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(4) BEERHICPLET 2L BRT 20D H 5,
(5) BRABEEDRERRIBFMMERE 2T 2D\ FHNEREREMIEDL S5
TE%,
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EEESE

BEHENZSEMEXDEEEDBRZAVNT. 3EULEZXNRET S,

166

A70O4 FEFCRENFHREDHERFEL VO LIIREE L T 1 ELULRRY
ZEL. BBRESLUEHEZRO T ABLEEICKEL  BRRIRREICH
23E (MEMRA. RES. FRERGEICKZABEIITOTELL),

AT OA FZECRENFIFEDRR S EHNNARBREZLES L. [HE
RREGHIERHELTOLEMTH Y. NBE L TCHBEEICEROLGL

BERLICESEBHRE (B, . O B - B JHEERL) Tul
BHHE (BRE. EEBH. HLEES. BRFEELS) 2800 LIELE
BRICEKY ABREcIZABRICE CTe B ilFE AL O LESHEICH T 534
B ELL, BREEICEBEELLTVWSESE,
B mEDREILE 1 D a~hDEANDERD S,

4R

RO L ERFRICRCEDLIHBRE (BRL. WRAL, HLE
N, PHREBEEE. EPEELMH O KHEERES, IRIETERLE) G0
LIFEHE (BERPELLE) HRHON. BB EESGRELA
BEELGV LEWHEICHT 28REZLEE L. DEHOSTARARE. BC
—BNBEEL. ARLEEICKEBDHSEE.
BEmEDREIXE 2D a~h DEAhbh EERD S,

BERGAMELEBEERS (BRe, 0FL. HRFA2, BHEE - R
HFEE. HIEEFM. ML RNEE FAL4L) LEBLAHE (B
ERFYE. DIC 5 L) Z#H0. ABRZS2CHEBTARERLVGHSTN
BEpBEE L. BEEBENEL(CEXBEERLTVSEE, Thidid, A
T&EM. TERRRE RERBELGLEDRREET 2RELIENS,

B REDIREIZE3 D a~h DANHLERD B,

G~ 3 RIS RBIRA L AL (12 X—I88)

XED
1E
2E
3E

4E

ISR=DICBEBHRLTVET,
D NYHA 7348

LERIEREC. AREEOHIRLE,
RRRICEREVD ZRFE. BiE. FRE, HIE. 5EDRHEE
EEICEEDFIRN S 5,
RERIOEREVD. BRI BE WRE, BiVE GEORHAE
EEICREDHIRN G S,

ERELICVDGRSHELEELTELRL, RHBICEREBET 288055,

WA ORB WM T |

)

/



E1
a)
b)

c)
d)
e)
f)
g)
h)

F2
a)
b)

c)
d)
e)
f)

g)
h)

A3
a)
b)

c)
d)
e)
f)

g)
h)

CUTFOWTNOERRDH BT E G NYHA 958 - 14 RX—IBRB 2TV

FARMELEIC K W BEDMIRA LA FsH. PaO2 H 60 ~ 70Torr,

NYHA 2 E* DDA 2#iEE R, OER LRI OHEE. OEEE (H85).
HAN B DL STET (0.2mV L) D1 DL EERS S,

mEY L7 FZMBEH 2.5 ~ 49mg/d L DBERE,

ARDIR DFIH 0.09 ~ 0.2 DI/ AEE,

BIEEZE 2 BEL _EDIE - BEYIMA,

RIEEHEEEICK S 1 BRDOWEERES (F17/13).
MEEEICLSBEEDRMWE (H/14).
MEBERICKZEEMRIGHFEEL LB, O— b —REYDEH,

LUTFOWTNHERD DT E (% NYHA 948 14 R—=IBBL XL
FRfRMEIEIC & W REEDORALZERH. Pa02 Ht 50 ~ 59Torr,

NYHA 3 E*DDOARLMIR%EERH. ISR X R £ CTR60% L E. [DER EFRIBME
DR, MY7ov s, 2EMEDOEETOY 7. OEME) (&), AT
N—=AAX—H—DEE. DFRNHLZRDSB.

mE7 L7 F = MEH 5.0 ~ 7.9mg/d L DER L,

MEEDR DD 0.02 ~ 0.08 DR SBEE,

1B EDF - BEEEK Y ARRAICH 1T B,

FAEEEEEIC K D 2 ROMEEREE (5113).
mEEEICLZELVHEME (BH3).

MERXICK SMEBHN T, BHZERH5,

LTOWTNhHERDHBT E (% NYHA 9 | 14 R—=IUBRIFEEL)
FHRMEAEIC K W BEDOMIRALZ5R%. Pa02 H* 50Torr K.

NYHA 4 E*DOARSEIR%E SR, IS0 X 48 £ CTR60% L £, (OVER EFERIAM
DEFRE. W7oy o, 2EMEOEZETOY Y. LEME) RBE). AT
R=ZAA—=H—DEE. OVWTNH 2ULZRDSB.

m&E7 L7 FZ/EH 80mg/d L DEARL,

MEEDR DD 0.01 LLFTORAEE,

2 B EDF - BRIET &K V) FRIRRID LR,

RAYFHZPEEIC K D 3B EOMEEREE (H13). &L TRULEDED
LB BAO2LUT).

NMEEEICKZTE2AME (B 2UTF),

MERIC K B HLEUIRRNTZ 1T,
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HEMROSMBEELEEES T (EE#BESH)

% R IME X ERFEAE
(18%5 : 7 x5+ —RFEEE)

Il

OTHER (definite) 1. [5EL> (probable) | ZXRETSZ (4HIEEBRBILETLY
1. EEERK
(1) ERE (E) DER
E:& (BESRK Hm #%8). B RE. HEET. BEREH).
B (FEX). OFF - WEEE CEB. BA. [UEHE)
(2) i (L) DOFER
(I 11 £ N2 N B <
(3) & (K) OfER
K DR, BER. 2REIGETT2BRL. ZE BOE
(4) MERICKBAER
O £BERFEHR 38°CLLE. 2BRBUL). FERYD (6 7 BLIKIT6 kallt)
@ REER © B, SEAEA (). LEIEA. SRMESRA BntEORER
(BOOJE - OEAIEZE) . JH(LEHM (Pt - o). MIRER

