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interstitial pneumonia
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‘Department of Pathology, Japan Red Cross Medical Center, Japan

Rationale: The recent Report of an American Thoracic Society project has suggested that idiopathic NSIP
does represent a distinct clinical entity, showing good prognosis and most commonly seen in middle-aged
women with no history of smokers. Though a recent report suggested that cigarette smoking is a prognostic
factor of patients with NSIP, the correlation between the cigarette smoking status and idiopathic NSIP is not
well documented. To clarify the correlation between smoking status and mortality in idiopathic NSIP, we
conducted this retrospective analysis.

Methods: A review of the medical records was performed on 123 patients who had received a histological
diagnosis of NSIP on the basis of surgical lung biopsy between 2000 and 2009. Seventy-three cases of
idiopathic NSIP were excluded because surgical lung biopsy, HRCT examination or clinical records were
incomplete. The remaining 50 idiopathic NSIP cases had clinical, radiologic and pathologic consensus
acceptable for inclusion in the study. The correlation between cigarette smoking status and mortality was
evaluated using the Kaplan -Meier method.

Results: The patients studied consisted of 26 men and 24 women. Mean age was 61 years. The S-year
survival was 90% in idiopathic NSIP. In this study current and former smokers were 3 1patients (62%) and
never smokers were 19 patients (38%). Emphysema and cystic formation were higher in smokers than in
never smokers (45.2% versus 5.2% p<0.01, 51.6% versus 0% p<0.01). Never smokers had a lower mortality
than former and current smokers in idiopathic NSIP (P<0.05).

Caonclusion: Never smokers had a lower mortality rate than former and current smokers in idiopathic NSIP.
Although idiopathic NSIP has very good prognosis, cigarette smoking may have an impact on prognosis.
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possible to rescue the deteriorating cases with
interstitial pneumonitis? Scand J Rheumatol
1997;26:24-29.

2) EROSH, KEEKR, I, 4 KR
M E M2 2B %95 Cyclosporin A, ElI%E
BEAT aA FFHBEEORS. BEAR IR

-
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TE PR B KT SRAF S0 25 36 OV AP i 28 SR F 20 BDE S R
11 4F BERSE #7535 2001;104-107.

3) Nagai K, Takeuchi T, Kotani T, et al: Therapeutic
drug monitoring of cyclosporine microemulsion in
interstitial pneumonia with dermatomyositis. Mod
Rheumatol 2011;21:32-36.

4y Levy G, Thervet E, Lake J, et al: Patient
management by Neoral C2 monitoring: an
international consensus statement. Transplantation
2002;73:S12-18.

5) FEWRR, HERIRAE, INERSEE, fh o FHEME
IR D7 a AR ) (X F—F )OI

— 1568 -

FIREE=4% U 7T 2E. B IEREES
2004;42:153-157.

6) Takeda Al, Horike K, Onoda H, et al: Benefits of
cyclosporine absorption profiling in nephrotic
syndrome: preprandial once-daily administration of
cyclosporine microemulsion improves slow absorption
and can standardize the absorption profile. Nephrology
2007;12:197-204.

T RN EBEESE FEBEE R, M
Ciclosporin Z i Fi] L 72 B RARESN F5 1T 2 HTFEE
IZ2OWT. F5HE 1986;21:181-189.



SUEA DENSAHERE (CPFE) IZ AT 5
Hili 5 D AR & A DR Gt

W DESL R RN R R i fih

CPFE I, RIE(L &b 20F L, MEiE s fEEsBRICAMTo s Thambns.
CPFEZEDFT DM@, MEIECHSHEEIC AT AMEL Y b PERB/BV ERARESNRT
Vah. ORI B A FRIZ CPFE OB IZ D W TR, FIETALIC W CHEME & RIS
FEMZe MR AR IR To. XPEE, 2744 O FEREBIZ DU T CPFE % & Te iy 5o WR W 255 R BIZ fiRATT
L-72 & Z ACPFEL, 364 (13%) & 5, iT&UNE, BIEMHMAIZE U CORMAR T ERENEZ <,
SV BT ZDEA N EEAE L TS Z ERH LT 572, £7-CPFE BN RE L&
FEOMS LI2fEREATFIZH 2D 2 EbHALMNI -T2

FORERE REENBEE — EE Z R
TR AMERREICE T DREMIIE TR E
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Figure 1 Chest computed tomographic images. {a) Adenccarcinoma in the normal lung fields (normal group). (b} Squamous cell carcinoma in the
fibrotic area of lingular segment {fibrosis group). {¢) Adenocarcinoma in the emphysematous area of right upper lobe (emphysema group).

