EBEER BRICRASIELH D,

D:ERIZH
() fEIX T T RER INERYE . EIRME SRR, N EEE
(2) ZEE| M FHER HBEHREICEIERESATARADT . FOMOERMESAZTROT
Q) KBMHER IR BERBEEE

(HDOHEEMEERE EWRERFERERILAERERE. \VF MR
<EZWohT3I)—>
Definite : AM1)~4) . MD B &ECERHDLD,
Probable:: A M1)~4),  MDB%EH.D ERILI=ED,

E:3EMR
-FRERFT R
1) FERFHITEERA (20~30 RATFH 3074 THAHN . REFHONHILBREFHANSEEHIC
RO, BRICBET S,

2) TAMARENRRONGZEN DD,

3) MREEFELZIARLTIREMEEETNHY. TREMBLUDOHERE. A BRIMET HELEET,
REMR

1) B URAVIJIEEETHS.

2) IME CKEDLFZRHHIEAZ,

3) BERAEFHRETRHEMREICHRETEEDD.

4) EAAR MRI 4> CT TERABEDZEHE. KRR EDBEEDEHREZDHD.

2. McLeod fE{&EE
AFRERFTR
1) HHEXGEEMEEMER (SMHER) T LD,



0} 30404050 S A1 FeiE T BT LA
23) BRNEHE LT HAMEERZARR - WRICED . HISF VI SR=T N—F V=X LER
BELHDH REPREXFEAERDEL,
34) BRBEREMEEZTEZRSHDIES TED ., BRHTHEXT D,
45) BRRFHIEE (LX) ZRH5,
B:REMR
REIMTHERFAMBDIEMZER S,
C.EEFHRE
XKEIEFICEEZRDS,

D: # A28
1) ERMEERR UNERR IR ERR. N EEE
2) REIMEER B MREICLIERESRAETROT  TOMDEFIMOIXTRDT
3) RBMEKER 4V UR IEERBERE

4) thOHEEMRE EIRR AR ERILAAREBE. N\ F bR
<EEohTIV—>

Definite:A 0D 1) ~54) . MD B & CEEHHED,

Probable: A 0 1) ~54) . D B #5828 . D &5 L1=1. D,

E:S&EmMA

-ERIRFTR
1) 40~50 FHARICHKET HEN LY,
21) TADARELRRLNBZZENH D,
32) MERFAERBHERGE DFRBERKCEMESTZLELIERD S,

-REMR
1) B URAL RO DRINMELY,
2) mMFCKENDLRZRDD,
3) HHERAMRETEHRE. MEREMERDORNAZROLIENH S,
4) BEERMRIX CT R TERKOERE. KINREDBEEDEHEEZRD D,
5) FRMEKEREIZHS XK EBEDRIELE Kell MEDEBMNZFRL TS,
6) DEECHELMERN, FEEZLIELIERDS,




<EEEHFE>
UTD)XIE, (2)&mI-THEERNRET S,
(1) # 8 A9 5T : Barthel Index

85 MU TERET B,

BRERNE =F-
Hi. BBEGEDEET . ZENBRINICBEREZD 10
1 BFE HoNB(BZIE. T ET->THALTESD) 5
29 Bh 0
ST Bi. JL—F, Dy LAMDBELET (HTEILED) 15
DT | BEOBANMREEREETS 10
2 BARYRA ——
- BEAZEIIAIRETHAMIZIZTEANEN 5
SN IEAT5E 0
. B (k. BE., WmEE, OFHIY) 5
3 ER
A NBIX XA AT EE 0
B (KRDEE. BIBRZEST . R—4TILERBLEZFALTLSEAE 0
ZTDEFELED)
4 ~ALENME - -
AN hEXZ S, KR, RIBKRICHBIZET S 5
MBI (T aT8E 0
3 5
5 A& 83
A NI IE T AT 6E 0
45m LA EDHIT, HEE (BEREF. STHREBRODERAOFEIREHT 15
6 B 45m L ED N BISIT, BITHROERZST 10
1T
HITTREDIS S B FIZT 45m UL EDRETEE
EEELIS
Bi.FIYLEDFERADEEIIRHEL 10
7 BEERFER | MBFEEEREETS 5
PN
Bi. #t. 77 R+ —  BEOEREED 10
8 BEZ BB B, AZEMLERN, Fo U EXBE R TITZAS 5
LEEE LSt
KE2LL, TH. XEOERLE AT EE 10
BeEav b - —
9 AL EEIZREZEDRY. wha. LEORIRWNNINBEETIELED 5
LEE LIS 0
KEZAL, IR DERLE AT EE 10
BERRaV bk
10 _ EEIZREZEDRY WRBOEIEWZNMBEETIELED 5
LEE LIS 0




Q)EFEERAIBERICBTAETIERSITHE T HMHEMER - 68 N IEE Z#haTl 1 2 AL TRAERFHE2 U
EXFEENEFFTM2LULERRET S,

1. HW#ER - BEHEE ST

(1) ¥EefE k5T

O FEMEROFEMR L, FAYEE I L D RBMERONMZ &4, MREEZOLOIZL D AEAERED
R, [(2)RENMEEFM THETLI LD LT 5,

FERDFE 572 2, HDEVIENLK D DOBVERDRBD b BB HEDAEFEOP TIRIZL
ANEBMERWEETH S,

FERITERO DDA, BEMRL TV, BEROEECHERM L ATRETH Y, el
2 | FORBHORBETIIACYFEHFIISML, HLHBALZLTWD, @E O3 ARBEFRIEHFE>TH
60

RIER . ARKHEDIRTT, RBRMER EI2 X 0 BROEELHERFTHIWV L LD KRIEAA S
3 | 1B h, MREEL-OoH DM, FRFEESNTWD, RETENIFRD iy, £ i3
EPLPREEDRBIERYH 5. FABBERTHELZE LD ZL13H 5,

Rk, AMEKEDIK T, RAGELR LIk v BROGEHIEIC KRR D 5, TENTLORSS
a SRS EE I N TV AR EBTENTERD S, H DV )L EEOKRBIER (K

Pafkhe, MEBA.L,, A, BARY). BHOLREMR EORMIERSEBIE L TW5, s
EHEDSOWRE, FoREEZED,

FER . AMRKEEDOIERTF, RAER LI XV BROGEICHKR R XIE (O EWRAELHESE)
5 | BbDH, FIZHEBITHNROND Z MDD, EIBRAKRD S0 O ERMER: BSRF IR ATRETH
D, HICEBPLATY ZLELT D, ERTEED S ORE, £5REBEFT,

{EFR 72 RRER . ANEKEEDE LVME T, BEOFRHIER LI XL 0 F L WEBITE (BREX,
6 | FNIIRLE) BRRDLI, FIATRAKIRO i) ORMERF DIRFFERNC A FTRETH Y | H kR
REBRASTY 2EY 5, FREBERZAGMETHN TR S, BE ORI Z2ERZ ET
5o LITLITRREER E b E LD,

(2) BEHPEET{f
O HHEICHE->TIHUTDOZ L EZEET 5,

@ BEEEHSIVEHSEFISVWTLELG TXE] LEBE. R, MBLREENS,
2 REHNLGERE BIZEAR - BEAFRLTWA &S LKE) THL, BIRAE7 - ETHESE
BETEBEZEELT. TOBSDEFRIODEBEOREZHET 5.




FAES CHMESTEROHLZVD, T3 FAHES. MNEEER0HLHH. BEEEFRLUHR
EETEBICHED,

O EYAREEER, H0OERER. S8EFHCH WY, PRI, @Y e AZSHR. Bl
DLZEHEFOEHE RIS, 2T X AR ORI, BREECEE S 5T SRS ATE
B~ MR ENARMICHEKD HHWITEEICHES,

O KMEELZELFR2VALEICLLIICEEAEEROESAFRZEDL Z KD,

FRES. AHEELER0. BREFFEHEBEB I —EOFRERT 5,

O Tl iZREOZ EPERMDAWVITHERHEAN, —HHXBEEA2MLBELTIHEARD S,

O HIzIE, —ATHAHTEX AN, BRRAARDLPBHIREDE C-BEICHLAPRETH S,

O FATRIFRGELIEEERLIIBMTE LD, HHWVIIEENEEDOH 5 HEHF T, &
AL DRI E L TWAELEEND, AENRFEEL I3 Z L3S, R
RFIMENE LTV THLHENECDZ LN DD, HRERHIREN D2, ALTRIZZ
LL 2V, BlE 28 WAL TIdRY., BROLITEC, f24F0oPh THRSAEYICH KR
ZENDB, TEOT VRIFIZFMDOANZEDLED LN TE S, T#HOAR LV ATIHERD
AR LR X 1T VW, SSEFHIIShHkKS, H24FE0P TREY2{TEE2 Lo TLE
5 Z &I,

FREE. ANEEEZRO. BEEFF-EHSEFCELVFRZZTTEY. BITHLTXE
EVEET D,

O T1) iZi@#oZ EnRHED R, ZEEZVLELTHHENE,

O #lziE, FEHFERLbAAEL THLHLAHTESZLDOD, A FLARILIIREIE CLHEI
AT HZLEHRHETH S, EFREEAZEIT RAE0oBBElbanAHIZTES, -, T4
TR IR EERLIIBMNT AN TEXS, REEANT VRIS ABETAREDE
HEZRTEDIZ, WERFOFTEAVELT D, HRERFS AR OWEYIZIZTTE RV,
AR AR TRIZZ LRSI & 28 0 IZBRETII 2V, ARRTEICRERH S, AELE
FEOPRTORENPHEYNZTEZ RNV LRDD, TTRHOT U ERMDOANERIZ>TLES ZEMN
b, AP VARKEVEIEROBRCE(L A K- LOT UV, EREHNTERVWEARD S,
HEAAEFBROP TEDOBIGES RV TEIZ L > TLES Z D5,

FREES. AHEELZR0. BREEFRUSEFE ICELVFIRERTTHEY. ERXEEZET 5.

O T1) |ITfE#oZ L ITERZESRITIZHERNY,

O FIzIE, BLOUALOERLZLLBIZZH R LTHD, BRUEPELIZ LY, BEM
RESHOVRLSBENEVNFEYN TH- -V AR TH 720 T5, BFEEFIZBWLTITEIO
T URPD ND_R—RA L REL @I TLE D, LR HEET, WIROFRIE(LE K-
L;#wo@ﬁﬁﬁmwﬁf%éoHﬁ&ﬁw¢?%m%mﬁé&wﬁm%&oftiwﬁ%
ThsbH,

RAEE. MEELZRND. BORYDIERXIFEAEHERLL,

O T icRREOZLIZTHERH-THIZFEATHERY,

O  ABt - APl SEBEICB O T, BN - RN EOAERICERXEZLELT5, A
FHIZBWTIE, ERER%S~oA ML ABBIICTE P, FXRVIBKETH S, FEEEICE
WTH EYARREZHAB LY., BAMITR2 EOFELH D OWRESFD AT,
R XEEVELE TS,




1.

W HE N OVEE FE A3 B DTS2 36 1T % B IR
TR 2NN D ERARIEIR, BT AT L T, I IR BROBUEN WA IZIE, WTiho

B OGO TN THZE LI 2 (7277 L, ME5RIR ORGE 2~ 3 B R ek 45 T%OT\%%ﬂ%@
HDIZIRD,),

- IRRBRARTE (SR D BAEEE D HRIC W TIE, IR EFRE RO T TIHRIRMTON TV HIRETH -

T, ETL 6 2 A H Tk b IREE %EEM#UU?#% LET D,

IR SEIRORREE S EREOEAEE S AE T B LIS Y LW ETH 203, mERER M5 2 &

DPRETR b DIZOWTL, EREIROMR LT 5,



10 ¥ J)La—-T)—kH—RIF
O W=

1. =

2 )La—+ ) —- ky—RJ& (Charcot-Marie-Tooth disease:CMT) [&, BRERIEIK . ER A B HRERR
R.ARBREMRICEDOT, REER., #@RE . hEEICKAISh. SISO DH T/ TIZH 1T
N5, BReEE CMT TlX, —iRMICHIFMEERE(L 38m/s UT. FEBEMFIFFEERIIEEETETR
L. BERE #hiE R R CIX TR BE. onion bub DM ZERDH D, MEREE CMT TlE. MREEERELEEF
FIXBEERTERTN, EFHEMIEASNIIETL., BiE#EM R CAERREDZHLERLERT,
WFnLb R FonGLEE ([, hEE CMT ELTLS, REEEGFNR L EALMNZLEY, ZORED
fEEADHEA TS,

2. REA
CNFETIZ100 LU LD CMT EREEFARESNATND, A—DEEFTHOTH. BEDHERRKRE
ERTEENH D, HAETIE CMT DEEFZEICEL. i = — RIS

PN IN ECFRTBMOES ICKYRELERNEONTINS, RINTIE. PMP22 EHEIZED
CMTIANRLZ WY T AL T T, GJBI. MFN2, MPZEBIGFEEDEENFNIE EEFEEET

= A

3. fEIR
CMT (&, —fBEYICIUAR., I TROERIEDF HE T EREEEAXRIKETHAN., MEDRREEE
FORBBBIZHENFREZERDEZTLSO SHREEKREKRINBASMNELE>TETLNS, ENIC, EEGEAL
HEBEOHHET HEHEEZTIHLHD. BEHZREZNIIEICESIZ21T1H5,

4. BB
CMT DIBARMIAREIIHEILTHELT . BRERE, REAMERLZLE IR T HFMEELTE SERE
NETHSH, ARYFRA—YTHALR JIZ&BINEYT—aviEEbADESND, BEREDOBRFEICEALT
(X, EYERE, B FABREOHAENEDOSN ., K TIEL OO DEERAELAEITHTH D,

5. %t
CMT £/K(ICHBEITZ— R EHFELLTL., BE. Fik. REEASFHBLENAZ(REONS, BEFE
BEDIATZEHT,. FHiE. BEMRES (BRES. T, EBILEE) RAOES., #AKES, &
Rz EERMEBELEDAHNRONDG, BEEFTIE. MRFRLEEL-L ATTFRBELELTD
BEtH5.



O EHOHTEIIBHELEE

1.

BERTHNAFEERIGELRFER
659 A

- RRDHE

THREEFEEOESNMERHEN LA, RFEICESHFITTH,)

- IRBVRER A

REESL (RAMBRELTL, )

. REOHEE

LE(EEFITIE. ATHFRFLEET D)

HY (AR EH2MEHE)

. EEESRE

modified Rankin Scale (mRS)ZFAWVT. 3M L EEREET S,

v )La—-R—by—REDZER LICETSIE T REEET MK
MEAKRE BEEH—

MR T RBEEICE T EBRMAEREIL

MERKRE FH-ELHhER=

10



<EOBREZE>
Definite, Probable Zxf& &9 5,

OUTOERKRER (DIH21ER) &,

(7R HET - FiEHe
TEREMAOEEEMHOEE (ME. RER. I voRURMNLROBER. FRHERE. RHERM
FRENGE) NARMEA, FNICHBAE I NBEICETESNSGELH D ERE. EAMICESR
AMETH D,

(N RBEEE
TRELOFR-HTRORENANMTHLSHL ., REBENBIALLGWMEELHS,
BRI EARMICEARIMETH D,

(NREBENH D,

(D DEIRICESLEVERMIRES . FRFE. ROES. #ARES. #ENBEZTCEOGHERD

SEELHD,

QERZEREDEE (DS>L21BE)&iE-7 .
(7) EE##iZOES R ERED 38m/s LT
(O EFRHEDEHEESTBELDOHSHLRET
(DR E RO MR CERE CHRETFIREEEETLEDS,
BE.RENSELSES. 2ERBETEREUNEH TELWMEELH D,

OEBNEETES,

(BRI LA BB L, BT R R BETE 2 FAR 4R K (CIDP) . it MAG A — 2 —0O/N\F— M EB#ES
MfEH =2 —A/NF— MERME=2—A/F— ATTR 7SAAF—L R ERFEE=2—A/F— REEM
—a—AnNF— FZLaA= o2 TF—, BRI —O/F—GREEREE, HIV BELL) REBEEH
fiE (&R (Tethered cord syndrome) . FEERE M EILEEAE, L S SEAEIREE . Friedreich KEASE ., WA RISA/NF
— EXMUSANTF—  BRTRE. BREEHERE, HEREAFRELE. BEOAOT7 11—, Krabbe J5.
Fabry f®)7d & s

B@D¥I)a—T)— r—RFIBHHEDEGFEELH D,

(BE BEABTHHRALTWSILEGFERIITROES)
PMP22 (E# - K% ZE) MFN2, GJBI, MPZ, AARS, AIFM1, ARHGEF10, BAG3, COA7. DCTN1, DHTKD],
DNM2, DNMT1, DYNCIHI, EGR2, EPRS, FBLN5, FGD4, GALC, GAN, GARS, GDAP1, GNB4, HARS, HINTT,
HSPB1, HSPB8, IGHMBP2, INF2, KIF1A, LRSAM1, MARS, MME, MORC2, MTMRZ2, NEFH, NEFL, PLEKFGS,
PMP2, POLR3B, PRPS1, PRX, RABJA, REEP1, RFC1(5 15 B R A7 5/##/), SACS, SBF1, SBF2. SETX, SH3TC2,

SIGMAR1,SLC12A6, SLC5A7, SORD, SURFI1, TFG, TRPV4, YARS peripheral—myehn-protein—-22PMP22)

11



ZHOATI)—
D. Q. B%Fi#EI=3+ D% Probable £33,
Probable M35RA%i#1-3 1L D% Definite £ 5,

12



<EEERE>
modified Rankin Scale(mRS)ZFL\T, 3 MU EZERET S,

H A& fimodified Rankin Scale (mRS) ¥| ¢S

modified Rankin Scale

BEITTRER

EEEHIGL

BRERRUEHENALICGVKETH
%

SEIRIEH - THRALAVEIERE T/

BRERRUMERIREHDHAC, FE LA

BEOBOVCEBRIITAS MDIT TV FBICHIPR XL VIR
THd
BEEDOEE: RELUBMNSTO>TV-HEFEOFHICHIR

RELBIDOFYNLTITASDITTREL
AL BEZOEOEYDIEFMBIGLIZITA
%)

FH5H, BEEFFEILTVARETH
%

hFEDEE:
oD BIEBEETHH, HITENBIE
LIZfTA%

HUvmPaXambizs AL taLIc
FNBELBLETHIN. BEST. RS 5
ELGHDMRF. M LEBEICENBIZREL
LGUWRETHS

PFEMNEEDEE:
HITCHENERICENMINBETHD

WEHT. BE, FLELGH O, ML
EITRTBIZERELTHH. HRMENTE
BEELGVVRETHS

EFEOEE:
B-ZFY KB RE, BICNELRTFYELE
ET5

BICHEADNTBIZLRET HRETHD

T

B AR ZE PR

MWL R CEAEE S EOBISICE T 5 BEHH

j

ARATENICAWARREER, BREMAFIZBEL T,
NOBEHoLOXHAVWTHLELE XA W (277 L.
RAlEER2 L DIZIRB,),

P FICSEOBREN 2V EEIZIE, W
WEEROBRBZ R TEBEERSE TH- T, B

. TR IC BT 2 EEENBIC OV T, BULREFHEEO T CIEEMTLA TV ARETSH

2T, HiE6AHTRLEBEVIREZEMPH T2 T35,

LB, EROBEN FROBFEEMES T—EU LCERY LRVWETH L), ERLERL#RTS

ZEBRPBRLODIZHOWVWTIL, ERBHRONS LTS,

13



12 SERERENEIREE
O #M=

1. =
SR ENAEMREEE (CMS) (&, HEFHESHBIFOERNGERIERUEEREICKY . HAET
BRFMEERTIEERETHD, 2023 F 9 AKFETIC 36 E*Ewngh:%wrﬂ’ﬂ/\U?zlvb\lﬁméhf%f:o
BV TREE - TRERERE - % FTRAEEICKXSBINSD . KO FEOEEEEATHDE
BEHZU, Fio, REE-ERRAERK CARICH LT 14 FBEDOREICHSFEIN, ADv—REELL T, ZF
AR RERRIEEFT HRIRT EF LI RBRRRIGE |- FEFA IV 2R EOALF o F o2
wsﬁ%ﬁ#%@érxn ?Vz*)br1|ﬁﬁ¥Jw%ﬁﬁﬁ§%r77 ZH’-Vz?‘r‘JLﬁﬂiﬁL

EARBES BT IT 7 AU T AT S RS ISR BEA RS L TR ERY

Lambert-Eaton ﬁmﬂjjrﬂaeﬁjr*ﬁtﬁ%?ﬁ@sm\%(fbhéw*@%ﬁﬂ%@%ﬁ%

b

AY

2. RE
HRHIESITHREEEZ T IZHDAFDSED1DODHFEI—F T 5EEFOERIINEEELELD
CEIZES T HRLEDHFEEDIENTELL. HAWEZD R FHARKFOEEEERI-EL<LS
ZENRAETHD, RRELDRED FICIL, 1936 FEEE(AGRN, ALG14, ALG2, CHAT, CHDS, CHRNAT,
CHRNB1, CHRND, CHRNE, CHRNG, COL13A1, COLQ, DOK7, DPAGT!, GFPT1, GMPPB, LAMAS, LAMB2,
LRP4, MUSK, MYOYA, PLEC, PREPL, PURA, RAPSN, RPH3A, SCN4A, SLC18A3, SLC25A1, SLC5A7,
SNAP25, SYT2. TEFM, TORIAIP1, UNC13A, VAMP1){CHRNAT—CHRNB1—CHRND—CHRNE—COLQ

PREPLDMEISHN TN, AA—F v R LIEIEEE. SYT2CMS D —3ER. SNAP25-CMS, PURA-CMS B

AERBARIENE (BE) BEHAT, tXERBEENR (H11) EERATHS.

