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B G3a RE~ PR 45~59 = AL #
(mL/ T
E~BEE
2 G3b PR~ R 30~44 AL o o
/1.73 T
m) G4 EEET 15~29 o 7 Fr
HAER
(ESKD)
SO REYE K OVERE 40 B O i 2 LB

1. wsehk

WS R

AR b DI

2. {RIEBRAMATEIC

Téif“f“

JEIR *ﬁﬁfﬁﬁﬁ"r LT,
NOREHIO S DOZHNTH AL X RV (7272

BT 6 A Tl b BV IR Z R EIWT 5 2 & & 9%,

15

PWrEEHE EIZER RO EDN R WEAEIZIE, W
L. YR ORGE 2 R T iRIEIR S Th - T, e

PEICOWTIR, EUREFEHRDO T TREMTOIL TV HIREET,




3. 2B, ERORREN FRROBEELESHETEU EIZEYL LR NWETH LD, ERERER kT
DT RREREITHONTIR, EREEROSRET 5,

16



288 HOREMEZRXMERERFRZIE

1. #§E

MBEMNEE T S-OITBHERIVNIVETHLHRERFA ., ERECEGETEEWERTELRED
T5. LMDT=-HDIEMENTEILLGEoTY, FLAS>THEITENDOTLGY | BAICH DU TEE
UMTEGE TIAEVHOEFRECTHERTHD.

COTIER. RZTHHRERFOEEICKY. NIBCSREMERRMEERES XI1/13 BF (F13) RZJE (18
- BCREMHIE XD 1. 2)T B2 RE MR RMEERE S VII/8 B F (F8) RZfE (BRI AR A) 1. 3)
TECREEERRMET+> 1)L TS REF (von Willebrand factor: VWF) R Z4E (B R EMEHER R MET+
2724 JLT SRR (von Willebrand Disease:VWD)) 1. 4) I BE RE MR R EESE V/5 BF (F5) RZIE
(WhWEE S5 EAFAUEER—) IDAERRERNRET S,

2. FA
BEHRARICKDRERFOFEMREE (FVEEF—) P TR TN DRERFLDREE SR TEIC
BREINDEOICERERFALRONSGIEN, HMDREELGDIZEEN SN EHERIEN D, SHRGER
RE-REMOBCSRELRKE. BEEERE. TR/ DHBEE) EFEOTLDA . EF DS RITFEFEM
(ERRENRONSEL) THD, ERMICBCIMAELN TELEBIITHATH S,

3. fEK

1) BECREMEXRME FIS RZETIE. MOEFLHRIZANL—MMLIRE (PT. APTT 15E O S E )
DEFHFEVEETIELEVICENIDET . BREMT S, AORSNNES THLIHA-REDLE M
DZLND BAROEDEIZTEHNT AL H D, AICKECHOTIZ2OTEMICAHY., P avy
KEERCTLLH D, HIMT DELLIC K> THRRGAEK (G HHE) NERZD AN H D, HFICKES
CEEAOHMTIEREERRIC MECHAHIMERNOE N TIIBRBRICEVESTZECL. B
ML EDEELH D,

2)BCREMERME FS RZETIE. HMFERNEELZLONZL BRLEH LR FTHMOACHFARNLME
BRI DHIENZVD . MRFRAGEEN F8 RZME) EELZY ., EAETNEMIEENTH D, 52 EBENR.
MIREP . RRREAN I M OE AR ML (. B ELGYBIDTEENRLETHD,

3) BEREMERME VWF RZEDH MK, BHTEETHD EHE. BENSHEEDEDET
BROEEEDHMEREREARET SM. FNIRELOEEDHAEZRTEFNLELET S, RITK
EICHmMLTRMmICRY, SavIiREEREITIEELH D, HICKEESTEENO B M TIXRERRIZ.
DO HZMERNOHE M TIEBERERICEVESERIL, Banstd581H5.

