HAR

527

ERENAES

2022F11826H (), 278 (RH)

= H:
RERRX: N1T7Vy NGE
e 5

LEWEEN :

RBIIBRAFIVIN—Y 2FBE&
BIGEEE (BB XFES B ERPTRIEER)

R E
ER: BiREEZ (REXZEZEMERR)

MERBEIZANVEEYT 3V 5FH
NSUNE NS A e S e e
Pl R

7)) 77 I —E, L LMY A SR
HWF e L THRRSNGTFHTSH 205, BUIE TR
WZBR S $H 4 2 BB COmEIME SN TV D, 7
FAWVHE <7+ ) VEREBICET A7 +) 2 TH
D, oz 20~ 75) Y ERUL, REKE, M
HMECBIT2b02 508 R EMEREZALTEY, H
OB, S L VoA RSB VT, 2O
BT ICOWTOMDb ) ML (s Tni,

KFHETIEZ FAIWVE Y7+ v BLUZFDO%%
AT HOMBER AT A ¥ AR BT 5 5%E % 5
THELEBIT, HEOWIERT V—THHRE L T 5B, &F
FRERIZ B § % Semaphorin 4D (Sema4D) @ ANCA B 7t
M 52 BT 2 B EIHIER 2 H0i, SHEEEICBT
57 AN YY 7+ ) Yo FROFHRFENERIZD
WS B

Rl I —
ER: BREZ (RBEXZEFEHERR)

DIFHERIFER SN TE 7, FAFMENEMED
FMIZHBLE N TV D AECA DM IBTUR % FE T % FH
rnu—=> 7k LT, SARF (Serological identification
system for Autoantigens using a Retroviral vector and Flow cy-
tometry) % FFE L, F& L TRIEREE D AECA DRIG
Pz [FE LT &7z, WMEEIRKITREIR & £ DAl
ERECREX E7THRETH 0 SLHIREEE M
FeIgG % F\> T SARF %12 & 1) endothelial protein C receptor
(EPCR), scavenger receptor class B type 1 (SR-BI) #% X %
Y BIOFHB A CTHE & L TR L7z HLEPCRHUIE,
PUSR-BIFUA TG PEIL & 4 34.6%, 36.5% D KU 58 &
M FFIZRED STz S 512, 68.6% DIEEE KM%
B I T IZHUEPCR YUK MEATRED S 720 EPCRIZIZTE
Mit7a 74 C (APC) %%, SR-BIIZIZEHEE) Ky >~
N7 (HDL) H354 V) Ay FELTHETH I LICE
D A N R IR D& AL & B L T\ %, E 72EPCRIZ
THIE EICHHEBH SN TH Y, APCOFESIC L ) Thi7HH
Ja~ND AL 2 HIH L T\ Ao In vito TOFERRIZT, &
LB MR 98 4 LT 1 3k O FUEPCRFUIA TG M, HUSR-BIHL
KIEMEZ A 51gGIE, 4D H Y FIZX BIMENRE
M D& AL DI & BHE L 720 £ 72, PUEPCRUTAKTE
WxH§ 51gGlx, Th17i5ESME T THAPCIZ X 5 Thl7
MR~ D LI %2 BHE L 720 4 RIHERE T 2 W2 T bk
i, RIERHRZE RN T A HEERT vy HOE
PURDOF T REFRE R D 9 %o

EDFIC & B MERER KR
FALKEABE ) v~ F B IEE A A
1]

P E W HIIPLA (anti endothelial cell antibody; AECA)
(FIME NI RIEISHET 2 HCHMAKRTH b, &Htk
) 7Y R =R, SRR £ OB B L
HIZAECADHBIT 2 23 oo nTBl, £

DURT L [RERE & ME K]
ER EF B (FPAFEEt>%-)

% 5
FUFR R A BRI £ > & — KA B B e
g &

o A W A3 T B2 1 L IS BE A 455 5 A miycotic aneurysm
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RHEEE KRB, REEEENFEICEDLL EEND
HBV B 7 1) 7 7 1 7)) v IE P I 4 %> HBV B I
BRZEFHLSDPLHMON TV LIMEREEHETH 5,
E512, JIFFERX—F = v ME, ANCA B I 75 %
% L DIMERIZB TS BEG N F25E%0, MM
BIEICEAGTALEHEMNEINTN D, Ry v a »y T,
SARS-CoV2 JEHYLE, ) 7 v F 7 REYE (2 Bk L 72 1 %
%, ZLC, WAEWHRG T Mg R E 2 B3 5 I
RKFEETVIZOWTRABE, IMERIEICBIT S
YLK T DB 512D W TEHEER L 72\,

T Wi

B
iy

Candida albicans HIBEEZETHFE I O 3 )IBKRMOE
RYI ZAETIVORBZOFR E ME R RIEHF
VHIRKFER - v 7 — KIGR RS WRL, 2 B SeR)

K
KEBRE, IR, BN % ST, ke

WA A !

