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CAbstract BFTREFAAZLTHREORTS, SRME XM AZFEE (granulomatosis with
polyangiitis ; GPA) & &1 NK/T #ifa') >/ \BEIZLEBMZEIDE L LY. GPA IZBECSREMHME
ICHREINBEERTHY, 8, B, ROLJEICHRTIEXEAFEEFREIBHONS. !F%“f
AR RIEAEMET R £ M5 protainase 3(PR3)-ANCA BBEEDZINICIZEE TH B P, GPA ¥IHA
ICIFRB LRIFEMEDE ONT PRI-ANCA HEUTHB I ENZ VD, ZHICERT S
EFRDZ. —F, 8MNK/THEDV/NEE, SEPOSICEEERECHELREEZRDS
BEUNETHD. SMENK/THEEY > /\EILEB VAL ABERE THY, REMEZTO
EBV &M NK/T #i2 D2 E°M;E EBV V1 LA DNAED LEDZHDROFELD. EBH
DEBOTFROYEICIIREZN, REHARISEETHS.
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1. &REE - BREKR

% %€ Il & % 1% A 3F JE JE (granulomatosis with
polyangiitis ; GPA, 7 = % F —R3FESE) 1Pl
 ER M B2 & Pt (anti-neutrophilic cytoplasmic
antibody ; ANCA) BI#E M K 1258 S 558
Thb AEBICIZINTTY =7 F—WFEE
(Wegener's granulomatosis) & \» 9 ZFASH W 5
NTWzHY, 2011 4EI2HFE 4 A Granulomatosi-
sis with polyangiitis (GPA) IZSZF &, AKIFTid
JZ A 57 )4 W YA VR I 2R\ B A AR AERF SR TEIC &
D, ZIEME RYERFEEOMA DL 2 5N,
GPAIX, O &, H, B, LRESB L Ul 0BEseH:
PSFIEVEIRZE, @ 45 o rU/INILAE o SEFEYE P 3 i
PEMAE S, B B OFIEME N AR E %% 3%
ETHME O LGNSR TH L. BAFTRT
& BPICBIROA R, 5, R
BRI, BREILAR SN (X 1-a).
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Z M E =R (7 = 7
T —AFIEAE) O L 5GERZ

a : BEFTRTRBEELL
P SFRERRIN A (IR FD) %38
Do
b AR THRAZZEDS
c © BBET R TEEESL H
s, FROMIE %D 5
d © MEBEPT R CARGE T I A
fEARIRZE (H &ED) 2380 %

I, SRR L L CEA(H1-b)Z2E&2T. H
i e LTid, BiERH RkOHHFE RO
FE (X 1-¢) R, PUH HEASHER] 7 P 35 F P o 2% -
HWHROMMAET S, 72, WREKLEL LT
BHAHFE(H1-d) 2 & 232 eddh 5.

LETIE, KIBTD GPA IZBIT 5 FRBERE
DEEXRET 5 HIT, 2011 F 2L E DK
BED H BRI LTT7 v — FERIC L 53
BEATo 72 OIBIEROEIE T, B - i
DRI, SN L 5B EOBERE 572
L7ZHEBI A 91 Bl o> 47 1 (53%) L | b %<, K
WCHW, B2 EOHERE & 72 LERIAT 25
1(28%) &% 2o 7z, F7z, W% & OWETEER
X4 61(4%) IO SN2 (M 2). FIZHIZEIES
n7zhiZz E5GE(E), Mi(L), B (K), MmExRc
L HER (V) DEALHNCHRET L7z & & A, EfEIR
EIEBICRDON, L, K, VIERD %W EiER
722000 ERERE R 51 51 (56%) Td - 72 (K
3. —H, KIERFZZVEREFEOLHRIL
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2. FEIE@ATR
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2315H o =
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=188 | 21188 -
22180 e -
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24 B1(26%) TdH H, KEEIHNKE BT HBRIC
12, % DIEBIH EXGEIC L2ERZ RO 7 VIR
RBEIORERTHAZEBRHLIE R o7