3. fEIK

ZLOBIUZHENT, HAEBERITHKADBE N o12Y BEEBRSI ANBFE YV EVSBEEDH HETH
5. EEESED-OICATFRFNADEICGEHEVSEEDOHNETETRDHONDS HEBEEZOIND
DIERNVST-AEEIRL, 1D REICHEE. FHRNEHDETOEBT AT ONTH AN B L5 E
NERD D, HEAEKICEDHNETOBRNES) (FRIPIEFHANBONFRICELEFH DL
5%, ) BNBALMTII AL OCLABZLICH AN ERLGLIAEZETHHNREDOONLILEZ L, REEELRD
BRI OREEHETREZRDDFERLH D, PLEC-CMS, GMPPB-CMS, PURA-CMS, TEFM-CMS M &5
[CHEBEESEUN DERABIRICILE CMS FERDEEICEIEIKWVFEELH S,

—gob b | RBEFEE DH E L OLVRKEBERIFH LGN CELHH, HEERD —FFH
BHRAETEEOT2RUTICAIOAIDHENERERET HENZ NN, RAO—F v RIVIEIRFIC
BLTIERAREDZLLEZ W, £z, OZOMEN BN oY, MEOF FRAE M oY LW SEER/D
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_.l'ﬂ:/’b .Hi@ﬁﬁ%%ﬁ%u &Dégt%J%L\

4. BREE

CMS [SxtL T&E Téh?‘.%ﬁﬂ(iﬁﬁb&b\b\ JRARIC Ebf?ﬁxﬂ&%ﬁﬂh\ﬁrﬂ'%)%@#%ow

R ?n.:I'J/IZ%E EH,. w7707
JOU@A-DTIIEYDY) < = =K AR I . T
TR ST EE—ILIEZLD CMS FREICHEMTH S, LHL., ;O I RTI5—FHF|F. RA—F
YR IVEIREEE DOK7-CMS IZIFESTHY . COLG-CMS TIFEELRBMEANRESN TS, HEHRF
o F e, AB—F v RIVEBEBICHLTEF DU 0TIVAFE2Fo FRIDLF Yo )L E NEITx
LT7EAVSIREERAT S,

5. F#&

ETHRGOAERK TBTTH DLV FIRFHOFHNETOREFEICAESITRERHZERHL
EDHY AFICTREMETRAERDFREICRO N EHSERIEFHREAENE. LR BRERED
[RR LGS T-HRERFFIFIRE=A—DLETH D, B TEFICLHBMEMEXIIENVETHL, T
BORAZLZEFAELHY . REIZECTERICEIBENDETHS,

(@)

EHOHEICHELRIF

1.

BEH
10011 AFKi#% (2021 FEBAEITHRIREHREICELD)

2. RIRDHELE

R GEETFORENTREIATING,)

3. MRMTBEAE

REESL (RARBRELGL, )

4. REOEE

WE (IR, SREEMAGEZELRIRREZES D)

HY (AR OZIEEEZHY, )
. EEENEE
Barthel Index ZFLVT. 85 ML L TEXMRET S,

O 1AM

[Fm SRR EICE Y SRS

MAEREKE RIAXFXRZREFRARE - *ﬁ"xl’qﬂ% #ix FARIES

PMRAERSEE FHEXRZFAFREFRARH -MREGRFERFE &R KEFKAE
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<EEREE>
Definite & Probable X% &9 5,

A fEK-ERIRFT R

1. ERHAIET

2. ERGZESHE

3. BHBIERR

B. REfFR

1. M7 EFILa) SRR EYE
2. 1 MuSK $nikiEtE
<BEZLIE>

EEETLVICEEEREAERHRICSIEEHEDEMNNDERRE
-EHEEREAERMICSOIESHEDEMAERIER

C. BIzFMERE

1. B EEEF DI EHICREE 47 19 iE{=F(CHRNA1, CHRNB1, CHRND, CHRNE, COLQ,
AGRN, LRP4, MUSK, LABM2, RAPSN, DOK7, CHAT, SCN4A, GFPT1, DPAGT1, ALG2, ALG14, PLEC, PREPL)
DIFEHIN) T DEE

2. LLF® 17 i&{5F(CHD8, CHRNG, COL13A1, GMPPB, LAMA5, MYO9A, PURA, RPH3A, SLC18A3,
SLC25A1, SLC5A7, SNAP25, SYT2, TEFM, TOR1TAIP1, UNC13A, VAMP1) DRI/ N 7 FDRTE

3. (2024 F LRI EFRF M CHRESN ) MG E S MESEERETZHBALEIFREEFDRE
B\ 7UrDEE

D. #EAIZZH

1. BT NI

2. FRMEIA/NF—

3. AN I4—fE

<gEMohTay—>
Definite : A1, A2, A3 DWL\FAEFERSH . B1 HD B2 HhD C1 Zifif=7
Probable: A1, A2, A3 DWL\FhHEFE&H. Bl hhD B2 D C2 Ff=Id C3 Fimf=¢

K REREEFLIBFRESNTNHENIREN D, BEMEIERT DH-HIC CIDERZHRITTLS
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<EEERE>
¥ BERY T : Barthel Index
85 MLUTZXMRET D,

BEAE =8
BHi. BRELGEDEET, ZEMNBRRNIZEREKZS 10
1 BFE AN (BIZIE, ENTEY>THALKLTES) 5
29 Bh 0
SN Bi.JL—F ., D9 RAMDEELET (HITHILED) 15
T T | BEOBANBXEEREETS 10
2 bBAYEA ——
EAZEIITTRETHANIFIX 2B 5
DIEE
2N BIXIETaTEE 0
L B (G, BE, mEE, OIF#IY) 5
3 EA
M BIE XA EE 0
B (KBRDBRE. BIBREET . R—2T L EBLEEFEALTLSIESE 0
ZFDEBELED)
4 MLENME . , -
MBI, REXZ S, KR, BIBKRICNHBIZEEST D 5
MBI IEA [T RE 0
. HiL 5
5 AB
AN IEFETHE 0
45m L E DT, HEE (EHF. STHRIEIBRO DERADOFEIMHT 15
6 B 45m LU LD BISIT. HSITHROFERESET 10
. ST TEEDBE . BATT 45m LLE DERIEFEE
EE2Lst
B, FFYLEDFERADEEIIRHEL 10
7 BEEFRE | TBXIIEREETS 5
T gE 0
Bi. $t. 77 A F—  EEDEFEREED 10
8 BEEZ ER B AZEMLERN, F 2L EFBESTITZS 5
LEEE LIS 0
KELL, TG, LEOIRLEETEE 10
BefEa - - .
9 a1 EEIZEREDRY. wha. LEOTIRWNNINBZEETIELED 5
EEELst
KL, URFRESD R ATRE 10
BERaVk
10 a1 EEIZEREDLY . WRBOIIFEWNMBEETIELED 5
EEELst
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SR FEUE K OVERE FE /p B OIS IS B 1 B B B T

1. R4 2RI D ERARSER, *ﬁﬁ)ﬂﬁﬁ%’r ZBAL T, BMrAE LICRB DO HUED R WIGAEITIE, W
NORIO L DOE AN THZELI X2 (7272 L, YR ORE &2 R T ERIERECTH - T,
PRAREZ H DITIR D, ),

2. 1BIRBAAL IR 2 HAEE S FIC OV CIE, @MU R EFEEO F CIEEBMTHhIL TV DIRETH
ST, HIL 62 HE TR EWVIREAEMIHET2 2L L35,

3. B, SEROREN FEROEEE S C—EU LY LW E T L0, @R ERZ T 5
ZERRERLDIZOWTE, EREIMROMRLE T D,
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THEZ R B ERE
O #M=

1. HE

ZLDNITBREELTINDS JC DALILARIA—TIAILAMN, REHDHIMETLIIKR THEFHELT
RIZBITLTCERMORBEREETRTEETHD,

K?B’CO)L 4 % B 1% B EINAE (Progressive Multifocal Leukoencephalopathy:PML) DEfEZEEELT
(&, HV- RGO MR R EBRESE AL OBRERHEEBRN 2 HV BREELRE N

FRK TlE PML O EBRED Z<E HIV BREEMN G HDHH(§ 85%) . RIBTIEZDER KB ILELEM
ZIRIZH=5ERTH5.

JC DANZRIA VLIV ZDHBEEEL/NRHITEIY | HADTRARERIEADOD 80%7E
ETHhb.

2. &R
JC DANARIA I DA ADIBREIEBIERTDIEELNZL TOER-FICEHOEEELERSE
[THRRELTVSEEZONTEY. BEATERHBIC JC VMIILRIEIETF DNA ZRHETES, F-. &
BEORAEM B MRV ML R DNA MEHSh  BREFHRBRFZELTLSIDEZE AN TS, _*uo
DRI THFRERELTINS JC DALAZRIA—TVAIILANBEEBARORETRL FICHAERERS)
[CEUEFEMHIEEIN. PMLERETREEZOND,

3. fEK
PML DERREER(TFE R THA LR IZRMRLTEE THAN ., FKRONDHFIEIR &7 RRE - AL
e - RAEREEE - RE - ARERLGETHD. DR MRERDBELEDICORRKE - BEIEE -
'FB?-E TB@%‘:@E’J'HMW%%E'?&E BEMNMDY  KNERBICEDZENZLY,
F=GABRICHESREBRBEICKIYPREERD JC IMIILRABBRORERIGHEIY., AENARKIC
ERER (RUVEBEGFMR)DEEAXRLZZLEELAH S (REBEEMEIZER (immune reconstitution
inflammatory syndrome:IRIS) ),

4. BEE

JC FAHARIAF—T VA ILRITKH T HHEMEEEITEN, ZDT-8 . PML DEERISEREBITHES
RERIETZEE EELEBEIET ENTARELS, DFY. HIV-PML TIE HAARTCART L. JE HIV-
PML TIXREZFEHFID I OMTRRICLDEYMFHEF OBERRATH S, DNA EREEELHDE
LIV RERLA =D AOVEREFRB AT JC DANARIA—TIAILRICBHLM I END
BEDIETUVALRIILDBEVVRARBEFLGLAFE, T3 T OREBEETHLHATAFOHSIDFITH
BINATEONEMEo-BMELHY . SHPITHEDRFAFARENEFTISEBONLIESIHIE
ATETLS,
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5. Fi%

—RRICRBEMNS AR TEITT AN, ARDNRCEEORENORELLEICKYETALEFY, B
BIDHEELHH HV ZEBREBLL- PML OPREFHMIE 1.8 £, TOMOEBELEREELL:
PML [ RAFHBAIMNALINTHEY AT FEMNEREICEVNVEETHS,

O EHHEIHELEHE
1. BEH
100 AR5 (ARVEIZKS)
2. BROWE
TBA (JC DANARYA—T VAL ADF BN REBEINTINS, )
3. MRMIRES &
REEIL (RAREEELL,)
4. REIDEE
DLE(ETHETHD.)
HY (ARMOZEELEHY, )
6. EfEESEE
Barthel Index Z#FLVT, 85 MLUTERRET S,

O faiRMHT
[T)A R R BRI REEEICRE T SR BRI

o
2L

I A N =

:-'E‘.

MEAKRE EIRRAREAEILEH AREERMREL I— Hk BRERES B BE S48
ROEE AT TBUEANRFAI RS RREMIEA KRR MNERERE FEER =F #A8
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<EEREE>
Definite, Probable EEZBic = PML %R &Y 5,

2 Eﬁ@;b:):_ e ] 1

F1LF 2 TH %ﬁfﬂﬁ@é%A@ %ﬁr# WEDZEIERT 5,
% 2 O Probable : ; BERESLVEGBRICEYMDEEFRRIT
=1=1B & 1& definite &Té

A, FEIR-BERFTR
E%ﬁLﬁﬁ@Mﬁ

DHD, REFL (ADS, FEHF- REMFHFIRS54E) DEBECEYMENEF(F4)XTT )Y <T

E)EFERAPOBRFICHRFEL. RARENZVA/NBEARELH S, FE- SR MEENGE D RERGER

T RERELTHRE/DARRE. SREAEEIEE . KB, ROEE . RERE. DMYERKGE S EEH

REEEREET D, BEEDGE. WO A TEEMESKEBICESD,

2

Bi&&EMR

1. BRAEEET MRI/CT AT R : BB ICIGZBZFDEVK/NTE., BE M DREIERTE

REDREICIEMRI ARLERT. RNERBEBE-FIARL-RETHELGEDBERENEARTHS,

REIEX T BRAEGRTIEES. T2 RAEB RS FLAR B TEEESLET S, ILEBERAEG TIEHLLVE

ZIFEEESEZREL. OWVREIXESENZ LGSO VT ROEEESREEETHIENELED AR

)=y LR RIEREMERBET HH. FNITREIDRICHERHEELH 5,

2. IMEMENS PCR TJCV DNA A&

BHAICIEEEDC LD HD, BiBLLLICBEENELELD T, PML DEVHIHNIEERET S,

¢

3). REZMERE

B 3 A 4 THX I 45 a0 R BT R(a)& JCV B&EE(b)ZEIEBH

a. FREEE BARKICHARZE TS UTHROEE. RS U7ORIE, XYO77—2 2905 Y70
HEE

21



b. JCV DNA. mRNA, 22/ EDIIBAR I EFBEMEBICEDIMILAKFDETE

E.&AIE2H
HEREDEAZEHELTIRIERED RO —REDREEELCELBELRE VA ILR (HIV) BNE. YA
FAHODA LR (CMV) Bk i E WD, LHL. AIDS 72E PML BAKLRONBREEIZIE, LIELIK HIV BXSE 4>
CMV RX#7%EEMNEHT B,

(4)

= 1 ERIRRIEZ T B (BRIRAE K - BlR - INE R E LU RN M ED)
1. FEMETYE DK
2
3
4

. HRAZEEE MRI/CT R R : BB ICREEZ FHLEVWK/NTE. e DB EIBIE
. IXNEBE&EHS PCR T JCV DNA A& H
. BENEZE-7 Rk EZRENICERITES,

K2 FEFPNRECKDDMMERE

BRI HIRT R - R

%&%“%%E;éz—r
1. (BHRRBEE. HEMiLT.#&E?é%%#@TU:TADO'J7 ARELGHEEESTEHT AL
OY A +DFHE- y

2. WM%F%E%&H:;&U;*sa%iﬁﬁ“éﬁﬂ?ﬁﬁ REEBIZED JCOV AUV EDFIAXLEL
IFEFHEMBRICLDVMNIILARFDRE

3. #R#EZ ALz JCV PCR:#A#81<35(+% JCV DNA DFEEA

FEEOATI)—

Definite 1:F& 1 D 4IBBEZME=7 .

Definite 2: &2 I IBEHZME =T .

Definite 3: ®2D1&imIzLMHDR2D 2 F-IE3DELLNEFHI-T .
Definite 4. R2MD1ZFid=-LMN DK 1 D4%iEl=9

Probable 1: & 1 @3N D4Zm=-LM21HNF2DELLIEFRFT=T .
Probable 2:&2M 1 ZFE1-LHD2&3%FH-S70

BEICBVT, FREHY (EREZWIERE) XIHBRIDGEICOHBE,

22
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<EEESE>
HRE RIS : Barthel Index 85 MU T ERHRET S,

BRERNE mE
Bi. BBELGEQEET., ZEMBERRNICENEZS 10
1 BFE AN (BIZIE, ENTEY>THALKLTES) 5
28 0
SiEFh Bi.JL—F ., D9 RAMDBELET (HITEHILED) 15
T T | BEOBANBXEEREETS 10
2 bBAYEA ——
EAZEIEATRETHAMNIZIZE B 5
DFEE)
SN EATTHE 0
N B (G, BE, mEE, OIF#IY) 5
3 EA
MBI XTI T AT RE 0
B (KBRDBRE. BIBREED . R—2T I EBLEEZFEALTLSIESE 0
ZFDEBELED)
4 +ALENME . ; -
EANEy. hEZZ D, KR, RIERICNHBEIZETD 5
MBI IEA [T RE 0
. =hva 5
5 A
ERA MBI T T AT RE 0
45m L E DT, HEE (EHF. STHRIEIBRO DERADOFEIMHT 15
6 B 45m LU LD BISIT. HSITHROFERESED 10
T
HITREEDIS S BB FITT 45m LLEDIRETTEE
EE2Lst
B, FFYLEDFERADEEIIRHEL 10
7 BEEFRE | TBXIIEREETS 5
T gE 0
Bi.$t. 77 A F—  EEDEFEREED 10
8 ®‘EEBZ ER B AZEMLERN, F 2L EFBESTITZS 5
LEEE LIS 0
KEZLL., 7. LEOEIKRLEATRE 10
BefEa - - .
9 a1 EEIZEREDRY. wha. LEOTIRWNNINBZEETIELED 5
EE2Lst
KEAL., UNRZRDEIRLE AT RE 10
BERaVk
10 _ EEIZEREDLY . WRBOIIFEWNMBEETIELED 5
EEELst
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Karnofsky score

BEDIKE A7
1. E&E RBICHTHIEEDRANGL,, EBREKRLL, 100
2. BUVERIKGER [EH SN, EEEENAIRE 90
3. MEYBBEKRIERH DM . BHLTEFEEE AT AE 80
4. BRBEBOHEEITELN, EEOFH - FETHILIETTHE 70
5. BRICWER tﬁt%é# BANENLE 60
6. ERZEZERBL-BEXRVEHNGERITANDLE 50
7.ﬁwisﬁm&E$&UE ENNE 40
8. £2<&+9 . AR BEFLAIEIEELESTLVELY, 30
9-EEICEE. AN BETHE NG EENDE 20
10. FEEALUIEL TS, 10
1. 5 0
P HEE K OVEE OIS IC BT D BB F I

1.%%@ _%wéﬁﬁﬁﬁ\ﬁﬁﬁﬁ%mﬁbf DWEYE FIZRRBEOBLEN e WA, W
NORHO L DZANTHAELZ R (7272 L, SRR ORR 2 R RERE Ch - T,
RATREARR B DIZIR D, ),

2. IREBIAZIZ T HEIEE SISOV T, BUREFERO T CTIRENTHOIL TV DR EE
ST, HIL6 2 HMTHRbEWVIREA EMHET2 2L L35,

3. ek, FEROBEN ERLOEREESFE C—EL LIZEY LnETh L0, BERER LT 5
ZEPRER L DIZHONWTIL, ERERONG LTS,

'x:mh

25



1. =
BAUHNIFATERINDEGEFHREDHRM, HRMICIEDLEIELIDDERLGIEENEENDES
NTLED, CNETOECA, KBTIV EREAHSIEMEIA/NF— I (EEBARBEER (S
BR)) [ EFRIFNF— [ (RREARBEER(BHER)) . [IRREEEMREIF;/NF— | (B BRI
B (BHEEER)) DIFERENPDELTHRESN TS, WITNIEERFBICEVWTERINZEETHD,

2. RE

MEEYZRZFIRMEBIA/NF— L. D7 IIVBEERRROERERETI—FT 5 GNEERFDS
AU RERICKYITIVEEE BREENME T T HIETRIET b, [ ZFRIANF—1F. RFEEHF RO
T4—2B BLREILL, DYSFEEFDERICLDFHHIREEICEZRISIEREC ATV VD RIBIETH
%, 4, TIRREE RN B IA N\F— IO REEGFELT LRPI2, GIPC1, NOTCHZNLC, RILPLT @ CGG
FITLYRJE—MERAEIESN . RFBIZH T HMREEER LB A /NNF— 15O KFH . LRPI2, GIPCI.
NOTCHZNLC =#5- 3 2DBEEFOWVNTANIVE—MERZETHIEMNHESN T, 1=FZL. TERIREE
BREBISANF— | LZEINDBI DO BIZIE. ERICIE. BRFBREEMICELT HREERHO RO T
—IZEEBELTWSHIbH 5,

3. fEK
MGEY ZERE SR RIZA / SF— 1 10 REF ~30 REFITHITTRIEL. B BHEFCRUBR
T EITTIEEMFHLEIND FEZMNICBRIRYZEROBREEHET S5, T=FBSA/F—11E.
10 REBEF~30 REBFICHRAEL. EICTRETHENBININETTIEAMFLRIND, REFM
[CIEFR iR DRI - BETEIEFETHY. IE CK ELNBEIC LR T 5, TIRIBEEG R4/ S F— (.
BERAG~ZEHICNTTHRAEL. REETE, IREBEE . WTEZICMA T HICTRE=EHZ
BIIANF—%2ET 5. HREZMICTBERYERERD S,

4. BEE
R &29ME ., £-TRREEEM RS A /N F— | CIXEE T EE (L LB MRS IR LT, RERE

EETI,

5. %t
HITIEE . BETES. SRR ENELD,
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O EHOHTEIIBHELEE

1. BER (RN 3 mEEERZREILRFER
269294 A

2. BROHE
THGEGFEENTEINA TS, )

3. MRMLAERAE
REEIL (BRAREEIEGL, )

4. REIOBEE
VE(ETHETHD.)
HY CEM R IF /F—ZME %)

6. EfEESEE
Barthel Index #FALVT. 85 MU TEXRET S,

O 1R
M& A H#AMHREICE T HAEHRE
HRARE RAXZREREFZARMGEARE &R FAES
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<BHREZE>

DR BISA/NF—IMELE

Definite, Probable ZX & &9 5,
BREBIANF—ELTTRORERELZED D,

(1) ZWFRIANF—

(2) WY ZEREFS R EIZTA /3 F— (DMRV/GNE myopathy)
(3)BRMHEER M B I A /N F—

(4) ZDMDZERBIZF /AF—

(1) =378 H4 /S F— (MIM# 254130, Miyoshi myopathy, Distal dysferlinopathy) 22 & #E
@2 HTIC A A

