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3+ PAARAT S MERE S M B EEZ =L . mPAP A% 35 mmHg Ll £
fEK
1+ HIER. BE. BI0551 08 ISEREZFEOLHRD ABEEET L. Chic
LEEREHDHIROCNELLELLGLVRE
2+ HIm{ER. FREE. ﬁﬁu@o&:ﬂﬁ%ﬂ%t‘g‘é%@@ DHLLKIFEHEZRDHHED . JBE
ZEL, CNITEDBERFEFOHBEONEEET HIKE,
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4. BEY LR BERAREZRELT 56
O EEE(BROEAEEEEEBORIT)

2E Bh D fER RE DER
£L FEAE . BHEIWNEIEFEAHERLLIL FEAE . HEIWNEIEFEAERLLTL
o~
1 BICLRXLRFT N FICEHNECTHIRETE |MEBOIMNITEOS FICEHELTREIZET
B %) AL, LEND,
2 BICIEFELNNE BGREEE, —EBSFTY. H |ZL. EHEHID. BT ERSESL EHDT
gE  [FYSICELHEL, BHIZENEHBLIEL,
3 FECIEY . NBTCHIE EADT=DITAF145L., |ESTENED D, VEHETHE—IGITEND
hmEg  |[FATELTLS, N EEBDSBICRYEN DL
4 WTH2THENLNGNER  BONTHEESES |ESTIREALENGWN, Liobp3EIVTLNVS
=g FTETFTEGVAZLMBEFICONEN,  |H, BLEFTETEAS»NEES,
1+ LFEED1EEOEH
2+, LED2XIIIBEDEH
3+. LEDAEEEDEH
QR EEE
1+. R SD Ra7H-15SD LT

2+,
3+.

BE SDXa7M-2SD LT
B&K SD Aa7»-25SD LLF
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5. FF#EEEE O FTMl: $R1MT—4 KU Child-Pugh score

1. M&T—%

1+, TREROBEEEN2RIILLLEDHONDLD,
2. Child—Pugh score

2+, 7~9m%

3+ 10 ML

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

(HAMERBRBRARERICETIMERBRNEERERENODHRE)

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;EEHIFR: performance status

grade performance status

0 EAER THRFED TEFIRESSFHC L BEALRFICHDEZS.

1 BEDIERDHY, AEFEBIEHIRESZ(TD, 51T B HECEZETES I ZILEN\RE, BHLRLE.

2 HITPHDEYDIEIFTESD BICOULNBDPNSDIEbH D EFHEHIETELZND, BFD50%LL EIFEERBL TS,
3 BORVICHDIEEDIEZTEDH, UILUIENBNHNW, BHRD50%LL EIFFKRL TV,

4 BOEYDIEHTES , BICHEIDV L AREELELLTNVS.

grade performance status

0 BAEA THRFEN TEFIREDIFHLLBEALREICIDEZS.

1 BEOIERDSHY, AEFEBIIFIREZTED, 517, BFEHOEEITES FIZILR\RE, BHLE.

2 HITPHDREYDIEIFTESD BFICOULNBDPNSILEbH D EFHEHIETELZND, BPFD50%LL EIFEERBL TS,
3 BOEVICHIEEDILIETEDD, LIZUIEN B, B HRDS50%LLEIFFKRL TS,

4 BORYDILESHTES, BICNMHBVRBRKELEELTINVS.

1+ PS 1
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2+,
3+.

PS 2 or 3
PS 4
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- E‘EE\H =

RF/EEE |BRE EAEEA EAEE2 BEAEES3
BB S50% - 1+

EEPEIRES - 1+ 2+ 3+
PIAR £ JT EESE - 1+ 2+ 3+
BKEENHIR - 1+ 2+ 3+
EPERTY - 1+ 2+ 3+
FFHeErES - 1+ 2+ 3+

SRS ELYE ) OVEE FE 3 B OIS 31T D A

1. HRAZHICH WD ERER, MEFTRSICE L T, ZEAE LICEBROREN VWSS IR, W
NOREOHDOERANTHZE LI 28\ (72720, YR o 2~ BRERZE Ch > T,
AR H DIZIR5,),

2. IR IZIT D BEIEEASFHIC OV T, EUREFHIERO T TIEREMTOIL TV HIRETH
ST, E¥6 A TRbEWVREZEMIEETZ L 272,

3. B, JEROBEN FRROBEEESFETEL LI LRNWE TH DM, mfERERZ ke
52 EBBERLDIZONWTIE, EEEMROMNRET D,
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298 EIGMEREZR
o #=

1. #H=E
BEEMEREF BEICEVEBEERNSRET IHEERRATHD. BILEERDEERLLT Gross [F.
OmZFFICSAULDEREFZRD. QBEFERE. QXERBELGLEBUEXRDOHELEEZLNDLD
HNRHLNT . @2t LU L TEENRELTNDILEERIT TS, EAETIEDFLITHEVBARELR
EEZ/LIEHN RGO, EEFB A ARERBICETIAETARMORE LIERRZIELEIC
EOFPHINnd,

