TG4 B i S D B PR o L~ B ARt

em ' FEEAKR &k E&F &/E A,
'A OB B MR BE %y EEF ke B B

[“ ] 19G4 BEEHEA L MEIE B3 1oG4 UE & FENEER ~ 0 1gGA B ME HMIRGIR M 2 f i & L, IR
”“*EWT%%’?*;&%Q’{%%t?‘&%&f&éﬂfwéﬁ:, ZF OFEMR R EAR LA & 22 Tld 7z
. [E) 1G4 BE it B OB RR B R Z T S 0T 5. [ege & iE] 1gG4 B
@Jﬂg LB SN RERID D B EREZ 2 2R 72 41 Bl & R RICHER S, MERCTRTR, WERT
BoAmatUis. [EER] MERNZ B 274, Lotk 145, FEh S fB1L 72 5% (39-84 7% ) T, 2161(51%)
NT LU —EBE S L. 1gG4 BER A L 2 S - R OIRE L, FERRAS 1941, 2518
Bl Choto. EREMR - BT, MR IREE, Mk, WIS, WK, MR, EETH o,
20 5] (49%) I EEFEIR T, MBSt O 1gG4 BIERE (LR EDO S ERBTICHER S M. 268125k
< AIEFCILIE [gG4 3 B il & 7R L 7= (FF SRAE 406mg/dl ; &P 124 — 1,900). MEBCT TiX D >3
HERZIT LD E LTESEAREEFTREZ R L. MOMEENE O 7R ORERRT R, REH
A HEE 3, JEERAIREMZL 36, BEMK 1l ThoTe. WRE LT, A7 uA K319
BB S X, BARESE TSRS L ANC T o722, 2183 iaR CROBEIE S iz, AT A
RISBRIZ89%ICA R T o727, 3B TEBRIEO 6. [ eG4 BhEMiE AT, Biko
4 BPERAE OIS Ls SRR BARRE R, EBRFTR, WETREZETSREETHY, 7\%1:4
RIBE~ORISITEIFTH DD, FRICEENLETHS.

EFAK BRFEGESS EOMRE
bR 2 — A
PSR
PORERER
C VR AR BB T S TRAENTSEE PR E
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A. AIREW

Yoshida & V7% 1995 4F12 B LS fE MEEJE O &
B L TR, s/ a7 G4 (IgG4) (CEE L
7e2 < DIEFINERE I TE 7=, 20014 Hamano 5
(2 KV B 2R MR (Autoimmune pancreatitis; AIP)
BT D1gG4 DBEENRE NN, F0%, MiE
IgG4 Bl & FRELEAT U 2/ SER & 1gG4 B T A
R 2 RE & U7 meeiE, R, ITBE, TRAR, R
WRIR, %GR, B, U oSEL Bk oel o
fifigs THME SN TV D Y70 1gG4 B R BB
LTCiE, ZEREBRERSHEHGTELZE L, RES
YT S T 1 T 155 <0 T R 1A I ¢ ﬁﬁﬁéMTw
L. El, MEBEOHLT, K[EX, B, it
P72 81 1gG4 BIE DR REN A LZ) WIS BEER
TR Z DFFREIZ DV T OFEMILEA 52T A2 > T
720N,

B. H%H&

200641 H~ 20104 12 H I ¥4 BE T L 7= 1gG4
B R ( (oG4 B2 IMAR U » /S FH M JiE B
IgG4'MOLPS) & DWW E [H BBk YL 2

Wr S HTJEF D 5 HIFRERE &
W, BRRRBE S RIRE 21T o 72,
1gG4'MOLPS @2 Wi, (1)1 iE I % 1gG4 I
iE (135mg/dIEA B) 2586 5, () Mk IZ 3 72 1gG4
BT B M N V2T (TR IR K 5 1R 55 T 1gG4/1gG 7% 40%
UE)Z0D, O2EEE2mA-THOT, 1THA %
il 7296 DIXEVER & U 7= (JEAE S B8 HEa MR
B UHHRE, 1gGABTE Zgas U /S IR 2R
agWMmma@%i@tb®mﬁjﬁw A
FEMERER ORWNE T H O e Ba PR 2 I ik
2%@(F£w@é%ﬁﬁ%ﬁ@%§m%ﬁ-ax
g ) 12 ST

IgG4 Béﬁ@ﬁfﬁ%%@%@ TI%, WSS CT AT Ric S
TATVY, Castleman i, 7 LV ¥ — & TN EEHE,
VT —RAFEEE, VoA K=, B
NE, W, BREMERERSe T Y T b—F
A, ANCABREMBER, v =— L EEHLED
B R R BRI LTz,

Z RO T 41 BT

C. HiR#HER

41151 D BEIR T R O % Table 1ZoRd. B k2741
A 1451 T B 0D P SAE 1L 72 5% (LB 39 — 84 5%)

Table 1. Clinical characteristics of patients with IgG4-related pulmonary disease

n=4l
Age (year) : median (range) 72 (39—84)
Sex Male / Female , n 271714
Smoking  Never smorked / smorkers , n 14727
Complications
Allergic predispositions , n (%) 21(s51)
Bronchial asthma , n (%) 14 (34)
Allergic rhinitis , n (%) 4(10)
Atopic dermatitis , n (%) 3(7)
Diabetes Mellitus , n (%) 13(32)
The organs firstly diagnosed with IgG4-related sclerosing disease
Autoimmune pancreatitis , n (%) 19 (44)
Pulmonary involvement , n (%) 18(42)
Mikulicz disease , n (%) 9(21)
Tubulointerstitial nephritis , n (%) 3(7)
Retroperitoneal fibrosis , n (%) 2(5)
Sclerosing cholangitis , n (%) 2(5)
Prostatitis , n (%) 1(2)
Initial symptoms and signs
Asymptomatic , n (%) 20 (49)
Dyspnea , n (%) 11(27)
Cough , n (%) 9(22)
Wheezing , n (%) 5(12)
Sputum , n (%) 4(10)
Chest / back pain , n (%) 2(5)

Fever, n (%)

1(2)
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Thol. 21 G1%) BT LT —HREE(REX
MR 145, T ULAX—EEKAF, T MR

P36 APl Tz, 1gG4Fé§t£rﬁ%g§9%ﬁgﬂ
T BAIORESRE, B 1961 (44%) TR HZ <,
UWNTHTDS 18451 (42%), MEIRNIRZS 9B T o 72. ﬁ%-
JefEiE, PROLIREE, WK, MRS, %K, MEEDE, %
I B THoT20, 204 (49%) T IEIR T, M2
izt D 1gG4 BERE DR HRBEFITFR ST,
MmiETgG & 1gG4 1X 41 5 39 I CRIE S+, 3761
TlgG D & (F9:E2,039mg/dl, #FH623 —6,230) %,

ToG4 BB iR BB D g B B2 A Rt

3845 TlgG4 D k5 (Hh JfE406mg/dl, EiFH 124 — 1,900)
%2387z (Table 2). FiiFSREMRAE TiX, MIRQPERHEEE
BRI TR, [REIWMEZ A0 LTz 14610
5 9B TIXBAEMEEE AR D, BEMEMLE S0
L72 19610 5 & 3 CHERMES & LR E T 238

.

ERMERCTAT RIL, U v/ EifEK (95%), T
T T AE(16%), FEET - IR (71%), VEZ (55%) 72
Y C#H o 7= (Table 3)(Figure 1A).

