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Comparison of survival rates after starting pirfenidone. Survival was
signifieantly better in non-worsened patients than worsened patients.
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RESINTV5S, —77, MREEMRIDIRSTEH S N2 A3 7% <, REOH THHAR
(WJOG6711L) DR T pirfenidone (2 & 2 $EFEIHI R R AT S N7zh, WHREED W
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AT FEHEAE TIT - 72 L Mk 3L A 45 T A BUER
(WJOG6711L) T &, IPE A& ff fili 58 T4 5 61 %
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L 72 31 Bl (pirfenidone #£) &, TAZZNLIHTO
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Pirfenidone X REHE P
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Gender (M/F) 28/3 18/1 NS
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Smoking index (Pack year) (IZZL ZgOO) %g E)v 1276>6 NS
%FVC 94.5 + 3.1 102.7 = 4.0 0.055
%Dlco 743 * 42 80.8 * 5.6 NS
PaQ2 (torr) 832 2.2 90.1 £ 2.8 <0.05
KL-6 (U/ml) 900 * 136 676 * 184 NS
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BEHITo TOIERICBWT, BEED20 1
H2E#%ES LTw/i1flxkE, 2f1H1H
HEEZToTHBY ., BENRS —HE0opBL <
F7Z T REMEDS D B o

MZR %, BRHE QRS HIE B & OBET Y
7 FIZxt LHRTHO THEHA SN, Dk, A
70— BIEREE, V— T RABRR EIIx LCHER
ENB L) olze LALEDL. MEMM%E
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ZAT 5 MZR OG- 12 DWW T O X IEHR 124
e\ A B VRN 280k Ly PSL+AZP
{HFER S PSL O A TR L. PSL+MZR &
L7-& S AWM { PSL % it 5 2 & TE
ol s Y R, BT IR ERIA S K &
OWVRPEN 4% A3 % ANCA B 2e 126k Ly
PSL+AZP CldT4ra > b a— VT & o 7278,
PSLAMZRZZETE Lo BEM 72 <o MRV 9823
3% L MPO-ANCA b i L7z & v ) iy 2 a8
BB T AIOREG S WBEIE I B S 2 RPN
FAIK LR L723EBICd Y . AMEC O R4
ARG LT 1) .9 B 5 81(55.6%)
TRIR A RO 120 FEFEVEM RN 22020 L 2 s
DFRERF TS5 N PIEARWTH Y, Sk,
HEIEVE R NG 28 T OIS DT b SER O A
MWEEND,

SN TCORETCH Y . S, HIE VNG
GRS B SREIHIF O —2 & LT MZR 12D W
CHIA S ZH R DM DU EE R b,

(3CHik]
D) ARIRE RS, AT, A B2 R St

WADE LRI 40 V) ¥ s R L

72 1 # . Clin Rheumarol 2012;24:260-266.
2) Tokunaga M,Tamura M,Kabashima
N,et al:A case report of steroid-resistant
antineutrophil cytoplasmic antibody-related
vasculitis successfully treated by mizoribine
in a hemodialysis patient. Ther Apher Dial
2009;13:77-79.
3) Ichinose K, Origuchi T, Kawashiri S, et al:
Efficacy and safety of mizoribine by one single
dose administration for patients with rheumatoid
arthritis. Inter Med 2010;49:2211-2218.
Nishimura K, Nishino J, Kouchi A, et al: Efficacy

and safety of single-dose mizoribine for patients

4)

with rheumatoid arthritis: results at 6 months
after switching from a multiple-dose regimen
without a change in total daily dose. Mod

Rheumatol 2011;21:158-163.
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K& A, BB EL, PN RE, —6 RE, REEF. §#AK ZCF, 85 IE,

ZNEES

RAREEAT AR LRI E 0B (R

[H#] Wi EEE% 000K 0E (low attention area >10%) . T 3B HE( LB [ 1T 45
% &PF L7EBI % combined pulmonary fibrosis and emphysema (CPFE) & L. JiifE% &6 L
72 CPFE BEDEERNTFHREZD) A7 HFEHLNITT 5,