4)ECREMERRME F5 RZEODHMARIE., BHTEZETHAN., REHMPEEEHLAZ L, i
BlE. BENSBIEEDEDETIELDEEEDHMERERAKET 5. RELOEEDHETT
FEHELIELIEFEET %, AICKECHMLTEMIZAY, avREEFRITELH D, 1, FET-H
DFEHIBHMZEECEERNHONRRTHIOTEIENBETHD,
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4. BEE
A. LEIEx
HEDOICIE. FTEDEBERFINETLTODMEENHTHD, Al RAEREPHZIEMEEEE

B HUENHD,

1)EHEREMEERRME FIS RZETIE, HMEIEDHD=HIZ FI13 BEEFZTEHITHENDETHS,
f=f2L. BEMRIZE DI VEEA—DPREEESARBRETENHDD T, EFHLI-FI3NZFLIRELZH
175516, LT AFETHREEDEE ., BMERADIRETHS,

2) B AEMEXM F8 REZETIE. EHMHHEMISH L TIEHECACIENEFZETINELAH D, 1=
2L, F8 fFTFEEICIERIELENIENZ LD T, SEHILSE VIVT AFHHLNIEERIETO OV EY
BEREFIZIRET SRR EIEE)

3) B REMERRME VWF R ZIE T, HiZE1EH D=2 DDAVP H AL\ VWF &5 5k E F8 mfEal
FEZRETEHEFDECHRFADELHEICE>T VWF OEIRBEEFBHNKECELDIDT. £
NENDEFDIERIZE> =B EENLETH S,

4)BCREMBRYE F5 RZETIE., FEMHHMICHLTEOMNIEMEERETIHEAH D, 1=
L. F5 RMEHEAIEHRESA TGO T, FHEEENRH LIV ILEEMD/MR (F5 2B PIZED) A
EEH/RETHIENZN EFBHEEOAEENTH, REIICHhI>TRELGRABELNIVLETH
%

B. HUAIRIE BREREE
HEAEMEERXMEEERFRZEDEDRRIEFHATHIN. ThETNORERFIZHTHED

MAENHMOFRERTHAD T, HEBRELLTRERICTNATECSMADEEZLEDILELNH D,

FEBICE>TREMFEDMENELY | B—HAARITHEREINGL,

a. BIBRERTOAMRELYAIOT+RI7IRGEDRENFENFDNTHIIEN S (B (XRIZ
BISHIELY) , HEPRIR . IUARfE. BREFELEDHLHEE L. BIBERERTAMNEDRSEEZ D,

b. AEIEIMMEDEBIZIX)YF 2T (rituximab) PHAUORKRYY A, THFATIUREDHREELE
B9 5 (RIS L),

c. BE. BAEAL/7ATYUEENVIC) (FHEIN TGN, 7L BEEREMEERXYE VWF RZ
fETIX. VWF ZEEELANLIZHBREESESZEAH D,

d. LLMARICHET HEEE. AT —BHICRETH-OICMERER, REREREZLEET S,
2, BCREMEBRXME F5 RZETIE. REABICZIE F5 #BREEZRLQ TMERBREERTH2E
NEEMTHS,

e. A—Oy/NTlE. BOREMHEXM F8 RZEIC F8 15 LAEMFIZEDLHIGRICLIEREAE
FLEALNTULND,

5. %t

1) BEREEERXME FI138 RZEDFRIFRAGN, HMFERITRENE VD THEEZE SN S6]AFI 15,
SHAICHMIET BN ERICHFYBELTHMES 551AF 18] BELTRARETD
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FEBIAKI2E], FAER 1 FRB TRBRADEGNKI2E] ERHDEFNKSEITHD,

2) BCREMERRME F8 RZETIX. FB /oEES—IF RENTIFEEIZEYNSF-AILERT HENS
WA BT S E1 D0 F8 BERKAEELTLSILEHY . EHMREZECRADREA
BENDETHD. FTEF2~3F LS HMFE LY L REINFFEPOBREELAS DT, BEL
EENABDETHS.