2. FEBEWFAR
@ E. L. KOEMIEH S EFLHERSFREMLERX
@®Zr/ 07 kB E DT VB B AT RBA
& NHBENARDIZFE T REME M E 2
3. XEREMR
Proteinase 3-ANCA (PR3-ANCA) (E}¢Hi{4E T cytoplasmic pattern, C-ANCA) B
EXRICGEETRY,
4. ¥E
(1) #3 (definite)
(a) EXUE (E). ffi (L), B (K) ODZNZN 1 BRERESHITEFERD
3IEEU EZERT A
(b) £ (E). ffi (L), B (K). MBEXICKZTERERD 2IBEHU LR,
BRPTRO., @. @D 1BERULEERITH
(c) £SE (BE). M (L), B (K). MEXICKAETEERD 11BELU S
BEPFRO. @, @D 1EEMUERU C (PR-3) ANCA it F)
(2) &\ (probable)
(a) E5uE (BE). B (L) B (K). MEXICKZETERRDS 5 21BELUE
DIERZE T B
(b) EXuE (BE)f (L) B (K).OBEXICLZTEEROVTAD 1 BERD.
HBEPFRO, @, ®0 1 BEARIH
(c) ERE (E). B (L), B (K). MBEXICLZETEFEROVTNL 1EE
& C (PR-3) ANCA [B14%T9
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5. BELBSREMR

@ gk, CRP D LEF

@BUN, IiE7 L7 F=2DER

6. #BIZH

® E. LOMORERICKZAFEMEE (F)LIA F—Y A& E)

@ D MERAEIREE
(BEMENZSROER. FERERUESEOERMRATFEE (IB7: 7 LIVF—1HR%F
EMmMER / Fv—7 « ANSURERE) . BEESESRASG L)

7. BEFR

O E5E (E)f (LB (K) OIRNTHZ5->TV 503258, ER5E (E).
T&E (L), OO58HE LLIE 2 DDMHERICE EXBHZRBELE L,

@258IFE. L. KDIRITERDRIRT 5 DB,

ORERLIESCTSELE E. LOREICHBIESHKAZE LT HRBREZGH
LI,

@ E. LORFEICEK D SHEREDBENIC CT. MR Y FREVERTH S,

® PR3- ANCA D Hfffild &R EFEME L FITLPT L, MPO-ANCA (BE%ERH2H1E
H%,

EIEESTE

O ZRMEXERFEEOEEENRZRAVTIEULEZRNRET S

1E |LXE (& EH, B \WREEE) RUTRE @) ongnh 1EEN
LOERETRTH. EEIFIEE (A70O4 K RENHR) OMFED
ZOVEIRESE LI EULFEBHOMBRIERZROHT. BRIKEICHY.
MERERIC K BIFTENGTRBES ZHDT. BEEE (REEEPH
REE) ITXEBOHEVWEE,

2EF |L&5E (8. BE. B WRELEE) RUOTRE B ovgns 2 RN
LOERETRL, RENGIEEZLES LEBHNARBRZLDELT HH
MERERICK ZBEDOTENZEBEE (8BE. BISBEREL) kU
BHERBHTH Y. NBGELTREEE (REEEPHIER) ZB8T

&
%
=
4
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I
%
&
&
=
=
)
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6
Ly
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BBEE, E

3IE | I5E (8. . B WEgESS) RUTE ). BREEHZ0EZ 35%
OIORBONERERI LY. FTE0sHERE" O LakEsn| | B

L. LIELIZBIRICE Y ABRSIEATSICE Cl-amnsmizasnB8e L. | | &
AREE (RECEOHRER) (CXBESTRE. o
OAEB LT 5 EERR—IIBRLTOET. vgé
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4

EXGE (8. EH. R WREELZLE) ROTRE Bh). BERESEH5W\NIET
DDFEABDMERERICL Y. EBFRITRBES T 5IFRNN 7 HEE
BE GV LEBGAHE (BERPELRL) £H L. @O REHE
EEREBEE. BHEICHLT. 31AULDABCREEZLRELL, BE
£E REEFEPHERER) I—ENBELBELTEEE,

MERERIC K B LR EBR R MBROIFT YN GHBEEE " LEEL
BHE (BERRME. DICKEE) ZH#0 RAE LTERABRARICES
BEGARERLBBERICRASINPZLELT HEE, I,

ATE AERFRE RERBLEDBRELELT2EELETEND,

X1
a)
b)
c)
d)
e)
f)

x 2
a)
b)
c)
d)
e)
f)

*x3:
a)
b)
c)
d)
e)

f)

CUTFOVWTNO ZEROZ T E (% NYHA 958 | 14 XR—IUBRBIEEWY)

TEDEEICK VBEEDOHIRAL (PaO, 60 ~ 70Torr) %3285,
mEY L7 FZMED 2.5~ 49mg/d L REDERZL,

NYHA 2 EDOALEEZRD S,

M EREICLD2BEDRFE (Fi714).

FAEEREEICL S 1 ROMEREE (BHH3).

mERDKRADFH 0.09 ~ 0.2 DIRAHEE,

CUTOWTNOERDSTE (% NYHA D58 1 14 R—=IBRBLEW)

TREDEEICK Y FRBEOMREAL (Pa0, 50 ~ 59Torr) #5385,
mEY L7 FZMEH 5.0~ 7.9mg/d L FREDERL,

NYHA 3 EDOARLBIRERD S,

MEEEICLZELVERE (B573),

FEEREEEICK D 2 BOMEEREE (BH3).

FAERDHEADFH 0.02 ~ 0.08 DR HEE,

LFOWTNHAERSH BT & (3% NYHA D58 1 14 R—IBBL 2L
TREDEEICL Y BEDOYRARL (Pa0, 50Torr ki) #5265,

mE7 L7 FZfEH 8.0mg/d L U EDBERE,

NYHA 4 EDOALBUEESRSH S,

MMEREICKDTL2AFE D2 UTF).