65 3B & O] 200446 1 A2 5 2014 4F 6 A £ TORMT CPEE & 4FIfiE & B s n/z
76 1 (B /4 0 7214 B, FHG 71.0 £ 6.7 %) 2XF & L. MEREL BE. FRICOWTR
L7

(Wi R] & 76 o BifE R, A, BEROANFTUL. stage IA/IB/IA/IB/IIIA/IIB/IV =
7171415/16/20/17 B, B /- LR RE [ /NRIHE 1 2 oAt = 30/23/16/7 B, F4RFGTFAl
s | ALSEREE | SETRTER = 24/48/4 BT & o 720 CPFE & BEMiE B 8 o A4 7 1 i v e fiE
1211.9 ¥ ATH o700 (LHEEIITON L BEOFERBRTFEHET L2 2 A, PSRE
PEERRTFTH ol ALFHEEIZL 2 EMMBEE X 76 B 17 61 (22.4%) T, 2hb
DfERAF 2T AT 4 v 7 EEe AW THRET L72 & 2 A, [iE SP-D fEi. MiiE LDH f&.
smoking index (S.I) ODEENFELR Y A RF L LTEITLNT,

[#5] CPFE AHFEIEFHRARTH ) [LEEREIC L 2E8UMEED Y 2 7 W 1E~N—

AT A Ol SP-D . MiE LDHE. SI OEETH - 72,

e

Combined pulmonary fibrosis and emphysema
(CPFE) % 2005 4 1< Cottin & " #SH CT 12 T
ERFEFIC AMEMEIL, TARER IR L 2 B B
Ble T & OTRB LIS TDH bo FFIEMEMMHRAE
fiE (idiopathic pulmonary fibrosis;IPF) T3 fifi g &
FEHEFAT 10 ~ 30% & HHETH 27 CPFE T
ZOEPFHEIZLINEL 0% BETH 28w
) #E Y DD BB CPFE A HHIEIZN L T OFE
HERALFIRED L D A VTFEZL ENT W 20
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WHRB L OFHE

2004 £ 1 A2 5 2014 4F 6 A £ TIZHBHZZ
& L7z CPFE & 0FIE B 2 X RIS, RITHH
ERRAERL mERN TR AL TICENL DY
A7 WFEBE L7z JEDORZ WL, HRCT L.
BEDMm, H5VIE Imm RiOEELET 5
IR NSRS & 3R L 720 IPF O HIIE. American
Thoracic Society/European Respiratory Society/
Japanese Respiratory Society/Latin American Thoracic
Association (ATS/ERS/JRS/ALAT) @ international
consensus statement® |2 # | 72, CPFE |3 7 ] -
TR FLIZ10% 2B 2 5 REEELE D, »
D, HEITEE 2 O IR R L AL R E AT 2
) bDEERLL, BHEEOZHNIL. Collad
5Y OBUTELEIE L, WG ROFMmIE.
Wbz a7 RERA 279 % HE LIRS
L7z MPURBEREARAR X CHEST #1% 0 Chestac-33



TR 26 AR E TN FE AR S o W o A iR A Bl

AER L. PEECRE 1 EE I T L7z,
Composite physiologic index (CPI) (&, 191 - (0.65
x Ypredicted DLCO) — (0.53 % Y%predicted FVC)
+ (0.34 X %predicted FEVI){ 12 & D 5L 72,
MEFFEREEANT & L Cid, 2 1E I o iz i,
Mann-Whitney UAR5E 3 & OV 4 2 Jelioe 2 v,
TR AT Cox LB/ — i 2047 %
Fva7zo HEAFER 1T Kaplan-Meier % CTF
DH BEEMEIZIT log rank test & V72, J#A
P = AREEFAE TR L A EEREE 5% Al
& L7z R BUREHENT Y 7 M SPSS & fliH L7z,

{172

i o

AT WLRE 23 dy Y L 76 B 72 4 (94.7%)
WA T & o 720 WEPEM % 1 Definite UIP
pattem D345 Bl (59.2%) &% < i o0 A AR

