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IgG4 B ER B (IgG4-RD) 1E, 1gG4 2SBE T 2 RINAHOEHEETH ), THFEMEL SNEEMETH 5,
ATk 2, 1gG4 BEEEEILIENRE 2% (1gG4-SC) 12PFRSE L 7B MR SR OERICRT LT, SMERITATO A F
BRI, 1G4 BT LIRS 38 L7z & 2 S NER 2R L 2D THE T %,

FEB 65 B M. UBEFIEFENAEC, CRIFRICHN T 54 v ¥ — 7 =0 V% AT S IVEmEIE 12, X2
43 HO MRCP WA T, TEIHE I 2%, BERIROILE, FEEIO LS Ok % B0 7. Mk T
1gG4 1990 mg/dL. (IEF 11~ 121 mg/dL) & FHH R % 580, FFAMIZ TI1gG4-SC LB & N7ze X—147 A1
B, WEREL EFRICURZH E b o7, BPEEOFRLERT 2O, BEICTRIRER, 7L Ly -—%
BREBWI L. ~7 054 FEERCHE 25 I VEORGIUEZ RO LN o720 X412 A5 S8R A
THuA RHE L) 2HATL2E 2, X+ 2 121, R AN RIZSEEER & 20, X+2410
I CT I CRISHE S DU ELR R TE 720 E512, X+14E 6 H QIR T 1gG4 993 mg/dL, X+24E3 i
IgG4 517 mg/dL ¥ CU3E L, MRI LS IR £EAUE L 72,

X—7— K 1gG4 B AR, BRI RIPESR, 1gG4 BRI LIENRE K, SR AT 0 A FiGE
&35 | 1gG4-RD, IgG4-related disease; [gG4-SC, [gG4-related sclerosing cholangitis;
MRCP, magnetic resonance cholangio pancreatography; ECRS, eosinophilic chronic rhinosinusitis
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HBMATH 5" 1gG4-RD 1E, 2001 4|12 H ORI 4
IZBWTIE 1gG4 D EETH 5 2 LG & h, 1gG4
P T R 23 B L R % B SRR TR R DR REDS
O o722 33 L S BY, H RIREE O
PEHRTIE, 20044123 7)) v ViDL FRAY % 1gG4-RD &
W SN, F oy b EE R R A R R A% D
[gG4-RD THh 5 Z & b Sz eh s, H IR
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% 72 1gG4-RD D 32-65.3% | SR S ERDPEBTH 2 &
b & Y, 1gG4 B E B % (IgG4-related rhino-
sinusitis) (22T H R SN TV 5B, 1gG4 BEREAL
R 4 (1gG4-related sclerosing cholangitis: 1gG4-SC) 1,
B EATOA K (LT, 2704 F) ICRIFICRST
5 TR 2 LIRS R CTH 2%, xRS GRE 2T
B 7O A HEMALIERRE 25, BREE, WEE, 2 RIEOm
LRSS % & OERIDEE L\ & SR T2, 1 1gG4
O LH, RERF OMMEL L 9G4 B EML 0 L v
B E R E T A RKNAHOBALEEELTH Y,
FRPR WL HEDS 2012 R ICARIR L D R EN TV 51,

Sl 4 1, 1gG4-SCIZBRFS L 718 kBl S e D FEBI 12
LT, BIERPTATOA FEHEETY Iz, SR BER
1gG4-SC ASCL3E L 72 & % 2 & N2 & fER L 72 0 Ty
T 5.
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BRI MBEFEENE T, CRIFEICHT LA~
5 —7 20 EBRPTb NI, F DOk, CHIFFRDOES
ZROT, FREEIITHON T2, X—24E3 12 MRCP
(magnetic resonance cholangio pancreatography) 7T, T
IR E A gz, BERIROILR, B O EFEE Ok
7w B Tz MEMRAE CIL 1gG4 1990 mg/dL (IEH 11~
121 mg/dL) & FE &M, AR TMRED ) > 8k
T EAE T 5 RIEMBOERR - KL, 1gG4 BRI AN
Hi/1gG s VT2 2 M B L A% 40% LU 1, 1gG4 B 14 T 2 Al B
GRILAK 1B H 720 10 E) 0% 78, 1gG4-SC
L s N Zotk, MRIEET R CRE 20 IREDS
BALEIN CTH o 7205, FHEEEDSIER TH D, CRIFFEOM
BN orzZ b AT0A4 FIZLBERIITHII, &
WBIEE L 7o T 7ze X—14E7 FICHM, BREREE
S IRASII L7272, I H ISR AEis &
o7z,