# Y F R E 72 NGRS 5~ 7 A€ T
VIR EBZNIFFENEREFTVOOEDTH D, KE
TN VT T IEGEE TN X R 505, Bk dk
DEMEUMELIMEREZERT AL RETVE
L TR L 72 AE 7V 0 ML 9613 )1 I 955 IS 9% 12 3
BPL, BEHRTIE LD LT HEH50PFRBR KBRS
EHEEE ISR SN D MBI G & FEE,
Koe~vrury—TERFELTLMERVELIN, T4
T A REFRIEER NV, B —IEEREE L TO
FE 2l B 2 &b IR AT 2B, FIHOIRZE DS
RAET A Eld v, & %FERWE X C albicans L
BEHEDa< v F LRIV Y, BADS G AEAKT
HY, FlZa~ v F Y PAMPs & LTI RISEICEE
BRI, av v F Y RBERTHLT 7 F U 213H
RS EEkO—fFEL LTmbN, T/ F Y 2#IETR
Yy ARMEREZRIEL Ve T2, T F V207 F
IAZER IS 2 B0 51 b IS RIS B
532, RETIVOILE RFEAEIZITHREIER O
LG LT B REEAE <, W - IRRBOBISE 25
AT S D DORAEY O B G- B IR RIE R O RE Lo
HH gD T2 IR & L8 2 WD H 5. i
T, REFT VO L R ILE 7 0 9% B2 1Y
LT M RISTERTE 2 LB L 2 5/ T %o

BRIHMDOREZRRL - HBIGRERLEERBE
%D 161

"B HHE RS R R v 5 — R R, 2R R
REF TG ERE X >~ & — B2 F

PRI Il NEPHR T BE OB

#S] BRI~y =1L VN snD ) 7y
FTRERIETH V), 204EF1 £ TITAERH 40 6155 & & B
KNIBO THTH o 7225, FTAEILFR 20061 2L FoFs A4
WisEhd 5o mE, 55, WL (BEf) 2938 s
NTWw5, EEMARLIETHSHESNTBY, FHZH
EWHEPLEREBRTH D, VEG] somft, Bk [E
RETH] 2 RUME R TN ARGHE . X H3-5 HIZART
UA =%y T %L, 6HEEDYH, WIRELNRL .
THR&R LD 39D EossE, B, EEHD, 8HIZIZ
EHICHBESBL L 72 100 HEEZ 22 L, SIEFTR
BEEERL Tz, BESFRLLR2ABZLAL S
SRR E O MBLL, SREMAMNE oz BEETIE,
PR AZALBEASLIE L CB Y, HE 2R BEmA EAE 3
DRI A ST HARKLBEE, 95 7% L E I KBRES
KLBE & 0 28 A HEAT S 7z, [DRESARAT ] Bk
PR IE OM/NEIR (XU AR O TR R AR Bk O g i, A
B DOR%EE % £F 9 leukocytoclastic vasculitis D 25580 & 1L
7oo [EZ] WEMRBNFEEME CH L) 7y F T,
& B/ NE ON A &G T 5o BAES TR IME I
ANIAEATERL S, BUMEZE RS o BE O LHRTIE,
FLE, FEHE S IR LIZIERRN T, #iEsRo
NI I P A% RIS X A VN RS 5T 5, Lt
ENTVDEH, SREEA L, FEFARTHARLEER O
RE& ML L 72 M%7 B R &5 L /2.

COVID-19%/E# & K U'COVID-197 7 F  EiE#
IgA I & % O R § AR AR 1 & (7 3 7R Bkl R4 b
Z v 7 DikE—COVID-19 FFEIE IgA M E K & D LEER
Vb R R B R AR SR g B RE MR AT S B, 2k
1B A B R PR AR BR RS W R, O LR R EE AL KA
SRR R R

wHASZET!, PR, FMLFRER Y, BRILEERS, M
EGc, I ERRS, A

S TeA M IS EBR INE 0 IgA SRR AR AN
BMmEICkET L2 TELL &G/ IEIMER TS
D, FEERAERIZB TR ERMEs 7 v 7 (NETs)
PR ENT VD EDOWEND L, 72, T, CO-
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VID-19 & @ B # 23 i i & LT 5, COVID-19 T id#r
Baua o4V AHDEEES L NETs 12 & 5 It 539
BILBICES LTwb, L2 L&A S, COVID-19 B
[AMERIZBWT, HEaoF I A VAL )FES
NANETsHHH & %> TV B DIEHS P TIE RV, A
WF7E Tld COVID-19 f BRI FE L 72 IgA & 22 B E O
Bz T8 A LA & W CNETs DL % M L, COVID-19
WEE L Z2WIgAIMEF R E B L7, T, #FHilao
T F A RIIIE L 72 IgA M KI2OW T bR
L7z [BEE H#E:] (A)COVID-19 BE i IgA I % % 1
B, B)FHaaFy s F o BEREIgAER16], (C)
COVID-19 12 B L 72 WIgA I 22561 12 B 5 F J§ 4
MR IZOWT, HERREB X UL I A F I~ v vV G
i, NETsHfa % iifr L7z [#R] (A~ BTk
JERHERRAT R, M - MEA AT RACHH S 2 2 22137 5
N7 7r o 720 HEH <20 NETs Jett 72 & OIS 72 58
RSN o720 COVID-19 B IgA MM 128\ C,
EIEIMR O D MR SN h o 72e [£%] COVID-19
BT 4 R IE RO SESIRE S, IgAIME %
WZOWVWTLEHMESN TV S, SHOMEICL D H
Band w4 )V A2 L) FHE S N/2NETs Y E F IgA Il
BERxglZRIToTIER, Hflaad o 1L A &G
Lo ;T s F IO & R BRBEER & RIS
[GAMERD b H—L LTHERAL, ZORERELTIC
NETSiL BRI L EE2 b5,