LI A% 30 B0 (39.5%) . K 1 b Bz K Y 23 )
(30 3%) & %o e AIERIZ THIRE A5 FL &
W76 %539 B (51.3%) Tdh o 720 4 B D best
supportive care DI TdH V) . FWHEHE & L Tl
WA 75 24 B0 (HEGIBRBI 22 B, [XISEIFR 1 6,
OB 1 ) . AL A 48 #) (NSCLC:35
B, SCLC:13 #1) CTd» - 7= (Table 1) #H Nz

Tablel Table2

Table 1 Baseline characteristics of study population.

Age, yoars
Gender (malerfemale), o
Body mass index, kg/m'
smoking index
S0

0172
IP pattern ©
Defnite UlP/possible UPiinconsisitent with UIP 510
Empysema score 79510
Fibrosis score 39436
PaO3, 1o T8EE14T
KL-6, Uiml B69A4% 7416
SPD, ogimal 1273888
LDH, IUL 2993%1382
FVC, L (n=67)
FVC, % predicted (5=67)
FEV 1, % predicted (n=67) 9" 9* 2., (J
FEV 1FVC, % (n=67) 7061107
DLCO, % predicied (1-65) 610%181
DLCON2 % prodicted(n=65) S54E156
Composite physiologic index (CPD (v=65) 3334174
Histplogical classification of hng cancer, n ; y
Ad'SqSCLClothers 3023169NSCLCALCNEC:L, AdSqd)

Stagiog of kg cancr, n P,
AIBTATBTIAMIBAY TSN6017
Trestment for g cancer, a

BSC 4872474

PS,performance states; Wintecstitial pacomoniz; UIRusual intersttial pocunonia; FVC forced vita) capacity:
FEVforced expiratory vohimus; DLCO,dffsing capacity of the hing for carbon moaosde:DLCO/Va, difusing
capacity of the hung divided by the alveolar vohme for casbon monoxide; Adasdenocarcinoma; Sqquamons cell
cavcinoma; SCLC.saul cel kg cancer, BSCbest supportive care.

Table 2 Incidence rate of drug-induced lung injury caused by cach of the regimen.

n AEn(%)
tstline Chiemotherapy CBDCA+PAC 21 1(4.8)
CBDCA + VP-16 15 2(13.3)
CBDCA+DOC 9 1311
Other platinum doublet 3 0
DOC 6 1(167)
51 N 0
VNR 2 1(50)
Cytotoxic agent alone 2 0
after 20d line Chemotlierapy CBDCA +PAC 5 )
CBDCA + VP-16 4 1(25)
CBDCADOC 3 o
Other platinum doublet s 0
DoC 12 2(16.7)
VNR 9 101D
S1 $ 1012.5)
NGT 5 1(20)
Pem 4 2(50)
AMR 2 1(50)
Other cytotoxic agent alone 12 2(16.7)

AE,acute exacerbation

Table3

Usivaise et YR —
8 TR St T oy ST 15Ty
Ay o 5 MEmS e o
seoking s e 3 M sws oam R lwema oon
oars : s mm o om
Dt w am
Reoie o G LI 4 R
Eanphysemasose i 1 R miaam oowm
Fibrsis st i F Ve TV IR
02 = ¥R pamsanl o
KL 6 iy PO oo TSRS B
20 g ® R pesone oo Pl paggs eum
1o s 3 RERC owsen oms RelIos paeing <oss
e s T oausen om
“Eve “s 1 Mams pasen o
v s H R opodey  osn
FEV IR b BBl oamesen 05w
pico fis-S nOREme s as%
DLoovs o B REme pnemel omr
@t = §ORme emmim we
Histoogy o B R panm 0508
Suage ey NORE pomag eme

Table 3 Analysis of risk factors of anti-cancer drug-induced acute lung injury for using logistic regression.
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Table2

@ ® ()