2. RAE

BEREGRFERELLT. hFAZVINI T /=52 (PRSSNBIEFEENNAE, BERMENI TV
AVEER—(SPINKD) BIFEENKIE. Dt -FHANKIBEN SN D, BERFRIEDE — BT, B
BREMBATON T/ —FUORMMEEHETHD. EERRNICITEMEDONI TS /—FUFEHRE. &
SITTEMAELIZNI T UENT HDEIEBERDE ML B EHIED SERE ST 510 DB {HEE
DFEELTLNS, PRSST BIEFERBICEY . MTLUOFEHRIE-REHIEDTUNSUANELDEN)T
DUDEHRIEMHEDNEL, BRERETIHEZEZAONTLD, LMLENS, SPINK BIRFIZEIT55%
DERE(pN34S ZE)ICKIERRKERF ISBASNTEST . F3FDRRTIREEETTFEELS
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 FA—ILDEOIZRREEBEOCEBFERADELLDEFLZL,

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

5 Fi&
— AR DB HERER [CLERTEGMEERDREEAHVRELECHERHARBARNIEDS, RENRE -FHL
BELLGYOT U0, BN IBEEETEORERFZEERICEHL. QOL [FELETT 5, SHITEIR
PR K B E DRERE RIERT— ﬂx)kl:lcb%inttt/\r ‘F’] 50 {5 90 fEEBETH D BARICEFS
HHAEDLEREICE < BT OEREETRDTNS-RRRE
B 50 5T 7.1%. 70 i T 22.8% THo1=,
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O EHOHEITLELEE

1. BEH
#9 300~400 A
2. HIROHIE

RR(EITMITOOOFHAL - REHLICET2EEFEREICLSIENABEIN TS, )
3. MBEMIEEAE
REESL (FEN B R U R i EER £t S RMEREICEEF D, )
4. REIDEE
WHE
HY (ARVIERDZEEEHY., )
6. EEENLE
OAMEXRELZER1FICIEULEILTNSEA
OBFEN D MBEETR S RIGAVR) B EZ M ELT DM ERREZRDDIGE
FEREEL. WHRET D,
RN IMERETR 2 (COLTIE ., BHE X DZEIEE G135 %E L T BT-PABA(PFD)ZRERA> 1M A i &
FEDET (ERTIS—F, YN—F) RBENFGA—EF—HALRATO—)L. PR 4L DEER
Re BRIHESARERVLGEDEBREREZLLICHREMICENT 5,

O 1R
Eaiie/ NEH - BT M2 SO BEMNNEEEREY S D HA 1T AR R BI<RE6 DREH R ]
MRERKRE EREAXF- XZREZRMEH NEAMZLEH FEHR UEHRCEELT
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<BMEE>

BRMUESEERHDOITEMEER (HEZRVEED)EST. UTOO~@NIEBED>6D%Mm-TI5E.
HBHWNIQ.R. DL TEMH-TIHE . BERHERLZHIND,
OhF4+= 1/7#')7’//—’7/(,0/?557)@{5%03 p.R122H ZEL\L p.N29I ZEMNEBHLND
QI b ERBE2ALLORKEENHD
QLK ELT NDERBE T, KEFBELGEBEEXDOBELEEZONSLDONRHLNLL
@E—HRDIFE. DEKEHLTADEEIL 40 RUTTRELTLS

<ENEThDEE>
AR 2
1. EEMICRMEREREEERLHD,
2. MARIERPIKEERRO ERENH D,
3. BEHK.CT XIE MR CREICEMBEXICHIEERMENH S,
LEESEEH2IEA U LZH L tDERERVEEBEEZRI LD ERMER LT S,
T EERIEREEOSVLD (BET7IS—E. UN—ERE)ERETHENEELL,

BRUESMEX
EHEXOZHAEFE-ST . SEBRXREEERERETILDTHD, ZUIMNNERIZKDI LD EH
BIEINTWAL, BEEERXO—TBLEENDIEEZILND,

X DZEIER

OF G ERTR

QYRR AT R

QORETHLIEMBEREXIEEE

@I RIFRPEERENES

OB IES

®15-80z1 H 60 g L ELHTHR/—)LIRE))DEET DEGERE X LEEL
EEEEFEE

D2 R % DBETE

IBMERIEZ a.b DLTIALEDHLND,
a. OXIEQDHEZF R,
b. ®X(i®d)i’éﬁﬁ")ﬁﬁﬁc‘: @B@BMm>-21EH L,

1EMERERED O IFQDEHZRIRHLND,
BHAIS R A+®u@ :Q@~DDNFhM2IEE3EE U LRI MRE
ROEGFENRDHLND,
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LAMD B SR I SR ER R EBIPMN E DN FAE R A EE

—6&60
Z20.Q00WThIEHT . O~DOVThANH2IEE-3 BB U LFETHEFNNSL. REISHE X ICERT HERFT

ENERSNT . MOESELABEEINIEOEEMEREDHET S, BLHICITINFLIAICEUS 28T EBRLHET
STEMAEELLY,

32 BED 30~ HEB L Thh 2 BEOAELEHIEREXDELFTRERTENDSS. MOEELNE
EINBLD LRSS IEERDE ‘e AsRDELLT. IERVEEREANBETH S THD. 5.
SHMEMEADEERICOVTIE. EHFREENTIBELNH D,