2. 2 W

GPA O Wi, 1998 £ ICHRB I 7z, B4
PR 2S5 5 AN RPEIC & 5 Ak
e BHVHRTWAEY (R2). EEER, FEM
AT R, FEMERTROMAGEHLRIZL ST
MEEF, VPN SN, FERERD D HEE
K2xHsrboremnH, ZhUMIRF/BEL LT
b\Z)s),

GPA TIdIfLi# protainase 3(PR3)-ANCA A4
BREOBVIERY—H— L LTHMREAEIZED A
FhTwa?. i PR3-ANCA i BICHRE
DA SN BIEBID 70~80%", 45 R iG B
Bl 80~90%°" THMEE R, BRI OMRATIE,
MBI ESREDANC S IRE % FEO BT 39 B
i1 25 B (64%) ThHETH 0, b 5E R & 8 HE B
49 BTl 24 B1(49%) (Bt TH - 72 (K 4). 1

il PR3-ANCA 12 GPA IZFHEEOBWENTEK
Be—h—TlRH 55, FAGERBEORERTIZ
FtEEMENC L SMETH S, 72, HTlEd
5, WK PR3-ANCA 23, M
myeloperoxidase~ANCA (MPO-ANCA) 2%k 1%
ThHEFLEBRINS. 0 X9 RIEFORFIR
MHEITL T GPA OBWEE LT Xk D
BEbHLOT, EERRVBIEVPLETHS. K
PEORFBN 2 MERFA TR, 7470 /4 F
%D A & & BRI %) WFROE
BThbH. LarL, EEEREDHORYEST
IR R 2 RIEERF OMMBEIEE 2L, GPA
ELTHFERIRLEVD OO, MK MERRPE
MIfiRE O RARD eI L A% v, LF
DIRETDH, MBRITEMREIT > 72 88 il 44 B
(50%) TIZMBIM 2 IRBEE O Twizhs, bk
OB PR R RUAE B 48 B1TId 15 B1(31%) 12 L 2

e 20 7 SRR 2B R IR o T w
o7z (X 4). AREBO L ER RS AES T
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: B £ n=91
- 78%- B ESELSADQEREFDOES n=40
73% | 0 rRamERBES n=s1
64% o c
P 5 * P<0.05
41%
37%
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T TRER
1 . 1 1 1 '} 1 1 1 E 4'
PR3- HEFR  PR3-ANCA Bx EF LA EEE Z S RVEWSFREAE (7 = 7
ANCA mhtt IR promprem F— W) OB BT
e i (B3RS AT 19985) B RAR R L SR ONR

&, REBORRWY~— 5 —Tdh 5I0i% PR3-AN-

CAPKHENT, X5 1Z8BIAY 7% B a%E D
BoONBWI EDZ W0, WIZHTOZHIHE
DL WEEbNS.
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91 BIrh > 42 $1(46% ), Be\FlAS 27 B (30%) T
D, 22 B1(24%) S Wi KEEZ 72 L TV ird o

72. TOHRT Y EXGEBRFAGER 51 Tk, 2k
FHER 72 S T WIEBIDT 21 B (41%) & BEFRITHE
FEL72(B4). ZWAEELHL-Z LW 2 509
b, 13 BlEREE P I oRER, AR AL,
BREMICBRIREZM- L. Z0XH, M2
KRB W EDIEFEBI TH - T D, ﬁﬁﬁ@*
12 GPA LB SN BRER DA R h O THLET
5. D& BEFICHETS I LIX, ERED
WEFPEIRZE AN <, SRR IC CRFELZ RO, b
DIREDVRENLE L THDH. RERBELOENZ
3 % 8 NK/T MY > E Y, WFERERdEh B
RORT VOV X — VR IFRENE M Y % & OB
DRI SN2 7% 51F, BEO B WA R A
bhdZ ki, EFRIETT ARICZHNG
BEBET A L2 ERBITNETH 5.

