PR 27 FEOF AR BICHE T 5 RN

T/, INETORROERE. DT OIRGEILE
EHIEEZOND, TNOLOEHAITDSSIZL %
Mz CTEBRRD ET 5o

(1) BA & 27 Sl RMERE DA BF

(2) BB, fkfed B BRGeiE& 0

(3) F581E PAP DA

(4) TR PAP DA

EEXS UL EERE
HET D,

(BREEOME) oxt

%1 WRBEEEOEEE (DSS) S

1 ML Pa0, = 70 Torr
2 r=ll)! P20, = 70 Torr
3 A 70 Torr > PaO, 2 60 Torr
4 N 60 Torr > PaO, = 50 Torr
5 A 50 Torr > Pa0,

F2 BHERXS

1

1 g
111

VvV

! i
-

Mab, BEFTH, BERERZHRET DL L
PRRZEFIIONTIE, BEREZLL LT E
BB DB DN RIZ %5,

3 BEIAFTA

(MR EEEDZ W, BFE. EHEOEE.] (M
FEEEOCHIBICER ORI, B, HE. E8
DIEHEAL & Fe 8t DRESIRTFETE, 55 6.2 M. BB
HEFE—. FHN, 2012 £ EAK L L, MINDS
B2, XL Ea— B80Ty 75— 0
AR L7z, [MilERE. BIREME M
BRREICHTU%: EEEHLERLE 20RR]
HOBRRICED B EBEDI 2 A%k
B L7720 BEIA RTA VREFR L, ARFEHE
BLUHARMNEEGERSESZ LS LY 2— %S ERK
28 FEERE BIEEL T4, LTOFIETERT 5.

- 56 —

s [MBEHEOZE. HE TEOEH] %
MINDS I & ) T 87 v A % i, BN A
FSA4 v ELTTy 77— T 5,

¢ ZPAPIZDWT, ZYVZANIITAFa V%
%58 (PAP PE4>-48)

s AN T AF a VIR L CXERE (]
HARE) ECEEL Yo — (PAP BE4HH)

« WA NI A & (PAP HE5r3E)

« A RTA DL 2— (INF AHE)

o HARFE, HEMOMER

EELIZ)VZ AN I AFF IFLTOEY,

IYVZANITAF g v
WLL i3 F%E2YWET L0
thGM-CSF FEIZEZ) 2 2

A7 04 FiIgRzwor:?

SPAP D7 7 — R NTF A ¥ DOIEHEIIAT 2
SPAP DEFREBETFRIIEDLLDP?
BREEITHEON?
BIEFICE o TFRIZEDBE DD ?
HEIZE) THDD?
BHEFICL o TFREEDLDD?

D. ZZ Lk
BEREE & EHX S, REEEIIonT
HebLDS2BHLRBOTVIEH,LDELHE
2, LAL%AS DSS35I127% 2720 PaO2 D
ETRESNIEERIEBIZL > TEND S
(M1) DERAFTIEZVHIEEbR S, IIPs,
PAP b b ) 1 ERBIOMN R % LITARETIE 2
PeBbNb, SHBEEELELZ BRIV LT
W<

WP 55 T 0D B 5 £Pa0, (D LB

Pa02 50 60 70 80 90
(Tore)
iIPs ool 1
| 6MDT90% | 6MDT90%
SO RETTIV  RET
LAM : [\ L sl 1
T B P e YT
H, R
S oBEYY
SRR,
Sz
PAP N ;,LW, ool g
ERHEIE, YR B e, AXKBOBSUE LTS
X1 FREZRIEEHHROEEE L PaO2 O L,



BEA A FTA >

L. TMRESE. EEERERMREIC

By AEH%E  EREERLER L 20%MR] B2 T
ez, [UF AR EAIZE S 5 A&7
PRI TRRRE L TV 72724,

E.

1.

MIEFRE

A

i SCFER

1) Saito A, Nikolaidis NM, Amlal H, Uehara Y,

3)

4)

Gardner JC, LaSance K, Pitstick LB, Bridges
JP, YWikenheiser-Brokamp KA, McGraw DW,
Wowds JC, Sabbagh Y, Schiavi SC, Altinisik
G, Jakopovi¢ M, Inoue Y, McCormack FX.
Modeling pulmonary alveolar microlithiasis
by epithelial deletion of the Npt2b sodium
phosphate cotransporter reveals putative
biormarkers and strategies for treatment. Sci
Trarasl Med. 2015 Nov 11;7(313):313ral81.
Arai T, Inoue Y, Akira M, Nakata K, Kitaichi M.
Autoimmune Pulmonary Alveolar Proteinosis
Foll owing Pulmonary Aspergillosis.. Intern
Med. 2015;54(24):3177-80. doi: 10.2169/
internalmedicine.54.5034. Epub 2015

Aka:saka K, Tanaka T, Kitamura N, Ohkouchi
S, Tazawa R, Takada T, Ichiwata T, Yamaguchi
E, Hirose M, Arai T, Nakano K, Nei T, Ishii
H, Handa T, Inoue Y, Nakata K. Outcome of
corticosteroid administration in autoimmune
pulmonary alveolar proteinosis: a retrospective
coheort study. BMC Pulm Med. 2015 Aug
12;1 5:88.

Akasaka K, Tanaka T, Maruyama T, Kitamura
N, Hashimoto A, Ito Y, Watanabe H, Wakayama
T, Arai T, Hayashi M, Moriyama H, Uchida K,
Ohkouchi S, Tazawa R, Takada T, Yamaguchi E,
Ichivvata T, Hirose M, Arai T, Inoue Y, Kobayashi
H, Makata K. A mathematical model to predict
protein wash out kinetics during whole-lung
lavage in autoimmune pulmonary alveolar
proteinosis. Am ] Physiol Lung Cell Mol
Physiol. 2015 Jan 15;308(2):L105-17

- 57 -

5)

6)

7)

8)

9)

10)

11)

iR L RE R

Costabel U, Inoue Y, Richeldi L, et al. Efficacy
of Nintedanib in Idiopathic Pulmonary Fibrosis
Across Pre-specified Subgroups in INPULSIS®.
Am ] Respir Crit Care Med. 2015 Sep 22. [Epub
ahead of print].