A. EREREISFE (a ™D b ZEiT=9)
a. BRBARBMER(LHEER) XITMSEHE
b. EITHDHAETRUMENR: TREDMHE. FICHEHRNRSND,
(UWTFIESE/mMR)
-FAEFERRE 30 METIZELY,
ETITNISERHOHETHAEIRT S,
- St ER THRMEZ L (=121 fibrillation potential ¥ & iRl MUP M RHLNZZENH D, )
- HATRIETR R AN SE CK EAYEE S E (1,0001U/L LLE)ERY,

B. dysferlin M5 (a X% b ZiE1=7)
a. dysferlin RIB (BRHREZ B XTI RELTOYMEHT)
b. DYSF (dysferlin) B FDREZREE X IEENTOESHER
(LLTFIESE/mMR)
-CD14 (5 / Bk DD = XA T 0y MiEHT T dysferlin K18

ORNT REKR
i PR 55 7
RGIHERLEAMOBHEER (hOEREEIANF—FED,)
- HIERERE
TR R R
DO ARA T —
- BRI %

@D ATI)—

Definite : A+ B% i 1=9 5l
Probable : AZi#T-9 A . BINEHEIN TLVELVE
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(2)BmY Z=RaEHSEMEISH /S F— (MIM# 600737, Distal myopathy with rimmed vacuoles: DMRV, GNE
myopathy*) 32 B &4
@ HNICH ALEH
A. BEERIE S (a HhD b EE=T)
a. BRAKBMER (SMHER) XITMFE M
b. EITHDHNETRUFHER AR EHOABRERS. KNEHNMREINDH ., KEREEERH T
LR =N,
(LLFIFEEmMR)
-RIEFEHRT 15 MHD 40 METHEZLY,
-5~20 EDFBTHITTRELLEHIENZLY,

BEZ 9 ZDHITMFE CK EIFIEENSEESE (1,5001U/L LLT) THAHIE CKAEILTIEFEASE

- ER TR R Z L (=1L . fibrillation potential ®° & RIE MUP MERHENEENH D, )

B. AR R (a Zi1=9)
a. IV ZERIZE (D Fh R
(LLTFIESE/mMR)
BERORIERIGEEDLEL,
-FERHERD B-TIOARNIEE
-HRHEROIE X FUBEE AR
- FRERHE N D p62 PE TSR (K
IR DU BRIES™D
(BEFEMBIZCORXIXITHMBERD 15~20nm D 71542 MK A 4K (tubulofilamentous
inclusions) M fF{E
C. BIzZHERE
GNEBIEFOREZRERX(IEE~TORELEE

ORI REKRE
B PR B 85 )
EUHERLGOIMOGHEE MOEMEIANF—EET.)
- R IR IR R
RIEF R R
-BRYZERERTHOIF/NTF—

@D ATI)—
Definite : AX [EBD Vgt —AZiif-L. B2 C Zimf=3+ M,
Probable: A+B% -9 4D,
* DMRV XI[% Nonaka Myopathy [LEFREIIZ GNE myopathy &E#i—IEFRT BENZEHEH S (Huizing et al.
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Neuromuscul Disord 2014) h', KM EERICEIREBASIN TLSEFREHHEELT=.
(8) BRNHEEE -7 2 = A4/ SF— (Oculopharyngodistal myopathy) &2 M & #E
@B H A
A. BRRPF (e Db Eimi=d)
a. IREE T EFRINRFHRE BLIEIZOEA)EZETES REFEEZET S5
b. M TFEE-BEEEZET S,

ch. BUFHFR=EHDNHNET -HEEEET D,
(UTIEBERR)
-BRIRETETHS

Srke i e LRSI A O
~ "y [s]

-EEEARIENEEG(BEER) ORKEZRDHDHIELH D,
-5 CKIEFEECBEESE (6 MARBTYEES 1 EIE 1,000 IU/L LLTF)
- BRI THIRMEZ{E (fibrillation potential 2= RIE MUP ME2HoNBZENH D)

B. =R E (e TR/ HERMR
a—a. BIYEREHSHRM OFIEE (SMIBEN D p62 B FEKDERE
b. #EHD/NAL #R#E D 77 7E 1% CKABIFERASEREERE (1,000 U/ LT

. 5 4 I

CEOERFHERE
a. LRP12, GIPC1, NOTCHZNLC, RILPLT QWM T 5 FEFAERFEEIC CGG VE—MEEAAHLN
)
b. PABPN1 @ GCN )E—HMERMNAHLNGEVNARIRBIDIaENELRPI2GIPCH - NOTCHNLG- PN T
DB ET e MEEAET .
ORNITNTKE
Fifa PR 882

-BUHERLGAMOGFEE MORMEIANF—EET.)
-REETE NRGME. MT-BEEELS 55t HEHAS RWEBFOALOT1—
(OPMD) . 1814 1T 1451 AR RR R AEIZ 8% (CPEO)  SER MR B N AEIZEE . EEMHEAIEL L) ARIAEEER

FRIEFR A

SEEY ZRaEE - D E (OPMD., GNE SA/\F—, VCP BhHESA/NF—. H ARG REE)EE
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QW DAHTI)—
Definite:
ADBERFIR D55 1 DUEL C-a Fiml=d
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38



<EEERE>
Mrmodified Rankin Scale (mRS) . BE X &, FROZNZTNDOFFER7r—ILEANT, LWTFhhh
BLLEZEXRRET B,

H A fmodified Rankin Scale (mRS) | E & #E =

modified Rankin Scale

BEITYRER

EERALL

BREERRVMEBIENKICGIVKETH
%

FENRIEH > THEALHLIEE [T/
BEDEHDHOFERIITAS

BRERR UL BIRIEH D5, R LR
ABIT>TUNAE B O EBIHIRIL L R AR
5%

BEDOEE:
RIELRIDFENETITADDITTIEAEL
N.BZDEDOEYDZEENMBILZLIZITA
%

FAELART DN DIT o TULV L FOFHIZHIR
FHHH. BEEFFBEILTVWDHRETH
%)

FEEDEE:
ASIDNEIEDEESTEHH., HTIEN BTG
LIZITZ%

BV a i R@sEAER AL HGEIC
FNBZELEETIN. BESIT.BE. F
FELGHDHEF . MMLUBEICEMTIZREE
LELWKRETH D

hEEMNEEDEE:
HITOFERHERIZENINBLETHDS

BESIT. BE. BELGHOHE. ML
EICINBIZERBELT DA, FiRkar#i
DBEELGWRETH D

EFEDEE: EIHESADNEIZVELTHRETHD
B-EY RBRE, BICNELRTYELE
)
TS
H A i 25 o 22 2R
BE-REN)
O.JE®AE L,

1

2
3
4
5

HICTES. BEREAET LRV EEDEERLH LM, HEEE - BEEFICKELL,
BYMEDIRPL, BEROEENDIREVNELT S,

. BE - REERFI oA DMBZEET 5,

M IEROMNEKEER RBERE, PUBIRRELZE) ZRELET D,

CEEMICERONEEEREKFELTLS,

39




% (R)

K2
1.

a » 0O N 2 O

EIRTT L.

EEQETREDMRREHSHH, HEETFE - BEEFICKELL,
FREFED-OICEEDORUING EDERNH S,

FRIERNEEDY TS, HAIVWIEBALGEORBLEFDETERINALEL D,
BEDEKS1H D NIEERAGIESHEBEREFRRAISBE,

KBRS S VISR T BRIEEERANLE,

T L YE [ OVEE S B OIS IS B 1 B R A

4 W O D R ﬁ%\&E%ﬁ%mﬁbf\%%%@Lm%&@ﬁm#&wﬁA AN
NORIO b DZANTHAELZZ R (7272 L, SEmORR 2 R RERE Ch - T,
RATREAR B DIZIR D, ),

- ARIRBARRRIC BT D HIEE DI OWTE, EYIREZRFEHO T TREMTOAL TV 5IREE

2T, EHIL6 AR TR EVIREBZEMIHET§5 2 & &35,

C B ERORED ERLOEIEESHE T EL EIZEY LB TH 505, @R ik 9

HZEMPEREDIZHONWTIL, EEERONGE T 5,

40



126 ~R1)—¥%F

1. =

R —(Perry) BIFFEICENLELBABEHER (BHER) HOBBEREETHD. AEEE
1975 £IZ Perry BICKYRKEEDSIDERRU/N—F Y X LEHIELBRBEEER (BHEER) 4
RELLTHRESN . REFEFTRRFBECARHISRABRDORRZNBESN TS, BRRIEIKELTIL 40 F
HRTRELEFTRIEL. EBRMBRITETT /NN —F Y X LEREFBDITMA T, 5DEK, 7/°
O— BRIGIEW ST RBRERE RO D, T FHMUTERELTHBRED BRI CEFRAH D, &
BRLELTEIN—FOYZXALITHLT L-R/RBEIGZE DN—F ) U RABEECRSDE. BB KK
LCAIFERER IS & HFIRE AL SEBELM G MRAEEEEL,

2. &R
BEEEFELT., 2009 ££IZ Farrer 52L& T dynactin #2/39%3—K9 % DCTNT @) exon 2 IZER
DHHIENREILDOHONTEY. COBEFEERICKYRKENRIET H2EMNHLNIZHEO>TNS, F=.
B EMEMHRI BB (LAE/SE £E#%(Z TAR DNA-binding protein 43 (TDP-43) AT A //I\F—IZHESh 5,
dynactin A% TDP-43 IZ#& 9452 &, TOMHREEFRADFIHEEH TDP-43 DRBELLEEILESIEE
CYATREMEA AL MG STLSA | KRB DREMF [T DOV TREALRA S,

3. fEK

RI)—(Perry) R ZIEBIZENTH SN HEMICEN BN SIRESN TN, EHTEERBEM LD
HEIFLBRMNZL ZTDIEDELIEAMBADNSDIRETHD, AMHADRRIEVTELREEDR
[ZERHONTELT . HMILTRELIZRRTHD. EORZRILEBT1 40 K5 50 RATEC/A—F>
YZXLRIESDERCER[NGE DEMIERTRIET S, N—F VX LIZHLTIE L-F/A&FIA
BNTHIIELEL L RNRERECAFZRCTOIITIV I IDEHEH LD DEHLHESN TL
%, MBHN—F UV URERANTDIENRKICEHBLCELH D LL, RERRAIVARERDHAS
N SSICIEEREENEET S, COFRESEHREOEBRLS THY ., AR, BEIR T OFFAIFFER,
FRELILGENBIRT S, FFREE T HREETLL FREETREEICSIIDRL—BHHTHY
AIFRFICEDRHAYR—IDBETHD,

4. BEE
EBEPYERICDOWTITEMIZL>THHIE L-RANIZE DA ERENETHS, LML, BOHEZEDLE
WEBIBHY . RN H > THERDETHEL - TR+ 2 THS, FIREE IS L TIEALIERSS
[CEBEHYR— AL ETHYREVRANBELLS, IRAREFREDEIARESINTLEL,

5. %t
FRIZ2END 26 FELEFIZE>TIESDEEH SN, FETRIENSSETHALBE DEHEIZEK

41



YRR HoENB N, LA, —EDIESFI THEAIEIRICEDBROCPRMEFRESHIRATREEL
22N HB,

O E#HEICHELEIE
1. BER(SHNREEERZHRELNRRER
100 AR
2. RROWE
B (DNFCIDCTNT BIGFEEICELSDN . COBEGFEENE D IS ITRERMKF ICBEHEHM LT, )
3. MBEMIEEAE
RS HEREDH)
4. REDESE
DB (FRAE, ESREEENROONI-ORHADEENVE, )
5. PHEEE
HY (ARIMERDOERZHEEHY, )
6. BEREENLE
LUTOWFhh &= 585/ RET S,
@ Hoehn-Yahr EfEE P ¥EZFALVTIE L,
@ modified Rankin Scale(mRS) . BE-RE&, FROETNZTNOFHER 7 —ILEZAWLT, LWFhh
M3LLE,

O 1AM

BEXFZEAMRAHZAR ZISRE HHEX

42



<EOBREZE>
R1)—(Perry) R DL BT R
Definite. Probable Zxf& &9 5,

A JEIR

FTEERREEZED)

1. X—F V=X LGEEMEIE. FigRl, 22HREZ SORE. Z2RBEZD>52D0L LOERK)
TINo—  XIE5D

B SROEIF IR E DR IEE (DR B OFREFR BITHEDLUVER)

[RETRBRDKRERD

N—=FYZXLORERE . XIEHRED R K OEFR DR EE

a r b

FERK
1. SHELADRRTHIFEKRDEST
2. S50mFRMDFA

B EzFRE
DCTNI B FNEE

C &Rk
IN—X VR ETEREERE. MAPTE R4 4S5REEAIEEE T ELE

<zZWoHTI)—>
Definite: A FEFEIRD1E5. B F#RHBHT L,

Probable: A T EfEIKDIT R THDIEHZF-L. C Z{R4 L1 D,

Possible:A TEFEKND1E5. HD A TFEKRD1XIF2FBHBE,

D Z%IEH

AEAR

AEREIEE

IEEESh2N

REKEFES (EEMORKESHIRELE)
BEEmEEE

HEAREE

a ks 0N

43



BREmRR

BEEB MRI/CT (FIEEHLLIEAIEERIEEE D EHE
FISURSURR—B—L U F T ST TRERNDRYAAHET

MIBG (DEFS U FFS574T MIBG DINMFEANDERYAAHET

IRV F I 574 CRISERIEEE D MRIET

. HRREPNRN CTEGOMBMEIEL TDP-43 FRIE (XIS OEEKDMZMIE RO TDP-43
BEEDRER, RS 7HRIZE TDP-43 Gt REANROHOND, )

a s N =

44



<EEENE>

LTODO. @QOWFhhEiE-3158E2xdRET 5,
(DHoehn-Yahr EEE N FEEZALVTIEL L,
(@modified Rankin Scale (mRS) . BE R &, BIRDZNZNDFFMR7—ILEALT, WFAHhHN3IUL,

@ Hoehn-Yahr EfEE 748
—IEEEDA. BE. HEEEEIEEMIEEL,
MAIEDEE,NHHH . ZERFOEZTIILV, BELEE. MEE

15
2/

3E

@modified Rankin Scale (mRS) . BF X &, FRDZTNZNDFEHR T —ILEHAWNT, WFAh AL LEExT

ZLDEEEHINITINISD,

IHEYRSICEESAROND, FBEHLBREIHRSN LA,
BREICE O TIIMEENTRTHY . REREF L. BRVOLPEET

AELHIBEST —ATEETED,

BEELGHMEEEZAL . BHDOAEIEFIIRBLLEEIN, T
FABLIZII DI L, HLIEIFESIZHIEEETH D,
MDZELRARET, MEELTIIRYR ELFE-XERBRFARELE

EERLLND,

RET D,
H A fRmodified Rankin Scale (mRS) $|E &%=
modified Rankin Scale SEIZTRER
0 | &<EREMAELY BRERRUVMEBIESLIZGELVRETH
%

1 | EEREH->TELHALIGRES [EAGLY: BRERRCMERIZILH DA, FAE LLAT

BEDEHPOTEIELITAS MSITO T LB OFEIHIR (L7 LK.
TH5d

2 | BEOEE: FIE LRI NS T o> T ERFEICHIR
RELIFIDFZENLTITASDITTIELEL | [EHEH. BEEFIZIBILTWSRETH
N.BROEOEYDIEFNBILLIZITR | b
%

3 | HEEDEE: BLVOAHZERBEZFALAEREI
RSO DNBENZLELTEN, SITIENEG | (FNEIZLELTIN. BEST.BE. &
LIZFITZ% LA DR MLEEICENEZELELE

LGELVRRETH S

4 | hEENCEEDOEE: BESIT.BE. BELEAHOHEF. MUY

HITOBERMERICIINBNDETHD EIZENBIZEREET LD, FinENE
DHEELEWRETHD

45




5 | EEDOEE: BISENDNBERLEETHIRETHD
BEY . RBERE. BICNEBLRFYZLE
&E9%
6 | L

p

[

B ARz AR

BE-RXEWN

. FEIRZEL,

 FICTES. BEIENEIELRVVEEDERDAHHIH . #REF- AEETFITKELRL,
. BYREOIXC. BEHOEBENDIXREVELT S,

. BE-XREERCASHONTMEET S,

ARBIMGIER OMEXEENEERE. PIDEIREELGE) ZVELT D,

C EEMICEROMREERICKEFELTLS,

a » WO N =2 O

K (R)

0. fEf&ZL o

EEOETHEDRRIEHEH. HEEF- BEEFITKEL,
MREZOLOIZEEDBUNGE DRI HD.

FERGEIKDSEER DI FICHS. HAWEFBEALGEDBEEFTIETRUINAELS,
BROKSHLHNEER UG SFERNEEERNBE,

K[EVIFH LV SR GEM RS EBEEERNBE,

a s 0 nh =

LT FLUE N OV BE Ay B OIS S 1 S B

1. JRAZWICH WD BEHRIER, BREFTRSICE LT, BB LICEBROREN 2 WVEA IR, W
NOFEO L DEHNTHZE LI 28\ (72720, SRR ofi 2 T iRIERE CTh - T,
RATREZ HDIZIR D)

2. 1BWRBRIATLIZ 81T 2 BAEE I DV TiE, @MU REFREIO T TIRREBITHhIL TV DHIRETH
ST, HiL6 » A TRGEWVIREAEMIHETL 2L L35,

3. B, JEROBREN LR OBEEESFETELL LIZEE LW ETH LM, REERER & kT
D2 ENRERFIZONTIL, EREROKNGEET 5,

46



130 R4 ERETE

1. =

—FERUEBREETEL. 2EOEREZIERETIEET. EBRELELLV REEESICEE
HEEETAHTOIEGHARENZT. EGHREEEME 1 —ON\F LN, D354 L6H
DERMEBETAEICHEE T 5 (AR LR FABLER AR TRRERN A —/—3vT 5L
ZWNH . HEEEDHD) 4BELEDREEBEXIC. 2BORTFETRITEL. L BEEEDOBHSE
EEFERIRETHY. SEE 2 EDRBERERERIARETETOEMREZEFTEEDLIVEET
B, LWL AR LEHEIN TERBREEFNI(BEDERSE . SHLEHMIN TEBEODKTETE
RTEELRY . EENSEA—N—SvTTREELEEZLNTINS,

2. [R&A

—BEHEETHY. BEAEAKREBEHER (LHEEL)ETRT . 48 (I NTRKT(Neuropathic Tyrosine
Kinase Receptor Type 1) DEGEFEEMNFEAINTLEA, COEEMNERITHUDGEHBGAN=X L
(ZHIBALTULVELY, 5B L NGFB(Nerve Growth Factor Beta) DB FEEMNHY . BRI DR ETRT AT
AFEEDBELREIN TS WTHEREHZEO/NEETERME (AS _IRH) BRIV EERIRME (C Bi)
DFLHIRESNTLDD, FIRHEROEKRDEF EFBATH S, A DT EL EF4RESR (A
—N—TYTFTHRELEZONTHY. 4ABLEZONDEET NGFB DB FEEMNIHASNLI LN
BB, TR ELIFIFR—DRIREAETRL., SCNIA(Sodium Channel, Voltage—gated, Alfa Subunit) DE1E
FERZTRITEFBLRESN TS,

3. fEIK

— 2 EDRBENHRTIIEICEY  BRAGIERESIEEI T BREICKDIHERIEARING 1=
&, RIS, SRR, BESMIRAGNMEEZ T 0T FREICRADTICEEILTHEEH D, B
& ERERARB D SMEIZ (. OEERIECFT DB (BB HDET. fEth. KEEEZFIZOHEMNS, ). B
AEEE (AEEERREBABRELENSRANETICONND, ) . EHOMECEEEET, B
TlE, FEREDDICER. B, B1E5%E. BEMIE (Charcot S REAZHL., TRIKRENERL. B
BEEDNELUET 5, BICAETRFETAHLIEHEE L. KRV FO— LA DN ITREL 5 ISR
L. B/NREAICIRICES, HFETIE. REQEEMBREICEDIAEND, F- FBHFKEEFICILEGE
BELAMHREEEZEH#TIILLHY. BEETLHEF-TEETANMBICLREILLH D, £-B
POHELTHFEORBANDHBERMNT 012 HEMEICHBEEELS, BRES. S0 B EMHE
ROAEREL T, ERIEFCEAHMBELELZ T BELND, F-EFETHTH LN, BREEENEFE
$HEEZLN ., LR B R CRAET R, SR FMITHESBRE BEBHBRLEDEHA B,

4. BEE
BARMNEABEREIGD, B - REOHBFLEALTEI-BRECLRMELEEZFIHL. FINoDRHAH

47



R.BHEBREZLDENTD, v av OBV RERELGEDERETHMEZ FHLEZY. BRYBRTIHEEL
([CHIEL-BEE RIS L TR ERBREITICEDHDH, EPLARIEEDIMEFE T 51012, &I
RETL—IEEBITDIENHD. RFETHHAEHEICETIERREIVIO—ULAEETHY . R

A bO—)L D= UARRNEFENSBEREVDEET D, CNOoDBESTICERTHERELT, RN
AEEBRITHALTHERLIET THAROAARSAo0 S5 (XM BEREESSVOCERETEICHT S
WERGER-TT7DI=HDESH (5 2 iR) | NEHEPER HP. BLUVERBE V3 —HP 158,

5. %%

—A G TRICETIHMITHATHSA ., FTRICERTLDE. HEDOREESEENSDRRAEL.
FHRRERIVIO—LTHDEEZOND NEHICHETR T Y HEE . RABCEEH RN SR
MEMETRTITHEEEREBEL TS, 50 REBADEETBHTHILY,

O EHHIFEICHELEHE

1.