2R DA E
OFHLTERTR
BEZR UTOLWIThALEHLNS,
a. EERNDER,
b. BEEKICH AT HEHGLLVEEDRIKIE,
c. MRCP X% ERCP & fELAICRSASE VT, THEODFER R YRR EECESAICT
HEFICHHT D=0 EEE QAR AR s
—EWLRE DL R,
d. ERCP_fZCCENT, FFEEALNER OCEARLGETLUE THAERIIHEL TV SEE—15
. FBEADTEE LS ESREEDT fﬁ 75 YRR

. N
EHEZSHRE LTOLWThhLEHLNS,
a. MRCP_X & ERCP ZIZHWT., FEEQF B REHICHEEERICFE=THVEILHT I

REEE DA
Rick. FEEDH DA RALIRR. EREDOVT LA,

b. ERCP4ECT IZHEUL\T., BLF o HFd 50 BHOSERETHEDTRAUNLGUVEAEDILIR
FEEDOH K ICEO TR
— R EEROVTANEROEE,

d—USHEUSHIZEWWT. BERDHFEA X IEAREEONSEIO—, XIIEETHEEDFELFE

ITHRREH OB D KT P EHE.
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O BETRRRT R
DR ERE DR FLRECIBRESIND BERECXE/DERICEESN . DELSIEEIR,
WH HEERELTS .
EWEDHR ERESHEL., R/ PDERUT/NER NERIZEHESND,

@M RIFRPEEREDES
LTOWFhhh@BoHond,
a. MAEERAERL TERREICOEYEREREZEA TLEEHHVEIEETRREIET,
b. FRAPERERAERL TEHEICHO-YERHREZEXATLSR.

RN 7 ER
BT-PABA_FRBR<(PFD {EX)THRF PABA #HEtEDBALINGE T2 EEHEROH .
®1 B 60g ULHTH/—LIRE)DIFRT SENEREX (L X EEETFEE

BHISMEXOERFTR
a.b DLWTFhhhEHEND,
aLLFITRY EUS FRR 4 IBEDSH, NXIF 2)ZEL 2 BEUEAROONE, DERIEIEREK
& I 3—(Hyperechoic focilnon—shadowinglor Strands) 2)%Z& Ta—(Lobularity)
FFEEERE T 3—(Hyperechoic MPD margin)
D B EEY5E(Dilated side branches)
b.MRCP X (& ERCP {&T.3 ALLEDHFEEICTRAGHEARDOND,
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*TRAT LD, FEEFEOCHERDTETERIENA DA TS EEL,

*2 M EEER DRIEICIEETIS—C, VA= TV ISR—F 1 HEEHREEOEVLDEAL S,

*3“BT-PABA S{ER(PFD FHER)IZ51THFRF PABA HEFEDIE T " &S, 6 FRRAHEMHEE 70%LL FZL EHEFER T HCEAEELLY,

M BEREEEEFER LIF. AFF I T /=5 U (PRSSNEIEF D p.R122H ZEE p.N29I TE | D) T oAV EE 8—(SPINKDE T

F D pN34S FEL c.194+2T>C EELGE | BRLEDBEENHEIINTLDEDEIET .

<EBEEESE>

1. RMEAREZER1FICIEUEEILTHSEES

2. ENDMBEET 22 RIBAV R B EE R EES DEERIRFERDHDHEE

L1 2OVWTNMI DL EZRE-TIEEEEEELL. HRET D,

=N S BERET 2D TS IEME X DR H ©1.5% L T BT-PABA(PFD)FER I F ERE R {E D
BT @ERT7IS—E, YN—F) RB/N\GA—E—HALRTO—)L, PHEER) GEDREMR L. ARRAE
CRERDLGEDBRFERELLICHRERIICHEMT D,

SRS WT RV ) OVEE FE 3 B OIS 31T D A

1. BABEICHOC D EFER, BEFTRSICE L T, BREE LICEBEOREN VAR, W
NORHObOEHANTHZELIZZ R (7272 L, SEHORR 2 T BRERETH - T,
RARER B DIZIR D, ),

2. IR IZIT D BEIEEASFHIC OV T, EUREFHIERO T TIEREMTOIL TV HIRETH
ST, E¥6 1AM TRbEWVREZEMIENTZ2 L 272,

3. B, JEROBEN FRROBEEESFETEL LIZEZY LRNWE TH DM, mfERERZ ke
52 EBBERLDIZONWTIE, EEEMROMNRET D,
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299 ERAMEERMEAE

1. §}E
ERRMRHIE BEERKRHIE cystic fibrosis: CF, Y AT4vT-T7A4T 00— R) (X, 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
FEAAZELRBRELZGY ., BRBOEELEY  ChETICHRESNIERFERIT 19002000 EEE
HBA. ANEPEICKYSHTHS, ALEGFEREF DBETHL. BESNIBHERVEEENELY,
RAEM B OEF ZIXFALGE SN LN,

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) MR SFAE R DAL FIFRBPFE RINLF—D . vED DY) BRE [LREXMEREDEAS
HEICKYIREOHHEZRESE | FRBBREZEHIZHLBNGMEEEZFESIENERTH S,
FILF—E7IILI7E. KRERNDOBEEHETD DNA 0T 52 LIZ&YEBREZHELZ<T 5. 55k
BIEK(6~7%) DIRALIERZHHLET 5. RIREERBRRZERAICREL, RHICEBRI SN
RE)THD.