3. AEETHE

GPA R, ZVF=Vu/(PSL)tv7u7+ A
77 3 FCY)DOFHBEOMELICL ) BEOE
A S ARIBAVICCE L7z, ARIFTIE, 1987 412
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FEAEMEIEC & ) KRB OERIGS SRR
é‘#’L, 1997 E IR AN IS U - R 5B 60k
FEZEB L7770 b a—VHRIBIATHEY,
FREECix, PSL % 15~30mg/H, CY # 25~75
mg/H CTHtGE$ %. JIFiAT A, CRP i, Ii% PR3-
ANCAfEZHRIEL LT, e ERMIBONLS
1~2 8B LI PSL % 5~10mg ¥ 2 15~20
g\l % FTliMT 5. BWHEAKIE, PSL %
10mg/HF Tix1.25~2.5mg 32 4~8 AT
W ET 5. 10mg/HUTICHET 2561
~8HEM T ELIZImg FoOWET S, CY T30
mg/HZF Cld4~8 AT &I 5mg ©oORET
5. ST GHIEARE D EMMEFFICAR L ShTw
5. BEHRATHLEEHIINREIVF -
YHETHERDH Y, PSLOKEREZTE S/
IR C % BIR CRMMERREOMBI L LTHY S
TLbHb. RAEEEL LTIE SEOKRLETE,
Jii K TR O ¥ 2 H A1 ek 2 B IS B %
CLERELTWwA. PSL OEMKS TR BHER
REZ T 5720, EMMICEFERZHEL,
HILE Y I DRARH VY Y LABH 2 T
&5 5.

S NK/T #ifa") >/ k&g

1. 7RR& - BRRE&
B NK/T MgV > 73 jE (nasal NK/T-cell
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B 5.
81 NK/T Mg > 2 fE oSy
it 7
a AL EAT R TIRIER ORMIC X
) BIEERDOFEMR A o 7T DS
RO LN5
b R R Tl A S ASESE
HETELN TS
¢ HHENOBIERLWIFE L RO
5
d : OBERFFRTRKOZI S |
C#F 2T TEWRIBZ 2D, .
SePEN DIEIE % £F - 72 A FFEE
WEVERTE S

lymphoma) (&, SRERCMHEHIC#IFE L, BHIEIEAHHER
(2> THEAT S 2 BB M O e R SRR 4 %
FHRETLENE) ORETHSH. RERBOKRER
WRDBPAHTH - 726, ETHEREE, 5t
PEIEF R IFERERE, BEYERIFERE, ZEdaEE, &
PERRRERIE 2 &, ZMEIROWABDT LTV
7z. LA L, 1980 FARICAK B ONEE MR A T
Mia s NKMifeomZoRmMELEAETAHI L
PR L, S NK/T MY >3 EE v ZFR
AHEIR S A, 2001 4EICdE S ESY Vo ED
WHO 2 BICd COAMMPRBE LTS, il
BIZ1%, Y2 = Harabuchi 5 A349% B o i 55
Bl EB 7 4 )V X DNA & EB 7 £ )V A fE R 5
WMEAVPFEEEINS Z L2 WG L%, LIHE
JEReN—Fy P NEEFEIFEICEB 7 4 VA
MR L L TikbhTwa?,

b S VIER IR - IRIPED S, b, &
RRECORIEIRE, BEE, S8, REGZ CoBH

MR CTd % (4 5-a). NHEER R WE R 2 & N5
FERDBDOOLNLGE5bH 5. 72, KEBIR
akE e EOEFREREN D BHE S . R
RLCIL B IPE NS Bz C 8 b 7 B A 3 B AR
2, THAORE L HHEMEWE 20 5 (X 5-b,
c). WHSHRCMESFRE R (3 BE LS8R L, v RE AR I
MR35, F7-, BROZFRLMIIZHIZ D BRMEEE R
WA 2 B0 72 1) (I 5-d), WS A3 EE:
WERCHREZRDDLIELODH L. KIETRH2L
fili, BeM, HALEICRELTYW2EASZL, &
WA II R MBEVPUHTH L. T2, KiE
DFEB Y >N i B 1 K E A % A (lym-
phoma associated hemophagocytic syndrome
LAHS) " %RET S &, FREAMOTARE %
o