BEY SN EEERZBELIRIFER

#9-200~~300100 A K

HIRDHEIE

FHGEGFEENBEEL TV AAFEFMITTHA, )

MRMGERERAE

REEL ARARBEEEILTEL EHEZHCT-ODHEBFOTTICEEF TS, )
REIOEE

HEGERF—EESGE. BEASOBEELE IR RICHETT S, INECELEIRIVLEEMREK TS, )
HY (ARIHERDZHEEHY., )

BEREESE
PHEEBALIBIREEELEERIIUHESEETADXEDEELERLTNSLT S,

O 1AM

MER MR ERTE]

~

it

MRARKRE RBXZAZREEREFREMABEEREFZDEH iR ZRFEIRRARFRFRETF

oo Es —

s )

RHEE SERARFECL E— kRk AGRBEHE

48



<BHEE>
SERMERETEIECHERE - BRMEZ1—ONRF—ICBTHEET. CO5364H E5RARL TS,

A EEHIx
1. EXEICEFOERBRHEIXIIET
2. EXMICEFORFHEAXITET
3. RHREEER

B. T EREFTR
1. RGNS OFARKERHES)
2. FLR#EOLDORIG
3. HRALBROBEEELEH. BOEMLGEDESR

C. EELBREMR
1. BEFET(NTRKEEFNER)
2. BIEFRIT(NGFELGTFNEE )
3. EEFRT(SCNIABIEFNER)

<gEohTIN—>

LUTOWTIhHODEE . EGERE - BRME 1 —ONF—A4RLZMT 5,
OAMETEBMD1DULZEH-TIEE,

OAM1, 2,BM1DULEEFH-TIHA,

OAM1, 2LCH1RIF2FH-TIHE,

UTOWITNADGE. ERMRE - BEME_1—0/\F—5RLZMT 5,
OAD 1 ZEHmI=d NAD %= . hDOBN2X (I3%iH-3 155,
OAD 1 ZiHmI=F HNAD 2% -9 . hDCHD2XII3FE-TIHE,

* NGF B FEEDIEFEICKY, 4B XI5 L4 B,

49



<EBEEESE>
PHBEEBRZEEENEFLL. SHEEEZR-TIDEETHRET D,

KL AL UE M OVBUE E B OIS B 1 % B B IH
1. A BENIT D BRATER, *ﬁaEFﬁﬁ%"? ZRL T, W LI B OBEN WA, W

NOREO S DZHNTHAE LR (22 L, %%ﬁ%%@ﬁi@%%?ﬁ%ﬂ?ﬁ%#?%of\ fite
AAFREZR B DIZIR D, ),

- RREBRAGTR IS B D BAEE RIS OV TE, BEUREFAVEEO T TIHREMTONA T LIRETH

2T, EHIL6 AR TR b EVIREZ EMIHET§5 2 & &35,

C B SERORED ERLOEIEESHE T EL EIZEY LB TH 508, @R ER ki 9

DT ENMEREDIZONWTIR, EREROGE LT 5,

50



135 PAHILTAIEIREE

O #M=E
1. =
1965 (T Aieardi SISRUIDTHREINI=INERE . RETAMA . BIRKIEEEZ=FHEL

Aicardi LIZEYHH TEHRESNI=FERFEHERETHIEREE THD HRRTIBEDMNT AEESFH. #H
BUTADAREEES EEORFRAREEFZEL. FEREORBIHBERERELEZION TS,
FNHERETHY . RRLFATHS=HBFELHEILSNTIVEL,

ERFRATETH, BBEOXKTANKRETHAZELN L. X £BAENER (BMER) (BIRTIEE®E
B RIFTELEBARLEORERTEGCFOEBICKYRRICOAFKIET H5EHEFADN TV, de novo D
W RIEREE (X; 3) FHEEBI M DB FEEL Xp22 ITRYEV T SNTWSD., EEEEZFOREERES
B EFEHBEICIEES>TULVELY,

JER

IR RIE, TANAERINK L BRI IEAE (Lacunae) = ETHH. TAD AR/ LlEH
DFEER (ZLIERETRIBFEAE) TLRETRETHS EERERFEERNOINAEETICRET
BIENEL EPIICHBEL., BAMTH D, BiE TIXETRATURI T QEE (B, ZRMIILI-fERME
HTLwiay - N—XHEHEHITHS. TLEMBRIEIE 70%RIZICFEDHLN, S5 RIBIFRTHREHN
20\ ZMKEIENERFOERMERBENZELHCEOONS. KIEFEROIEXAELFHMT
H5. MEHTHEKBROIRBEICERNZOONL. BARBERTLIE, BEREAINET KESOEL
HEBDRENRAEILEEOCEREOELIZHFET 5.

ARE

I LTIEHRFWLANAZE(ACTH, WNILEYL—FE) EHWVAN ., #AMTH D, IEBEE O
BENELRETHEENS, TNLICHTEFHPORERECZENEHETEELS, IRAAREITH
LY,

P&

PRAEROERE (NE-RNEDCEEERE . EFEREE. Z/0MRE. /MEER . £RTIKIRE. FLAN
fE. VERER. HERGE) . EEORMERRZER. HERET. RENK RAE - IRAEIERIR) .
BHRERE(MATH. AE. WEREB. EES. 208 . OBEONEXR. BREE. k. BHEEREE
HEL. FRTHS.

51



O EHOHEIHELEIE

1.

BEH (SN EEERZREIIRFEER
100 Ak

. RROHE

TRAGEGEFEENHEE. )
MRIEBRTE

REESL (RHEREDH o)
RPDORE

WE(EREE THEER.)
HY (ARIHER D ELESHY)
EEES

FHREELFIRSHEICETHIGI0 TALAVIDEEEFRHERSRVETERLEEEXITET
SEEXERSICHETHTHEMER - RENEE Z#HIMIZANT, UTOVWTANEZETLEEE

WRET D,
[G40 TAMAIDIEZTER | se HES T
1IEEDSE 1~52T
2iRIEEDIZE 3~5MDH
SRIEEDEE 4~5DH

HALTADADERIEH EEEERDIBEFSHEMHR |

MRKERE EiREEE BETANA-AREREI— Rtk SHREES—55
HREHERE
MRSEE BNKRFEFH DNERFEE R mEtkh

52



<BHREZE>
TARIVT AIEIRRE DD WT

A. fEIK
TEHR
1. TADAMERISZ LA ZLFEYE 2
. #BARARIES 7 F (lacunae)P
. R#ERELEE (LR #ER) Dcoloboma, LIXLIZ—AIE
XA GE2E)
. REMRES (KRS XS /NKHE)P
EEE (LRET) BT RS EP
. BEERNER (F- 5A L KM) F 2R XL 56 = k= F 5
8. k& HF.oEE
XFHE
9. HELMBDEE
10. /NERER RSt DEREE
1. ERIEREAM split brain iR (FEREME Y TL v ay - —XNER)
12, £RBIIZREREANIERT TR K i - Bk
a. DFAER BETERY) THHAB TR
b. £FIIZHFE (RIEEZTHFHFE)

N O oo~ ODN

B. BEMR

1. ERREMR RERBZEILHETIPREAEROER (KE-RNEDBERE. BEFMEKBE. £
INIKE], ANRIE RS R . £ RTAKARSE . FLANGE . VEIRERE ., NERLE) AN D,

2. ABEPMHR BRTEEEDERMITRIIERPEDHRNASONS, ETRTYRIT JERFFHED
Y TLwiar - N—XERITBEUERLAADND,

3. IRATR MIREIES VT HESHMMAERTR ., Z0ED . RARILED I HIRIBICKSIEK., /MNBEERIEE
BHBND,

4. BEOBRE MEBEORBODIRME . FH#., ik, ERABLENAAHLND,

C. #EHIZH
UTDOEREBEERNTS:
IR R T8 RABE £S5 /NRBRYE (MLS) , ERMED A IV RBR

<sHoOHhTI)—>
A-1.2 4% WEEL. EHIZA-5.6. 7. 8DVWTNIDFFREZRD-BEICEMTES,

53



<EEESE>
FHREELFIRZHEICE 51640 TANAIDEEEFRHERSRVEEERABERICEITLE
EXERDITE T HEMER - B NEE ZHET M IZANT. U TOVWTADIIERETIEZEEARET D,

FG40 TAMNA IDEFFHRCK1) | g HEFFFE (%2)
1REEDEZS 1~52T
2IRFEEDGZE 3~5NH
SMEEDHZE 4~5DH

(G40 TADA IDIEEFR (K1) DFREHEIL . Ae NIEF M X2) DAL MEEHERT D,

X1 FHREELAFIRZEHEICETH1G40 TADAIDEEFRHIERS

TADARIEDIATLIEE Eik
N ZORENBIZIEIULHDEE 1RIEE
4. ODFENBICT1EL LEHZIEE 2HRIEE
N ZORENFEIC2E L EHEI5E

4. ODOFEENAICTIRIXEDISZE SIRFEE
N ZORENEIC2EKREDIHE

[CANAREDEA4T ]

1 BEHEFEGOA. EESN KON HEE

A EHZEZRV.TANEETIH, Bh0RE

N BHEEOAREEZEOT. EET LR

= BHBEEZEL KRICZECHEWTAZ RS RE

X2 R -RENEFT ZHMETE (2) e AEFFHE
OHEICHILTIRIUTDILEEET B,
OHEEEHAIVFHEATFICSVTRELGIEILEME. 58, MBREZEL,
QREMLTIREWBIZIEAR - FERARL TO SRR T, FIAET/A—NETHEE L
EBETOGEREREL T EDEEDEFRNDEZTDIREEZHET 5.

1 | FARESOCMHESEROELN. XL FRES. MNESZERHLH0. BEEERVHRAE

EIFERICHES,

OBEULGREFERN. FADFERE. EHREELEVY. BlRCRE. EUEN ARG, il
DREFRFP/EXIE, HEMFHREPCOHEROF A, BIRPIREH DN IEUEHHE
ERANDSIGEENBREMICHEDIHHNTELHES.

OFHEZTEH-LVALRLLICAEEFRUHSETEE LI ENH RS,

2 | FEHEE. MNESZED. AEEEXIHEETFIT-EDOFIREZT5,

54



OMJICEBDENBRHHAIVEEETREELSS. —BIIEELELTIEELDHS.

OBIZIE, —ATHHTESN  BRGERANANIDNDIKENELHERICSHUINRETH S,

OTAT 7 PMFMHEIIFEERLGLEITSMIHLD. HHWIREMEBRDHLEXRANT. E
ARNICES—BAFZEL TV SELEFEND, BENLGREEILGT CEFTHELA RRP
FIEAELLI=YTHERBNELDHENH D FRREFERBEN DL HAKRITZ LG
W BIECHYNE TRV, BRAGTEC. HREFOPRTRENEVICHELZNIEADH
B, THDTUREZFFMDANCELEDIIENTESD, BRDAMN ATIHERDEHRAOEL
AEEIV, EREB I ST LHES HREFOP TRBEILTEZEOTLEIZLE D

20N,

FREES., MMESERO. BEEEXIIHSEFICELVFIREZTTHY., BICHLTXE

ELELET D,

OMIICRHBBED LN BHT KL, XIBFEVLELTIHEN B,

OBIZIE., FERFONLGLTHELAETEDLDD . AL AN DKM E LGNS
HIENREETH AL, ERMEAZEICTREDBEBILIN N BT TES, £, TAT 70T
MRKIBEFELGLEICBMT HENTED, REENTVARIKHAETIREDREELT O
[C.MELREDKBELLELT D, FERBFNERNA DBEYITTEGL HEMER AR
RIFZLLAEIETHY FEEETIE LV, BRNOGITHICRENHD, BEEFTOHTOHRE
MNEYCTELGNWIEDH D, FTEIDTURPMD ANER -S> TLEIZED H D AL AN KE
WK DBROEBELLEZRLOTV, EREENTELRWNMEELH D, HEEFDHTETDIS
[SESEDMTEIZ LD TLES S LD BB,

FRBHES. MMEELRO. BEEEXIIHESEZRCELVFIREZZTTHY . ERXIBEEET

%

OMJIZEEDEIFERIENGTNILH KL,

OFIZIE. BLLWALDKREZLBIEZHUNETHS. BREMENEL(ZLL, BRMEHREN
DIKEEABRDTEY THoYAHAETHoVT S, BEEFITEVTITEIOTURAM
DADR—RERE A>T LES EHGHER T MKOBROBILLEZELLOT L, EHKE
BIE#THS. BEEFODTEDIGZITHESLHWTEEL>TLENDETH S,

FBHES. MESERH. BORYDILEIFEAEE XKLL,

OM JISRHBEDZLIFZENH O THIFEAEHELLY,

OARE- AFTHERFERFICEVTE, RN -EENEOEEICERIIZEVLELT S AEESE
[CEWTIE. EEERE~ONEHLBREMICTES  FEHRVHIDETHS, RELETIZHL
T BULBRBZAELLY. RRFTHEORECHFILOFRZRHFLERMICIETAT.E
RXIREVLELT D,

55




WA E K OVERE 3 FE ORI 2 1 B B R IR

.ﬁ%@ (WD ERARSEIR, AT REICR L, BB LICRBEOBHER 2WHEITIE, W
OO L DEHNTHZE LI 22\ (7272 L, Mk ORGHE 2 7R 3 iE R ER 2 T%of\%
P ATREZR B DITR D, ) o

- IREBREAE IR B FEE IS OV TCIE, YR EEIE RO T IR ThIL T DR RE
ST, [HITL 6 2 A Tl B VIREE %E%##Mﬁé LT D,

C B JEROBREN FROEIEESEECTEMU RIZEY LARWE TH DM, B ER 2 ki
D2 ENBEREDICHONWTIE, EREROGRE TS,

56



136 {8 ERdE

1. @E
FAIEAE (L. — IR FEBRA 2 INEL EICh->THREIKYEREVIREDZETHY. . TADA.
FERME. MNRERVEFREOEND=ZFIHEZET S, FEIEKELITOIFKME, #HEEEE
R0 E DEBKREZFSERME., BRADKEE/NNOBRRELESEHRBIERKRED 3 BLNHS,

2. &A
DR AEBIZIZH T DR MEAEDOIEIE. HEE. MEDEFIZLIKNFEEHROBREEARETHY.
HHEAOREIBEOHRTHD, ERETIIHBEREERBFICSERICEHL. RKBBEIRRE. Fik
BHRIZERT, BFRKMAE. Klippel-Trénaunay-Weber fEIXEE., Proteus FEIZEF. FEETMEREILIE . MAEHR
HHERE 1 RICEHTEHIEDHD, — O EEFEDORDOBEREHENS. mTOR LV FILEBDELTF.
PIK3CA, MTOR, AKT3 3£ DIAHIRREY AV EENROM o TS,

3. fEIK
BERHIZABIOEREERHESINTWAILEH D, HEMIZIE, TADA. FEFFE. MIFE - EE)
REDENLHOND, TADAITEARLIEN S KEBA EFHE R~ RIS RIETRE
T 5, BIERIE. TAMAMRNRR L, EREHEBFKE. £ ABEMAREMKREENZL, XKAR
REIREE, West ZLIE CANAMRNZX LIEERHZ RS SN DL, REQBFOEFEE-T, KR
TIXBRAIFBHROEENROND, T2 FEEILBHZFICHEELT S,

4. BEE
TAMAVEER. BROMTANAETIFINAA NS, ARIEREDBENZ L, TADLAR
ELNFIEINA VG S 1. BEAICH RUAE (B BRBEERT) 21752 & T, $96E| D IEFI THRIEBEAMNEAFT
25, FEMEICITUNEYT—av B ETHS,

5 F#&

REDEHFAPCEREREBICEY . MR ZE. EBREOENIEENSBEFTHRLALGEETRLONS,
—AERIC MBEMICEAN ERMETIEFRATRTHEIESIN TS, TANAFREDIFHIE, REDE
BOTEAERBZETHY . MTADARTHRISNGOGE (., FIKBERMICEY . BIEDHEREFKE
DRENRADD,

57



O EHOHTEIIBHELEE

1.

BEN (TN EEERZREILRFER)

100 AK i

HIRDHEE

FHHBOEETILEGFEEDODES I RESIND)

MRMIEEAE

R (TADANBFRDANRMEHEI L H 5, )

RHDEE

HE (BTG TANAEBREBLEEDORZEFTDET,)

HY (FAZPERL)

AR BRI FIRZEEICETHIG40 TANAIDBEEERHERS RUBEEEREIIRRICHIT
HEEXERS . FEHERK-ENEE —#MiHMAIZALT. UTOVWT NIRRT IEEETRET
%

(G40 TADAIDEEFHR | e NEETE
1REEDZS 1~5%2T
2RIREDIEZE 3~50D#
SHRIEEDZE 4~5NDH

O 'fEmRMHT

JZAE T BB AR TR e e B & BT T PR BRI TE S T T A0 Ao BIFR O 2R IR #T & cIfT R IR

DHFFE |
MERKE ENLREEE BRETANA-BREREVI— FEMRE HEERRERE SHRE
MENEE ENHE-#REEEME L Y — DNNEHER BHRES

58



<BHiRE>
F RIS R DB

A. FEIR
1. #AEDTANARIEGHERIAMNGELYIREAIZRIE)
2. FEHHE

3. BN REEEFRDEN

B. REMR

1. MiKk-SIEFHRERR HENRRELL,

2. ERREMR:  BAIHERARZZDERDERR CT/MRI [ISTEAIKNF KA EARIIH DU EERTHI
(ZEUDBICEXRELTWNS,

3. £EZPHAR MK TE., BAICEAMREERBEREADSCENZN, —REAZICZLL £/
[CHZDEELHD,

4. REMR KR EHENEN, ERTRAGHEMEO 2 KR, EFrEMHEMER. 14—
ENFHon., HEHMRRRVITVTHRREA DML BEE - RRAREELEIONSAR,

C. #RIZH
BXRIELGVWAAIMERKNEERRES. REEREERR. EAEZDHDHZ/MKE. BEEHRE (Y

TREB)GE,
<EWOHhTI—>

AFERD VT NN RUINKATR (B3) ICTHAIEMEZEESH . ZMIICIXEEERAT R (B2) BN T, Bk
DR BRI FERD ZFE L EARBILYKRENZETHS,

59



<EEESE>
B RERLFIRZIEICSTAIG40 TADLAIDEEFRHER D RUVEEERSIRERITET
PEEXERS. FMER-RAEEZ#HTMIZANT, UTOVTINICEETIEEERRES

b,
[G40 TAMNAIDEZTER (1) | sEHEFFHE(%2)
1iIEEDIGE 1~52T
2HRIBEEDIGE 3~5MDH
SMIBEEDIZE 4~5DH

(G40 TAMNAIDIEEFR (K1) DFREHEIL . BENEZTME C<2) DXL EEHEET D,

X1 EHREELEFIRZEEICEITHIG40 TANAIDEEFRHER S

TADNARIEDZA T EHHE Fik
INZORENAICIELLEH LGS 1HRAZEE
4. ODFEENAICTEIULEHDIHE 2fRFEE
N ZORENEIC2EL EHDHGE

4. OQFERENBITIEXRBEDEZE SHRIEE
N ZORENFIZZEREDIZE

[CANARIEDEA4T

1 BHEZEGOA, EEEBNKDONDFEF

A EHEZERV. TANEET I, B0 FEE

N BHEEEOREEEOT. EETHRME
HIEFEEL. KRICZECHLRWNTAZRT R4

=z
=
— =z
=

FEHIEDK - B B — BT

(1) MK EF

ORI RDFFELL. MAHEI- L DHMEROFEEEH . AWHETOLOILZARETED HE
1%, QRN BRI THE S 26DET B,

1 FERDFE 1N HANELK O DBEWMERNZBOONDINBEDEEDHRTREFLEAE
BiIf-GWEETHD.

2 | FAEREROONDSGA. RELLTND, ERDEECHERFALARTHY. IR ©OkEK
DREMRETREINEVEBEFCSML, FLLEILTVS, BEDOXABREZHROTLS,

60



FEAER . AMEKEDET ., BAELEICLYERDEEPRRRFICIKOADREAHLN
BN BREELDDH LM, FIFEEILSN TS, @ERITEIIRO NG, F-(FEEH
SHEEDEREERNH D, HAERTREERLLIEADH D,

FRAER . AMEKEDET . BEELEICIYEBRDEEMIMIRMELNH D, THRITLNREPE
BITHAZESNTOINEBRETBIEEDONGN, HAWNIPFEILEEDOTEEER(RHE
RE, EBED. BA. BRAGL). BEOLARERLGEDHHERNBEL TS, FEHEFEE
DIRE. TNREEET,

FRAEIR . AMEKEDET, REAELEICLYERDEEICHRGRIMB O EVBRROCESIE) A
Hb. FICERRITENRONDEZENH D, FERIERD HF DO FRMEFINFICTAIRETHY.
BITIREORTFYVELEET B, FEFEEDSIORE, EREBEET,

TERIGIEMER. ABKEDELWMET . EEORMELEICLYELVERTHERER. &
NTHEENRBOLN, FERERDFDOFZEFNEFHRVICTATRETHY . BRBRER
FRPRTFYEET D FEEXRGEGMET AN TASh, BEA DHRMNTIZEET S,
LELE it EEnd,

X2 (2)gehiEET

OHIFEIZH A TIIUTDIEEERT B,

OHELEEHAIVFHELEFITSVTRELGIEILEME. 58, MEIGEZELS,

QREMBIRFEBIZEAR - FERAFTL TOASL IR TEL FIA LT N ETHEBEFEToEHE
ZRELT. TOGEEDEFRENDOEZTDREZHET S,

1

FRHES CMUEEEROLOA. XL FHIES. MPESERHL0. BEEERVHSE

FEIFERICHES,

OEYILEBEEN. FILDFERE. EREE LRV, BOIRE. BUGRM AR, H2
DRERFL/EAIT. HRMFHRESOLLEROFIA. BRCIREH DI LR RH
EEANDSMEENBFEMIZHRLHAHNTBEEIHES,