REFHEREICEL S 3 BRULEOEEEREE HH3), & LE 1 BULEDEHH
2B 2T,

MERDB DI 0.01 U TFDORAEE,

RO JE WIS - o
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7

e ——

EEMROBIMEE L EEESE (ERBREES4S) )

MOFEETRIE % F6 1M E X 1 R SF AR
(1B : 7 LIVF—RFWENER/F £ — 5 « X b5 AEEE)

O T HE (definite) J. ML\ (probable) | ZXtRET S (AHEEBRILLEW]

e S

(1) SEXHEHZNET LILF— 8%

(2) fFEEERIEND

(3) MEBERICEBIER ; B8 (8CLE. 2:BRIUL). HERD (67 BLUAIC6
kg LLE) . Sl it LB, 558, SRR (). B (BHET)

2. ERARREBDRH
TEHEFRAAR (1), (2) BEITL. (3) BRIET 5.

3. XEMBEBRR
(1) FAEMERGICERFRESEE 4 > MNNEORFEEEET TV /A F
B MERDFE
(2) MBENRFEDEE
4. ¥E
(1) HER (definite)

(a) 1. OEEHEFFARDS>B. [EXZWMEHSWVET LILF—HERK. FEEEK
B LOMBEXRICEBEROZNEFN1 DU LEERL. 3. OXEMERFA
BO11BEE®BLIHE

(b) 1. OTEEFIEEIEEE®L. 2. OEFRBOFHZERLIIBE

(2) E&L> (probable)
(a) 1. OXEBEFAR 1BESLU3. OFBEBFARDO 1 BBZRCTIHS
(b) 1. OXBEFAEE IEERLIN. 2. OEFRBEOFEEZREIEVGE

5. BELLBSFRR
(1) gmmEEm (15 1
(2) fwviRiEmM (24073 1)
(3) Mm% IgE & (= 600U/ ml)
(4) MPO-ANCA &%
(5) U< b FEFBM%E
(6) M=HERER

O OB TEHEI HIERR O SRR
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EEESE

O FEIREZ RMER AT BEOEEENEXALT 3 EULENRET S,

1E

ERBIFE (704 K, REMNFHIE) OMFED S TIREELIT 1
FUEMERER™ ' 28T, BRREICHY . MEXICK SR
HEEEZHDT. HELEE RELEPHRET) ICHEOHRVEE,

SRR EZLEE LERNARBRELB LT HHMBERICK ZBE
DARENZHERES (&, BISEAX AEGEEELRL) RUSHE
EEHTH Y NBG LTHEEE (RELEFPHAED #BTEIEE.

3E

MBXICEY, AU HEEE 250 LAHEES L. LIELIEEM
L&Y AR IEABRICE UL RalsIfs s nE L L. BEEE (REES
SEDHAEE) ([CXEE ST RE,

MERICLY . ERFRICRBEE5T 27U EHBEET > LV LEE
TEHE (BERRPELRLE) 26 L. BROLGREMEIELS MESEE, &
PECH LT 1 s AUEDABCARELELE L. BEETE (RELEDL
HEERE) ICKELGZBEEL. LELENBEZXELTBEE,

5E

MERAEIRIC K B LR ER R HBOIFTENGHBEE L EEL
SHHE (BAERRAE, DIC &) =ML, RAIE LTEBARAEICES
BREGEFRERLABEEICRIEINBELELT HEE, Thicd.
ATEN EERERE BRERBELLOABELEL T 52ELEENS,

D

a)
b)
c)
d)
e)
f)
g)
h)
i)
j)

L MERAEIR

LTFOWIThH EROZ T E X NYHA DL | 14 R—IUBRB TV
H# (38°CLLE. 2BRILE)

EERY (6 n BUAIT6kg L)

RN - HhiE

SRMEBEEIEN

Bl R

KW, FiE - BEGEE

EERE oIS RERR R A £ S B, B/ & DMEIRSEiEiR
NYHA 2 EDOFRL#IR

Bk 3R

FHR. MR BEHERE

¥AOJEWRMSHidtw |

)
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% 2 L Aoz igsRrEE
LTOWTNHERSH BT & % NYHA 958 14 R—IBEBIEEW)
a) TREDBEICKLZMFRAL (PaO, 60Torr Kik) o
b) m&FY L7 F_EH 50~ 79mg/d L BEDERE,
c) NYHA 3 EDDALER,
d) KKMEESE
e) KREEZEEICLIMERESLUEHES
f) JH{tEHM
g) Fi& - BRLDIFEE

%3 I EMFRICECBES T A AN GREES
LTFOWTNHERSHB T & (% NYHA 958 1 14 R—IBBRIFEEWY)
a) EEBREELNVELGISE.
b) Mm%~ L7 F=/EH 80mg/dL ULDERL,
c) NYHA 4 EDDALEIR,
d) MIMEBEICKL27TE2RME (#7712 UT).
e) FEEEEBEICLEHNEE BH2 UT),
f) BEZEAL
g) YA EEFIE - BRDIEE

[MENFEREE | OBEEDEDELSD

ASTIE MMEMEREE) CEID4EBO MZHEE] & EERDRE] [CDL)
TRV EIFFELE, TNS4EBO IEEEHE] CONTE WIFNE1~5ED
5EREEIHBDD T IEMU D TEEEDHESFICRS ULENETHRIRDRED—ERE
ME) EHBSNERBEDEIDIIRESDET,

WFNOEBS. 2EF MBELTERES (REETOURED) [CREDE
N8B THO. 3ERQ BRET RELEFTOURLED) CREEELLUTNDIERE]
EHRESNTNEY., COFRICBASNE EEEDHE] X "BRESILCEHUSR
EEICEZBNHDEENNDEZINE, BROFHICH U T, EPHEHERDSRBRE
BTEDHEED” ESNTHOD., TMEMEREE ) OBEEDBITDEZHZRKR
BREBLEDTHDIERLESNET,

SEOBSCIVASREIUASTRNTEIBD OEEREHDET. TNSDE
BE T#BRBREYY—1 DIR—ANX—IND TSRERE] O BEEDE ZER
FBDCENTEETIDT, CTEIEESN,
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( Emmso )
B EBREE I EALRRD?
LR T ERASHRRERE U< F - BEEH
A PRk A J

TBEW | LW FWVHTRHAICENT
EELTOETH, HEICITH—DKER
SLTVEDIFTHRL MEER ZRLT
WY, ERICK DO ESIEKETRER
JFIE DRI F D 2 NI A NS &
BEOCFRITH, OV FIF—FTA
(SLE). @5#iEziE (SSc). ®ZFEMEmi% /
M2 (PM/DM)., @35 55 ME S 4 R Ak
ﬁ(Mﬂm ® z—J L VIERREE. ®