EUBHIC

JF U & i BRAEE D & ORI, AFRIZR W TR
20 4R LA LRI & 18 1 T A 56 M I A E 0D 7 T 43
(LW DBRE) & L THBEFMICEES S &z, —
75, BRCKIZE VT Cottin B2 Ko TE - HIE O
% 1.0 combined pulmonary fibrosis and emphysema
(CPFE) & LTE &b, MA T ARSI
&iifﬁ&’iﬁé@ﬁam D IR NI T AZZIARR DIEE 32 L
<, ERPRAQICHEIEZ A L, o8, s i

®Am%mwéf$&bfﬁ snTER"”
CPFEIZ AP 2 i1, fHEE (& 0F 3 2 i

LVHENRNEL, FHRLEVW ERHEShLTY
%3 E7z, CPFEIZADHT &M CIL, R LR
e DBENE N ENH LTV D >, Ll
R DFEAEALZ DWW T ORRENE, ZhEThah
TUWew, ARBFZETIE, CPFEIZHEA4 5 e DO
AL L B O W T OB EIT o 72,

MR EFTE

200347 5 2011 £ & CTOHIMIC YR Clifife 02
Wi 21T > 7= B 1864, ZPERSA T DT
HRCT B4 77 i, TBLB O X 2 RLRkAT R, WRERE %
Ef L.

B P 7L - HRCT I TR LIS O FR 45y o il kT
BFIZET RO 72y O % Normal lung, &JE(L % —2
DdH 5 H D% emphysema lung, FR#EL X —2DH
% b D% fibrotic lung, LAl emphysema T~ Jifi fibrotic
INZ— DD H D% CPFE & 43 $H L 7= (Figurel).

Emphysema lung (-2 CiX, panacinar, centrilobular,
paraseptal, combined (24348 L 7. FE MG O 4
I TIE, ground glass. Honeycombing, consolidation,
traction bronchiectasia, thickwall bulla, reticular,
peribronchovascular thickning /X % — T3 ¥ L 7=
(Figure2). Jiifg O EALIZ >V T, Hﬁjﬂﬁﬁ‘mm AR

3em®D T A TR FRERNLD 2 531 T LTz,

BREBE

T SR g 2 R DR CIE,  IEH M 53%, BVE
P28 5%, Hi%E 29%, CPFE 13% T & > 7= (Tablel).
W S g R B O FiE AR ORET T, IER T
WRWTHE, BEN71.2%, BRI 13.7%, /M
figE 5.5%, BVEMENTRICHARWTIE, B 50%, ™
R 42.9%, EBEIC BV CIE, R 38.5%, W
R 34.6%, /ANIIEE 15.4%, CPFEIZRW T
BRI 30.5%, F R 52.8%, /NHIEEE 16.7% TH
Y CPFEAZ AN T 3 SLFR AR BT < B ~UR
Wb RN S WEBNCH - 7=, CPFEICRAIT A K&
b X & — > X, paraseptal /N ¥ — ) 36.1%,
paraseptal & centrolubular /3% — > DIEE LTV 5 1
DH25.0% & FEIZ L VMETR % 7~ L7 (Table2). £ 72
WE & o3& — 4, honeycombing /¥ & — > /3
41.7%, ground glass »X % — 3 25%, reticular /3 & —
> W347.2% Thick-walled bulla7333.3% T& o 7273,
31 thick-walled bulla |%, CPFE(ZH EIZE\WEHET
& o 7= (Table2). Jifi & o3& A& # AL B O FEAN C ik
CPFEIZ WV TIE, Mo SRR SR EIC < B
FE, RO ERCE, /MR & bR A B LRFICR
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Figure 2 Chest computed tornographic images of a combined pulmonary fibrosis and emphysema {(CPFE) patient (a) shows combined paraseptal and
centriacinar emphysema in the right upper lobe, and (b} squamous cell carcinoma close to the fibrosis area of the left lower lobe area. Another CPFE
patient'simages (¢} show squamous cell carcinoma close to the paraseptal emphysema in the right upper lobe and (d} thick-walled bulla in the lower lung
fields.

