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3+ 10 ALk

SEEE
ARSI | 17T 2.8g/dIFR i
BR%| | 2|mEFHLE)IJLEY [5.0meg/dILlE
| 3|AST 200%%»:,11
4(ALT 200EE (i LA b
D&% | 5|GGTP 200BA s A b

(HEB IR B SUIRMTIE R R Z BT D IR O BIERATRE D b DUE)

Child—Pugh A7

A3a7 1= 2| 3=
AigiE L I-1° m-1v°
g K L BE hEE
Bil (mg/dl)  [<2 2-3 K

Alb (g/dl) 3.5¢ 2.8-3.5 <2.8
PT (%) 70%< 40-70% <40%

6. BIR;EEFHIFR: performance status

grade performance status
0 HAER CTHRIFEFN TEFIRESFHLALBEALRAFEICHDEZS.
1 BEOERLHY, AEFHEISHIREZ (50,517 BHBHCEEQLTES HIZTRORE,BHLRE.
2 HITRFDOEYDIEIETESD, BFTDLNBIDPNDIEDH D BEHEIETELRND, BPD50%LL LIFEELTNS.
3 SORVICHHIZEDZEFTESD, UILUIENBNHNW, BHRD50%LL EIFFEKEL TS,
4 BOEYDIEHTET , BICNMDW RARKELELL TS,
1+ PS 1
2+. PS 2 o0or 3
3+. PS 4
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o EEEIHTE

HF/EEE |BRE BREE1 BREE2 EREES3

1=Ps doleo ¥ - 1+

FERERR S - 1+ 2+ 3+

P AR I 7T EERE - 1+ 2+ 3+

BAREENFIR - 1+ 2+ 3+

B B B - 1+ 2+ 3+

AT REfES - 1+ 2+ 3+

o HEEHNTFTEBOHTRUEKRDENEREZRUEREELT D,

o fE5oFICONTIR. hNIFTEEE 1L L, EEE2UENESMNIMDSIER DKEICE>TRES
N T LEBRASSHDFEEFBELIZLAL,

KEWIEYE  OVEEE OIS 2B 1T 2 FEFH

1. WA ZWIT IV SRR ﬁ%\@E%ﬁé_%bf\%%%@LK%&@ﬁﬁﬁ&w%émﬁ\wf
NOFEO L DOEHANTHZE LI 2R\ (72720, Yk ofi 2~ iRERE Th - T,

RAREZR B DIZIR D, ),

2. IR IZIT D BEIEEASFHIC OV T, EUREFHIERO T TIEREMTOIL TV HIRETH
ST, HIT 6 AR TR b EVIREEZ EAIAHIET 5 2 & &35,

3. P, FEROREN FRROBEEENFHE T—EU LTS LRWE TH L5, mEHRER A ks

DT ERNEREDIZHONTI, EEEROXIG LT 5,
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298 EIGMREZR
o #=

1. #H=E
BEEMEREF BEICEVEBEERNSRET IHEERRATHD. BILEERDEERLLT Gross [F.
OmZFFICSAULDEREFZRD. QBEFERE. QXERBELGLEBUEXRDOHELEEZLNDLD
AROHLNT, @2 LU L TEELARELTNDIEEZZEITTWS, BEAETIEDFEIZHEVBARLER
EEZ/ACENRELT-O. EEFBEHAEREBICEAT IAEHRIIOKRTELI-ERRZIHELEIC
EOFPHINnd,

2. &HA

BRREEGFERELT. AFA=VINIT /=452 (PRSS)EGFEENKAE BN T
AVEER—(SPINKD) BIFEENKIE. Dt -FHANKIBEN SN D, BERFRIEDE — BT, B
BREMBATON T/ —FUORMMEEHETHD. EERRNICITEMEDONI TS /—FUFEHRE. &
SITTEMHAELIZNI T UEN T HMDEILBERDFEMLICZKLS B HIED SEEE ST 5= D RS
DFEELTLNS, PRSST BIEFERBICEY . MTLUOFEHRIE-REHIEDTUNSUANELDEN)T
DUDEHRIEMHEDNEL, BRERETIHEZEZAONTLD, LMLENS, SPINK BIRFIZEIT55%
DERE (pN34S ZE)ICKIERRKERFIIBASNTEST . FS3FDRRTIRRECFEEER
HF | RIFEBILHESH TIEALY,

3. fEIR
FIAEX 10 RUTHE HRAIVIER. BO. BN, TRGEDRMERERXEREEREL. 2LTE
TEBERANEHEITL, BN D B EER E OEIRIFESRICAEHT 5, HAILERFEED O D AIRCERE
AV FO—ILDEOIZRREABEOCERBFERNADELLDIEFLZL,

4. BEE
EROa NO—)LE, BERAN D WEERICR T AEFTEEEVD > IEREICEEFY  WRABNAREILE
LY,

5 F#%

— R DEMEERICHERTEEREERDRENNDREECERABSRNIES, MENRE -FHLE
FEERYDT N BN D IMEREET EORRRESEICEHL. QOL [FELUETT 5, SOITEEGME
REFOHERERII—M/AODFNELRT, $ 50 EHD5 90 EEEZRTHD. PAERDLEREICH
(TAHEEREEERILOZETT. 1%, 10ET22.8%THo1-.

- 21-



O ZHDHEIHELEIE

1.