5)FEN T EICIXEBERRFEREEZTI. REDEBMRPELZEIICRHEZEAMDLOT, REFR
REGHIENSZ VN RNGEDHILBREFZHATLT. BRELGFH LIV 30~50%Z0\HO)—%
BOLENHD. RERENRIFIZED LB RIEREANET D,

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

Fi&
20442021 % 108 AIRTEFE TIC 95127 fEfI (B 1% 4662 {5, &% 4965 ) DT —EANEREINTHY., F

IEFHMO I RIEEHF9-20240 FTHD, =1L, EHIRDZVERTHRESNZAREDHEE-EX

[CRYFEROBENRAFTN . RAEFDENLFEENSD,

O EHOHEIIVLELEHE

1.

BEH

100 AR

FRDOEEE
FHA(CFTREGTFDEENTLFEETHSHH . REM K OEFICTRRALGIAH LY, )
SRAITEE A E

REESL GHEREDHTH5, )

REDES

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

EREESE

FEJEE Stage N FEX VT Stage=3-2 LI EZFXHRET D,

O 1AM

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

EERME DDA

A. BEERAEK
1. BENGBTE
2. MRERAEK (REEBYRL, RE IR . FRALEET, (FEALEDEFIMN BRI R XEEHF
T %, MTARIRMERZ FIBEXBE LT S, )
3. RREMEALIR
4. RIERE

B. REMR
1. FHEEYAE(CNIRE
EES{E:60mmol/L LLE
IRAR RS 40~59mmol/L (E#6H A RiETIE 30~59mmol/L)
1IEE :39mmol/L LA (£ 65 A K& TIX 29mmol/L LLTF)

2. {ERFEISRA— 200 pg/ge LLFRFEZFEN DDA EET
b,
C. #RIZH
UTDEEZENT S,
VFEAMAHMKEZR. EFEHER. FRIEBREHESSMEER. D a/\UNI - T TEVREREEE

D. EEFHRE
CFTREGFNEE

<gEOhTI)—>
Definite :
1B-1FHFEEMIA U BEORESMEICMZ . A-2 HENEERIBERETTED,
2)B-1 FHEILYAAVREORESEITNA . A1 BN BTRE A3 IREEALVR A4 REEDS
5E2DULETRTED,
3)ABKRIERDSBEVVT M1 DERL. H DD 2DNHEMEHFEREDH S CFTREEXIHERINE
D,
RBPHREBFHEDOWVWITNDTLUIVICEHHEREDHS CFTRIN) T UMD RSN S L,
Probable :
1)B-1FHIEEYMAFVREDOERESEICMA ., A-1 END BT L. XIT A3 FREEALVRONT L
12%&TRTHD,
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2)B-1 FHIRIEYA A VREARFR B THY . A-2 BHEMGITRIFERETT LD,

3)B-1 SFHIBIEMA A VIRENERBEHTHY . A1 EN BT £, A3 RREMRAL IR A-4 RIREDS
2D EETRTID,

4)ABREREERDIBWVT M1 DZERL. B2 1 DDFEBEHEREDH S CFTREERMNFHERSINF-1D,
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<EEERE>
LA DEJSEE Stage 758X FALVT Stage=3-2LL L ZFX R ET 5,

Stage-0 MR EE R URE (B - AT [EEH L

Stage-1 MRHFEENEERIIRE - Hi) EELNEE

Stage-2 MRHEEANPFERTRE E-HE) EELPEFE

Stage-3 MRHFEENEERIIRE & -Hi) EEVEE

KIFRBREELRE (BB EEOEEENELIGHE . JYEFEEDEL\IEE T Stage ZHIM Y 5.

MEREFEEE, 6 MUEDNEAVLATE, FFIREEERE TN % TRl 1 #22 (YFEV) [CEDSVWTHIES
%, 6 mARMDELL RO 6 L TELFRBEERB LT TELLMGEE. ERNRBA T TORRIIE
(Sp0,). XI& CT TOHIEBERFT R (CT DiE{THAEHMAIHE (LM EL X #R) THET 5. FRFEELIL.
LT DEZET., %FEV, A 90% K i DFESIZEIET

. SpO, A% 95% LL . HAHWIHIEE G RN 1 DU EELILEIET  SOHICFRBEEDEEEIELUTD
LIRSS,

%FEV, SpO, (EANSR) HoERE{R T R
EE 90% Ll E FTREL
— >95%
BE 70% L1 E 90% ki - 1~2IBAHY
h s 40% Ll t 70% %Ki 91%LLE 95%LLTF 3~4IEEHAHY
2E 40% XK <91% 5IEEAY
A BREETREREELSHLIGEIL. EEEZ 1 ERELITS,

