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F1AETITABTII2RR2HIOMEICEEF>TLDA, HREMIZIE 11 KR 78 HIORFRLGE RVCL R
ROMEDERNTIND, f>T. KIMTIERBIEIBEVOD K, RN DBUCEEF>TVSIENEE
=hd,

2. RE

TREXT BIEFDEREICEH>TERID, BB TREXT & %IBERRICHFEL T, MIEICFET 5 DNA BT
RENBETEHLET. ERGREREEINHIL TS, —A . RVCL BEZLE TREXT &, BEFRICHEET
BIEEER A2 (TMD :transmembrane domain) X<z, £E TREX1 ERIIZKEFBEDOBEMELLY.
BALHRESKICHMTIEVDIREEREEZET S, COFER. DNA ZKREUIMHIEE I H1EE/EH
Z 1&78 (HDR: homology—directed repair) B\ fEE SN T, DNA ZREEUIBHIBENEIR T ILNEELEZDS
TS, LHL., [, HEFEERH O RREKFELT R T DOMNILLKRBHATH S,

3. fER

B FEMICE>THEESNT- RVCL-S 78 HINMEHTIL, HBIRMERE X 84% THLI ., FIEFEL
425+81 HTHOT=. KBEBERELLTIE VT KREENREHEIREIL 71%. FHHERE (EEZHE
DFEELZBHE) [ 92%TROT=, B8R CT TIE. 52%ICHRILZERH T, #FFEIRELTIX. tERAT
IR 56% ., FRANEEEREZ M 47% . FEHAEIRHY 39% , B 14% ThH o=, IRIMERELTIE, FFHEAE
BEED 70%., BHEEREED 49%. L1 /—HRE (FFREIRICBEYFSH) A 42% ., BIAS 74%. JHILEH I
M 22% THoT=, Ft=. LBORERNE UL AIEEEN RSN TS,

4. jaEik
RV Wit -35 N I A A
—7 .DNA BISEERRORENRNREDRECETICHAELTODIENTERINTIVS, EEMNK
T—RIEHEND, FREN D IZHEBASNHETIL. DNA EBIELRETIIENEFININE FRIF<ESES
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BRE-AECDONABIGZEITRAARIRELE) X, REMETRITEEL. RIERICEEDIENEE
LUV SoTHEBRBLED. BREBDOFHFCISCTRAIRETHNIE, WITERIT-HEZHET S,

5. %t

RVCL-S SEGIDSE . FETH DA DEM TIE, RIENSIHTETOHEAMIX 9.1£6.7 F£(1-26 &) THD,
ZLDEBIE, HIE 10 FEEETIICEY . KEREDETEEDRINREIN TS, —H. RERDEE
EREFMEICHTANMBEEDOHBLE I+ RITREASATEST . SBROT—2DEBENVLETHD,

O EHHEICHELEIE
1. BEH
10 AKii
2. BROWE
DNA EBIFEDERBMNEHON TS, RRICEILT IHFIXLFTHTHS
3. RMIRES &
RHESL
4. REIDEE
AR 10 EFTEEDEETRICES,
HY (ARVHERDOZEEEHY . BAMBRFRERFE)
6. EEENE
R CHERL-EEHEBNOEEENBEAL. PEFEULZRIRET S,

O 1AM
TR A SESE B B INE DRREABEEL D AN R DA ZEIL)
MERKRE HABRXFRAEARERRAE BR NHFE
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<EOBREZE>
Definite & Probable ZXt& &9 5,

A BRERFTR
20~ 657% D FHIE

B. BEMR
1. BEEEMRITO ., ZHMERERE (X1, 2)
2. RADHETELEL ., BHREEEE . F-(3. FFEESEET 5 (X3)
3. RADHETELRV. MENEEZTIRERMRZE T 5 (X4)
X1:UDTK, FE. BEEOEEDREHEITLLH D,
X2 CTTOZHMARILFERIT. FEHUTHHID, MIHRRBRIERBEZELIEIBRENHLHD T,
SEERCTIRE (FHERE LAY,
X3 EEESEOTL—F1LULICHET S,
X4 IRFAIFRE. RERE - REFE. HARKEF. OCT/OCT-AFICKYRERSNHRVCL-SIZHF
SHR/NMEREEZ RIAREET . LT OREARN XS (FERF AT R - L& T SBEDESR
ThHY . BRDOMRDHTHRAZRET LD TIEARLY,
<A -DHIZHLNLHFTR >
. BN B L5E (retinal telangiectasia)
b. HIEM/NEIARSE (retinal microaneurysm)
. $8fE# B BI (cotton—-wool spot)
d. HIE g H M (preretinal hemorrhage)
e. FAEMENMSDEIEFIRE (fluorescein leakage from retinal blood vessels)
<ETHICHLNDFTR >
f. EHIMMERAZE - J& 4k (capillary dropout/capillary obliteration)
g. HANREE RMAFE- (L E M EE (retinal nonperfusion area/avascular area)
h. AL EE N EEFOHLEK (enlargement of the foveal avascular zone)
i. HIEH LM E (retinal neovascularization)
j. HIEH M (retinal hemorrhage)

o

(¢]

C. BIFMBRE
1. TREXHEGF DRI E (3X5)
2. BEAAREEEEE R (X6)
X5 IOYRILT7—EFHIEREL. CRIFDEEER A DHAEERKER,
X6 RETFHADKESCEFEREEORKELHET 5,

D. #&AIEZM
fthEBERNTED
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X ZFMFEILAE. INIFE., IXIES . CADASIL, HTRATESER/NMER/HAERIZIEEZEAH D, LLTD
SEBITIX, FICTREXTEEFEERRTHRT S,

a. EXGBEREZALD. ATAAR/NLRD IR DR E 75 AE o

b. MESZRELN. NERKECKESRENBICETIIFESRIGUES,

<EHOhTIVN—>

Definite: BD1~3DWWFhh &L, C-1&i#f=7

Probable1: ARUC-2%jmf-L. BM2IEB LI L &i&T-L. DZRITED
Probable2: A% jfif=L. BOL2T#HT-L. DERNTED

Possible: ARUB-1%& 1L, DERNTES

<EEESE>

LUTOROPT, JL—FR2F1IEBEBULE-TEEFEE. JL—R2(XE=SHLAST L—F1%#2IEE U E
=g EEEREE, TNLUNEERELL T, PEEU EEXNFRET S

JL—Fk 0 1 2
FEK
mRS (3% 1) 0 1-2 3-5
BEER MRI EEMRLL BHOKXKBEREHY | EEUMRZESARNEE
w"EHY
BEiaeEE eGFR=60 ml/% 1.73m? | eGFR 30~59 ml/%3> 1.73m? | eGFR<29 ml/%3 1.73m?
Ff=E/ MO F=1E/ MO F=1E/ MmO
REBEE(REB/Crit | BEREA(REA/Crik | SERER (REB/Crit
<0.15) 0.15~0.49) =0.5)
FFigaelEE AST & ALT ANIEEEBHN | AST F1=(F ALT>100U/1 | AST Ef=1% ALT>200U/1
IR M B REMRECEEMRLGL REMRE CRIEMEEIC
FELEVRZRDS