BEHN

#9 300~400 A

HIRDHEE
RR(EITMITOOOFHAL - REHLICET2EEFEREICLSIENABEIN TS, )
MRMIEEAE

REESL (FEN B R U R i EER £t S RMEREICEEF D, )

RHDEE

WHE

MRS

HY FARVHERDZEEESHY., )

BREESEE

OAMEREEEZER1EICIRULEILTVSIES

OBEN T MHBER L ' XA VR VR E R EL T HEMERERAEERDOHEE

FEREEL. WHRET D,

N ERETR 22OV TIL, EMEXDZIIERG®+23%E L T BT-PABA (PFD) S B& 4> 1 o [ E
REOET (BEERT7IS—E., UN—E) . XKENFA—42— HBaLXTO—)L, FHEEERH)
BREDKREMR L. BHWECKERLVLEDBKRERE L LITREMNICEHT 5,

O 1R
DNERAREORVHGEFERERENBRTHEZES LEROEDE LIZET 8%
HRARE RILXFE R CEER
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<BMEE>

BEMUESEERHDO TR (BERUEED )rﬁut UTODO~@D4BED>E0%H -5,
HENED. . DDLTEiHE-TIHE . BinlEERLZEHEIND,
OhF4+= 1/7#')7’//—’7/(,0/?557)@{7:%0) p.R122H ZEL\L p.N29I ZEMNEBHLND
QI b ERBE2ALLORKEENHD
QLK ELT NDERBE T, KEFBELGEBEEXDOBELEEZONSLDONRHLNLL
@E—HRDIFE. VEKELTADEEIL 40 RUTTRELTLS

<ENTNDEER>
SRR
1. LEMICRMERERREELERNHS,
2. MAPXIRPICEERROLENHD,
3. BEIK.CT XIE MR CHEIZEMEXICHEIREFRENHL,
EREIEEF2IEE L EEHE L. thDEREBERVESMEELRNLI-LOEHEREZEHT S,
T EERIEFEEOSVLO E7IS—E VN—ELRE)ERETHIENEELL,

BRUESMEX
EHEXOZHAEFE-ST . SEBRXREEERERETILDTHD, ZUIMNNERIZKDI LD EH
BIESNTUVSD, EEEERXRO—EHLEENDIEEZILND,

X DEZRIER

O HHZERATR

QYRR AT R

QORET S LEHEXITEEE

@I X (ERFERREOCRS

OEN Y MEE

®1 B 60 g UE@TAR / —)LIE) OFRT 5 UEREX (EREKE
EEETFEE

DR R OBRE

1EIERTEZ a. b DLVTIADRHLND,
a. OXIFQDHEZAHR.
b. DX IEQDEHEZHRE. @DODS>H21EH L E,
BB XERD: OXZQODEEZFHENROHLNS,
BHIEHEX . O~DDWThAIER L EERPEMERDEGITRMN
Rbond,
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T bR E. FICE. BERILERREES (IPIN) EOEJIAEETHS.

T 20, QOVThEBHT. Q~DOWVThhDH 3 HEULETHEFNDS L. RHEMERICERT SEEARR
AHERSNT . thORBENBESNL LD ZEBMEREDHI LT S, REHICIE EUS ZECERBMETI CENEF
Ll

T 3Q~DoWnIThs 2 HEDHE LEMEUREXDERFREZTIENDI L, HOKESBTESINLHLDITREE
MREEREEDZHIE LT, TERVEBBBRENVETH D, (i RHABMERXOREIIOVTE, REFREENT HIVLE
nHd.

2B DESRIE B
OFHBLRERATR
BEZHR UTOLThhHEBHLNE,
a. BEENDER,
b. ELIKIZH AT HERELLVEEDAIK
c. MRCP X I% ERCP {&I=H VT, IH&%@T&EEU@*‘ MR E HICELKICFRYFICHTT 0K
FEE DA RBANGHRE D LR,
d. ERCP RICH LT, EEENEECEERLGETHREXEIREELTWSI5E. FEROEE
E LD BEEDOTRANGILER,
ERZHR UTOVWThHAEHLNS,
a. MRCP X[& ERCP RICHWT. BEL2EICTHFIINHT 50 EEEDOTRAGHGR. THE
DHDFHRANGIRR, EEEOLT D,
b. CT IZEWVT., EEEDOFRANGZUFAMDYLE & HICEDEROERE,
c. USEUS) ITH LT, BEROHBEXIEEARLEEDNIE I I—. XIEEEEDOFHANLILE
THESEOEROEME,

QFF R ERAT R
DR ERE DR ZLMRECIABRESIND R LES/DERICEESN . DELIEEIR.
Whp SBEEBRELT .
HEMHEDIR EREASHEL., AL/ DERMIT/NER NERIZEHESND,

@i XS RPEREREORE
LTOWFhhh@BoHond,
a. MAEERAERL TERREICHOEYEREREZEA TLERHOWEEETRREIET,
b. FRAPERERAERL CTHEHEICHO-YERHEZEATLSR.

