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GFR BT
B G3a RE~ PR 45~59 = AL s
(mL/ T |
E~5EIK
2 G3b P~ R 30~44 FLo B o
sl | rF o o
m) G4 EEET 15~29 o 7r Fr
HEFE
as FKEBEBETR <15 = * =
(ESKD)
S 2 W FRYE K OVERE FE 45 FE D i L DR HIR

1. Jwsehk

(WD ERIR
NOFOLDEHNTHE LI X (7272
REREZR B D

2. InWBIAIC

IIRD)
B D EIERE S

JEIR *ﬁﬁ}ﬂﬁﬁﬁ% ZRL T,

SEAIZ DOV TIE

WL YE BIZRFBEDIREN WG EITIE, W
L. MR O 2 7~ IR T - T, e

WY 7R R FREBLO T CTIRETHOIL TV DIREET,
BT 6 » A CTied BV IREE %E%##mfé LI,
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3. 2B, ERORREN FRROBEELESHETEU EICEY LR NWETH LD, ERERER kT
DT NN REIZONTIR, EEERONSGE T 5,
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288 HOREMEZRXMERERFRZIE

1. #§E

MBEMNEE T S-OITBHERIVNIVETHLHRERFH ., ERECEGETEEVERTELIED
T5. kMDD IEMENTEILLGEoT2Y  FLAS>THEITEN DO TLGY BRICH DL TEE
WMTHAGLETIAEVHOEFEITHERTHS,

COTIHRZIDHEBERFOEEICKY, NIBECREHBRRMEERESE X1/13 B+ (F13) RZ4E (IH
-ECSREMHIRE XD |, 2) B2 RE BRI MERESE VI/8 BF (F8) RZAE (BRRMMKRKFA) 1. 3)
TBECREEERRMET+> 1)L T S REF (von Willebrand factor: VWF) R Z4E (B R EMHERRME T+
2774V T S FF (von Willebrand Disease: VWD) ) |, 4) I B2 RZE MR R M ERESE V/5 BEF (F5) R ZiE
(WhRWEE 5 EAFAUEER—) IDAERRERNRET S,

2. FA
BEHRMARICKDRERFOFEMREE (FVEE2—) P TAENDRERFLDORERS KL DEIC
BREINDE-OICERERFALRONGEN HILDREELDIZEN SN EHBIEN D, SHRAERE
RE-REMOBCRERKRE. BEERE. IR/ DIEEE) 4 >TLSA, ER DRI F BITHFFEME
(ERRENRONSE) THD, EXMICBCMAEL TELEHIITHATH S,

3. fEK

1) BCREMEXME FIS RZETIE, MOBEFLHRSZRNL—MEIGRE (PT. APTT 10&E DR E FfE)
DEFHFVEETEHLEVICEAMHST | BAEMT 5, AOEHOHA LD THAMA - REDH M
DEZLND . FAROEDIEIZTHLHMT AL H S, AICKEICHOTH2OTEMICZAY, P avy
KEFRCTLIH D, BT DELLIC K> THR R GAER (G HHE) NRRED AL H D, HFICiKNES
LHEENOH M TIEMRAERICODECHAHLIMENDOEMTIEBRFRICEVETZREIL, M
LD IEELH D,

2)HCAREMERMFSRZETIE. HMEKRNEELGLEDONZL BALEH LR THMOOHARNLLE
ZHITHIENZVD . MIRFAGEGM F8 RZE) EELGY  EEIAHMITENTH D, 52, BBENR.
MR, BERER I MR BIRH G E &, M@ LAY BEIDTEENBETHS,

3) B REMERRME VWF RZEDHMAERK(E. BHTEETH D, EHlE. BENSBEREDEDET
BAOEEEOHEMIARERARET ZM. FNIRELOEREDHERITEMNLEFEET S, BIZTK
EICHMLTEMmIZAY, 2avIREEFREITIELH D FICKEETEZSNO H M TIXHAZERIC,
DEBOHAHIMERNOHMTIEBRERICEVEEZREIL. BaNEL515845H5.

4)BCREMEXRMY F5S RZEDHMEKIE. BHTEE THIH, REHMCHEEHLAZL,
fllE. BENSHEEDELDETELADEEENDEMIEREEZARARET 5. RELOEREDHETRT
FEFELIELIEFEET S, RICKEICHMLTAMIZRY, Yav 7 iREEZRITELH D, I, FETH
DOEHERHEMESOEENHONRERTHIDOTIENDETHS,
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4. BEE
A. LEIEx
BHDOICIE. FTEDEBERFINETLTLDOEEN O TH S, AIRAMRPN I MEEEE

B HENHD,

1)EHCREMEERRME FIS RZAETIE, HMEIEDH D02 FI13 BIEHFZTHITHENDETH S,
f=f2L. BEMRKIZE DI VEEA—ORBEERBRETENHLD T, FHFHLIZFI3HELLRE D
115510 LT HFETHREEDEE ., BMERADIRNETH D,

2) O REMEBEXRMY F8 RZETIE., FEMEHMICHLTIHEONZIEMELFRE T E2LELH D, 1=
2L, F8 fiFAEEICIERELENIENZ LD T, SEMHILSE VIVT BFHILIEEMEETOrAVEY
BEREFZIRET S (/IR EIEE)

3) B REMERRME VWF RZETIE, HM%E1E&HS7-6HIZ DDAVP $HAL\E VWF &4 5 E F8 B
FEZRET M. EFDECHADELHEIZE>T VWF OEIRBEEFBHNKEELDINDT. ¥
NENDEFDIERIZE>=ERLEENLETH D,

4)ECHREMEXYE F5 RZETEGEHHHEMICHLTERONCLENEFZETINELRDH D, =17
L.F5 RERAIETRSN TGO O T, FHEERFEMTH LUV ILREMD/MR (F5 ZFBHFPIEL) 4
EEH/RETHIENZV EBHEOAEVESN TH, REICHhI->TRELGRABREILETH
%