B RIENRERE, @#U/hﬁh%&ﬁﬁ
kowrd%<@%ﬁ&ﬁ%ﬁraﬂ
TL;ooiKG%FUWV?QWQ%ﬁ
EITBEMBVAETLES, Thbb, i
oI THAPIA) (&d) Z4H9 55
EE <. RO MRENRETHZ D
DIz B LML TVEDHIFT
9. ARTE., EEMERSHN Mixed

Connective Tissue Disease, MCTD) IZD
WT, TOHRBOF HE AT O
HEZMHLELIZDT, CTHBKOH B )
BFHAMAEHNLIEZT W,

I AED 59+ fzMCTD

MCTD &, THikkditk) H 100 % k1% T
HBWATT, BhEEZ B> TOB 71,
Mhissbitk) &h TACHUA LWV S
ZHENZTENBEINE LNETAD, T
CTCHHICHHLELBVET, chb
. CERADEENRALSHL S DK
MCFF> TV R N7 B DNA % \»
& RNA ST % ThHifk] (GEh @ty
52L) ZARLTVET, bhibhid, &
ENRED SH > TV 3 CSADRE KRS
WK LTEFKET S 389, 4
BIZAL TEINNE R ST BICH LT
DRBEEMA T, ThEAhrbRELX
IELET, 2 2IEELRDDIFT OB
VIAATE, BilcheErEZTz0d 5 &
WEODIE, ETHDENICEHEENZHT
IR LT THse) MBI 728, KD S
BIZRoDITLEHS>TVRHTT, &
CAHADBEIRDEZ DIBRETATIE, UH
A DRI U THRIZICD B 2 2%
78 (k) BEEICHEEINTLEL,

ZNHMBDOPIHRIBENZDTY, BIF
WCTHEWEED T TEZD 5 BRFICHI




PUADGED SNXTH, BN TIEZ DM
JEMD TEHWTY, Lieh-> T, BN
DT L%z, THARERE LE52LN
HFET, ZLTZOHBIUKIBIE R Z
2Wid 5 L THEHELRY—H—LEDET,
1947 4£IC 51> % Hargraves 5 @ LE #il i
DFER%. WA ATEHRLHURD R 5 RN
EHRHEENE L, ZLTONDNBMH
WWEICESTE> L EHHANTH 72D
M, AR YT+ — FR¥OD Sharp 5 A i
U BRI THiY L7z2 D MCTD T,
Sharp 5i&. H3Hisdilk (=8BHETE D
HLUIRNP Hifk) Aifikhic7zz< TAH -
T. SLE B, F7=ZRMEMROER
RO (FzlZLENSDOBEICIEES
B BEEADENMZHADOF, ThHD
BE S A TRV OREIBREAT O
A ROBETHEENTEZRLEZHRELXL
2o D% D MCTD (& % 941 ULRNP $i
hdH b E | THROENTHIIARIRETH O |
H1t UIRNP HifAD5Uc O a 5 BD D %2
Fromidhle LT, thoBn L 3555
BEANTHRBEINKBTY,

Lokt COREHMZ (HBVIEZTD
FEZINCIZZ L DEED S KGR E,
FRICT7 AV ATRBIETE MCTID &5
PRZRDIEVRBEREE PR {H b FHE
oo —HAFETIX, 1982 4EIC MCTD AR
N (il AREEREBICHRE E N TIHRAD
RPN S Nz &, 1993 HITIFFFE
P ERIRBET SR GO (R Rl o R
B) IfEEINT T, EMEOHRKED
I fROER & BEICE L HIS NS
Lo TVET, HAICEITF S MCTD &,
Sharp 5DA V) I HIVDEZHLFIIL
HEOTOWETH, ZLOBEHIREICIAL 3Z

FANSGN THEE#ws] L L TREENT
WET, XERENBHEOMESHETZD
WEFERR R FEL T N, THliE e ] D8
JEMBERDOHP TG W EA/RENT
Wa T8, DB & IE x> TigHiL
xBHTEEHVET,

W UHITR UIBEHROZEN T, 100%
PiRHUAD R & 72 % & Did MCTD LA
7 <. WiiZ MCTD T & 100 % $T UIRNP
PUARGTET Y. & LHARNRIED S B
{£7% 38 U THi UIRNP HitkH M TH L
MCTD &\ 95 ZHBiTiE RV L Z2HI-> T
BOWTLEEW,

EEREHL 5HMCD

Ml L. BIEW T 2 DL EDRRED
aptdscehzneHEETX L, MCTD
BZDREXWHITY, SLE &gz fio
T3, HBVIHR LEEIEZFF> TV
5, EVHIBBEIARRLTYRLIDHOEX
FAM. & LHLUIRNP JiikRGETH UL
MCTD & Z Wi D < fREEN @V T I,
ZLT., BELA/—B% (K1) Dtk
EEDYEY

(®1]) Lr1/—8BR
v BARBOEAHZ b LRICE>THFHED
ZBIHL

cFAHED - mEONAME
cFT7/—EDESITKREIC - FHIMIREE
- BRIGR<ED - IEHR

E
=
5C
H
O,

Wi O St e 0D A rEDD R
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WO DRBEWD HEFT 2] &0
TET. X07WAALTHIHLDEIICE
M ZFXTH, MOBEHRICLERN TSI L
LHEIETHDLWVHITLTRHY EFEA,
Sharp A2 H¢ME U 7z #1847 MCTD T,
SLE. SBEZHE. ZFEMEMRICH SN S
DIEREEBEHDEZDTITA, BHEDM
REREIR 7% & e R A OE —ic D7 <,
SLE R RDEH T AL T, MCTD T
B AT A FEADES TTAET,
&£ LMCTD TKR& (1 H40mglll) @
AT HA FgEzfrbh A, L
AWt 3 SLE R ZHMT R & T 51EH N
ZUTLX S,

MCTDOEZF
BEBI., PR 2F0REE () A
MCTD WFZEBEIC & % 2 [H 3 & Tl 6,840
A, K 20 4E T 8,658 £, F 1= K
254 T3 105394 E>TWVET, C
NHIEWVINE MCTD & L TORERS
ERZIE R EHXRIZE DT, $XXTD
MCTD B EHTRH D FA. Bl
1:13~ 16 LLLHEDERIMICE L, 45
FEiE 30 ~40 R EEThTVET, A
FBTIE MCTD D 4 ~ 10 % I Jili & ifiL 15 %
aitd 3 T L HWIFHEO R EPE A AT X
DREN, B EVBRATZVEDRNER
EEZOBNTVET, 8 LMCTD &b
NTW B DIl S (Ta—) K
BZENTOEVWESIEZ, RUYNnEED
HEIERD RS TE—EF v 7L TED
HTLEBIITHVIELET, Eimim
JEIEDA I OV TR E W& # T 3
CENHEETT,