$1:modified Rankin Scale(mRS) [, A TOBE -FRE, FROZTNZTNDFFMRT—ILERALS

H AR modified Rankin Scale (mRS) $II7E B #EE

modified Rankin Scale

SEIZTTRES

EIEMRAEL

BREERK R MR BIRN K ZRUVIKETH S

IR IEH > THEALHEIEE XL
BEDEHDHOFERIIITAS

BREERRCMERIEEH DL, RELEIND
IO TV R OEBICHRITGVVIKETHS

BEDESE:
RIELIRIDEFNETITASDITTIEAL
N BDOEORYDZEIINBIEZLIZITAS

FAE LURTANDIT o TLV=EEOFEBICHIRRIEH
50, BEAFEIIHILTWSIRETHS
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3 | HEEOREE: BV ARARBHEZAALLAEGEICE
Ao DIBZEBEES DM, HITENEEL | NELELT LM BEST. BE. HELAY
[Z1TZ% HDHERF MMLEEIZEINBIZREELGLR

ETHD

4 | HEEIEEDEE: BEST. BE. BELGHOHR. MLGREIS

HITOHFRWEKRIZINIDNDETHS [ZIBIEREES DA, FERME T E D ELL
BLRETHD

5 | EEDESE: BICHEIDNBELELT DRETHS
BEY RBRE. BICHEBERTFYEZLE
E9%

6 | 3L

B AR ZE hF &R
BE-XEN
JEIRTEL .

a » WO N =2 O

RIS ES. BEBENECELVVREDEELHIN. HEEE - BEEEICIKELL,
- BYHEOIXRC. BERODEENDIRELELT S,

BE-REERMALHIDNBZET S,
MBI OMRBER(RERE. PUOHRRELCE) EREET D,
EEMICEROMREERIEELTLS,

% (R)
0. fEfR7L

a s 0N =

fEEDETLHEDFHREH LN, HE4EE - AR EFICKELL,
FFIREZED=OIZEEDRINGE DIERLHS,

FFIRAE RO EEER D5 (FIC73 5. HAWVTEBAREDBEEEFHETEINNELS,
IZEDRE | HAHNERRMGB[EEREFERANDE,

SEVRH AN EREMNCRIEEERANDE,

WL E K OVEE FE OIS I BV D BB HIE

. AN RO D BRI, MRAFT R EICE LT, BARYE LICRBEOE R WAL, W
NOREAO L DEHNTHZE LI 2R\ (72720, Yoz R iRIERE CTh - T,
FATEER B DITIR D, ),

. VBB ST 2 EIEE B OV TIE, MY EFERE O FCIREMTOIL TV AIRETH
ST, FrBEOBENROVGEA, EIT6 20 A M TRLEVIREZ BN 52 & L35,

LR ERORREN FRROEREEMESE T EM RIS LARWETH DN, @R ERE kT 5
ZEPREIR B DIZONTIR, ERERONG LT D,
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S amwYS—EIRE [ ]
O W=

1. BIE
1972 FIZTSUADEERIE Liliane Schnitzler IZ&YRAIHRESNI-FEETHY. BRH, BEiRE
(BAEI%) . BRGEZESIBMEMPHRES L. MAFICEIO—MH [gM(ENIC 1gG) ZRHEHILEH
LT 5, ZEICIZERBMICANSRT—ILEHBEENAV LN EEMSIIHIL TS, RARED
HOXREMKRBELEZON., ERBZERAMRSAUTIE, YVAE) VB E R REIREE (CAPS) L&
EMRPEERBRD—DOLIBEDITOHN TN, CNETITHESN TWLDEFIEIE., tHRTH 700 . &
AT 4 FIEHETHD,

2. [ZE

FEEEEGEFIERESNTELT . FEEHERLEEALONTLS, i IL-1 BEOBUELGENLAT
FRV—LFEHIEDEENRESNTLSH, ByO— 1% 1gM $HDULE 1gG EALDORBEFBHLHNTIE
B STOAFRMAABEENIC MRPI B FORMBRES A INREINFEORENH I, TDE
BIEIBALMTIIAL, MRP3 EIZFDARMBEES 1 VICKHEHRME CAPS LIFRAIESN D, F-. BE
FROBEIO—REIT DT UM (MGUS) R IILToYakb—LAT 0507 v MiE (WM:
Waldenstrém's macroglobulinemia) DEEEL TR D MYDEEEILF L265P ZE(ZDULVT, B HiigtFE
HEAMBES M IDRESNSED|ELHIN . TOREICEITHIERITHSH TIEALY,

3. fEIK

BUHZERBHRED. MRE. BER (B . BREEERD D, RPITEEDEBEERDICEHET
L0 LEMBHIMEXFEDBERTILDETEHTHY . BEXHEIGELEDLLVGENDS,
EEEHOERTIE. EROMECHBRABEDOFHEKIBEEHFHETIN, EROERLZFECLE
BNT4TV)/ARREIERDHEN, MFRZBERIKEBICTEIO—21 gM(FENIC 1gG) ZRHDHLEF
LT D, ZDIEFED . FERICITMRIRE CTHHRREBROBMEKIELZ S CRP SELZREDHD, ILIC. B
B7IH)HRRI7A—ED LREZRBOBIEN. BOUFITZT74— MRl [TTEUETIVTEEERD
%

4. BEE

BUZERPRREDICHLTIRERFIZVEEENTH D, REACEETE. BFICLTIE NSAIDs A H
Wohd, RTASRICEYERDBERSNSFIDZHESNTLSH, BIERADOBEMoREBBOS A
2 (FLF=VDOUE TS mg/BLUL) TOMBGITHERINEL, B TlE, RIEHIEEE (CRP 3 mg/dL
LIF) TQOLEFENBEEDEFTIEIILEFY (RIEERN) B HERIN . RENSE (CRP 3 mg/dL KL
E)T QoL BEENSEDERFITIE IL-1 AERENMHREIN TS, IL-1 AFRELTERRBIZE WL TIEAF
FXTT R IL-1 B8 k) DRKEISH T HEEBMMNEESNTNS, = 7HFUF (-1 FREHE
MEA. BRRARE) LMV TT (0 1L-6 LARKRK., RIEEERN) OBMMELHRESINA TS, 4
H.MGUS [FIRBBREET D300 ABRORREIEESHLY,

5. F&
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FRIFASH TGV, BERICH R T HHELDLELN REDBEICKYTIOM—LREEHT
BIVARID BB, Ff=. #15~20%IZU o/ EMRAME) /B WM, HBHE M BEEEZRAEL-ED
HEDDHHH. TDHEEIE—HREIE MGUS ERIBEESN TS,

