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SRR E MR ST

[ & % Bl 5% (interstitial lung disease,
ILD) B S i bER REHESEBE
J7 » B4 EE MR E MR (idiopathic interstitial
pneumonia, IIP) T FF 3R ZF =2 B FE 17 HAth
BIP RIA LR RAGREMENERRK
(collagen vascular disease, CVD) #H R & & 14 il
S BB A
(chronic hypersensitivity pneumonitis > CHP) »
ZEYIAERE ILD ~ EERRAN R LK L - BT ERNE
TRIERIEREMPIEY ILD RUTRIEs ERER R BRI —EE
EBMAR (kHA04) > BERSHRBUBERE MY

% (interstitial pneumonia, IP)~ 12

FES 4 AmAAE1L (idiopathic pulmonary fibrosis,
IPF) 25 f5> ) | B ER 45 B = 5 14 B 1 il sk
(usual interstitial pneumonia, UIP) [E] & 37
ZIEF R E MR (non-specific interstitial
pneumonia, NSIP) fE MBI AT 12.5% - 26%
2% AL AR -2 U B BN EBR IR S BT
ZERIEYR (multidisciplinary discussion, MDD)
MESREZ E ABHZ 2 T B 20 B B R (computed
tomography, CT) &t EZENBIEHin/EE
At

IP A 3AKR—FIRH 8 BIHRFE D IRT
B JR M 4B 48 15 i % (cryptogenic organizing

Major idiopathic interstitial pneumonias

Idiopathic pulmonary fibrosis (IPF)
Idiopathic nonspecific interstitial pneumonia (NSIP)

Cryptogenic organizing pneumonia (COP)
YPRo8 8 &P ]—Acute/Subacute

Acute interstitial pneumonia (AIP)
Desquamative interstitial pneumonia (DIP)
Respiratory bronchiolitis-interstitial lung disease (RB-ILD)

Rare idiopathic interstitial pneumonias

Idiopathic lymphoid interstitial pneumonia (LIP)
Idiopathic pleuroparenchymal fibroelastosis (PPFE)

Unclassifiable idiopathic interstitial pneumonias

x—  FREREEMR DE

iBEE : Prof.Hiroaki Arakwa
BT I : arakawa@dokkyomed.ac.jp

i3k : 880 Oaza-Kitakobayashi, Mibu-cho, Shimotsuga-gun, Tochigi 321-0207, Japan

59



60

pneumonia, COP) #1214 5 & 1% ffi 3£ (acute
interstitial pneumonia, AIP) B & / B
250 HA9 BRI 5N ; B T RN ABER IR
F®EBEA IPFNSIP~COP> U R W& &
e R REITE R o

B FRIRIEAH A EAm

COP B aMER MIEALSFEBIA 3 @

B HiEEERaRREE BHEES VERE
BIERIAEEBESBE(CIER (441 OP) *
= R E B ASER B (high resolution computed
tomography’HRCT) G HARITALE LS
H1E (consolidation) FEI %P2 52 (ground-
glass opaC|f|cat|on/opaC|ty’GGO)’ PSR S PN
BEMFEERLIZRE / IERE JHEEH
SEBET ( Eﬁﬁliﬁéﬂ’ﬂ B 5SE N EE

El— . COP &Rz Reversed Halo Sign Elfl

Tkt Th B ENARYERR ) LUK & BERFREERY r}i%
12 (reversed halo sign)J( Bl—>GGO BEEE
BRI D EE )

BRIR LB RS OP MR RRIREF FESTHE
e AEEYE CVD 5 FRTIE 2 B R
Sh BB OP th & HIRTEMSTARIIHR 2% °>
‘EHFR _E LR 7 Al COP RYs2 kT

2 IR EERE MK

NSIP 78552 50-60 mEEIZ M5 £ & 10 &
TFEE BZ¥E CVD HR OEEE?&E’\J HRCT
FBERIRE GGO» WIRLLFIATE 1/3 > EHI 4
E'Z‘ B &R (traction bronchiectasis) FAFAR
RIR (reticulation) HRER BRIV BEEHLHE
2 BB MR (honeycombing) BIME Rk




Bl = . 441t NSIP B ( 55882 subpleural sparing ; HE% 12 F£E&F &)