41 19BITAT v A FIREM T, I

Table 2. Laboratory data and pulmonary function test of the patients

n median range
Laboratory data
IgG (mg/dl) 39 2,039 (623—6,230)
1gG4 ( mg/dl) 39 406 (124—1,900)
IgE (1U/ml) 20 4175 (89—2,440)
IL-6 ( pg/ml) 6 9.3 (3.2—18.3)
KL-6 (U/ml) 17 835 (195—1,810)
SP-A (ng/ml) 16 163 (17.2—524)
SP-D ( ng/ml) 17 40.7 (21.5—167)
Pulmonary function tests
VC(L) 26 3.1 (1.2—4.7)
%VC (%) 26 98.5 (54—120)
FEV/FVC (%) 26 732 (62—90.8)
%DLco (% ) 11 72 (34—138)
VC ; vital capacity, FEV1 ; forced expiratory volume in one second,
DLco ; diffusing capacity for carbon monooxide
Table 3. Chest CT findings
n=41
Hilar and / or mediastinal Lymph node enlargement 39(95%)
Ground glass opacities 31(76%)
Nodule(s) or mass(es) 29 (71%)
Reticular opacities 23 (56%)
Interlobular septal thickening 21 (51%)
Traction bronchiectasis 19 (46%)
Consolidation 18 (44%)
Cyst 16 (39% )
Thickening of bronchovascular bundle 15(37%)
Pleural thickening / pleural effusion 14 (34%)

Figure 1. Chest CT scan showed ground-glass opacity and reticulation in the bilatetal lower lung fields predominantly
(A). After three months of prednisolone therapy, marked improvement of ground-glass opacity and reticulation were
obtained (B). Immunohistlogical analysis revealed the number of IgG4-positive plasma cells consisted of more than
50% of IgG-positive plasma cells (C).
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Table 4. Treatment and prognosis

n=41
Treatment
Prednisolone , n (%) 19 (46)
Initial dose ( mg/day ) :median ( range ) 30 (10—50)
Duration of therapy (months):median(range) 26 (1—128)
Video-assisted thoracoscopic surgery , n (%) I
Untreated , n (%) 21 (51)
Response to prednisolone therapy , n (%) 17/19 (89)
Prognosis
Improved , n (%) 30 (73)
Stable or unchanged , n (%) 7 (17)
Deterioration , n (%) 3. (7)
Death , n (%) 1 (2)
Table 5. Clinicopathological characteristics of 7 patients obtained lung tissue
; . . . Tissue
Age/  Compli Serum . Diagnostic  Pathological .
Case . Symptoms Chest CT findings . 1gG4  Therapy Prognosis
Sex  cations 1gG4/1gG methods findings
/1eG
Cough, PSL
1 68M - 678/2214 GGO, Nodules VATS NSIP >50% Improved
Sputum 20mg
Spontaneous
2 53M - Cough 1500/6292 Mass CTNB OP <10% - .
remission
. . PSL
3 76M  MD Back pain  —/2419 Multiple masses VATS IPT <10% 30 Relapse
mg
Cough, Surgical
4 76F BA 150/623 Nodules VATS IPT 10% . Improved
Sputum resection
GGO, nodules, PSL
5 71IM  BA, AR Fever 1580/2645 . . VATS 1IPT >50% Improved
Pleural thickening 30mg
Gao, PSL
6 75M  COPD  Dyspnea  1300/6230 Thickening of VATS NSIP Improved
30mg
BVB
GGO,nodules, pSL
7 41F - Dyspnea  779/4767 Thickening of VATS NSIP >50% 10 Stable
mg

BVB

MD; Mikulicz’s disease, BA; Bronchial asthma, AR; Allergic rhinitis, COPD; Chronic obstructive pulmonary disease, GGO; Ground glass
opacities, BVB; bronchovascular bundle, VATS; video-assisted thoracoscopic surgery, CTNB; CT guided needle biopsy, NSIP;
nonspecific interstitial pneumonia, OP; organizing pneumonia, IPT; inflammatory pseudotumor, PSL; prednisolone

F 5B H RAE30mg/ H (F1FH 10 — 50) T89% D fiE
Bl CHNMEEFRD 7= (Figure 1B). 1 6)1EKeds T it
GIBRIFTIC K DR Sz, 720 21611 (51%) 13E R A3
RO Ch o T2 72, BIBE CIROAEER S -,
411 3061 (70%) 1318 S L < IXEIEEIC L v ik
T LD, 3B THBRER DI (Table 4).

Jiti D AELRE A5 & 72 761 O B B B ER RO FT L &
Table 512779, MiFI1eG T 1 #l % k< 261 TEiE %
R L (i 3,599mg/dl, &5 BH 623 — 6292), I
IgG4 T HIE SN 2P TLERE L T (L
998mg/dl, #ilH 150 — 1,580). 71 6 Gl fapss T
JREIBRIT, 1BIXCT A A R FHARIC L B3BIET

P ST, WEET L, RIENEBIERE N3G, JE
R R EMEMR D 3F), BEAMALN 16T, »
THDFEFITHEI 7 U L oRBR, FEHIINIETE & &
HEL 2RO Tz, REREIZ XD 3HITILIgG4/1gG D
3 40% L ETH o723, MO 36T 10% LA
T T - 7= (Table 5)(Figure 1C).

D. E%E

SHGER 41 Bl BT, IgG4 BhEE B & 2 X
NIZRPIOfEgERL, B A 1L C O oM iR e &4
B OIEERIZ K AT, 2001 412 Hamano 5 212 L 5
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AIP & & 1gG4 MAE DRELISE, AIPIZHELL LIRiE
DRI CHHER SN TR Y, BETIH, IgG4
EEE L R BT EFRER L ZEZ N TN D,

SE D METTIE, 51% DOERF] TRV R #E, %k,
mEAE, BE, MAEENRE, FEVR EOMEREZFROIZNR,
F DD 49% T T\IER TH olz. TN E TORE
ThH, FRRAEE, K, R SRR TR S
LT B 10,

ARFFE TiL, 51% ORERF CREZME, 7 L —
MER, T hE—MEBEREAI L. 1gG4EE
LR BIZRIT D U A7 ’FI W TEBRE AT
WEEA S0 TRV, LETL D 7 LA —EEZ EM
BT e ESNTHAY Z DR
ik, BHEDEZARATH DD, 1gG4BHELERE
TIETh2 & HlEME O S iR B AR T Tt L T
BY, ®IEMEYA M4 THDHIL-10°TGF-BD
FELTLEL WD ERREINTVWES. Zhb
%, TUAX—HERAOFKE L TEERREEH
LTW5A EIT TR, 1gG4 BT E MR R
HELEMAE OTEE LA A BN 2 BT CH EE R &S %
HoTHWDHZ EREEEZNTNS DT,

B AT ROMETIX, MECT EY o EiERD
BLEEOBVWITR Th-7-. 20, 007X
¥, HECEBEE, BREREZERRELRDI.
1gG4 B HEE i MO HRCT D FT AIZ DWW T S £ X
FERBEN D DH BRI £ K Inoue b I,
solid nodular type, round-shaped ground-glass opacity
type, alveolar interstitial type, bronchovascular type @ 4
DODEA TERERBLTNDS.