OB D mEE
BT-PABA aﬁ%ﬁ (PFD EXE&%) THRe PABA HEtEDMEALMNIE T #EHD.
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*1

%
*3

x4 R

©®1 H 60 g AEGTR/ —)LBE) ORI 2EEER TEXBEEEEZFEE

BHISMHEXDERFR

a. b OLWVFnLLEHEND,

a. UTFITRY EUS FrR 4 IHEEBD S5, NXIE 2 Z&ET 2 HEUENROONDS, 1) mKXIE
FIRE T a— (Hyperechoic foci[non-shadowinglor Strands) 2) #ZE T a— (Lobularity)

3) EEEERS T 20— (Hyperechoic MPD margin)

4) ¥ BEEEYLSE (Dilated side branches)

b.MRCP X[ ERCP & T. 3 KL EDHHEEICTRAGILENIRO NS,

“RIRA” LT, BREECEEROFRTERENRDATNSZLENS,

mepfEEER" ORARICEET IS —€. URA—H, TP U IS5R4—C 1 LERBEHEDEVLDE ALS,

BT-PABA 8% (PFD EXBR) 12351+ 2R PABA BEMEEDMIET” &I, 6 BfEHEitE TOWLLTE L, BREHEZRTHENEFLL,
REBEEFEE & AFF=vI b T/ =452 (PRSSHBEIEFD p.RIZ2HERK p NI EE, BEHBMELY T VA2 EESR

— (SPINKD)EZF D p. N34S R ¢ 19442100 BERLE, BREDEENEILI SN TLDSEDEET,

EJ" ERp ]
liﬂ%ﬁ%1’ﬁ’él§iﬁ1 FIT1REULEILTVSIGEES

)ﬂ

O%%ﬁw%%\émXﬁ4>ZUDE%EM%&?%%%%W%EWwé%A

ZEELL. ARET D,

BN BEREREIC DLV TIE, BEEXOZEIEE®+5% L T BT-PABA (PFD) SER O M iR R E
DET (BERT7I5—HE., V/\—18) | FBENFA—4F— #@aLXTA—)L, FiiElH) GEOBRE
R E. BIAECKRERD G EDBRRKREREZ L EICREMICEMT 5.

LT FLUE N OV B Ay B O WIS B 1 B R B

1.

Wi BIEIC AV B BN, BRATFT RSB LT BT IR ORUE R VB AL, W
OO bOEHNTHELIAR (272 L, MEHR ORI &R T BRERS Tho T,
WA OIS, ).

. TRIRBAAR TR D EIEE SISOV TR, EUIREFHEHO T TIRIEMTOIL TV 5 IR EE

2T, HIL 6 2 H T b VIR le:ﬁfﬁ##lLﬁﬁ“é EET D,

C B JEROBREN LROEIEESHE T EU LISEY LRWE TH D05, @R ENR & k3

DT ENMEREDIZHONWTIR, EREROSEE T 5,
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299 ERAMEERMEAE
XE

1. §}E
ERRMRHIE BEERKRHIE cystic fibrosis: CF, Y AT4vY-T7A4T 00— R) (&, cystic fibrosis
transmembrane conductance regulator (CFTR)#/READ FETH5EBMHDHEETH S, ERNE. BEA
B ERGELEDR MR/ FBENELCHTALLY  ERENRAELRELH LD BERGAEF T,
FREMALOREEIL., BRI EHEL TEN DB RICKLHBEIERIIRTRER L., HiRkFBREERZY
BLTHRAL LGS, FHRDIBEYAA UV REDOSEFFEMGRIRTHY .. 2WICHL LS,

2. FA
CFTR BIEFNEREZRRELEYT 5, CFTR 2/ VX2 B DERBRD ETELZIZAF U F Y RILTHD,
CF TI&. CFTR DHREETICLY . [E. BE. FEE. BE. TE. REDO LEE HEZNTH/05
AR GRIEMAF L) EKDBEENFEEEND, TDT=0H. EERNOMR DRIV BEICHELLY. E
FEAPAZELRBRELBGY., SRBEDEEER T ChETICTHRESNEGEFERT 2,000 FBEEEA .
AEPEICEYZHTHS. ALEGFEEZH ODBEETHL. BESNIBHERVEEENERLGY ., HE
MR DHEFICIETBAGERS A SN,

3. fEK

1) BB MAER TlX, EERICLIELIZBREEALIRERIT ., 0% BA D BT LK SHERIN
TREXREL. REREEEBRYRLTERAL LGS, TFIROEBIEMIF > OBRIAEESNDT-
. FDENDBRENBLD BESNIBHRLEEEITHRLTHIN, BE—BBFOADEEINDE
EHL\D,

2)RREEALIRIE, END CF BED 40~50%CRoNnd, #FAEDE RO T=-HIZRREDHE# A
wmifon, EERGBTEBEENELD,

3) MR FRAERK L, [FIFLHBID CF BEICEONS, HAR MIREXICHAEOS VAN ETEL. /A
FHENEE T HEMAEIRPREIRERYERL, FRA L LD, BIEROIELE , %5, FEIRE
HEKT, LOMFERIREEOFRBRENMFETH D,

4)EN D MR LE(E. CF BED 80~85%ICROND, AVNIVREDBVLEIED S MR T/MNEENFAE
L. REICEEENRET S, TILIEBRRTIEEY . BEMLES TIE2REICEN S BFEDKE
[Z7Y, BERHE. REFR . BARELRT  BERARE. BOEHEHLIVIEHEREZETHIENSE
LYo

5) A5 BAFRELE A END CF BE D 20~25%IZR5h 5,

4. BEE
1 HREDECARRMIEABEEISES, FRSF[EREERBREDO FO—ILARILELD, £FEARE

BT OREND D MBIECHBIENDELLHZENSL,
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5.