FEV,; TAEIL 18 mM D 95 mETIE

FEV((L)=0.036 X Hf(cm)-0028 x Z#5 - 1.178 (B14%)

FEV,(L)=0.022 x Bf(cm)-0.022 x 4E#H - 0.005 (% 1t)

BmMD 18 METDH R - REEHFTIE

FEVi(L)=3.347 - 0.1174 X £ &i(&%) + 0.00790 X {F&H(F)Y - 4.831 x HR(m)+2.977 x {(HFRMY (BR)
FEV,(L)=1.842 + 0.00161 X {FH#H(E%)>-3.354 x HEK(m)+ 2357 x (FRMP (XR)
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MBEEARE. [E

XL, =

EXERE. fhike. fB k. M E =R

2 (e S fifi ¢

$) D51

BT D,

FEEBELE(X, BMHAE (Body mass-index) HETFF5EDELNS
Mass Index:BMID) . EEEX ZHFEZEOVVITANM DL EOFETHIET S, EEMIZIE. BMIAMETT 3,

m% PHEENED. HEWIEREF S H T HEEEEDELLDELS, SHICRBEBEDEEEIIUTD
73 éﬁ—g-%)o
&i&
18 i (% \—42 EEE B
RS (% \—t 4 18 2 1LE (BMD fERE B BE
4 )L BMI)
EE 50% L E 22 Lk — —
BBt 5o R AT A4 B
BEEE | 25%LLE 499650 Kif | 18.5 LAk 21922 R fES 5 i EE pEE ~ BT AEZ (Child—
Pugh 548 A)
F1E ZE (Child-Pugh
PR | 10%LUIE 25%KE | 16 LLE 185 R B ST L AR (Chid-Pug
7% B)
FFEEZE (Child—Pugh
5E 109% 3K i 16 K BN A P¥EC) . RIFBEEE
AREERR S
* BEREISXA— <200 k/c
* FFRHE Q@ HD
SRS W FEYE K OVERE By FE O I S B DR R

1. w4k

2. IRBRAMGTEIC

(CHW D EEAIEIR, AP RSB LT, 2

NOEHObDZANTHE LR (272
WATEEZR B DIZIR D, ).

B D EIEE IS OW TR, BUIREFIERO T THREMNMTON TV HRETH

ST, HIE6 AR TR EVIREEZERAHWT5Z L &35,

3. 7ep, IEROIREN b

FLOD ESEE Sy
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MHETEU EIZEE LW ETH DN,

Wik e BB B DO BUE R 2GR I, W
L. %%2%%03%%@%%7%%%@%#?%0’(\ fife

AR IR 2 kLT D




ZERMEIR L DIZHONWTIE., EEEROXG LT 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
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WFERERME P E R D MEE
KIER:

R E P RR R IR T B8 e H 6 RSB R E 4

INER:
MIZhHIROFEEFBR
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@IREXmEDEH
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MWL K O BEIEEE ORI B T 5 BB S

1.

A WO 2 BRIRREAR | fﬁﬁ?ﬁﬁﬁ"’r ZRL T, Wi LI B OBER WA, Wi
NOREO S DZHNTHAE LI RV (7272 L, SiZp ofE 2~ T RERE ThH - T,
PAFREZR B DIZIR D, ),

- ARREBRAGTRIC B D BAEE IS OV L, EUREFREEO T TIHREMTON T HIRETH

ST, HIT 6 22 H H THbEWVIREZ EM 5 28 &35,

C B, JEROBREN LR OEIEESHE T EU LICHEY LRWE TH D0, @R ER & k3

DT ENMEREDIZONWTIR, EREROELE T 5,
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309 EITMEIF IO —XRATANA

O #M=

1.

BE

27TV ER- LRIV R (Unverricht-Lundborg % : ULD) . 574 5% (Lafora 5) R U R IR AZY
REEIA IO —X X TAD A (benign adult familial myoclonus epilepsy : BAFME) [&. EfTEIA /O —X R
TAD A (progressive myoclonus epilepsy:PME) 2L, #8288 9 %, PME (. OFEEEEILLTD
SAIVA—XR QTANARELLTOIA /O —RERVEMRABER AR RIE. Q/NNAEK . DFRENH
REEELZABELTEMTEDRBEE T HERERBFHOMBMTHY . HRBEFZREBRILMMAEIEE
1EDER/NMUNEMA . MELAS 4 MERRF ZEDIFAVRY 7R, MO RYRIRFUELZEDSA
Y —LRGEELET, LML, SSTIEODMNREAINSBERICHKEL TR ALRBLERGMAREL PME
DFEBTHAV Y ITIVIER LU RRILI R, 5745, Eo12. REBARRERIF /0—XX
TADMAZERD,