—J7, Ryu 520X, JARERNO 1gG4 BB LR B
DFEEE EERE, SCERE, MBERZE, MR
TEDO4DIZHEL, EGRFTA L FREEREDRT
WZOWTHS LTS, ZhUCkd e, MEERE
AT HIERTIE, BICT E, GGO, #iksE, 2
SIMERE XIRARE, NERMRBEDOIEE L Vo2 IP A
FEPL LR A S L, MRRBERRR A CII R
EECIIHEER T 23807, £, [RERELYET
HIEMITTIE, WECT b, K& mE RO EESH
A DR E K yrik e & 2580, FgRemRE T,
FAZEMEELRT Z L0872, AT, IPH
HloE#E % 2 L ERSONE 2 & 0F L7 ES T,
PR RERE E, Zh Eh R ECPAEMEES
EERDT- S DO SIEE LIS, F—ER CHiEERE

TgGA4 BESE MR £ oD B PRPT B A AU MR RS

CREREEATHEMNE L, BEBROMFRERED
BLE b LR ERIERR D o 7.

KRRFZE CHiFABENE LN TH O 5 B 6 FliTMfE
ETAERIZLDZLDTH o7, 1gG4 BLE iR B O
FRERLAREMOIE, U L BRSO IgGA BT E AR O
B L BT H B O R Z S DRI,
SABLBI AR D B HIRRE S AR (TBLB) RO$HE
BLVEELNRTWID bhbho 78 ik
LN RIEEBIEDS 351, FERFEAFE MM 7% 3 61,
EALGA 1 E BB ST, AIP & BEE L 72 i
ZEIT DN T 1£ 2004 4B 1T Taniguchi & "2 L 0 &M
Hik DEPFNRE SN TURE, REMERESE, FE
{Eifide, FERFEMMBEMEMK L O R RE S
TN D O RREE D 35 TrEfE keI kv
U7 1gGA BT E M OREZ RO, o3
B CIEZ DOBIG N 10% LT E{EA > 72, Matsui 5™
27U VRICAEDFLTIERED 5 H29% 3%
LW IgGA G E MR E 2380 m o 7c & LT
AV

AWFFE THET L 7289% DRERI TIEAT v A Nia
BRICE D E LD, 3FNTEEMAMPICHER L.
1gG4 B SRR L MR BRI A 7 1 NIRRT L C REF
&:ﬁmﬁ‘ ZD Nl 2: 73:%_2&%: é Z%’LT vy 6 4)7)8)10)12)14)16)23)27)~32)'
AT A R~ORFEENELREER L DR 2ENT
HAN, FOBEFEIZOWTITHAM R EEIT .
EEEEL LTE, 7L R=Y o U #E T30mg/
H, £70%, Imgkg BHBRZNW. 2704 R
DN BREFeGE T, —EOEF TIEAT 1A
ROBESLHIEICE VFROBBRIBRE SN TE
D FENMLETHS.

E. #5588

1gG4 BEETR BL, B0 MERIEICEEL
TS IRERIER, ERITR, WHETRE 2T 5%
BETHH. AT A RIEESBHICRIST 20,
—EOEFICIEHERTLEENHY, BEEICREE
BETHIVNENDD.

51 A3k

1) Yoshida K, Toki F, Takeuchi T, Watanabe S,
Shiratori K, Hayashi N. Chronic pancreatitis caused by

- 107 -



2011 FEE AL RICEI T A AR5

an autoimmune abnormality. Proposal of the concept
of autoimmune pancreatitis. Digest Dis Sci 1995; 40 :
1561 — 1568.

2) Hamano H, Kawa S, Horiuchi A, Unno H, Furuya
N, Akamatsu T, Fukushima M, Nikaido T, Nakayama
K, Usuda N, Kiyosawa K. High serum IgG4
concentrations in patients with sclerosing pancreatitis
N Engl J Med 2001; 344 : 732 — 738.

3) Kamisawa T, Okamoto A. IgG4-related sclerosing
disease. World J Gastroenterol 2008; 14: 3948-3955

4) Hamano H, Arakura N, Muraki T, Ozaki Y,
Kiyosawa K, Kawa S. Prevalence and distribution of
extrapancreatic lesions complicating autoimmune
pancreatitis. J Gastroenterol 2006; 41: 1197 — 1205

5) Fujinaga Y, Kadoya M, Kawa S, Hamano H, Ueda
K, Momose M, Kawakami S, Yamazaki S, Hatta T,
Sugiyama Y. Characteristic findings in images of
extra-pancreatic lesions associated with autoimmune
pancreatitis. Euro J Radiol 2010; 76 : 228-238

6) ZenY, Nakamura Y. IgG4-related disease : A cross-
sectional of 114 cases. Am J Surg Pathol 2010; 34:
1812-1819

7) Taniguchi T, Ko M, Seko S, Nishida O, Inoue F,
Kobayashi H, Saiga T, Okamoto M, Fukuse T.
Interstitial pneumonia associated with autoimmune
pancreatitis. Gut 2004; 53: 770-771

8) Duvic C, Desrame J, Lévéque C, Nedelec G.
Retroperitoneal fibrosis, sclerosing pancreatitis and
bronchiolitis obliterans with organizing pneumonia.
Nephrol Dial Transplant. 2004;19: 2397-2399.

9) Umehara H, Okazaki K, Masaki Y, Kawano M,
Yamamoto M, Saeki T, Matsui S, Sumida T, Mimori T,
Tanaka Y, Tsubota K, Yoshino T, Kawa S, Suzuki R,
Takegami T, Tomosugi N, Kurose N, Ishigaki Y,
Azumi A, Kojima M, Nakamura S, Inoue D. A novel
clinical entity, IgG4-related disease (IgG4RD): general
concept and details. Mod Rheumatol. 2011 Sep 1.
[Epub ahead of print]

10) Zen Y, Inoue D, Kitao A, Onodera M, Abo H,
Miyayama S, Gabata T, Matsui O, Nakamura Y. IgG4-
related lung and pleural disease : a clinicopathologicac
study of 21 cases. Am J SurgPathol 2009; 33 : 1886 —
1893

- 108 -

11) Tsushima K, Tanabe T, Yamamoto H, Koizumi T,
Kawa S, Hamano H, Honda T, Uehara T, Kawakami S,
Kubo K. Pulmonary involvement of autoimmune
pancreatitis. Eur J Clin Invest 2009; 39: 714-722

12) Inoue D, Zen Y, Abo H, Gabata T, Demachi H,
Kobayashi T, Yoshikawa J, Miyayama S, Yasui M,
Nakamura Y, Matsui O. Immunoglobulin G4-related
lung disease : CT findings with pathlogic correlations.
Radiology 2009; 251: 260-270

13) Ohara H, Nakazawa T, Sano H, Ando T, Okamoto
T, Takeda H, Hayashi K, Kitajima Y, Nakao H, Joh T.
Systemic extrapancreatic lesions associated with
autoimmune pancreatitis. Pancreas 2005; 31: 232-237

14) Hirano K, Kawabe T, Komatsu Y, Matsubara S,
Togawa O, Arizumi T, Yamamoto N, Nakai Y, Sasahira
N, Tsujino T, Toda N, Isayama H, Tada M, Omata M.
High-rate pulmonary involvement in autoimmune
pancreatitis. Intern Med J 2006; 36: 58-61

15) Kobayashi H, Shimokawaji T, Kanoh S, Motoyoshi
K, Aida S. 1gG4-positive pulmonary disease. J Thor
Imag 2007; 22:360-362

16) Yamashita K, Haga H, Kobashi Y, Miyagawa-
HayashinoA, Yoshizawa A, Manabe T. Lung involvement
in 1gG4-related lymphoplasmacyticvasculitis and
interstitial fibrosis : report of 3 cases and review of the
literature. Am J SurgPathol 2008; 32: 1620-1626