McCormack FX,
Lymphangioleiomyomatosis. Murray & Nadel's

Inoue Y.

textbook of respiratory medicine. 6th Ed (Vol.2).
Mason R]J, Brnse J, King TE]J, et al. Broaddus
VC, MartinTR, et al ed.. Saunders Elsevier,
p1243-1259, 2015

Gupta N, Meraj R, Tanase D, James LE,
Seyama K, Lynch DA, Akira M, Meyer CA,
Ruoss SJ, Burger CD, Young LR, Almoosa KE
Veeraraghavan S, Barker AE, Lee AS, Dilling DE
Inoue Y, Cudzilo CJ, Zafar MA, McCormack FX.
.. Accuracy of chest high-resolution computed
tomography in diagnosing diffuse cystic lung
diseases. Eur Respir J. 2015 Oct;46(4):1196-9.
Ogura T, Taniguchi H, Azuma A, Inoue Yet.al..
Safety and pharmacokinetics of nintedanib and
pirfenidone in idiopathic pulmonary fibrosis, Eur
Respir J. 2015 May;45(5):1382-92.

Nakatani T, Arai T, Kitaichi M, Akira M,
Tachibana K, Sugimoto C, Hirooka A,
Tsuji T, Minomo S, Hayashi S, Inoue Y.
Pleuroparenchymal fibroelastosis from a
consecutive database: a rare disease entity?, Eur
Respir J. 2015 Apr;45(4):1183-6.

Ogura T, Azuma A, Inoue Y, et al.. All-case post-

marketing surveillance of 1371 patients treated
with pirfenidone for idiopathic pulmonary
fibrosis. Respir Investig. 2015 Sep;53(5):232-41.
Tominaga J, (7 AB& ), Inoue Y, et al.. Diagnostic

certainty of idiopathic pulmonary fibrosis/
usual interstitial pneumonia: The effect of
the integrated clinico-radiological assessment.
Eur J Radiol. 2015 Sep 1. pii: S0720-
048X(15)30090-5.



PR 27 SRR ONE AR B S 5 AN

2. FRFR AW

E AR REME D B - B IRTL
FRROESEME L

- 58 —



R R &

i R A e

Vafe 2 ' R L

| B RFRFREREE TR R L - BERARESE
2 HIEERKZEME S W EEFL v 5 —ReEEE—#E

R R I (2 B 3 A RFEDEFIE 1960 ERD IS DEEFEDEITLONTE LT, &
HEORIRICBIT B EFOERBIITHITFERBIN TR, 2 TFER 26 FEIZEEKR
FREMEEE X TARE, 2BERE (B—K) 2To7-/E. BEEFSIN TS 6
FEB) % & e 25 EBIDHER S NTz0 E D% BEAES] & OBRAE %7V SR IIHTEAES
ERDNLEBIL2ERNTH o720 GHBMELDEMIETIEZRFAELTFELTED,
DEERLBEZIIBERMOERERETTAFETH D, T2, BWEE () 2onT
. EZETA FIA VTEDONBHBEEITEEL 2 VD TROREREHTH 5,

iRk -4

fifafeqiE . O F AICHRIERIZ A v
LEFERG & LI BIRERIROMATEERE 2727
BYEITHEOW R IEATH o 1952 F., AFIC
BUIAE1IFANRE SN Y, ZOH 1960 £
KRR FHE =N OIAE S % F I EEFHEIT
bilze TORFR, 109 FIVER SN, RENE
R SUREICLDBIEERETH L Z LR,
FF 72 RS X RS O BRIRFT RS S b 72 o
727 LS IE. FOBG L DEFOBIAE
T, KIEORMFHRIAETHHI L ZHS
PIC LT W5 Py 2006 4EIZFKE S K U Corut & 12
&) FAE O FHEEIET SLC34A2 2SR %E S i, IIb
Bl N o ARG O ERREE DORERER K TH
BT EMEHIN, LA Led s, B
BT ENTBE LT REDOEIIIBIT B EF
DEREIZOWTHHHITIFBEB STV R,

Ri¥iA2) =kl

FHFEO BRYIL, EEREEEMT 52 LI2X
0 FAL O AAE DFEREFRE & BIRIEST DIEB 2479
&l £, 2EORERNBERIC—RT ¥
T bEENL, BEREET). SHIZ—KRT
=M IZEDE, fEA4 DEFII OV T IRFHZE

— 59 _

TV, IS OEBFIORKRITRE 2 TORE
Bl L HITHIT L., BEBHOERZ BISTFE
THbo

[xtge & k]
L.—=R7vr—bF (RZY==27)

2014 4511 A 28 HIC [Hffafca sERE BN X3
B EEEERE] BT A BEA THEERERE
BRI mEEEZE S L VAR LS GRES
5 :2127)0 EDHRT v — N & 2E 200 KL L
DIk, BT 1,824 HZRIC T v — MR EE L 7oy
20154E 1 A RH ETIZ 641 fligk L Y A& D -
7o (EUUEE :35.14%) 0 7 v 7 — b ORI, £
LIRT DT, 13EFD 16 FEEFICOWT 2K
RENTMRRL VI EIETH o720, T2, SHEIEE
SNTHEBNE. B, HEf. IR MXICER LT
Wiz (B 1D INOOEFOFIZIE, HAEDE
Bls6Bld . FHEES D& TN T, HIE,
BEHOER &L DREVEXEZToTBY. 2KT ¥
TS NRAEEZTOFETH S,



SERL 27 SEREUNE AMEREEE BRI B $ 2 AT g

2. ZRT7 v — b

[ B R FEE B3t 3 5 £ EEFERAE (TR
7y — MRAE)] OBRET20154F 11 A 30 H
B RFHRIEERR MR ELE R RS & 0 &R
187 (REERS 2445). WEIITRHROEBY
THbo

Blis - wpt4

THY .