O EHOHEIHELREE

1. BEH
#9504

2. BRRDHE
~BA

3. RMLEE A X
HFEXTTH IL-18 HR) BNER, =1L, £EITh USSR AREET SEE 20N, IRAMNE
BURIEREIL SN TLVRLY,

4. REIOEE
HE(BREERZRYEL, BHEORALLD)
HY (ERMNICEDON-ZHEEETICHEUIER. BRUDIFESR BARAEEHEREKEE)

6. EfEESEE
HY (ERMICZEREELLLITRIBIN AR LURBBRROMRE 1 2RI ARMAERLIZEE
EREERV. EERMEXRIRET D)

RO EARRE I DR At RS B O BRI R
HRREE KRATKFAZRESHRH HELE BAR
HRHEE REERAY TEKE &80

THERMEMERESFIVERERRICHTI2EANER. BEZRELE. BTHERELE. 2BEAM54
UHEILICRET AR 1L

HERERE RHAXRFRZREFMEN BEHR /\ASH

HRMEE EEERKE #£HR #FES
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<EEREE>
Definite & Probable Zx{%& &9 3,

A. WZEIER
1. BUERTHRED
2. Boo—2tf 1gM HB0E IgG

B. :B/NIEE

1. RIEMEFHECKT)

2. BUETVV IV REDOEHNMR (BROFEERMbHEL) (%2)

3. REEARTHOERRNIFHEKRE(X3)

4. AIMBkIEZ HSLME CRP SE(X4) (MAHH>THI1IER)

X1 BEMNICHEINLDICES, 38°CULTHICRERRNZWLD, BETRBE—HEIZHLN
BN, RBEDHRFITHEBETIEALY,

X2 BYUFHTS5T74— MRI, RIEBTZILHIKRRAT772—E D LERICEYETESN S,

%3 MFHERMERPHREEEIELTREBESNIERIZEHT S,
T4TV)/ARRFECERLGER DFEILROHIEL,

¥4 1FhEk>10,000/ 4 L HBLMME CRP>3 mg/dL

C. HBRIZH
REREHDWNIIREITHLT
B ARF VIR
DV)AEY) U BER B IRERE (BFIZTy YLD )L XAEIEE)
D E—EnFERETHD B O RIEEREE
EMPHRIE R
o)AT I mEHmMmE &
L5MI)TIM—TR
RS HMEERD (X5)
Boyn—tMsiEsnIJyoicilT
EETHOBEIO—UHRES 0DV ME (MGUS) (3%6)
%5.6 CNODERFIVTNEEHFICLHERHZRONDLDOTHY .. ZOHFKIHINHLELD
TRGWIEEBRTHEDNEETHS,

<#ZHOHhTI—>

Definite: ADETE, BM2IEH (IgM D5 A) H DL I3IEHE (IgG DIHFE) EiFET-L. CERMALI=ED
Probable: AD2TE,. BD1IEH (IgM DIFE) HAHULVE2IEH (IeG DIHFHE) Zil-L. CERALI=ED

<BEESE>
TEOVWThHOZEE-TEDERNRET B,
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1. 38 ELULDOREUHKBEZZEDS

2. BLUFUIT4— MRl TOBUETIV/EREODRHMAR. RIETETILA)KRRI74—ED LR
RHD

3. AMBkIE L (37> 10,000/ 1 L) $H ALK CRP E{E (CRP>3 mg/dL) #:285

4. REBEFEERELTTZIOANR— REEHLI=ESH

L@%E&UETT”H<@@E‘ B oEEFEH

. RAZEICR VSRR, RAST SIS LT, BN LICEEROBEN L WEAICE, W
M®ﬁ%®%@%%wf%%biz@m(tﬁb\%%ﬁ%@ﬁﬁ%ﬁ?%%ﬁﬁ%f&of\%%
AlRE7R b DITIR D),
. TREBIATZ ISR D EIEE SISOV TIE, B R EFHEHO T CIREMTHhN TV HIRETH
ST, FEOBENRNGA ., BT 6 A M T b EVIRREZ EM BT 2 & &35,
LR JEROBREN ERROBEEE NS T EU BICEY LARWE TH DL, R ERE M 5
ZEPRER L DIZONTIE, ERERONG LTS,
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[ ]
SER M M/MRISRER BIE (MM DER VAL S — )b R—1 TEERE)

1. =
EXRMEM/PMREREREER. HERNCHEEIT IEGHERICEYEMERZE-THEREFH THS.
M/MRIEFEER S . I/MREBRIRH . ST FIVEESFLHEDERMGEREICEY ., M/MROBEEENET
TEHELDERENEEN., M/PMRIEFEER GPlb/llla NDERMERIEL LIFHEERE(CLSM/NMREN
fif (GT : Glanzmann Thrombasthenia) &, GPIb/IX/V D RIEHLLIFHEREREICKDIRNILF—IL- R—1)TfE
& (BSS :Bernard-Soulier Syndrome) A%, $1/NAK YRV MAEKREE-TERR L EEGHEETH D,

2. &R

/MRS, MEBGEAIZEEL., EHELZM/MMRAEETHIETIELATHONS, M/MrRTRE
DIA2 T4 ITSURRFDZ AR GPIb/IX/V(CDA2) E AR, M/NMRDEFIZHETHY., 7471/
5% B4K GPllb/llla(CD41/CD61, A2 T4 1) allb B 3) (&, M/MRFERD I RICHETH S,

GT Tl&. GPlb/llla D ERMALEGFERICEY HMERZEET-L. GPlb/llla DEIFZE(FLAERDHK
LN (B%FKiE) 24T 1. HHEEDHKI (20%KiH) £RHHE/4T I, RUKRIET CIIGMHEERELR
HBHEE (A4 ) IZH5ESN D, GPlb/lla DEFIZKY ., M/MREESRDO I EAES S H MIE R
BNnd, —MRICI/MREIZERE TIV/MRIEEEEZZE OGOV, —HBOZEEICE VT m/MrO KE
EF S M/NMREDERDH S, £f- GPlb/lla BIKICIZEEALZLAY, GPlb/lla OEMHILIZBES T 559
F (Kindlin-3, CalDAG-GEFI 72&) MEEFERIZKY . GT A MEKREZE-TIHEELH D,

BSS Tl. EXMTBEFEEIZKS GP/IX/VDEETM/NMROEEINEETSIN ., HIERNTREN
%, BXRI/MRED M/NMREDERES,

3. fEIR
SOEALY BRI SRRSO KR FHM, 2HMm, HREMASDREHmMERH D, XETIE. B
ZAREDDHHEELEL, IktE., TR, DBRFOHMOBIE, LMR#EFEHDLENZ N, EELH
{eEHIMm, MR, EEEREMAEEEZE-3E85H5,