B. AR PREEE
HeRZEHEXMHERRFRZEDEDRERIEIFATHLIMN. TNZTLOHEBERFICKTHED

RANEMDORERRATHLID T, MEREELTRERLEZNATECMADELEZLEDHILENDH D,

FEBICE->TREINFREDHRMNRLGY | B—HTEERITHEEINLG,

a. BIBERERTAMREDYA(IATART7IRGEDREIMNFIENBUNTHLSIENZ L (REBITRIR
WIGHTIELN)  HEFRTE . MASSE . BRPELENHIEE . BIBTRERTOMREDRELZIEZ D,

b. ABIERMEDEMIZIE)YF T (rituximab) OHAUORKR)Y A, FHFATIUBEDREELE
K9 5 (RREIG TN o

c. BE.SHEAL/7OTYUFE(VIG) (FHREIN TGN, L. BEREMEXRE VWF RZ
FETIE. VWF ZIEEELAVICHBRREESE52EMRH S,

d. LMARICHET DIERIE, ARZ—RHICRET H-OICMERB., RERERELEET D,
¥IZ. B REMERME F5 RZETIE., BEFICZIE F5 MREEZEZRNQ TMBERBREERT SHL
NEEMTHD,

e. A—OY/NTIL,. HOREMHRRM F8 RZIEIZ F8 5 LABFINNFHEDZFIGAICL I BEMRE AR
FELEALN TS,

5. %t

1) HEREMERXME FI13 RZEDFRIFRGN, HlFERITRENE VD THEZETSNS5IAFI 15,
RMEHICHMIEES SF 18] ERICHEYBELTHMES HHHH 18] BELTRAREFOD
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FEBIAFI2E], AR 1 FERFB TRBRADESLNHI2E] . ERHDEFNKSEITHD,

2) BEREMERRME F8 RZMETIF. F8 AoEES—IF, REMFIEEIZEYNSF-AIXERT HENS
WA BT S DG0 F8 BERKAEELTLSILEHY . EHMREZECRADREA
BENMDETHD, RTEF2~3F L HMFELYL R EINFIRERDBRRERENS VDT, BED
EENADETHS.

3) BEREMEXRME VWF RZETIE., BEMGHNET HEGNS BARICERZIET HEFFTEHT
HEN . BRITEHFLTREICOI>TEET DEF L DL, EoI2, WolABBRLI-RICERT
BIEHFILHLHD T, EHPHREZECRAROEBHEENIVLETHD,

4)ECREMERRME F5 RZETH. BRICERISET HEFAISBENGHENET DEFNFEFTEETH
Y. RRICERLTREICHIDTBET DEFBLLELN, oIS, Lo ARBLERICERY HIE
BlLHESNTLNASD T, EHHMREZETCRIFORBEENAVETHD, 4H. BAKRINI-E
SR DERFITH., FREMERNFEONSARERAH LD T, YNGR BBRENLETH D,

O EHOHEIVHELEHE
1. BEH
#3700 A
2. RIADIEHE
T (HEREERREORENETESNIARAINTOAEL,)
3. HEMLAEAE
KHES (FHEFE L REINEIEEAVSH+ 5 CHISATOEL, )
4. REHOEE
PBERRAET. BREBRERYET.)
5. PMREE
HY (FARIVERE B AIR L MS S DB HELE)
6. EEENE
BEVERICEEEME1EL ERILEFEEEMLL. RRET S,

HAMREBERRMREXIBCAEHHEIEABEOMITALID-ODRERELIMEEMNIZEIEHD
YERR )
MRAREKE U XZEZHD FREF LERR —#EAF

BAMEIEM?S BREORBATAFSAIEREZEESR
REE RRERKPNERZE A% BHP—

HAMmMEIEM?S BEfREMELIEFXI/ 18 ZHEAEEREESR
REE UBKRZEZHIFRE? RELER —#HBF
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<EEREE>
1) BCREMBRRMERESE XUI/13 BF (F13) RZAE (1B : B 2 RE M MAE XI: AHXIL/13) DR %
Definite. Probable Zxf&£&9 5,

A. fEIRE
(iBE 1 FLRICRAEL-HMGERLH S,
(2) %X/ BiE5RE F13 RZEDREENEL,
(3) HIAEK DEREREDEL 4FITBED k& T (FME . FlT. R, DAL [TfE->f-Hmb i,
(4) g EZE PR I/MRELRE DBEIIREMNEL,

B. REFR
1. HFEMRBETFIRICET /A 2—DEENH L BELFHE. MIRED 50%LUT),
(DFI3EE.FI3EE  BE. MEELLET,
=L, —BOEH. BIZ L, R F13-B YT 1=vrBERANRE DS TIE . MELE TORLH
O F1I3 HANCLDBEICI O THELLERGHRIAEGESZENH S, FIS EIMDEEDETIE
AHXII/13ZEES thDEH D BRERFOETEHF>TBRE~FEEIET I 558 B EELENE
EfE %2 (disseminated intravascular coagulation:DIC) . EE D EEREIZELZZRIEFISRZIETH
BTENZLY,
(2)F13 LLEH GEE A RIRE) A FI-A YT A=y EERANRREDF LA L DEHITIEETLTL
50 1 F13-B YT 1=y rEERANREDEFI TIIEETHD,
(3)F13-AHTa1=wh FI3-BHT1=whk, F13-A,B, IRE M FISHECHRAEDZSAT tHIRIZK>T.
HRAGIEEFEFTETLTLS,
2. EEZHRARE
(FI3AVEESA—DFETD ™,
BENLGT OB THREECTIVRYAAHEGECLDEEMTLOREREATER (37°C T2
MER) RE DEEERRE T4,
()R FIBEBERMEINEETD .
AL/TOYkE ELISA, A L /00X NEGEDREZHRETH L,
IR FERUNRVEDNRRETHHEL-FRDIMENERH DD T, R ETNICEDREINHIZE
BEICLAIEEFRICEET D,