ZIERT: (T )

TEL: FAX:
E-mail:

ZEAEBH: 20144 H H

Bk - BRI CRERI N, —R7 V7 — MRETIEZ W 2720w 72 i RA IE O BE RIS
DVTBEZLEZ v,
s SHROEPIRAEIZHIZN. DTOBROTHRABIZTETLL ) ?
WE (RREEOFES)
e EB BLAE X R
Mo CT :
BRI RS L <E T L2839 — ko
I BEAR AT G 2R
MERERER (—k2EEH)
KL-6, SP-A, SP-D f& :
ML A A AR

ZOM, FREFHIPDHY T L7226 TRALLES V.
~ N

~ 60 —



® BREOEH
@ BROER

ttp:/Awiwise

1 1YRT ¥ — MERIZ L SeaEES O 2B 54

2. BEAEST (%) DIER

DREA Y NN=IZED, TrRoOZWEE ()
IR LT\ 5o

FERITA FTA U TED L NS I
Lz, TERAFOBMEAERELRT,

(1) 2T

12 E L, O Ti234HEBFD 1201
R A

1 BREA 2 T v 7 AR, F2I3E CT &
29 5,
2. fiTAEARIC & 0 FRE I IR, SEEROMA K
AT 5o

Folk, REMBEERFICHAEZOLDR
MERT 5,
3. FfFRA R R T 5. MBS ERDEHOIME
K% T 50
4.SLC34 A2 BT RE R HERT 5o

(2) BT &k
TEOBEN LW & 2T S,
1 EMIER IR A TR % R S R
fifi A I ACIE
2. BAREIEG, BT Y AMERED . BT
A AL,
3. N E ARG R % /R 4 SRR PRI P 5 o

() B2 EGRR

TWEEEIC BT A BB REGAT R L X, DT
DE) LA TH 5,

61 —

Jils R A o R 4

£1 LEWELRT 7 — P ORE

FEIEE
2REAEBAIAEE (130EER 166
BHEDOEH 6
BEOREF 10
2HEAEITEHMAER HETEE (3HESRSHD
BAEDIEH 0
BEDREH 3
2RERERIAAIHE (6HEER6H)
HAEDEH 1
BEDEH 5
&t 25

a. IE T v 7 A TOWME N F AMIZEIZ
AT BHERCIR DR
b. IEBEA CT TOREXZME R, NIEME
BE\CH e BIKAb. REICIZMESSE. K
JETIRE 2 m A A KA

6. EAEE S

REL L TCOEEESBIIFEEL 2V, 1B
WAEE B L72%E, BETFRREOEERF5E
A L CEEEMNRESN TV S,

[Z%5 - 5w

Ffa A E IR RBETH D . BEDORIIZE
TAERERBRHT L ENAMEDOEN TS 5,
2014 FEFEFIZ—IRT V7 — MREOERE1T\,
ZRT v MREOEFEED TS, FiE—
RT 27— MEREWET L, ZR7 7 — M2k
0 HAEDEF OB ZIT V72, i, Bflg LRz
I2B1F % Npu2b BRFRIE~Y Y ADOERIZL %
b MNERBAET TV ARRE IR TV 5,
MR RAT Rt b N R EE SIS E L L T8
) TRREEAT R IGEE R RN ORI NS,

[HFZE %
EgAEmEENE LAEIER
wErpguRkE BRSO @



TRk 27 EEONE AMEREEIZ BT A RN

SCHR

1)

2)

3)

4)

EEFRTAEES S . HARICBT LA iE.
FIZZOBKREBIIOWT., HWES
3:200, 1965.

AR . FilascaiE.  IPRERRE5:99-105,
2004,

Huqun et al. Mutations in the SLC34A2 gene are

{1y
H

LN

Tl
c-

il

associated with pulmonary alveolar microlithiasis.
Am J Respir Crit Care Med. 175(3):263-8. 2007.
Corut A et al. Mutations in SLC34A2 cause
pulmonary alveolar microlithiasis and are
possibly associated with testicular microlithiasis.
Am ] Hum Genet 79:650-656, 2006.

Saito A et al. Modeling pulmonary alveolar
microlithiasis by epithelial deletion of the Npt2b
sodium phosphate cotransporter reveals putative
biomarkers and strategies for treatment. Sci

Transl Med 7:313ral81, 2015.

- 62 —



Wt 7% e

II. EntER Bt ams

O BAEIEDF AR %
@ BSR4
@ BERIT R RR




Rt O 3 AP 34

HEWRTE OV AR S5
BEBEA 15 5T

DB EENEET S PR

MPREE

O F ABTMSE L (diffuse panbronchiolitis; DPB) (&, 1960 SFAIZEEBHESAEL S L
ToEHEREEMRE T, ETREDOIFFERERIES F8 L LT HEFIE, WPRAR
EXEEOREERENERNTH S, TYVTALELRONIERTHAZ LGN
Twhb, &L, DPBOBEFRIIZ LML TBY ., FEIRE, BERELR OO RE
HPRBIEETH L LHBEND—FH T, HEROBEE TIZHMIKGUR TH 5 HLA-B54
DREHEEVPAEICE N EDEHORE CHZ SN TWAS, L2L. HLA-B54 OFEF
HEEMMEVE 4 Tld HLA-B54 & ORGEISRE SN TV,

BRIREFFEICOVTIE, BEEARFEREMEEMEEREMEINC X b, B 55~ 57
EEIZ, [U0F ABMRE X ASEREFSE —K. ZKRAE] PEBINTVW S, 2E 1,259
EREENOE—RT V7 — MNAETIZ 1,237 EFOHREDTDH Y . B REFIFLTIX
905 FlASHRET S L. 319 FEFIAERIREBHT S 7.