4. JBRE

HIMRIDEWNTEIZETHEFRELZTV., KE MEOEEDOHMIC L TIEEBILEMEITD,
OFEAHL, RHM. B2 ABOEEICIE, FSRF Y LABGERRBEREEZTS, EELH M, FiTeF
O IEMmIZFZm/MREmMZE{TSH. $1 HLA (Human Leukocyte Antigen) 3i{A+>31 HPA (Human Platelet
Antigen) HUAE £ | S5IZH GPIb/Mlla HiAPH GPIb/IX ADHBIEEMNBELELD, GT IZHLT
(. 1) M/MMREMAGIRENBERIITHEAONSESE . X(E, 2) M/MREMAIGIREAALNELY
XI(FFATHSH. EbICI/NMrEMEERET S EN R R (T M/NMREMOERELTE L EHBHESN
BEBEHFITEVT, MMAFEMRE VI RFREABEIGEL D,
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5. %t
H AR (E—AR(Z/DNREAIZ38L, FEEEEBITHET HIERMA RSN, GT.BSS EbICEMFTEIT—AR
BEANELLARNKRELEDOSEN, FPRICEEITIEEAHM, EEEHMICMZ ., B2 AROCERKHM
ADHEHEETHY ., HIMEREZBLEASMDHEEREISHETILELHY,

O EHOHEIILELEE
1. BEH (1986 £2EAE)
GT 222 A.BSS 43 A
2. RIRDOWE
TBH (GPllb/lla, GPIb/IX/V EE D#F MRS M TIEARLY)
3. MRMLAERAE
RMEL (RARBVEEZLGL, URISEE, IM/MREIM ., M2 FERE VI BFREGEDOXHERE)
4. REIDEE
WE (EEICh=2HMmER. Bil<f#ESEHHE)
HY (BARMEIEMPRABEMELE)
6. EfEESEE
SERMEM/PMREEEEREE (M/MMREAERUANILF—IL-R—) TEEGEE) SHEESEESBEOTE
fELL EZBNR DR RET B,

BAREYE WAEBRETIRE
iR E R S (T BRI
HERES SRAY EXERFRGERYR %8 ATHET
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<EOBREZE>
Definite & Probable Zx1%& &9 5,

1) /MR EE A 4E (GT)
A. FEAK-BRERFT R
1. $NREAHDS DY RSN A HMEK (R TR, &-OFAHMm, JAEEHM., MR, $M5-thEk
IF i REAELE)
2. BZ AR, FEHM
3. fiif AP - 7 & b o PR 2

B. BEMAR
1. M/NMRGPIb/MaFIRDRINIEERIET (%1) ., HAWELMM/NMR7IT =AML SGPIb/MaiE LD

RN (FZEBRETERNHD(X2),
2. M/MMRBREEEREICT, VAN FUBREZRDECED2EHE U LD M/MR7 T =X~ (ADPAOI5—
FUBE)IZKBM/MUBREDRINRITERIETERDHSH(%3),

C. EEFHRE
GPIlb (/TGAZB) %5\ EGPIlla (/TGB3) DB FREICTHRHUZEEREZREHIWNIIEEANTOESHE TR
H5,

D. A2 H
BREM/NMREEERRE (RHIME. BEREMETE)

<sgMohTI)—>
Definite: AD1IEB LU EEB-1X(ECEFET-L. DOER T REZRELXRNLIZLD
Probable: AM1IEB UL EEB-2%E-L. DOERITARSKEELFRNLI=DD

<BEFE>

X1 BEAD 20%RFEETEARBRET LTS, BE. TO—HAFAN)—IZTHET %,

X2 BEAD 20%REEERAKEETEST S, BE. 7I=RMNIEEDT4TV /7o HHWNILEMRL
GPllb/lla EREAAPAC- DD I/MRADIEESETO—H A AN —ICTRIET HIEIZEVEHIET B,
FOd=ZRXRELTIL ADP, FAVE Y (PAR-1 RTFK)  a5—4 U BEERTFE(CRP) . PMA (Phorbol 12—
Myristate 13-Acetate) ZEA AL, GT M/MRTIIINSTIZRMNIRED 74TV /70 H DL E
PAC-1 fEEMZERITETLTLS,

X3 M/MRBEREOHERIIEZIITOILENHY . EFERICTITONAZIENEFTLLY, Ff=M/MR
HUEE (10 B/uL Kl TOM/PMMREEE. TNDATEREEZET HAREENH DT, 7O—H (A
P —HBWNTELTFREZLEET D,

%4 GPlb/lla BRIZEE(LFRHELA., GPIb/la ;EFHLS T FILOEEICKY M/NMREDERERETSE
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I 5EE[HMBKIEE AR SAE 3 B (LAD-I) . CalDAG-GEFI RIEFELEIMNELET D, CoDFEER (LM
INREDERT LTI,
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2)N)LF—)L-R— TE{REE (BSS)
A. FER-ERIRFTR
1. $NREAAD S DY RSN S H MR (R FHM, &-OFRE M., EEERMm. MR, 5M5- ik
1 MR E#7%L)
2. BZ AR, FEHM
3. {7 ep - fiiff% Lk o BRI

B. BEMR
1. EXIV/MREFESIU/MRBDZER DD,
2. M/MRGPIb/IXERD RN (EZBHE T ERBHDB (X1),
3. M/MUBRREREICEBVWTIAMFUEREERINT 50, ZTDMO M/NMrR7T =K (ADPXIZ—
TURE)IZKBMIMREEZEDH D (%2),

C. EEFHRE
GPlb (GP1BA, GP1BB)GPIX (P B FREIZTHRMEREZREHAWVIIEEANTOESETEO S (X

3o

D. #iRIZH
BRMEM/NMRIEEEREE (EXIE. B2 RENELLE)
T+ I4LTSUME
S M /MR AME (ITP)
fthDEXREE RI/NMRREDAE (A -~TYDRELRL)

<gWohTIy—>
Definite: AMT1IEE LI EEBD1(TINZ . BD2X [ECEET-L. DOERITARESEEBERIMLI-BD
Probable: AM1IEB LLEEBD1IZIMZBD 3% =L, DOERIT REEEZRNLI=ED

<B&EHIE>
X1 BEAD 20%KGEEZERARRETET S, 8E. JA—H A AN —IZTHES 5,
%2 BSS BETILEYA S M/MRIVFEH L TILE/LIIENH L I/NMREEREREIRETHLHIEN
ZU, M/MUESKEREDHIEIXFEMEERICTITHONAIENEFELLY,
X3 229112 REFET,
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<EEESE>
REFEEUEZBHDORRET D,

B EE 1 EURICEFEHD (% )a~cDWNTAE 1 BLLERILIZCENH D,
HEEE B MIC IR HLGOAY, M/MrEm (B LISERZEHREIE FREGEZNIHEETS

BE)EVELTHZHMmME 1 B ERILECENH D, HLLFIEEMLGEMICEEZANEST OEUE
8g/dL I TOBMERDH-CED B 5,

BRE : ERRICHAELAL,

* EfEH M

a. BEEEIMU. EERESFOLEMBIZIX. FBEA. B, INE., LA, BRERNS)
b. NEJOEES g/dL LTOEBMBHAUNE 24 BEIT2 ¢/dL UEDEELGAETITOEV B TELH-5T

H I

c. HiM 5 24 BEEILIRNIC2EAI L L D2 MH AU I TR MEKEIMZ L EET S

ST R O B AP IS 12 45 1 % R TR

1.