3) HEREMERXM VWF RZETIE., MIEEMGHMZET SN BRICERIET HEFETEET
HEN . BRITEHSLTREICOIDTEET DEFHLDETEN, oI LWoTARBLI-RICENRT
BIEHFILHLHD T, EHHMREZECRABOEBERNIVLETHD,

4)BCREMEXRMEFS RZETE, BRICERISEST DEFISBIEMGHINZT HEFETEHETH
Y. RRICENLTREICOIDTEBET DEFBDGELN oIS L ARBLERICER T HIE
BlLHESNTLNAD T, EHHREZETCRIFOBRBEENVETHD. 6. BARRINI-E
FERDEEHITH, FRHIMERNREHLNSAREEAH LD T, EHHMTREBHRENDLETHS.

O EHOHEIIVHELEE
1. BEH
#7700 A
2. FIHOHE
T (B REERREORENETESNENBBEINTOAEL,)
3. MBEMLAEAE
RFEN (RHEBECREMFIELE AL BN+ RSN TLAEN, )
4. REDES
DEGAET . BREBRERYERT,)
5. BHiEE
HY (FERVEREB AR IEM¥SDOBMELE)
6. EfEENE
BEVERICEEEME1EL ERILEFIZEEMEL. RRET S,

HAMREBERRMREXIBCAEHHEIEABEOMITALID-ODRERELMEEMIZEIEHD
YERR ]
MRAREKE LW XZEZHD FREF LERR —EAF

BAMEIEM?S BXREORBATAFSIEREZEESR
REE RRERKPENERZ A% BHP—B

BAMmMizIEMPYSE BEe®EMHME FXI/13 ZHMEEERZER
REE WUWERXFEZFHBH)FREF RELHE —EAT
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<EEREE>
1) BCREMBRRMERESE XI/13 BF (F13) RZAE (1B : B REMH MR XI: AHXIL/13) DR A
Definite. Probable Zx£&9 5,

A. EERE
(BE1FLRICHREL-EMERLIHS,
(2) XM EEMRE F13 RZEDREEALL,
(3) HMAER DEREREALL $FITBED LM BT GME. FilT. IRE. DEAE) (- Ib7i,
(4) FUBEZE SR I/MREGE DBEIRE L,

B. R&EMR
1. BEMBRETFRBICEATA/NIA—E—DEELNHDS(EEILFEME. LREH 50%LLT),
(DF13EE. FI3HRE B8 . MELLET,
f=f2L. —HOEH. FIZ (L, L F13-B YT 1=—vrE S RANRRDOERF T, FELETORH
P F1I3 HACKDBEICE>THELLEREHFIALGLIENHSH FISEBOEENETIE
AHXII/ 13585, thDEHD BRERFOETZHF>TEE~PEFECET IS ISBEMLENE
EE {& 2% (disseminated intravascular coagulation:DIC) . EE D EELEIZLAIZRIEFIIRZETH
BITENZLY,
(2)F1I3 LLEME GRS R E) M FI-A ST 1=y EERANRREDIF LA L DEHITIEETLTL
50, 1 F13-B YT 1=vrEBERANREDEF TIEEETHS,
(8)F13-AHJaA=yhk FI3-BHYT1=wh FI13-AB, HIRE I FI3 BEHRADZ4T MHRIZK-T.
HRAGIEEFEFTETLTLS,
2. EEZWARE
(FI3 AV EER—DFET D,
BENLGT OB THREECTIVRYAAHEGECKDEEMTLOREREAHER (37°C T2
MRR) RE DEEERRE T4,
()R FIBEBEMENEET D™,
AL/TOYkE ELISA, A L /70X NEGEDREZHRETH L,
IR ERUNVEDNRRETHHEL-FRDIMENERH DD T, RPETNICE D REINGH|ZE
BEICKSIEEFEFRICEET S,