1980 EEfRIc Yy Au~w A vy (vr7uas4 F) LERMEESMERIEI TR, B
RIFF LB LT, . #ER% DPB OBKRITR 2 AT AEMICEERYT 5 2 L idd
T\, Z0M%, EEREIZITONTE LT, BHE. HARD DPB OEMHBRIZIAS 22TV,
HWEMED DPB DEELOMBE LR > T b, 2 TH® TEEHR 1,000 D —K 7 ¥
r— M MRETER L. 5%, BOEICBITA2REEDOERE, ZW. HELLOMENROR
EAALPICT Do T2, DOENIBIT2EREORT I, FLT7 V7 ZEORRIC
DWTHRET L, BT 2RHAD I bEREEbNS, F4lE, BHAE. XM FADE
k& OEFEFEICL Y, TV TOEREL LT DPB ORE % HiRE L T 5,

A. WIFEH®

2001 %E £ U, Medline iCHE SN TWwAE, [
T AN LM A E L %% (diffuse panbronchiolicis;
DPB)] %% 4 MVICELIHRE L. BHDLANT,
1118 5 CFRL27 11 ABAE) 252D b,
HE>PSOmES LKL SO TE), FE. &
B 5 0b DM 14, ZNLDHNOENOHEDITE
VD14 DB, HERDP L DO|E L 2007 4F L4
., EE 1 BEEL-TBY .. AEBIZOVWTO
BRE >R WIREBIZH 5, FED»LIE, B
ETHE LT oHENTIASINE D, EBEIE,
2000 FAXDFEBI D% FHEIRE DS < BRI

- 65 -

W RHRPESRTWS EZEVEEVWEIRD
Hbo £ T, F4iZ, BEIED DPB DRI %
BT, [P ABIMRESROEERAE ]
B L7,

DPB Tli. FIZEBHRBEISERXOEH VL
BAERR SN, MRERLH#EEICOMLTBY.
RSSO VB2 0 77—V D
£, BEOMBEERERS. MG W, R
MR EHE LTW5E, BREWICIIZEDE
PR D Y BT FERIE O E R E LR
ZERZIEA YTV U TELNS CRE SRS D
WEIVRFREICE XD S, DPB ORERFRER X



R 27 SRE O E AR BT 5 RENE

WE L TRV, &I, DPB OR AR
ZLCRALTBY ., FEIRRE, FARER &4
BRERPRRICEETH L LHENESNDL, —
B BAOBEE TIXHMKRPURE T %5 HLA-B54
DHRAHEVPHREFERTEEIIB NI L
PEBOME CHBINTEY ., EEEELH
FRICECHEES L TWwaB b0 L S Tw 5,
HLA-B54 DREEEDO L WEMTIX, ZOM
BB SN, EEATIER LR D HMERPUR T
&5 HLA-ALl OREHENFG W EMESI N
T\Wwhb,

DPB D FREZRAEIZOWTIE. BEEEEE
B e BFAEM RIS X ). BB SS
(1980) ~ 57 (1982) 4RI, [ T AMEMIKE
TREEEFE—R. ZRFE] BPEBS LTV
5 6)o ®H 1,259 EREBEANDE—KRT 7 —
MEETIE 1,237 EBIOFHmES D D . B UAER
FAAETIL 905 BIAMET S, 9 © DPB L FRIR®
Wr 72Dl 319 FEFITH o 720

1980 FERRICTES I Lo T A< A ¥V
(wzu74 F) PERIAREPERILETH,
b, TNE THIEWTH 72 DPB DFHRITEL
Qg L7z, BUSERE - BREIREICHT 57
70T A FEEOERMEIL. FeRICBIT 28R4
HRHMERE (cystic fibrosis. CF) DM, S F &F 72
Il Ze#e 8 (bronchiectasis, COPD. asthma. post-
transplant obliterative bronchiolitis) 12 3\ T s
ENTWBEH, DPBIZEY 7 0T A FEENE
BERTERBIVEZICRVWZ IR TV AR,

W4, AR 7 DPB D ERRET R % B3 5 JEH)
WCHEBT D e 3d Ry EEREIZZNL
BiITbNTB59. BIE. HEAD DPB O&F B
BHLP TRV, 22T, 20D, FEDIRR
LB TN, WO TLEREZ TV, EE.
v 70T FIEREINGEERTEEALED. &
FroDPBOBHKREHEL2IZT A &% HWIZ,
TV — MREERITo 72,

Thbb. BEAFERENR #EMEE TR
WreEXE  UF AMMERBICET 5 AN
MRo—&RE L HRERERE R (LT,
SFEE) L), DPBOEEFETEMT LI &

— 66 —

W& D BOENCBT A REBOERE, 2. &
ORI S ICOWTIRET L7,

F7o0 DPENIBIT B EREOET I, F
BT VT EE ORI DOWTHE L, LT 55
AbHIZEBELBDbNLD, AL, BE, Nb
T A OE R & OILFERFFEE Kl L TV 5,

B. WFgEliuk

RPN, T — PREIC L 2IERNADESE
BERECTHh 5,

—RT v — b

SEEHEHEE ((PRENRFAREMmE. BE
Mgk B & O FNICHET HRIRE 300 IRELE D
Mgk 1,000 figk) ~o#EEF (HEHViEC
HLBFEICE2—RT V7 — M RAETERL.
SEGI DB, EBEL ST AR ) -2 F
RAEEITO, —KRT7 V7 — FRAEOKER VDAL
IO, 2T V- NRAERERT 556 DN
WhHOEREZM 72,
TRT VA —k

—KT v — MREORITEREE LA, Tk
7 v — MREREBTNE DG, SRS TR
#FH.OME L. AEAELSRIUL, —kT v — b
FAAETHISE I OB EE S kRIS LT
WT o — N RAEEEL, EFOFMAR T — % % [
[T EFETH S,

T ¥ — s OEL & AT

—R7 v — NRER., BEWER (BEER)
WCEIN. £E L. St SRETH#E. Wi
BFETH Do

BB IFERBUE AMIEBATHRIE [
FARIMAKEZRkOBHOFF &) (Fi10
£ 128 2 HYET) CEILCBREZHNICL T
DPB 7% [#E%], TFIFFEE] [THEEH ] &
HESNDERZRNRET AL E LTz,
EEOEEHERE (191,000 M%) 126 L T—k
T o= bR L. BEEICE D S P
264E1 ALY 12 BECOMIC, U E T
% (kEROA, Az &) L7/-DPB 72
EZOTREVEDS D HER (EHEZHRL) 2R5RE
L7zo —EOREPNCEE %Rk L7z fiFk i D