BHERARREEIAI/O—XZXATANAIGK, BATEWETHEIFIO-XZATANAT. AL
[CHAEL T, BEKTBEETHDOBRRICETT 5. S EGURFITERNEILT S, BIEDOHEN S
TEEIDZMNMERIN T A, REOHAEINSIEETHEH T, S LLVFITERNBIELEELEE
#)1% (Activities of Daily Living: ADL) BME T 5 EMNBALMZAEOTIND, [6]. BHTEED 5L Definite £
&1 Probable QIEHZHZL, N DOEABERBMARRBIENLGIMEE L, [ RE HRE(cortical tremor) |&LYD
HEEMAAIEETH D

2. [RE

DUTTIL)ERIILURRILI R, 2747 RIEERBRELEER (LHERIZEL. BEBARREK
MIAIVO—XATANAEEEROTVERBAETEER(BHER ZET S, BB FIRERORE
FHOEFLLAEFERESN TS, D2 TIJER ILURRILIT KX 21 ITEETHVRAEFY B
(CSTB) DB FER(EPMNIZEDEDNKREHTH D, T7+TIE. £ 90%DEET EPMZA(RA N
B & laforin) & EPM2B(3> 139 & £ malin) wgib\ﬁﬂjéﬂéb‘ 30)@.13{5%0)7?7(_%?&;531’1.
TW5, BERARREMEIAIVO—XXATANATIE, RRAOEEEZT Bl
HEL TRELEEFEFATHAIHADMIB LB RYICIYREEEFEEGY ., SAMDI12, STARDY.
MARCH6, YEAST2, TNRC6A. RAPGEF2 N3RESN TS, TN THBLTAUPAVIZEIFS TTTCA 741
U TTTTA hokid 5 BRVE—MIRZRZRDL BERVICLYFEREERFEELY ., AARTE
SAMD12 h¥ izt %< RULNT TNRC6A. RAPGEF2 h' %\

= fan | — -;

3. R

RIEIL. D TTIWIER VO RRILIEIE6~15 B, 574 5(E7~18 KA. TLTRMER AR R
MIAIO—XZATADAIE. RABRIZRET 5. Vo IT)LUER LURRILTfRES TSR ISRTR D
AITINZ . ETENDEEAICEB I NITZMICENIFEHELLEL, LHL, BICEEIA/O0=—TA
M A (uvenile myoclonic epilepsy: JME) 7% E LD EFINREELIZENH D, SAIVO—XANEILT HE.
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4.

5.

BEEOHK. BEBELNERICED, — A BERARREESIA VO —XRATANARROTHEEES
LTOREFRSAIVO—XR QTANARELLTOIA VD —REELIVRUEBRBRERNKREED2
BN EART, HYEKREEETHOERITETT 0. BREGYRITERNEILT S,

AR
RRICH S HIRAEEETES TANARERLIFID—XRITHTHEETANECILTORE,

IAFENRL T/ NIVER—IL VZHEIRGE) AESF IO —XRE(EFELL) ITESERENE
E15%, DTV ER LU RRILTRESTATRTII Tz VTN RIERZ BAL S $FICHU DT
WER ILORRILVT BT ICEER P REBIESEDIEVIAROBENHD LD D, EEFE
DEFEHIZEAEHAOA—FMICERYTSEELHE. LOALIZIZ U O REAMGERTHESNG
W FBHREBELIZ. WL EEV RIS A IO —REEZEBLIEIEVSIBELH D HE.ESE
ALERILTZSEELRICETALAFI AL, SHIT:EIRK AMPA (o—amino — 3 — hydroxy — 5-
methyl —4 —isoxazolepropionic acid) B4 JLAZVFEZRIK (AMPA ZBEE) MBI THEIRSU/ARILH
REIAI/O—XXOMFIFRENBENIEINREIA TS,

Fi&
EITOREKRLTHLID, T V0TIV ER ILURRILT REO—EITEITH LLEAEL, B E
BEEOHEICKY, RFRERTFETIT SN EHEINT. ST4FRIFT. BETELEYELD,
RERARREEIAVA—XRATADNATIE, IREHRIF /0 —X X3 HHBEEKTIVFA—)LHH
R —RRICEAURIMME T, HICESWMICELEERIELT D,

O BEHDHFECHELEE

1.

BEH
#9 3,000 A
RIRDHIE
TRV TIER LR RIVTROEGTFERETAVY —LEEMRED T T ELHEH AT
HAISNTIND, 745 TlE. )= AR ORH#ELEIEL. BELT V-T2 0RYT L
QY UNERL, MIERNICHARERET O TIHROMEHERSA TS, )
MBRMRERAE
KU (TADARERLIAIO—XRIZHT EERENE LD, )
RHDEE
HEGETHETH D)
HY (ARMTERLFERTRBINF-DEELE)
EREESEE
MEMCERLEESTRESN-EEESHICEOE, BAEBRELFIRZE(CEIT5IG40 TA
MU IDEEERHUERS RUVEEEREIIBRICET2EEXERDICH TS FEMER -ge hE
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EMFEIZAVT. UTOVWTIANIZETHIEEERNRET S,