C. #AlZH
BIGH (XM F13 RZE (ISHTHRERAK) . R F13 RZE [BEMEDE RN EREAEIZS (DIC) . F
fii. sME. BMFGEOMBEMEER. SEFERER. FEE. A/uk-D oS00 LR, BEREMSR
FRECEBUEXREXR. /O0—2R4EE) ] B REMEERRME F8 RZE(RRXMELRRE A) PERMET+
VISR (VW) SEIREE (AVWS) (HICE D REMERXRME VWK (AVWD)) . B REMZRXMESE V/5 BF (F5)
RZIEFREDHDETHEEREMZRER MRLEEERNT D,
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<zZWoHTI)—>
Definite: ADETH+BD1H LU 2-(2)Fi&H=L. CERIILI=ED
Probable: ADE£TH+BD1H LU 2-(1)%iwmf-L. CERRs\ L= D

Possible: ADETH+BD1%&#ET=3+D

<&EmR>
1. — iR ERE
(1) BRRE @RI EE
(2)PT EAPTT: BEIIES
(3) M/MREL: EEIXIEE

2. ZOMOKRE
(1) M/MRA F13-A R E (HAWNE FI35EM) EEFM/IMRERAZLTRAETFEEEENRHEINDLD

T, XM/ EIEHE FI3 RZEDFIEEMEEZRNTDDIZERATH S,

(2)F13 BFREHER: AHXIL/ 13 DA E  BRHBRTHOMNZTESENH D, VI T IV AT
ERHATIE FI3ZEF Y IMERFIO FISHUREDRUELFFEHZHETHEITEOT. R
EDTTHEMBAREIZIE D, 12120 BRETTHEIL AHXI/ 13 [THEMGRT R TIERL,, pREAETIE.
FI3 BN EUNE LR FHAZE T S EICEo T FI3 EHBEEN RIS FI3 FEEEMREE
REFICAIE S HLLLFECEE MEE) LHETED, ChoDRERF, REINLD F13 HEAIDIRE
E MR, BEFOLMEREAEZI TS LTHLERTHS.

2) B REMHBRMERESE VI/8 AT (F8) RZIE (XM ARA) DAL
Definite. Probable X1 & &9 5,

A. ERE
(1)iB% 1 ELRISRELHIUERAHS.
(2)IR¥m AGEGTE F8 RZJE) DRIEEMNZLY,
(3) HMAEK DEREDE AFITBED LM AT (SME. FHii. RE. 72 3%RE) [T mB AL,

(4) UgER R M/MRELZE DBRIR S AL,

B. RER
1. BEMRETFEED/NSA—F—DEELHSGEEIL F8 EH. FS UREEMNEEED 50%LLT),

(1)F8 B (F8:C) . T ELIET

(2)F8 /R E(F8:A)  BEITELIET

(3)F8 LLFMH CEME MEE) - BREEZFLIET
2. EEZWABRE

(DAPTT REREEREBRTIUEES—ETHSD,
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FEBI D MIF LR ERBOMITFESEEICHFTVES LT, ST CT2HMMEL T, S APTT ZAIET 5,
TRZICOTHNIETRZE I TAUEES4—EHE. LRMEICOTHNILTAVEES—E  THHEEHIET
3. 58 M) UIEEBRKERBDOIL—TRA7oFa7ISMTCIE EAERIZAPTT ZHELTHEE
FEOEENROHONSDTENFREE). &HICHERATHS.

(2)F8 412 EE2— (BEHIHIEF) A FET S,

HEAE : —EEDREXFBMIBTICFR A ICEERRUES DO MFLRESL T, 26:/H 37°CTMEL
THhiiETF F8 EHRFAET D (RERFTE), RE2HAFR (F4T 1) EFRELBEER (A/4T2) 1V EES
—hiHY . BEREMRBATIEERENZLOT, BEFS AN 50%EBA-FREELALNTIUEE
A—NilZEEHTHERLY,

(3)in F8 BRI *HHFET D,

FEEEMHAKE, TIHERER (AL /TOYNE ELISA %, A L/7OXMNELGE) ERAVTREFH
[CRHEND,F8 A1oEES—, T hbbhiiE i F8 BEHKD, REFHAZTRESh, MEIZFHE
795 F8 BEMALEBICKRE T HEMNAIRELD T, /. RAEMFIEREZDOMR . EMROHIE S
BBRBRICERATHAILEFIN TS,

*HmGEKEELCGOR F8 BERAGERRYE BRAECHR) LFEETIIENHRESNTLSLDT. A
-(1)EB-1DHVEDIERERMRICEHLL,

C. #AlZH
MRF AGEIGHE F8 RZJE) . EXRMEE V/5 BF (F5) -F8 AR ZIE. £®TH R F8 RZJE (HBFENH
& PR EREIREE (DIC) 43E) . GEEMY) 74094V T SRR (VWD) . BEREMERET+I4LTS
VR (AVWD) . 2 THOZRMETAU D4V TSV ERE (D MERRE . AEMEI/NMRIE ZAE ., FAKARERE
BTRE. Yo\ RITEHIEBEHERELEDRELTRREENHLFEBCREERRETH VLT IUR
FEIREE (AVWS)) . HOREMEREFISRZIE. BCREMEERME F5 RZE. YUV IBENAERELE
B9 5,

<EEohTI)—>
Definite: ADET+BND1H LUV 2-(3)ZiFEI-L. CERRMLIzED
Probable: ADET+BMN1+BM2-(1) XIF2-(2) &=L, CERRIILIzHD
Possible: ADET+BD1&#H=TELD

<BEmMR>

1. — MR RERE
(1) HImEFRE  BE EERE
(2)APTT: WY IER
() M/MRE:BEIXIEER

2. ZOMOBKRE
(1) 74>94)LT S5 FEF Ristocetin cofactor ;&1 (VWF:RCo) : 1@ % . IEEHA UMM (H M)
(2)VWF iR E2(VWF:Ag) B . IEE H AU ETIF NN (K MmEF)
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EHECREUBREIEIAVI4IILITSUREF (WA RZE (B REMHEREIAVI91ILT SRR
(AVWD) ) DAL #