Ty SRR BITAHEORBREL LTEREINDS
TEEMEODH B, KT v — M X BEElZ T —
SR TEEPEPEM ) 120 —RT >~
r— N TR OB RDBERR ENR 0o 1Mk
2. SOIFEMARELIKET 52 Lidkv,
NN Al SRS SRR R R IR AT 2
NEFLNI ATHEHBENY 7T A IRED
gt v 5 — & B RIAER & O FFEIC &
). ERIRER Tl B REIRIER EZ IS .,
LB OBEEHEHOD L EEH 1004, BLOD
Rtz vy — Tk, BETSEREOTZOZS
L. BHSEIRELOEMT A, #7100 ZIHF
22w B L. BREAEROIE. Filx
TV, FLUF—, KEICED L MARE. £H
TF 9% F 00 MEARAR DARFE % M L IPIRERFHC T,
B, BEIROMEFEMAE. I CT. MFaE
BETEBL. BEVDLHE. S HICMERSR
B, EREERM. Vv FRTOHE R ER
L7

C. %

—RT vr— FOFEEEEREERL,
—RT v — MITHEIL 22 E %15

1P 261 A XY 12 A ToiMIc, BT
O[T AMAMAELROZHOFT] & | (F
% 10 4FCRET) 1220 ERIRZITIC & - T DPB
THbH D [HE] TIITHEE] [TrEk
B &, FnEnHHICHE I NES &,
DENC i s CTHANICZZEXD 5 (4
k@b, A &t) BAEHO—E

2. 847 [0 AR E L LOB I OFE] & |
Wxr g A EREN (RE LOLENRR L)

3. —RT v — FRAEBEOHEREVLAIZLD,
w7 v - VRE (BEER, BEEE B
Wi - GBI EIE R, BT R, MRMRART R
MR A R340, WEHEPT R - S S BUARAT AT L.
- 1 REAR AR R, ERAT R, BT R 2 &
DHAHMERE) PEBENDHE. BT
BEDPARM e ZRT ¥ — MR A [H
BghH DN TIE, EHZRHERZESC
IV ERAEEED,

7ol

S

HERTED E AMEIMIEE L

4. MRk, HLE GHEEM) %
LETH %,

TV — MiER

HANR &SRO [REmx] & [BEEEk]
(JRS) :894 X DEEFHERIZUTOBY TH %,
BRI, bEEr PR E T A5 313
gk (35.0% HF B 22.7%-47.1%) TdH o720

R 26 4F 1 4ERMIC3 L 72, DPBFESEFIIE
391 B, I3 ITREFER L 265 B, TTREIE D U 1.
326 Bl CTH o 720 ZWFEWIITBERIRL L 106 JiE
BTHo7,

TS| X, BB OUTOLEWIZOWT
L WETL < THw (30.0%). EBb5Ebwn
2 (36.7%) BETTNE & Lz, 14.7%
W ERDoTe WTNOMEEE T DPB HE S
B L TWBEIREFE->TWwWiz (K1),

F1 JRS_894JfEFxLD

JRS_8941#5% &\
Count o FA] EEE
Row %
106 181 26 313
33.87 57.83 8:31
BHFEIaRES
Count EHbEtly WALLUC RETTAE |EZ FIALT
Row. % RN Tkl VLY
Bt 94 46 27 g
36.74 30,03 1470 863 9.90

BATOFF &, BT PELTRE
B bNIzDIE BT REEHZRTE LT, EIC,
BT ) < I ) MIRE k. R IETUER R
fE. HTLV-1 B§EREEN BT 57z,

ZWOFFIE IO TV AHEEE IZH
T A%y e LTIE, HLA-BS4 O % &0
LT 200, EEHEEFMOBARE D AE
ThHbHI e, BYEESTIX, CT LRI 25
KREPRONLIZHEDL LT, LHEEBIZ R
5N EERIERDS B L L TB O, T
LOHWZ EDRBHIT SNz FEMRBEOTI N
I SUE SRR YRS O RF R EROIEINZ DWW T,



YR 27 AR ONE AR RIS B $ B AT

EOLHIBEEB L LTANS DY LN
I BEAH b T Wz,

HEEIZOWTIE, Ficr o) Au< S ok
WS, MEE S,

N b 2R RS SORE B

201 BIOFEBNI DWW THRETH TH B, ZDHIZ
(. AR BB BIE RO A DER . RETAL,
MISE LR AL I ER, BRI SEL
I ENDS O ZEEE (KREXME. COPD,
REMBEER O) AP L72Bb Abhiz, BAE.
EiThH L (K1)

A LERREICHITS
DPBEELY, PCDEELVEE M
. (B#ELEB O EeM)

BB

1SR

64 At

X1 NhAEFEBFZEIZBITS DPB SV, PCD SRV ER]

D. ZH LW

SEOT v — MRAEIZL Y. DPB 2% L
TW5BZ B HRISRHR LoD, BEE kL
TWwWaZ e, BEFEIE, RHEEET L b I2. [
LTI [EBEsEbwzin] 24b
HhHE, K23 OMERT, BEOREEEE LT
BoT., SROBEET) LTERIRE&Z L L
Hbhi,

BT R EERISZHIE LT, BET) v Tk
) MSE Lo, IR PIBREE. HTLV-1 B E
BRAEE, FolEMER S NAmIC, LiZ LIEH
FEIZ o CERBHTH L,

ZWFFIEOHEHEBICEL Tid. BEEE
F{fi> DPB I2 BT A BEH|MAIUTA. AELE F
ThhbI e, BEMELIZ L, BEELLIZL
WEREEEOBETHLI L ERHITOEN S,
HLA-B54 DEIEIZD\WT b, DPB DR IZHE,

- 68 —

DPB OEZEERDOMETATWIZK S D, T2
FEEZHEEETFEREL TS, BERLENE
Edb. B AMEDREER RIS 5o
bEDEBWOFE &1L, FHEER. IZIZHEES
[ZoWTIE, #ER T, FEEL EORES % /B
T2 e HUIER SN TWAE EEZONLT:
B, TCEET, CT By OV F AM/NER.OIER
RIRE D ADPBE SN DEFIZOVTIE, FHp
LANTLE ) BoSHETHA ).