HAYR 8 NSIP B9kt AR E RS OP R BF
subpleural sparing B45& > BIfk th £ B! NSIP £2
UIP ' o BIZ2—1& NSIP (WA EIfI EirRE
HIFfER A 4R F2 8RS > B ERRERY reticulation
0 traction bronchiectasis’ FJ IR EfRIt T E
HERE / MERH BMETANAIREESR
s (ATEERR ) R ILR BRI IR Bk
1t> EBZ TR honeycombing’ {B{F4HERZR
FRRFHITAZREDH > BE LRZ traction

bronchiectasis M3F honeycombing

w R E NSIP #5552 Ry B 8245 CVD ~
IPF LAK CHP » ERMIEZBRTZEFINRER
BEGH CVD - HFIBLIB—L 78 LR
B RBRFETERFS NSIP EEHEZMER
BHL  SRESMHZ S NSIP > BHEE—/)
ZBHY OP ; 4 FRIBNREBEMZENHRAK -
FAARISERIFIRERIG - FE LRIEDEFTth 3
IR NSIP BFE 58 OP —RIHIR > £ NSIP &
hERNWEECHETMEEE OP W& » Bt
NSIP F#AE1E OP AT ZHIBTH » #L5T
&R0

=S R T

IPF 8B E4ENEBE 60 mNBY 2—&
HEM RS RIE R e R B A DI B2k
BIFEHRMNENTN 3-5 £ BEBRHEEE
BE; R IPF BERFHEERBR N E EERA LM
FE1R YoIPF £ HRCT B ERBANFER
Fi/NEEAGHR R IR (intralobular reticulation)»
traction bronchiectasis 1 honeycombing
T RER BEERUERFNEZZEIRLE,
MERZ THEABHEHEHIE GGOEBZF R
BRRE R DAL E MR IE T A Am B 5 4 X
BEAZENSIP E DB & IPF BIEREK
BEM EFEMZEEE (American Thoracic
Society, ATS) # UIP % 3R BY HRCT &2 Ef
ZEF M A 4 $8 (K Z ) UIP # Probable
UIP By = £ £ 1* & & A honeycombing’
Indeterminate for UIP BIEIERHA UIP F14
MIERMAE | RBEAZFEAEERERNE
JioAlternative Diagnosis KR EEIERH
sl ‘> BEERMMABU L / P RE
/| MEFAF FHIRAE GCO ML RAS
#sia (air-trapping) /| BERK TR (mosaic
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ulP Probable UIP Indeterminate for UIP Alternative Diagnosis

Subpleural and Subpleural and basal Subpleural and basal Findings suggestive
basal predominant; predominant; distribution  predominant of another diagnosis,
distribution is often is often heterogeneous including:
heterogeneous Subtle reticulation; = CT features:
Reticular pattern with may have mild GGO or Cysts
Honeycombing with peripheral traction distrortion ( “early UIP Marked mosaic perfusion
or without peripheral bronchiectasis or pattern” ) Predominant GGO
traction bronchiectasis bronchiolectasis Profuse micronodules
or bronchiolectasis CT features and/or Centrilobular nodules
May have mild GGO distribution of lung Nodules
fibrosis that do not suggest  Consolidation
any specific etiology * Predominant
( “truly indeterminate distribution:
for UIP” ) Peribronchovascular

Perilymphatic
Upper or mid-lung
= Other

£R=. UIP B HRCT E{gistniEse

CT Diagnosis
UIP Probable UIP Indeterminate Probable NSIP NSIP

pUIP 16 11 20 17 9
pNSIP 0 0 5 8 10

1.0 1
0.9 -
0.8-

0.7 - \
0.6 -
0.5-
0.4 -
0.3
0.2-
0.1 g HR2.03[1.02-4.05]
0.0

HR5.29 [1.22-23.0]

Cumulative proportion surviving

1
6 1 2 3 4 5 6 7 8 9 10 11
Follow up time(years)

E=. FRFBRESMZG2SUHERATARZ LR



perfusion) Ff> EfEREES2EI 2 CVDCHP 3
Hfth 1IP Z AT REMo

SATIRIRASE: > W24 IPF B EIEE
EAHIFHEIRIF > HAZTHIR IPF R L HIRIFHA
BEGRFLLHNA 13 HRREFRE/E
BERRARIEOIEE 21% > thE 6.6% A
HIRBARE GGO M o M B BN —TEMRER
BT BENRIESZE NSIP (N —B XA E
90% > fH¥ it RIEEMES Z UIP A1F 28% HY
HWRERBRR LRFEMN NSIP BIMEHIFEE K
Rez MRBBLERIBR ' ZEF NSIP
B IPF NARER EREMERBEER/ER-
TBRFEEBAEGER  BEZRENRE
BERT -2 ERELESD RATARII
fE(B=) " BmEaBsinEREE -