Definite. Probable Zx{& &9 5,

A. FEIREE
(1)BE 1 FLRIZHKELI-HIMEKRLHS.
(2) 74294 T SRR (VWD iZIGE VWF RZ5E) DRIEEHEELY,

(3) HIMER DEREAEL BB ED MR R (FMH. SME. R, DIREE) IS fHE 0,
(4) fusBEIE P/ MREGE DB RIS N0,

B. REMR
1. HFEMIRE T VWF BED/NFA—E—DEEHH S GBE (L VWF Ristocetin cofactor iE& % (VWF:RCo) .
VWF H1RE (VWF:Ag) B E#EED 50%LLT),
(1)FVII/8 ;&M (F8.C) B T HALIIEE
(2)VWF:RCo & VWF:Ag: B [EM&E &LiE D

(3) VWF LbiEM (VWF:RCo/VWF:Ag) - BE IR EEISE EIZREAD
2. EEEZEHABRE

(1)VWF 1> EERA—NTFHET B,

VWF & GP (Glycoprotein)Ib EDEEEAZEET 2H K (A EE2—) BFEET IL. VWFRCo

" Ristocetin—induced platelet agglutination (RIPA) 7w A/ ZRAWV-EEMFLORERESHER(37°CT
2B EIN0ER) CHEEMICIRE 3T 5 EMNTED,

(2)#1 VWF BE R FHET 5.
JERFNE GEEEM) R E. EICHEHR (A L/TOYNEEUSA & A L/VATNEGRE) AL
TREFHIRESND, PR VWF BEHREK(AUEES—) b, REFHAETREEIND,
C. fERI2H

TAUIAIIVT SRR GEIEHE VWF RZHE) . ETOZRMET+ 4L ISV NERERBE(DOERE. X
EIEM/MRIE S AE . FRKERBERE TE. U/ AL BHIBEMRBLE DRELRERENHLHIEED
REMERRMETHUIVTSUNERE) . BECRERERXE FI3 RZE. BEREMERXE F8 RZIE

(BXRMEMERA) . BECREMEBRXRM F5 RZELEXRINT D,
<zZWoAHTI)—>
Definite: ADETH+BD1H KU 2-(2)Fi&H=L. CERIILI=ED

Probable: ADET+BD1H LU 2-(1)&imf=-L. CERRsLI=2D
Possible: ADET+BD1%&#E=LI=tD

<&EMR>
1. — R IMRRERE
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(1) HMmEFRE: ERHDHVIIEE

(2)APTT ZERHHWIIEE

(3) M/MRE: IEE . B H DL

2. ZDHORE

(1)RIPA: IE&E | B 3H AU RN

(2)VWF RILFIY— EEBHANEIERE (BRFEVILFI—RUMHLHNIEEL)

(B)VWF £ 55488 . VWF £ 8 F8 BMEEAIZHREL T BBMICVWF FHLRREEZFRIEL., ZTOEYE,
FRHETETHIEITEST MANSDBRERE (V)T I ATTER AR WIEMEE (PAEHE)
DERELRELTHETTHIENTES, F-FZL. BIREDE T OLFELADEHET AVWD ITHFEMLGATR
TN,

4)BCREMHERRERESE V/5 AF (FO RZIE(WLWHHEE 5 FHFAIoEEA—) D EE
Definite. Probable X & &9 5,

A. EERE
(MBE 1 FLURNICHKEL-ELERLIHS,
(2) I\ KK GEIEM F5 RZE) DRERMNZL,
(3) MK DEREAEL $FITBED LM BT WME . FlT. RS, 2074 E) (- mnbi,
(4) FUEEZE SR M/ MRELE DB RIS HE,

B. REFR
1. FEMRBETF BED/NFA—E—DEENHD GEE (L F5EM. F5 RENELEMBD 50% L TF),
(1)F5 ;&M (F5:.0) : b TELIET
(2)F5 iR E(F5:Ag): BEITELIET
(B)F5 LEEM CESE MFEE) - BEFTELJIET
2. EEZHRARE
(DPTBELUAPTT REREHBRTIUEES—RTH D,

FEBI D3R LR E RO MBASEEICHTESL T, 3T CT2HMMEAL THS PT ELU APTT &
BIET S, FRAZFICTHNILIRZE I TIVEES—2H. LREICHTONIETIEES—E 1T
HEHIET D, BB MUVIEBERAERBEDIL—TR7UoFa7ISUMTIERGERERIC PT LU
APTT ZAIEL TLEEBEOERNZEHONSOTENFREE) . BHIHERATH D,

(2)F5 A EEA— GRENME) N EET S,

HEAE : —EEDREXFRMIBTICFR R ICEERRUES O MFELRESL T, 26:/H 37°CTMIEL

THhioi&TF FoSEMERAET S (NERATE),
(3)I F5 BEMAK *HHFET D,

FEFEEMHIKE, EICHEARER (AL/TOYNE ELISA &, A L/9ONEGE) ZRANWTRESRH

[CHRHEINhE.F5 /VEES—, Tixbbhinil F5 Bk, REFNAETRESNh, MEITE
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FI 55 F5 BEHRFLHBICRET HIENTFIRRLGD T, /me . REIFIFREDOR. BEREOHIE®
RBBERICAERATHLSIEHFIND,

*HIERZEECGVRFS BERARBEFNLSHIFETHIENRESNTLSDT, A-(1)EB-
1DBNEDIFRERRICEDIILN,

C. #AlZH
INTIMREGEGYS F5 RZIE) . £ XM F5-F8 EERZIE. 2TH R F5 RZAE (FBFEMEME NERE
fE{&EF (DIC)Z2E) . GEIRIE) 5 X/10 AFFIORZE. BEREMEERXME FI0 RZE. ETH R F10
RZHE. GEEM) TOMOVEVRZE. BEREMERXETIOMNIVEVRZE. £ TOZXRETAMOVE
URZIE. BEREMERRMY FI13 RZE., MU VIBBERKNERBRLGEEZRNT 5,