T, 75U ATTA YU DONTIE, BB
R HEET AL, MEFHEL #5720
DRFRRERICE EOLIERHY, w0 F
A FOEHEIEAD, BEIREZHEL TRED
THhiuL, JFETEHE ZF/2 3. BRI ESE
Eo7ob 3 v raT 4 FEORFEN. O/
R SRT DR H 5o

N b AR RPERE SRR OREIL. TIE,
CT Ftit, BRREFFEROER 2 L2 EHFTH
575, HEE L. 35502 DPB DEEb L5 AEB]
MER S, F 72 Kartagener FEMERF L E R 5D
FEBI 72 & & RENC BT 5B R ERGE O R E
AR L. bAEOHMR LTS Z LiE, WE
WKEHETHIDEEDLNS,

W

—RT Vi — VARSIV we, BHR
g s o [k ] & [BIEMRk] (JRS) :
EEP3B RIS, BVWEH OB EZER L2V, N
A ERREBFZEIZOWTIX, Ny 7 < A KRR
Wity — -4 -Fa-k, 77
by T VAEE, BRIEER Loy Ty
VA, BERE Ty a3y bt v
4, NCGM-BMH E# &Rzt 4 — 7
YooT A b NVERE BETFHEETTRIE
BB ZSRELORFAMETHL I LB LKL
%o



BEAPEDS  APEILANS 2

E. BFFEsEk

1. YatagaiY, et al. Variants nearby the HLA complex
group 22 gene confer increased susceptibility
to late-onset asthma in Japanese populations. |
Alle rgy Clin Immunol in press
(DPB B MBI OF BT BT 2
F[=IRT7E)

2. Jeong S,et al. Identification of a novel mucin
Gerne HCG22 associated with steroid-induced
ocullar hypertension. Invest Ophthalmol Vis Sci
201 5;56:2737-48.

(DPB BEMEMHEROFHBEETICET S
JL[ETRTSE)

E HIE) A BERED B - B8R
&L

- 69 -



EEJURIIERES BN

RO R B2 Eh

1 BHEHBERYE RERESER
2HEBRARE EFHHERE

e E

FERIERIR BoE
IR T

U ABTUIERE S I & PAEIEMIRE L, & IR SR £ & L TIPR
EEESLTEEOUIAMMRETH S AR TIZ, REOERLFELHEHL, &
BETFHNZ O ARENRR TR H2FEZHNE LTV EAPHRIRETH S
i, MEZWHPRETHLZ L6, EFAOERPLETHSL Z LV INE TOMET
HO»E R0l TNETICEN4EIO CPRBE S ZER L. 15 EBNI D TREM 2 RES
AT o720 HEEHIIFEEE LTV 14 EFIOF T 11 Bl RHEETH o 72 1 Bz iz L.
&5 12 10 BO ER 2 HEE B W L 720 EFIOBRIRIER. EGER. B L OWEERIE
FE S, FEGIEERICIAT CRB LG L7,

A. WPEDHR

AR E S RIE, D L Cldfke 2K
&0 MEREZEIC BT 5 SRz M
SEXFBEOMEY 2 -THEETH D, HEMIZ
MREZORTHHMEL - LIFRAE L 2
D, ZELKHFEGZELR)REETH D, Bk
BLEZ N ThR, BB LML &
DBIEERIIE ) HEEMRE RO G S
BN, FIZICEERED TVWARRTH S, KA
BAHTHY ., ZHEIRETH 5, LI NIZE
ik (. FHRARBRODEETH L, ULoBTE
Mo, T T THENICRTLEHERRRE A
FEBI % 8278 L 72WIZE IR o ThB ) . B OF5|
ELHFIELR V. HDPEIIBWTIE, WHER(E
ERFUFREMB S (BREREMNRMEERE . O
T AMNEREEFAENZI) 2B\ T, 2003 F~
2004 SV IEPEMOT v — N EEFEE EK
L7zo £ 7o BEERFEHREMEIC L) RELE
RO BYET VM T A7 e HEE L
T&72. Lo L. WEMEICB VT LB g
ThbI &, EEMEIPIFRENFEMEIZB W
THER LTwinZ b, 77— MEET

- 71 =

V. JRRE - BMTAE L IRT IR D B IEHET S
Khaholze TOL) BERIZBWT, FHAEMEM
REXROBMOFF & L2 A ERNELY HI L
LTEED»LEALZEET LI EPULETHY,
B0, BWOFHI& & 7 B EFIEROLEMN
EIhTnwb,

B. WiZEOHM

AHPSE L A EEMSE RO EEREN % E
MY A EIZE ), BPENIBIT 5 REBEDIFRE
O FDOEETHLMIZ L, 5HOBEEM
R[EXZLRKOWRE - WEMREED 712D OREFIERE
EXERTAZEEZHME L7zo 20124EFE LD
W7t 70 7T BEHERR D AE B % A S ER D ERIREE -
ERBWE - REED S % 5 F — 52 X BEFIKR
1 (CPRIEEIR) 2R L7, SNETICIT-
72 12 FEBNZ DWW T HEMGHE B S TRRE T
7-WFFEETE &% IV CEMEIARR 215 C. FEi R B
BT + —< v D ERER L CEEERT EET
Eafbe LTHERINELITI L L L



TR 27 U F AMERERBICE T 5 AR

C. xtH Lk
1. FEBIERFEOFH &
1) HROESE
%5 ) S EBIEFREEFE
2) ABEHEE
FBILERRIEHRINE 7 + —< v bR WA
HIEHREE
3) BEDOFISSAV
(1) EEWRICE T 5 mEE S CUHRFA -
JEAES@METR 1446 A 17 H) 1ZEo
T, WHEERBSOERREZE (BH
BRFGHEHEBSKF 20144 4 H 20 H
FKFRES 1095-4) o
- (2) EREE TOMEEE S ORG24
Mk CHAGE & A 7o W FRETHE % 2512, ER)
BR B Z R TORIEFTEAD
RO IIEAEE AT > 720
2. FBILERERINE 7+ —~< v PEHAWE
HIEMERE
SEHEBIRR DB - - Mk 1o, B LR TS
HINE T+ —~<v bz AT, BEFERTINE
THZ LI L, T2, BEREGIZOWTIE,
DICOM 74—~ v MW TEREZTo 72 1/
HAGA FIZonwTbyry—F v VATA MLk
T WEREEZIT 572,