17) Masaki Y, Dong L, Kurose N, Kitagawa K,
Morikawa Y, Yamamoto M, Takahashi H, Shinomura
Y, Imai K, Saeki T, Azumi A, Nakada S, Sugiyama E,
Matsui S, Origichi T, Nishiyama S, Nishimori I,
Nojima T, Yamada K, Kawano M, Zen Y, Kaneko M,
Miyazaki K, Tsubota K, Eguchi K, Tomoda K, Sawaki
T, Kawanami T, Tanaka M, Fukushima T, Sugai S,
Umehara H. Proposal for a new clinical entity, 1gG4-
positive multiorganlymphoproliferative syndrome :
analysis of 64 cases of IgG4-related disorders. Ann
Rheum Dis 2009; 68: 1310-1315

18) Zen Y, Fujii T, Harada K, Kawano M, Yamada K,
Takahira M, Nakamura Y. Th2 and regulatory immune
reactions are increased in immunoglobulin G4-related
sclerosing pancreatitis and cholangitis. Hepatology
2007; 45: 1538-1546

19) Nirula A, Glaser SM, Kalled SL, Taylora FR. What



is IgG4? Areview of the biology of a unique
immunoglobulin subtype. CurrOpinRheumatol 2011;
23:119-124

20) Zen Y, Nakanuma Y. Pathogenisis of IgG4-related
disease. CurrOpinRheumatol 2011; 23: 114-118

21) Ryu JH, Sekiguchi H, Yi ES. Pulmonary
manifestations of IgG4-related sclerosing disease. Eur
Respir J. 2011 Jun 30. [Epub ahead of print]

22) Inoue M, Nose N, Nishikawa H, Takahashi M, Zen
Y, Kawaguchi M. Successful treatment of
sclerosingmediastinitis with high serum IgG4 level.
Gen Thorac Cardiovas Surg 2007; 55: 431-433

23) Shrestha B, Sekiguchi H, Colby TV, Graziano P,
Aubry M-C, Smyrk TC, Feldman AL, Comnell LD,
Ryu JH, Chari ST, Dueck AC, Yi ES. Distinctive
pulmonary histopathology with increased 1gG4-
positive plasma cells in patients with autoimmune
pancreatitis : report of 6 and 12 cases with similar
histopathology. Am J Surg Pathol 2009; 33: 1450-1462

24) Smyrk TC. Pathological features of IgG4-related
screlosing disease. Curr Opin Rheumatol 2011; 23: 74-
79

25) Takato H, Yasui M, Ichikawa Y, Fujimura M,
Nakao S, Zen Y, Minato H. Nonspecific interstitial
pneumonia with abundant IgG4-positive cells
infiltration, which was thought as pulmonary
involvement of IgG4-related autoimmune disease.
Intern Med 2008; 47: 291-294

26) Matsui S, Taki H, Shinoda K, Suzuki K, Hayashi
R, Tobe K, Tokimitsu Y, Ishida M, Fushiki H, Seto H,
Fukuoka J, Ishizawa S. Respiratory involvement in
IgG4-related Mikulicz’ s disease. Mod Rheumatol.
2011 Aug 3. [Epub ahead of print]

27) Cheuk W, Yuen HKL, Chu SYY, Chiu EKW, Lam
LK, Chan JKC. Lymphadenopathy of 1gG4-related
sclerosing disease. Am J Surg Pathol 2008; 32: 671-
681

28) Taniguchi T, Hamasaki A, Okamoto M. A case of
suspected lymphocytic hypophysitis and organizing
pneumonia during maintenance therapy for
autoimmune pancreatitis associated with autoimmune
thromb ocytopenia. Endocr J 2006; 53: 563-566

- 109 -

oG4 BEEE AR B O B B ER 2 A0 ET

29) Zen Y, Kitagawa S, Minato H, Kuruyama H,
Katayanagi K, Masuda S, Niwa H, Fujimura M,
Nakamura Y. IgG4-positive plasma cells in
inflammatory pseudotumor (plasma cell granuloma) of
the lung. Human Pathol 2005; 36: 710-717

30) Ito M, Yasuo M, Yamamoto H, Tsushima K,
Tanabe T, Yokoyama T, Hamano H, Kawa S, Uehara T,
Honda T, Kawakami S, Kubo K. Central airway
stenosis in a patient with autoimmune pancreatitis. Eur
Respir J 2009; 33: 680-683

31) Nakajo M, Jinnouchi S, Fukukura Y, Tanabe H,
Tateno R, Nakajo M. The efficacy of whole-body
FDG-PET or PET/CT for autoimmune pancreatitis and
associated extrapancreatic autoimmune lesions. Euro J
Nucl Med Mollmag 2007; 34: 2088-2095

32) Hamed G, Tsushima K, Yasuo M, Kubo K,
Yamazaki S, Kawa S, Hamano H, Yamamoto H.
Inflammatory lesions of the lung, submandibular
gland, bile duct and prostate in a patient with 1gG4-
associated multifocal systemic fibrosclerosis.
Respirology 2007; 12: 455-457

33) Khosroshahi A, Stone JH. Treatment approaches to
IgG4-related systemic disease. Curr Opin Rheumatol.
2011; 23: 67-71

34) Kamisawa T, Shimosegawa T, Okazaki K, Nishino
T, Watanabe H, Kanno A, Okumura F, Nishikawa T,
Kobayashi K, Ichiya T, Takatori H, Yamakita K,
Kubota K, Hamano H, Okamura K, Hirano K, Ito T,
Ko SB, Omata M. Standard steroid treatment for
autoimmune pancreatitis. Gut 2009; 58: 1504-1507

F. fEREfEiRiEsk

ZyET

G. FiHR
FRRE

S.Hanada et al. IgG4-related pulmonary disease:
Clinicopathological features of 41 patients Am. J.
Respir. Crit.Care Med.2011; 183 : A2775



2011 FEEOE AMERTZE BB 5 A9

H. FBVBEED L - B8IKR

1 RS
2. RRFRBR
e

VPR b

- 110 -



Idiopathic pleuroparenchymal fibroelastosis iE 511D Rt

TH &F AR WL A s 8 A
BA #Zz R s ¥ EEE EH 2
8

[ B L Fik] i EA R RE M OFEE B 09I S TG EMR ATV, A MEEMZ &
& 1 5 Idiopathic pleruroparenchymal fibroelastosis & Z2I7 L 2 72 561122 & BRIREVRFT 21T - 7. [
B ERIT 6Tr~ T4 T4FIR B, 1R TH ol EAERIT4RIACERTH ST
FHEFEC 1 TR B FERFEOMBEARTIEL LT\, METRREERREELZZL, 3
B TPaCO2 @ _FH R34 ALt HHEAT R TR TRUIR OHETT & 251 LIFEF OHE/ N & B D JE
EREL L, 1HTIEFHEICREOERNS L LM, B ONREBRIILA bR oTZ. IR
HARRET R I, JEE TICRE LIEEOEROBMERE DR D b, EFEMALE OFERIE
EBICBIT LTV, =T X5 4 AU XY Y CIEB MR OHIE & AR BEEIC A DI

~ . YA Gl 2 6112 Pirfenidone % 3 A L 7=. [ %3 Idiopathic pleuroparenchymal fibroelastosis 0%
A, EEROMIMEPBWEER DIC oW TIEREHEYL. SN TR LT, BamL OER, &
2 T E TRENER LIEFICOWTIEER M EET D,

AN ERF R A
TOONEAMERERBICEET SRR SR A
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&I

Idiopathic pleuroparenchumal fibroelastosis(IPPFE)
I&, Franckel b ' IZ K VB ENTEEHSTH Y,
AR RVE MR & U CAREWET T 7E D ATS/ERS O
P DFETIBIITETH 2, RIEWRE T T
IR S EIR 2 TV T AR AR & BETT L RIE
BRES ORE AT LT ERZBRET L, BICAFIC
BT DR st R IERR R R R AEE (AR )Y & o R
FIZDOWTERLI-OTHRET 5.