MCTDDEEFRIEIR « 1REFR

BT O3 B¥EKRE LTI, MCTD &
DF5lE (K1) Z2BBICLTLEEI,
BBUFEEIR ORDHzE ZDIXCHO
JEK) & LT, LA/ —HBHR LB O
ARV EDET, HRNENTIZHD
XIH, ZDODOBEIRICH S U < WIEIR
LT, BORENTOH T LIz IKED
IS o209 5T (i),
FERARLE S BE (EVEREA) DS h
TWETS,

MCTD Tk FfaN T AL, HiMER
Bnvbiziz->7b (SLEREIR). T7 L
TF=rFF—E (HRHLENS L mikic
w285 B ER LY (HRKEIE
P VIS FRIEHEEICK S T &A%
RANET Fley o —F L ViEREEWO
PHOEZ Z FIEIR e 3 2 BER) O&0
MEDLHTZTELEHLNTVET, K
WAk & T L (BT ULRNP Hifk)
2L ET,

1) L1/—8&

REZEOOLNBZIERELTLA
J—BSRRbFoNnET, chid M
R X N LRIk D, F
R Bt Z b 2R 3BR
T, [ T2 AN 0 In a5 %
FILL-DTEHLTFOEOENIEA
E2kVFT7 /—EDXSIc¥tL
%% JEIRTT, H2WVITEREICRE
L7205 L A/ —BRHVPTREHE
SAEBOLNET, MITHEES L,
LRl EL D% AL BZDT, —
RIC 2 ~3 D LA RDENS T
IR0 £9, 5B, @EIE SLE,



&1 MCTD OZ¥DF3IE (BEHEE 1996)

[ . EFRR
1L.L1 /-8R
2. #8650V LFEDRER

. RBEFHFRR
1 UTIRNP $uiAR5 1%

. BREFRR
A2BMT)FIN—TAKFRR
1. ZREEHRX
2. 1) > \EfERR
3. BEBEALHE
4. IDERR F fo I SBIRR A
5. BMmEREA (4000/ p | ATF) Ffeldm/ i (100,000/ u | LAF)
B. SBRAERRFT R
1. FRICRB LIc B L
2. FHARMEE. FsRMEMKEE X IIILBEEET
3. BIEEIEMNE T £ folHhaR
C. ZRMBAFRR
1. HHET
2. ERMER (K L7
3. HERICHITEHREREFRE
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I D1 FRUED Y

I DFTRH M

MDA, B, CEHDSE2IBAMUEICDE, TNETN1FRULSBHLU L
D3EBZEBCTIHEZ REMESHEMBRLEEH TS

RS

Nel =& O F & En DD AR FFEOD &l

NES

#UIRNP HUfEDR L (& — B REREED 2 W ISBERRZERITEE (ELISA) DWITNTEH KLY,
fefe L. ZERBILECED BRI T ELISA DIER E—B L EWEEICIE. ZEREILEEE
BT %, UTORBEZRNEDBEDSBEILESHESEBROZINIIEERICIT D,

1) #1 Sm $ik

2) I AEH DNA Hifk

3) MIARAVAS—EHRIHE (1 Scl70 HifF)

4) i Jo-1 ik

fiis MESE % £ 5 1 UIRNP AR AL, BRARFTROTDICZ 2D L6, BEMHE
BHEBRICHEINZERELABL.
(GHEEFMRICHBINEEZSHHEELREINTLS)

MRDBEEATELA /) —BiR%ZH 2) B mmAEE

T5LEEVDT, TOIEKRDAT Mk E OS5 T2, %
MCTID & ZMiB D LI TIRHH X FebiENE R > TEXRT, TNZKM
ho ERZGREDEDVCELEZZDT ReVWET, LU THANES NER
T, —HNERZATHET 5581 ZI AR IMADIKICR > TL 5D
BHRICEEELZNEEINTVET, TIH, ThzliffERsvuEd, M
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PEER T, Rz & - 7z ik & 5k 7z
o TOMDOADEE (FH0FE) I
RoTlkED, DOTAHLENELN
X9, TOEEMNINT B T & TIiK
B IR 7z 58 > THiNIRAUAA E T
fEIROE DS DI L H U X
ICHLEDE LIz EDIEN L
kLI Z2DORE), ZLTENZYY
LIZHENTRENETH, IEH T 25
(mmHg) &8 HWVT, FHMH 14 <
5VTCY, TOVEN 25 2T X5
AzlisiERE L ZHEhxd ., MCTD
TR D —EB & U T i e i S AY ik
ToTRBTeHhHvET, MCID &
ZWIENTWSH, T Ol i FE5E A
HBOME I HFARTOEL, HBW
BEBEOHRENSHEAMTN TV RN
BEIARRIE-EERED EICH
RTCHBZEZBIITHLET,

3) HIUTRNPHfE

MCTD % #Z W9 % BXicid i & K]k
MK T, MONICY RLE
1 (ribonuclear protein: RNP) &9
KU EHEDH O LTH, ZOEH
KRIGT 20T T DR TE
LA EXMNZEDHHIUIRNPHIAT
§o —IROZHETTEMEI TS
ML BOSHEEIN & ZATEE PR ) Wi
NRELZZILEDHLET, &
C® HUIRNPHIA] 1. MCTDT
100%FETI A, R DMmE (FEAET
HBENESH) RBVEEFBFRELEL
DT, MELHBOIRLMRET 208 1F
HoFEHA

