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[PF/UIP B[S 22 Wi HE L 12 BV & 2177 103 SESI D ATS/ERS/

JRS/ALAT 514 K54 ~

v (2011)

Z &k B UIPIRELZ I Ok A

Moo s fmE A& RRERIRSHIT NS B

A& 7k

E{ZE CIPF/UIP BB 2B B EOEELCHVWB L, N—F 3y L X714 RME&
N7 103 ER B RTG & L, 2011 4EI10383% S 72 ATS/ERS/IRS/ALAT D H A KT A o~
DOIFREZ W (P) 2 A7z, W{E(R), BEER - B (CRMIIZIL, H¥HA NT74 102

293 - 7= UIP
o7 b DT

IRUNDS, 20104FICAT O CRETZITIR DWEZE S(FESE) ~ 1(FEZE T not) E XTI L. &5
\Z ATS/ERS @ 21 2 5 A (20024F ) 7EL DJRFRZ RS S & el kb L7z
FES : CRS + CR4Z 17HIT, P definite UIP:13, probable:2 {5, possible:1 5, not:14]. CR3

1L 42617C, P @ definite:19 f51], probable:5 %1,

possible:14 51, not:4 . CR2 + CR1 %441, PD

definite:8 i, probable:15 4, possible:1941, not:2 %l T&H 5.

EE G CREPOMHBENALNDA, MM L LT, 1) Probable ™Iz /NE

BB 720

DT, %< O IRMEIPEVIERNEG 5. 2) Possible UIP (3 diffuse fibrosis T% LW\ ¢, #
AUNSIP, DIP A& END. 3) BHELEICRIENEETH LD T, &< O TRMIETP BRVERIAE
END. 4) JHEEAYCHP, FFIZCVD-IPIE, #IHENCITHIZEF LA E CTnot UIP TH H 2, #ET S

LUNENBAEE L 720 definite UIP L M ES LD

FEim o U AT — P AV DM, EAT o= NUOOEREEISRETITAESE LTh, IP BEADR

WHZ W5

iA=L

20114712, RIS AR AESE (idiopathic pulmonary
%mmJﬂﬁ%ﬂ%kLT,wﬁ&$%A@@t®
@ ATS/ERS/JRS/ALATIZ KB A7 — kA 2 ND3FHEAT
éﬂ%% ATF—RA NI, IPFIZRELTEY,
WM BEICERBELNLTND., £070,
BaAR « B2 L0 BEEHR I TEY, WEIIHMEN
IAIE DT Lo TnD . RIRENTIE, B, 1T
ENFEHLE S EICTET VRSV EENTT
PR EMAXDAT— AV I THD EVZ
5. RN OIE, SBIDOAT—RMAY MIHB->T
WL TEBLWEDOEERS D, ATS/ERSD 2+
A (20024) VB L O H ARMERERERIC LD TR
FEMERVE MM W L TRIR DT &) T H DS
PR i 7% (idiopathic pulmonary fibrosis, TTP) 7
ROFEBW & OBGHEICHMEZR 2D, X
F— kAU MZHD TUIPOJFERZWT ), [HEi-
FREL O A A HEIZ L HIPFOBWT O R, A B,
RIERZHEE L 7.

(IERER D D T s D. BUEEST

FOTRDUETIROFEATHFIZND.

AP~

MOV AMERTER BT B 2 FAE AL O B 2
C, [UIP/IPF B IO * TRV bR,
N—=F % VAT A FIEENT-103ER Z x5 L Uiz,
mnﬁm%%éhkAmmmmwmuwmx%~h
A2 N D UIP IR B2 M L MEIZ 15 - 72 definite UIP,
probable UIP, possible UIP, not UIP D5 B2 21T -
T (F D). EffR), BER-ERCRIIIE, ¥R T —
AV MIEEIZR 72 D TIERWD, Xwa
x/b%ﬁ@mﬁmmﬁ_ﬁbthﬁA’

MéﬁiCRitiR@%%Vﬂﬂ%%)~M%
F 2 not) £ Bl %, [CRS & CR4J, [CR3J, TCR2 &
CR1) ®O3FEIZSyi772. TCR5 &L CR4) AT — h X
>k ®HRCT pattern @ UIP, [CR3] % consisitent
with UIP, T[CR2 & CR1] % inconsistent with UTP & L,
B - JHEL(RP) DMAA DI L D IPF 2l &7l
72 (#£2). BRI 20T LI, BEDERE
REXHHRFI L7z, S BIZATS/ERSD 22 vt w4
A (2002 4F ) 7TEL DI B WTRE I & ef b L7z,
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%1 Histopathological criteria for UIP pattern (3Ciik 1 X ¥ 51)8)