COVID- 19l R BEICA S h -2 MBEERE MO —BF

VR 2 KRR T RS A EE L v & —RE B IR
PR T BB BER B S WORE, BT R R AR
A, MR Y REMETRAGERE LY Y — 5
Efafat sy —

FFEAC T, RUTHSBA L2 BSEHER] i B4 TN
—HB4 FiLEE

UiEBI] 84k 5514 [BEAE] #LiRALLiE, CRTDAE
ZAKB%, MEIEFERN R, B ORME), WERE B
RN G R BERZ Lo [BMWE] & &b & ADL
HI. O &% k. X A 4, COVID-19IZ R L, ArkE
THE AR L ABEIE ST 720 DR 1408 B i s o
DX HTAIZHM, E#ERLVERTL, Yavy s 4y
W) BEEGE E o7z, BACT ClhE R EEH
11, Non-occlusive Mesenteric ischemia O 1l fif 52 B T iz Pt
B HICBE/NGE U - B SO BRAT AN AT S L7z,
Ursipr ] WS Tl E L3, 2Eko

TP BRI AL SR (2 S Pz B e R R BH g ik
B ERIR 2 XA ER> > ) N BRI & 0 O I R0 I
BIIEHDSHERR S 720 ME RIS PRI RIEDSZ L\ ERALIC
bEUR SNz MBTEBUIH S 2 TE A h o, [EE
B X UM A] ARG BV TGS Rtk B
RS5R RIEDEEICADNT-OT, TOREIILD T
WG ZEALOW RS EZ 5N b, — T, COVID-19
JEGE |2 B\ TR T ) - M £ T A T &3
monTsh, BEEREMD Zo—ERE L THESN
TW 5 RIEFIASCOVID-19 BE DI %2 Td 5 D
h, T, FOBNTELR EICOWTITRE - THRW
7272& 72w,

J—7 a3y 7 [MERKALHILTFT—3 VR TF
LOBEREZ I TCRWESWAERBIER - 2> YL
22 NDBERI D DN IER]

EER : RERFE (AuBEXF2RERZmER)

EGI1. MEERRICIFERERR B 2536 2 KIGAERERE —
MmeER?2B%7?

FEBIEER &R ANIFRA (NPO AL & B w2

vy =)

fREsE AET (FE M KSR SEm B o i)

ER 2. HBBEORENF & 2P REMBIEI, £V
IEEEN AR E AR B GCA or not?

FEFIER & L RIEBFE (RIRFER Y ¥ —K

TE IR e S AL

feEss Wl (LIRS RS E SR 5e R

REF Rk )

S
g

— iz EmE [EARAE(L - FRE]
ER: BHEE (BHEKXP)

B AIC BT 5 )R E BNk 2% 28 & WK BN IRBELIE
VRFRAER vy — AR R, A
FEBbE ° BRERRAISERE & — SR
BN s ORERAIE &R cks!, ERAE 918
AFET? M W BRER’, Pi—° wfg &'
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RREBAORNBER AR T HF—FVIimpellatdE A
HOKBRF R DIREZHIRET

'BIRER AR R R AR R, P EERFAR
SRR RN SRR E BR AR I A B S I AR AR, B IR
KPR BRI S A FE R DRI - R 2R o4 R

BHER =4 @ ® OZ KEMmAS L
BRR2, AR RS, MIHRORER? SRAEHS, b 152
A

[ =] EIELOARLERICS O CTHBIER 7N A 2 %
AT S Z L CIRBREIREOUE, BHAOEE LE®EHS
TREL 2o T\ %o AR, HRPZAYIZHH A TT RE 20 76 BR A B
HUOWREIRY 777 —7 )V Impellaz i S5
FEBFIASHEIN L T Wb [T N4 23 KEIRFE %+ LT
BT ens, KEBRAOHBENBE SN LA, K
BRI ICH T BT FZHENESN TS, [H
(9 & J5i:] Impella$fi A 1% O KB AR F % 9% B 09 |2 AT
LRKEIRF KT 2B 22T LI L2 HME
T %, Impelladf A T2, KEWIRFPASHA 20 % &6 LK
BRI A B L 23RS BT, WBRLAARRD
FRELA YRR 2 47 o 720 [R5 3] Impella 35 A ] [ 13 51
D15 H, EFA@I0H, EH®@2HZo72. YKL
REFNCHE FTANORIMEKOBAL Y707 77— T DR
HE2RED7 EHOTIEANEYFY) VA~ O T 7 —
VAR L, W, BV LAikaE L EEEHE O T
ZANTRD b Tzo [EE] 35 OB ARG O fE R,
Impella (& KBy AR S22 1S B O TG 2 & 72 3 W R AR
s 7z,