<gEohTIN—>
Definite: ADETH+BD1E KUV 2-(3) FiififzL. CERRMLI=ED
Probable: ADE£T+B® 1+BM2-(1) X(F2-(2) &=L, CERNLIZLD
Possible: AD2T+B®D 1 #iit=3+D

<B&EMmR>

1. — R REIRE
(1) HInFERE: @FILIEE
(2)PT BXUV APTT LTER
(3) /M3y BEILIERE

2. ZOMOKRE

W—TRZoFATT IV EEH DN ITRIEFREDHZE L. 1 CL- B 2GPHAKPLIALSAIEY 166 &
AELT.F5 (VEEA—DREDRGETHLATREMZRN T HER,
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<EBEEESE>
BEVERICEFELDO (1)~ A)DWThAZ1ELEEIL-HIZEEFELHARET S,

A=l

1. EfEHM

(1) B anfo7s i I

(2) BEEMG. EEMBOHM (FIZ L, BBEN., EHA.REXAN. [E. WER. BRER.
BAERE. BIERIN . DER., OV R— AV MERBREESFARN K ME)

(BINESVOEUESe/dL U TDEIM&BHDHUME2e/dL U EDRBREAES OELEETED
f=o9 M

(4)24 BFERNIC2EAGLL EDEMH AT FMERE M ZHELT HHH M

2. ByEHMm
FELUSNDETOED **
*  BAREEARE RS H B AT E (UBAT) 18 B 12T 52 LEHR
CERURVERMEOHME. EECELTLEMAEEERTAE

WAL YE K O HAE EE 0 B OIS IS B 1 5 B9

1.

TRZ WO D ERAER . BRAEAT A ISR LT, WA BB ORER 2 W EHEAICIE, W

DEFHDO LD EZMNTHE LA (772 L, HERIR Offi 2 R T IRRIEIRSE Th - T, #Eadn

RE72 b DITIR D),

- JRREBRAATR IZ B D BIEE IS DWW T, YR EZLEEO T TIRREMTON TV HIRETH -

T, HIT6 PAMR TR EWVIREEZEM2HET S Z & &5,

C7eB ERORRED EREOEIEE S T E L LIS LW TH 50, SRRIER kT 5

ZENRMEREDIZHONWTIE., EEEROXIGE T 5,
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325 EHECORERKE

1. #§}=E

BERMEHCRERRE. BRARERICEOLLIEGFERZRRALL. £ EICOIYERYT SREER
HMETDEBHETHS, CCTIH RABRENERINTLSEFEDIE., BRICIHEEHBICIEESN TS,
DVUFAE) U BERE HASMEIREE . TNF SAARBEE AR REE. 05V EREE . Rkt hiEEA. & 1D
FEMREE . P - FEATERSE . IR EE A X - REMRRIE -7V REERBEZIRUV - NLRCARFIE.
ADA2 (Adenosine deaminase 2) RIEFE. THILT 1 -5 T4 —)LIEIEEE (Aicardi-Goutieres Syndrome:
AGS).A20 NTOREIEEZRRET B

NLRCAEEETITIL-1 8 LI-18 WBRIELESh, B EASMD. BHiE. ARMRERX. <
A77— 2 E MR R BERRE R G ERIEVMERZE T S, ADA2RIBAE TIE. EICHBEIRICRKRIEIFEIY .
IEETME S REBIRRICFELUL B HEERERET 5. TANT A I T4 IVIERBETEELDFEETESE
- REIRERDOKAETHY . BENARILRELIBHMLHERERE - BRI 2—TJz0 - o -
RAT TV DEMERFHET D, A20 NTOFEIEIFZ/NIE A20 DHEEEREICLY, REMH MM
A2 THAH TNF-a  IL-6.IL-1 3 ENBRIELESHh REMOBERAT IS, 3. EEE. HLEESH
DR—FyMNRELEREEETHRIET D,

2. [RH

NLRCAEEEL NLRCAD FDHALEBERICLIYRKIET 5. NLRCAIZBARREICEHE I TFT
Y—LDEEDFTHIN, TOREEBEBRERICLYAR/NA—E-1DIEEFRHLENIEIY. IL-18 &
IL-18 ANBEIEE SN RENERL SN D, ADA2RIGIE (X ADA2H FEI—NT % CECRIBIGFERICK
URETIELBALEEEEETHD, BEETIIMmMED ADA2DEEMNEL. MBENTT/OVEED
1BHEMG ERAME RELTRET DATREMEN RSN TINS, — A, ADA2IZIFEAFELTOERAD
HY. HOEREEOREICEIRERFERAOESICLINENEDOREEDETHLREL TS EH
BENTWS, AT AT TAT—IIVERBOEEEGRFELTIX TREXT. RNASEHZA. RNASEHZB,
RNASEH2C. SAMHD1. ADAR. IFIH1 D7 DOMRESIN TS, LWTNEKREEDO KB E RN O KRR
BICEAE5TLEEFTHY.I BAU2—TzO0 DBRIEEICKY RENFRT D, A20 NTOFRLEIE
TNFAIPSBIGF N I—FT5A20 DEEEE TER(N\TOR D)LY E LB AREBHEGRATRIET 5,
A20 & TNF-a OHRRAS T FIVGERR EIZHFEL. COTT FILGEEENGIMIZHELTOS S FT
H5.A20 NTOREEIZHE W TIE TNFAIPS BIZFDOATOEESHERICKY A20 DFEFEHNEL.
INF-a 2T FILUGEDEENERIY. BROREEY MM OIUNBRIELESNRENERIND,

3. fEK
NLRCAEREETIE. RHICHI->THGIT IEHH. EAERD. BEHE. L RHRER L. BiE-0
K- BREREEE NS IAT77—DEMALERBERRELGLE | SRIEREET 5, ADA2RIBET
(. #RYBRY R, ERRBOL A/ —EREOREERK. MERICLIMELCENGEDBZEK., IR
FEK (PDERARFAE R IR EE. FNERMELL) . BEEK. HRBCHEE. sLE. BE
BENEHON, REICHIz>T#ET 5. THILT 1 JTAI—VERBETE, MRFNEE. FiRE.
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5.