D. %

1) EFIRBICHI 2B -ERTORBEZEART
DAERBIIFEAT 5 720

2) M TOMMEBRPHELARLZIT T, &
BILERRIEHINE 7 + —~< v M2 HWTES
TBMOWNEEZT A2 izt TH - 720

3) MR TOMBEBERPHHRABR L 2T T, #
WALERRBEHRINE 7 + —~ v b2 H W BE
THIROIERIFRD 1 K TH - 720

4) M TOMBEERPFEBRERPH 2 MHHET
Hol2e

5) MRk TOMEEE SO BHEFE T & B
7 TG TH o 720

6) 2 WHEFIFRAAAZECH I TREC X A
TEZW 60 Bl DV TREBE R MR & % Bl th

- 72 -

L7ze SHEFETIC3EFAES N 12ERIC
DT EM e MBS & FEhE L 720 SEFIOWFRIE
UTD#EY) Thb,
O = — 7V VEFEBIEE L 72 BO
@B 7<= FIZBIT B D-
fRkiz & %5 BO
@7 < A T NERUZ X B RIEFE BO
@) ¥ EEFEP IS L7 BO
ORFEREIED MBI
©PMFEI AL % 1T L 72 B BB BO
DEERIE ) v < F ORGEF 2 BYI ) R
L7241
OB THEEL 2 -HESMEE T4
YRk 27 EFEIZER L 7245 4 8] BO EFIMRETS
TH721Z 4 BIOFEB D BALBWI 24T - 720
EBIMTEERILUTTH S,
@Y = =7V VEFEBCERS L - AEEHE
B RKDO—H]
O KB FAE % 1T > 72 BO O —14)
Q7 = A NERUIHE ) BAEERRE LD
— £l
@ Steven-Jonson FEMEFE R IZFE L 72 BO @
—f
THbo

6 v D, = =~

¥

7) FEBIEIER DR
INSIREBWIATZ 2 12 BICR T B ERIE
B E BT o T, FHUI Lo THEMEHR
BEXROBRELZPRILL T, 47 L B
B EIN TR WAEAZHOFICE CBMLT
ORI AL T 5,

REFFEPETIZ, 2004 4F (2 FRANE W) D B 2 VA
REXREERELEEREZLE LTEMLA. L
L. BHHYREETH B Z L, KA IRR R
AREMEICBVWTEIZDERL TN &
5. A8 4 BOBEEFBETSIPITO Nz FEF
EERDT-DIT, HBILBRTERNE Y + —~ v
MERWT, BEERYINEL CTHRRZHKOFT]
ELBBIHICTREMZ T3, B, KHEEk



2BV T YRR TR L BT E 2 VT BF
AR FELFHEEZIERIT, BEEBEROE
BEIToTWwb, 4%id. BRERS CT HiES
SOy v F 7% EEBEER. WEAI M FO
77 —=F v VAT A MU L BIEE LT, ER]
FENTEOMER L ZMOFF I E~NORERTB I %9
NP s 29N

E MMM EED IBE - B8R
B2 75 Lo

G. TPERKBE S (CPRZE) £ VN —

[ i
DILEERSE AT R R
EFE
BERKERERY > 7 —EIEZ R
EHE SO
9 B E T
=N RPN S L I NS
SPUEFRREL
AARERRFREEFEE T R
BHE K&
RILERY > & —  ERRRER
S —ER
ESLRbeitE SaUmbe BRPRATZE R
IEEE &
I R St
HREMREEER  NREHEE
W 2 P AR 22 R
L
I EFIRE AR AR EHEE (TR
WP 2= R
ENET IS

B ERFEREREEADIER  IPREEAR
AR

HIFCEER L v & — KRl

Mgt v & — R}

e ER

—- 73 -

FAZEERI A S 4

B RKERERESERDIGOR RIS
I ,

e
EAZERL TP n2EOBEREE D
Y BEY LTEOE#HC 2 LET,



B RER iR

oG AN BIIE B

RN R A B

I ZEBERYE REFEREFVEN RSN Bi%
2HEEHBENRY EFHMNERE FRSAR

=

RERBEASEGER (PCD) XERUOKIEHRES VT 7 v AOBEEIZL > THREO TS
NAHBEEWREFTH D, PCO DHADERFEIZ L T2L3TAILLANE STV ED,
K TOEREOEFWRABIIINT TRV EBDNE, BFEOEEL LT, BEOR
BEEHBZTFOERIZL ZEREASHELREEZONTVEY., AFCBWTEFLER
DBIEFVHED L) BHETRONLPOBMEFIZOVTEHHEE N TV, $/2, HE
THEICHWT R DML . BRI RIEERTEDREL THL, ZOL) BEE
Db &I, REBICET HH7E, BEXEIIBWCEENIN AT LT A REOEE
%A L 720 KRE PCD BRI X P58 & BE RIS L 72, PCD B HIZ PCD &
FZEREEZTOICERINTVEY, IR BEOBE LY E2EMELTBY), K
REOTRAOHEM LS, B - GEOHEICEELHE Y L5, BAEEICBITS
PCD BEEDH ) HFRLERERITTHETISE L LM TH 5, 55, KFIZB
IJ %5 PCD OREESLEEHOLENLETH Y, PCD DLERENLETH S,

A. TFFEHR/

PCD | IEREDORIERES VT 7 ¥ AOBE
WX o THHO T N BIZHEERETH D, K
HOEFEEIE 2 SN TV WA, HADERE
MBI 3FACIAEENLEZ L, K
FBTIL 1,000 ~ 3,000 AL HEEIND, BIFOME
HiE. MREOBREARETOERIZL L ELRE
HEUEETH Y. L OBRETFFHFESNLTY
BN, BeBENIBWTED L) REETR NS
PO L v RERIX, WFFE. BERICE
WCIBEMEL Y A% LT A KEOEB A
T2,

B. WHIEHE

% E PCD ¥ (PCD Foundation) 2 &£ %
Scientific meeting (ZZ/1 L. BEZDENE. PCD
AFZEDHL ) A3 2 1HHz INET %,