2. &2 B

A BT BRI, O ESMaO K & 3
WCKADARFEDELL, SRMEOBEEHFET S, @M
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& 3. ZRMERNMAFEE (v = 7 F—WFEE) & S NK/T MisY) » BB OEA

ERMERIENFEIE S NK/T #if2 >/ &

L3N BCfEtnEL B >/ \EE

RSP R B8 - IBE E%

PEABR RIE~A51E &L
P 232 BAEEEE~ SRS R %

8 - RISRRE | BB WEBENRE mEAE B, WRMRE, MRS

OFERE E¥ B OEZFEA

LEFR RE, BEE U EhRERR, FE. HEED
MAMERR PR3-ANCA BBt R ED AT,
RIBERS Efffa S HIE A EM MEA | EBV B3tk (EBERI +)NK/T #B2 (CD56+) D2H

RPZIZY o8k, BBk, BEMREL & ORE
HHBLZEREL TS, Q@ K#FEOEELH
FHEEZEH, @ MEOMIBRMEDH LI L <
% ICIMEBRNRBENAONS, Loz
AT 5. WERIZEIRG L FHLMBZEO -0
12, HEREERZGTIIBHEHETE LW
BB TE , RIEMBENREBEILEL 2 5.
HBRIFTII THIRR~—H—T3d»H% CD3e & NK
Mifa~—H7—TdH 5 CD56 DWH % FH LMk
P, CFABICERBELTW I ZOONE. F
72, AERBIIEBVHEEREE CTHLZ LD,
EBV & §:#ife 1253 3 %5 EBER(EBV-encoded
small nuclear early region)1 % iz situ hybridiza-
tion ECHEET A LPBMOBEICIIEETH
5. BRHUITHEERL=AKY Y 8ERBICZDin
situ hybridization %17 > 72 & = %, 31 #1(97%)
\Z EBER1 ORBAHHER S Nz,
MEAEALFRE TiZmiE LDH 0 L7, Tt
L2 ZRBEO LA L Vo 72EW Y Y SESRRIC
AONBFRALUAN, FERBOFMLFFTRE L
THLiE EB 7 4 v A Hufffli & fi& EBV-DNA @
ERAPZBD OIS, MiFE EB 7 1 v X HARMM X
VCA (viral capsid antigen)-IgG "% R L,
EA (early antigen)-IgG Btk & %2 5. 7, E
MHEEHE & Rk VCA, EA @ IgA Hifkaskatt %
Ry EbHb. i, EBV BEESBEOME
rREL L2 7NV% 44 PCRIEIZL S EBV-
DNA BHYR% % KRBT A 8B~ — 7 — &

RNBHLEN?, BYNK/THIKY Y ETH
ZORRBIRINTEY, ZHRZABENE
BRETTRESFPHREFUTAIRTF L LTUSHT
5T EdTEDLY,

3. AERETR

) N EMRIZRNERZFERBELTE
D, CHOP L% E@EDEMY) Vo EICHW S
NHELVIYAYTIRHERL, THORBHICBNT
b5 EEFERN40%% TR Y, HEREIRILHEE
LTwiwv, &, 48Tk 1~ 0HOERI
L CREEBIRA > OBIELERED: - BRGHRFE R
PERBEZIT, BHZEEEZH WS, ST
DALFERED L ¥ % » i MPVIC-P (Methotrex-
ate, Peplomycin, VP-16, Iosfamide, Carboplatin,
Prednisolone) T# 1), b8 E1x 10 1.8 Gy,
HBiE 54 Gy x RAT L EMICWE LT3, B
EITIOFICZ DEFEERITL, TXTOEPF
TEEEMRP/ON TN S,

ERIZHDRL > b

RILLINEFTRRZEFRBOEN 2T LD
7o, BEIMLERTHE, TR, mMERE %
HABRE» SRFZWILLBNAS THDH. L
L, BEF, FERBIGCIIRERSREIIEFEDY
LD, BEICEETHZ L34 LRV,
MREDFREEETH7-01213, ThokBr
SHIBWTHREZED TRYIZZHIL, #HPH
WCHEREBBT A EUETH L.
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