WM WA A TN S, SR o 2 1 2
Rz, FRESLCHEOBISZIIRERIRETH > 72
(F1A) HE R ETIERD T, RS Z 2D LD
ATHo72,

JAEET (XE8A)
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el SR A T 0 A NI & 1gG4- BIAE{LIEIRAE 28

SRR SR IE CT - W o PLED S (RSB AR B 52 & 5
72 (F1B)o HHIERAIKILIZRED 2o 720

M MAT © ME# IgEMHI1X 755 (IU/ml) LSl TH Y
PR B IgE LRl IZ, A F (7 5 2 4:205UA/ml),
/¥ (7T A2:313UAMmI), NTAFTAN (FTA4;
82UA/ml), Yrkavke¥= (77 A4;301UA/ml),
A (7T Z2;079UA/ml) IZHEEO L% 720, HINEk
4920 fil/ml, TFEEER 13.8% & IFEEERIE S CTH - 720

W W ERER IR M 98 (eosinophilic chronic rhinosinusitis:
ECRS) D Z Wik Ta 5 JESREC A 2 7 &7HE 15 5T
HoTeH, BIEIZR) =T EBOTHERETET L 2h o7
72, BCRSEEVE 7 LIVF MK LB L 72,

B BUHRSEABLOT LV F—HRRISHLT,
Pl Ay I V¥ 0 3 M) LAY, REES
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JEROUERLHIEOULFHE L R o720 XS H, FLHRT)
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ECRS (24 L THT o TV 2 MRZLE B L O Bl S ] 4
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0y 74 b= F (40mg/ml) % 1~2mlizE S5 SBIERT
AT70A FiE#E 2mG QRA) Lize A704 M
LB oRWERNZ 3 20 BB AR 12 & 0 &7l L 720 WGH %
G L C222AH (X+14E2 A) 121, SR MEREL
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X3 BWERATA T O A FHE LT 1G4 DR, METH O 1gG4 fE O HER 1, HHERLGH O X 4E 12 H O 1gG4 2070 mg/dl T & - 7275,
X+14E6 HTIgG4 993 mg/dL, X+2 43 H12131gG4 517 mg/dL F THINIET L7z,

R HAOEROUEE, FISEECT S 2 2R SR D
YExR R L7 (K1B)o [A H O FLMER ) i Tl IR
Wi, FRAMEAE L B2 5.8 LPRT, W OUGEIIRO R
Polze X+24E 10 FICHREMEDOEMEIT o728 25,
1gG4/1gG B T4 A IS L A% 40% DL _E %D 1gG4 B 14 4 l/HPF
10 16 2L E o 1G4 Bt B Mz % iR 72 (K2). iR
R 2 727205, 400 £5 3 #15 T 70 AL E OEEIZFED
irolze MEH O IgGAEOHER L, EEFGH (X412
H) 121gG4 2070 mg/dl T - 7275, X+14E6 H T 993 mg/dL,
X+24E3 HI21d 517 mg/dL T TEMICERT L7z (K3), &
512, BEEFFAREENERNC X 2 1558 MRIKE 25 C 5 E /Al A
T U A FIRENTE CUEN AL NL D - B RO R
P5, X+14E9 HIZIEEIE L, S HITX+24F9 JIZHEMHIC
Bl (H4), MEHREIZHBWT, FRBERIENS
M7 PR RE R B RE O B E L 4 {, HCV R 2 R
HCV &M mAEIZ 0T, CRIFROBREEDO L, o7,

ACTH (Z X+24F 12 AICMIZE L, 15.6pg/ml (IEHfE 72~
63.3pg/ml) L IEFHMETH 720

£ B

TR AT A RIERFT A 70 4 FiHHFEFIC
IgG4 BRI B RASERIR L 72 & Z 2 b7z 1l & 3R
HL7

[gG4-RD A TIRRIB SN H LVWIREMETH Y, B
HELFRAHO & HEETH 5" 1G4-RD O Wikt &
L C, 2011 4£|Z Umehara 5 3@ 2 ke Z & L€
1gG4 BEEE AR T3 HE 2011 2 5 LTV 5. &l
FIREOTMEDUNDERIRE T O T2 2 L 251HET,
BhEEROBMEE L OB T2 2 & 2RI, g h
T-RHIIEE Cd 5o FWimE HILERRAAT R, Mgt i, 7%
AT RO3HA» S 2 b0 OBIKRMWIZH —F 72138
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X&F128
(BEERFRATOARAERIBR)