(G40 TALA IDIEEFHR | ReHIEE T
1REEDES S 1~52T
2BRREDGE 3~5N#
SMEEDEZE 4~5DH
Otz
[FVEAMTADADLUZAREE(C LR EMET 2R TN

LREREY TEPRE RBRZEFHARRTAMA-EBEFEEPHEE % HEMEX
MRARE EiRkEEE #RTADA-BRERtVI—EREEVMREE A LAR

BARDMEEZSR, BRDNEHEESR

LRERIELE ORMMEARTRBEFREWARAN MAEE- REEREZHR

B Joozor)—45—
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<HEITHIAIVO—-XXATADADZEEE>

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

A. fEIR

SAUO—XRX TADARETRIET 5, £<1E6~16 &%

ERARETER (HHER BRXEET S,

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 &
A DEXIE(EX SEP). CREt. Dv—oAvIF7RL—I 2% (jerk-locked averaging: JLA) iE THATHR
RERBDHB,

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

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

E. BIzFHNRE
EPM1(CSTB) DEE

<gWohTIY—>
Definite: AM4IEB +BND1IEH LU E+CHI3+CDI~21 20WLWTFhhEimi-L. EEZE-31D
Probable: AD4IEH +BM1IEH LU E+CHD3+CNDI=~21 20T hhZiFl-L. DOERTRSEKEL
R4 L= D
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2)T7ATIRD L EAE
Definite, Probable Zxf& &9 5,

A. fEIR

CEFAOO0—XR TADAFRETRIET 5. Z<IEX7~18 %
. BERERELEG (SHER) BREET S,

C BERERIT/PIIRNERGEIR. REAEREEENHTT S,
 BEIIRETERLEYELS,

I B S R

B. ¥R
1. I/H D[ E R ROTEERERGISELRFIAI/O—XXDHERT 5,
2. SAYO—XR(F, FIBEFRELHD GL-FRIB O ZET)  TIFTEFITHEELAOTL,
3. SAYO—XRADFENSL T, BICLRABERRRIEITBITI SN H S,

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/IMEDREITE RUS a2 LT 5BIADFREES YT (periodic acid
-Schiff) R BI5E-7I5—HIEHEDEER)

4. TVIWANT7E—E A DET FICRFETHEDORBELIBEICRDIZELNH D,

D. #RIZHT
ZFOMDETHEIAIVO—XRATANAEET DEE. L/ VIR HAN—ERE

E. BEFHRE

009% DR E

EPMAZ2A. EPMAZB IZIEHIZEEZRD 5,

<gEohTI)—>

Definite: AM4EE +BD1EB U E+CHDI=~21 20T hhE#H-L. CDIEE LLIFARIZEEHT-
THD

Probable: AD4EH +BND1EBUE+CHI=21. 20T hhEiEt-L. DOERIT REEELZRIILLI-
S 30)
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3) BEERABEREEHIAIVO—XATANADZ AL
Definite, Probable Zxf& &9 5,

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

B. ¥R
1. REHERIA V0 —XR (RERE)  AEMIRECELUL-SA V0 —XREZ@ERF LIRS, FiRE
THETHIZ 60 MATEDEFHIBILT S, SHUVO——FAELR D5,
2. MRERBERARRE EEE1ERBORE, LBBEEETILEH5,

C. REmR
1. R AR, FPR. RBBEEHEHET 5 ERETBOBRERIKIL
2. RERSMIAVO—XROMR (UTOVWETINETRY) (KRR FFRE L (somatosensory evoked
potential: SEP) D BEAR B DE KIE(EK SEP). C&t. Oov—o0Ovo 7L —U 2% (jerk-locked
averaging: JLA) R CHRITIMKZZEDH S,
3. MEBREHR. BEEEGRICEHOHGEREZROLVD, e FLURICBEDORERE T,

D. #RIZE
ZFOMDETHEIAIVO—XRATANAEET DEE. L/ VIR HANERE

E. EEFHRE

SAMD12. TNRC6A. RAPGEF2 |ZJRRIEERHEH D,

<gEOhTI)—>

—Definite: A-D3EH+B-D1EHB LU LE+CHOLTHIEF2IEH + EF;
f=imf=LI=t®

—Probable: AMIIEH +BN1IEH UL+ CHD221EH%HET-L. DOER T REKRELERNLI-ED
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<EEEDE>
FAHRERLFIRZEEICE 51640 TANAIDEEERHER S RUVEEEREIIREICEITHE
EXERDITETHTEMER B NEE ZHMEFHIZANT. U TOVWTADIIBERETIEEERARET D,