2)2011 FELURE. BRRTREARNRN Ho1=3F], SNMEDHLERE. RERDORERBRESET
BEIVF—ETILITFRAR. N ITIRAVUDRAREIZEY, FEROBENPFEIN TS,

BEHEALIRIZHLTIT, BREEREZHORGEITONSS, FHRNDELLHZELELN,

4) IR ERE R DAE (T, EBEEE (KL F—2  avELD)  RRE, [REXNREOHAEHE
[CRYIRBEDHHZRESE  FRFREZEHIZHLBYGRERZEIEAERTH S, ML
F—ETILI7E. [ERDRMEIEETD DNA ZHET 5 EICKYBREHHL ST 5. BREIE
K(6~7%) DRALERZHHLECT 5. RIRFRFZRAICKREL. BHIERT HEAKRYIT
Hdo

5)FEN T EICIXEBERRFEREEZTI. REDEBMRPELZEIICRHEZEAMDLOT, REFR
REGHIENSZ VN RNGEDHILBREFZHATLT. BRELGFHEIYL 30~50%Z0HO)—%
BOLENHD RERENRIFIEDEMERENAHET D,

6) L. A—AYNAICZVN—HOEBELFEEITODVNT. RANEBRENBERINABENRLHLHL
MESN TS, LML, BRADEBEERFEEFI—OVNANEFIRLGLIDO T, BEERMBEO-OICH
RUMELTEGFRTEEZRIV /NI DEERITZED TS,

F &

2021 &£ 8 AR FETIZ 127 fEHI (B 1E 62 . &tk 65 ) DT —ANBREINTHY . EFHROFb R
EIX 240 ETHD. =1L, EBIHDZ VK TRAEBEINIZABEEDHFEZE-ERICKYFEDORENRA
. RAEHFOEMAFEIND,

O EHHEITHELEHE

1.

BEH

100 AR

RIRDHIE
FHA(CFTREGTFDEENTLFEETHSHH . REM K OEFICTRRALGIAH LY, )
MBRMGERERAE

REESL GHEREDHTH5, )

REDEE

HEETETHY . EERBEEZHRG T ILENDHD. )
HY (ARIMERDZHEESHY., )

EREESE

EfEE Stage 7 FAEALVT Stage—2 LIEZRRET B,

O 1AM

MERRMERMEE] DIEARE ERXFEFN IEHE MMUEHR
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<EORREZE>
Definite. Probable Z3x{& &9 5,

EERME DDA

A. ﬁﬁr fiE ﬁ

95, #ﬁﬂﬂ?&ﬂﬁ Iﬂzféﬁco E Iiﬂiﬂﬁk’é##ﬁi&?éo )
3. BREMEALIR
4. RIEE

B. REMR
1. FHEEYAE(CNIRE
EES{E:60mmol/L LLE
B4R 40~59mmol/L (4% 6h A RiETIE 30~59mmol/L)
1IEE :39mmol/L LA (£ 65 A K& TIX 29mmol/L LLTF)
2.  [EREISRI—:200 pg/RKBEENDBETEET D,

C. #RIZH
UTDEREEENT S,
VFEAERMRESI R, EEHER. RREEREBETRL, S a/\UN\IU - FATEVRERR

D. EEFHRE
CFTREGRFNEE

<EHOHhTI—>

Definite :
1) FHEEEMA AV EEOEESEICNA ., FENLTERIEKRETTED,
2)F I A L REQREBECNZ . BANBTL. BEMALYR . FHREDS52oL LERT
3D,

3 ERKIEKDSELT M1 DERL. 2DDIRIGE CFTREEMN R INT-1D,
Probable:
)FHEEYIAVREDOERESEICNA ., BN BT E, REEALIZADODVNTIAN DERTED,
2) FHIBEEMAFVRENEREHTHY . FHAGTFRFJERETT LD,
3)F R A RESERALTHY A BT L, BEEALYR, RRED>520 EERT
%030
ERERIERDSBENT M1 DERL, 1DDHEME CFTREEMNFERSINZED,
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<EEERE>
LT DESEE Stage 758ZFALVT Stage—2LL EEXFRET S,

Stage-0 MFIRZREERUERE (B - g EE ML

Stage-1 MFRI/EENEEN D/ NITEKE - EENEE
Stage-2 MFIRZFEENHFEN D/ RILKE - BEELNPFE
Stage-3 MFIRZBEENEEN D/ RIIKE (- i) EENEE

MFRIFEEE, 6 MULED/NRAVLURATIE, MMiEERETD% TR 1 2 GFEVD ICEDVWTHET
%, 6 mAMDELLIRA 6 B L THIMEEERBEZ BT TERVEE (X, KR T OBEREFNE(SPO,). XIF
CT TOMIEERFTR (CT DMETHARMLIGE (LB EM X R) THET 5, FRFEELI. UTOEE
T. %FEV1 A 90% K. SpO, HY 95% K. HAHLILMIEBERFAT R 1 DU EF DI LEIET , SOITFERER
EREOEEEFILUTOLIICHET S,

%FEV1 SpO,(K&RTF) Mo &R E{ER A R
B 90% Ll E FTREL
95% L)L
B 70% LA £ 90% 3K i 1~21BEAY
hEE 40% Ll E 70% 3k 91%LLE 95%k i 3I~4IHEAEY
iE 40% K& 91% ki 5IBBAY
A REETREREELAHDIIGESIE. EEEE 1 RELITS,

FEV1 FBIEIL 18 mAD 95 mETIE

FEV1(L)=0.036 x B&(cm)-0.028 x & - 1.178 (B4)
FEV1(L)=0.022 x H&(cm) - 0.022 x & - 0.005 (&)
BEMD 18 BMETHHR-KKEETIX