MR ETE

XFEIE20094F K D 2011 GR 12 M Be s L OB R
W CHRI RO R AR IZ TIPPFE & 2 W L 72 SEH. =
S OREFI ORI ok L O R, FRIRHERE,
BAL, M¥&MERR, WEHLv > MU R, WL
CTHTR, 1RE, THRICSEHFLE.

HFHER

IPPFE D RE180 % i 7= L 7= SEE B 245160 ~ 70 5%
BT, BHE4B, I ChHo. —FlEBREIE
WL C, JEF4 13BN CEMBLEZE TR T
B DHDPFEMIFRETH o=, FOMOREF TILA
DRI BB AR IR e o T, FEREIES 3 T
BB BCIEB TR LI DEND - -
D, IR Tho 7. FAIIIEEYAS TER S
ATHDBMI 185 L F &0 & BT D & 5P
ABIDRLE I T o7z, F 72 46 TEE O 55 VR IE
wlﬁ%%wtmﬁn PRI AR BERR AT C U S 41 7 3 451
THEMHBKIEEZED D, 1 WRIILFEET
BoTe. MRA AR TIEPaOUIIEF i TH -
7273, PaCO: D LA bz, K[ XMyt
W BAL)FTA T 1IHITORY VR EF N A SN
Te DR IR D F, MEF DO KL-6, SP-DiX
LFFIR LOMEEFIARE LT, H BRI,
VUFRFREOPIFITEFERE L TN ERZED
L DIERF) TIZHAD72 EFISEEO T, PiEhiis b 26
THER EAEZRDeho72(3K2). EEFTR T
WFILDREFNZ BT H R OBEIT & & 12 LHhEF

Difg/ N & O JEE A B AL LT (K1),
FEF 1 DRER L > b7 2 ORI % 3 (X2). 2003

F1 EEEROSY
=l 1 T 2 5 3 4l 4 = 5

Eiv 705%, Bt 748, kit e7m, B e7m Bl 2% Bt
TR

BIIERE Ex-Smoker Never-smoker Never-smoker Never-smoker Never-smoker
M L 7L Tl BihliEzk 7L
REE
RIRE [ Tl MR AR 39 Tl
fhERB TR
R ouR oy e 2] ouE

EEER IR RS o 0 PRI [Rdast - 4 [oaviest 4 [oEiE
=37

®2 WMAEFR
JEBI A SEH 2 FEF 3 FEHI 4 fEHI 5

FVC (%) 74.1 65.0 9.6 63.7 64
FEV1.0/FVC (%) 95.3 87.5 92.1 96.3 120

DLco (%) 87.0 76.8 105.8 96.1
Pa02 (Torr) 82 94.4 83.2 83.0 82
PaCO2 (Torr) 38 45.1 42.7 50.9 41
BAL lym (%} 8.6 0 16 1 ND
BAL Neu (%) 0.6 0 1.0 8 ND
BAL Eo (%) 0 1 0 3 ND
KL-6 (U/ml) 410 604 437 1000 469
SP-D (ng/ml) 204 131 129 437 133
RF (U/ml) 54 - 4 1 16

ANA - X40 x40

RO LY MU T B e BEIER e TX
72N, 2006 F AT X EEEDORE/N & BB SME o g
JRIEE A 22 H A, 20104FE D SVEHARETICIZE B

WCHEAT LTz, ETER S TIRR OHEITITHEN
THEICHEENHEL T,

FEBI 1 DR BEARRRAT R4 "3 (M3, 4). A5 LIES3
DVATS FRIETIE, REZBR T, WEE FIZRE
L7eH R OBHMELIRE 2580 7. AR 722 UIP /%
F— LB, HROBHICDOBRIEFICEL,
FEIETENL & OBER DL TH - 7= (K 3a). FRIK
W95 ROV EICIN . THBRRED ) kiR
BE o T, —E8IZ L Fibroblastic fociBEmD%h
FIIRHAESF AL DO E AR B FRD vz (X3b). [T
BIEDTZT AT 45« Ur¥— D L Yett CHRILKE

UL PR AME DETE 2 58D 7228 (X 4a), SRIZIZHE
FRgERNRIZNTE Y, BEBICLE—Thotm.
SEYERAG TR R ERRME S R SN D B AT L R
B HI (M4b). EFI2 ~ 51 k“f%ﬂ%ﬁ%k

DO A, FERS TIELEE L TIEICHERENER
DN, TEOMKTYL, WET O Elastosis ®
FrRIZFREE ChH -7, F= TEO—EICEE -5
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20034F 20064 20104F

X2 SEH 1O NaE X R

X3 HERELRETR (D R BRAE AT AL (2)
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®3 HE

Patient 1 Patient 2 Patient 3 Patient 4 Patient 5

SRE %L 7L L Pirfenidone  Pirfenidone

SARREAR - - - 678 278
Fik Fee S DMk DERIE ZE% e

1F4EF  4wA%ETFE SYA%HF THRAEHR 18348
23

RRIEEPBO BN, MONBIZAE LTz
OAEBRCITREUIEEECH - 72,

TBIRIZ OV CITER 1 ~ 31X IEIRE, JEBI4, 5T
&, BEDIERE < AT S 417272 8 Pirfenidone
BELZBE L. THRICOWTIE, WSS
AR BERGH &35 LEEEENEVL OO
AFELT B (33).

z B

2004 £ Frankel & '3, Ji KA~ BR oD Jj BT 5572 oD ifi
BT 1) ERERAIIZIBME O B R R B 0 R R A 2 4
OBEEL, 2)EE EEI LR X OWSRE =
TLREEMORELZ XL, aﬁ@ﬁ&%% ZRETF
DREERR DTN OFIEIC S TE RV E WD
O REAE b OB R Id10pathlc pleuroparenchymal
fibroelastosis & & 1T & L 7. T@?E"Jﬁ@( L
T, MORRE T OFER 28, B— Tl
7= Fibroelastosis( FIEMRME D YEIH ), JaEED> 6?5'%2%71

BT ZEE 2 Spare STV 5, HHBREDOY
SERIZ M, fibrosis O IZ 13 fibroblastic foci & & H1
HEE N TS, i FE Tpleuroparenchymal
fibroelastosis D EIL, LT N4HCTHY, 95
2HWITMEFEQONF)DHRE TH H. F 7= von der
thusen b * DIEFNT, B REBERENE £ & D7
HETh Y, WEEME L Idiopathic D 9B, B HER
TEAZ DIEFIN 4B CNVEZR13FITH Y, HED &
TAXERBINCIF O THTH S, SEFE 2 03B L
TIEGIRE S LREDORT R AW L, REERICFE L
VEBIREL Z 2 BT,

4 Bl SFERF DR RS TS il 4T§J75§’<°J@:7*”“G‘§) )
L, 3PITHIRMEBRSIEE 2RO L, £
LRI AFTRICBWT, ERTIRARNHO0
P&@@iﬁ#wbgmt_&ﬁ%@mf%ot
FIFRPEHREE I DV TIE, B A OHE/ N H3 0
ThHHZ é:7f)>6f§a@¥@6’}‘%?%7f_ LoDz Lidt+5m