. IRIRBILAIC BT D EIEE Y

AN W D BERIER ., BT AT LT, WA LICRBR O R EN 2 WIGAIE, Wi
SIRIR ORI & T RREIRE TH - T, i

NORHObDZANTHAE LR (2L, %%
FAATREZR B DIZIR D, ) o

k=111l
N\

FIZHOWTIE, BEREFLEHD T CHREMTON TV LIRETH
ST, FFEEOBEN WA, BT 6 22 H M T b BV IRIER BRI EIET 5 2 & &35,

B IEROFEEN FRROBEEENESE T B EICEY LA2WE TH DD, mEERERE kT D
ZERMER L DIZONWTIE, EEREHRONGET D,
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SERMEABAMHESE NREAEBEERG) [ 1]

O HM=

1.

B

SERMEABRBMERESIE. —RIEABRTHIO—ILEEEY /TAXI D I—ILBEOEBBEKEIESE
BROEXRMVGHEREEICKY . BAREBEROPTHAHEN THIRERTEELLIXETTILD
—ILOFHMRRNERNELCFHER. B3R ERESZ5ITECIHRETHD.

FERE-FLREHICIEASSOFEFEFTLNSDEEINSTHERETS TR & S RELIBEICIR
EFADIEEFEER-FEENSZEEINSMEEFERER 102K/ ENH L, FERIE. BEMICITERE
EVIEVBAEOEE, FEX, REBEEREHEGELZRO. ETITNEFEE. FFRE~B1T7 5,

TE. TRRISRISEEDERICERL-EERIHERINTLS, 2056, ENTHERINTLSD
(& HSD3B7 RIBJE. SRD5B1(AKRID1)RABIE .. CYP27A1 RIBHE. CYP7BI RABIE . BAAT RIBAE DSK
BTHD, CHO-ODFHBRELLTE, ROMBFZAVTEERBICHENGESEAERLLIIE
AT7ILaA—IIE ARIORNT ZT74—EE D Hi% (GC/MS: gas chromatography—mass spectrometry) %2
TAROOATRI ST —EE 9% (LC/MS :liquid chromatography—mass spectrometry) CEIE T 5., &k
BIFENLGEERATBRNIBRHEINIGE . BONSEBEOETEGTFERTLEEZHARTS,

RESL ERISELBAERIE. IBE BEEEEF
3B-hydroxy 4°-C,;-steroid G-A4°-38,7 2,12 @ —triol-3S HSD3B7
dehydrogenase/isomerase RIBJE T-A45-38,7a,12 a —triol-3S
A*-3-oxosteroid 5p-reductase RIEJE GCA-4*-3-one SRD5B1

TCA- A*-3-one (AKR1D1)
sterol 27-hydroxylase RiEB%E C,;_THC-3G CYP27AT
(hife s & B AE : CTX) aLRB/—)L
oxysterol 7o—hydroxylase RiBfE T-A4°-3 B8 -0l-3S CYP7B1
bile acid-CoA: aminoacid N~ JEfa G BRI EL BAAT
acyltransferase RIEfE
bile acid-CoA ligase RIBIE e[S N b SLC27A5
o-methylacyl CoA racemase RIBJE C27.DHCA, Gy THCA AMACR
cholesterol 7a-hydroxylase RiEJE LDL aL A TA—)L. B EAERA CYP7AT

2. ’RA

WA, RICTISEEDERICSERL-ARENERESN TS, BABEEIFEBATILATO—ILMSG
17 BEOBRICEIIRBORTYTERET, £HEND, CORBBEROVTANIEENHDHBE. E
BLEAREEESNT . DHRBEY THLIEERTEOCEATILI—ILAERT 5 L1205, BT
TILA—ILETHFEEHBYICE THELRETRDESNTNSA, EABOPREAHENELTATHR
ROREFRICHEICRESNASZEN LA OTND, EEGRTEOEENGINGNE, BITDREN
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BAOL. BETCOEMEEBREEIID ORIABDT S, BIHERSREZORICELLIEFERTE®
B 7L a— L OEBFFHEICHLTEREL D0, FEEZ3IEREIT.

3. fEK

CYP27A1 RIEBFEZEMCTHRBITERE. NRAAICRIET D, BABRERETLEEEATRERICLIFE
HIZKY, FrERBEASOMFE. HEES. £THEOHEELEEET 5, CYP2/AT RIBEILHERE.
LRI SHELZES-THERESNTLES . ZOEKIE—BHET. RAICEVLWTEILATA—)/LM
FEZREC T ENHMON TN BB ELT, ARG -ZLRBHICEASISFHEFEZT MBI NS
MEAEIRAB SR L. ETNERTHRHUBRICREATHADEEIFEER -FEENLZHINSIE
HFEER 2R 5N,

EREEABRAMERED KN ETHOIHEREAISFROAERKT, ETRMOHEEE. FE
K.IRBBEGEETE) . E43Y K RZEOHIERLE THS, SRD5B1 RIBIEE CYP7B1 RIBFEH
ORLGLH BEBRTHNE., BDRICHEENERT D, HSD3B7 RIBEFAIRD 2K BT EIT
(FEEEBIR RS, KE D X DEERD, ILREICHEE LD EITFENED., RERICEARAETHN
(. FFEE~NERET D,

BHFRERE, FEEOREICL >TERITELGSLHN, BEF . HE. BK. BE, HmiEmR. 8§
BEHIREICESHOCERELRETHD, HSD3B7 RIBE TIL. BES5-0/8 M IFREE D ETMNERY
FlbHY . HRALUEICEERADOEEFEE -FEENSEZMICESELHD.