FRERERD LR mM/MMRBD Vo= RERAE (TORCH EREE) FHUDIERDM ., ZRIBE., R
HAGEREMRE. TADACEERTERDELETHEEMNEDERKBEEET 5. M/MMRED . BT
PRRE, FREBR LR RIRMERBGENOTARLLTHEEEZRITS LU FiE-BI-BERED
BERRERECEEET)TIM—TRIZHLUL-BEREREDEHLBOONG, WVTILDERED
HEICTEYRENFFRT 510, BEITRHFEMBEZTIETLUTCEELL D, A20 NTOFESEITH
ARAMNG 20 REFTOEEHICRET 5. EEETESCECELGLIN. BRAMRERHHVITBEM
DFEH. REMOERNTIE. BE. EHEICINA . SMEEES . HIEERE. SESEREVNR—F
TYMRROERER S D, £EICEYRENFHEL. BREZNETT 5. F-BRFOCLEMEIIT
TR BEREMEHRXFOECSREREDHELALONSD,

ARE

WINDERBICHLTEHERBF A TRILSNEEEIGOA L1840 IL-18 DB@FEEINHEESN
TLV5 NLRCAEESE TIIH IL- 1 HEI DB UMENIRESN TV D, ADA2KIBAEIZXT LTI, 11 TNF &%
DEDNEETRTHRENEZ TS, £f-. BRBHEIZLDRAN G IN ., ERICE THo-EHI LR
HINTWS, THILT AT T4T—IVERBEICH L TITEN AR EIDORE (T, A20 NTOFEfE
FRIBRERTOMREHKRE, J)LEFY . 1 TNF EELGEDFERNMBESN TSN, A3t IEHEL
LTULVELY, FARIERMRE REISHLTHEUIRA . #HAaM B RBERBICHL T EHEEL
HENTWS, —SDEFIT. 1 IL-1 WFIDFREARESNTLVS,

Fi&

NLRCAEFEETIL. BB K OREMRGZRICNZ . BYRT v/077—UEMEILERBESHLE®
DRERZEFS . ADA2RIBIE TIE, MEREICIDMEELCHIRES. HNEE. BEFEICIIBEL
EDREEEHLFEFRTHD. THILT 4T T4 —)VEERTIX, BRI, TANA. BEEE
BHREBOEOFEFRTHS, WTIDERELEEORENFHEL. ETEORBRESTEHRET S
OEEICEDIFEERNEBILT D, A20 NTORLERFEEICHIDEFRED-HOICEEDETFNE
[FEFSND ARENHITIIRERICIDBENES. BECREBEREBICIDSHBES. VETIT D F
FHEEHMICRDBREFBRENRESNATND, L. WThOKRBELEEEGEFORECERED
BOEINSENGEL, RPBWGTRICEFALGHIDEFET 5.
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6. EEENE(EEHEZBIBRFNRET D)
Barthel Index ZFALVT. 85 AL TEX&RET S,

AR AREFREL S HELEBLTOBREEOL ERMAHERH, BEENE, BRAF
SR B B
FEREE ROAFALRELTRHBENINE K8 TRES

BANIRSES BARUYTFEE, BARNIIITFES
UFEFELE RORFRERESTRMETNEMSE £RE AIFEA
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1)NLRC4 EEEDZMEZE
Definite, Probable Zxf& &9 5,

A. MK
DILHL. ERBHERD
@58

QFitd 2 THFE DG RAE IR

B. REMR
ORAERT R &M
@iniE 1L-18 B
Qv onI7—IE ML EEER

C. EEFHRE
NLRC4 EILFITREFMELEEEZZENHD,

<EZEOHhTIN—>
Definite: AM2IEE +BM2IEE +C&imf-d+HM
Probable:
(HWADQ2IHEB+BM1IEE +C&mf=3 4t 0D
(2)AD1IHB +BM2IEH +C&imf=9 £ 0D
(3)AM1IHEB +BM1IEH +C&imf=3 1D

<S&EMR>
Yl AL
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REMEMBRE B 2/ HRMEEREE X M) 2 IBIEEZFRY T B,
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2) ADA2 R B fE DS T EL 2
Definite, Probable ZX & &9 5,

A. fEIK
DRYIRT FKEH
QEREHIAOL A /—EIRTEE D B S IER
QFFEPEMNLE DFRRIER

B. REMER
OEGRE  Eftt (BICHmE) BEOCBIREDFE
QEBRE  MERDFE
QADA2 SEMRZE : M#Fh ADA2 BEREMDBASHAIET

C. BzFMIRE
CECRIEIRFITHAERAEERZREEGNIBEEATOESTRD S,

<zZWoAHTI)—>
Definite: AQ1IEE +BODQNS5H1EHE +BORXIZCHOLThhEFH =30
Probable: AD1IEE +BOR@XILCHO LT N ME#ET-THD

<LEMRE>
Yl AL
LD EHEREMKRE. 2SR EEHRREEAS X BUERRERUA—FUMNE- S RBIRXGEDIE
BT E RIERFERNT S
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) ITHILT A I T4IT—IVERBEDOZHERE
Definite, Probable Zxf& &9 5,