UIP pattern
(all four criteria)

Probable UIP
pattern

Possible UIP pattern
(all three criteria)

Not UIP pattern
(Any of the six criteria)

* Evidence of marked
fibrosis/ architectural
distortion, +/-
honeycombing in a
predominantly
subpleural/
paraseptal
distribution

e Presence of patchy
involvement of lung
parenchyma by
fibrosis

* Presence of fibroblast
foci

* Absence of features
against a diagnosis of
UIP suggesting an
alternate
diagnosis(see fourth
column)

¢ Evidence of

e Patchy or diffuse

marked fibrosis / involvement of
architectural lung parenchyma
distortion, +/- by fibrosis, with or
honeycombing without
interstitial
¢ Absence of inflammation

either patchy
involvement or

* Absence of other

fibroblastic foct, criteria for UTP
but not both (see UIP pattern
column)

e Absence of
features against
a diagnosis of

* Absence of
features against a

UIP suggesting diagnos.is of UIP
an alternate suggesting an
diagnosis(see alternate

fourth column)

OR
* Honeycomb
changes only**

diagnosis (see
fourth column)

° Hyaline membranes *

¢ QOrganizing
pneumonia *¥

° Granulomas T

* Marked interstitial
inflammatory cell
infiltrate away from
honeycombing

* Predominant airway
centered changes

e Other features
suggestive of an
alternate diagnosis

%2 Combination of HRCT and surgical lung biopsy for the diagnosis of IPF (requires multidisciplinary
discussion) (3CHK1 LV SIA)

Surgical Lung Biopsy . .
* 9
HRCT Pattern Pattern * (when performed) Diagnosis of IPF? {
UIP
Probable UIP
uIp Possible UIP YES
Non-classifiable fibrosis **
Not UIP No
UIP
Probable UIP YES
Consistent with UIP Possible UIP
Non-classifiable fibrosis Probable ft
Not UIP No
ulp Possible T
Probable UIP
Inconsistent with UIP Possible UIP N
Non-classifiable fibrosis ©
Not UIP

R¥, HMEm~ORE S LTIE, CRPEBICFA
FERIEERIE U, EMERE L LT, MEICHWE.

®w R

CR T 723 BEIZ DV TIE, 10365 T, CRS +
CR4 1% 17 # T, P @ definite UIP:13 fil, probable
UIP:2 45, possible UIP:1 i, not UIP:1 41 T 7z (

1). CR3[Z42fT, P definite UIP:19/, probable
UIP:5 4, possible UIP:14 441, not UIP:4 {7 T & - 7= (¥
1). CR2 + CRI X 44 %] ©, P ® definite UIP:8 4,
probable UIP:15 {4, possiblev:19 {4, not UIP:2 5] T & -
7o (1),

A 722 Wrid, CRP OFEAEDEIT L VT D 23,
ZORERIE, R1oksThHsd., ZOHT, £7,
CRA(FREE « WA UIP) T, FHEZW L UIPTH
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100%

80%

Onot UIP

60% -
E possible UIP

E probable UIP

il

40%
B definite UiP

20%

0%

CR5+CR4 CR3 CR2+CR1
17 cases 42 cases 44 cases

1: EEMAT—F A2 b QRO ICE S\ EERE & (CR) 72
LA P)HFEROE L ®
CRS5 & CR4 T - 1= 1THIERNE, % < DMHELAYIZ definite UIP TH 0,
not UIPD 1 & k&, REEBBHIIPFERHZ % LT, CR3
@ probable UIP T B EMH] (k) i%, CRP DIEAMEBWINIPF &7,

0 CRP #2113 definite IPF 0 8L 2 $2759 2 (1X]2).
S2, SAD2HFTM L AR I, 2T E BIT/NEED
FABEAL T, BERA, MR G TH 5.
S4ClE, BEMBPEAE SN TND

—75, CR3 (L - M4 /312 consisitent with UIP) T,
JRBLEEWT A3, probable UIP OIEMIL, HAKMIZE T
X deninite IPF & 72 D4EHEDLETH DM, TDOH
WIEREIERI N A SN D DT, FO1HEETRT 5
(X3). S5, SSO2HFIMLERII, 2HFTE HIC
/NEEIDREES, MOl T o ffi M fE IS B A LR B B
TeRGEALIRZE R B B 05, DNERNRERIZ SR BV
MR ZEMFIEOFEAMEICA LN D . BRMESERIE B
IXBRBRCTH D03, BOIRSH (patchy involvement) {37
B 72D T probable UIP krﬁj\l_ﬁéﬂé'ﬁ@]
BB, TRIYEE T, fibrotic NSIP > UIP & fRHEZ
ENTREFITH L. T ORRRIEFD, AT — KAV
iz & B flA S b E Cld definite IPFIZ/2 5 D TH
D.