X+159H

X+259H

B4 JEEMRIEE (T2WI1, TRTHEED o %A1 (A) 1213, B ORE - JHEGR (RED) 2FHNIRO T2, RERTA 7O A NG

% (B, ) 121, W4 IWBELOUFZBD,

BRar (U 22, OVF AMED 2 WIZIRBIEER, JEE,
K OMEMREEROL L, QMERRICBWTE
IgG4 IfiifE (135 mg/ml LL L) 2305 2 L, QREFWT
RIZBWTEHEHZ Y 85k, BEME ORI &L,
1gG4/1gG B AR L 2% 40% LL_E 722D 1gG4 B BB A3
10/HPF %8 2 % 2 & DS | A A T TV B,
1gG4-SC 13 2012 4 I IR B 3L 'Y SRR ENTH Y,
AAE BN BV THE MR A T I 1gG4 A3 W 70 i il %
HY, A CTMIRED ) »(Zk% FRE T 5 sERT
DIFH - RHEAL, 1eG4/1gG LD Efl, 1gG4 By MR 2 i
GRILK 1T HEFH 720 108 E) 0% 20, 1gG4
AL VERE L OREZ TH o 720 1gG4-SC 1L, AT 1A F
RIS 5 PRI R LIRS R TH L H0, fe
ISR B D -0 BSR4, 0 R, IR
$E, 2 WEOWALIEIRE 25 & ORI L v & SN2 A
Thbo

AIEGNI IR TR E R RS TR CIAP RS 4 & -
722 &5 ECRS 2S5EbIL7278, R — 7L % B3 1k
EBM AT > TV hh oz IHEPIAT- 72 P RERRO
P BLAT R TR ER BRI X B B C, 1gG4/1gG P M Al He
A3 40% DL 1720 eG4 [ PEMIIE/HPF 10 18 LL E o 1gG4 1k
TR % 520 1G4 BRI B IE R VWRETH 5
DTEBPEEZ T2, LA, RWHERAIL SR A
T A RIEEBEORETH 572D EBELEIMEV . 1gG4-RD
CRIBER OB, BEOHEIZL D E IgG4-RD & £
AR E L APE (32-653%) " 25 ) BH AN ZBIE AN
WZ EATRIEEN D, 1gG4-RD & B EIERIZOW TG L
72 Gao b OHE"Y T, BRI BIE % E A0 L 7 1gG4-
RD 1, T XTOEH THREOMBEMIC XY 1gG4-RD (12
PR BT R A 72 L 7zs 72, IgG4-RD EEIZx L
TATUA R LK DHRE T 1206, BHRIRPESK
rEUE L BBEOHENERNE oL HMELTBY,
IgG4 B E B S E R L 1gG4-RD D 75 4 TDO—DTH 5
WEEEDLEZZ ONDL, S5I2, FAEEIZE W T IgG4 B
Bl B e 25 BB IR RS I P O IF R ER D ES A58 <, MR

BT L R DU Rk O E5 1iE IgE O L5
HHE SN TV D RIEBFICEBWT D, R ik
ERAT13.8%, MUE#E IgE 1 755 (IU/MI) & EETH O [
KO R TH o 720 1gG-RD Tl & [gG4-RD MLIE & 25 H
12 1gG4 EEEM DO EMBBS L BHELET 5 2 &0 6, 1gG4
NDY G AAA yF - EAERINE RS IEEAEN & B L
TWA EREESN TV DY, IFERERMER] S % & 1gG-RD
EDOBHEIIARHTH 5%, 1gG4-RD DIFZEFATIZB T,
Th2 M (type 2 T cell) & #HiIfHE T #Hf2 (regulatory T cell)
B ORIEISENHER SN T VB, 1gG4 D FEA D,
FAZ TR MIFED IL-4 R IL-13 % EDH A bH A L&k - T
FIM XN CTR2EEXLNTEY, 1gG4 & IgB Dk % i
TZEMWE SR TWEY,

AIEFNE, 1BVERIRIESRICR$ 2 BHERFTA 704 M
FEZ & D BISE S OUEEIN % 7R L 720 Moteki 5 O #iE?
BT, BIOICE 5 7L F=va > 40 mg @RI
LD FTRTD1gG4- BIERI B IEROYEZ RS, AT70A4
FORISHBWEEZ 5L, LL, IgG4 FBtEMiaz
A DR PERISE 0 B T O WL 6 15 IRFRE AT
TLd Y, FEPESK L gG4-RD DBRICOWTIES A E
BT MBS D D,