A. TER
DRAERER (BRI SR TN, )
@EEIER (R, FEIRIE. REHED)

B. REMR
O ERERE(7~VD1EEUL)
7)BERMAEEIE S (WBC=5/mm®, BE L)/ \BRELL)
NEERPAE4—T7zA a0 LR (>61U/mL)
V) BERPARA T T EN(ERICKYD YA TETELD)
QEGREMR EEENA KL (NERIC kD EBEMEILZERRO

C. BEEFHRE
TREX1. RNASEH2B. RNASEH2C. RNASEHZA. SAMHD1. ADAR. IFIH1 ZDEEBEEEEFHOLNTAMIZ
HEEBELZEZRDD,

<EZHOhTIN—>
Definite: AOD+BDORUVQ+CONT A Eim=3+tD
Probable:
(NVAD1IEE+BOQ@+COVThhEHE=TLD
(2)ADD+BOORVQZEHET=F LD

<LEMR>
Yl EAS
D B RAEMRE . ESREFMERFRIEHE X BERPE. VT BRHFEE. CMV-RS -+
VISR -BHEANIRR-HNV & H AR B ERRRAE. BEAID £ R BER B - BN A IRALIE - 1
EEREBERNT D
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Definite., Probable Zxt% &9 5,
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DOREMEHE
QREMHOEAT IS
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CORB(EEBRRRD . BERRD . EEMHARRRBEE)
DORRFERBIE ERRA K FIRSESBERGE)
@BECAZEEBERBCAREERRER. BOREEF 4L

B. BEMR
ORAERT R &1
QfE B Mm%
Qft kIt B e

C. EEFHMRE
TNFAIP3 BInFITHEEBRELZEZRD S,

<zZWoAHTI)—>
Definite: A 2 IEE +B® 1 IBH +C%ifE=9+D
Probable: AD1IEE +C#i&=91D

<&EmR>
el E
fthd B RIEMEE (RiEMHERR. V)AE) D EERAREIRE. TNF 2BRAEEREHAMEEREE.
1&-PEMTAEIR B . PAPA fE{R 3%, Blau fFEIREE/ BEREY LR —2 R 5 1gD EMRH/ A\OVEBEXFT—F
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<EEERE>
R AYST{ : Barthel Index 85 LI TEMEHET S,

BREANE RE
Bi. BBMELGEDEET. REMNFKHRNICENEZS 10
1 BE BANE (FzEAE, BN TEU>THAKLTESS) 5
==V :l 0
BHEF | BiI.JL—F. UL RAMDEELET (BHITEHILED) 15
) NoRyY | BEOBANMBFELIEREET S 10
FAD | BB LIFATRETHHMZFEF LB 5
E ENBFELIEFOTRE 0
B CGEm. B2, ®mEE. OIT4H1Y) 5

3 ER
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B (KRDEE. BIBREZST . R—2 I ERLEEFERALTLSEEEE 0

s FMLE | DEELED)

£ HANB, AEXZSH, KR, RIEKRICNIZET D 5
ENBIERIEFEE 0
5 AB 8 >
MBI E LT T HE 0
45mEl LD BT, HER (BEHF. STREBRO OEAOFEEERMHT 15
6 B 45mU EDNISIT. BITROERZED 10
SITTEEDBZE . ERFICT 45mL L DEETAE o
LEELS 0
Bi. FIVLEDFEROHFEIIR O 10

REER R
7 " NTRFLFEREZET S 5
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Bi.#. 7R F—  EEOEREZET 10
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1. WA ZWICHW D EERER, AR RS L T, 2R RICREBROBENR 2WGEITIE, Wi
NOFHO L DEHNTHZE LI X2 (72721, Uik ofi 2~ iERIERE CTh - T, il
RARER B DIZIR D),

2. IR IZ 3T D EIEEAFHIC OV T, BUREFHERD T TIHERMTOIL TV HIRETH
ST, E¥E6 » AH TR bEWVIREBZEMIHMT 52 L &35,

3. k. JEROBEN FRROBEEESFHET—EL LITEE LRNWE TH DM, mfRER 2k
D ENRERFIZONTIL, EREMRONGEET D,
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330 ERMERERBE/FLEXRIEFFITIREE

1. #=E
[EIFERE (RFEEENSHRE) ETRE(RE. REX) [CKAIEND EEHRORMRELDED
FEM TR E L ARG CHAEERERTEET. ZOPTHAERERERLBEOLEXR MRS
FAITEBENRERMNEERRTH D SR O-OBRADZH. B, AEEET D, /IMEOREHE
ERODZREDEDIEERL

2. FRA
FREETHAT, REOEBEIFBASATOED, ERUEJERFBEIREREDOHREED=OHIC
HLBERBEEZAON REHMDORECIIEFRBIEFELE T REROEFEZRENF—F VHRIZRYE
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EZEHEICEHT D EREFFMTREELWRREDOMREE (EITBRR) (CEYRET DHEHR
ENTLD,

3. fEIK
ERUEKEFEBETIEER 1 ~20 AELH SRR, F7/—EHELE DFRERIBOHOND, LR
ERERLEZHICLTERRENRGY ., BRICEDIELH D, ARMFMATHERECTIEIHEERID
N O R 4 XS PRI P E (WIS, FERIFR) &9, £ MO EHTEAZ VO, EBDAEICIRL
TEEMBOEOIZKRERNBEENRAON, RENF1—IHNBATETICR IMNDILLEL,
EXREFMATREBEDOHADICE, IREICIYTFREHZRD . TOMACEECELY ., REEEIC
BAEZENZW BENTEENCBEDSZSEREVRAZH T THBELAHY . REA LK E LI
Fa—TICELIERNELHERENECRIGMIZEET S,
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BEOEENBMEGE . BRICDOENDL-H. REERODBMNT-ERENRLAS M- LTRE
MIIRESNS, RERBICHLTIELZOKERRMINITHNS, RETIERRETFITHEEEHE/ UL
—UHRERLTZY ZDRICRATUNEBEL TIRAZESFELEA LN TIVD, B TIREED ARICIE
MEEE R B AT EL TERER BRI A UIRAMT B R BEBHEIC LA AEHA DN S,