4. BEE

—RIBHERFNDONBLIENTH D, EARMICIE, 3—ILEE (A T77IIR@NTwIV) B 7 /T74HF
O—I)LEE (F/@ATw)L) BE|, a—ILBRET /TA X a—ILBO B A, LEOBEUENRESA TS,
REMNGEDEERSEMNEBAINTWNEDI(X, HSD3B7 RIEFEE SRD5BT RABJEIZXT Ha—ILELE
BlDBEETHD, RFBTIE 2023 F6 AN DERMBTEERBEBEDAEELLTI—ILENERT
ED&IITE otz HSD3B7 RIBAEE SRDSBT RABJE(L . FFHEE N HESTT DRI —ILEES~15 mg/ke/H
$1~3(F&XK 750 mg/B) O /TAFLa—ILEES~15 mg/ke/B 9H2~3(FH&K 600 mg/B)HRED—
RIBTEEEFN OB (EHATR GBI NIE, B FEFEEIRELRRE A AENTIEETH
%, CYP/BIRAEBIE(L. FREE~NDERNEVD, ER BN /TAFO—ILER5ZETI2LTHE
Ao EENSEIET HLEH D CNODKEETIE, —RABHERMEF TS FHEFESE NS
EEL-ELEEISEZNRBHENADBETH D, BAAT RIBETIX. F)33—)LEE 15 mg/kg/B (BAT
FEERELTERESR) DFERARENH D, SLC27A5 RBIETIE. LY TAFLa—)LEES~15 mg/ke/
BE#&59 5,

5 %tk
HSD3B7 RISFER T SRD5B1 RIBJE TIE. FFEEAEITT ARICO— LB/ TAF L O— LB
ED—REABREKTREIARZMB TN EASSFEFEENHEL. ARMAERNAIREEA
UPHREWET D, LWL, REIRRISH L RENENDLFBENDELLD, CYP7BI RIBEEIZD
WTIE, SNFET—REABRERCEINFBABRNTAGEEEZEAONTWV A, BRIy /TAF2
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—ILBEERE T HETRAIFEFESNOEELEMLHBRESN TS, WTHDKREIZE T
L, —RIETEERFITRASSFEFEENRELLRL, £ECO>TRRZRE T SILELN DS,

O ZHOHEITLELEE

1. BE
12 N(BARICTHEELTWSEEER)
2. RIRDHERE

Bt B4 & BUHERE (neutral pathway & acidic pathway) DEIGHEBRERELZ—REDKRELELT H5LD T,
FRERHEYN THIEEEARELLIEA7IIL O—ILOFMEREEIC I REEE £ 5K E,
[REEIEF HSD3B7. SRD5B1, CYP7BI1, BAAT. SRC27A5, AMACR, CYP7AT IZTL a—KR&nb& xR
DEBEZIZEYRET 5,

3. MIRMGAERAE
SRBEHALMCO—REAEEORSENENTHS,

4. REIDEE
LEGETHETHS)
HY (BRERKHBEEZR BRDRHEZERERF.)

6. EfEEREE
ARMEBDEFEENETEREE2LLERRET S,

BASBHERRR BALRERERRER

NNR RS DR DREA M FIRRR IS5 SESUKE L UIZBE QOL DR DO OREHE
FEREE RIAKEAFRELRFRHNRNBENT ZAKE CEER

HEFRE BREXFAERE BAKE HKEH

HEFRE BREXPNRE KB HALE

BREFBRFMEE HAMREBRARER

IFAOEAMEHERRBEORYMN QOL M LEL/NREANSD Y — LL ARG ERKFIEE)
MERKRE EREREHKE R BOEE

SHEBRE ABRXRKF/NER BRKEEE

EEFBHFARE HAMKBEBRARSE

FFERRD)—=V TR REEZEORRRBEEEDORARICO 2B BAFIBELIRE
(B9 581

MERRE BAKRZREREGHREMARI/NERZEE KiF PR
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<EEREE>
Definite & Probable Zxt%& &35,

A FEERUTD351D2ULNERERDH D)
1. BESSHHEE
2. FFREX

3. [REBE (EBETE)

4. KEENFR.EER

5. 2L miER., &

B. Mi&KRE
1. BEEEYILEY (D-Bil) AST.ALT A ERLTLVS
2. MiEHRBTEE (STBA)AEE., ¥ -GTP AEEMEELEFRL TS
3. STBAN LR, y-GTPAEEMEELFLTLS
4. STBANER. r-GTPALFRLTLS
5. % LDL AL X7A—/L(LDL-C) . FH4RE (TG) M EFL TS

< HSD3B7 RI&fE . SRD5B1 RABJE . CYP7B1 RABFE >
1+2%2BH5
< BAAT RA8JE . SLC27A5 RiEfE >
1+3%8BH5
< AMACR RiI84E >
1+4%8H5
< CYP7AT RIBJE >
1+5%BH5

T-Bil >0.5mg/dL,. AST >40U/L. ALT >45U/L
STBA <10 # mol/L, ¥ -GTP <70U/L

STBA >10 # mol/L, ¥ -GTP <70U/L

STBA >10 g mol/L, ¥ -GTP >70U/L

5. LDL-C >180mg/dL. TG >150mg/dL

E VT hbaRATOHKIE

P wnNn =

C. RABLLIEmeE)E+EE S 47
<HSD3B7 RI&JE .. SRD5B1 RIEFE . CYP7B1 RIGJE . AMACR RAGHE >
RERENEEBEABIIEAT7ILa—ILLEREOLENEDHOND,
< BAAT RA8JE . SLC27A5 RiEfE >
FAEREABIEED ERNROLNS,
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D. BEFHRE
EXREEABRARMHERECIEREETEGFIRESINTEY. REEIEF HSD3B7. SRD5BI.
CYP7BI1, BAAT. SRC27A5. AMACR, CYP7AIIZLYaA—RENBEBRDEMEEIZIYRET S, j8it
BAMBERNEODNIEBOETEGLTFEHEIL. FEEERLIIIEENTOEERORHWER

ZIRHT D,

<gWohTa—>
HSD3B7 RABHE . SRDSB1 RIBJE . CYP7B1 RABJE . AMACR RABFE . BAAT RABIE . SLC27A5 RIBJE
Definite: AM1IEB UL E, DB, DZFifEf-9
Probable: AM1IEE LIk, DB, C&Eiif-9

CYPJAT RIB%E
Definite: A T1IEB LI E. ™ DB, DZ&jE=9

<EEESE>
PDEEZH-TELDITDONT, UTOXIIICHTEL EEFE2LULEZXNRET D,

EEESEE. UTOEEEHEERBICIVHET .

(EEEHIEER]
1. BB 50D IKEE
1+, FRMLTEEREZROL0D
1+, —RIETEABEETDOLO CRERTREMNHELXLTLSED)

2. Ziim
14+, HIER. BEMOS55—DXIIEHERH DN ABREELLL
2+. HIf@Em, EMO56EEBEVELTDIDE—DOXEEHEZRDDS
3+ CAEICIEML, HEREELTHMNEET S

3. KEREBNOEAEEEEEEDRIT)
1+. TRRRD1EBEDEH
2+ TRERD2XIIEEDEH
3+. TRRRDIBEEDEH

KRIEEE(BROEAEEEEEEDRDT)