Table 1 Characteristics of enrolled subjects

Normal (n = 146) Fibrosis (n= 14} Emphysema (n=78) CPFE {(n=36)
Age (years} 65.6 =114 72.3 = 84* 66.7 = 10.2# 69.1=70
Sex, M/F 71475 11/3* 70/8* 34/2%
Ex or Current smaoker (%) 105 (71.9) 12 (85.7) 73 (93.6)* 35 (97.2)*
Smaking pack-year 24.4 + 275 367 £ 204 51.5 £ 37.4* 54.0 + 38.3*
Histology /%)
Adenocarcinoma 104 (71.2) 7 {50.0) 30 (38.5)* 11 (30.6)*
Squamots cell carcinoma 20 (13.7) 6 {(42.9) 27 {34.6)* 19 (52.8)*9
Small cell carcinoma 8 (5.5} 1{7.1) 12 {15.4y* 6 {(16.7)%
Others 14 (9.6) o} g (11.5) 0

*P < 0.05 vearsus normal, #P < 0.05 versus fibrosis, §IP < 0.05 versus emphysema. CPFE, combined pulmonary fibrosis and emphysema; F, female; M, male;
n, number.
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Table 2 The patterns of chest computed tomography findings

Fibrosis Emphysema  CPFE
{n=14) (n=78) {(n=36)
Emphysematous type, n (%)
Centriacinar - 34 (43.6) 4 (111
Panacinar - 10 (12.8) 3 (8.3)
Paraseptal - 17 (21.8) 13 (36.1)
Pan+Cen - 4 (5.1) 12.8)
Pan+Para - 5 (6.4) 6 (16.7)
Cen+Para - 8 (10.3) 9 (25.00%
IP pattern (n)
Ground glass opacity 5 (35.7) - 9 (25.0)
Honeycombing 4 (28.5) - 15 (41.7)
Consolidation 0 - 0
Traction bronchiectasis 0 - 1.8
Thick-walled bulla 1(7.1) - 12 (33.3)#
Reticular opacity 8 (57.1) - 17 (47.2)
Peribronchovascutar 0 - 0

thickening

#P < 0.05 versus fibrosis, §IP < 0.05 versus emphysema. Cen, centriacinar;
CPFE, combined pulmonary fibrosis and emphysema; n, number; Pan,

panacinar; Para, paraseptal.

Table 3 The localizations of lung cancers on chest computed tomography scan

Normal (n= 146) Fibrosis (n = 14) Emphysema (n=78) CPFE (n=36)
Localization
Central/Peripheral 38/107 5/9 18/60 1/35*#4]
Localization of peripheral nodules, n (%) 107 (73.3) 9 (64.3) 60 (76.9) 35 (97.2)
Normal area 167 {100) 6 (66.7)* 11 (18.3)*# 2 (5.7)%#
In the emphysema - - 40 (66.7) 12 (34.3M
Close to emphysema - - 9 (15.0) 7 (20.0)
In the fibrosis - 1111 - 8 (22.9)
Close to fibrosis - 2 (22.2) - 6 (17.1)
Around bronchus 2 (1.9 1011 0 0
Around vessels 1{0.9) 0 0 0
Contact to pleura 5(4.7) 0 3 (5.0 2 (5.7)

*P < 0.05 versus normal, #P < 0.05 versus fibrosis, §IP < 0.05 versus emphysema. CPFE, combined pulmonary fibrosis and emphysema; n, number.

W bR RIS T 2 O 358 Ao 72 (Table3). &
72 CPFEZ AT D R B ilife 13, SIE(LER 53 U
EBBIZHB LTV D b OB EHICOIT -7
(Tabled). ARBFICIZE W TRFE EELEX, CPFEIC
Odds £ T2.639 D@ E CTHELL TWD Z &3 675>
1272 o 7= (Table5). LL_E D5 R & CPFE O JififE
FEATRNZBEN K & < BHbo>TW523, CPFEH
R L2 OMSE LT fEREA T L 72> TnDH 2
ELEZADE D EBENFHERIZE D D HRECE
OF9 2 e & b & OFEIEMIT TR0 2 ER BN T
WAHEREME B E 2 bz, OF 0 CPFEIZANFT S
JEE DFEFEIT VL, M, MRUE, FRRHEED Triple

>
N

hit] 2L ABEEBEA TS Z ENHEH SN 5.
D 7= CPFEIZAPF 3 2 Wi X, FIESHE <,
FHBEAFEMEN H D . CPFEDRKIIZE 26
ni-%a, MEoaifofEEErZBRE L, EHnk
CTZZ L % follow-up B SEETH 5.