BEX & RWEHRETR Valsalva HENIRFEE (C & 2 EBEH
FEREEZEZ SN EEEXRMBIAMOHER

A ] UL A A B AR S BE T R AR R, (DRI - K
Bkt >y —, PEONEZER, O FELOEIILESR, O
M - KBkt > % —

i ETHE BRI, RAOKEE', BhAHEAS, MR
FOARS, BPREIAOHE', SRIMEER', APRH

S]] 6 % 242 Valsalva i B IRIE 12 X 0 Lo A3 48
R LEGZME ST S, EF - FBRRFE] 50K
o SR ICEIIRE BAFIE O FAT, 20 & ) TADA
TR, SERTL ) AILIEZ 2 LTz &
H, ¥ av 7 IKETHEEME, JCS10, HR120-130/min,
sBP60-70mmHg, ‘LEMTHB 710 v 7 ¥ 4 7 D wide
QRS#TE, 1, aVr, aVl, V4-6 7535 T ST LA % 725, 1ABP,

PCPS % ##f A L R EUE B IR & 52 % M7, LCA &5 I #E
T, AOGIZ TS Valsalvaili |2 BK 2 BRI % 726,
EECTHTR O &0 O LCAEHEIZ & % STEMI & 2l L
720 BB3WMHICHRMEEE 70y 7 25 L AT RE)S
AL, FEIERILKZ B, REIR N A S A Tl &2 fEAT L
7o, JEERBIREOCENE ST, 239 H IS M
AR ZE L B LA S 7z, [HArR)] L ERE665g
AURET bR, IBE, FRRE L HE 2 M AT 2E 2 FRD, £
5cm KO AR ZE /TR Valsalva A B IR 2 iR L 720 /£
EENIR IR L D RE L, FHESHEI N Tw
S, BRERIPRAR I S TR o 2o BT BEBOEALER
(ZTERE R B IE TR SR S 7278, KREVIRC EE S H D
BIRIEACIZEE CTh o 720 [HFR] M 508 AL
BOF RIS 2TIE R, BREDBIEEATRIE S
B35, A, RO EHMEOMHYE 2 M X 72w,

—f%ERE [ 4 R—2 X - M¢%E]
ER:B2aHEF (BEXFEFIHMERRT)

IREATHREL, BERTIHIERMBIRXZFED Y
WAL K= ZD 161
'NPO i N AL BB R L > 7 — 2ALIRE R 8
BEfE B - BROR - AR s R R, S ALIREE R K
=7 Wt e 955 o LS W R
AR, REHOR? BEHHZES, IIFRHAZ

[#S] Yrad F—Y AR EHLHREAEZ 2T 5
JERAHO LB TH b o Mfas DM kAR TR
IR E b e W FRERFESREO SN b, 40, Bk
RERE E 0 7 O FRI S L7 B AR AL C IS B AR % %
ROTBEREBL7-0T, BKERES AELETERT
%o VEBI] 7054C, S [FRARFHE] Dol & b B rne
EEZ D2 Ed v 1RSI E JRE% R
W, SVERIBRSE, WIZBRAEKOZWCARE L7z iR
BALT, #Mighs X OB OOSEiIlE KR & O, [FERER
M CIIHE IR AFELRO, 7 RN7REELALN,
EERREFAIC v af F—Y A LB L7z, ABERE
PR EANEST L, R p2mg il T, BN R
WEEL N TEEMPIT b7z, DREFAAT R B Ak
T, SRERRI 168 b 2 I BRI L % A &, FRAF
RIS A R A RER I A S N o7z,
TR v BRI ER % B U A R 0 28R IR A
AN, —EO/NER T fibrin ¥ % £F 5 IR B IR
KO RPRD NIz BFPB L WFMEIEA SN
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A%, PGMI et CIIAMER O E BT Sz, [E5]
NI F—=2 AOFEMRTI, 7HERRE IR 728
FRASEERASND & ENb. WIFMEREIAE LR
MRS 2 X723 2 L0 HaE a5 05, EIEMEIIR %
G TH Do FARBNIF AT S R AIERE D
A SN, KB LOBEREREEIA T4 FIHERICK
ISETH 57225, BHRICHE LIRS OB A SN, Z
DORIME S & & 725 EFITFEO 5T, BUHIZHE ) I
greEZ NI, BREFRZHPGICERL, MERE
DR T HVIZTRERICOWT TERZTEHE L 72\,

iRz T2 MBEREXIRFORBEE MBFK
Xk ic & 31EH

VR IR K A R A B R R S AR RN RE 0 B, 2N
S TR, 3 B IR T B 1 Rl 2% 975 B B 35 W B
REEMAT!, B WEE mUIATH, Mol #E2 oK)
B2 R T !

[(#5] HMALXKT (FXa) FHEIEZ & ORI
B, BIR IS ZEARIE DB B L O FRICE L CF
AR EN D =T, F5% O W MLTEA B iE 25 35 E
Lo TWDh e MEEERE XIAT (FXI) KIEHEO )
A7 IR, FXIOEMASESEFIR I E (DVT) <5
MEDFRELEEL T\wb, [HW] v FDVTIZBIT S
FXIOJFTE &, EIRIMARTZE R 11 317 5 FXT O B RE
WO T 5, [MEE FE] DVTIHRGE (n=15)
TFXID /%, ¥ FEFRMEE 7V, HillET
Vo, EARAEEREE (7a—F v Y X=Y AT 4)
TFEXIDMBTERE R IR B 26/, 3B X O & &
XHEFOER & O#EZRE L7zo [#R] FXUIHE
RIS, EELT74 7)) YIZ—FLTREL
720 BHEG L 2 MALFEXT (FXIa) B & EEILFX
(FXa) FHEDIE NS IR AR TZ AL % #H] L 720 FXa
PHEW X R R YIRS & % & 2 30 & & 724%, FXIa
FHEW T HME 2 Zb S hrolze 7H—F ¥ /N —
VAT AICTFXIaERII P Y EVEAER T 4T
YRR WA S T DS IME O A TR 1L L 2
Dotze [EE8] BRI ICH VT, FXIIZ MR H 6
WKCRTET 5 2 &, #iRMEEEEREICBWT oy ey
HEEZMRL 74 7)) YORBIZHEEG L TWwa Z EDRIE
ShTzo IR~ B G E R 5E 1) T FXla B E 3 13 %4 7%
PBARCEEESE L L CHIfF s b,