T4 BRIV LIERURBUHRME
(idiopathic pulmonary upper lobe fibrosis: IPUF)

« FREDHES THELRF
. FEJ@IJJ:ﬁﬁ%’éﬁ‘l‘i(:%L<ﬁﬁ/l\?éb<¢?ﬁli§é£§ﬁ

. E@ﬁ% Td)ﬁfﬁl BRI ERNREILRE

« LIFLEIZRUEERELECLHNBEMIEE AN

- MAIRERSEEESEEICEH

+ WENHMREERLS

. ?&gﬁ@L\#@é*ﬁ%b\%%#ﬁﬂjéhf%ﬁ%’é*ﬁ‘[t?%ﬁiﬁ
X

o SEITHITEIC 7 ARILE L AR EHH
. ﬁ@&)‘cﬁ%ﬁl:"éﬁblO~20E0)%§i@'6§Et‘:d’éiﬁU7‘3‘?7
\

fBas MR 1992

ICFRBTED. LL7ed b PaOAEN S IX+47%
BRENRF SN TWAREL THEINDIZH D0
BT PaCO: D EF-MPFRD Haiz 2 & i, BEERE.
R B DT S % RIS O & O BIE & E 8 S
D, WEERE, FRREREEOBEIXIZ-Z ) LA
WEBIARZ <, FRBFEREOBELBED L A
BTl 7z m o7z,
ASE O FREEIFREEIC DUV TIE, BA & 272 Blastosis
BRHDND T LG, HPERRMED BT E AT
SREEOMNPEZE LTS AEELH S, F
t%%%ﬁi@thfwé%@mﬁwm*iﬁﬁ%
HEDTLE B L O EFTARRD b, X0 {Mo
POBHELF ML TEMAT D AT =X LR BE SN
L. SBAERNS AWz T AF U FEAREOM
NPEEND. ETARE SNDIBEIEGBED &
ZAE IR TV, Becker & * il o5 it
RFUINFoflF OB AZRE L TN, Fox T8E
LARFR L, Bl OO e SRR IR 552 KL B B L,
T AF EAIMBIER 284 L C2ERIC
Pirfenidone Z& A U7z, EAGBAMM SO CHE
W DT DRI OV TUIAHIE L TV FET
5.
*ﬁxﬁ’ﬁwfm,ﬁﬁeﬁ%miﬁmﬁ’
L EEEAL O B MESE CRLLORIE S 2 B EFIRE
%,iﬁ@%ﬂ%@ﬁﬁ%ﬁwﬂk%ﬁ#ﬁi
TUW % (FK4). IPPFEER] CTRAR & @4 5 A0k
WAl FZERSEITIEICE L < HME/NT 203 R TEEI35E &
BE 223720, MR T ORI BN 7 HER B AR
ML, WHAIREMER I 2 S A&, MERst
TR 2 R <, MBS TRERIZHEETT L 10 ~ 204E O %R
THRETLHHNRZNRTHD. £ OMBEIROREK
EENDHMEIL, IPPFED ZNE TOMETIIER
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TN TV EDODF 4 DIERFTIX, ERICFED T
WA, FEREERICOVTHLEEROCTEE L
A B, ARBITIIFEORFTATH L Z LR
WEND. LU EEEME WD ROV TiTEE
TEHELDD, PTEIEDEEREN KA TND N
IZOWTIE, W7 & b RIZIAME R ERITFE LRV,
A I TEICHN R BT DEAITRN LT
WAHEENTWAMR, PPFEORBERIZEBWVTITED
BEE T LEUMMIFRELRH > TH LV EIEE
EENTRY. FTEOREDFENREIZEZAD
FELANFTHHD, FEDBITHA OIER 5 X
BEFE» BIEBAT & EBbild. LLRRes
KA LIS OFBIZIZIEEB L TVWD 2 bbb, &
AL R E ATV D RREEE b &V, 5%
Z DRI BT HEEBITOREDFND.

LIk, HBBRS5HI0IPPFEER % et LA & O
BREGER L. AN TE, EWELOME
PERfiZE OWFFEREITH <, EFIOZFBELRSNTND
AnG, A% LERBETELFREENTSICH D
EEDbB.

X ®|m

1) Frankel SK, Cool CD, Lynch DA, et al. Idiopathic
pleuroparenchymal fibroelastosis: description of a
novel clinicopathologic entity. Chest 2004; 126:2007-
2013

2) American Thoracic Society/European Respiratory

-115-

Idiopathic pleuroparenchymal fibroelastosis fiE 51l (D5

Society International Multidisciplinary Consensus
Classification of the Idiopathic Interstitial Pneumonias.
This joint statement of the American Thoracic Society
(ATS), and the European Respiratory Society (ERS)
was adopted by the ATS board of directors, June 2001
and by the ERS Executive Committee, June 2001. Am
J Respir Crit Care Med 2002; 165:277-304

3) Becker CD, Gil J, Padilla ML. Idiopathic
pleuroparenchymal fibroelastosis: an unrecognized or
misdiagnosed entity? Mod Pathol 2008; 21:784-787

4)  Piciucchi S, Tomassetti S, Casoni G, et al. High
resolution CT and histological findings in idiopathic
pleuroparenchymal fibroelastosis: features and
differential diagnosis. Respir Res 2011; 12:111

5) ERBR—. FEEME LERRBIMRMEE . Pk
1992; 11:693-699

6) von der Thusen JH, Hansell DM, Tominaga M, et
al. Pleuroparenchymal fibroelastosis in patients with
pulmonary disease secondary to bone marrow
transplantation. Mod Pathol 2011; 24:1633-1639

7) Dosanjh A, Tkonen T, Wan B, et al. Pirfenidone: A
novel anti-fibrotic agent and progressive chronic
allograft rejection. Pulm Pharmacol Ther 2002;
15:433-437

8) Dosanjh A. Pirfenidone: anti-fibrotic agent with a
potential therapeutic role in the management of
transplantation patients. Eur J Pharmacol 2006;
536:219-222



ETEE AT AU R A E

ERERAT x| FE LR #ES Akt @ P

A E R vE R TEE AT AR MELE (idiopathic pulmonary upper lobe fibrosis, IPUF) 1 K A< B o fifi
MAEDO R THRERLMEL HO 0D, EEMICITE BB MM % D—EB & L Tidiopathic
pleuroparenchymal fibroelastosis, IPPFE @ FIUZAEAIAFE LD EMIZH D03, RIEZOBEITLTL
b BAREIC IR o To IRV 2 A,

H ) : IPUF OREFRR, HERERY, WMEFIREEZBAOMNICTHZ L.

i B OB IR 72 B ONCEIRIEGI D 7 7 A L h S S BRI IPUFIC— 809 5
SEFZIBIE 7 7 v 7 Uiz EFIOBKRT — % 228 L 05, 740 —7 v 7 HIE ORMERXH -
CTHE&ITFTREZ2 R 0 INEE U7z, PRURHEREIZ 2 31 & A b Y — FR &4 1E, DLeoll DWW T 7 4 1 —
7y THEOETOT - EMITL, YIEEL TN END/T A —F —DEMEE 2 —REF
L VRDT.