MCTDDE#fIc DN T

MCTD D2z e 3 5B, EERmdIEA:
B IgE WD F5lE) 2B5EICLE
T (£ 1), HFET 5 E. OHiUIRNP
Pifkid MCTD I R I R Hiks A Tld s
<. SLE ®uli B i, 2 FEVE 28 / K W i
%, M)~ Fix EMORBER - )Y
RFMERTEREDOENSE T L, iz
IC@RABATRD S > T EH1 UIRNP HiikH
o LEHBLWVIMTT, T4hb
5. HiUIRNP §ifk % & &, MCTD I i8
HHENSEE I X EIEIRIE MCTD I i
MxEDTHO EFHA, AFICTBVLTIEX
1L UIRNP Hilk[GE &0 5 T L DR TLY)
IZ MCTD D@ WinaEThTws X5 il
ZAET, ffidicddsLHic. ORGHR
ZH U TE MO OBWIRAEZ 129
B (Jz & Z1E SLE R 2 3 1%: 50 2 D L e %
Wz Bt Zh S DB EHCih -
THERLEADPEOEEEHD T,

MCTDD &%

MCTD IZBR 5 9", B D e 4K X0 H i
BRIBRESAZTNTNCE>TEHAESD
T, BFREOREL XSHKT R T LMK
YIcd., JERTaA RHLRGERK (NSAID,
OFy=rixE) RATaA RHKLfiib
NETH, BEATOA RRICBLTIEZ
OEHMEDOERZRINETLX S,
IR TSN TRRAKRME L2 &
TROHED LTEWTER A, EGYE, b
PRI, HERIE (B X TZhUcHE S B340
ZREDORIWERICHERE LT, HEEICHELT
595 T eHMHETT, Ihlimifn D
aif L7 a3 B HLRSE O Of i hi s
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HTY, DU, —fRM7a HHEAR EOTER
ZHIFTEEET,

(1) EEZLCEETS

a BMERTH B0, BEHEOZ
ZRELTBHL

b. AT Z R T, Ak DEHETIHED
. WIEEIIEHRTHE L

c. i MUESED 25 T U P ld LEieim
BifchHsrc

d. iAW ZRERE R &

(2) RE - REICHTREE
A BRSO 2R R N 2 D 3
L2 a 2RO T, Rl dr ok
FRIEH O FEA. ULh LilJizibks,
KEZ LB LITEETY, Z0KD
ICHKIEOBRR & i )1 72135 Z & & KY)
T 9

(3) BAIINT HFE

a. HEDZTUT LRI 258
SHEIRFICIE TRZ T 5.

b. JE®E, HEOMREICTEET S

c. RO/ SHdEET | k728 S

d. RIBHIAD DNV BT Y — Lz
LT, WO & e nsM s
TIHICHERT %

(4) EFFEXICHT HEER
a. FYGRBUEDRHEN BT, B
M, WHT STVYNEREERMHLT
ESHCZ 8T %
b. HEF 1k 7V —LZMHT %

(5) BT %R
BB N, e 21D
CeWHBHDT, Hk k7 i)
M9 MEONMGE, HRICTET S

(6) XA7O4 K
EEiD SHREI N AT a4 FRIZ
BEFICERET LR, A7 041 REHED
AUw b (B8R 7 AUy b GEHI
ERD ZHI->THBEZELE I,

(7) tHRICEST 23R
a. fili 5 i e 7 & HE 7R NN 28 hV i
WBR D iz IE nTRE
b. #Ef I5 X O ik o 8on H &
M HRBIE L. D RiERIEEK
DI & v ;%2 kT %
c. BIEDOREN B BB, dERRIC
X BHBICIEET B
d 254 RicX 3 HFiEEBC
o TWVAELEIKE. RO
DY T L R=vVaryzElHd %
e. MEURICBI L TRYIZ A LHiIATH %
PV VIREHUAXHL SS-A/SS-B Hifk
Ot Z FIRECBBEOLELES

bblic

MCTD D#BEZE XA T, ELHIE SLE
FIERDZ S AENZDTITH, KD
7z o T U DNGERIERRAEIR AV I 72
DTERBVEINTVET, £HICA
T 1A R ORI & ili i i O S F ¥
BLTLEEY,
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BAAXAT1IV (RFIV) BOBEME
R II A ERR &) 7 < FREFERE
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FRAART 1 IV DIEIRIE EER - D E DY
H U UNHIDORENZ E, 7 1)V AREGRYE
EXUTED, HHIEIE U THEE
NBET—AMZLAETT, HEL TR
WEMERDEEE LWz, iRk ED
BOYEZREDN T, AL T28Z2< 7%
CHBELTEZBNONT. ik IERA
o ThH Y URF - BEWREHIHME N
ZWiENs7r—ANZARZFSNE
o MART 2 IVIROBHICIE, B2k
IR b &SRB 2 SR - BRIV B e
MNHO. VI FHMETEZWNICHRERD
BT ENDHDET, ARTIEHAR
T A IVIRORHH L IBHHEIC DOV THIHL £
EP

BART 1 JVRDEE

1897 4 A FV X D/NFHE George
Frederick Still (1868 4E~ 1941 4) H3,
FFF i & ML 3 i 7= BRI 28 D A 2 i L
Fli, OBIZ TRT 4K LMENS
X1 a0 ., BUER SR EMERFEERY
fiREMENTVET, 1971 A FY
A MDY 73 F[% Eric Bywaters (1910 4~
2003 %) SM, /RO TRAF 1)VIK] &
FALIU 72N Z 8 L. N R T« VR
EMENB KSIEDE L, /N GER
16 &AM O [AT 4 )V ERART 1
JVIRDIE —IREM BN RN H B L T A
T, ZRMICIIFECERE LTHbDA
5TLHhHVET,

&7

JRANA T 1 IVgE ) 7 FEPE T A
MICBAL»ZBERVE I BENERKT
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K&ae, RAART A IVIHEDARHFEIE 10
NG00 39 NEHEENTVET, &
GHFTE LU TV 5 B R A s kil
BOTE, Fril3HM 2 ~ 5 HIRE T,
MRHTHERTED B % BE T ADHGEH T,
FIEAERRE 17 i®D D T0 R E TEANA
BAOHLTED, PRLHENZOHIRT



T, BEIADEKBENITIKAAT 1 VRO
TFFEALVWERADT., BIEZOEZEIZ
YirnkEZEZLSNET,

R

RAART A IVIRDRRZ 73> TOEE
D, T 1)V AR5 EDRIEERZ AN S HE
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G 7z FLD U TR 9 2 #illfd T A,
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LWV, MiFd R EZBXRTR DT 54l
AEFNCHER->TLEVET (K1), %
DFE TR 2 RIE SIS (T A+ A A 2 D)
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M, WEETZ ZAHLEH D T A
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> = .
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K1 WOSDODEEE (Yamaguchi et al, J Rheumatol, 1992, 19:424-30. LD 3IA-FI5R)

PNELS]
1. 39 EMUEORHMN1 BEMU R
2. HEEEn28-8ME
3. TEEHRP *
4,  BmEEL (10,000/mm®ME) HDIFPERD 80% M

1. IREER

2. UYVI\EEARFCIIMEE T

3. HFHERST

4. UDVTFRFEEBIORAKUREME *

RRPE (15 ICBUIMAE SRR SERIRIE)
Il BHEE BCEED Y/
. BRB (SICREEMESEIIRLCREEMNVEEZRD DV o FIMER)

ARIEB 2 EBUEZO<T S5 IBEBMUETRART 1 IUBRZDHET D.
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* BRABICHIRT WA ZERRESHEOY —EVEY DB

T UVNEERKBRORE LUCERR V/\EBEACES.