Trousseau fER B R BIICH (T 2 MBRTFEREF DR
bk Acalin)

VR R R RS TR B, P R T R R AR
5 SR ERFR AR R AR 6 45

WHET, Al B2 EiEEE°, BHEE, &Sk
g3 GRIEEEAC, EyLIN oe3 BLEAEEZ!

[(##E] My —EBERE, EEES (2R I st
TR &V BE RIS 2 24 U AIREECTH B, MV —E
BEREZR S L3 WHLIRE & LT, BuiE, BRI b
FEDSHI S, JEME 2 S 5w S B R 12 X B B
HE JLAE %2 P-selectin |2 & 2 I/ MKIEELEDE G- L T b
EENTWVDA, REMBILFIIE 5 25347
T, [MEEHE] BFEoOHBEEA»S, @V
YV —SEMERE OB 1361 &, xHHEGIE L C@Iife % b %
WIRIE 61, @IENES EE BT A AR 6B E i L 72,
JeE 55 350 & IMAEFR 2 B V2T, Tissue Factor (TF), Thrombin,
P-selectin, MUC2, MUC5AC, MUC6 7 & O 535 MR 1L 5 45
FRERAT L 720 BEIZOWTOYEMEEEZ ML E L
T, MBS EAT o720 [KER] EEHCIE, TFEHIL,
OLVOVEEICED- 2 MR TIE, TFEBEIZO L
DVOFAEEICEL, POYEUEHIZIOL)OVHEIS
@, MUQEBIZO LV OPEEICE 72, OIXB
VB EE D & A E T IE, MUC2 B X ITMUCSAC O 568
HKOMBDRD bNTze [BE] Mvy — % k39
DIFEFEEMTIETF 2 FEBT 2P @mw2 &, $72, b
vV —EREEEO ML, —fkoMlsiZlt LT, TFR ho v
Y OFEAMRN D 0 IEE R H >R O MUC % & &,
TN 59 5 2 L AVRIB I L7z,

COPDEfICHEI M AMeaNEONEER
() FEME T B S+ B R BB
[ |

—#EE [RE - AR
ER I ERS (RIEEBBERKAE)

EEMRMMRKEZ 2L ZHRBREEEER (GBM) #Hiff
B EAE B D I & % AV 7= LR AR

Ve B R R B PR AL AT 58 BE AR RE IR AT 22 0 B, 28
JERFR /N R AR, Al e 7 5 B350/ B
W

Vasn AR, RS, BAREAC, EMFET AL
FEP, A
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(¥ 5] PRGBS AR (FLGBME) 1%, FAH
PRI SR B 28 & il i % & 72 S fF R B
CRIERETH L, FLGBMPLIEAD T 725 ¥+ —TF
HEKBEAER T H2IVEI 27 -7 v Da3fidEa T -7
v (NC1) FAA Y, a3 (V) NCLIZFEEL, a3 (IV)
NC1 % F2i#% 3 2 PLGBMILE DL T EHEETH 5 .
Aelnl, EREEVEILIR % 23 % PUGBM PUik B M E 61 % #%
B L, MG OFRIZO W T DB 24T - 72D THIE
T 5. EB] 7%, B 3 EMIR CIRIE M % 729,
EEEEMRE LTT7+0—=7y 73N TWAD, 24
ACHLGBMAUAAT13U/ML & % V), DLt 10U/mL &5 T
fto SAEICADHII a0 F 7 4V AND Y % 2% L
L CT30UmLA£1C E5A. Difg, BSETHERE L Tw b,
ANCAEM:, BEHmEEELZL, &ORLZ L. 28, 2
DO F TOPLGBMPUAIZa3 (IV) NC1ZHE L T2
CLEIAMEIZ X DHlEE R T WS, [MEE HE] v
yrruv a4 ry7 (WB) IZXD)MiEHitiegG L) a
YEF T ha3 (V) NC1DRISHEZE#HE L7220 o3 OV)
NC1 % PrJi & 3 % FEIA {# & ELISA # C Ifil {& $T GBM T
Al % 05 L 720 BRI ZVLER L 72 FFPE IE % B ML %
AW CEM i 1eG & &~ GBM O KUs M % fe g ikt
% (IHC) THET L7z [#R] WBIZBWT, a3 (IV)
NC1 DN Y FiEhgih S L7 42> 725 FEIA#E & ELISA
TOPRAMIT I EIKE LT Tdh o> 720 THCT D JLfho
GBMNDfE & RBE SN o720 [EE] o3 (V)
NC1 Z$tJit & 3 % CLEIATE TR T dh o 72 RGEF O it
GBM#LfA X, [ L <a3 (IV) NC1% PLJE & § % WB,
FEIA, ELISA, 7 & ONZIEHE B FFEP Y 2 W72 IHC T
IR S e Do 720 CLEIAE T S 20 HIZ LY
PUE IR S 2 SUS A U722 ReE s £ 2 S b,