FEV1(L)=3.347 - 0.1174 x fFEEER) + 0.00790 X [FEGE)P- 4831 x BEMm) + 2977 x [BEEMP (B
B

FEV1(L)=1.842 + 0.00161 x {F#GER)F - 3.354 x BE(m)+ 2357 x {FEMP (X!R)

MEREMRFT R X, [E Xk, REXBIEE. fhikie. akk. MEREER (. B, fMX) 0 518
BET S

FEREE(L., A1 (Body Mass Index:BMI) | EEE R (XFEEDHETHET S, FEEFLX.BMIAET
T5. BN BEENEDS. HANIEASFRFBEEESNELILDELS, SHICKBEEDEEE(X
LUTD&SIZHEET S,
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K%
18 Bk i (/3—t2 HiEE ==
Bk (/\—t4 18 2 LLE (BMD fEEpE FFiE
4 JL BMI)
EE 50 LLE 22 Lk — —
RS0 iF B AT RE
BRRE 25 LIk 50 ki 18.5 LI E 22 ki FEESY 3 b PEE 90{; - B
h&E 10 LAE 25 ki 16 LI L 185 ki N A2 FrrEZE
FFEZ + B E RS
B 10 kit 16 Skt [T O P =R
b
* EhETSR2—E <200 6/e

x> FFRBIEOELHIHS

ST L B OV YOI SR B B

1.

A 2N O D ERAIER . BT L SFICBI L T,

NOBHOLOZFANTHELL 22 (2721,
FRAREZR B DR D, ),

P EIZERBE DO BEN W IGE IR, W
WSRO RE 2 s TR RIEIR S CTH - T, M

2T, EHIL6 2 H TR b EWIREEZ EED 5 2 & 295,

ZENMER L DIZHONWTI, EREEBRORGET 5,
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303 7w v—iEERE
o #=

1. @E

T7wiv— (Usher) SEIEEE . #RRICRIERREMELTHOERBEOKRETHS, HROEEIIHERE
~EEHEFCTLBEL EREIZRETIAHNFEAEEZLED S, T-BIEARTHILERMEIZEEL.
BRIZHEFRENETLTHENEKBRELDBIAZLY,

2. &HA
Twiv—(Usher) FEIRE T E L BAR S EGHERXZLIEETHD, RREGEFELELTITREETIZOO
NEIESINTWS, B4 T 1E MYO7A, USHIC, CDH23, PCDH15, USH1G T&HY. B4 F2(% USHZA.
ADGRV1 (GPR98), WHRN (DFNB31), 34 73l CLRNT T&H %,
RECELCIIRTHBELMEEREHEEHSIEML. TOEZTEHAIIANE FHICHEME) LEE
(45T AR DEETHLIEEZONTHEY. NELBIEICHBTIRBREANIXLENEHEDE
BREANXLOEHEDLEIZEIREIHEESNATULDN ., ZOFMIETHTHS.

3. fER
ERDIEELEZFDRIERRIZE>TIDDAATIZHBEEINTWS, BEERIIEREIZIILFEY . ZOER
FIRENEITLTLKRBELEDHINIZEAETHS,

Fwiv— (Usher) EIEEE 2471

EXENDEE~EEHELTET 5, HAIRTERERESZEIFN S REEKF10FIIRIVELS,
Tvir— (Usher) fEIEEE 2172

EXEDESEEEVNHRZET L, REEREBFHLURICELIIEN S, FIEHKREIEETHS
FIA LY,
Fwir— (Usher) fEIEEE 21473

EITHOHEEZEL . FIEMKEEZEOAE. RURRERDORERIHRLATHS,

4. BEiE

HESICx g HiaEE

R RTHEBRTOLOEBET 2ENTEEREETEN,

HEDREICKHL T, MESOCAIREICL >THEAZFESABENITTHA TS,

HICERMEOBEH#IEEET L7V v— (Usher) SEIREE 24 T 1EHIIZxT L CIT#HEERR COERRIS E &
THYZTDOHMRIIBENTHAIEEZEAOND=O . RHNCDOATIRNEERANEZELL, T, fFEMIZHE
EEREMENETL. HRMKRALLLILETFAL. RHMASOMAAIRNEZERICKVERERE
HRTEHIEN QOL R LDI=HIZERATHIEEZLND,
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IR REEICHT DaRE

RIRERETHICHT DAV EREEDEILISATOL, BIEEREMEDETEIMNZ D EEHFL,
E43y A BRAERGEOAREARVGNEINEDIRIFEEASN TLEN, Ff= ERIRFOE A
AEEIRGEE CETFHICENEDRELH LN ETDHNRLFASN TG,

5. ¥t
WTFhDEATIZENWTHIRAMABRENEILINTHELT . EEEE(ICKY QOL NELIETT %,

O EHOHEICHELSIF
1. BEREHATORBERE, )
#98,160 A
2. RIADIE
R (EHOEETFOEENRALMAERES>TNS,)
3. MMBMILAEAE
KT REFEDHTH B, )
4. REDOEE
DE(FEHEE-REBTOHREFRADAL, )

O 1AM
Mt RREESICEY SREFZRIL
MERKRE GEMNRFEFMAIRERFHEE FHEZER FEXE—
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<EEREE>
T v—ERBZWESE (7 vl v— (Usher) SE{EEEICRE T AABEHEMIZLD)