10 107 10
z = 7
€ &i b 11_ AN
2N A A NN
s = L Swgery (220 = ; -
= Y = L exy (=2 = ! Swgery (@=19)
g6 \ £ 5 by Median: #5.9 months é B | Median: 45.9 months
gal N £l | " L T
3 et =76 2 ! ""“ E |
5 % Median: 11.9 months g | Chemo (a=10) |
fa S ] s o ) 1
© 2 [ SO 2 Chemo (n=35) | —— 2 Median: 6.8 months et

Median: 7.0 months
by P=0.001 -0.015
00 00 i og| P00
[¢] 20 40 60 80 100 0 20 40 80 80 100 0 20 40 60 80 100
Time (month) Time (month) Time (month)

Figure 1 Survival in patients with primary lung cancer

chemotherapy.

(a) entire population, (b) NSCLC patients, (¢) NSCLC (stage I A-ITA) patients treated by surgery and

A ALSERE TR L 72 BI2iE, 1Hine & LTI/
FPpfYE (non-small cell lung cancer:NSCLC) BT
13 CBDCA+PAC (16 1 ,45.7%) %8 b % { R
S ANHEATRE (small cell lung cancer:SCLC) ##
T3 CBDCA+VP-16 (12 1 ,92.3%) A IR S h
Tz, fLEEEDOZRL)EIL NSCLC Tl 8.6%.
SCLC T3 38.5% TH > 720

CPFE & #F Il s B2 24 @ 4 17 B B o JefE
13119  H T& o 7z (Figure 1a)o NSCLC # &
SCLC B 2T &4 OMENGEDE: (FMEe. {be
FEEERE) THE L 720 NSCLC BETIXFfI T4
I AR 459 2B TH 1 (LEFEEERIT
2702 ATHY, EEICTFREIRHTHo /2
(p=0.001) (Figure 1b)o NSCLC B Stage I A ~
I A JEF TR o A 47 ) R P oL fiE 1 45.8 2
HTd 5 bLEBRERIZ 84 PATH Y. i
KBWTHEICTFRIIBIFTH o 72 (p=0.002)
(Figure 1c)o Z DR, bk 2 SR L 2B HIX
ESiERE, S, TIREQHM 2614 >TH D .
PS RE. BulkyN2 fEf]. AiaifbEEEEA, F
WG BITOTH o720

WMENGE S L ULEREE T T L BEToe
AGHEFREZSS y HThH o7 FHAR
AT %2227 572012 Cox eI — N
IR EATo 72 2 A, BEERITTPS AR,

WFVCIRENBERE L FRARRTTH o7z, K
CEEBBATAITo/c L 2 A, PSARDEER
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FHEARRTF LR o7,

SHEMBEE T 76 Bl 28 Bl (36.8%) 12380 5
. ZOFRONFRITLFERED 17 Bl FAlT#E
EHS 2 Bl BUEHREAREAT 2 Bl MRS AT 2 61,
Z DA 26l RN ZHTH o 720 ik LeE
BIEZ B IAVFREBITH TOL AL TED
SMMEEDRERY Table2 2R T, {LEFEEE
12 & 5 AR ESER & IERER Y L2
IAH, BEBOUIRAT A4 v IJRITTR—RF 4
D 1#E LDH fH, smoking index (S.I.) O&EEAA
BERVAZRTFELTETFON, RICEEER
WEITo728 2 A, X=2AF 4 Ol SP-D 4.
Mm% LDH B, S.I. OF/ESMIL L-FER ) A
7 WFTd o7z (Table3) o

R, B (42 61 ,61.8%) DSEd &<, #,
FIMERREE (16 61, 23.5%) ANKIZE 0> T2,

5

CPFE lFDEBREZ OB MHIZL (. @HRCT
T FEEMOTEMERE & T EEMOBHELIRE
RROENDL, OWEMEEECHEEEE EE
ThbHLEEOLEHEEINRD b, FIEKHD
desaturation 735EE TH 4. OB IMTIE D& 6
PFHRABRET L4250 R E D - 72
B LT Cottin H23iE L7z, £ D%, CPFE
BEIIE 0% BELMESHFOY R 7 2055
ZEaHE SR, YR TOMRE T MBS
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7 A A