BIOEWRT, b 1HIIRRT L. COT—FD=
VEVHANRBLNTE LT, ROEFMTH L.
JRELCIL, /NEDBEMOBRROBM(ER D 0, &
METF G B, BEAMEEAY M BT 25 7 © 4 definite UIP
T D (X4). BHALNITIZY o EREE BN & E T,
TN R E IR B E D ERTH D, 7RIS TIT,
UIP, CVD-IP, suspected & B2HF L EERFITH 528,

KAEIOWE BRI A E N TWRWV DR & 7 o T2 i

TR

X2 : CR4T, WHEFZEUIP 'Cn’ﬂ?%/\/bﬂ“u/Lﬁfl\lPF Lo
B 72 S5

a: S2, b: S4 & HIT/NERBENLL T, S4 TIRIGEITZR A H v,
MR (AR LA LS.

KThHodeHH N5, BIfE, HEHEAIZHRCTIC X
DINERNRE 1, DRRMERERE 72 & OFEM
HEPIZILE->TEY, REPOEASUENRELND
AR é Ebins.

z ¥

AEDAT — h AV MIHE- 72 IPF O AW
EBIE, CREPOXILWARFEBENA LD,
RIER E LT, LFO3 8% &HIF7-V . 1) Probable
UIP D EE /NN BREM B RVD T, £ D
NSIP, ZRMEIPEVEFI R EEN D Z &I 5. 2)
Possible UIP i3 diffuse fibrosis T% L\ ¢, A
NSIP, DIP IS EEND Z L2725, 3) BRHALERIZAK
ENEETHIWVWDT, %< OIRMTPSVEHS]
BEENDHZ LITRD.

W2F—RAV ML, EOX I REFTH-TDH,
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R3: CR3 T, /52 W probable UIP THLAA HH WA IPE & 72 -
T FEIRERE B (%] 1 0 % > 1 5]

TR FIEAL 2B LS B 0, BEIRDAT 72 < LBV E Atk C
BRI B E TH D, 20X S, FHEZW probable UIP
Wik, MET, EUBEM TR TH L, RO TR T
HEWIZENDLZESDONSIPR ZIREIPREENDZ LITeb. 7
T OFFEB W TIINSIP>UIP TH - T fEF TH 5.

IPCHDRBIE, ENZITIPF/UIP S L& DF%
MR OEY L7e>TWA. THOUIP LISDOIP D
TFEZEBR SRV D OREHEN B Y ST T
WAHDT, not IPFIEdh > CThHOIP 1Tkl L
26RO ThE. TRZRM UTRKRE, EiE
PWE, REZWEICIIEME SN, PHEEZIX
U e Lk, HOEMICITERMEE 5 22D TiE2n
mEfEREND. BRI, PREOFEF X,
202 FEDEBEH 2w o ACEAKE L ST
LT, FEBEOBSG CHRYSRICERE I TS Y.
UIP DJRERZ W CIL, FEMMBITR & LT, KR
OB MZ SN TWD. TRIOIPFTRLZ &I
BERLRo0P2Eichsd. o2, BRAMERIT,
R e U TRt A, BRI, AR i
Bk, FEAIMEMIZ, MM LAME b TWD.

R = N 3
41 R2TH 72D, HEBWIZUIPT, MAEDEBEN
possible IPF & 7 - 7= JE

INEECBEIR ORRMEL 2 B 0, OGO % & 5. f
HEALPUZIR Y BRI 2N S C, — 36 C i follicular bronchiolitis
Nh b, THIFZE T, UIP, CVD-IP, suspected Tdb - 7=iEH]
Thd. 5%, HRCTIZ X B/ NENSMOMHIZEL Y, REPD
BAENERED Z ENMHENDERTHD.

INERDIRZE DA, MMBEEOE(LE HHITIE,
PERRMEG B SRS D, BRI EERI RS I B D Yeth,
THDHIENTHEHSN TS, E72, SRR
Z—F L CHRRERT H72®IT1E, Alcian blue-PAS %2
BRERATHDZ ENREHENTND.

AT — b A2 MZH HWEZE D UIP pattern D
% D suggesting an alternate diagnosis {Z-DV\TIE, A
XL D E, MOBMOIPs ZH L TWAHbi Tidk
<, BIJE %5, CHP, sarcoidosis, [E fii iE, 4% I
asbestosis 72 EDZ L AL TS, D PsiE, T
TR & B THRTICRIN SN TN D & DFWr T
HA 9D, 1IPs DY — B EHITREZ AT
LZDTHY, ERIK - B - PERTIST U TR
Thd. WHEZWIZBITHUIP LMo 6BIDIIPs &
DERNL, FFIZNSIPZEOMNED D ThD.