-4

CPFE (X, MiRtHOKEE L, KIE/LEAL S D
R B AENS VD, MR A DR 2 M &
i, FEIEARF SRR DRTREMEDS B STl o T

A 2513 Thoracic Cancer 4: 354-360, 2013|2383 L7-.
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Table 4 Comparison between the pathology and localization of lung cancers

SUEA DR

=

HHLMERE (CPFE) 12T 2 Bl O AR & AL D f et

Normal {n = 146) Fibrosis {n = 14) Emphysema (n=78) CPFE {(n=36)
Central, n (%4) 39 (26.7) 5 (35.7) 18 (23.1) 1 (2.8)
Adenocarcinoma 22 (56.4) 1 (20.0) 4 {22.2 0
Squamous cell carcinoma 11 (28.2) 3 (60.0) 10 (55.6) 1 (100}
Small celi carcinoma 3077 1 {20.0 3 {16.7) 0
Others 3 (10.3) 4] 1 {5.6) 0
Peripheral, n (%) 107 (73.3) 9 (64.3) 60 (76.9) 35 (87.2)
Adenocarcinoma 82 (75.7) 6 (66.7) 26 (43.3)* 11 31.4)*
Sguamous cell carcinoma 9 (8.4) 3 (33.3) 17 (28.3)* 18 (51.4)*9
Small celi carcinoma 54.7) 0 g {15.0)* 6 (17.1)*
Others 11 (10.3) 0 8 (13.3) 0*q

*P <« 0.05 versus normal, # P < 0.05 versus fibrosis, TP < 0.05 versus emphysema. CPFE, combined pulmonary fibrosis and emphysema; n, number.

Table 5 Bivariate predictor for squamous cell carcinoma

Pvalue
Age 0.0187
Gender {male) 0.0511
Smaoking {pack-year) 0.0385
CPFE 0.0118

Odds ratic 95%ClI

1.037 1.006-1.069
2.163 0.996-4.694
1.009 1.000-1.017
2.639 1.241-5.618

Cl, confidence interval; CPFE, combined pulmonary fibrosis and

emphysema.
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fifi - DPIR AR REIR O [gG4 B RO R &
dnll, EER B2 EEIZ T T

TFURFZRGL ", AAFERRTY, REERALY, TEFESCRRY, IUAEY, REHRCY, RREETT, WA,
BOTAEY, RO, PEEZD, WY, gEERD, BEY, MRIER®, GHIEZ ",
LR, WHEEIRY, BRLEM, BIREBE", SFREEMED, Tl L&D, mhmell”, amEs®,
BUOR OV APER BT SE S

1) BHARE R AR, 2)F ILRREE IR % —, 3) NHO BURBTRARR AR, HEEE
REBRERE > 2 —EG2ZEH, 5EMK1AE, 6)BEMERRBREIE, 7) &I RRERIE
WAL Q)R ER T > 7 — PR AR NFL, ) AR B R BRI A, 10) 5 V2 B K Ik & AL
DI AMMERE & —AF, 12)BEE RIS - 7 LbF—WE, BYRARERE S Z—K
ARIABEIF S gm AL, 14) TR RIS - BIERAEL, 15) Bt RIFREGINE, 16) Rk REGLE
PR, 17) REFORRE DS R BE R as A, 18) BRI SL/RBE /s B R W R, 19) 5 EIEER 2R - PSR
B3t & —RRERE, 20) R G BRESFER & & o & — IR R PR