C. #AIZH
BEIR EXRM)FI13 RZIE (1B T DEERAK) . Z R FI13 RZfE B84 MENEEEIZ (DIC) . F
fii. sMe. AMRGE DIKRBEEES. EEFEE. FEE. AN/ vk-2xo S0 L8R, B R EMRE
REBCEBEMEXREGX. /0—UREE) ], BEREMEXRM F8 RZAE (BXMEMERR A) LERMETAU I«
VISR (VW) SEIR B (AVWS) BFICB 2 RZEMER XM VWK (AVWD) ) . B2 REMHEXRMESE v/5 BF (F5)
RZELGEDHMDETH BEREEBRREH MREEZRNT 5,
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<EBWohTI)—>
Definite: ADET+BND1H LUV 2-(2)FiFEI-L. CERRMLIZED
Probable: ADET+BD1H LUV 2-(1)Fi#Ef-L. CERMNLIZED
Possible: ADZT+BND1&i#E=3+HD

<&EmR>
1. — iR ERE
(1) B @RI EE
(2)PT EAPTT: BEITEE
(3) M/NMREL: EEIFXIEE

2. ZDHORE

() M/MRA F13-A R E (HHULE FI135EH) S M/MMrREARLTAE T HEERENREEINLD
T.&XM BB FI3 RZEDAHEEZRNTEDIZEATHS.

(2)F13 BEIR SR AHXI/13 DIADERE . AERBTHOMNITELI LN H D, V)T IVATT
ERRATE. FI3ZEFTHIMBEAD FI3MEEDERECFBHAZHET I LICEST R
EDTFUENBRREIZA D, =20, BRETTHEIE AHXIL/13 [THEML R R TIEAW, B HATE,
F13EMEDEIUNELEFIAZHET S LICL>T FIS EHAEIHERIND, FI3 FHEMREEE
FRFICAIET AL FECGEE  MRE) VA ETES, INLDKREE. REINSD F13 HEIDHRS
EOMHMRE. PEFEOLMAETEZI TS LETLERATHS,

2) BEREMZRRMEESE VII/8 BF (F8) RZIE (BXRMEMAEKRA) DZETRLE
Definite. Probable Zx{& &9 %,

A. fEIRE
(M iBE 1 FLRICRELELERNH S,
(2) Ik ¥% AGEIGTE F8 RZHE) DRIEEMZLY,
(3) HIAEK DEREDZEL $FITBED LM E T (SME . FHlT, IR, DIR74AE) ITfE>F-HmB A,
(4) fugEZE L M/MREGE DBEIIR S LG,

B. REMR
1. FEMWRET P EED/NTA—F—DEENHDCGEE (L F8EME. F8 IRENEEMBD 50%LLTF),
(1)F8 ;&M (F8:C) . b TELIET
(2)F8 /R E(F8:Ag)  BE(TELIET
(3)F8 LEEM CEME MEE) - BEEFZFLUET
2. EEZWARE
(DAPTT REEEREBRTIUEES—ETHSD,
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FEBI D MIF LR ERBOMITESEFEICHFTVES LT, ST CT2HMMEL T, L APTT ZAIET 5,
TRZICOTHNIETRZE I TAUEES—EHE. LMEICOTHNILTAoEES—E I THIEEHIET
3. 56 M VIEERKERBDOIL—TRA7oFaA7ISUMCIE BEAERIZAPTT #HELTHEE
BFRIOERMNROHONDDOT(ENFEIEE). HAICHERATHS.

(2)F8 412 EE2— (BEHIHIEF) AN FET S

HEAE : —EEDREFBMITICFR A ICEERRUEFDMFLESL T, 26/ 37°CTMIEL
THhioi&TF F8 EHRFAET S (RERFTE), RE2BAFR (F4T 1) EFRELBEER (A4T2)1VEESR
—hiHY . ERMENRBATIEEENZLOT, BEFS AN 50%EBA-FREELALNTIUEE
A—NilEEHT HERLY,