C. ®%R

1) 2015 4F 8 A 26 ~ 28 HKE I A 7+ 212 T
[PCD on the Move. Advances in PCD Research,
Diagnosis & Care| & & 172 Scientific Meeting
B S L. 2L 726 PCD Foundation i,
KE R AT R ALEME D LM Michele Manion
IZE D 2001 FICEETNV— T L LTRRILE
N72o Manion DBF EAHPCD L HZH SN
B5ETORBEOERLEEIC L BHAD .
PCD &L HRE ORELCTUT - HROBIK
AWELIZVWEDEZICLIDERILIN, B
bR B, BEPLOMBE LT, B,
U BRORFEOT K- b, EE - BEE
DEE - Xk, TREBEEZ/ T T 5,
FRERERER PCD BIZTFHIRICB I 2RI O
BERTSEHRE . WD 728 D on the job training,
HARITAVDERIONT, FiIE. EE
AE T BEBEROAN=HELHIZ

2

~—



T 27 AEREO R AMEIIBREC 1T % AT

R U LTH#HmT 2MEHHETW 5,

D. ZHELEH

1) HFAIZIE PCD IZBS 9 2 B2 s 2 0 #
HBLTWVEY, BPEOWEERZE R
bitb,

2) KRETIE/NBRIFHREEANRED RO & 2o T
BH. %D PCD DBHAEN IZB T, /b
BRHE & DEEEPLETH S,

3) Scientific meeting |23 $ 2 BEZFDEH#HOE S &
HFEPTIES L, BESOH Y HFDET I
b,

4) FHEZ BT B PCD ORERLBEROILE
PRLETH), SHOEERENESLET
H5bo

E. Wrgesk
BEZ72 Lo

E MM EEOHBE - Bk
¥z Lo

G. ZEER

Diagnosis, monitoring, and treatment of primary
ciliary dyskinesia:PCD foundation consensus
recommendations based on state of the art review.
Pediatr Pulmonol. 2015 Sep29. doi: 10.1002/
ppul.23304.

- 76 -



=l
1

Wt 98 ¥

I 55 RE SRR S s
(1) BHEEMGHEE (IPF)

O IPF DHBAA K54 » OFFTES
@ IPF &BHIE A A K94 v iREE&
® IPF EEES DR EL S

@ IPF W OIE R L&




IPE DIEHFIA BT 4 > OFFTHS

o]

IPF DIEET A4 K54 VOTITHES

PR EE . BER BRC OME £ SR T KM RS

1 HIRERRE 2 BRERKRE  3HBKRE

KEATIE. Minds DFHEICE DTV EBM IO Y 2 U A2 MAZEHER S L OEE
DIzHDDIPEZIETA FF4 >~ (GL) 2 S4WFATT A2 FETH o720 LA L 2011 FEB &
U 2015 FFITVERL & 4172 ATS/ERS/JRS/ALAT Clinical Practice guideline % #5F L. 2>2 HAR
DEFICH - 72ZE GL R TNETH L EORHICED . IREEEIZL B0EE - &
BIZFE L7 GL 21ET A 2 &2 L7,

INECTIHEBICET 21402 )= NVI T AF a3y (CQ) KX LT, YVAFIT A4 Y
7L Ea2— (SR) F—ALLXWMBRROLHE, SROKR (ZEFVR - 7740L), ¥
BRFRE SN 11 1529 HICGLIER T — A T S N5 GL/S A VAT F#
L7 %I GLMBEZBERICTGLOEE - WA &KRE L. GLERZESFHEL
GRADEEIZED CHER B L UHE T 5 HBAXOREEELBHBT A2 FETH D, 72,
GLYERIC BT A2 BEOSINCE L TiE, 10 A 24 HICBIME S /2 BRI % / BiSiHERE
MEEOBMELZNZICERL/2GLICETAT V7 — MERA XS ELFETD 5o

Sx e

£, 2016 12 AoT4T% BT,

TUHIZ

PR PEMBMEE (IPF) &, — B R
BT CORHMEILASHEAT L. AR 2 e BT
X FFREARARLEETH S, IPF OIZERE
FRIRIRIRFEN STV WA, BlbHE Shiz
FRREEO LTV A% B F 2. #7270 GRS
LLTEN T 2= Ry T ¥ =7k EONE
HEALEEDSOAE T B - BFEARR S, EHER
RIZBVTHEATREE oo T B,
DHRETIEINE TICIPEF 2 I Lo & T 555
B (1IPs) OBERBZIIBIT2EER
EAFTIBTALME LT, HANRZRES L EE
FEFHFEFR O F AR BT % REN e
EOAENC LD [IFREMEEME S LRE
DFF|E ] 232004 FITFATS N, BAEE 3RO
WETEZEF TH A Vo —7. EEREIICIE 2000 4
|2 ATS/ERS & IPF EIBR&E AT — M X ¥ b 28
&Y XM, 2011 41212 ATS/ERS/JRS/ALAT .

- 79 -

FHMOZB R L B FERFHAB LU X7 ) v 7 ax ¥ MIEICRERIBIERZITo 72

U7 Y AN HED RFEEMEAERE (IPF) OZH
CEBTAFT4 Y (GL) dMERENY, $72
2015 4E E 12 13 ATS/ERS/JRS/ALAT IPF ¥4 9% 12
F 5 ERRIK (clinical practice) 7714 FF 4 >~ (2011
EFAFT4 Y OYETHR) PTHATE R Y5 2011
FEDHA BT A4 2 TREBE L TICER SN2
RRABERICESCIEF U ABZ Lo 727
B, HRTEXZEYFEIE LV ERLEN TV
A3, 2011 4 LABE L BT 7R O 87 72 7 B PR S B As  28
WEINZEND, ELVT 2Ry, =054
=7, BONAC - A7 04 K- 7HF4 71~
D 3FEGFAEE, BLEEE, =V P V2R
PR ST A HERNIEE - BINEA S
oo ZOHRT, ¥V T2 FUrBLIUP=VFF
=7, REEIT) L % 2B THERE (55
(conditional) . FREEEDRMIZFEDT ) LTw5b,