IgG4 BRE DR ZE O ITIEIM L TV D B2 &g PRSI ST L IEE W EEL. Fix
VL TG4 BB R & U CRR Wi AR B2 2z U 1gG4 BRI D ififpi 28 3 e oy Tl DI B FRORR R 3 g &
M7= 44 E B O BR R B R E 2R 21T o 72, BRI ZHEIREN S 0 R L2 AL T 5
FE M (Zhga A 0 ©, 1RIEHER LIFREFTRA D VD, AR S LT D EF] % g
B & TR & ERIC2 # A (KB NE B MY A 7 SRS A ) HE L. B
O DL R ZE ARG (F BRG] T, —EZhEss A O & LB U7t A b Te s,
PRBICHY T 2L RFEE LA ONIZDOT, WAEG LR D, D VITERNNLELE BEbh
TIEBIRE 2 K& 34 A 7 (RVEMRi% % A 7, W FLRAZEES A 7, U v SR E 4 &
A VT RN DD THRE Lz, BBIBIORER AR A 2 BE e 2 48 LIS Rd
THEUTOSHEREICELD LN, ) BOLERE, Vo AKEEXCLEOREME, /)
TER, MK, FEPHOMBERRICOEE L L TRENER) & BHE L35 U Bk R MR
P ORMELIRZE. 2) eG4 BGIERE MR OENL 722, 3) (MRFRESENT 2R 5125
59 IR EIERRME(L - WEEMEALZ RO A, 4) oM & (B AR, ZhIR)RZAEWZ. 5) [FIREROE
AR, E7z, BEMBIORED S — %1072 [gCG4 BT R ED L TIIM ORI & Bbih b
JRAELE TN T BHEFEEMENB 2 bz, JHiCiE ) v/ SBEFEPER B & R S 2 R o381
FRAENRDH O, FRIZ G CIXEBLL CIRERREME 2T 72 TR & 0 VATS fififfiigk L~ o
FREPOMBENLE L Bl MORBEEN B EEIER R A D5E, SEIO XS nit
RUG|OF A TTIC L= B REMNSE T, TBLB AR & 721 i e o2k b A8E Lz
FEEERECTHIE, KVEELREREROEBNERELEZ DI,
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v =

IgG4 BEE D FfiRZE O A5 13 1gG4 BIER B L LT
DORWHEEORELNR, HEETETHEMLTND
[1]. MR ZE & o6 oK I 1 7R B L BRI 2 e & &
HEEE > BERH D DAL TH LN, —
5 CHINNT B RE BRSO DI MR IS T S a1
IRNEHIRIREREN LN 29]. Fiognx, Ml
WU R R R R S LD B B BERREE O
ZL DELILTERERD B %, FrZZlgass Ml
V372 < B EESR D it 2812 B U C IR R o #1203 K
DEELRD. 20X DI21gG4BEDifFE TR
TERERR N SIVBESL STV D &I E WBEE RT &
Bboins[9,10].

Fox X 1gG4BEE R & L TCORBREL /- L
T1gG4 B3 oD fitiJ3 25 7% i Ao du "C il 00 53 BR 2 1 3R 203
75 ST A4 SE B O B PR G R BT 24T o 7.
Z DR TRIEEII LA 8 Y RS 2 A0 L
TV D IRER (Zligas A OF0)) T, 1SIF45E LR
PR & o T, B0 500 Fiifes 28 B ] (i B Al
BT, —HZlEERA O & B U FT RLIE A D
7o, ERREBICH YT 2R RFRENL b,
A ENTHIA] & U 7o 2 NigER & OFGIRE & il B |2 2
HAToHPT, MIER L B D & b ERIRE A
SRS A IR & A SIS TR DUV TR ES
L, i IgGAR2 Wi AR MEVERL & ARE L 7= 2 W D i E
FIZOWTEE L.

(7 &l

VEIE 2001 2> 5 2011 O, FLRIFFEHE % 33 fi s O
R C 1gG4 BAEE D fiti 93 25 75 & o 4L C il 0 995 BRI AR
NI T2 A4ER % L b a AT T 0 TR
BRI L., SEFAOTNENDT — & % 4 NOFER
FEPVBEME &2 AW EGRZEEME, 2 A0
PR B R M E A N, ENENIMSL L TETRHETL,
BRERHY, ERR, REEFENREROMFSERTH
TEF % B AR BE RIS I LTz, JEAE S5 @Rl St ot va
PR BRI SR ISR TEIC X B AR W e[ &
FAVY, My 1gG4 IR AL YEIT >135 mg/dL & L, fififd
BRI OV E AMEIC IgGA B E M 0224
T 56D L LT (1gGa B AL S IgG B2 S M e
D40% &2, MNOIRILRKRE K70 1018 %8 2