R ARENLER (BRI 170+ 04 kgm) T, THICEMOBEENH 7. MR R
EARRENEZHEO 7+ o0—7 v 7HEIZIS4L10ETHY, IBF6FINET LTINS, X
B 22 R BRALAR 2 A0 R B A EF & o0 & 2 BB T i IR PN o0 BB R Ak D 1R 55 (intra-alveolar
fibrosis) TH 5. MFEE T CILBERRMEL BN A EYE & du, HEEERHENEIZEEE (subpleural
elastosis) L 72RBEIZ 22 - Tz, 200 b OJRERMRRFAOET AUXIPPFEIC—B 3 2T R TH DH. L
7> LIPPFE CHAFA SN TV A IEDBHMEEEE IS H > THERA TR, 38ITIEA LR
7o WEMRSEEIARBONEEEREORE RS TH L. FVCEIFULT+n—T v
7T 72 TR O FVC ORI 213 -407 + 72mL (-18.8 £2.4 %) THh V), FE3HEMARHEE &
~_RTh, FVCOETRABTHD = ERHESNT

fE  IPUF I3SHSREEE N RRICET T 5 TR R R OMRMEE CTH 5.

R R 5 B AR T 2 PN B 2 R R
I R PSR e PP s P R
2R P R M R E R v 2 —
[ ST Betits 2 R e

R E R R
TR AR RICE T 2 ENTEEE BHER
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oI

FRARHOREEM% DT, BEfFEONHEIC
BTHEHDLNROEESEMRICEET D LD
5. RIEEMETRAE X ZOHD 1oTH Y, i
ERPE L e JEFIRE D DRE TR SN TR, B
EDLWk%E 5 &, idiopathic progressive pulmonary
fibrosis, pulmonary upper lobe fibrocystic changes,
pulmonary apical fibrocystic disease, idiopathic
progressive pleuropulmonary fibrosis, FF¥PE_FIEMR
HBIFARHELE idiopathic pulmonary upper lobe fibrosis
(IPUF)(1), marked pulmonary fibrosis in the upper lobe,
marked pulmonary fibrosis in the upper lung field,
idiopathic pleuroparenchymal fibroelastosis (IPPFE)
(2,3), upper lobe-dominant pulmonary fibrosis 7z & ®
SESEFAEMESNHRE SN THD, WTi
b A A D & U7 SRR B O HETT I 0D IR AEE
Thd. JMzHEEIZEZ L, 2WE5RHENEDD
LU RERBROFETHD. ZNHORECHD
FEFNEI T N THE—DEBTHEILD L ITRL 20,
SHERSERET RSCERIRIT RAZILBORE H 5. s
B (1)°Frankel(2) & D@ 3ITZF O F CTHRFICEE 2
ML THD. TNDH2ODFMITITHRE SN I=ERF O
BEIR - BRI L T DD, BRI bd 5.

AEETIL, M85 ORE Uiz LIEENIHRAERE
WZFJE LRV YERIZ BAR L, £ ORKE, HEY
ORI A T, MR OREE 7+ —T v
BRAREF & 2 D% DOFFIRBEEE DRRFRHERS 12 /01T CTHE
NToHET5.

M#ETE

BHE DR
PN o A R E b S N e RN S ke ] T
FRNEL, BB AE I R R v & — IR B,
[ SR B X 22 YR B #e BHI AR L 72 BE O
SRR AR & BB G O EEB MR 2 L
— L, BRRIEHEZSEIC L CIHO LEEEN A
FRAEE 2 FE Lz,

e PR 1%
M, Fln, BUREE, SHOBE, AT oA REH
FE, AERTEEL (Body Mass Index, BMI), 7412 —7 »

TR OB E TR LS.

G T R & i B R O T R

SIEFI OB P REE SN ME X HR & MECT
BEZERERRYIE L. SBRBIERTH) H
DVTERR QDT E DB O NTERI~~ b ¥
VoA Y roeth, =5 AFH U F—Y 2 (EVG)
ezl L, HERMERRAEIICET LT,

- A% HE o0 JIl 7E

EAI D RN RE O ELHEE (I X B d 2 WL CT
21T D BETTROER S NIRRT S &h)
DE) Z RO Tz, E-MFFREREY 1R LT e —
T P CETEGNCONTIE, SRR OLER A E)
—KENFE TR D= (4).

®w R
BRI

1) HBas, ZHESsSH, PIZREOFEL61.1 243
mTHoT-.

2) FEMMEENZ  (T4), FIBUEE 324 Th o7

3) KMIDBHAEZE T 2EHNR 16 - 7.

4) I, R (BMI) 3 17.0 =
0.4.

5)  Crackles 2% 6 IllZHEE 417z

6) M2 EEKL-62 500U/mL % B x 7= fEF 135 61 ¢
& > 72 (624 £ 108U/mL). #%if8 412 500U/mL %
HBZ T EBN 251 - 7=,

7 MEHBEERERERINTHLOT7 40 —T v
THAMIIE 5.4 £ 1.04F.

8) AIEFID 7 v —7T v THIE®E L COfF,
1734, FET 64

BT R, & i BRAR AR R AL

FEFI 248 5%, ZHE)ITAERINCRIA S NI, ME
XBEE T ERIFEIZHREENL A SIS (K 1a).
CT TIXRATHI 72 MED IEIE % oW A RE N A 5
5 (K 1b). CT CHREDIEED & 512 B 2 728 L
DABBINTEBRIEARZBILET H L, EVGRATHR
UG S LD BIFERRMED L LT 2 Bl A3 fa e
W) EHICEBICL RoNS. BEREEANLE
FfR S EHE S v, SRMERRHEAN R ICEA L TV D EML
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HdH D ([Hle, FVGHE).

RIS T LE EEIZRE L TWAD LT TIER
V. B BICERENMERREANITLALEEDD
3, FEMT(9E, BH)O X S BB OLL LT
THEFICHR U X D ICHWEREES RN D500

L BEE AT AR

%] 2a

07y

20

Xl 2¢

o7 ([K2a). CT TlEmifal LB i Mo IEE &
HVITZME T ORENRESIZIERAEICROND
(2b). — 5 R EER O M 12 b R ORR 23
B % (M2c). SFHINHAERIEARTIE, M T IomEE
EHENBRICEE L TWADORb»nD (K2d). KT
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2011 FEE OV AL B

(B9 % BT SE

X 2d

[ 2e

D&, BITHEEL TV D EERMEIRIASE L Db
DTHY, FIENICBESRESTHL TS, —F
MREIZ D <A, RBIRMRME 2 2R T2 I3 E 4k
S, ISR R C & PRIMERMEOEE ST o
L HAD . ATNDFEFIZI T S L8R
ENTERY, SHEFMREIIMER CE R o2 (X
2e, FVGH£).

1) A E

(1) FVC 1960 *212mL (64.7 £ 5.6 %) n=9

(2) TLC 3408 = 342mL (76.8 = 9.5%) n=6

(3) DLeo 13.0 = 1.3 mL/min/mmHg (80.8 - 8.0 %) n=6
2)LEREIZEE)

() FVC -407 £72mL (-18.8 -2.4%) n=7

(2) TLC -821 % 127mL (-21.4 +3.8%) n=4

(3) DLco -2.6 == 0.6 mL/min/mmHg (-18.8 = 4.7 %) n=4
FVC OB AR 1X3.1 = 04 Th -7, R
BEZ74+0—7 v 7 LTWHERP TI3IFICEIBLE
2T aA RRBEBEENTHD0, WP s BIAARTO

MR REDFERIE TEMEE R D Z LR TE o

£ =

A BISEHE U T E BN ISV I AR O F Ik CleE 2
Wr U7z EIREAT AU RRMERE D OB CH 5. FHERMLAR
FHIZRAEAIILL T O LB TH A, DT O
Ja P B BRHE DS Fe i LT B85 H 5 (intra-
alveolar fibrosis), 2) Z & IZJANEE T CIIBEARMEL
BN ERE S 4L, MWMERHEN B IZES LTV
%1% (subpleural elastosis) 238 5, 3) fti kS S8 34R 7~
NTWD, HRIEMIERIZE LT, R bos
BNTIZIE— R Vo ThY, RETHD.