1. BREAERK
A KE.RESEE.RAETLRENDHREEE RERFRETME).
B. WA R EH#EE, HEWVREDBER B4 - BIEER) .

2. BRRREMR

A RIEEREMEICETIME(UTO>E. BIEEMEEHT2OULEERT,)
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XXATADAETEBEREOBVEZRBRERELREET S, BB IRERORBEFHROEFILLEFER
EEINTWS, 90T )LYER IILURRILTRIE 21 ICTHEET DV REF B(CSTB) DEEFEER
(EPMDIZEBEDHREHTH S, 74T IE. K 0% DEET EPMZA(Z N &L laforin) &
EPMZ2B(B INYE L malin) DEENRHENED, EIDFREBEFOHFELHEEIN TS, RIERK
ABEREEIFIVO—XXTANATIE. HRADOMIBERREICKVREERFIEIERGY., SAMDI2,
STARD7. MARCH6., YEASTZ, TNRC6A. RAPGEF2 WNERESN TS, TR THEL T/ rOVIZEIT
BHTTTCAGLUICTTITTA ho%5 5 BREUE—MERZEEFZED D,

3. fEK

RAEIL. VIV ERIILURRILTRIT6~15 K. FT74T(E7~18 WA, TLTRMMAR KK
MIAIO—XRATADAIE BRALBIZRIET 5, Vo I7TILIER LURRILIRESTAZRISHTRD
ABITIA ETHEN DHBICRB T NITBEICENEEHBELGL, LAL, KICSEFIAIR=—TA
M A (uvenile myoclonic epilepsy: JME) 7% & LD EFINREELIZENH D, SAYVO—XANEILT HE.
EREOHK. BEBELIEH#ICLS, — A BEBRARREEIA VO —XXRTANAIETOTEEES L
LTOREHSAIO—XR QTADNARELLTOIA VO —FRERULRAEMRFEEO 28N E
AT, BERTEETHDRRITEITT 50, SREGYRITERNEILT S,
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4.

5.

BEE

BRI DIRAEEIEES TADARKEPLIAI/O—X R T HEBIATANAE LT O,
IAFENRL T/ NVER—)L VZHEIRGE) AESF IO —XRE(EFELL) ITESERENE
&% IV ITTIVIER WU R RV T RESTAIH T I M U INMRAEIRE BALSE ., FFITHIU T
IWIER LURRIIVT B TIEHEICIEER FREBILIELEVSIABRDHBEL H I LD D ., EEFKE
DEBEHIZEAEHAOA—FMICERYTSEELHL. LOALIIZ MU O RMGERTHESNG
W FBEBLLIT. AILNTEEVEBICZSA VO —REEBILSE DLV HELH D, RA.ES5E
ALERLT=ZSEFLRICETHILAFIERL, SHITERR AMPA (0—amino — 3 — hydroxy — 5-
methyl —4 —isoxazolepropionic acid) 4 LRIV EEZ AR (AMPA ZBK) BB THAIRT U /ARILH
REIAI/O—XXOMFIFRENBNIEMNREIATINS,

Fi&

EITOREKRALTHAID, T V0TIV ER ILURRILT REO—EITEITH LLEAEL, B E
DBEEDHREICKY . BRERTELERTLENEHEEINT, 745K RETELEVELD,
BMRARFREEIAVO—XATADA T, REHEIAIO—XRLHHBREEF T O—)LAF
REFZA—MRICEFIEE T, HICSIIGHSERNEILT B,

O EHDHEITHELEIE

1.

BEY
#93,000 A
RRDHE
TR ITIIVIER IILORRILT ROEBEFEREISAVY —LEEKEDOEILEELL LIS
T3, I+ TIE, J)I—7 U SR ORAEEENEEL. REGT)I—7U0RY T ILadon
EREL. MBERNICHARERAT 2O TIEGELMEHRIIN TS, )
MRMIAERAE
KEEL (TADAREDLIFIO—XRIZHT S ERENTELD,)
RHDEE
LE(ETETHD.)
PMREE
HY ARV TIERLER TRBINI-DMELE)
BEREESEE
MEMCERLEETRESN-EEESHICEOE, BAEBRELFIRZE(CEIT5IG40 TA
MU IDEEERHERS RUVEEEREIIBRICET2EEXERDICH THMFEMEIR -fehHE
EZEFHEIZAVT. UTOVWT AR ETIEEERNRET D,

(G40 TALAIDEEEHR | e HESEEHE
1iRFERE 1~52T
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2fRFEE 3~5NDH
SRIEE 4~50H

O Rt
D TADAIZEY BRI I
UBEFEL HEFRE RAKZELHRH AL A BHREEBLHE L5 HEBX
HEARS EIRREE BETAN BEERL S—EARES #LAT

BANRRMEZER BRNRBEZES

LRERIELE ARVEEARTRHEZREHRT K-#ERNERRANET T /M) —4—
TE AR

- 5.



<HEITHIAIVO—-XXATADADZEEE>

1)UL ER ILURRILTED M ELE
Definite, Probable Zxf& &9 5,

A. fEIR

SAUO—XRX TADARETRIET 5, £<1E6~16 &%
ERAERLHEGERXZET 5.