CPFE BZEIIBWITHE R THRARK L35 2

LRWELR T,

RS I I 8 A BRI L) L C o ol
ﬁ&mﬁmfiawulw,~mmﬁmw%ﬂ
FEEIL 43.9% TH V. F7o. Tl Bk,
%@WE%&\mel%D45®ﬁm\M%
HRCT Lk UIP /8% — | %VC LA, ML KL-6
ﬁ#ﬁ@l%ktfmm%u w2 Y, NSCLC

TO 1 A~ AWTOFMEEE & ALF A
BICTMBEETTHRVPRIFCH Y . WHETH UL
FIEE R BIRTRE EE 2 S NDD FBL
APHE L 72 Y D BTSRRI AT i
2RI By, FREOERRIN A CPFE T4 &
T B 0NEH L% ZWEDPLETH D,

CPFE & BB o0 U C ey 2o {L A2 ik

ST STV eV, AEGERER A Tl
RV Ml 758 AR Rl BB (09 2 W) Al L e i ©

O ZEFI A il e i@ﬂﬁﬁicmmmmaw%\
CBDCA+VP-16:3.7% & 7> o 7255, — 75 Tl
CT L. MMM % % &5 % M E &~ VP-16
B AT T 16.1% & BRI A
BHLNIEVIRE " LARLND, KRET
3 CBDCA+VP-16 i$ 13.3% & &M T b, 2™
line DAFED ¥ & 15.8% Tdh o 720 MMM
BEBGRE 269 B AL EEpR I C O SERI VR 2 o f b
HF & LTiE. &FEH,. PSR, BYE, i CT
TOIEFMBESE O EBOEFEIFZET SN
Twa Yy KEEHCBVWTIE, R—2AF5 42D
Mm% SP-D i, Im{5 LDH fiE. S.I. O &l A&
HT &%z 57z i KL-6 8<% fibrosis score

ey

A
LN

TIEHEEEE @%ﬂ&w%m%SkDﬁfﬁ%
ENRO SN2 L ITHEILRE Tl IR

®hﬁﬁ%%ﬁm EIRE LT AR A R
Bl CTwb, F7z. IPF A B NSCLC B 2§
% CBDCA+PAC &1 I3 B 56.3% ,61.1%"
THoltl IHIIMENH L L. KIREFTTIX63%
Td o726 CBDCA+VP-16 % H\» /2R A &
PESER Y TIREIEIL 88.2% Th - 7275, A#
FHTIE41.7% & EBDITEWERTH 072, KJE
EUEERELIEAHEE LB L CTTFEIARE
ThbEHE ENTWw57A. CPFE & iR

=5 s
EAE

¥ % W |
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51017

SUEDIAAENZ X Z AT O 72 8 1Pl )

M%«m&mU®MF@W@’WofDMHﬁ
5. matrix metalloproteinase O & g B & % 955
A D 72 OV ALS LA O SUBTEDIT L 72T
D%z Bt h, “““}J T, IPF &0k & CPFE
G T AR (6 6, AU
CPFE M IC B W TTFRICHEEL v E v
Wi 'Y b dH Y —E LRSS STV
KR O & LT, WM&T@%%%H%
I CTH D L HEFOT T b I )VIERE S
NTBLT, 10FEMTHETEBS N EET
AR E L TWD72DIHIR L 7oAk o fligl
%Mm&mfwt:t%°ﬁﬁﬁ%ﬂ%<wm
A R R U C ORENY Ze AL O e 37
2 iﬁurﬁJ%ﬁEu;ﬂ GOSHE b W DG DL
Thbo Lok IZ CPRE A flifE Cla bt
A L D BRI XV RARR T £ %20 9 572
O, I SP-D i, i LDH fiEl, S.1 &l 112
BW LR E 2 RS LETH 5o

;a8
n Lo
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FIEVEMBAEEBARE (PCD) DK & W IZBI§ 2 a)