W D

=L LRV EE el = S R

I FHEERECL. FRRBICLDIHESICHDS FSYRPIST—EHLIE LDH DEE L
FCHO. BROPUILF—FLEIEHOZOMDRRERFNT D, AEEZENT D
RIIC IR BBYIC A RS DEEIPRBSICIERIE T INER I D E,

o SBREOME lgM ') OV FRFREEE RERNNIREICKDARIEHEIC KL D.
MED ' JFVIERLRD 4 BMUESEZMEDSE 2D,

TVWEY (F1), BICENTTH, AH
BETEHMEN TV S &K S I FeEMER
BORNZWID D THERETT, 1 HEKLL
EFikEd % 39°CLLEDRB, Y—F ¥
¥, VIRFRT - kb uAREE, i
W7z UFVEfi (>1000 ng/ml) 73, Al
DB FEGUE & L U THRA AT+ IV
FRICKM T, IE~7 = V) F>H 1000
ng/ml Zi#H X Z5UEZNIZ EL TR
<o RAAT )V, Il BR 2 B E AR BE,

HERAYE, MY oSBT R
FH. B OWT DO AHEED EWLT

9o HUFK 10% DERA AT 1 )Lk Tl i
H7 2V FVEBE FRERIERTTO
T. FEDPBETT,
RAAT 1 VIR FER 27 1 H 1 H&E
DREAEEHE OB EHKRICTENTVE
T meE iR, O ED LR
Ziizc U, D @QEFEERATT 2 ML E
CREMR S 1 5 FRAEE (M5 AR R A 2
s MBREEYEMRE 2 5. AfF P ER LR 1Y
i (85% KAL) 141, MuiF7 =V F Ul
3000 ng/ml LA | 1 xi, FHIZR Y 2R
R 1 5. A7 a4 FEHiE (0.4mg/kg



DLUETHFHEGME) 1 MOBEHD A2
MEREZEDET, 2 AR TE &R
7 Rkt S 2 BN B BB ZA R & 5
DET,
WRDBNERBENAFI—H1—L LT
k. CRP, {7 =V FUHEBEHEINT
VX9,

EhEET AEE
<BE»>

1ARILL E& 39°CLL Eom#AL i< B
FoRiEEN 23O ERA, 2HNT
U7 =7 AR MERGE DR E AR IE E D
BRIRREIR & B UA R & DR CTHil T fE
TY, 2NV T b —T R EDORBIH
WBE T, SEADFRL TG 7 2V F
DEWEEICIE, MEKRERIEMREE LWV S Bl
DEBZEE> T, BHRENLEL RS
ENHO F T, HHREERTEEIENE D > SHig
T, Y 2 ik, WEE, 39 CHD
FEEN, BHER R ERAA T ¢ JUIRICEERLL
FREARREIRZ R U E 3, Sz hL e L
72V o SHIER O A, Bk, R
U YVNERKOHBL, 7 2V F 2 FEIZERE,
Y— I BREBDITV, R EDOEN|
RSB O £, MIEESRAE > B SN %
FEMB R 7% EOIMERTIE, FHBA GEH
38°CH) WfidT 5 LENH L XTH,
ERARREIRD 575 > TV E T, A0
JER T HED A b LRI & 0 FEVETEIC
WAFRENZEET, ¥V VBhLsy
LW S KD BENICIEE LTVE T,
FIMERIE 2 | AFhEREIN, & D FRIER G,
39°CLL Lo gk, KBAHiRZ Rz L T

M AR THRICKS RS LeHE
WTS, AN SFEER - 2B - PSR
MOBRLTOIED . KPR Z#E D K
LTWBADWBHEEITE, Stk rEms
FEEEERE 2 B8 20 8hH D T,

<RRZEE>

AR T 1 IV D HIFEHI TIIIESYE & D
ERIINETT, Y—E U TB, B
BEEIAEAR. 7 =V F VIMIEDAER A
AT A IVIRZES BED o MF LR D T
A, I TS DR RICZ LI i
PITiE. HEICZHT 208N H D £,
SERPE DR & W 5 DD FR I Ml 1R AV
ST KT, AR T 1 VIROKR R
B, B INZRSH T, LT a—MK
IC& > T, RO ZHNRD T L HRBET
T, FEEA LRV UOSHIEAR, MFHHER
. B 2SR BRI IMICEED 5 &
&, ERPEHARERGE L W05 EB Y 1 )L
AREGYE 72 5t > T« )V AHUARR A 7 fitif 7
LEYT, ZoOftict HIV, Y7L ED
il EHYIE, X & RIRYYED BRI 2%
A0 ETH, BIYEOFEII R TH Y |
FEEDRER T 4 VAT % T &I K
TY . BYYEDOBWICIE. BLDkDH
e, MEIVIERURE. X M E| AIRICET
MM EETH D, EMICIEMEICIEA S
CEHWHEETY,

<EBHtRE>
TEIEHREMEGICX o TR LAY
X9 MART 1)L L ER 2 B % HE

P e UCHEMEY VN, hTEImEN
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W) VOoNESIEFONE T, MmE N RN
U VST RSN DIEIRICZ Lo 72
D, ME7VFUMEMTHETLEDH
DX, K. M. EEE 5. HEEot
Bz UL TE Y Nl L iEET
ERVT—AEZNVTT, EREDKICA
T4 RBRGEN TV L, RHEBED
Witk e bbized, b LVGES
I IBHRBHAGHTIC ATREZRBR D 2 < DFNIA
LAEMETZTLAEF LV EEINTVE
9, FUIERDSHEAN L TWizw, (ANOEEHR
TREEAMEW, PR S SO < — A —
THHUBEIL-2RNFLL BV, AT
A RIZ KB EERISENED, HRICEE
PV DSl SIS B BELNDHD T,
27 N
NEOENhERCIT T LD ET,