MEREBEELEABICEVTIE. EEORREL>TVWSDREEFYRL. REREE+2RERLI LT,
R[EZTBETLHFMATHONL BEICH-2EREDAREFHNBETHY ., ZOREITT>EREIC
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OTHATHD, F-. REBEIFFEEITHLL,
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SEVREERICKMENEBIZL SR EBBEEBIE PR EMBIRELS S Z MR LKL MIZE LA
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myHIENFEINS,
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3. MRMEEAE
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BDVEITT BREHIEDEA,)
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6. EEENLE
modified Rankin Scale (mRS) . FEIRDFFER 7 —ILERAWLT. WITNAMNBLUEERRET B,

O thsiRHtT
#A M R B BRI RE R ERIETRE - WM AREE BT SRR A RS ERES NI ES
O 2R IET BEIE
RRMAEE KRETFERLLS— NRABEENE EHR8
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ARMNRRES
UHHEFENE EOBBAY MNEHBK EBES

37



<EEREE>
1) ERMREREEDDEELE
Definite ZxR&ET D,

[UEIREIZLHTREHEDIERL H D,

[EDHEH X ik ([RESEH) . ARBEREXIIID-CT IZLY RERVREXITREZRD S,
ARJRETREBIC—BLTELER[ERBWZRDO D,

ZREDHLDERS

ko N o=

<zZWoHhTI)—>
Definite: 1 ~4%i&-34+D

2) ZERMFEMATHEEEDZEELE
Definite ZX R &9 5,

1. [EREICLDTREEDERLH D,

2. SEERO B X iR (REBEEH) . ARIRRENX(E 3D-CT (&Y., R EIC—HL-FMTICREE
BHB,

3. ZRMEDHLDZERRS,

<zZWoHhT3I)—>
Definite: 1 ~3% &= HD
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<EEESE>

modified Rankin Scale (mRS) . FEIR DM AT —ILEZRAWNT,. WIS ULERTRET S,

A A kRmodified Rankin Scale (mRS) | EE#E

modified Rankin Scale
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E9%
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CEMRTE Lo

EREED 0 ISBED BN EDERDHS.

a » 0O N 2 O

MEEQETREDMREHSHH ., HEETE - BEEFITIKELL,
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NOFHO L DEHNTHZE LI X2 (72721, Uik ofi 2~ iERIERE CTh - T, il
RARER L DIZIR D, ),

2. IR IZ 3T D EIEEAFHIC OV T, BUIREFERO T TIHERMTOIL TV HIRETH
ST, HIL6 2 HE TR b EWVIREA EM2 BT 2L L35,
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1. &

FryRILRUREIE, Yo NG OREBEBERICE - THM O Tohd 20— M0 o/ EHE S & S
THAHAN RED 1 DOEEICRETHEPLME(REE) &, BROBEBITEN DS FOEICH TN,
INBIFERERBOABBENKRECE LS, ZHRDEFvIRILIVIEDSE, ERANILRRDAJLR 8 B
ENALNENERRTHDLDONEHERMELFOEF v RILIUBELTHEICRIISN TERIND,
BEEZHLDEFYYRILIVFEEEA2—O/ X6 MEIZKDREC) U/ HEIR. BMiE DR
KRIEEKZZEL. 2<LDIHFE. BHEORBELSD,

2. [RE
REIETEAT, RROEBTAASN TR,

3. fEK

DU EERR. FTARIE. F2. AR BT AlhHoh ., LECED. ZIE. WIEK. BEE. ME
MOMRZE. i MEAE. BEE. AEELE QMR . RIEHEES. AA 7IAAMF—2 X fRREND
FAE. N EE (FIRIFEEETELRE) BEDEHHEREET S, MRRETIL. E~/NEkEDE
., 50— M0EA =S OJ YU MEE. & CRPMEAHSND, SLDEH THEFT ILAIKRRT74
—EEBMELZRT M. LDH FEE~BEDEN S, G105 —O/F U6 MENA SN, MIEFHD VEGF
HEEERT, M/MRIEIREEZRBLTEML TSI ENZ VD, EEICREBEZMNLERFICEDEDE
RHD BERBRBIIZLDIGE. BER, BT. AMAGETRBRITREL. FEATHKYEETT S,
— Iz, BBOFZELETEMHLEVLESMEICREL. RRICETLTEELT 20 1H5,

4. jaEik

R RAEMGISSCIIEARTRARE I HGELHHIN BERLGEDERERENT 57=0IC
TEBNADDELLGD, EEEOREFERPBEDHZEICIE. HATEETILR=V O (ERRERK
DEVMEE £ ~0.3 me/ke. IEFHERDALNDIHE I 0.5~1 mg/keg IBE) TIEKDBEMEHA . FEKH
WELEOHRARICHET . BEBRVLAMERNEE ., FRREERINROVEEL, BOMGEICEE
KEBREEEATIEEICE M IATTOHAZRET 5, BRRATEIEETH->TH, ATO/FE
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QCKD EEEERNBE—FT Y THRFDELDIHE,
QEEMDMEE A Ao, MEENEEEFFETCMELL,
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Definite ZXR&ET D,

A, SEIR
FEHOMEEICIERLIZ(EE1ecm LLED) YU N\EZEDH B,

B. REMR
DN FE SRR ORBRABAIENTROVT AL DF vy AT HEDOEBEBRICEHRT 5,
1. HFMER Y /NEROIBREER DDENE. BF eI MEDELE, REMRIEDEN,
2. MEMEE: )/ NEROBRK. BREEOREMBAOCERE MEFENRLNEELHD,
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<EEENE>
D~BDNTIMNHKETE2EERNRET S,

DBEBERETM : Barthel Index ZFLVT. 85 ML,

@CKD EEENFE— IV THFDBHLDEE,
CREMDMEENALN, METDEEENFETOELL,

HEEERY ST : Barthel Index

BREAE R
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