(3 F8 BEMK N EET D,

FEEEMHKE, EICHEAREBR (AL /TOYNE ELSA &, A L/9ONEGE) ZRAWTREZH
[CHRHENS.F8 /1VEESA— ThHLEhMEN F8 BEAd. REFMAETRESh, ME(CE
795 F8 BEMALHBICKRE T S EMNAIRELD T, /. RAEMFIEEDOR. EMROHIE A
BBHRICERTHAILEFIA TS,

*HMAEKREELG D F8 BERAGCGEREMEREE K LHEETIENHRESINTLVADT. A
—(1)EB-1DHVBDIFRERRIZEDAEL,

C. #AlZH
MARAGEIGHE F8 RZJE) . £RME V/5 BF(F5)-F8 EARZIE. ETH XM F8 RZ i (1BFEM
& RBRENEIRE (DIC)HE) . GEIEM) 7424 TSURE (VWD) , B RESERRE I+ I4LTS
VR (AVWD) . 2 THOZRMETAU V4V TSV ERE (D MERE . AEBMEM/NMRIS L AE ., FAKIRERE
BTE. Yo\ RITEREIEBEERELEDRELGZRRERELNHLIFEBCREERRETAI(ILTIUR
FEIZEE(AVWS)) . BECREMERMEFI3RZAE. BECREMHRXME FS RZE. YV EERKEZRREGE
ZBRNT 5,

<EBWohTI)—>
Definite: ADET+BND1H LUV 2-(3) ZiEi-L. CERRMLIzED
Probable: AN £ T+BM1+BM2-(1) X(&2-(2) Zilif=L. CERSI LIz D
Possible: ADZT+BND1&i#E=3+HD

<&EmR>

1. — iR MERERE
(1) KM BEILIES
(2)APTT: W IR
() M/MREBEIIEER

2. ZDHOBRE
(1) 74294 )L TS REF Ristocetin cofactor ;&1 (VWF:RCo) ;@& . IEFE &H DU L0 (K MmAF)
(2)VWF fi[RE(VWF:Ag) B HE . IEE H AU MIIEN (K k)
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EHECREURBREMEIAVI(IILITSUREF(WFR) RZE (BB REMHEREIAVI91ILT SRR
(AVWD) ) DES R R

Definite. Probable Zx{& &9 %,

A. fEIRE
() iBE 1 FLRICREL-EDERNH S,
(2) 74294V T SRR (VWD BB VWF RZHE) DRIREDL L,
(3) HMFEARDEEEAZL, FFITBE D IEME T (FAlT, SME. IRE ., 2 RAE) I F-HmbAay,
(4) fugEZE L M/MREGE DBEIIR S LG,

B. BEMR
1. BHEMRET VWF BED/NFA—F—DEENH S (BEIL VWF Ristocetin cofactor ;&% (VWF:RCo) .
VWF Hi[R & (VWF:Ag) AN EZEIBED 50% LA TF),
(1)FVII/8 jEM (F8:C) BT HAHLMIIEE
(2)VWF:RCo & VWF:Ag: @ (L& &Him
(3) VWF LE;EME (VWF:RCo/VWF:Ag) 1 B % ISP EEMOE EIHED
2. EEZWRRE
(1)VWF 1 VEEZ—DFET B
VWF & GP (Glycoprotein)lb EDHEERAZREE T 20 Finik (4 EE4—) BAEFEET IX. VWFRCo
" Ristocetin—induced platelet agglutination (RIPA) 7yt A/ Z ANV EEMIBENDREREHER (37°CT
2FFEINRE) CTHEEMICIRHE T 52 EMNTES,
(2)1 VWF BERARDIEFET S,
JEPFNE GEEEM) kX, EIHEEHER (1L /TOYRNE,ELSA &, A L/9OXNEREE) EAL
TREFHICERHENS, FAEHR VWF BERAK(MUEES—) L, REFMAEATREENS,