R B DR W EIDIEIR

0 FEAE . HBDIWRXESEAERLE | FEAE. HDVWEEEAZRLEL,
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7L LYo

1 BFICARLXTHH HITHHECTH | MERHOTANITEND . HITEHL THY
B HigTES, FETHREL, KKEND,

2 FRICIEZFEANE BOCKEE, —ES | 20 EHEHLED . MHERSED, EH
BE SFY. HFEYKITESAEL, D=HIZERREH DI LT,

3 FEIEY . ARITHED FEA DO | ECTEIN RO D, UENET HE—IGIEIR

PEE | 1547L. ATHTLS, NEN BEHEOSBICRYLGHASM,

4 WTHDTHELLNABNER , MNT | FESTIZFEALERNGL, L&oBp5HINT

=E LEBSESTETEFTERYLTEM | LD, IKEFTEFT EAD RS,
BHLFITOMLY,
4. FRESE

1+. B& SD Xa7H-15SD LLF
2+. & SD Ra7H-2SD L'F
3+. H&K SD Ra7Hm-255D LT

5. FFHEEREE Ol M& T —2 R ER

OMmET—%

1+. TRROMBEREDHFFEEEM RINDAEBHONDLD
2+. TREROMABREDHFEREEN2RIIULBOHONDSID
3+. TRERDMARENDEEEEMNM RINLULEDHOND LD

QIER

1+, FTRROBEKXIREZROHENDED
2+. TRROBAKRIIHEDFEFEDEREZZEDHLHLD
3+. TERDEAKXIIMENEEREZRHDHLD

BREIEB/EBRKRAR H#EfE TEEODEE EBEERE
mEFEHREYILEY 0.3~1.2 20 Ll E 30T 30
(mg/dL)
mE7IVIZV 42~51 SOUE3SUT 3.0 K
(g/dL)(BCG ;%)
m/MR%EK 13~35 5Lk 10 Xiis 5K
(B/uL)

JorarE U 70 #8~130 4OLUETOLUT 40 K
(PT) (%)

25-EFAFESRIDD 20 {8 12 E20LLTF 12 Rl
(ng/mL)
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fEK — fEkdHY HntEKHY
[Rithd — 1B IRELLE

6. BIK;EENHIPR (performance status)
1+. FTEEROAITHZETHLD
2+. FTRERDIXIFTITHHTEID
3+. TRERDAITEETLHED
X5 — AR R
7 IR CTHEFBNTE FIREZTH5I LK. RRAERFIZSDEZDHLD,
1 BEOERNHY . AKXRFBIEHIBREZITEHH, HIT. BFHEOEEEITELLD, fi
ZIEBUVRE . BHLE,
~ HFITOHDELYDIEETELD ., FFICOLNBDARBELIALHY . BHEITH L
WAY, BHR®D 50%LL EIFEEELTLNSED,
T BOFEHLYDHIBEDILITTESN, LIELIENMBIMNRET, BH D 50%LL L I(XF
KRLTHEY. BATIEEANDHNEENZIERAREL G230,
* BDFEHLYDILLTEST . BICHMZLELL. RARKTRUV O, EFEIOEHELES
BLHRRYREBLIZELNEED,

EREEHIE
BRE BEEE EiEE2 EEES

fB+5o0% - 1+ ND ND
S mtE — 1+ 2+ 3+
RIEEE - 1+ 2+ 3+
BRES - 1+ 2+ 3+
FFHERE - MR T—4 - 1+ 2+ 3+
FFH8E - IR - 1+ 2+ 3+
BRZENHIR - 1+ 2+ 3+

EEEHEEAEOHITRUERDENERZZAEERE LT 5.
FEASOMICOVTIE. HNITEEE 1L L, EEE2UENESIAN D EIER DKREICKOTR
Eeh, T LEREASOFDOEEFBELIILEL,

KW HLTE L OVBE FE A B DTS2 38 1T 5 R B9 IH

1. WAZWHIT WD ERARIER, AT AFICE L T, 2k ICRBROBEN WG EIZE, WT
NORHO L DZHANTHELIRAR (T2 0, MERRF ORI 2 R IR S Th - T, il
FOATREZR B DITIR D, ) o

2. TRIRBAMGTRIC BT 2 BAEE IS DWW T, U R EZEHEO T TIREMTON TV SIRETH

ST, BEROBENR WA HIT 6 227 F Th b EVIREZ EMS B2 Z & &35,
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3. 2B, JEROREN FLOEIEE /NS T ELL EICEY LW ETH LA, mAEREREZ T 5
ZENRREREDIZHONWTIR., EEEROSISE T 5,

o1



4 S DB A A [ ]

1. =

BRICEREBREZHDOTICEAICARRADEDOERZE-IHRE T, — M1 Mooren & IS
N5, BEENSTEEDOHRBEXITHRICHREL. ERTRREADREZETHELLIT, RRICETLT
ARFEAZE-T. MEEARNE., HREERANE, ENICBREERRARETEHT L REEOFLIEE
LLFETHAN ., BREBENRL-OICBHEORITABRELLICHILTEST . REMF. REELX
fREATH D,

BE) VYT SEMEXRMEAFBELEDRBRRBICEVTLAKRREDMIESZEL., BLORZE
EIzEBD . INGIFRBRECRRS BBLEEN. BREEDNAEEBLERETSEREL TR
b,

2. [FA
REFRFELTHLA ZEDEENRESNTLEA HLA BERIRICEDEVHKES BRAD R
HEDMARIERZICEET S HLA BIEFATHD. TOfth. CRIFXEDRE. HFERBRIOES. A
BROREE~NDBCREDESETRZT I2HELH O WEIXTFITBHLNTIEGL LEDKSIZ, ]
SMDREREIZRDEEZONDD . REWF . WEDFHMIITHATH S,

3. fEIR
#EIEFEMm., EHFRM. RBRE. RR. RABTRELZRDH S,

4. BEE
ATOARFID BER . A7O4RF|EARBEHIFEIF (S 2ORR) D) DRRAHIIEEBETHD. LML
DEIGRIFABABEEZITOTHLEREIZHEITLUT, LIELIFARZEAICES, FHABRELTLEERIE. R—<
VIEDBENERESNDD., FOENEFIIFHATH S,

5. %t
EENAIEEE. AEFEAEELL. TEEEENES BHBEDFRIEITRTHS,

O EHDHFECHELEE

1. BEH
#9 500~1,000 A (2010 EOARMICLDEEHRE)
2. HIFEDOHE

FRAMELIDRERE)
3. MRMITBEAE
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R (RTOARERRE)
4. REIOBEE
DERETHE EEICOE-PBEREREET D)
HY (ARRHZREDE)
6. EIEENLE
HRIMERDEEENET. MEULERRET S,

O f1e#kirftit
RIARER IR DM EES L VBEA(FSAVREDT=HO DRI
PMAKKE KRKFE &z BAEFEZ

23



<EOBREZE>
Definite 23R &9 5,

A. fER - BRIRFT R
RIS
. fEIRFE M

. EfRIEM

. BR¥E

. TR

RAET

—

o 0o b~ ODN

B. BEMR
1. BWETA>THIMKEB N ELS (LT Da, b, cD2IEE UL EFi#T-9)
a. Hifa=EEHED
b. EEIERBLIENAAHTES
c. BHTZEAEDLLL
2. HEPICHITLTEBIERT D