OF#EZSERELEVALRLIICAELEFRVUHSETREESENHES,

FRHEES. MESERD. BEEEXIHREFIC-—EDOHRERITS,

OMIZRBDENBERMHINIEETREELIN, —BXIEZVLELTIEENDH D,

OBIZIEL, —ATHHETESN BRGAN AN DIKENELCGEITHUARETH D,

OTAT77OMFREXEERLEICSMTEHLD. HAWIRENEREDHLIEXNT. E
ARZMIZEE—BAUFELTVEELEFTND, BEMLGRFEILT EFHELA ARIRO
FIENELLI=V T HERBNELDHENH D FRREFERBN DL HAZFRITZLL
B BIECHYNETIERN, BRMULITH O AREFOPTRENEYICHELNI LA
H2, THOTURRIFIFMDNICELELIENTES, EEDANATIHERD BB
BlEAEEIKWV, EREEIEFCLHES HEEBORTHEYLITHZEOTLEICL
[FD1ELN,

FHES. MMEEZE0. BEEEXFHESAFICELVGIREZITTEY., KRISHLTXE
ELEET D,

61




OMICEBBEDIENEHOREELIN. XIBFWELTIHZEEN L,

OfIZIX. HEFHONLEKTHELNHETEDLDD AL A NBKRHNELCHEITT DT
BIENRETHD, EREEAZFITGEDBEILIN NI TES, . T4 7OF
MEXIBEEXLGLECEMTEIENTED, BEE/N\FVRIKABTALEDREEILT-H
[Z.BIELGEDKIREVELT 5, FREFNBRMO DBEYIZTTELGL, L EMAET AR
RIEZLLAEIECHYIFEETIELGL, BROGTESICREN N HS, HEEFTOFTORE
DB TELNCEDH D, TTEIDTURIMD ANER -S> TLEIZEDN H D, ARLANKE
WEEKDBROBLLERLOT V., EHBEENTELWNEELNH L. HEEFDTTEDIS
[CHESEMTEIZESTLESIZEN H D,

4 | FAEEES. MNESEZRD. AEEEXFHSEEICELVHREZTTEY ., ERXXEEZEY

%o

ONMICEREDEFERIENIITNITHELZLY,

OFIZIE BHLLANEDKRLZLBIEIDYNETHS, BRMUENFLLZLL, BRIIGESEN
DIKEERNBLTEY THOYFRBEETH oY T 5. BELFICEVTITEIOTURAMUE
DADR—RERE@DTLES MG HFET, WIROBROBEZERLOT L, £EE
BIIR#THS, BEEFOHTEDHISESBEWMTHZEOTLEVNETH S,

5 | FBHEES. MMEEERD. FOEYDILKIFEAEH KRG,

OM IICREBDILIETZENH>THIFEAE HELLY,

OARE: AFTERFEEICBEVTIEL. RRA-BRAFQOLEFICERIIEELELT S EEERE
[CHEVWTIE. EEEEE~ONHELBREMICTET . FEHFVHIDETH D, REETIZHL
TH EYLGREEZRAELEY RARTRENRECLHFILOFRRFLERMICIITAT.E
FXEEDLELT D,

WL E K OVEE FE OIS I BV D BB HIE

. TRAZENC RO D BN, MRAFT RIS LT, BRI LICRBOREN R WHEA IR, W
NOFEO L DEHNTHZE LI 22\ (72720, YRR ofi 2 rmJ iRIERE Th - T,
RATREZ e HDIZIR D),

. TBRRBRMAEIC T 2 EIEE B OV CIE, MY EFRE O T CIREMTOIL TV AIRETH
ST, HiL6 2 HETHRGEWVIREA EM2HET 228 L35,

LB, EROBED FROBEEESFE T EL LY LRWE TH DM, mEERER & kb
DT ENBERLDICONTIL, EREMRONSRET 5,

62



137 REMREERK
X

1. =
RNREICHTHRAMERERE (HEMRAORE, BERVEEDRES) (CEELIREICKY.
FELTTANAREEET S, ZICEHNBR~FERICRET 5D, PEELUBEHLVIHANTELHRET
B MRIIZKYRBEDREET TR ET HHFHWEEEF R TRESNS—A MRI ZEZREFEDY
THLMNILDHEELH D, KiKEEHZHEOE IR L LIEEICEN D, FEABFENATROFH
DORATREENGEEIND, KINEEDEZIZTEELS S,

2. RE
FERIFTEATEGCHERIFESNTULAWD, FCD 447 2 DHELEIZIIRZEFTDORIZE 1T AHRE
MEEFORAETENESL TS, HFICHRED 5L - 1EFE(CBEE 4 5 PIBK-AKT3-mTOR L5 FI)Lix
ERBDEIEF (AKT3, DEPDCS, NPRL2, NPRL3, PIK3CA, RHEB, MTOR, TSC1, TSC2) DR EERN =
FICHRESN TSR : £ f

IR —  4mph rilEe =S
= T =

3. fEIR
BEHREEEBROEFEESMICICTTANAREERKRIIZETHS. 1LY R TIITAINATERKE
(TADADRBAEREE ETHICEET5.,)2E2T5283H5. RUTIE. FELTHATANLAZR

L. EEEERDELETANAVERDREERETRT . CAMAERBIKREEZXRT ZEEHD,
4. BEE

MTANAREENBEBHICALONLA ., #AETHS, ERHEMNERZE TRE TE., BRKRATRE®
iRAT RE— BT B S S EAREARUBRF M CREFHATHN S, LML, LIELIERMEREDLEA
WEHTET D ENEHTHY . TABYIRLERDTONGNETANAREIHRLEGN, T, B
AR CEELRME (BB R EOCEFRRELLE) ZEERAATVSEE L. BB S RIEDS
BICIK, UBRFHIIRETHD,

5. %t
TADADEITEHIZEET S EEDLEVD, ERHELLHICRENER T I TADAITES
BEFTHS, BRTOIREICKIUESMEIEIIBO TREL, (TOVNAERREICHYEELREE
xEITLLH D,

63



O EHOHTEIIBHELEE

1.

BEN (TN EEERZREILRFER)

100 AR

HIRDHEE

T (REBHOFLNMIEZESN TV, )

MRMIEEAE

REE (RHEBEEL TR TANAEBENMTONIN ., #ATHD.)

RHDEE

B (EEFGT 5, A EUARRLEYMORENDELGIENSLY,)

HY FARIHERDZEEEHY)

FAREEUAFRIMEICIST41G40 TAMAVIOBEEERIER S RUEFEREIREIIET
SEEXER DI THMIFAER-BENEE @B IZAVT. UTOVWTAMNICEKETIEEEL
HEET D,

(G40 TADAIDETHFR | e AESFTE
1REEDZS 1~52T
2HEBEDIGE 3~5MDH
SMEEDIGE 4~5DH

O 'fEmRMHT

JEA G BB AT T R A B & EEIE VE R BRI 7E . (] TA A DR HRERT & el E IR OB |

MERERE EILRREEE SETANA-BREREVS— FEHRE HERERE SHRE

MESEE FRKRZNMIRR REFER MEAX
MESEE BEERKE WERRERR REESRER JISERN

64



<BHREE>
REMREEMB(FCD)M TR
[FCD Mm% %H)

FCD 247 1 1a #UNERBEDESE b EEBENEERE 1c EEHSLVKESFRDEE
FCDAAJ 22 2a BRI—-1—QOy 2b BRI——O &N )L— 4R

FCD 247 3 3a BEMEILEICBEETIREREIKER
3b EFICEETOREEMHRESR
3c MMERFMICEETIRERBLHESE
3d BN R ERREICAETARERERER
HE® EMf=a—0Y@%% 45 mMCD®  Z ZEEHIRE D B4 %45 mMCD(MOGHE)**
HREE IR (ZBAAVA FCD AL RE#BEEEZTHEE CESTHBREFMIC FCD 347 1~3(C
YTIEESEL

a. AINEREHEEEORHEESBICHRERBIEZEEBEFTIENHEINS, AL DAL NeuN,
neurofilaments, vimentin, MAP2, CD34, OLIG2, GFAP,F71=I% oo B-crystallin TH 5, Bt mERiE L
BENTHONTULELMEEIZIE “KEFTE not otherwise specified (NOS)” M FEEZRALVS (BIZIE “FCD
type [ (NOS)"%:&E)

b. BWMAKEERBES mild malformation of cortical development (mMCD), ;BEEMEILfE. MiESR. MBS
MaEDIRFERELRELLGLY,

c. MOGHE [FEAXMICHENEE-H . MRl TEELMKEOREIZEH L LLHY . ChoDEFFISEY
FCD LRPHISNETEMN SN,

d. BRIREIIC FCD ABONASEH CCOREEITIHE . SFHFHIHEE CELVRZHRATIHMESN

65



- JER

BL2DTADARERADNS,

Y R~ZEHIZ LD, FZ2ELBEH DO EHRATLRET 5.
BHEZETTEOMDEFTEHILLH5.

w N =P

W

. BREmR

1. miR-HEFMBREMRR FEMREL,

2. EBBREMR MR TREMNMEZAONZDIL, FCD 247 2b (XXX 2. FCD 21 2a [L3EIFEE . FCD
AAT LB ERZA SN, SPECT 2K HATAKNMFTZ LA FDG-PET [CLAHERBE FIEZMHDSE
12725,

3. £EFMMR K TIREHEERIERIND BITREMEMRN RSN S L FCD DAIREELE
LY, BRI KB PBFDEELSEITES,

4. FRIBFTR FCD 24 721%. REHFMIOEFIMHELEN . ERMEROBEEFES, —FH.FCD 2471

(T, REMHZEHBOREIIENEZZDDILO0. BERMAEZEHOLEN, 2ITE RESFREICEIT 5

BREBEHBOEN. REE2BIZH T2HEMEHAOEN, MR EESE. RETALICEITLER

AR OEM, BENEMMEKRBERES . HHVTZ/NREIZASNBHE/ FZ—DEEH

BRRGIEELEAEHETHREIND,

C. A BADER. MERE. BHMEEILESEZENT 5.
<EWOHhTIN—>

JERA1EBREBIN LR REREMRZR ., REB2ICTHET %, 1=1-L.FCD 447 2a D—H RV
FCD 24132 EB4IZTHETET %,

66



<EEESE>
FAHRERLFIRZMEICE 51640 TANAIDEEERHER S RUVEEEREXIBEICEITHE
EXERDICETHEMEIR - RENEE ZHMETHIZANT. UTOVWTUDIIEZETIEBERRET D,

[G40 TAMA IDEFFHR K1) | BEHEFFFMECx2)
1REEDEZS 1~52T
2IRFEEDIGZE 3~5NH
SMEEDHZE 4~5DH

(G40 TADAIDIEEFR K1) DFREHEIL . e HIEEFTM (<2) DZUMEHERT S,

X1 EHREELEFIRZEEICEITHIG40 TANAIDEEFRHER S

TADARIED ST LHEE e 3

N ZOERENAICTIEL LEHZIGE 1HRFRE
1. 0DFRENBICIEULHDEHE 2HRIEE
N ZORENEIZ2EIULEHDIGEE

4. OQOFEENBICTIEXRBEDBE BFEE
N ZORENEIC2ERFEDISEE

[CANARIEDEA4T

1 BHEZEGOA, EEEBNKDONDFEF

A EHEZERV. TANEET I, B0 FEE

N BHEEEOREEEOT. EETHRME
HIEFEEL. KRICZECHLRWNTAZRT R4

=z
=
— =z
=

X2 FEMER - Re NIEE ZEETlE  (2) Be NIEE T
OHIEIZHDTIIUTDIELEEZERET %
ORELEEHHAIVFHBAFITSVTRELGIRILEME. 8. MBIGEZEL,
QOREMTIREWBIZILAR - R AL TOASR IR T, FIAET/A—MNETESAE
EETOBEERELT. TDGEEDEFRADEZTDIREZHET 5.

1 FBEESOMUEZEROHROA, &, FHES. MHESTEROLHHM8. BELEFRVHARE

EIFERICHES,

OHEVLBFERN. FLDFRREF. EREECLEVY. BRCRE. BUEH AR, Hil
DRERFOBEIC. HRMFHRESOLHEROFIA. BIRCIREH DL LI M
EEANDOSMGENBEMICHRDHDHNTBEEIHES,

OFMEELR-EVALRILIIICHEEFRUHESETFTEEHENHESD,

67



RHEES. MEEERD. BEEEXIHESEFIT-—EDOHIRER TS,

OMIICERBROENBRHHAIVEEETREELS, —BIIEELELTHEELDHS.

OBIZIE. —ATHHETESN BRGAN ZADOINDIRENELHZEITHULEHETH S,

OTAT 7 OB BESIEERLGLEICSMT LD, HAHWIRENERDHLIEXANT. E
AR S—BAUFZEL TV DELEFND, BENLGREEZILT CEFTHESA . RTP
FIENELLI=V T HERBENELHENH D FRREFERBEN DL HAKFRITZLL
B, BIECHYNETIERN, BRULTH O, AREFOPTRENEYICHELGNI LA
H5. THOTURIKIFIFMDNIZELE LI ENTED, EEDANATITIERD B
BlEAEEIKWV, EREEBIEECLHES HEEBORTREYLITHZEOTLEICL
[FD1R0N,

RHES. MMETERO. BEEEXIEHESEFICELVFIREZZTTEY . FICKRLTXE

EELT D,

OMIICRBDEDNBHTRHEKLH, XIBFEZVELTIHHEEN B,

OBIZIE, FEFONETEELNETEDLDD . AL A BIKTAELC TG AT 0T
HIENRETHD, EREEAZFITGEDBEILINNEIITES, . T4 70T
MEIERELGLEICBMT HENTED, REENTVAIKHAETIREDREE LT O
[C.BIELREDXBLELELT S, FRRBENBRMD DBEYIZIETELR, R AR
RIFZLLDEIEZHY EEEETIE LD BRNGITBICRENHD, BELEZTOHTOHRE
DB TELNCEDH D, TEIDTURIMD AER S TLEIZEDAH D ARLANKE
WEEKDBROEBILZRLOT LV, EREENTELRWNEELH D, HEEFDODRTETDIS
[SESHEMTEIZES>TLESZEAH S,

FaES. MMEEZRSO. BEEEXIHESAZF CELVGIRZZTTEY . BERXIEEZET

®o

ONM IZRB D EFERENGIT TR,

OBIZIF. BHLLALEDKRRLZ LLBIECHYNETHS, BRMUAEL(ZLL, BEMLGEEN
DIKFEENBLTBEY THOYTHARTH YT S, BEEZFITEVTITEBOTURA U
DADR—RERESR =D TLED EMLGHEE T, WIROBBROBILERLOT L, HE
BIIR#THD, BEEFORTEDHITHESEMTHZE>TLENNETH S,

BHES. MMEFEERO. BORYDILEFEAEE XL,

OM JICREBDOLIFXELNH>THIFEAEH KL,

OARR- AFTBEERFERFICE LTI, IR - EENEOETICERIIEEIVELT L EEEE
[CEVWTIE. EEMEE~ONHLBERMICTES . FEFVHIDETH D, REEFICHL
T EYULGBRBZRELLY. BRFTHEORBOFIDOFZRABRLBEMICIETAT.E
BXIEEWELT S,

68




ST K OV HIEE B O BN T 31T 5

1. WAZWICH WD EERIER, AT REICRE LT, ZREE RICRBOBEN LWGEEITE, Wi
NORHO b DZANTHAELZZ R (7272 L, SR ORR 2 R RERE Ch - T,
RAAEZR B DIZIR D, ),

2. IRBRMRZICI T D EIEE IOV T, BYREFREHRD T TIHEMTOIL TV HIRETH
ST, HIL6 2 HE TR EWVIREAEM>HET2 2L L35,

3. B, JEROBEN FRROBEEESFET—EL LITHEE LRWE TH LM, @R ERZ kT
DT ENMERLDIZONTIEL, ERERONE LT 5,

69



140 FoONJE(ERE

O #B=E
1. =
A% 1-20 A (ZBLDIBE 2-15 A DEE RImFEEIZREL. £25LLUFIAAED IFLVNRA
LB ERAREDOY BMRAREERYRL, RBBZRFNRAFODRAEREHSNOT

EYAEICIEE., EOOREEL D REEHERAB. DIOFUEBICIYSEHEINOTEEYT
HTCANAEBROREEERLLYDOT VD 1RURICEHEELHLERERFTOEFHRFANHRTHILN
B AF VA —REORBREE, ESRETHEIELIHSH, RRELT SCNIA ERFDEEZS
KIZRHD. S

TADAERIED 1D,

2. RE
SCNIA BIEFDFEHAFOERE 75%I2. MUNRKEZH%WIZFRH B, SCN1B, SCN2A, GABRG2 7L
DEGFEEREORELFIZHD. 15 20% TCILFEMNEEFEE ITBHLHN TIEALY,

3. fEIK
LHXIEFAEOFHFTONAKEREEZREL., ERERE. SAVO—FE FEBRMFEELE
BHENEI LD D, EIEEFKBOANB. TOFUERBICLoTI=LSE %‘énbﬂ\ ~E RS FH
OERGERICEOTHRELBREENFRSINE LD HD, H# ' 2L A
*LAJ|§E0)'CA/75‘/UE*§&L‘L(1¥¥%§£-—L‘Vyg—b\ 1 BRI %L:E,mbEEJJ%uﬂb\EdIETé &%

4. BB
/\)bjﬂﬁﬁ ’7|:|/\4j-A AFYRUR—)L, %bﬁu rEST—Fk. 71/7)1/7:*/7;&[\;13%%%1%(%

@%—ﬁﬁﬁiév’fFDE%iﬁ&E@’C&b\A/ﬁbfﬁiﬁ@%é75‘”&%)75‘1 NELEEF—RRICHTIEALY,

AN EEL  SERFY  TIZMMUICE O TR EDNBILTEEDH D TOVNAEDTANAE
BISR L TTHEENEANAIRELSA VS LORBARDEMBEICHRENAFTE MEATENVY
DT EEDRILENIIVEY =V RERIGE DEERAIZ 51T, A BRETPASE

5. Fi&

ERABERICKY. FLVNAETADNABTRDBD O BB TANARIEDR L - B EEFTESH.
SERITABTAIEERN, BB EEHITIBO TERICAHMHERE  MEHEE . SEAN BB LR
HEHKEEANEFD RABICEILEEEEL LI THD. BEHETORTELH 10%E
D|ENHY . BARATEOCSEMNEICLIETENFEESND,

70



O EHOHEIIHELE
+—BEY T 4000 AESNEHNKRDEHIL DL, (R EEERZBELRIFTFER
1. 100 AKi#)
2. HmEOHE
TEA($ 80%75%I= SCNTA, SCN1B, SCN2A, GABRG213E DR B FERBEFEFEERHHM,
HAMTANAOCETEMREFEEELIAN=X LT RICIEBBASA TV, )
3. MRMEEAE
REEL (CANAREEERSEHLETEIN  HKRICELZLFBO THTH D FEESLES)
4. REDOESE
DE(BAICE>TETANAREERYBRT ZENSL BIALIEFELSLIEHFEATH S, )

5. PDERE#E
HY (ARIHERDZHEESHY., )

6. EEENLE
FRHREEUAFRZMEICIST41G40 TAMAVIOBEEERIER S RUEEFEREIREIIET
SEEXER SIS THMFEERK-BENEE @A IZAVT. UTOVWTAMDICEKETIEEEL

WNERET S,
[G40 TAMAIDIETEHR | s HES T
1iIEEDIGE 1~52T
2HRFIEEDIGE 3~5NDH
SRIEEDIEZE 4~5NDH

O 'fEmRMHT
JEA G BB AT T R A B & EEIE VE R BRI 7E . (] TA A DR HRERT & el E IR OB |

> - IC

MERKRE EILRREEE BETADA-BIE

== = AR

Eft s— REREHRE HEHS
iz R SHEE

A\ FlE . — =

71



<EOBREZE>
Definite £ &1 Probable (FEFEZ BNV EX R ET S,
RONEIRFFD BT EEE

A. JEIR
1. 2B XIFAAOFETFONALREERET S,
2. FEEHAB.ELLUZTIFUEREIC oté%éfﬁ EXEHLHD

Eo T TN=IN
supiH S

3. (TL‘#’LAJli@f&b‘&i?ﬁ&h\L,%Vﬁﬁﬁb\&é

BRERR

mi&-ELFHRE FEMARLZL,
RIERE HENGRELL,
ERIRE T&b\h@ﬁl&%i%hé

w P2

ERDHBHLENH D, FHRIHTERFA
EE8H 5
4. SEZHRE NETEIERFHOMRKIE. LAMESRIFE. SERBERENERICHFO>THRY %,
5. EE- S RBNEEERE 4! %ﬁﬁu1§:I EF'%TLJ«JJ:O)%HE’]%JEJL *M"%Er BB K RAFBEFREHSC
EM BN PR < A @ = A

C. H#AI2H

LUTOHRBEENT 5,

BHEBMETONA ., EEESRTAPARETVNARETSAARINS L ERETALAVILIRR
HIAYA=—TAD A L/VIR-HRAN—ERE ., SH/0=— hFEEEFESTAN A PCDH19 BEEEIR
H.EHIALREEE TADA MK,

D. BIRFHRE

HEIND, SCNIABEBEFDHEHNERBRFRETTHAFEERE 15%I2 M/INREZHWIZRDH S,
SCNI1B, SCN2A, GABRG2 Ll DEILFEEEHICERED D+ 1 205 TN DEBEEFEELTZEDLL K
SRERBEZESHVABICREGFEEOUBRES (VRO LHmAHY  BEHRTIEIIEEZES