%). WiKRITHE 44, Elastica-van-Gieson(EVG) 4,
IgG, IgG47p & DSkl b o 21T L7z

[#ER EEE]

(ERRERFRIFTR)

4450, Mg O 2261, s S OF o
IR Nl BRI 22 5 C A v, AMEHR Bt AR R 1] 36 41,
RRE RPN 1261 CH 7. fHhlEesa 0
B 22 DT, VATS ffifiik 7z E 3z &7 > TH
Sy R ASER I S AT D 2 HTR A BE (13 1)) &
L, TBLBEDOTRFESEI% BEEOOF]) & L. fMhlEss
BB 72 ELAR ] 22 51 0> o T A BEEIEL G & AR
O FELRME N & D612 CREQ0HB)), F£7-, LFEARE
BHAURE ] & AR RO B2 D, B B WX O SRR
BREZ oD &b ERAREDRE 24 & Lz,

ATED 5 B VATS Jifi #Lfk 23 7 T & 72 9l D ER IR
5 —2 BT L. (F1D) ZhbnBREDELL
VEHEEN D B O BT, A ERESC ML IS CRP I
BRUrRIER Thoto. MlEssEORBALITRE, MR
MR, MRS S b SREL Ty o 7.

LT D AR R T R, HERR Y o SHiIE K,
TR (R S SR, /NERI R R EE ) D IEE T,
M E T & 2\ AR 32 5B B O consolidation
EATAEELH T, THOE, T —%
HWFbiBEORSE & —H L TW=[3,6,8,9].

(FREEZRIFTR)
1: HEIGABORE

AFED 5 B VATS IRk F C & 72 9Bl D FE ik 7
E L E (F2)ICFE L.

ZOIBlE T a iz 2 X A T (CRE S JE
MW A 7 L BB S A THYITHTE LT[

1) & 3 M5 S8 BEE & 4 7 (Infiltrate) (] 1a,b)

JEDEZEME Wb D U S (RE e mE o
JEE, /NEERE], BB, — 508 B o JflaEE B Iz K 5)
EEEEE TV BRI R M OTE B AR
1t WEEHZMEDOIRE DR H BT (K 1ab). Mg
FRZE & il L ClgGa B MENLIC & <, AFig
EROFHCME &2 AT 5 X 2 i ey, g
TEFRIR D B 7 & T HREIZENIR S RIZEMEIRZE T2 L T
Uz (X 2a-d). BRI DS A T E 0 TEE
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1. ABE (HIIF]) SRR 2SS OF VATS FE B O BEER FOEFE (n=9)

Case No. Case 1 Case2 Case3 Case 4 Cases Caset Case7 Case 8 Case 9
Agessex [ 70/ 5974 S8/F §1/F 4344 65/ Gl 61/
Extra pulmonary lesons A La, :é%ﬁb* K P ap La, Ba AP La %a AlF,RPF |La, S5, RPF| AP RPF
Smoking Index (pack-year) 7.2 34.5 7.5 0 g 32 21 50 a2
WBC mm3 13700 3220 7780 6710 8100 7500 9000 9300 7200
eosinophil {%} 5 14 0 8 2 6 18 12 §
Hby gl 14 12 15 11 12
CHP gidl| 5.2 0.61 1.41 0.22 0.44 0.14 0.60 0,14 2.00
LDH 1wl 183 174 173 135 128 192 157 192 102
v gial] 7.2 78 7.5 184 104 93
lgG (M 87041700) | moral] 2663 3378 4224 2181 5691 3489 7534 4367 4400
ligGd (i< 138 mgid) 488 468 374 788 8700 1740 8450 2870 872
IgE  (N: < 170) 1t 286 34 NA 394 340 189.7 2560 861 1805
[siL-2 (N: < 500) Uil 2650 3930 NA 2883 NA 1162 1570 1480 1750
Ki-& (N: <500 uimi]  NA NA NA 298 280 213 272 245 660
ANA # 4 # i i & 4 i i#
RF umt] () 4 ) “ NA & b NA &
Steraid Ty (PSLmy} 30 60 40 30 30 60 35 30
foliow up {(Months) 25 72 18§ 53 42 6 38 18 54
mairstenance dose {mg) 5 2 10 5 tapering * 5 tapering® 10
outogome [ remission | remigsion | remission | romission | romission | remigsion | remission | remission | remission