FAEBER (/DR FRER , RAEREEEFNHIRT 5,

RABEEEZF IBEETHILELEZ VN BEMNICELEHIVIEEETETRBET S,

P wnh =

B. EMEER
1. 3F90—XR (&, & EERPEKICLEEEAIFEIC, REERVIERAEICESS,
2. BEMIAIO-XZALSHZ, RIFFEEELH L (BRERIBOCRAN ZAER) . RFFRFITEELOT L,
3. IAVO—XADBENS L THICERBERAREEICRITTEHEDH S,

C. REFR

1. R ERESOEERRKE. ERMRFIR. SR, LEBEZRD 5,

2. RERFMHZAIVO—XADMR K ERTE FH B L (somatosensory evoked potential : SEP) D R i &
B DEXRIL(EX SEP). CRE. Ov—oBvIF7AL—22% (jerk—locked averaging : JLA) i& THATHR
RERBDHB,

3. BEEB MRI:4E. BN, /MNXND EHEELEEXINEEEZRD D,

D. #RIZHT
ZOMOETHESAIO—XRATANAZETEDEE. L/ YyIR - HAN—EIRE

E. BIzFHNRE
EPM1(CSTB) DEE

<gWohTI)—>
Definite: AD4IEEH +BN1EBHLULE+CHI+CHDI1~20 VT hhEFE-L. EZE-3T+D
Probable: AD4IEE +BD1EBHLUE+CHI+CHD1~20WWFhEiil-L. DOERIT REHEELZRKRS
L=2md
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2)T7ATIRD L EAE
Definite, Probable Zxf& &9 5,

A. fEIR

CEFAOO0—XR TADAFRETRIET 5. Z<IEX7~18 %
. BEEREHEGHRAEET D,

C BERERIT/PIIRNERGEIR. REAEREEENHTT S,
 BEIIRETERLEYELS,

I B S R

B. E{EAEK
1. LI\ SEERERE, ROTEERERPICELERIAI/O—XXDGEFET S,
2. SAUO—XRIE RIFFEHRMELH D - BRIBORLRETE) , BHEFITHERLOTL,
3. AV —XRDBRNE LT, BFICLBERAKREICBITIOIEN H D,

C. REFR

1. K EREBOMRKILE. ERMERR. SRK. LBBEEZEO5,

2. RERFMHZAIA—XADMR K ERTE FHE L (somatosensory evoked potential : SEP) D R i &
B DEXRIL(EX SEP). CRE. Ov—oBvIF7AL—22% (jerk—locked averaging : JLA) i& THATHR
RERBDHB,

3. RIE-#HBERME - STAT/IMEDRITE RUS a2 LT 5BIADEREES YT (periodic acid
-Schiff) R BI5E-7I5—HIEHEDEER)

4. TVIWANT7E—E A DET FICRFETHEDORBELIBEICRDIZELNH D,

D. #RIZHT
ZOMOETHESAIO—XRATANAZETEDEE. L/ YyIR - HAN—EIRE

E. EEFHRE
# 90% D BE T EPMIA(R NI EIL laforin) & EPM2B(A NI B 1L malin) DEEMNRHIN BN, F
SORREGFDEHELHEINTILS,

<EHOhTIIN—>

Definite: AM4IEE +BD1IEHUE+CH1~20WWFhhEiEl-L. CO3EIFARIFEEZH-TLD
Probable: AW4IEE +BD1IEBHLUE+CHD1~20WV\TFhhEF-L. DOERNTREEELXRIILEELD
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3) BEERABEREEHIAIVO—XATANADZ AL
Definite, Probable Zxf& &9 5,

A. FEIR
1. RAUBRHOSRERICHRE. FCEERMRIBIEHEIER T10 MUBRICRET S,
2. BEEOBVWVELBAREBHEHEEGEET S,
3. PRAHEEEE TS /MKEERILZEO LN,

B. EMEER
1. REARIA VO —XR (RERE)  ZAEMEREBCEULESA /0 -XREMELRPOICRO D, EiRE
ITHETHEIC 60 MATRDZBFHAICEILT D, ISAVO—RELEDD,
2. MEERBERARE BEF 1 EARBOME, LBHEEZHETIL0H5,

C. REFR
1. BK: EARMERAEIR . SR, BB EEET 5. EREBOEERIRIE
2. RERFMHIAIVO—XZADAR (UTOWTNIETRYT) (KR F R E L (somatosensory evoked
potential: SEP) D BEAR B DE KIE(EK SEP). C&t. Oov—o0Ovo 7L —U 2% (jerk-locked
averaging: JLA) ZZTRITIRZR DD,
3. MEEER ., HEEERLICBHOAGEREZROLVN, PEFLRICEEORKERERT

D. A2 H

ZDMOEITHESFIVO—XRATANAVEET HKRE. L/ VIR AM—ERER

E. BEFHRE
BRBICKIYBEREGFIEIELY ., BATRLZE L SAMDI2, RUNT TNRC6A, RAPGEF2 &, W hi AUk
OVIZEFA TTITCALLUWIZ TTTTAMGLES 5 IEEUE—MRZERZZEDH S,

<gohTa)—>

Definite: AM3IEEBE +BN1IBE L E+CH21EH + EZELIZED

Probable: AM3IEE +BMD1IEHL E+CHD2IEBZHT-L. DOEAIT RERBERIILIZDD
WFhi. B1&fd B2 Mm-S WG S ICIEI R EIRE I LV SHRAFEMAATEETH D
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<EEEDE>
FAHRERLFIRZEEICE 51640 TANAIDEEERHER S RUVEEEREIIREICEITHE
EXERDITETHTEMER B NEE ZHMEFHIZANT. U TOVWTADIIBERETIEEERARET D,