B j—

<EWOHhTIN—>

72



HRPHEEOBELHTHENENER 1-20 "B TATEREL. A2, B3 Zi#-L. A3. 40 \ThhEHL.
C DBEFERBICOVTERRBIRFHICBENENELDDIE,

Definite  SBIZ FREICSVWTAERERETBECTFORMNEEHLVIHNINREEZEFETHLD

Probable SEEFREICEVWTAERBEFTELCFOBMEEH LV EHMNREEZFILVLDHNERBEDLD

= FES A1 A TR AD A~ (D 16 2 E4 Z1E A y, 7= B o
= G A cLes - S == 5 i £

73



<EEESE>
B REELFIRZEIEICST51G40 TALAIDEEEFRHERSRUVEEEREIREICEITIES
XBERFIZHTHEMRER -EAEEZSHTMIZAVT, UTOVWTIANEZETIEEENRET D,

FG40 TAMA IDEFFR K1) | geHEF M (%2)
1REEDEZS 1~5&T
2IRFEEDIGZE 3~5NH
SMEEDHZE 4~5NDH

(G40 TADAIDIEEFR K1) DFREHEIL . e HIEEFTM (<2) DZUMEHERT S,

X1 EHREELEFIRZEEICEITHIG40 TANAIDEEFRHER S

TADARIED ST LHEE e 3

N ZOERENAICTIEL LEHZIGE 1HRFRE
1. 0DFRENBICIEULHDEHE 2HRIEE
N ZORENEIZ2EIULEHDIGEE

4. OQOFEENBICTIEXRBEDBE BFEE
N ZORENEIC2ERFEDISEE

[CANARIEDEA4T

1 BHEZEGOA, EEEBNKDONDFEF

A EHEZERV. TANEET I, B0 FEE

N BHEEEOREEEOT. EETHRME
HIEFEEL. KRICZECHLRWNTAZRT R4

=z
=
— =z
=

X2 FEMER - Re NIEE ZEETlE  (2) Be NIEE T

OHIEIZHDTIIUTDIELEEZERET %

ORELEEHHAIVFHBAFITSVTRELGIRILEME. 8. MBIGEZEL,

QREMLTIRFEBIZITART - FEERAFTL TV SRR THL, FIA LT N— N ETHEEEFEE{TOBE
ZEELT. EDEADEFRIDEZTDRELZHET S,

1 FBEESOMUEZEROHROA, &, FHES. MHESTEROLHHM8. BELEFRVHARE

EIFERICHES,

OHEVLBFERN. FLDFRREF. EREECLEVY. BRCRE. BUEH AR, Hil
DRERFOBEIC. HRMFHRESOLHEROFIA. BIRCIREH DL LI M
EEANDOSMGENBEMICHRDHDHNTBEEIHES,

OFMEELR-EVALRILIIICHEEFRUHESETFTEEHENHESD,

74



RHEES. MEEERD. BEEEXIHESEFIT-—EDOHIRER TS,
OMIICERBROENBRHHAIVEEETREELS, —BIIEELELTHEELDHS.
OBIZIE. —ATHHETESN BRGAN ZADOINDIRENELHZEITHULEHETH S,
OTAT 7 OB BESIEERLGLEICSMT LD, HAHWIRENERDHLIEXANT. E
AR S—BAUFZEL TV DELEFND, BENLGREEZILT CEFTHESA . RTP
FIENELLI=V T HERBENELHENH D FRREFERBEN DL HAKFRITZLL
B, BIECHYNETIERN, BRULTH O AREFOP TRENEYICHELNI LA
H5. ITADTURFEFEFRDNZEDOEDIENTED, EEDACLATIHEKRDOBROE
EAEEIKN, ERERIEHTRERS, 2L FORTREYLZITBHZEOTLEIZ LT

DIFUN,

RHES. MMETERO. BEEEXIEHESEFICELVFIREZZTTHY . FICKRLTXE

EELT D,

OMIICRBDEDNBHTRHEKLH, XIBFEZVELTIHHEEN B,

OBIZIE, FEFONETEELNETEDLDD . AL A BIKTAELC TG AT 0T
HIENRETHD, EREEAZFITGEDBEILINNEIITES, . T4 70T
MEIERELGLEICBMT HENTED, REENTVAIKHAETIREDREE LT O
[C.BIELREDXBLELELT S, FRRBENBRMD DBEYIZIETELR, R AR
RIFZLLODEIEZHY EEEETIE LD BRNGITHICRENHD, AEEFTOHTOHRE
DB TELNCEDH D, ITEIDTURIMMD NER -S> TLEIZEDN H D, AL AN KE
WEEKDBROEBILZRLOT LV, EREENTELRWNEELH D, HEEFDODRTETDIS
[SESHEMTEIZES>TLESZEAH S,

FaES. MMEEZRSO. BEEEXIHESAZF CELVGIRZZTTEY . BERXIEEZET

®o

ONM IZRB D EFERENGIT TR,

OBIZIF. BHLLALEDKRRLZ LLBIECHYNETHS, BRMUAEL(ZLL, BEMLGEEN
DIKFEENBLTBEY THOYTHARTH YT S, BEEZFITEVTITEBOTURA U
DADR—RERESR =D TLED EMLGHEE T, WIROBBROBILERLOT L, HE
BIIR#THD, BEEFORTEDHITHESEMTHZE>TLENNETH S,

BHES. MMEFEERO. BORYDILEFEAEE XL,

OM JICREBDOLIFXELNH>THIFEAEH KL,

OARE- AFTHBERFRFICELTE, RN -EENEOETFICERIIZZVELT D AER
BIIBWTIE. EEBEE~ADONELERNICTEST  FEHRVVDRBETHD, RELEFICH
W, BURBRBEAELEY. RRFTREORBOFLOFRFHFLERNICIEITAT.
BERXEETLELT S,

75




ST K OV HIEE B O BN T 31T 5

1. WAZWICH WD EERIER, AT REICRE LT, ZREE RICRBOBEN LWGEEITE, Wi
NORHO b DZANTHAELZZ R (7272 L, SR ORR 2 R RERE Ch - T,
RAAEZR B DIZIR D, ),

2. IRBRMRZICI T D EIEE IOV T, BYREFREHRD T TIHEMTOIL TV HIRETH
ST, HIL6 2 HE TR EWVIREAEM>HET2 2L L35,

3. B, JEROBEN FRROBEEESFET—EL LITHEE LRWE TH LM, @R ERZ kT
DT ENMERLDIZONTIEL, ERERONE LT 5,

76



143 SAIVOZ—BRAREZHFITADA

O #M=

1.

S

FLHRAAICRES H/PEEE R (IO —RE, KA RE. BARELGE) ZHEITAL AR,
ZTOREGRERCABRERETHAMICEDOIESNTE . FTHIRULICHEOTHORET
5HDELTL /YR - A—fE%EE (Lennox—Gastaut SEIZEF : LGS) HY, MM EMFREBEFRE. JE
ERREFEELEDESHLEREREHF DMILI-TANAVTERBLLTHILINT-A, TDE. Doose b
FEZEREYHR T, BEUERRAEZERELIA IO —BRAREEEHMET DA I/O—BAREEZHE
DTANAIZIRIBLT:, BRAM LGS ALREEIAIVO-—TANAPILRRMEIA/O=—TAMAL
DEBEHIEREEGS-FHEH DD, 1989 FEFFERTADAERBEDBALYIHIL-TANAERFELT
REEht=,

2. [RE

EEMRBOREENSHETHY . BEMHERENEESNTOEN, FLTHTHS.

3. fEK

TANARERNOREZLEE LIERE~BEEET., SmdomtR6N A ~8mDRIE (2~56mMES
%\) T, CANAREREERERELTOIA /D —BrFEE, QA /D= —B D F/E/B S FEE
L&D TANAMERERENRLEZETRATHD, DA VO_—EHREETIE, —BEOEHORTAE
B FICEOLCATREML, BOKATAICKRYRIFONDLSIZERRL, @A /02— AH DI
NEETE. XFBY ., EEHOIVLILAEZHEFTIEBHEHDORRDEEAICKY . BENGET L.
LML, BEEE G ICICEELIL LD, Z0MICQIFERR MR/ (EHE) . £RERERRRE
EEE6T 5. BREFOSBEREREDL, —BOFETRHICEHIT HIEN B, EAEMRAMR
At R T3t 21t 2~36Hz MIRKHAVWEZEMBREEZRD . EFRMIKIC
B fig 4 D il I ETE"‘B@%%%MH%G&1%?)]0)#?"75\##@:‘:3%675\ TRTOBRETREDLND
DT TGN, HFHEEOERMEEEFROLN, -

4. BEE

RCADNAFEZABRICIENEESNEMN, NULTOEE. TERIVIR, LRAFSE4L, 705 E /84,

DONY LSERYF LR ETHRMRFSIND, ChOoNEIIDIHE ACTHSERT N BIARDADMN
MA@,

5. %t

F&:50~80% DIEF TREIFERY D, MM FRIZPFEEFTNOEEETTHRATHAN. BBKRE
BAERETHAIFERIFTHS,

77



O EHOHTEIIBHELEE

1. BEBM(SNTFEFEERZREINREFER
100 AR

2. RROKE
8

3. MENGBERE
RIEIL (M TADAELENLGBEENHD, )

4. RHOEE
WHhE

5. A%
HY) (ARMERDEZEEEDHY, )

6. EEENFE
PRI FIRBITZICH (151640 TADLAINDESERHERSRVEEEDAEEFRVL
REFETRENICIETA-ODER(UTIREEREIBEIEVLD)ICBTEEXRERAICH
(5T FEHER-BENEFT &S IZAVT. LTOWTNAMNZLETIEEETRET D,

[G40 TAMAIDETEHR | s HES T
1iIEEDIGE 1~52T
2HRFIEEDIGE 3~5MDH
SMEEEDEZE 4~5DH
Fﬁ%#i
BRI A B S FEA R R EUR TR F 2 TR CTAnAD2iEIEE L OIEER DS
ZFed>T LA/ I—BEH Z AT FOARETC IR/ DT AN A DS =1 FEDEEZE
Hnﬁ§%%14rhwﬁiﬁﬁmmmjW?Eﬁtz@ ESR SRR TR SHEHBES
HrE

RAEE RREKFERERKAE PMNER HHEE Fik &

78



<BHEE>
SFHOO—RAREEHSITANADDIESE

A. fEIR
1. REFTORENEE (LIEE ~EEEF
2. 2~ERFEA RN A ~SBRENDIAIO_—FAHKAE
3. et EMARE. SEEERMRE, AV —FRIEDOEH
4. 20~50% CTHBHIRERETEH

B. #ﬁﬁﬁﬁﬁ
EGRERR ESE
2. EIE%E’]FEE FEAEMRARKRR T,
f 2R 1E2~36H: MIRKH AWV L ZMRREEZZED. é’é%ﬂiﬁf&l'%ﬁ?'fﬁ@ﬁ

BIEETAEp Bl i e~ T7H= 0 R B FEAMFEZ DL L1 H 5. BTN EREEFE ILERHAL,
C. #RIZH

UTDEBZENT 5.
$LIR ’CAﬂb\AJliZ/\ZArﬂaeﬁ FLRIAI/O—TAD A, EIRFERIFEEEEZTT (EEN) TAD
APERNE | SEEELEY 5 BEEL /D R H AM—IEIRRE . BRI RE L2, it
AARYRIRFUfE2R!

<gWohTIy—>
JEIRAT, 2R UB2%#E=-LCOERITARESKEEZRINLIE-ELD

79



<EEESE>
B REELFIRZEIEICST51G40 TALAIDEEEFRHERSRUVEEEREIREICEITIES
XBERFIZHTHEMRER -EAEEZSHTMIZAVT, UTOVWTIANEZETIEEENRET D,

[G40 TAMNAIDEZTER (1) | sEHEFFHE(%2)
1iIEEDIGE 1~52T
2HRIBEEDIGE 3~5MDH
SMEBEDEHSE 4~5NDH
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N ZORENEIZ2RIULEHDIHEE

1. ADRENAICTIRIRFEDZE SIRIEE
N ZORENEIZ2RIRFBEDIFE

[CANARIEDEA4T
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A EREZERV. TANEET I, B0 FEE
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HIEFEEL. KRICZECHLRWNTAZRYT R
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EHEE
— EHEEE
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OHIEICH-L>TIIUTDIELEEZERET B
ORELEEHHAIVFHBAFICSVTRELGIRILEME. 8. MBIGEZEL,
QREMLIRFEBIZIEART - FEERAFTL TOS IR THL, FIZA LT N— N ETEEEFEE{TOoBE

ERELT. EDEEDEFRNDEZTORELZHET D,

1 FBEESCMUEZTEZROHROL, &, FHES. MHESTEROLHHM8. BELEFRVHARE

EIFERICHES,

OHEVLBFERN. FLDFRERE. EREELEVY. BRCRE. BUEH AR, Fil
DRERFOBEIC. HRMIFHRESOLHEROFIA. BIRCIREH DL M
EEANDOSGENBEMICHRDHDHNITBEEIHES,
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RHEES. MEEERD. BEEEXIHESEFIT-—EDOHIRER TS,
ONMIICERBDOENBRNHAIVEEETREELSS, —BIIEELELTHEELDHS.
OBIZIE. —ATHHETESN BRGAN ZADOINDIRENELHZEITHULEHETH S,
OTAT 7 OB BESIEERLGLEICSMT LD, HAHWIRENERDHLIEXANT. E
AR S—BAUFZEL TV DELEFND, BENLGREEZILT CEFTHESA . RTP
FIENELLI=V T HERBENELHENH D FRREFERBEN DL HAKFRITZLL
B, BIECHYNETIERN, BRULTH O AREFOP TRENEYICHELNI LA
H5. ITADTURFEFEFRDNZEDLOEDIENTED, EEDACATIHEKRDOBRLE
EAEEIKN, ERERIEHTRERS, 2L FORTREYLZITBHZEOTLEIZ LT

DIFUN,

RHEE, MMETE20. BEEFXIHSEFIZLVFIREZITTEY. BIZIGLTXEE

WELT S,

OMIICRBDEDNBHTRHEKLH, XIBFEZVELTIHHEEN B,

OBIZIE, FEFONETEELNETEDLDD . AL A BIKTAELC TG AT 0T
HIENRETHD, EREEAZFITGEDBEILINNEIITES, . T4 70T
MEIERELGLEICBMT HENTED, REENTVAIKHAETIREDREE LT O
[C.BIELREDXBLELELT S, FRRBENBRMD DBEYIZIETELR, R AR
RIFZLLDEIEZHY EEEETIE LD BRNGITBICRENHD, BELEZTOHTOHRE
DB TELNCEDH D, TEIDTURIMD AER S TLEIZEDAH D ARLANKE
WEIERDBROBILZELOT L, EREENTELNMGENH D HREFDOFTZED
BITESEWNMTEIELO>TLESIZENAH S,

FaES. MMEEZRSO. BEEEXIHESAZF CELVGIRZZTTEY . BERXIEEZET

®o

ONM IZRB D EFERENGIT TR,

OBIZIF. BHLLALEDKRRLZ LLBIECHYNETHS, BRMUAEL(ZLL, BEMLGEEN
DIKFEENBLTBEY THOYTHARTH YT S, BEEZFITEVTITEBOTURA U
DADR—RERESR=DTLEDS LEMLGHRE T, WIROBBROBILERLOT L, £
EHFTRHETHD, AEEFDPTEDHITHESGULMTHZESOTLENNETHS,

BHES. MMEFEERO. BORYDILEFEAEE XL,

OM JICREBDOLIFXELNH>THIFEAEH KL,

OARE- AFTBERFRFICELTE, RN -EERNEOETFICERIIZZVELT D AER
BIIBWTIE. EEBEE~ADONELERNICTEST  FEHRVVDRBETHD, RELEFICH
W, BURBRBEAELEY. RRFTREORBOFLOFRFHFLERNICIEITAT.
BERXEETLELT S,
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1. A2 WD EERIER, AT REICRE LT, ZREE RICRBOBEN LWGEIZE, Wi
NOBIOLDZANTHE LR LR, (7277 L, YRR ORGE 2R~ HRIERSE Th - T,
MR FRE72 B DIZIR D)

2. IREBIAZIZ T D EIEE IOV T, MU EFERO T TIHRREMTOIL TV HIRETH
ST, HIL6 2 HE TR EWVIREAEM>HET2 2L L35,

3. B, JEROBEN FRROBEEESFET—EL LITHEE LRWE TH LM, @R ERZ kT
DT ENMERLDIZONTIEL, ERERONE LT 5,
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144 L/YOR-HAN—IE(EEE

145 DT RAMEREE

146 KHFIEIREE

147 Eﬁﬂ:d-’yl:l —XE

148 WEEMERRIEEZFIFRTANA

o #ME

1. BE

ALY RYIRIETETANADTIZIE, ERHRESEICREL. EEIFO—LHAELL MNTENTR
BTADNAEERBENERH L, TF. FEETADAMRELFEN, FRE—IHEBTELEHIN. £
EERY, FEEGFEROCBE DM, AEFEZLELL-O. BUOEENEERTHD, CCTlE S5LIEE
BEDIL, L/VIR-ARA—EER, VI AMEER . KEREERE, BESA OO —IAE, #ESESHE
EZ SR TANAZRY LI,

1) L/9D R AN—JEEE (Lennox—Gastaut FEIREE) (< /NRAAICKET DHAETADAZTEEK
ETBDTANAEEHET. OBREFECEERRWHRE. RARELEFOLELLESELETADARIENH
3. QmEREOREE. éﬁxﬁ&ﬂiﬁiﬁ,&’*ﬁA&LWtﬁﬁiﬁ’]?&ﬂu,&lﬁﬁb\%é @%ﬂﬁ’]ﬂﬁibﬂi.ﬂrﬂk
BREEGCEEEHT D, BET B iR

2) I RAMEIEEf(West syndrome): BRKTIFZEREHEELELEEEINDLEEHD. TDRAITZETHY.

HARTHEDEEMEEILEEN S BRRM LGB RBIBFEL THRATHS, REANDREEL, EEDEN
DNHLGENCEERELTTHE FHFRIEL 1 HMLULTT. 2 MU EEHTHS, TOREFBFETHY.
BERIASII A TILEERRZ—REN S LMD, BATIIRBERELFEN TS, LFETESAIA=—FEIC
DEEINY  BEREISEVEVWSIZETRERNILEE I YL H oA ZIATIEIEIL
F=REERBSELTI TANAER/NX L (Epileptic spasms—ES) |ELTHFESNS LS ITH oI, HIEITH
BTHHIRT L. BLUAIS WA I EFFSN DERICEIHAME (5~40 #08) ICHIET 5D LMFHETH S,
fibd 32 AT R B4 BB T Gibbs HITKYTETRTYRI 7 (LM SN - BHRFLSIRIBERIK SHUEAN SERS
NOBEGREMRPNKEEZES S, BB, BRBZEOLT FFEHRLCEEOLBMEERNAHEL,

DIRMERBENET S TANAMERE I DBMEDPRERI IR THS RIEFER. AN FRETRE
Sh, SRGHEFEPHEZEDEFLCRITETAFMEDZEA S BEECITRANHEHA . ACTH EE
PEANRI D ERFEIERARDEREMRL TS, TADAREEDFERELT30~40%DEHIIF. ZDH
[SL/YDR-HA—FEEEICHITS B,

3) KHERFEERE BEDEEETANA MR, BHAZLETADAMEKEEIEE) LSS FER~Z
RARHAICHKIEL, CADAMRNXLESEFTERERLT D ERREEEHSICELHD MRTIEYT
Lyiar - N—RbE—U N EEER - BEIRFZ LT HIRYT 5 NEREECEEFEELCERRETS
BRo FEEITHL VI AMERBEOL /IR - HAN—FEEBEANEFMMERETT .
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4) BHEASA /O=—fNfiE: £R 1 HAALUAGENIZTINAUR)ICRET LEELTANAMIKIET. BB
B, BEE . UG E DARATH LA, (E5(X5TREALAELSA S O—X X (erratic_myoclonus) TIELE
Y. ROTHELGEFE, BB, BFR. EERIIALGEEHIZHLELEHRENTRND, FICELHHS
A90—XX, FNICIFBICRERE. TADAMRNNZXL ESETY, BRIEIYH Iy ar - /N—Xk/4
—> %L, BEIRFFICKYBARICES BRIRFF DA D ELHD) . RIEIIHBOTHAT. REFE. RET
BELDITBOTTETHY  FHIE 1 MUAICETEL £ FHRETELEYICLL EREBLLTHRBE
BRENZNESNED . DAETEREREEN DG RERELHY . BELBARBMEER (SEE
=) BgEDLN TS,

5) BEMERREFTHIFRTANA: FONAREFTORENEELGER 6 NARBORICES

BEAMEGHHEMELZTRL, RICZEREDORENFIFEHRT LI E, RIEESBEDOBBEIHL,
BRIK-EEER DR, B2 E . £ TRWEEE - O /E- O A -IRBKDE RO EE , PR, FIFR, BEEALE. R

EQEEMBRERNEII DO ENH DD, TADAMER/INZ L ESPIAIO—XRETT CLFIFIFLELY,
BEOMTANAEDLRTAAR, EASVE| SV BLGEFENT, RIEA)VLARELENTHEN ., F
P REFERLLCBOTTIRTHY . EEQRMEGHKERETLLD, FHAEFRFOER MRI CITEE
TV, REDRERLLGLECFEENFHBHALODOHS,

1) L/DR-AAC—fElER: ERERBELTRBAERE . EEERMEE MMNE . /MEER IS . KiE
B .RBEE LERER. EXFMERE. ELTFERLGENHLIN . HETHIREBEIRESA TV
W lBFE, L/Y IR -HRA—EREED IS, GABRB3, ALG13, SCNSA. STXBP1, DNM1, FOXGI. CHD2
DEEFEEZHIHEHLHBESNTLND,

2) DIRNERE: ChET. REFTORENEETCHYNERARZECRBBRETEENLGLD
BEMEE EEQOFEAETLIQERMEICHBEINTE EREQPICIIIAE R IEEER M E MM RE, 26
ARERE, ERTFHAERE. NOEEE, S EELE. RAREANERTHRILE., HMGENELR
HELTEFEND, LHOLGEFEDELTFRERMDESICEEL ARX, STKY/CDKL5, SPTAN1, STXBP1 75
EDEBEGEFEENERSNDERIHESN TS, BAM LN TE-BEDHEELLHRTHLIREN
&Y. SEOEANBETHS,

3) AHFEEREE: BEKEEZEILOHETILHLGMEETZEREERLT LN, FRETHOHILHY.

