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Systemic IgG4 related disease, a case of Mikulicz disease complicated

by retroperitoneal fibrosis
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(53R K91 » Hilir 5 OWIR, 7.

(RIEHE] FricdR&Zehl

[BETERE] 200748 A, 21 CAE, B &RE R
i 2 fafd S, EERFER ALK FHS TR B
HTH-7=. BEHCT, MRIIZT, KB FaREFEMHIZHE
FEMEIRE %28, [FAIAFE9 AR HEREST. € DA
B, PIPEHLERA IS REMERERT & L TZ DK X 2 FHEE
B TH -7

2009 4F- 8 HOWEHE CT 12T, MO A=Y (K
1a), IREFERAET. REAIZIIESTERNZE 229 T,
RIEMET AR S iz, Lo L, [EEOKRE I 25,
EMABETE T, BIEBERHEE L OB T b - 7223,
AR S PE I T,

[BiE] 2009410 A1 H#IR2. #3134 0.6p (1.2X
S+1.25D Z C—0.75D A30°), 7 0.6p (1.2XS+1.25D
Z C—0.50D A150°), HRMEIZA 29mmHg, 75 17mmHg.
ATAREE, hRDEXH, REICRE RO L -7,
Schirmer I %% #1345 10mm, 75 12mm.

2010 1 H 7 HORZIE, 1 » AfiA 6 45 Hi AR

ftZ2AN (K2a). HREZEERIE 2 0AS, il ERR G 2 EHI%
MNd -7,

[ARAFR] A & g b AR MG 50 2 iR & 52
5. kb AR O AR A S A, i H FAR, SH PR
RS ST, HRERES) : #4328, HessF v — b
I THIRD Liin, WHEOHIFR%A 528 72, HEFIZRE L L.
RS L & JH 4 L.

[Mie#At] CBC: #E#Ax L, TP 9.5mg/dL, HFH
HE, EHBEER. M7 3I7—¥, VUF—LEH. i
SS-Afifk, PiSS-BHifAIEHR. ACE 14.2 1U/mL (F#E
fiti 8.3 ~ 21.4 ITU/mL), RF & 90 IU/mL (JE#Ef# 20
IU/mL &iii), IgG 3,383mg/dL (F&H#Ef#H 870 ~ 1,700mg
/dL). IgGH# 72 7 % : IgG1=1,950mg/ dL (FkiEfi 320
~ 748mg/dL), 1gG2=1,280mg/dL (FL#fii 208 ~
754mg/dL), IgG3=70.3mg/dL (JE#fE 6.6 ~ 88.3mg/
dL), IgG4=1,980mg/dL (J&H#EfE 4.8 ~ 105mg/dL). ¥
N2 ) v R EEE.
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a :afkn. MRRERZSEYS (KH). b aREk. RIREROR/)\ZRH D (KEN).

IR TIESNER, ETFEAOIAZRD 5 (X4).
DREiRAr] BRI aiR IR S FH TiTbh 7z, %8
B, EAERMEEEAZEH L, WEMRA S L THE $¢®
BERUP IgGA PR RIEREE T 72, ZOMERHE 4t
TiE, BIENE, E9EEIC) VoSER, PR ERE,
ML 2GR 7=, Pl 1eG4 PilkuiEfe@aTid, MEIZARE
12 IgG BtEfiile 2588 72 (B 5a,b). LU L&D IgG4 B
Mikulicz #iDOBUT OB Wi HEHEN & (T 1), BEEMATA,
Mif%,  IiekRds, PERMIRE L O, & eG4 IEA R TS
Mikulicz 5 & i L 7=.

(G - #%58] 201041 H20H&Y, YL F=vuo
v 30mg/ HTHRGAAG. 1 H 27 H, 2 is TR IR EIE

MESe, HRMIENR XIS, BREREIR & P2
L7

AREEES CT ¢ & midMiE Kk O W i/ & 58 72 (K
3b). 2T Emg T L F=v oy R AeWkL,
MR LT L F =V e v 16mg/ H &% 5.
ROBEAL 2RO THAW. SRIINKT 2 TETHS. %
MERESSS & [RIARIC (% T/ L, TV F=vnm
VIEIZTHKIZ AW (K 1b).

F-AIEFITIE, 2784 FiR#FERIZ, 2784 Fid
Ktk Bbh s, FEEERE #RZD Mz F o -
THhb. famrh, 2010410 H Mok, mza Ry »3
MR 2588, H RN T FIRSEESE I TERDMTD
N WP S OV AMERHIAY B i) >/ Sk &
iz, PET T Y GENCERAZRD 7=, MENFE
2T EREEE TR T H B.

H4 MRIFFR
BIRE T3 T2 SBR/ER THER, L TEHDIEXZ S (KED).

ATEGNI Y #), WIRESFHCRIERESHEE & L TRl &
Z T, EERGETPICIRIGRER 2 5 L -0 TY ki %
Zw Lz, ZOFER Mikulicz WO FEK & L T 1gG4
EE2 BB Z en b, [gG4BEERE L TREZED 7=

ZhZ Tl IgG4 & (7)&]1%/]‘/]\"?‘ SR TWAIRREIC

CRIEMEREREAS S 0 ¥, CLRIEVENE 12 Sjogren SiE
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a2 HERE(X100). UGS HEMROBEERDD. b lgC4RERE(x 100). eG4 BN EMEBRNESERDS.