VEGF-NFAT-Z ) ERF-1 > T FH IV E N L IE
AR 3+ b X I B 4305k 1) S 45 4 OD 2 ER
VREARRSE R AR ZE - SRk v v — - A o
B, 2RO A B R 7 R T FE R IR 6 8 7 AR 12 2 S [
WEEREEE, 4 B LR AL B 22 0 B, BRI
REF I BRe i [R A F S A OB e AR IR 22, B IR
R A AR A B RE AL 500 B
BIREHG ', fRISTET MRS,
T—> W

HRBE—H Tl

s M o383 0 I H i o B fE 1338 AN 72
T LEIRBALRL YA D FIERIE EALICH ST 5,
VEGF (& N Bz #ll B C @ Calcineurin-NFAT #5 1% & H 81 12 1%

HALL, ZOWHRMT + = Ny 2 RTTH D57 ViE
K (DSCR)-1 DFEEDN O BHRHIENIZ AT R Td
5l aWiE L CELA, MBSO (Tip/Stalk)
M DRELEE AT Y AZBITBZFDERIIAWTD
Bo [FrEFE ] iM% 551555 C ¢ VEGF-NFAT-DSCR-1
37 FIVENORET D 728, DSCR-1 O I P Bz 45 B/ 70
NI YAV 2=y s (Tg) X7 AR - AT L 72,
[R5 ] RSEFHEAMKRDOTg~ 7 AL DSCR-1 O #F FEHL 12
P9 NFAT BRI & ) M T RA 2234 Ul A48 H At
THIE o le —HANTHEEKROTg~ 7 AL,
ABRIZAAFIZT 2 b OOILE O A G R LE O Fw
ERAHER S N7z & SIZIME N2 Wiz r /) 4
7 A NN 5, Stalk L o #1812 B % 7% Notch 1) 4 >
I, DI14 D383 H Tip Ml T VEGF-NFAT i AL 12 £E -
THMT 52 & R L7z, [EL] AR, Tipil
I\2 B} %5 VEGF-NFAT-DSCR-1 ¥ 7" F )VEh O EZ M & Z
M2 & % Tip/Stalk Mg O 73 L % B # A 17 5 & DT
D, NFAT (& EALEERE 2 A L C IS o 43 I R0 38 38 J i %
Ho Z &3 CRIE S N7z,

Caveolae B8 & 4 F Plasmalemmal vesicle-associat-
ed protein-1 D REKE R & T OB F F3R L Prolifera-
tive glomerulonephritis with monoclonal immuno-
globulin G deposits (PGNMID) T®D%RER{FR K E
EERMT S

VBRI SR R R B, PR F R R R
PE B Wi RE, AR FER KRB ANEERE, PR T
ERRFWREFE, R L FER R ERAE, I
TR A0 g 2 il e SR 1) 20 1

JIVEFE R, EHAR? MHERKT REBTE’, HE
—H, HTHZFEES, ARH—FEC, LR, BIBEE?

[ # 5] Proliferative glomerulonephritis with monoclonal
immunoglobulin G deposits (PGNMID) D JEREREIT (X584
WIS T W v, R4 1, Caveolae B 3 55 F D
plasmalemmal vesicle-associated protein-1 (PV-1) 7%, FHili
HERIENZ BT B R IRIRNEZBEE % 9 5 & v ) #it
HIZAH L, PGNMID TOMGE 217> 720 [R & FE]
HWEHZ T EEKSTZW L 72PGNMID (2341), IgA
JiE (54%1), MPGN (58B1), V—7AE% (S161),
ZALEL 21 81), BEIREPER B AL E (2761), R
TERE (2461), C3EIE (61), ANCAPRIEIME % (16
Bl) &k G & L7 (fii BLAK GENo. 5415) . PV-1, Caveo-
lin-1, CD31 (2% 9 % S i AL o R0 AR L 22 e A U 7 -

JRE 5 Vol. 63



15

SEIEE 2 W2 PV-LRTEDOBIZE 2 1T\, PV-1 D Gt i
B & il U RRIRIT WL & O AHBIBIFR 2 45t L 720 [R5 2]
PGNMID (&l D% 8 & Ilig L CHRERKNE TOHE %
PV-1 i LA 23007, LA L, PV-IHEE L &H
R T %% EOBFEITR L OMICHEE 2 HBIZED S
N7 ?ro 720 [#57E] PGNMID T PV-138 % 5B 5k
R BEE % S L TV A ReMED H 1), Z ORF % i
HIosEI‘hbLEEZ LN

BREMEXRBMET ILOTK

VHCCEE R R A R AR B B A B, AL iEE R R
FBE PR AR AT FE BE W R AT 20 B, PR RRET VT
] % e R ) A BIE R AT, I e 8 DA 22 e o B3 B 250
it