FBIETFEE (ARX. STXBP1. CASK. KCNQ2, SCN2ZATRE ) BB EL TS LB D,

4) BEASAIO=—fNfiE: BRORBEEECGESIMEIT ISV MfE, D-J) ) VBME. AFILT
OVEEMIE. HILASIVVBEREBRICLIE TV EZ7IE. FOEAVEMELZE) A LESh T
50, DO ETIERFEREEN DG, EFHHTHINEURF L AR EELH D, —EBDREFIH S
[%. SLC25A22, SIK1. ERBB4. AMT. PIGA T E DEBEFEENRE DN -TLVS,

5 WEMERRELHIAETANA: M OTEFEERFRHESN-N, BETIE., BEHEO—MITELTF
EELNRETRET DN DI >TETEY. KCNTI, SCN2A, SCNIADEEDHEEN S,
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3. fEIK
—1) L/YIR-FAC—EEFHD: FIDMEFHEL EERE. FERRBRE. BOAKET. ThETH
BEOREEREBEFRTRZET 5, BARKEEHL. 90%L LIZEHT S, KACERESTEZET S
LB,

—EE R TR TSRO . ABRBHZ P DICEARIMEICHIIEE RO BN 515
BEORMET. BERICIE 10~20Hz OMAILAAMEDRR GRES) NHERT S, RBOREFTHRITK
MIARET HBEEZV, FERRBEREFIEFEIECHREBTIRET. SAVO—IZANTRAICHIEL
fzY. SKEWVREEFS-YTHIEbH D, HFMEIE5 ~30 IEEMN S 2~25Hz IR D LA EER
BREET D, IFHFEFEOLEIC, BEMHSHHIAHRLTHEN ABLVSEHAICHIZ YKL T, JET
WHAETADAERIREICLDZEEH D, BHEAREE. EHCHRLTEROCEAREZZTVSIHHOR
EA—BREDONSFEMET, EHOEHCEADEEZSIEEIL, BEHCERICRIETHILLZVER
BREETHD,

RELUSNDOFEIRTIE, MHEELFETLHCRO ., ZAFPFEEULOMBIEE T, B IER#ETHL,

EENRFAOEMMELE ICLESITEE. TALAREICKIEEDBEREHY. STHLNEOCRTFYH
WBELGIENZLN,

2) DIRMEER: ) REFH IITREHIIER I~ MAT2RULOREIITHTHS,

i) TAHLAFEER BREBERICIFRTDITANAMR/SX L ES-T. # 5~40 B EHA Y 10 EEMNS
LY) THIER 9 % 4% 5 B i 0D PO ik OD 5 S8 4 (R 451 TIE— BR D BEERRITEZ45) ¥ E M TH D, TAD AR/
AL ES FZFDHRBOBZDABMEYDERE (34%) . QBEE (25%) . DR EE(42%). DIExIFFE
K1%) [THFEEND FEORDOEFE(TTALTORHE, QIR /ERAR . QAT DE R HE
CHEE OMMEE . ©EREOBR HEITE, OFERBLGLEICHESNDLBEELHD V) —XHETP.
TADNAERINZ L ES FRIE LA KYRRIEHICRRICTADNALR/INX L ESDEZDRENTEED,
BEDBELFHTEEDTANAERNIL ESHEEL TS LA H D,

i) BRATR  ETRT YRS 7 EMFEN L EBFLSIRIBREEENSEBRINIEERK K THL.

iv) FHHEEBRE: CADAMR/INXLESORIELAIEL THEHESHKEDFILLZORISRITLIALN
2o

3) KHIFMEIRE: 4% 3 MNAUNRN. FICHAERRAICTADAMRNZL ESTRIES S, V) -

BGE Tl Ty ay - N—RAME—U B ERE - BRI HIRT 5,
4) BEISA /O-_—ME: [FEAENER 1 AAURGEICHERBLA) ICIZLEY ., BEIREE - BEERED
ICRONDTRAITE R ESA /A —X R (erratic myoclonus: BREE . EEE .. TR D /INSHULKDETIAEY.,

HAHEUN MDD ELIZFEEL, (LSESTRALLL, — R ESEEAREICIRZD) THRAEL, RNT

3 B~2-3 NATHEHEKT D, BIC2HMIAIO—XX, BICHEREORETITANAER/AXL ES
ERTCLIBHID. FNTHD B TIEHTL v 3> /A=K /F—2 (SBP)AR RN EH, BEAREF(C
EEICLY, BIREOADIELHY . By A~ BEMBHET 5. FRBULGETRTYRSTICERT S
LD HEHM SBP ITRD, FRICHFEEFIC SBP A<, RICHIRGT DL H D, MKk - ELF - FRIEE TIHYF
EMFRIEEV, BERETIE. HICEEELC #TT5LMNERETT . INEREENALNSIL
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[s]

5) WwEMERREEZHIARTANA: —AIOEREGHRAETHREL. FHOPITEREIBHAGRE

VEEE-OAQRNREE, BiE, REMARRELESERICELL ., BIFR, EELH. AELEDEE
IR Z S E SV FICETREESMAICEFHTROON, FEBHICE455 DIDESF TRDH
b, BEDEMULAERIE. BB T OMKERICHLT D, EEIFREICHEZEEL. 25 BEEFHELT
HRT D, FFHHRAMICHERET SREF 1 DAL 1 MOVETHSE  REQENDBEELT D TDE
(. EEFBELLELED. DAEDHITEERE TVNAEBENIFLEALEDFITRDHONSD K T,
DHICEERRDRBILDAHIZA, A TEEREREAEN  FEE RIS E /RN RIFE - S E A D
BENT-BRIHENY Do K E BT DREE—AELRY ., —DDREENKRDIBIRDFEENIEES.

1% - £ L FHREICTHENRR LV, BRERETENHICEEE G ETTHEMERERT

4. Bk
1) L/YOR-HAM—EEE: /NILTO ROV TST7EEVRER, SEMN) XY FEST—R, ILT4FS
RAREMNERAININ. BOTHATH D, FHEAEEELT. TN BEEPTANANEFHRBLEDE

A

ZENHD, EET S BtEETHZ
2) DIRAMEZRE ANEOBEALIYE 1LEIREIX ACTH AETHSA. HCHEEMEILEICS L TIEE
ANMIOBLE1RIRFELL S, ACTH AEFEMERLZ M-, T HUMIT LN LYEIERD DL
SHIR, NULTOE. YOFENLPESSY B6 KEFENRALN TS, T, ¥ BEELFIRE
L15%, BEHEGR M CRE MR EMEMBCHBIEMENFEL. VIRAAELISSICIETANANE
BELITbNS,

3) KHARERE RANDAEREIEN, 72 //\LES—)L ESSY B6. /N LTOf, Y —H3F, ACTH
BENRAOND, AEIEKELE QKA EEZERET LF M st EwR L RHICCEEET S,
4) BESAIVO——RE: BEORTANAELTILEVAR(ACTH BE) . b BEELENThA
AN BHOTHAETHI RBEEELNERICHEIBEITDEETHET SHI5ELH S . Erratic
myoclonus [HEMHAHNEHMNARITHET S, ERRETHKEL ., BRIERETHL,

SUFIEARSY B6 E) IFENLGIENEZL EHNRN) U AILNREEIFITOVINAZEILSEDRIELD
5, BMDBEFMNLZVDIEZEILHI Y LTHD, KCNT1HBEFDEEIZH L. KONTT DEV D B IE S
THAMTEREXF =S DEMBIARESNL TS,

5. Fi&
1) L/YDR- AR TRICREINERT 0L DL IBEICRBT 5, REIBAFICL/vY
R HAP—ERBOBHAEA . EEESBTANAPRLSEATADAIZERTIIENH D, FiE
TFEADOLTH, METOZESER, THETLENERET S L. ZEFELANBILTAETHD. 1T
ADNAET EEICDIE S TRETH S ETEREFPELZLS BRETDOLDLYELEHHELCERICKYIE
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T HREFIMN S, B

2) DIRMERES: FEEQEFETIE ACTH FAELLEITLY 50~80% DAEFIA IR HIHED . &
HFHZTIEE 50%DIEF TTADNALERT 5, F1- 80~90%DAEFI THEHEFZEL. BEAEDE
RS AP ARANAL S RIEEREETHD,

3) KHRIERE: CANAREABKRFLIIHEETHY . EEOFHESSEOMMEE SFEEE)
FEEEES.

4) BEASASHO=—MNSE: Erratic myoclonus (& 2-3 A~2-3 MA THK T HN. £ aieiBFRIEITESL
T. REEQHMEE . EFEENDOHOLNE,

5 WEMESREEZHSIILRTALA: RERIFEERELL. TALARETHAET. RIEFE.
REFRLLICABLGIEEHEINZLY,

O EHDHFEICLELEE

—#5-4,:300-A

1. BERSHNAEEERZREMRTFELR 404 A JEEHRE 144148 28 HHET))

1) L/YDR-HAM—fEIEEE 218 A

2) HITRMEEEE: 141 A

3) KHRAEESE: 100 AR

4) BEISAOO=—RNAE: 100 AKiH

5) MEEMEE R EEEFESZIETADA 100 AKH

2. BROHIE

D L/VOR-AAN—EER: FHAGRRYNTI—IDOERE)

2) DIRMERE:THGRARVEI—IDERELEZONSD. EREREZHTHY . MEREEOE
EFERZESLT RN HE—ATRATHDHILH S, )

3) KHERGERE:TH WARYCT—VDEELEZZONSGD EREEETZHTHY. BEHEELD
STXBPI EEDBIFEREZE R LT NN HE—ATRATHDHILH D, )

4) BEISAOO——ME : FHEREREIH>TLEHR EEFEELF THD,)

5 WEMERREELESIRTADA T (KCNT1 BEDBIEFEENRONBHLHE—FTRET
BHDHIELH D, )

3. MIRMLAERAE

1) L/YYR-AA—EER: KREIL R TANAEDRE. TADANEFN, BEREETHRET
B5ELHAHN. BFELEL,)

2) JIRNMEEEE: HEHIEEMEIL (ACTH AR, EH/NRIY)

3) KEARMEFERE KEILHTANEDRE. TALANEFH. BEREETHRETLIE5E8LHS
DT LELERLEG RGN TELIZETLEE ELES.)

4) BESA OO —RNAE  REET (AT BEDIMTANAZETED, )

5) WEEMERFEEEHIETCANA KREL (BAT BEORTANETERTHLIFHLLY,)

4. REIDEE
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W LIITR (o0 canh ORESH | molEnm | 2 _rer BREGHEDEE
BRERTE [ o e LR, FELATH LR, )
D) BIAME [ R BE LB (IACEoTHEL LI
T P BB AN SLL,)

3) KERE = BE DE (CADASIEEHATS

Y. BEEQMMESCESEEEHD, (FELFITEIRETHS,)
4) BHASA /O —ffE BB (REETFR. REFRLAITRT. REEONMEE. EFEEEHS.)

5. A%

HY (ARIMERDZEEEDHY ., )
6. EEEENE

A REENFIRZMEICETEG40 TANAINEEERHIERS  EEEREIEEICETHES
XERPICEFTHEMER - GENEE ST IZANT. UTOWNWTIMNCEETIEETEZNRET S,

[ DA TANADLOA ISR LS A NET 2 BENFHZR)
RRftRE EIFREE BETADLA BEEREL S~ REZAFRE #FLAS
SEFRE KFAFAFRESRHRENRHSHORHSHN SXE 5

SRR E RRLFEMKXE NER CHEFEE FEkE
2R E EWKPAMARGEEREEAEREEFTRES HiR DA
SR E EIEH-#RERMEL A —/NEHRBER BHEAS
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<L/9IR-HRAM—fEERS

B DIMETE>
REMTANAMRIEIL. ENENELLHEETHY . BRI DZMEENHD.

DL/ VIR -FHRAN—EREF DR
Definite. Probable Zxf& &9 5,

A. fEIR
1. RAEBHILNEH(EII8HRBET. 3~5FNRE)
2. BROTAMAREREFETHIL,
3. FBHFEEERFEEHT S,

B. HEER (2BRRETHY. HARELRERLGLY)
1. REFEEEETHIL,
2. FEBRMHRMELFTHIE. XIFHELTWMCIE,
3. BAREEETHIE. RITALTULV=CE,

C. BEmMR
1. BGE BERR O EEE) (SR - A FRIED 10~20Hz OFEREE)) &, SR ERIRK (2~2.5Hz
DRI - HIRR) ZRDH D,
2. M- ELZHNREFRE -BERREMRE -REMRRIL. FENLLOEEL,

D. #AIZ2 kT

SO —RAREZHITADA. EERRERSELTADA, Eﬁﬁt%ﬁj%ﬂiﬁt\&{%fﬁiﬁt%/J I ENE
T ho I AVERRIE & 2% WO SRR P RAR IS K 2 73 T A s A PR ESRS g ;
A AAERRSE . RIANEIRBEE R T B,

E-<ZHohTd)—>
Definite: AM3IEE+BM3ERE+CD1&#FH-THD
Probable: AM3IEE +BN552IEH LI E+CD 1%L, DOERTREKREBERNLI=ED
Possible: ADBIEH +BN5H1IEH LU E+COD1%E#E L. DOER T REKREZBRNLI-DD
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KBEEFHIREICRENLGLDEELN,

2)7 7 TAMERR DML
Definite, Probable ZX{& &9 %,

A. fEIR
1. BEFMTER2EERE (ZLI3~11HA),
2. V)—XWELPT V., BEEERICHTFHRT D TANAERSZLRA/INZ L (ES) : $95~40 FEHA (19
10 FPE2EMNZ L) THIR I 545 52 FF i O 10 ik OO 7 Bt (EE AL TIX—BRDEEFRTEZ 5. ) hiH 5.
3. BHEBREDEFREVLRIT: CALAMRNZ L ESORELFIERLTHLOND,

B. REMR
1. FEPHRE  REBRBEFTFR CTETRTURITA# NS,

C. #RIZH
IRIAHIO=-—TAL A BEVEE. BEETHZENT S,

B-<EWohTI)—>
Definite: AD3IEB +LB%EMmf=4HD
Probable: AD3IEE D35 2IHA +LBZEMT-L. COEA T NEREBERNILIZLD
Possible: AD 1, 2D HiliT=9HLD

3) KEARERBEODW R

Definite ZxH ET 5,
A. FEIR
EHIMAUNRN., BICHERBICRET 2 TAPAMEZINALARS TADATERINZ L ES, £ F1E
=EHIBHEEDH D,
B. REFR

MR AT R - A REFICREE R SRR TS 5 Y T Lwiay  N—R R E— (F 2 UM A AR B
LAERERTET . BERRFICE Y Ty ar N—RM\E—U D\ BT MRS BERITEFENSS) .

C. BRIk
BHSA /O —FNAE . VT ANMEREZERT S,

b <#ZMDHhTIN—>
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Definite: AEBZiET-L. COE AT REHEEZRIILI=ED

_XKIBRFHRE
—&L T, STXBPI—. ARX. KCNQ2, SCNZATEE MBIRFNEENRESN TS (fzFZL. EEFEESE

RDBEVMERILZ ) o

4)BEISA /O —INEE DS R #E
Definite Zx R &9 5,

A. fEIR
1. FRE|TE L BIESA IO —X X (erratic myoclonus) A EEIRE - BEERELIZEONS,
2. MR, BEVE. |ITR, EEEABLREEFEIEHEHSESRIELAHLOND,
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| ERFENER THOIBREICA K2, BONAERD. B. REMR 1 £ B ECTHET
%.
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<EBEEESE>
R RERLFIRZIEICETAIGA0 TADAIDEEFRHER S BLVEFEREEEICE TS
BEEXBERDICEFTHMEMER - EAREZHIMIZANT. UTOVWTANEZLETIEEENRET

éo

FG40 TAMA IDEFFR K1) | geHEF M (%2)
1REEDEZS 1~5&T
2IRFEEDIGZE 3~5NH
SMEEDHZE 4~5NDH

[G40 TALAIDEFERCX1) DEREHEEL. G HIEF LM (X2) DA MHEHERET D,

X1 EHREELEFIRZEEICEITHIG40 TANAIDEEFRHER S

TADARIED ST LHEE e 3

N ZOERENAICTIEL LEHZIGE 1HRFRE
4. BDFRENAIC1EL LHZI5E 2HRIEE
N ZORENEIZ2EIULEHDIGEE

4. OQOFEENBICTIEXRBEDBE BFEE
N ZORENEIC2ERFEDISEE

[CANAREDSA4T ]

1 BEHEFEGOA. HEESN KON HEE

A EFHZEZRV.TANEETIN, BnG0RE

N BEEEEOHREERDOLY. GETHRE

= BEEEEZELKRICECHEWMTAEZRT HIE

X2 FEMER-Re NIEE ZHETlE  (2) Be NIEE T

OHIEIZHLTIIUTDIELEEZERET %

ORELEEHHAIVFHBAFITSVTRELGIRILEME. 8. MBIGEZEL,

QREMLTIREBGIZITARE - FEERAL TV SRR THL, FIZA LT N— N ETHEEEFE{ToBE
ZEELT. EDEADEFRIDEZTDRELZHET S,
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FRHESCMEZTEROLEOA. T FHES. MMESZROL0. BEEERIUH

REFFTEBICTED,

OEYILBEEN., FUDFERE. EHEELEVVY. @fROTE, IRE. @Y AR,
HADNZRERFLEEA . T RAFHE L2 HTREOF A BIRCRES SN LB
SHFBANDSMEENBRIICTEDHDINILBELIZTES,

OF#ETERELEVALRLIICAEEFRUVHREFEE L ENTESD,

FBHEES. MMEEZE0. BREEFFHIEFIT-EDOHREZITSH,

OM JICREDENBEMNHLOINIBR TELN . —MBXEZLELTDIHEELHD.

OBIZIE. —ATHHETESN BRGAN ZADOINDIRENELTHZEITHULEHETH S,

OTAT 7 POMFMEIEERLGLEIISMIT 2E. HAHVIRENERDHLEENT. E
ARMICES—BAUFELTVDELEFND BENLGREZILGT LI TESA . RRP
FIENEILLI=V T HERBENELHENH D FRREFTRBEN DL HAKRITZLL
2L, BIECRYAETIHGN, BREMGITH O, HREFOPTRENBEYIZTEGNIED
H5. ITADTURFEFEFMRDNZEDELIENTED, EEDACLATIHEKROBROE
EAEEIKN, ERERIBRTES HRETFOP TREYGITEELOTLEIZLEF DR
LY,

FaES, MMEEZRO. BEEEFEHEEBCELVGIRZZGTSY., RICIRCTXIE

EVEET D,

OMIZRBDEN R TESN . XFELELETDHEAN S,

OFIZIEL FERONLELTLELNETELLDD . AFLADB ISR EAELIIGE (LT
BLENRETHD, ERMEFIITREDBEILSNINHIETES, =, TA77PHF
MEXBEBERGLEITBMIHENTES BEE/N\TVRAIKARTIREDRELELT =0
2. BELGEDKEENELT S, BRRFEASBRMN DBEYNZITERN ARG AR
RIFZLLNBIZCHYXEZETIIRL . BENGTBICE#NAHD. BELEEOFTORS
ABENCTELRNZENH D ITBDTURSMD AEFRI=OTLEIZENH D AL AN KE
WEERDBRAPLELZREZLOT V., EREENTELRWGEELH D HEEFDHFTED
BISESEWNTEIZESTLEICEL DS,

FRAES. MEEZED. BREEEFFHRAFIELOGIREZ T TEY ., ERXIEEE
ERN

OM IIZRBDEFERIENZITNIETERLY,

OBIZIF. BHLLALEDKRRLZLLBIECHYNETHS, BRMUAEL(ZLL, BEMLGEEN
DIKBEEABRLTEY CTHOYRBEETHo=YT %, BELEFICEVNTITHOTURLMED
ADR—RERE @Iz TLED LG RE T, MROBROBILZERZLOT W EEEE
FRETHD, BELEFDPTEDHITEESLRMTHZEOTLENNETH S,

FBHEES. MPEEZED. FORYDZEKIFEAEHEL,
OM IR EFXEAHOTHIFEAETELL,
OARE: AFTERFEZICBVTIE. RRA-BRAFQOEEICERIBEEZLELT S EER
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K2
1.