C. #AI2H
UTOHREEEANT 5,
1. BIRfE
2. RER. REREH | BRPEFICERT SHIRES
3. WV AIRES (AREHE)

<gWohTIY—>
Definite : A-1%&i@T=L. MDA-2~A-6MS5H1IEB LU LEFHE-L. h2B-1RUB-20O L T htiEf-L. C
BRI TEHLM

<EEERE>
MELEERRET S,
1E . BEBRAREOCLD
NE : BREEAWIRT. BFEHDOEROBERAMN 03 ULOELED
mE : BERASEET. BFEADOROBEHRNA 01 LLE 03 REDLD
IVE : BREEAHIRT. BIFEHDOIROBERAH 0.1 KEDLD

X~ EDHFIT, BIFEHADROREFHEEEFE -G EICIX 1R LOEEESBICHITT S, REEE
X, FIDDORERFNT—ILETL /4 RIET 20 ELINET B,
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S R O L 4B DS I 951 % B B R

1.

W% NI O B AR, RAEFT RSB LT, SRS LICEBOREN WA ICE, W
NOBHOLOZHANTHE LI (7272 L, SEBORR 2~ lHRERSE Th - T,
RARER L DIZIR D, ),

IBIRBHAA T2 2B 5 EAE PRI DV T, U R EFAERO T CIREMTON TV DIRETH
ST, BEOBENZWEE, BT 6 22 H B Chb EBWIREA EM2HET2 2L L35,

7B R OFEE N FRLOEEE ST FIZEY L2 WE TH H 0, B ERZ kT 5
ZERRERLDIZONWTE, EREIMROMRLET D,
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VEXAS JiE {52

O HM=

1. =
VEXAS JE{% 2 (vacuoles. E1 enzyme. X-linked. autoinflammatory. somatic syndrome) [ A& HAIZ %
ETHARIBEMMEOB S REFERBETHS . SR KP. HEX. MRE. BERXLGEDE LS
RAEFEREZZL. LIELIE NIV CEHER B LGE DELEETEH5, AEE 2020 FICHHTHRES
nf=p TOROMRICEYRERERGRF. FEHGERKRERVREZMRMENBELNELRY ST LK
B LLTEBRMICHEILSN TS,

2. [RR

FHOEMRABMARICE TS UBAT DEREABRER (EVAITHEET D) MNEELTLS,
UBATIFBVNVBDIEXFUALEMIEESE S E1 BREZI—FLTWS, MAEFSHIEIN TULDEF D
%< Tl&. UBAT exon3 OERMEE IR A THHIAFA =2 (Met) 41 BEHDWIFD LFDRT S/ R4
AMZEENELCTEY., CNICEYBBEEETREOHRT AV I+—LHAHIRT 5, RHEEEZFA T 5K
M TIE. AIEFFUIEDETLERREREROFHEINEDOND,

UBATIE X :BIKALICAIEBT 516 RETIDIXFEAENBHETHD, KETIIHERTLILAIR
EMICEKCCHBIINTEY . BXMEE/VE—XERETIEBICHRESATNS,

BH. UBAI OEFEHBARINDOERTERIEFHEMRELRET HENMESNTLVSAY VEXAS fE
BEOERLTIELD,

3. fE4K

SELEBMREERETRDLD., NREHSCEROEREZRHDILL . BEMITERMN EBMNSND
CEHD, RECHDIFHRMERE. ENHINIREE X, IBRGE. MERGENSL,

Flo. RABMBRELHMONATEY., KERERA M., M/MRHD . BRERRERE. 2R EHE®
BEETHOEI/O—HRESOTIVVNELREDEHARLONS, BREHKIEZA T, BHRATERM
R LR BR R ATERMAE D MR B | B A7 2 FEZ2Ra1E (vacuoles) ZFRH D DY, VEXAS FEIRBEZIIICEH
WTHEENSVARTEGWD, fARZ . #tndhE. 7/LO—/LELA. EXMHLGETHIHELS S,

4. akik
AR ST, VEXAS EREICK T HAEETHIIINTUVEN, FIILaalLFaqRIE ABRDNEICIEE
CREERITHLTHEMEZRTT M. HEDOBRILZZFTET, RHIH>THEEULOAR
BEEET L ENSZL, BUIRAELEDIZT L FaAMRADAERIGHEIFIETL., JAK HEHI+
il IL-6 SRENALGE DEMENEE]. AFIVILEERZ6AT 5L DBERIENHADN TS,
Ff-. EMHHRBEOAMNELRBIN TS, BHEMBIERE CREMEELGE CLD MK
MERELISE (X, BEMMEEEZITI,
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5. Fi&
FRIETIALD. LIELIETBROEHELZRYERL. AIRHAINIEARICELTAEEIENBEELLD,
UBAT pMet41Val Bz FE . WllkFEHEML. FEEUEOmM/MMRRD . BEMGIO—%EMmA
EN FREFARAFELELTHONTVS, BRERBEERFEOSHHIZONWTIE, ChFETOHRETIE.
BETERFEHTE S AT L (IPSS-R: Revised International Prognostic Scoring System) [IZEULNTIHEY X4 ]
EREINDEHNZL BB REANRLGE DRBHEEBENDET) RV IELERMENEIN TS,

O ZHOHEITLELREE

1. BEH
1,000 AR (2026 £7 A M. ARMRAEIZKS)
2. RIFOHAE

T (UBAT DIFHREETFEELNESLTLSA | AR (TIKAEL TREA)
3. MIRMGAERAE

REEIL (BRARREEEGL)
4. REIOEE

LE (BREEREBRYERL, BHEORBLLD)

HY (ARIMERDZEELE, BRYIIFER-BRNRYIIFESEKEFE)
6. EfEEREE

HRMEKDEEEDFEAND

AR ARERRSEE E S AMERARCERRAICHT D RAFRE. BEBREE BITY
EREE . DA A KSR (T BHE)

FRREE REKXE N\AEHS

HRAHEE WEDIASY AHET

o1



<EEREE>
Definite ZxfR&ET %,

A. FEK-ERERFTR
1. FEER(*1)
a. 38°CLLEDFER
b. IREZMH D EEGRMICEERASNI-EE %
c. IREREMIZFEASN 4T PRI R EE
d. FREFMIZEIBAS - B M ERFE R M B 28 ( * 3)
e. MRI T1 325AEE H S\ L CT BRI THRESN-IERE M DR EEFHER
f BRMTHEREMEDMRIER, EEIEL, SESER
g JIWLATVFAMRERICRIGEE RT ERE ORI T YASRE., HEiE. XITZEE
h. BEOLL, HLITERME O R X (LR TE 4 EHIR MA2E
i AEEULE#GEL T LEDY LIV FIAARTEREEZIVO—I/LTES, JLaa)LFaARIC
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