B~ 2B B R

CHP 2HBSK/E (#E 4E R 2
FEBYESE ) ERNER etk 2i5RE
CT REBERHEEEMEC HEGNRER
IR ESEEM P RS F55IRE UIP A NSIP o
CHP B9 HRCT E4&RIZM UIP NSIP —1xEH

fii 7]\ £ reticulation ~traction bronchiectasis
#1 honeycombing> & & B & #f GGO~ fifi /v
BEhRE - RErREEERR TR AR
UIP/NSIP “R[E] » b 5078kt F 45 Bk oF 35 i 2 & 15
(zonal predominance) #148 ¥ = IC i T A
(costophrenic angle) th 2 LR R KIE Z
— "o EMARARE (LB ) MR (A
) CHP BB > 72 Bl NEFR R GGO~ B
ERE R B/ NERE (interlobular septum)
B EAFERIR BRMAIERE zonal
predominance°

A LB CHP ~ NSIP B2 UIP > 323 £
REBEXE LREESIERHIRE M - AR
honeycombing ~ ffi/NEEHR OV ER ~ BE R
TRUKREERICMEE TR %S R0
BE—FGERRLAEREN > BEHTHE
RINFRERRETHIE ¥ o BEEER > BB
BHZE ILD MEEE > FZ ILD EEBFEN
RIBAAMERIR > ALLFELR1T MDD £FEHKHE
Bl SRR A A2 ER » 7R MDD PRISEIE2ERTRIE
BHIER > ARNEESB—EFENEHRE
BITI8ET ©

SRt ER ( FAEEARERRRE)
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PES AT {E DI Z B
HHEFR

IPF NEREREXRAME FLHE
N ThEE R EEZ B T W AZHAR/A
BB Ih BE & 7 & 14 82 {F (acute exacerbation,
AE) B IRRTBE > 78 B ERLE B B AT ThAE
BREBE > AMESEREK LNEATEDE
IPF & TFERRERURER X ERE - B
BB —117 60 5% B MR EBE 5 FEHEARKR
% & % {2£1Z %) Probable UIP BY1Z > fit Rk H
31 honeycombing B33 4 AE BR R LiEH
HREALARDR hBERDIETRHS RE 2R
IPF EERHEZ M -TiE—DsimPEH IPF B
TR A MBS EBSREEBNRRE IPF
BB EAImESRGELHIR BERE UM
EAZ (supine) &% CT BB ILREBESE
dependent opacity & i#535858 GGO KIFFTE>
FILAEHE TR E R IPF BJKE > FEERELL
ENZ (prone) 513

EHRFRI AN FRATRERMEERE
HREZ - FELEMHNRTREHIPERE
FAER  SRAEUEE /| RENFH /25
HFFIRIERATEIT - LLSh oA SR b ~ MR ~ FTAAE »
CT It EEFEREH IPF WRRHRER

BEERESEEHE " AN ERTEEH
B (fibrosis score) ZREE ILD MIERE
FE> A B honeycombingreticulation &
TEE M A B D B BR RIS IZ & SRR TR
FETER 2 R honeycombing B2 A
FEp A bV RIF ( FemEEE A/ ) FRERE
R4 TRHA) IPF By E2—-o

RIERMZEISSINARE 25 IPF 9%
B RIZALLZ Probable UIP 3¢ Indeterminate
for UIP- (B TAZ BRSEEM IPF 5E0 F 3
L52Hf> Indeterminate for UIP EEE R
5F reticulation~GGO ¢ & A2 ZE 40 ItE /) B &
16 Po BEZA B A M AR E R HA UIP BSR4
B REREERZHELCERENRET 558
RICTEER NaEMEARFEU reticulations
traction bronchiectasis #1 honeycombing #
BEERmERZNS K2 GGO NEEANE
£ honeycombing & M BT & B 45/ o K
fif 38 — 18 < ANENRRZIBI B G Z 11 68 B X
M1E 2001 FNEEGEB2RE D GGO M
reticulation’ B < IR S FARERZ ] £ 17
Rl esEREN EaERMm.
HHEE GGO+BEEE GGO-traction bronchiectasis
FOEF 2405 reticulation FZ & RMFZEEE
(BER ) MHRETRBrZeREEEIRRE

I .RHIPFHE T2EY Bf (GEAEEKBERERX)



&7 .