JMER#! ii—82 HEE N2 FEEKS S, mk
FORE L s SR AN I A RE R o

(5] ST ClgAMERRLEBENRE & Vo 7252
BMERBEZIIBNC, IRAT77FIN0E) v - 70
hu ey EEKPUE (JUPSPTHUR) L PL) vV — 24
iy vz Eohifk (BLLAMP2PLIR) 7%, HEIZ LA
TAHILARELTE, THLERESF L LT,
EH OEBRBII R IME KA FES L) LAz,
[Fr8LE 5] EHWKYZ v M14Lis, FFLeA b
PTG L7tk 4B 720 2BEITR, v — 71
IEHUPSPT Hifk & HFLLAMP2 HiL ik O IRVESS, 7 v — 72
IXHLPSPTHUA L T ¥ v b IgG DEHIRIESS, 7V — 731k
7 v MgM & PLLAMP2 Stk O B IR 155, 7 v — 7413
v MNgME Iy MgGOERIESZ L, 1 HEZOME
FITHGEL 720 [ER] 7V — 712 B T Bk
T AR E S5 BRI 3R S Nz BB b UL
SNz TN — T2 TIEHEHERE Y Bk E T 5 M %
RFEENT, FV— T3 TEFPEREEIFE SN
A, MEROBREII IV — TN DL E§ghoTze 7
V= T4 TITHEEEKZEEY BRETHMERPFEIN
Too &7V — T TEREUNOIRERICERT IRBO 0o
720 [BE] E®T v MFhERZE Y £4R 85 2 HiM
ERW R EIME R A BIESE DL LK Lz, T4b
H, IEHT v M AR TESR, PLPSPTHIA &
PLLAMP2PiiA % & B 5945 2 L2 &), WmAR 72 2
J& I8 95 D FEREFHENZ T L 720

—fiERE [EGIRA
ER:WUT B (BHXE)

mls s Bk ICEHEN e EELL 2RO L REE
WERED16)

VSR N RSB R AR B BRR IS, 24t
KRN AT & A AR G B B i

FIRT, REASE?

(5] HAROEEEN B IR, EAT 20 4
DERBLLRw—0, HBAIEHMZ Ty, 4
BN 22 4F D FRH 2 47, RS B B IR 12 e B IR 0
WREZAL & R 70 [EBI] 8omktt, FB1E [ERKGEH]
BN 22 F 0 MBERE T, BAEORKRIIAH,
T NEREE R Lo 64FFT & 0 EHTACME 126 L AR
BRIN TV BITEFICTROBEOFRZH Y . Kb
AR ) EEARIED Y, CT MK O EEBH L A 85 %5 i
1T BB R A IR R SN W MR % FFR KR
Wk, EHIREEADZOABE. BEKRG ZTVoDE
W % ik fee ABEHE39 H ST HLAE L > 7 2 12 THEAL
VT Al P B AT, RIERET X D IR A DA AR
1to 2541 HIZHET SIVRERS & 7 o 720 [IRERSA9PT
] BE160cm, AE53.8kg. MM K=MAE (f -
1050mL, 7¢ :650mL) 2%d 0 EHEILH & H 2 5 iz,
B xR L -4 KE (150+170g) T, JEBRE
INMEDHUE O AFRAE, BARME ICER S LT,
I o fitEGA (410g), EHEEIIRLEY S D, K
BIIRGIRTEALRE, A PEBIIR A RIS & 720 T
AV B B AR O 43 I ER 2 & 5 em B 4 O WBE DS A T &
72 28 HREIEARIZIBIE, T B AR K B 22 S HERR.
ENnzze [ER] REITRBETHREIIIT>TBELH T,
TRAET RIS A ERICHETE TRV, MEL
HiFAClL, BEE I L ZBIIROIEEZLICZOWT
HUORBITR SN e h o7z, FBROHA L HER %M
W7z,

BIRYBERKES 2H 1 I9gGABREMERXTH -
- Bl %51

RO ERI R AETEE Y v 7 — RIS, 2 AR
BRFPNETER Y~ & — RGN
W A&, Bk B BHERERERE

M5!

B AR K2,

(%] 1gGaEEEIL, ChETH2EL LERE
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TRFSNTEAD, HEECRY, RERZPLEL
72 RIMAE OHMVE % FLIIRE 2 A U %, [1gG4 B # K H)
IR B 2/ B0 IR B B 25 B & SR B CARMESE | ARRERE S
HEICHhoTEL, A, EEBIREGEE DKL
KXo THUEB L OLHBELHYEL, FETL
FIMEG] 2 BB L 72720 %% %, [EG] S0t 5
P [ERRFIE] SEC 24000, FTEMRRGIE OB I € A2
BIR E5 (LMT)-50 T BRI R R i BRI AR (PCD)
AT\ stent i Ao 37 H IR ICHTBECHAZE L 22 1) LMT ©
stent ISR ZE BT L % RSO FFBE PCI AT L 720 € D IRIEE
T YSHIER % R0, L 1gG4 i O 72 5 A M it 17
L7225, IgGARG MR s WKL T Ch - 72, 3E
T34 AR, GOlfE L8R AE 72 THit%. T B stent N T 4K
%8 1) PCUIEATo FETC S BRI I FF BE O 45 1F B A 1% Tl
%o LMTHEZ2 12 CPCIEAT 3 2 b ARERFEMAE TH 1) *F
WGP R 720 AR SEIZGEIREE 2 DT, [
HAERAT R JEfR 22 e £ & 0 SR BRI & AT L, 9
ZWIE 1 IgGABERE R A BIR%E CKBIR, A
rARENAR, AW EEIIR) B, HEREK CLNEEZ, JLAME
2%, WiMEEYE)  C.ME B AR EADE D, ) oo
Hige (ZE$HEm) v/ 6, [EFEERY » /738, Ak
W g EhAREBR Y > %ET) 2. BUHME-CREZE 3. itk
g Tholzo [EL] BREGNIMAF IgGIRE D &<,
FRREEIC[H ) v SHikZ b0, BEIREAEZ I
O ETHMBERLEZIZONWTIE, MBIZIE>Tnihho
co HIMRIEIS, LAV EEIIRIC O RAE %R, SRR
LTwaw EBHESRICOWTY, BmdExz X
2LTBY, FBEEEHEEITAIRMICH S 2T %
o 72hy, MEFHIREPA TS TH Y, 57455 1ME
ROMBE R ILHFIBINT 2 FETH S,