Abbravigtions: AP, Autoimmune pancreatitis; ANA, antinuclear antibody; BD, sclerosing sholangitis; CRP, Coreactive protein (mg/disioE, serum IgE (Ui}
166, serum lgG {mg/dl); 1964, serum 1gG4 (my/dly; K, interstitial nephritis KL+, serum KL-6 {W/ml}; Lo, Ladacryoadenitis; LDH, Lactate dehydrogenase (UAY
s Nonomal range; LA, not avallable; P, prostalitis; RF, rheumatoid factor; RFPretroperitoneal fibrosis;

Sa, Saladenitis; sil-2, soluble interleukin2 receptor (Umi);

steredd Ty, treatment of predonisolone {mu/day), tapering *, under steroid therapy; N.A®, withdrawal for pneumonia; remission °, spontaneous ramission

2. AR (UG MESHFZE S OF VATS SEGI O ELEIFE (n=9)

Case1 |[Case2 [Case3 |Case4 |Caseb |[Case6 |[Case7 |[Case8 [Case?9
IAge /sex 66/M 70/M 59/M 58/F 61/F 43/M 65/M 73/M 61/M
Fattern of involvement Mass-like M like Mass—like|infiltrate |infiltrate |infiltrate |Mass—like|infiltrate [infiltrate
lymphangitic Inflammation
degree 3+H 34 34 2+ 2+H 2+ 34 2+ 2+
pleura + + + + + + + + +
interlobular septa + + + + + + + + +
vessel
arteritis/obstructive -+ -+ + - - -+ -+ - -+
phlebitis/obstructive -+ + -+ + -+ -+ + -+ -+
peribronchiole + -+ + + + -+ + -+ +
grarsulation/ active fibrosis + + -+ 4 + -+ -+ + “+
OP +
rominent eosinophils 30> - - - - - 1+ - - -
Eosine/HPF 15 8| 3.3 8.5 3.8 35 8.3 4.3 2.3
lymphoid hyperplasia - - +/ - - + + - - -
plasma cell in inflammate >50%  >50%  >50%  >50%  >50%  >50%  >50%  >50%  >50%
infiltrates
Plasma cell count/HPF 106.6 73.3 146.6 136.6 143.3 116.6) 160 80 106.6
IgG,’HPF 34 50 90 50 25 51 50
ieG4/HPF 30 16 53 34 23 43 56 47
lgG4 score 3 2) 3 3 2| 3 3 3 3
IeG4/1gG(%) 88.2 32 58.8 68 92, 84.3 84
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1. %“B‘z“%f‘?{ﬂf‘iaﬁ%(CT‘ JiLE EVG ()haﬁaw\)\f%)

a: U o SR - 128 (EVG B35 K% )

b-%ﬁlm //\ﬁi R A8 D WS A U T A R O8I
BEHEUEL % £ O ERaTE S 2 — 2 (BVG Betass k%)

f ﬂﬂu TR it~ DA

2. LIGIRAPEBIIEZE (HE R OV EVG Ytk K1)
C PUSEPEIR A 3 A B A IR L 7= sE (HE, x10)

L RE B ORI 72 S MR (HE, x20)
PAZEMERIRSAE L (EVG, x10)

BAZEME BRI B (HE, x20).
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et Uiz 2l & 0 Tl ZoFRASWTILOME
BN HEEARE L TRIESN, HIRENPLH IO
X A T T DR AL BB EE 23 & < R ¢
HoEE b7

W 5 it O IR F R E IR AL U o S EBE A i
REBOFREDHOFETHD Y VR BRH D54 T
HY, #EHIZHH D lymphoma, Multicentric Castleman's
disease(MCD),Lymphoid hyperplasiafize7g & U 2%
BRim MR AESY L2 4 F— 3 X, Extranodal
Rosai-Dorfman disease, Erdheim-Chester disease 7% &
FRRRERIE AR ZE 22 E 0 U w3 EK, BRSO HL A
Bk 70 &40 8 RANRES 2 DRREE & iR TR 2RI DR
ESND (8], EMIIRE N RO 1gG4 RS E il
ZEH I B ME RN RE R E S 4, EEE, Th2#
MLORIZISENENN TV D HE NS [12], FRERIZEA
BHE ORI THDLDIEFEDORVWFTRIZEDN
7o, WIZAEIARDAVIMING, FCERE ClREL
X 72 9RPLUX, Lymphomatoid — granulomatosis(LY G)
AL, &2 WIERFICEERLREMIED R NLYGD
grade | JiF A # D O O FHEMED RIR S 4L 5 AT R
E—H LTV [6]. IgG4BERZE L L TR S
TN 2 G oo REWIRE FH O3 28 X BRSO P 0 Y
VBB UTRBRBRE ST Y, Ok
A2 EERR AR b FIRRIZ U R B D0 DI
REE L CORREMERHIT STV [T].