Bl RmEENH 6 F (£E ) - IGE(EI)

BN AR S M S ARAR RS > B2l UIPo
SRBEAREN 6 £E PR LTER
GGO &/ vreticulation 3N 8% (Bl A )
Z 2017 ERB IR honeycombing (El7<H) °

25 REAY AR ERE B
1

ML ER IPF ERHIE B EA M
KRIBEFAE>UIP 2 MU reticulation fEAE
BERENER BFH IPF At g H KA HE
# GGO > FE AR5 8 NSIP AR B 14 S & 1% B
X (desquamative interstitial pneumonia,
DIP) &5l - BHFZEIR M T AL IEE B3 IPF 52 iR

wBEt

#£ . B8 reticulation & H/NEE ~traction
bronchiectasis*SMREE M ( 7RENTE EE AHED
HIFREIEFE M~ & reticulation~ BBEBETZ
B2 traction bronchiectasis HE1E&IH ) 5%
MHAUBUTMEATEEREFELME " ;K
B AR HBIRZER ErT %R [AhERr2 R Bt AYHE

#&FZ (coarseness)] ©

B7E 2003 FXEMBMETREL UIP BRT
B % % £ B honeycombing = E 8 B 4h 5%
B R ER B B IR D SRR R AR IR R
(reticular opacity) *;CT S& ERITHERERE 1 &
WRSRET L AR A2 nf D AT 4 BE
#&.grade 0 2B GGO~# reticulation~grade 1

B4R/ NER reticulation~grade 2 B E

Elt . 280 IPF LTS mILEHI ( B55HEE A LIHEB Reticulation)
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AR RAREERMER 3 mm-grade 3 B
WEERE N 3-6 mm HEE > BiEA:AHE
e DB S AREECMIMIABRER MR
B At GRERE MRS W EBI R
UIP ¥ - Bl -2 —1B2HA IPF &6 SAREAE
FEHERELEEF reticulation (£E ) BHE FHIR
GGO > MU B I RPAREE I HESS (GE )
BB traction bronchiectasis > A5 #th
A BREBYREIAIEA UIP SERZHLE
BEARZ RG] o

1~ B2 R S5 1 i A (E 55 R

o

SELUS LR IPF BTS2 ETRYR R
IERZ > BAR FFAIE M CRE A EE
EASZR)E % 40 NSIP (7783 CVD)~sCHP~
Y5128 LD U BB HMERER (interstitial
lung abnormality, ILA) ; tESMH AR FEEE IR E
ILD fEtEIRF & AT AE (emphysema) B &
RiIBR BT AR LR UIP B2 NSIP AU 4
BSEMY BFERRE N MENSIEE R
NEEAECIBEREE ~ ST AR ISR AR M E 2 R
BMENHE EEELR RS BN\REF
SRR RFHIR ff R AR S GGO MR > AR R

FERVRR % AT RV CEEE SR
aMER FE L EMERGIET R B RIED
5357 IPF ([B/\ZE ) ¥ NSIP (B/\AE )8
THREEREFRAERN FILERKR ELBRT
FER e kR S Fh RABRYZE BB > B A2 IR R o

ILA NE &R EiBiB 5% MEBHIIERE
EREEE > 835 GGO ~ FHIREE I8/ NE
RIS ER ~ FERTRAESEE ~ honeycombing £
traction bronchiectasis ° H7% ILA 7EfffEER 1
RFEEIRRRE > FAILAFEZER > AMAS
ABREE  FIETERERERR S ; B
RERZE LB ILANABRSZ2EAET
Rk > SR ILD (84 ILA ER ) TFE
fEfERR B F iR S M T IREBERE (acute
respiratory distress syndrome, ARDS) #Y 8 &£
KEEE LF > RSB MEH B GRAE
TREES 2355 LoAR RV ©

#a 45 ok > 78 A honeycombing B9 B HA
IPF &% 57482 Probable UIP gf Indeterminate
forUIP» SARIMNEERBEE > LEMER
5 Mt E LB RH UIP RIBISRENE R
EEMEMECHEEEWNERE > NEERS

B\ . IPF ( &£E ) /NSIP ( 5E ) &6t ER 5



R 5% > ATS #55| 5% 7] %4 Probable UIP 5
Indeterminate for UIP iR EITIRIEYI R 182 o
LtES > ILA BERRERPRAEA » (BN R ERHm IR
MRS HERRE S ©
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