FG40 TADAIDEFTER K1) | BEHEFFHE (CX2)
1REBEDEES 1~52T
2IRFEEDSE 3~5M#
MEEDGZE 4~5DH

(G40 TANA IDIEEFHR (K1) DFEHRZHERDL .. BEHEEETH CX2) DZUMEHERET D,

X1 FAREELFIRZEHEICETS1G40 TAMAIDEEFRHER S

TADARIEDRIATELHEE Fik
INZOFEENBICIEIULHZIGE 1HRIEE
1. BOREMNAICTEIULHDIEE 2fRFEE
N ZORENEIZ2ERIULEHDIEE

1. ADRENAICTIRIRFEDZE SIRIEE
N, ZDRENFEIZ2ZERFEDISE

[CANARIEDEA4T

1 EREFELGVA. EEEEN KON EE

O BHEZXRV. TANRETIN. B0 FRE

N BEEEOREEENT. EETHRME

= BHEREFEZEL.KRICZECHBWNMTAZRY EE

X2 FEMER-REAMEE ZE#EE (2) se HiEFFHE

OHIEICHLTIIUTDIEEZERET %

ORELEEHHAIVFHBAFITSVTRELIRILEBME. 58, MBIGEZEL,

QREMLIRE BIZEARR - FERAFLTVASESIERE) THL BIRET N—+ETHREEFEZT o156
FEELT. EDEEDEFRNIDOEZTDRELZHEYS 5.

1 | BEEZOMMETEROLON. RITEHES ., MHESEZRHD. BEEEFRVHSER

(FEBICHEKD,

OEVILBEEN. FIIOFERE. SHEELRLVW. @ORE. BUAMARZR. HLO
TERFOBEMIS . HEMFHSOQLMEROF A, BIROIREH DV I EHHRHIE
BADSIEENBRMICERD, HDWTEYIZHRKS,

OFBEETLHLEVDALRLLIICHEEETRUHEETEEDIENHES,
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FRHEES. MEEERD. BEEEXIHEEFRIC-—EDOHRER TS,

OMIICERBOENBRENHAIVEELTREELIN. —BXIEEZLELTHEENHS.

OFIZIE. —ATHETESN | BRGAN ZADINDIRENELHZEITHULERETH S,

OTAT 7 OB BEIEERLGLEISMT LD, HAHWIRENERDHLEXANT.E
ARMICES—BAUFZEL TV DELEFEND, BENLGREEZILT CEFTHESA . RRP
FIENEILLI=V T HERBNELDHENH D FRREFERBN DL HAZRITZLL
B BIECHYNE TR, BRMLITH O AREFOP TRENEYICHELNI LA
H5. THDOTURIKIFIFMDNIZELE LI ENTED, EEDANATIFIERD B
BlEAEEIKWV, EREEBEIEECLHES HEEBOR TREYLITHZEOTLEICL
[FD1R0N,

RHES. MMETERO. BEEEXIEHESEFICELVFIREZZTTHY . FICKRLTXE

EELT D,

OMIICRBDENBHT LKL, XIBFEZVELTIHHEEN B,

OBIZIE, HEFONETELELNETEDLDD . AL AN BRI E LG E I 0T
BHENRHETHS, EEMEAFITITLREDTBILINNHIETES, F-. TAT 70T
MEXIERELGLEITBMT HIENTES, REENTIVAIKAETIREDREELT =D
[C.BIELREDXBELELELT S, FRRBNBRNMAD DBEYIZIETEGR, R AR
RIFZLLODEIEZHY FBEETIELL BRNGITHICRENHD, BEEFTOHTOHRE
DB TELNCEDH D, TEIDTURIMD AERS>TLEIZEAH D ARLANKE
WEEKDBROEBILZRLOT L, EREENTERWNEELH D, HEEFDOHTETDIS
[SESHEMTEIZES>TLESZEAH S,

BaES. MMEEZRS. BEEEXIIHEAEZF CELVGIRZZTTEY . BERXIEEZET

®o

ONM IIZRBD EFERENRIT TR,

OBIZIFE. BHLLALEDKRLZ LLBIECHYNETHS, BREMUNEL(ZLL, BEMGHEEN
DIKFEENBLTEY THORYTHARTH YT S, BEEFITEVTITEBOTURA U
DADR—RERESRE =D TLED EMLGHRET, WROBROBIAERLOT L, £HEE
BIIR#THD, BEEFORTEDHITHESEWMTHZEOTLEVNLTH D,

RHES. MMEFTERO. BORYDILEFEAEE XL,

OM JICREBEDLIEXBELNH>THIFEAEH KLY,

OARE- AFTBERFERFICELTE, RN -EERNEOEFICERIIZZVELT S, AEREIC
BLTIE, EEEBEAZEADNEELBERNICTET . FEHFVDDETHD, RELEFIZBT
L EYLGRBEZARLEY. RAMTLREDRECHLOFRRIFLEREMICIITAT. B
XEELELET D,
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LW K OV HEEE B OBIS T 31T 5 B FH

1. WA ZWICHWDEERIER, AT REICRE LT, 2REE RICRBOBEN LWGEEITE, Wi
NOFEO L DOEHANTHZE LI 2\ (72720, Yk oH 2 R~ iRIERE Th - T, il
RARER L DIZIR D, ),

2. PRI IZIT D BEIEEASFHIC OV T, BEUREFHERO T TIERMTOIL TV HIRETH
ST, HIL6 2 HETRLEWVIREAEM>HET2 2L L35,

3. B, JEROBEN FRROBEEESFHET—EL LT LRNWE TH LM, mfRERZ ke
5 EBRBERLDIZHOWTIL, ERERONSRET D,
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