FZ, o U o SEETEMENRE BTN T, BRAESE
AR OBEA, R8s L0 BLo T
NDENZOMRETIEED L ICEb. =
AR+ 2 MCD DiIRZ & DERNCB N THE
BThHDHN, LIS THE STV D IgG4 BE
IETORFIEL U CHIENE THIIR ORI & TGF-BOD
ATLEPRE SN TV LHFICEET L0 & Bbi
72 [12]. W72 EORIED & 2 FREtEILH 228, W
ERE R OREEMN R E R RS H UL, EEEDH D
BHELIRE, Frloa T —7 7 EORRHER Ofast
HEWNLETHALREIOZ ) a3 7 70 B ROM
JAas BB OB £ TOFR ML A £ 5 P AL
RS GOl ¥ oY g

2) B ME Z A 7 (Mass-like) (X 1c,d)

REREVE S A 77 L U CRlRk 405 DI, FRIZ/INER],
MafEE 7 & D3 T B MR IZ B M O RREM R R IC L 0 IRE
PIFE L <, HITJEBHO A i fasE 5 & O BB RZE

eG4 B

ELTRIUICHE R LIBZAEN o E2Y, QD
& CIEE MinsEk % B LB D2 b0
bz, EEOEFIIRE X nE EEES A
TH BN R & R CRE S & s o J8 B o fitifa
PR EE ~ DT B IIZ M DO RRHEMEIR A - L 5 BE %
o Tz, EBEAON, S0 mE IXFIRD
72 BT ENR S WEEMERZE TllezE, PAZEL T,

oA T RIEEMBIRBEO BT O
lymphoplasmacytic type DZIEMAAIEET & L THE
ENDENZNLD THoTA 3], FORME, &K
EIEETE OKE S MAE JE P & A 7 L [[ CTHO )R
FE L ilasE & L COMETO Y v BRI E Ml
ZMEOTEENERRMEL - RIEMEE(RORE & Ebh
7o, Flz, BEORER EICHBILS striform &V 2 D
R AY 2R BT, RSBV CIEHE 0 B2,
— IR Lz WIS x A b A RE L bz, =
T TR A7 FEERZE O T8 % (5 oD 5 ififufa s A #5
ZTIATPIRE B RO P R striform O FERERT RLIZ 1% —
BT 5 E1EF AT, EE, O lymphoplasmacytic
type DABIETE O FEREFT AL C striform O E I <
AT 13]. KPS K & < VB Rk 4 3 72
WIIASE DR OfEIE EOBENC LD HD EBEL
TWa.

Fio, #EGE L COLBEREOHITIE, @ED
BYERE MR TH BLD K9 72 fibroblastic foci &
D RETER D SRPENFRME( LR TR W A L B2 455
AT T b Z Loz,

2 HBIGIABER LY, FBEMEICHS h &I
PLELEDRE

FICDE CHMBUEGIARE L B D, BBV
DOEERIIR B ORI DT & B T EGIRE O 2
MR & A 7, W LRFERES 7, U o
HIEVEITRZE X A 7 D35 A TITREL S LT

1) RSV 2% (interstitial pneumonia,IP) % A 7" (1X] 3a-c)

BYETP R F — DFEFIN 66 -~ 7=, fifild B
fER, FRABA, WA & ila b R R A b & B
RO PERNMRMELIR R 7 A5, FICMiasE)s
ROMHEAIRE CTH - 7=, BEERIOIENBHE LR B
PNIEH R sEE & OB R b T A b L < BRI
BOE M A B Tz (K 3a). — 85 o E Bl
bronchiolization, IG5 A: % £ - 7= i i sE IS O R
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