(G40 TALA IDIEEFHR | ReHIEE T
1HRIEE 1~52T
2R A2 3~50N#
SRR 4~5DH

EHEBEAFIEZHEICE 151640 TANAIDEEERHTER 5

TADARIEDIATEHEE 3
N ZORENBIZIEULHDEE 1HRIEE
4. BDRENBIC1ELU LEHZI5E 2fRFEE
N ZORENEIZ2EIULEHDIGE

1. BDRENBICTIRIRFEDZE 3kIEE
N ZDRENFIZ2ZERFEDIGE

[CADAEEDEAT ]

1 BHEEZTELGVLL. EEEFN KON LHE

A EFHZERV., TANRET I, B0 FEE

N BHETOREEHDOYT. &HTIRME

Z BHETEEL. KRICECHLEWMTAZRY #E

K- g NEE ZshETE (2) ge HIES

OHIEIZHTHTIEIUTDOILEEET S,

ORBEFEHIVEHESEFICBSVTRELRIZIEILIXES . I5E, NBILREENS,

QREMIIRE (BIZIXARR - FERARTLTWBD KSR EE) T BIZA LT - N ETHRBEFE 7012158
ZHEELT. ZDGEDEFRNDEZTDKREZHIET S,

1 | FAHESOMMESEROHEO,. RISFEHES. MMEZZEEOL08. BEEERVARERE

(FEBEICHES,

OHEULRFER. FLDFRZRE. EREELEVY. BRCRE. S AR, FiDD
RERFO/EAS . HEHFHREOLKMEROF A, BIROIREH DN I R HE
BADSMGEENBRMICHED, HAHNLELIH KD,

OF#EZTERELEVALRLIICAEEFRVHSETEZESENHES,

2 | BHEE. NEEZED. BREEXFHSEFIC—EDOFHRERIT5,

ONMIICERBDENBENHIVEELTREELIN. —BXIEELELTHEENDHD.
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OBIZIE. —ATHETESN BRGANZADINDIRENELZEITHULRETH S,

OTAT 7 OB BEIEERLGLEISMI LD, HAHWIREHVERDHLEXRANT. E
AR S—BAUFZELTVDELEFND, BENLGREEILT CEFTHESA . RRP
FIENEILLI=V T HERBNELDHENH D FRREFERBN DL HAKRITZLL
B BIECHYNE TR, BRMLITH O AREFOP TRENEYICHELNI LA
H5. THOTURIKIFIFMDNIZELE LI ENTED, EEDANATIFIERD B
BlEAEEIKWV, EREBIEECLHES HEEBORTREYLITHZEOTLEICL
[FD1R0N,

RHES. MMEETERO. BEEEXIEHESEFICELVFIREZZTTHY . FICKRLTXE

EVWELT D,

OMJICREBDEDNBHT KL, XIBFEVELTIHEENZLY,

OBIZIE, HEFONETELELNETEDLDD . AL AN D BRI AE LG AT 0T
BHENRHETHD, EEMEAFITITGREDTBILINNHIETES, F-. TAT 7 OUF
MEXIERELLEITBMT HIENTES, REENTVAIKAETIREDREELT O
[C.BIELREDXBELELELT S, FRRBNBRNMAD DBEYZIETELR, R AR
RIFZLLODEIEZHY EEEETIELL BRNGITHICRENHD, AEEFTOHTOHRE
DB TELNCEDH D, TTEIDTURIMD ANER -S> TLEIZED H D, AFLANKE
WEEKDBROEBILZRLOT L, EREENTERWNEELH D, HEEFDOHTETDIS
[SESHEMTEIZES>TLESZEAH S,

FaES. MMEEZRSO. BEEEXIHSAF CELVGIRZZTTEY, BERIEEZET

2o

ONM IIZRB D EFERENGIT TR,

OBIZIFE. BHLLALEDKRLZ LLBIECHYNETHS, BRMUNEL(ZLL, BEMGHEEN
DIKFEENBLTEY THORYTHARTH YT S, BEEFITEVTITEBOTURA U
DADR—RERESR=DTLED EMGHKE T, WROBROBILERLOT L, £EE
BIIR#THD, BEEFORTEDHITHESEMTHZEOTLEVNETH D,

FHRAEE . EEZED. FORYDEKIFEAEHEL,

OM IZRBDERFZEAHOTHIFEAE - KL,

OABE: AFTERFEEICBVTIE. RRA-BERAFOEEICERIBEEVLELT S AEEEIC
BWTIE, EREEEEAONHLERMICTES | FERVHIDETHS. REEFITEWNT
L EYLREERAELEY RARTLREDRELHFLDFRRFLERMICITAT., B
XEEVELET D,

WA TE K OVEE S ORI B 1 5 BB 9F A




LRI W D EERIER, BART RAEICE LT BRTEE R B OBLEDN WG AITE, W
NOFEO L DOEHNTHZE LI 2R\ (72720, Uik oH 2 R~ iRIERE Th - T, il
RARER L DIZIR D, ),

. TRIEBEARIC BT D EIEE S BIC OV TIL, MUREFNERO N CIREMTOIL TV HIRETH
ST, HIL6 2 HETRLEWVIREAEM>HET2 2L L35,

LB EROBREN ERROEEESFE T T LICEY L WETH L0, @R ER & ke
5 EBRERLDIZOWTIL, EREMRONSRET D,
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