B AP 20 e MG h T 2

ZF D%, Mikulicz % T 1gG4 MUE A %2 X 1 Mikulicz
75 & [gG4 BlER D —DTY, ZOHME - MERIRALEEH
12, ACREMIRR O L FRIZ, &Mk 1gG4 B
MBI R s MEA L Xhz . 512 Mi-
kulicz % T 1gG4 BRI, B, DR, ki
DAELT, EHIZLRHOH, IgG4('B§§‘§‘5ﬁ’Z¥&:
LT, Falfks”, HURRZ®, IRMGERIEME %Y, R
HW%*W,@WﬁW%*“,&ﬁﬁﬁ%F”W,&a
BHIZIARIZOEZEAME SR TS, UK
5 Y DT, 28 IgG4 BB OK 8 #li< Miku-
licz WA S A,  TRMRMETE R 73 WIS T 134 6 HliZa
EN=DRETH 72, AIEFITIE Schirmer 7 A + 10
/12mm CHEET WS ERHTHNTH D, IR
Wih o7z, SjogreniEMEREOZITITENTH 5.
EHAIHEEAL, IR Z 24 2 2 Ot
BIESOENRRE LT, &, Hrad r—-vx,
Sjogren IEMERES 2 Z R IC AN, KNIEFITIXEOHIKRE
2L & BIMMERAE 1T - 7228, Iiih#ER, 1Y
Y2 FRTFOARE FRERLE. ZOZENrL, Th
LOFEBIIHEELTENWEEZ SN

i 1gG4 AFMR @A R LT &, EHICH, #%
WD RIA T 1gG4 Bt AR ICR» 6h =2 &l
&0, IgG4RB#EZERE LT Mikuliczi& U T2l L,
B AEIT- 7. Wif§AEI2X32GRITIE, HIEBHR
HETELAA DB Ll b s o 7z, F 7= ATEH]
T, WURIRONENE X E{$R T R0 5z, FH PR,
H MIRIER SR80 6 s o 7=,
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#£1 I1gGAEEMikulicziBNDIBITD 2RI EHE

1. &g, BT SBETROFREME (S »ALLL), MIFEIC2ATEL
tOEREZRD 5.

2. MiE¥HICE1gG4 MiE (135mg/dLLI L) 2388 3.

3. RBR, EEISAELEICERA L 1gG4 BB EmRRAE Gk K 51REF
TlgGARBMYE/ 1gG B EMARN 50 %L L) 2388 3.

EE1 &, BE2%/ARBEE3%2MATHNE, 18G4 BE Miku-
licziR & W § 3.
¥/, #)34 K—2 R, Castlemani®, Wegener A3IEfE, ')

2SR, BmEEAIT B.

2008 EMAAY = —J L MERBARS (KRHEA - HigX FEFZ
HR) (I THKRB.

F1ICBYTOBWEEAL %155, LLEX ) SRIERT
OERIZIZE S TV, & 1gG4 i, A Pfds T
DB C TeG4 BBl @8 6 hi=Z &n
5 1gG4 B Mikulicz W& 2, X 5122794 Fif#
NENL-ZE LD, ZMNIIZEWENTH S L Ebh
7z,

PR I AR AHERE 12, 40 ~ 60 M ATTR D BPEIhF 7
L, BEARAINGE 2 SR A KBRS0 IR A 2 HL O P05
WMTHB. 72, FHREHS»THEVAACTKIEDOR S
AR XN, BEEEIATOA FBREITHE E0bh
T3,

PRI ISRAEAE & I rh TgG4 @&ifil, & 5 IZI3REE AR
&0 VoSERIZEMAR T, 1G4 B2 5 h
IeGARHERTH 5 L OWEH S 5 ' H, Mikulicz#FiZ
A 0F U 22 %I IARHEE O M5 13 B .
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AR % ffT, MREFERICEMREEZ 2 T54 0T,
BRI AVAKREZ IS EM AT ETELWV-DMH
EAERE PEIRATHE, LALYRITOTL F=vu
v NHRBRARA S, W% IR 2R 2 N L 720
T, 2704 FEHEL, MR TREBIShTH 3.

FEAEFTEASNZ LS, &I IgG4 BMER
IZBAIREY VAT B L OWME 8B, Kt
FRELTRFIVELND S,

I1gG4 B Mikulicz WRIZx4 2 25704 FIRIFEICDH
2oTiE, BEROADESA, FLF=vory2 ~
30mg/ H, WEEWRZEADEDHAIZ 40 ~50mg/ H '™ &,
HOREMREICEC TITbhTw3, £/, FLF=
w30 ~40mg/ H2 HRME L, 2~ 4885 5%IZHEK
BIEDOSGE & A2 6 MR R (2.5 ~ Smg) X THS 5
fgndn®, SEKRLE, FREEEL, FLF=Y
7Y 30mg/ HCHBEL 7= R, %, SEEREOFEH LR
DFEIE & IO/ iR, Wik E1T-> T34, R
THUEEM S H 5. AT, HIEBHMEEDHRIZAE
ED S EARICESURML S5 Y. ZDLS1Z1gG4
B Mikulicz #§ T3, ffRtE DMl 7 Dfthod 1gG4 B
HOEGEIEORKEE +HMTOVERDBEHEZLN
3. 2704 FIZX2A0HEICE L T 1HE L HREs
DBRETH 5.
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