A D 131992 FEFR 30 THREFE M |- B[R S B Fhf A e
EZFE EFER L), Lkb 3 E Tl FERBR
72 U ESEEAT R RRHESE & B D EFIHR A 23 %
o, ~ﬁmm$,ﬁmm%ﬁ%§%ﬁ%%b
TIERI 2 SEICEE N D, Fil-leREMA L LT
@ idiopathic pleuroparenchymal fibroelastosis(IPPFE)
Z CHESTEEIZHER L712(2). HBE SN TV BIEH O
HCIRRRTEME L mi&w;é@%%@ihrw
23, ﬁ%ﬁ%?ﬁﬁ?ﬂki&ﬂ:bf_{“{ﬂ& DIFEENZE L,
7] CHERE DR B Z A TS AREMEN & 5 .

A BILE & DS &N ’5”6[%& L 72300 HACHR EAA
AR ORI T O R B AR LIRS & 223
LTS, EVGREZERLTVWDHIHLOD, Th
LLE DB ZA U TERE#IZ 72V — JF Frankel 5 13,
B 1 oD e 14 AR (pleurral fibrosis) & MfisE T oD i
PERRAE D EEHE (parenchymal elastosis) & VY9 2D
B AOR A IPPFE DARBICHE X fo 2 b T,k

TEAB LT T AR MERE & 721X IPPFE 2 B+ 5 1 oD
EIEDS AR 7e o 7.

LU, #8ORIUTILIPPFE O HESAE D
BT 72 > T B o JE R 2 BE 3~ 2 #A Rk S0 0
Wi, AEOFHA DBEFTYH, BONERD
DWTHIRIEARZBIET DR Y, MO MRHE AL
II3FI TR TE ool FHEEERH-TH D
SRE LIRS ER2WES b H o7, CT T
JEIEE D & 512 Wz 2 FBALIX M T O parenchymal
elastosis Td» > C, pleural fibrosis T ifcﬁ WZ &L
WS, Z OTelE 2 BT 5 72 D IT L IPUF/
mm@%@ﬁﬁ%ﬁﬁm@k_&%_wﬁmg%&
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t 72 9 secondary PPFE(S) & /017 CHEBL L 23 2 &
HMEN D LRV

A B D BETCF & 159 F1 0 _EZEEAT AR
FHOWVRLREEONHME L 7HOFVC ORI 7 +
o—7 v FB1E04FEYT —FEH. TORKE
FEFIELD D7D HIRRA D 523, 1) FER B RERE
FIH A ZTHEE LD b RMEEE RSN B L
B, DFVC DERBAD ZEFI Z L7 vy M5 &,
FVCIHIZIFEAMRANREA L, 732, 3)FVC DRI
IR E (407 £ 72mL , -18.8 £2.4 %), 4)E|
BREAT oA NTEY, Z2ERHALRERoT.

e FEEEATTUATRRAERE & W O DA EFR D4
DAEFEAIZ IPPFE O 72 IR LooH HBUE, 4
BOFEMEED LI T RETHA D h. M
ELNFREL OBELXHAGMNIT L LTS, L
BT MEE I TR T e & T RIMEIC I TE 2 DN
MHDHZAD.

Jili R S A B E91T, BIRARMED AR P IZ 12
WETHBRITH T BB RNELE LB 2
i &% . IPUF/IPPFE Z331) 5 intra-alveolar fibrosis
& subleural elastosis D B4R IPF (23317 % fibroblastic
foci & perilobular fibrosis D EIFRICXf L L TE X5 Z
EWRTERNTEA S .

Ji TR o> B PR R HE R 752 1 X IPUF/TPPFE I FF{EHY 72
M TH DM, IPFICBWVTHHEEREOES I
HrBHiD . GER OB IIMIR D /2 o RAFIZ Ko
T HRPERRHE DN B T A (= elastosis) L T 5. IPF/
UIP & W TE 72 W7 S T 2 S 181 0D IRME R HE Y R

LB R

D THIZT 5 &, subpleural elastosis 23251
LIRS EnS . ETHIEIPE/UIP L 2l b -
TRBIT 20 L0 I AENRHEICR > T< 5. "k
BN &V BEERRITRII D LB RO LiLR
AN

SZ X

) MER—, HERE, A#IE. FREELE
PR R T ARARAE . PP 1992; 11: 693-699.

2) Frankel SK, Cool CD, Lynch DA, Brown KK.
Idiopathic pleuroparenchymal fibroelastosis:
Description of a novel clinicopathologic entity. Chest
2004; 126: 2007-2013.

3) Becker CD, Gil J and Padilla ML. Idiopathic
pleuroparenchymal fibroelastosis: an unrecognized or
misdiagnosed entity? Mod Pathol 2008; 21: 784-787.

4) Akagi T, Matsumoto T, Harada T, Makoto Tanaka,
Takashige Kuraki, Masaki Fujita, Watanabe K.
Coexistent emphysema delays the decrease of vital
capacity in idiopathic pulmonary fibrosis. Respir Med
2009; 103: 1209-1215.
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Epidemiological survey of patients with idiopathic interstitial
pneumonias using clinical personal records in Hokkaido

Hirofumi Chiba, Motoki Natsuizaka, Masanori Shiratori and Hiroki Takahashi

Third Department of Internal Medicine, Sapporo Medical University School of Medicine

[ Background] Epidemiological study was conducted by using the clinical survey of individuals on
idiopathic interstitial pneumonia newly received in Hokkaido during five years from 2003 to 2007. It was
difficult to accurately understand the statistical facts from previous epidemiological studies on idiopathic
interstitial pneumonia (ITP) due to insufficient systems for diagnosis of extracted populations as well as to
institutional limitations that mild cases were not included in extracted populations. Unlike other prefectures,
all applications including mild cases are accepted upon approval of benefits to receive medical care for
specified diseases in Hokkaido, and strict judgment is conducted based on the diagnostic criteria stipulated
by the Ministry of Health, Labor and Welfare. In addition, most residents in Hokkaido are settlers from
various places in Japan and their descendent, which is considered as highly appropriate as the average
extracted population of Japanese people. [Purpose] An epidemiological study on IIP patients was
conducted to understand their reality. [Method] The prevalence rate and cause of death were reviewed
based on the data on 594 patients newly registered as beneficiaries of benefits for specified diseases from
2003 to 2007. Furthermore, the survey on prognosis was mailed to each facility applied for the benefits, to
review prognostic factors and cause of death. [Results] The prevalence rate was 11.8 out of 100,000
people, equivalent to approximately three times the national survey for the same period. In the univariate
analysis on prognostic factors with the Kaplan Meier method, a significant difference was recognized in age,
presence of finger clubbing, severity, %VC, PaO2 at rest, %Dlco SP-D, KL-6 and neutrophils in BAL. A
significant difference was also recognized in %VC and severity in the case of multivariate analysis with the
Cox hazard model. Furthermore, as a result of multivariate analysis on acute exacerbation, a significant
di fference was recognized in %VC and Antinuclear antibody.
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