Wrgetn % HHHE
RERFEE LB RR° AERT . i TR
VBRI KBRS AR - BRI E
2 KA IPRER PR

gt =1

JEFS R EAREAEBRE (primary ciliary dyskinesia, PCD) (3#5E LML HFET 2 HFE%
T AHAEAOEFEIZLY ., EEEFEREICEELY XL, 2O/ JEHEL S
BN - SRR EREE, BlAESE, AE, R EORKEREZETARETDH b,
PCD D) H0UT G SRR A 1BMERISMER ., WSO 3 B %2 2 % Kartagener SEME
LB, PCDTHEOELEOBREMERETH Y M. A, #ERIE D 374 <
FBIRENC D EEFEN D BRI D heterogeneous 2R ETH 5o HIE
I CICHERREARHER T2 2 — N9 2 BEFI2DW THIZEDED 51, PCD FK
EETFELTARCEL 0 MBEOBRTFIHREIN TS, LEALEDVL, bOED
PCDAEBINZBA L T\ BRIRIRD A 7% & TIERBEA & D5 TAMFH L NVIZHEB L7214k
SR - AIERIMIRIERZIZ E A LT DT W2 v, AITE T, HRISBWTRE - 8
@Eh O PCDEBIDEREAMET L. BIETF LV CORERERBHL BIET 2L 2 WY
ET Do MRAEBNIFVE3 B, KM 1 HIOFT4 4T, FlsIE 34 i~ 68 & (FIF 54.5 %)
EBIEERRE AT 2508 - IiRGYE & o 7o [ESCIRE. BURIRERE AL, O
3 BIATENBAN T 29 % Kartagener FEGRBEIZA ST 5, B3 Gl 261 TRES D |
B 1Bl B TIIZERTERTS o 720 WEEEHEMRE T, [ESHURIEZORE L5
ANABAERD ) ZOEPRER. NEEFOIERCIRE 2 EH5F80 bz, BRI
& AWM OMATIE D B 2 B TZ% i1, 16T outer dynein arm & inner dynein arm O
FHORBEPHERSNA, 7RY 1 PITEABHIERREEEHETII 2072, SRIEKR, EHE
BIEFRREEBITTATETH b,

A, HFIREHB

B 5 P B E AN B) IE B B (primary ciliary
dyskinesia, PCD) I E LM FF T AHE
BT AEHOREICLD . HEEBEICE
Er &L, TOBR, [EXIERT ) BE
PE - HER TR ARG E . B SER . NI, 7
EDOHRIEREET HRETH o PCD D4
1354 O ) EEFE T O Hensen #EEIIC BT 545 E
DOEBFRFEIC L0 FEAMEENEE S, AT
fir % o 7z Kartagener SEREE & %2 5o PCD I3H
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LEESEOBREEREETH D M. AE.
HEIZm D 1E 7% <L RIS H . B b .
FERH T REF 8912 B . heterogeneous R IEE T ®
bo BAEE CIIHEHREDCHEIETFZa—F
T HBEFIZOWTHIELH#ED S, PCD EH
BIRFELTARCED 20 BHEHEOBRIZT 29
BENTw5 (R1) ERFEED . AR, 2012
109:1168, Boon et al. Orphanet J Rare Dis, 2014,
9:11)o L2>L %A, H2SE O PCD ERIZE L
T\ BIRBDO I 7% 6 THERENEOTFEYF
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SPAG1
RSPH1

RSPH9

DNAAF3 (PF22)

fffﬂﬂ’ﬂ AT @ dynem arm "fﬂ_L“C

Outer dynein arm E

‘ffHH’El V‘]“CV) dynem arm $EIJ

#HH@EP\TC 0) dynem arm §EUL_7ZC 2 LfE_LT

Radial spoke BH#B

Radial spoke SHEB

iﬂl/‘ Ln"ﬁi“(

Outer + inner dynein arm K38

Outer dynein arm K{8

Radial spoke #&% + H1/Loxf KR
RO RIED B VISR

BUNE DR - RERE

CCDC40 Dynein fl#1#E &4

CCDC65 nexin- dynem FHEHIEE SR IE#E (normal ultrastructure; NU)

dynein T HlHEA

ERIRE, L. vy A —EREEE . R, 109(6): 1168-1171, 2012
Boon et al. Orphanet J Rare Dis, 2014,9:11