BIZBWTIE EREEFADHEHLERMICTEY . FERVIBETHS, RELEICH
WTH, BYABERZAELEY. RARTLGENRECHDOFRRFLERMICITITAS.
BRXEEDLELET D,

C B TERORREN ERLOEIEE S T EU LIS E LRWE TH D08, mER R Z ik

S FEUE N OV BE Sy B OIS 1 5 B I

R4 W WD ERREIR . AT AR IR L€, WY LI B OB EN WA, Wi
NOBHOLDZHANTHELL 22 (7277 L, YRR ORR 2~ THEERSE TH - T,
RATHER B DICIRS,),

- ARREBRAGTRIC B D BAEE RIS OV TIE, BEUREFAVEEO T TIREMTOA T IRETH

2T, EHIL6 AR TR b EVIREEZ EMIHET§ 5 2 & &35,

it

=

ﬁ«
D ENBERSDIZONTIE, EREBROXNZ LT 5,
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309 HEITHIAYVO—XXTANA

1. =

27TV ER- LRIV (Unverricht-Lundborg % : ULD) . 57454 (Lafora 5) R U R IE R AZY
KHEMESA I O—XXTAD A (benign adult familial myoclonus epilepsy: BAFME) [&. EITHEIAYO—X X
TAD A (progressive myoclonus epilepsy:PME) 2L, #8289 %, PME (. OFEEEEILLTD
SAIVA—XR QTANARELLTOIA VO —RERVEMABER KR, Q/NMNAEK . DRENH
REEELZABELTEMTMEDRIBEZE T S ECHERBHOMBMTHY . BRBEFRZLRERILMREEE
1EDER/NMNEMAE . MELAS 4 MERRF ZEDIFAVRY 7R, MO RYRIRFUELEDTA
Y —LFRHEELED ., LHAL. CETEHO/DEAI S BEHICREL THRAUBLERBARL R PME
DFBERBTHAV Y ITIVIER LU RRILI R, 5745, Eo12. REBMARRERIA /0—XX
TADMAZERD,

REMARRBEMIAVO—XATANAIE BATEZNETHIAVO—XXATADNAT., BALIE
[CHEEL T, BERIEEETHDRRICETTHH., SEELYFITERNELLT L, FIEOFEND
TREIDZMNERIN T A, REOHAEINSIEETHE T, SBLLVFITERNBIELEELEE
#)1% (Activities of Daily Living: ADL) BME T HEMNBALMZAEOTIND, ], BEEED S5 Definite &
& U Probable DI ZH-L. M DOEMRBERAKRELNLZMGE L. TREIRE (cortical tremor)1&LYD
TRAEMMNAIEETH D,

2. RE

DT ERIILURRILI R, 2747 RIEERBRESHER(SHERIZEL. BEBARRE
MIAIVO—XATANAEEEROTVERBAEMER(BHER ZET 5. BB FIRERDORE
FHOEFLLAEFERESN TS, Do TIIER ILURRILIT KX 21 ITEETHVAEFY B
(CSTB) MBI FEE(EPMNIZEBELDNKREHTH S, T74T (&, $9 90%DEET EPMZA(B N
D& & laforin) & EPM2B(R /N7 E & malin) DEENRHEIN LD, EIDREREBGFOHFELEESN
TW%, BEERARREESAIVO—XRXATANATIE, RO EZ R ICKYRRETFIEELY.
SAMD12, STARD7, MARCHG, YEAST?2, TNRC6A, RAPGEF2 W $R&ESh TS, IRTHBAL T/ bO
VIZHFSH TTTCA LI TTTTA ho%id 5 IBEVE—MERERZRH L. BFREICKVEREGRTF
(FE%Y . BRTIE SAMD12 it %<, RULVT TNRC6A. RAPGEF2 h' %L\,

3. fEK
RAEIL. VTV ERILURRILTRIT6~16 K. T74T(E7~18 WA, TLTRMBAR KK
MIAIO—XRATADNAIE. BALBIZRIET D, Vo I7TILUER ILURRILIT R ESTAZRITHTRD
ABITIA ETHEN DHBITRB Y NITBEICENEEHBELGL, LAL, KICEFIAIR=—TA
M A (uvenile myoclonic epilepsy: JME) 7% & LD EFINREELIZENH D, SAYVO—XANEILT HE.
EREOHK. BEBELIEH#ICLS, — A, BEBRARREEIA VO —XXTANAIETOTEEES L
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4.

5.

LTOREFERSAI/O—XR, QTANARELELTOIA /O —RERVERBEMRFEIED2HAE
AT, BYERTEE THOERICEITT 0. BlEBYRITERNELT S,

AR
RRIZH S HIRAEEEITES TADARELIFI0—XRITHTHEERTANAECILTORE,

IAFENRL T/ NVER—)L VZHEIRGE) A IO —XRE(EFELL) ITESERENE
&% IV ITTIVIER WU R RV T RESTAIHE TR I M VINMRAEIRE BALSE ., FFITIU T
JWIER LURRILT B TIEMHEICIEER FREBILIELIEVABRDIBEL HIHLDD ., EEFKE
DEFERICEAEHAOA—FMICERYTS5ELH5. LOALIIZ MU O REMGERTHESNG
W FBEBLLIT. AILNTEEVEBICSA /O —REEBILSE DLV HELH D RA.ESE
BLERMLT7 =SB LRICETALAFI L L, SHITERM AMPA (@ —amino — 3 —hydroxy — 5-
methyl —4 —isoxazolepropionic acid) B4 JLAZEEZRIK (AMPA ZBE) MBI THEIRSU/ARILH
REIAI/O—XXOMFIFRENBENI LRI TS,

F#&

EITOREKRALTHAD . &L VoTTIVIER ILURRILT REO—EITEITH LLERAES, B F
DBEEDHEIKY . BRERTELERT I ENEHSINT, ST+ E. BETELEYEL S,
BMRARREEIAVO—XATADNA T, REHEIAI/O0—XRLHHREEF T O—)LAF
REFZA—RICEFIEE T, HICSIMIEHSERNEILT B,

O BEHDHFECHELEHE

1.

BER (SN EEERZHREILREFER
100 AR
HIRDHLTE

A IIIIER LR RLTEDEEFEEESAV Y —LEEREDELEZA LS LRSI
TW%, I74 IR TIE. F)a—7 U EROREHENWIEL . BELT a7 0R) T L3y
BTEL. IENICHAKRZERAT 2D TIHGEOMEHER SN TINSD, )
MRMEBRAE
REEL (TADAFRKIEPRIA/A—XRIZH T HMERENE LD, )
REPDEE
DLEGETHETHS.)
HY (MR TERLFRTREBSNI=DMTERE)
EEEDHE

MRMCTERLFESTRESN-EEESBICE DT FHRBELUFIRZEEICET5IG40 TA
M IDBEEFRHERSRUVEEERAXIBERICETIEEXERDICH THTHEMEIR - E
EIEIMEIZAVT, UTOVWTAMNEZETIBEENRET D,
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(G40 TAMAIDIEEFHR | ReHIEE T
1REEDESS 1~52T
2REDSZE 3~5ND#
SREEDEZE 4~5NDH

O faRiZ#HT
JZAE T BB A e A B S BB TR PR BRI e THiD TA DA DR IR & CUEIER OISR |
A TAP AT EEIEIREE
LREREY TEPRE RBRZEFHRRTANA-EBEFEEPHEE 5 HEMBEX
MERKRE EiRkEHEE BRTA A -BREREVI— R SHRXFEHEE HERSE

BAR/DMREEZSR, BRNEHEESR
LHRFELE ARMAEZARRBEZREHARA B-wEHERRSEH oo —4—
N
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<HEITHSAIVO—XXATADADZEEE>

1)U 7z)L)ER ILURRILT RO MR
Definite., Probable Zxf& &9 5,

A. fEIR

SAUO—XRX TADARETRIET 5, £<1E6~16 &%
ELRAREHER(GHER BREET S,

FAEMER (/DMK IFAER , FREBEEEEEFAHIRT 5,

RABEEEF IBRETHILELEZ VN BEMICELEHIVIEEETETRBET S,

P wn =

B. FEMEER
1. 3F90—XR (&, & EEXPEKICLEERAIFEIC, REERVIERAEICESS,
2. BREMIAIO-XZALSHZ, RIFFEEELH L (BERIBMOCRAN ZAER) . RFFFITEELOTL,
3. IAUO—XADBENS L THICERBERMAREICRITTEHEDHS,

C. REFR

1. R ERESOBEERRKE. ERMRFR. SR, LEBEZED 5,

2. RERFMHEZAIA—XADMR KRR FHE L (somatosensory evoked potential : SEP) D R i &
A DEXIE(EX SEP). CREt. Dv—oAvIF7RL—I 2% (jerk-locked averaging: JLA) iE THATHR
REBHB,

3. BEEB MRI:4E. BN, /NXND EHELEE XINEEEZRD D,

D. #RIZHT
FOMOETHIAIO—IRTANAEZETDERE. L/ VIR - HAM—EREE

E. BIzFHNRE
EPM1(CSTB) DEE

<gWohTI)—>
Definite: AQ4IEE +BN1EBLUE+CHI+CHD1. 20T hhEFH-L. EZxE=T+D
Probable: AQ4AIEH +BND1EBLUE+CHDI+CHD1. 20T hhEiEr-L. DOERITREEEEFRSN
Li=2®d
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2)T7ATIRD L EAE
Definite., Probable Zxf& &9 5,

A. fEIR

CEFAUO0—XR TADAFRETRIET 5. Z<IX7~18 %
. BERERELER(GSHER BREET S,

C BERERIT/PMNERIER . RABREEENHRT S,
 BEIIRETERLEYELS,

I B S R

B. E{EAEK
1. I\ SEEMERE ROTEEERUVEF LA IO —XXDHEFKT S,
2. SAUO—XRIE RIFFEHRMELH D G- BRIBORCLRETE) , BHEFITHERLOTL,
3. AV —XRDBERNFL T, BFICLABERAKREICEBITIOHIEN H D,

C. REFR

1. K EREBOMRKILE. ERMERER. SRK. LBBEZED5,

2. RERFMHIAIA—XADMR KT FHE L (somatosensory evoked potential : SEP) D R H i &
A DEXIE(EX SEP). CREt. Dv—oAvIF7RL—I 2% (jerk-locked averaging: JLA) iE THATHR
REBHB,

3. RIE-#HBERME - STAT/IMEDREITE RYS L ay i LT 5BIADFREES YT (periodic acid
-Schiff) R BI5E-7I5—HIEHEDEER)

4. TVIWANT7E—E A DET FICRFETHEDORBELLIBEICSRDIZELNH D,

D. #RIZHT
FOMOETHIAIO—IRTANAEZETDERE. L/ VIR - HAM—EREE

E. BIzFHNRE
EPMAZA. EPMAZB |ZIRIIZEEZRD D,

<EHOhTIN—>

Definite: AD4IEB +BN1EB LU E+CHD1. 20T hhEifET-L. CO3IELLFAXRIXEZH=-TLD
Probable: AQ4IEE +BD1HEBLUE+CHD1. 20T hhEFiE-L. DOERITARSEEZRNALI-ED
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3) BEERABREEHIAIVO—XATANADZ AL
Definite., Probable Zxf& &9 5,

A. FEIR
1. RAUBRHSSRERICHRE., FICEERMRIBIEHEIER T10 MURBICRET S,
2. BEEOBVWVELBAENER BHEREET S,
3. PRAHEEEE TS /MXEERILZEO LN,

B. #/FEK
1. REARIA VO —XR (RERE)  AEMEREBICEULESA V0 -XRZEMERPOICRO D, EiRE
ITHETHEIC 60 MATRDZFHITEILT D, SAVO—RELEDD,
2. MEERBERARE BEF 1 EARBOBE, LBHEEZHETIL0H5.

C. REFR
1. BK: EARERREIR . SR, LBEIEEREET 5. EREBOEERRIE
2. RERFMHIAIVO—XZADARE (UTOWTNHIETRYT) (KR F R B L (somatosensory evoked
potential: SEP) D BEAR B R DE KIEL(EK SEP). C&t. Oov—o0OvI 7L —U 2% (jerk—locked
averagmg'JLA)/ﬁ'Gf’E‘Tﬂiﬂi&’é-‘ H%,
SEEER . EEE R EICHONGEELROLEVD., FEFLRICEEDRERERT .

D. #RIZEr
ZFOMDETHEIAIVO—XRATANAEET DERE. L/ VIR HANERE

E. BEFHRE
SAMD12, TNRC6A. RAPGEF2 |ZiRHIER%RDH 5B,

<gEOhTIN—>

Definite: AMSIEE +BN1IBH LU E+CH2IEB UL+ EFiEzLIzED

Probable: AM3IHEBE +BN1HEB L E+CH2IEH LI EZET-L. DOEAIT NEHREBERNLIZDD

B B k5 Definite: ADSIBEE +BDIEE1+CO2IHHLLE+ EZFELI-ELD

BB HRE Probable: AM3IEH +BRIEBE1+CO2IHBA LI EZFHT-L. DOBEAIT NEHEREBZRMLIZDD
(B0:E: EZBTEZ DB Definite $ KU Probable DIEE Zif-L. M DBDIEH 2L MEE [, Definite &
U Probable DI 2 B #xEi(cortical tremor) |EWVVIRAMFFMAIBETH D, )

<EEESE>
TR FIRZ I E Ebl'f%)FG4O TAMAIDEEERHER S RUVEEERSIBEICETHE
EXERPITHTHIEMER - REAEEZMETMIZAVT, LTOVWTIAMNICERITIBEEARET S,
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FG40 TAMA IDEFFHRCK1) | g HEFFFE (%2)
1REEDEZS 1~52T
2IRFEEDIGZE 3~5NH
SMEEDHZE 4~5DH

[G40 TADAIDIEEFR K1) DFREMHEIL . e NIEEFTM (<2) DZUMEHERT S,

X1 FRREBELFIREEHEICETS1G40 TAMAIDEEFRHER S

TADNARIED ST EHEE £k
INZOFEENAICIEIULHZIGE 1HRFEE
4. BDFRENAIC1EL LEHZI5E 2HRIEE
N ZORENEC2EL LHZIGE

4. OQOFEENBICTEXRBEDBE BFEE
N ZDRENEIC2ERFEDIEE

[CADAEEDEA4T ]

4 BHEZEGOA, EEEBNKDONDSHEE
O BHEZEXRV.TANRETIN. B0 FRE

=
N =
— =
=

HEZOHEEMDOT . BETHHE
HIEFEEL. KRICECHLRWNTAZRT R

X2 FEHER-REANEF ZHETE (2) s N EFFHE

OHIEICH-LTIIUTDIELEEZERET %

ORELEEHHAIVFHBAFITSVTRELGIRILEME. 8. MBIGEEL,
QREMLIRE BIZEARR - FERAFLTVASESIERE) THL BIZET N—ETREEFEZT o156
FEELT. EDEEDEFRIDEZTDRELZHET S,

TEEICHES,

1 | BEESONUESTEROROA ., RITHEHES . MMUEEEROL0. BEEERVHESER

OHEUVLRFERN. FADFRREF. EREELEVY. BRCRE. EUEN AR, FiDD
RERF P/ H RN FREPAHMEROF A, BMIKRCIREH DI L S HIE
BADOSMGEENBRMITHRD, HAHWNTBEEIHES,

OFMEELR-LEVALRILIIICHEEFRUHERETEEHENHESD,

2 | FHEE. NEEEED. BREEXFHSEFIT—EDOFHREZITS,
OMIZRBDENBEREMHINEIEETCREEIN, —BIEEZDLELTIEENH D,
OBIZIE. —ATHHETESN | BRGAN ZADOINDIKENELZEITHULEHETH S,
OTAT7POMFRESIEERLGLEISMT 0. HAHWIREHVERDHLEXFNT. E
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ARZPIZEE—BAUFELTVEELEFND, AEMLGRFEILT EIEIHELA ARIRO
FIENEILLI=V T HERBNELHENH D FRREFERBN DL HAKRITZLL
B, BIECHYNETIERN, BRULTH O, AREFOP TREMNEYICHELNI LA
H5. THOTURIKIFIFMDNIZELEEIIENTED, EEDANATITIERD B
BlEAEEIKWV, EREEBEIEECLHES HEEBORTREYLITHZEOTLEICL

[FD1R0N,
3 | FHES. MMEFTEED, BEEEXEFHEEFICELVGFRZZTTEY ., KISHLTXE
ELEET D,

OMJICREBDENBHT LKL, XIBFEVELTIHEEN B,

OBIZIE. HEFONLETEELIHETEDLDD . AL AD D BIK A ELC TG AT 0T
BIENEHTHL, EEBEFICTGEDBEBILSNINEITTES, £, TATT7ORF
MEIERELGLEICBMT HENTED, REENTVAIKHAETIREDREE LT O
[C.BIELREDXBEELELT S, FRRENBRMD DBEYIZIETELR, R AR
RIFZLLDEIEZHY EBEETIE LD BRNGITHICRENHD, AEEFTOHTOHRE
DB TELNCEDH D, ITEIDTURIMMD NER > TLEIZEDN H D, RAFL AN KE
WEEKDBROBILZRLOT LV, EREENTELRWNEELH D, HEEFDODRTETDIS
[SESBEMTEIZES>TLESZEAH S,

4 | BAES. MWEEZEO. BREEEXFHSEFICELVGIREZ T TEY . ERIEEZET

2o

ONM JIZRBEDEFERENR T HITHELZL,

OBIZIF. BHLLALEDKRLZLLBIECHYNETH S, BRMUAEL(ZLL, BEMGEEN
DIKFEENBLTBEY THOYTHARTH YT S, BEEZFITEVNTITEBOTURA U
DADR—RERESRE =D TLED MG RE T, WROBROBILERLOT L, EHE
BIIR#THD, BEEFORTEDHITHESEMTHZE>TLEVNETH S,

5 | FBHES. MMEEERD. FOEYDIEKIFEAE- KL,

OMIZRBDEFXENHOTHIFLAEH KL,

OABE: AFTERFEEICBVTIE. RA-BRAFOEECERIBEELELT S AEEEIC
BWTIE, EREEEEAONHLBERMICTET | AERVHIDBETHS. REEFITEWNT
L EYLGREEAELEY, RAMTREDRECLHADFRRFLARNICIITAT. B
XBEEVLEET D,

MWL YE K O BEEE O IRIC B T 5 MEHIH

1. R ZENC O DERARIEIR, AT RSB LT, R BICRBRORER 2WEEICE, W
NOEHOSDZANTHE LKA (T2 0, HREEH ORI 2~ BRRERE Th - T, M
FRATRER & DIZIR D, ) o

2. JRBRAGTRIC T 2 EIEE D BIC OV TIE, WU EFEHO F TIHREPMTON TV LIRETH
2T, HIL6 AR TR b EVIREEZ R 2 & &35,
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3. B, EROREN LR OBEELESIEE T EU LEIZEY LR WETH DL, B ER A k4
D ERREREDIZHONTIR, EEERONSET 5,

119



166 SEMERRMEIERITEERE
O #M=

1. BE
MR R B IE (PXE) &, BB RMICE S - AL ECEBESE51ER8IT ., TDHK
B.ER.D-ME HIEBICEHREGRFETIELERLEEDECHEETHD,

2. &A
MR RIS BIE (PXE) DREEIGETF ABCCE (3 16 BLBIKIZRHEL . ZNDEEFEYIE MRP6
EXIEND, KO FIXEEES/NVE ABC HEICEL. COEDA FEEIRBMEERBELEILHELS
BARODEEDEREL>TWNSD, LALENDS MRP6 [FIREDECHEBMICEZESNIZEENHBALT
H59 . MRP6 N FEENHEMERMICES - BARIEEL0FTFLVVEBIETBRGZRA S,

3. fEIK

WIS RIS RRE (PXE) X, LTOEREET 5,

B REHEAEE . EXURTFEARLS - BEH . L. KESTEAIEGIIC 10 REVAEL, RLICIHE
T 5, LEICREDEMENEDOAKRVG, ELI-KRE LS, TOMDIER: EHEL-E SRS DOR
KEHHICKY, SEHED. TR EEERMEELELH DN 5,

BRER : %ﬁﬁi%ﬁﬂi?)b/?ﬂiwﬁﬁﬁl ott)ftu""ﬁ%’(bd'l///&ﬁﬂéﬁb\ﬂbn ‘fﬂﬂiT&Eﬂb%ﬁiﬁu

D -ME M EEOPEEERICEE-BRIEZAEL, MEREOR/IMEICKDENMEEEEY 5, Mk
AT BODE D EMEE, INEE HILEHMBEERET D,

4. jaEik

NEE: RERE*BERNERBHANBBELIEZNMATOSEENZL, LHLEALEEREFTLRIC
ﬁ%éﬁéﬁ&%?&ﬁ,ﬂiﬂb\t&) ﬁ%tﬁl r"L,’C ﬁ/mﬂ’liﬂﬁa&)t*ﬁrﬁ%’&ﬁoo

2)HR ; 0 A1 z B4 s 563 =y B =33 = 5

FEMEETEOA, /\/\/X???&e‘:#n VEGF %@%Fﬂxff&&%ﬁiﬁu""l *ﬁ’é%%/ J%’(DJ'E%%

HhEEEGENMEHEED,

3) i, ME BAREIENS R, TEVERISRISEEDRRBISH LT, BlRELEICEC-EYA
B ATUNEE., MEEBRNTGEHEREZT.

4)EEEH M BIARME M3 L NARERIC KDL MR E R EREETITI,.

5. &
EEERIBEONTEIHINETHETHD-H. EEBEB. KELFEHS TS LEICHEHWEIRE
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69 BAETF—BRETHEETHT. MEFR#ETHY ., BELFICKEEZES-T, 0 -MEE
MmEETIE. SREICMERENEL, TOOERNTEENDELLD, HILEE, Hil~DR
RIEHIENDEEED,

O EHOHEIIBHELEE
1. BEH
#7300 A
2. RROKE
T (ECFEEI/EHINTOSIEFFEMIETHE,)
3. MENGBERE
RIEIL (GETEZLDAIELITRHEETHY . RHEBREDHTHD, )
4. REIOEE
WHE (ETHETHD . RE. R, D-MERELEENHD, )
5. PMREE
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