&

B

W2F— KA NI, BT = N OiEERES
RETEAEDHE LY, IP BEOBKICHW DI
RER S D Ll ENnD. £z, B EHEEOM
HE DRI L H2WE, IPF CidZe < UIP B3 ¢
HY, TOBDCRPZIBTTIPF LT RETHAI.
BIEEITH O TR OBETHR O FATHFF 2 5.
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VB PR 9212 35 1) % 2 R HEAL 12 BE 9 5 AifF 5%

WHESHE (B 0E) BEER RIFRZRFREREAS Ve WRREERE A

OF AR BIZB T DREZWNC I AR —ERNZVMHERAN R onn, ZoFic4o08E%
ﬁwwfﬁﬁé;&%%mbt.47w~f@$f,&§X§“Akbtﬁw~7@%%ﬁ$&
& OB, BW— B OEELOBE LB 2 bhv/s. LIETE T A S 07z 20 iEB 43 ERAL %
FANWTAR OFEECED 2OFRA2T U ZE2TD, WFRDORAaTE2HNTH Y T A K —
ADa B Y ZABW L BN —HT D5 L 5 KT ROREE R T DRI 21T > 7. 2D
R, OO EME L TET LN, ROWEICFE LW AR Lz, #H SN2
ALTO 27 CT 7B ATRERBHMHEN Y 7 by o7 ZER L, AFZIT > 72 (www.
pathologyhelpsoft.com). 34 DOFFEREIZ C28BIDHT LVIERI A L, K - EgEHE SR L
T OFEREEODREE Y 7 by 2 TIC L DB O—BEERE L. T ORR, 34 0%
HE(REEME, BPHEE, UIHEE)ICZ Y 7 =T 22K LAY T Lo
CRP W D —E 1L Z N HfE=0.51,0.40,0.40 THo7-. LBWIOMEEZRZ2 BT L LV RE
FEIZL D8 («fE=0.13) L kT 5 &, EBEHEW—BETHILH DM, Mx OFFRICET
H—HEEBEEONRZDAT v TRULENEEZ BTz,

We previously indicated that the interobserver agreement of pathological diagnosis in interstitial lung disease
is low and that there are 4 clusters among pathologists in relationship with diagnosis. Our previous result
indicated that diagnosis from the cluster A is currently diagnoses of recommendation.

Materials and methods: 4 pulmonary pathologists scored regarding 12 histological findings and made
histological diagnosis for the 43 lobes from the 20 cases. Discriminant analysis was performed for the
scoring to reach to the consensus diagnoses from the cluster A. As a result, 9 XX were calculated as a
candidate. Among them, one with most reasonable factors was selected. The XXX was applied to the web-
based free software (www.pathologyhelpsoft.com). Three pathologists tested the software for newly selected
cases with interstitial fibrosis, and the level of agreement with histological diagnoses from the pathological
report was calculated.

Results: The kappa agreements between the pathological reports and the results of software use were 0.51,
0.40, and 0.40, respectively.

Conclusion: The interobserver agreement was increased by use of software, but it did not reach sufficient
level. Educational step for some critical pathological findings was considered important to increase the

agreement.
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Table 1 Criteria of short time response to PFD
(modified criteria of Japanese Respiratory Society)

» Change of 3 items was evaluated;

— Symptoms (cough, dyspnea)

— Pulmonary function tests (PFT)

— high resolution computed tomography (HRCT)
« Improvement; improvement of 2 items
+ Deterioration; deterioration of 2 items

« Change of 3 parameters in PFT was evaluated; \
- 10% or 200 mLin FVC or TLC -7 |
~ 15% or 3mL in DLco
— 10 Torr in PaO2

+ Improvement; improvement of 2 parameters

» Deterioration; deterioration of 2 parameters

Table 2 Patient demographics

Parameters Frequency or Median (range)
Gender (M/F) 42/10

Age (yrs) 68 (45-78)

Smoking status (CS/ES/NS) 7/33/12

Diagnosis (Clinical/SLB) 27/25

MRC (0/1/2/3/4/5) 0/3/12/19/15/3

VC (L) 2.05 (0.9-4.02)

Severity grade (HI/MII/1V) 13/711721

CS; current smoker, ES; ex-smoker, NS; non-smoker,
SLB; surgical lung biopsy

Fig. 1 Short time response to PFD
(modified JRS criteria)
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(Chi square test : p = 0.0092)
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