C. #AlZH
THUIAIVTSURIE GEIEY VWF RZIE) . ETHOZRMETA 90V ITSUNERE (DMEKRE., A
BREI/DRIE ZAE . FKBRISREIE TIE. Vo N\ IT B HIEEM R B LS ORRGRREENAHSHIERD
REMBRRMETHVAIVIFUNEERE) . B REMEXME FI3 RZE. B REMEXRYE F8 RZE
(BXMORKRA) . BEREMERMYE F5 RZELELRNT S,

<zZWoHTI)—>
Definite: ADETHBD1H KU 2-(2)Fi&H=L. CERAILI=ED

Probable: ADE£T+BD1H LU 2-(1)%imf=-L. CERRsLI=2D
Possible: ADETH+BD1%&i#E=LI=t D

<&EMR>
1. — iRV MK B ERE
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(1) B ERHDHVIIEE

(2)APTT ZERHHWNIIEE

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

2. ZDHORE

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

(2)VWF T)LFI— EEHANWIEE (BRI FEIIILFI—RMH L IERED)

(B)VWF £ 55488 . VWF &8 F8 BMEEAIZHREL T BBMICVWF FHLRREEZFRIEL. ZTOEYNE,
FRHEHETHIEITEST MANSDBRERE (V)T F0 ATTER R OIEMEE (AR HE)
DEBRERELTETETHIENTED, 2L, BIREDQ R T LR HAD EMEIL AVWD (THFEMLGRR
T,

4)BCREMEBERMEERESE V/5 AF(F5RZIE(WHHEE 5 AFAIEEF—) DEEEE
Definite. Probable Zx{& &9 %,

A. EERE
(BE1FLRICHREL-EMERLIHS,
(2)\ZMERGEIEM F5 RZE) DRIEREHMELY,
(3) MR DEREDLE, 4FITBED LM AT (SME . FHii. R, 58S (TfEofzHmB AL,
(4) FUBEZE ORI/ MREGE DBEIREH L,

B. REMR
1. BEMBRETH BEEDNIA—F—DEENHDH(BEIL F5 FME. F5 EENELEED 50% L TF),
(1)F5 ;&M (F5:.0) : b TELIET
(2)F5 iR E(F5:Ag): BEITELIET
(3)F5 LLEM CEE RE)  BEIFIELJET
2. EEZHRARE
(DPT BLUAPTT REREHBRTIUEES—RTH D,

FEI D M3 LR E RO MTFASEFEICHFUESL T, 3T CT2RMMEL THS PT ELU APTT &
BET S, FRSIZHTHNIETRZE I TAUEES—IEH. LRZFICHTHONIETAEES2—E 1 TH
HEHIET D, BB MUVIBERKERBOIL—TR7oFAT7ISUMCIEEEERIC PT LU
APTT #BIEL CHLEBERROERNZRHONSOTENRFEEE) . &AICHEATHD,

(2)F5 A EEA— CRENHME) NEFET 5,

HEAE : —EEDREFBMITICFR A ICEERRUES D MFELESL T, 26/ 37°CTMEL

THhi&TF FoSEMEAET S (NERATE),
(3) Fs BEMK I EET D,

FEEEMHKE, EICHEAREBR (AL /TOYNE ELSA &, A L/9OXNEGE) ZRAWTRESZH

[CHRHEINhE.F5 1VEES—, Tixbbhii F5 Bkt REFNAETRESNh., MEICE
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FI 55 F5 BEHRALHBICRE T HIENFTRRLGD T, TS REIFIFREDOIER. BEROHIE©
RBBERICAERTHLIEHFIND,

*HIERZEECGVG F5 BERERREEMNLSBLFET A ENHMESNTLSD T, A-(1)&B-
1BV ELDIFRERRICEDIEL,

C. #AlZH
INTMR A GEEYS F5 RZJE) . £ XM F5-F8 EERZE. 2 TH R F5 RZAE (FBFEMEME NER
FE{&ZEF (DIC)Z2E) . GEIRIE) 3 X/10 AFFIORZIE. BEREMEERXME FI0 RZE. ETH R F10
RZHE. GEEM) TOMOVEVRZE. BEREMHERETOMIVEVRZE. £ TOZXRETAMOVE
URZIE. BEREMERXRMY FI13 RZE., MU VBBERKMERBRGEEZRNT 5,