BART A )VRDEHHE - T

SPEHCIZ BB (BAZA I RU
{Tk) THTLTEAMHEFELT. B
KR, #ifin, <A, Hillkx £ OREIRAER
HHENET, —FHDOBEE A TIIRES D
DERZEC LE TN, 205G

wHET, HHE X< D> TVEEA
N, FANCKH L TEBLELEDT LIVF—
KGRI L&D Ed, RIEAT
E3EZ L, 7077 —IUEMHLER
Bt (MAS) 12720, /K T 2 ik ds
ARBERKIZTTENHOET, MART 1
VRO PR TIN, BRI TS, A%z
BOIRT HIIK40% D, TR L
BNTOwEd, /-, BRI L T,
BT 7 < F ORRICEDER T 5550

10%H Y 9 (1@MBIEmRED.

IETF YA OEOERERD D FEA
MATaA RBMEEOHFLTY, fAflebD
BELTVBRART 1 WIRDEBEETAD
2ROV RV kHE kg 47z
D 0.5mg ~ Img TELEZ>TVET, A
T 041 REGTRIBEEDA 5 LHIE L7
BAIIZ, AFTRI 7B ARY URA
b LFY— b g & DR iilFIA & <
INET, FEAH. ZREBIANCIT IL-6
ZEREFUAD NN TH 2 & ZEGR T
INTVET, BT IL-1 ZEERSH
FIBHWENE T LEHDET, LT
N5 OEYIANEENE. BRA AT 1 IVIRIC
0 U RBEIS T DT, BIEER T
ERBAER M TN TV E S, BRI
DOEFBFEEH ) O FICHETCTITDNE
T, ¥ rn7 7 —IEMHEER (MAS)
KB LA AT B A FRREEE, M
WL R EN BT hbhE T,

&bhlc

AR T 1 WIRISIERID DIz, &
EbhoTwhknT &L, TE8TV
ZFDEWIRFHEL L L TWiRWn T e h
5, & 5752 BT L BRPIZE D LB T
T, FRERMNGH S KW 39°CLLEDEEAMN
BUWVWT., HiEMEZE-> T & A5k
WEEITIR, Bl U FEHMEICHZ
ENBETLZ2BEHLET,

(RIET VR COBRBEEPENBNE
WA BEHL - IBRLD T &)
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I9G4 BhEREBDEIE
&RAEMBRER:R | U<F - BEKRAR

N

JII%F 725k o

1 LHIC

IgG4 BE UL, Ao BIEIC EICH
JEL., 2H0H 5 5lEaRICmKAZET L
5 518 CRIEEDIKB T, L DEE
EATRIEFITIERICZ LTz, Slidds
OHEMEICKD, 27V v IR, HARE
PERER ., BEERHEED X 51, BVLZE
NENRL ORI e LTRSS N, B
NTES LJE

IgG4 BIERBA —~DDRKTH B & D
Mo TELEDOIR 21 HEEICA>TME T,
72 D B EN TV S A L Bk
LRI BN TN TV AEHEIA T,
—HeL BRIZRKUICRZZDTTH, &
B 50EEEMKREEZ T % &iiEHh o

IgG4 LW S /a7 ) UHFERICH X
TVWET, ZTT. Ig64 BhEEELE VS
LEID DT SNTZDTTH., TDXI %P
Wi D — R DIERDRIC &)L E > 72D,
2012 4RI, HAN L ZOWHDREE N
THhH5TY,

lgG4 &1

IgG L5 DI, M T—FRNL
REEs/a7Y) UTY, sy v En
S DX, HIER T A IR EDNEN S H
bREZFLHIEELEXINIETY, &
LzE i IV YT AL ARGk
., vAVRCEEGLTHRML, AV
AhehbREZELZREITOTY T
9, IgG & IgG1, IgG2, I1gG3, IgG4 D 4 D
DY T IS ACHETHIENTEET,
IgG4 13, TOMTRLEDEL, AT
Z ik OPEED 135mg/dL LLF T, IgG
ND3~6%EFDONTVEXT, IgG4 B
PEHROBFE X AT, oD IgGa HEH
L. 1000mg/dL Z#Z 5T L EHD XTI,
IgG4 DG 66X, TLIVF—IcH
BLTHY., IgE LWV 7 LILF—JiEk%
glEEC Iy a7 ) OV Z Rk E
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REDAR B~ RAEER - Ba AR

5= VAN i1
RE- B

EAREDASNTOET, HEE IgG4
BB OBE T A TR, 7 LIVF—1ha
ROXE LMD IR EDT LIVF -2 &
BEICHEHLTED, LIFLIE, &gk il

CK-> T, WD HELI T,
DI CIFig N DRREE DPAE D H AL D53
EH D, IgG4 BEMEMEHE R LHE N
TVEY, FMIHEDORIWL 2R 55

JERUFREERIZ k> TV E T, BT X0 IO & I B3 2
RENH D FT,
R R IR DR EM RS R T, &

IgG4 BHEHRIE THH TN F Uk,
IR, DR, WA, . KEIIRIE PR,
BEIED 5OTY, Zoftuc, 23h5 %
2R A2 &£ 1ITRLET,

B2 DL DBES AT, KK
WOMHENR RO EaE K L ETH, 2
PERESE DFENE L 1358 > TRV R 2 3R 5
CLRIELEALD D FVAMENATIE,
PHEEMED BEZ KL, BV ILE > HHE
REERD FFRZRDE T, CT®MRI 72 &
DM 22 % & gD EN -
Mo TV B 50 LK D — 5 R R P i
NTWR5EHHH. BETIE, WL D
FNDIEFICEETT, KT70%DHREX
ATHERWRZBDFLE T, £/, BEEA

FRPEICIRIRD N 2 DD T, £ 17D
BNUE>7=< 20 X9, [FRFCH O R
RBFENTNZeNEL, TDXI &Y
AICLAENCIE I 7Y v IR EMREN TV E
Uiz BUETIR I Z V) v Ui E WS 4l
PO T, 1gG4 RIS - MERR S &N
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