IgG4-RD D JGFTIHEHIZ & A %) FOmE TlE, 1gG4 B
HURBREDIEBIC BT, FIRBRRIL 217072 25, il
FIZ BA LW 7zIliiE 1gG4 i BEDS T AR i L7z &
W SN T EY, Zhuid, FIRBHEICIZET % 1G4
R VAR AY H R IR PR % 523k 5 % 1G4 JUIR D REAEIZ B 5
LTV A REEAYRIE S Y AREHITIE, SRR A
THA FIHEEEZIT-> TV LEIC, mEHRETH 2 105 5
WETHEVI)BRERD T, BNREHATO AL RiGED
WHIZB VT, RiG#EE RO FETEG Sz s
RM)TAY /AT D FER) — FHITEST 2
BOWET TIE, M Lo 3 )VF Y — V% ACTH ®
Sl BV TIZEG~NOREILIZ L AL TV E SN TV
W, BEANONAFTTARAZE) T AIIAHTH L, FIE
Blid~ 27 v F 4 FEFEIFER T, HCVIEGIC L DO,
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BLUBIRNESIZE A 2704 FiBRIEITER TV
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ATHoT:720, BIHRIEIERR [gG4-SC DLLFEITATH
A FIZ X BPSIEREBRI R L 5 DO TH o 72D R
LEZONL, (EHBRFE L LCid, BEBHATOA Nk
WRIC X BRFERIC X AT H 525, AT70 A Fidh
JERERE 2> SN S5 720 EH~D AT 0 A FIEH DR
THoZWEEIBWEEZ b, HETICHL 2%
HCV OFFERIMAF ACTHE DK T IZFED 2o 7243, Il
Ha ;= VEOFHiZ T > T hoize ATHA R
OEMESICLY, Mpa )T — UEDMR T3 5 6
Wbz, HATREETHoT2, 511, )4l
HEBEAT) 7202 aNTF = VEHIIS B E Z 2 b,
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A FEHEE I 1gG4 BIE AL PEIRS 45 (1gG4-SC) 258%
PL7zEZEZ N 1B ZHE L7,

2) BERFT AT OA NG X 5 RFMERIC X 5 el
bH oY, RGO A T4 REeHmIEH LIE
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A case of [gG4-related sclerosing cholangitis improved
by intranasal topical steroid treatment for chronic rhinosinusitis

Ken Okazakil, Kenzo Tsuzuki', Takahiro Saitol, Yuki Hamada', Hironori Takebayashiz,
Hideki Oka’, Kengo Hashimoto', Masafumi Sakagami'

'Hyogo College of Medicine
*Osaka Minato Central Hospital
*Takarazuka City Hospital
*Kawanishi City Hospital

ABSTRACT

The IgG4-related disease is a systemic disease of unknown cause associated with 1gG4, and is a disease concept that has been
established in recent years. We report a case of chronic rhinosinusitis associated with IgG4-related sclerosing cholangitis (IgG4-SC),
which was considered to have improved after intranasal topical steroid treatment. A 65-year-old man underwent interferon therapy for
hepatitis C at the department of hepatobiliary and pancreatic oncology in our hospital. Stenosis of the intrapancreatic bile duct and main
pancreatic duct was noted on magnetic resonance cholangio pancreatography (MRCP). Blood test revealed a markedly elevated level of
IgG4 of 1990 mg/dL (normal: 11-121 mg/dL). liver biopsy showed pathologically a high level of IgG4/I1gG ratio, and invasion of IgG4-
positive plasma cells. Consequently, he was diagnosed as having [gG4-SC. He was referred to our department with chief complaint of
nasal congestion and loss of smell. Remarkably swollen nasal mucosae were observed, and sinonasal CT delineated severe pansinusitis
on the bilateral side. Macrolide therapy and anti-allergy medicines improved nasal congestion, but his smell loss remained. In order to
improve his olfaction, we treated with intranasal topical steroids treatment once a month (triamusnolone 40—-80 mg a day). Two months
after the topical steroid treatments, subjective his nasal symptoms improved. Findings of peripheral blood levels of IgG4 and cholangitis
on abdominal MRI also improved. The topical steroid treatment in this case certainly improved the IgG4-SC with concurrent

rhinosinusitis.

Key words: IgG4-RD, chronic rhinosinusitis, IgG4-related sclerosing cholangitis, topical steroid