<EBWohTI)—>
Definite: ADET+BND1H LUV 2-(3) ZiFEi-L. CERRMLIZED
Probable: AD£T+B® 1+BM2-(1) XIF2-(2) &iff=L. CERNILI=LD
Possible: ADET+B®D 1 Zii=3+HD

<&EmR>

1. — MR RERE
(1) M BERE @B E (LIEE
(2)PT BLU APTT: LT ER
(3) M/MRE:BEIEIER

2. TOMDEBEE

W—TR7oFaA7 T SUDEEHDNILBEREEDIZE (X, 1 CL: B 2GPIH AL AILCHIEY 156G %
BIELT.FS AV EEA—DREDBIEMETHAREEZERN T HERLY,
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<EEESE>
BEIFERICEEHMD (1)~ A)OWFThhE1RUERILFIZEEMNELAIRET B,

1. EfEHIM

(1) BEn pY73 i 1

(2) BEERGI. EEMBOHM (FIZ L, BBERN, EHN. REXAN. [E. WERN. BERER.
BESIE, BEN. DERA., OV /N\—F AV MEREZESHARHME)

()NESJ OEUESe/dL U TOEMBHD U E2g/dL I EDBFELGAET OELERTES
=9 Him

(4)24 BFFERNIC2EAGLL EDE2MH AT FMEREG M Z HE LT HH M

2. ByEHIMm ™

FEUSADETOEM**

*  BARGEARE RS A B M ETAE (UBAT) 38 B 2F 52 LEHR
LOERMRUVERMEOHME, EECELTLEMAEEERTAE

P2 FEYE S OVERSE Sy B O I 2 35 1 2 B 9

.f%w (CHWDERRIER, MAFTREICE LT, BB FICRBOBUEN WA I, WTh
DO DEZHNTHEL LR 2 (7272 L, MR Ofkl 2 < T FRIRIERE Th - T, R r
REZR B DIZIRD.),

.%E%ﬁ% BT DEEESFUCHOW T, BWUREFREERO T CIREMTOIL TV DRETH -
T, E6 AR Tl bEVIREBZ ERSHT 52 &2,

.&%\fﬁ®&E# FEOEIEE NS T B EICEY L WETH D P, mEERERE G T D
TENRER B DIZONTIL, EREMROKNGET 5,
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325 EHECORERE

1. #§}=E

BERMEHCRERRBE. BRRERICEOLLIEGFERZRALL. £ EICOIYERT SREER
HMETDERBHETHS, CCTIH RABENERINTLSEREDISE, BRICIEEH#HBICIEEIN TS,
DVFAE) U BRERE HASMEIREE . TNF SAABEE AR REE. 05 VEREE . RiktEhhiEEA, & 1D
FEMREE . BPIE - FEATEIRSE . LIRME BRI X - REMRKRIE -7V RERF LRV - NLRCAERFIE.
ADA2 (Adenosine deaminase 2) RIBFE. THILT 1 -5 T4 —ILIEIEEE (Aicardi-Goutieres Syndrome:
AGS) . A20 NTOREEEHRET B

NLRCAEEETIXIL-18 LIL-18NBRIFELESN, KB, EAEHRT. BERE. ZLRARER X, <0
A7 —YE ML IR BRI R G EMRIEVMEREE T 5, ADA2RIBIETIX, EITHEIRICRIEMNEIY .
BEME S REBIRRICHELULI- B EREREET D TALTA T TAI—IVEGEHTEEDEEETEE
- REIRERDKAETHY . EBERNAKILRELIEHMLGHERHERN - HRI2—TJz0 - a - $ER&
FATTIODEMEHEET 5, A20 NTORLIEIFA/NIE A20 DHEEERFEICKY ., RIEMEY MM
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