EfREERR OZWICHEE T 2H L LBERMR ¢
ERTR EDRBICED iR

Vi E R S vy —, Al KRR A R
fles A, AL R E B R R AT S B, LiEE R
FRFBEE AT e b S - BR3P uilEE R
S e BRLER  BE RS

TRRAGHEE, R AERLT Anilodic RS, KR
L OEHFEL ERBRE btk Ik R
SIIUFREF®, MBS, AU

[#%E] EMREERE (GCA) oEWH (US) Arkl
& L CHIBEENIR © hypoechoic halo (HH) 254 %7225, B
REEAL Tl B3 256 08H 5, €2 T, KWk

TIXGCADIREN D EIRICHFAET A EIZEHL, #
DR AIRZ D2 EIZX ) BWRED N LT 20 E0%
I BE B R 2E BT L & oxt iz 0 & EF L 2. [J5iE]
GCAD &b, MIBHBIIRUS & EMATHAT S 72 H 16
Bl &5t f L L7z USTHISEB)IR © HH O A # % 574l L
720 SERIRORE A M TR & LT, RElfg i
WIE DFERIRIEARE DG S NG, BekY A V1
P& L7z AAMTIENIRIEIE, WNEPERETZE, SOl
ZH, ZHEMRB X ORI LOFEZHE L, &
FEANNR IR & S EAMREZ RO A ICGCA LB L
720 [#5R] 16614 3B1A°GCA & Bl & L7z HHIZ 641
ICRRO O, BHERECRERL Y, KEMEE L 28
B B EE A3 B2 < (IHIZ 83% vs 0%, p<<0.01,
50% vs 0%, p=0.01), GCA & W SN7=BIn% 0o 72
(50% vs 0%, p=0.01)o Z DAL A KT i1 i 12 7%
Bhdrolze BRI A CHERIIEER LY, ZHEM
fa BV EE A B2 < (60% vs 0%, p=0.022), GCA
LW S NTBIH % 0o 72 (60% vs 0%, p=0.022) . HH
12X % GCADZIWREIE, K 100%, FFRET7% Th -
720 HHBGMED D RERY 1V BEthIC & 2 B WihEld, B
100%, FFEEE100% TdHh - 720 [FEaw] HHIZ, kY A
YR A TR 5 & GCADZWiEAs A 13 2 "] fetk
Wb

VEXAS JiE fi& 3 D) —
Vgl B R A I 2 B e o e B, 2 I B R S K B R 2

AHFFER B B4
AR—TE A SRR A, HIREREE

GEBI] 605eft, Bk [FRFHE] 2&0FHIHES
FORBEOFIE B SN YR EZZZ Lze 1FH25
A 1IN A2 O S EE T38°C~40°C D FE S 4~5 H it & 7
MICHI &t &, BEO2~-3HRBRIZHE MY K LB
LTz, MRAETIE, REY—7—0 L7220
HCT CIX T EIBG ISR o 7 SEIBEIE & Mg ) o 2 SEf R E
RO, BEH VI R—=T ADEEDLILT 727,
WEEIIEEDS o oo DRELFZMET] KB AR TIE
B O SAEMILIR T, 40 R P O % EE % fF S &
KiEETE L, V3B, MsEkREE RO 72,
ERMMOEFHENTIZ LD, UBAIZEEMAE (c.122T>C,
pMetd41Thr) 7% 725 72 S IWVAXASIE R & 2 & v
720 [E%] VEXAS (vacuoles, El enzyme, X-linked, auto-
inflammatory, somatic) syndrome (%, 20204 |2 7% & & 11
7z, UBAIBIZTOHMIERIZL > THIERI SN
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XHESHMEH CREMRETH 5. ZOERKEE, H3EE RERZZETL2HEZRFD. FRFL L, 2R MALY)
O, MR ERMERZ R %, BOWINAE 55, BRSBTS X0 EE LIS2H LWIREBEE T H 5 VEXASHE
B, Mimd, SE)BE, BEomA 2 RAE,  BEEHERBRLZZ L0 5RO OER L HE il
REIIRFE, HFWLIE, MDS 7% EOIHEE %z &k s 2l 3 %0
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