B. W%

STRAEBNIL SRR TR OB 3 Bl ik
1BIDFH4 B TH B KIEBOTRIEE. FERATEEREL
KA. EEFROFEXHO I L., MES

L AOVIZHE B LRI - BRERETGR IR 7212
EAETThRT Wi v, REFETIZ, HBEEIZBW
THE - R BREZET O PCD EFIDERE 2 RET L.
BT LNV TOSREZERFEHZ BT L% B

H&§ 5, BHREICT 5, X6, FORMEEGTOREMN
M2 B ZFERT 5,
(HEE~OEE)
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EIEVERREABE G (PCD) O K & AREIC B3 5 i

%2 PCD4 FEBIDERIRRY, JHAER R

| F | ?7~’ %ﬁ;
1 61 M 44 + + - +
2 34 F 12 + - + nt* +
3 68 M 63 + - + +? +
4 55 M 55 + + + nt -

C. MWHIERsR
SERIEFMOMRIE, LB T & B3 F.
1 BT, ERITZER A 34 DI, B3
BlL 55 i~ 68 % (4BIDF¥s455%) Tho
7o (R2). SPIEERGLIET 5508 - i
Y % P o 72 RE IR, 1BMERISELEZF L.
PCD ZWiEF DERGIE 12 %25 63 F TIRIA < .
& ATHERI 3, 4 TIEHBIEZZ L THOH T PCD O
ZWBT SNTwb. 720 9 5 38022 ME
LK VAR o= A Kartagener JEMEREIZEE S L7,

FAEB O BEE 2 LT ISR,

FEBI 1 12 61 B, BEERE TR Tz, 4
BAOLRIBIER, 10 I VIEEESHD . 25K T
REXWRE LS SNz, Bs. BUERED
0. 44 sk A RFEWRIE T, BRIREEIR2> 5 PCD
REEbIL, Yo h) y T A MG, BAEEER
MZREA AL D . WBHAALO 7% v PCD &1k
B W DR bFEREE E L. 2002 F12
B RIEIC CAE T EEYRIGEAT. UIBREADKRE RFE
MR T O B L - EFHEBMERE To outer B &
U inner dynein arms DD ENENME 1 KD
721 1.33. 1.05fHT&H V. outer dynein arms <3.0,
inner dynein arms <1.5 O & B 5 1Y 72 Wt 25 €
(Boon et al. Orphanet ] Rare Dis, 2014, 9:11) IZ&
L WEOHL 22 RESEREZRE I N (K1),
R OB (1, EHZE - AEX P OICRE I
PR /NEE HUOEERCIRES SRR H AL, BRIE, S 1
Acinetobacter bawmannii D3R S 7z, B E T
REFEREE, MRAEEEZL TV,
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*nt: not tested

FEB 2 13 34 e BUREE TlEH R IZ D
KFHIE T PCD 52\ CHEE, [REXHFERESE
ZAT 7205, BRI, BRI R ETT, A
o7 ER L. ERFREEZ T, 2010 £ 9
LRI TR H. FBREOMERE., BRIi&IC
B, LERABIGEZITo T\ 5, AEIEERE
H, BB TRERLBEEZN TR CTHEL .
& By R T3 5 I FEAC T rhonchi %, MU T
T coarse crackles & Y 5, @ F I ZRER 3R MUE
%< RET TSp0O2 97% FHEZ R T, ME X
MEETIIWESELL, T ORER & /INRCKE
RO, ME CT TIXAFFEITEEICE R L RE
TIEEE L, W T EICER - BEIROSE L
RAEETH D (H2)o BHME AR TIE
P aeruginosa (Mucoid) % WML L. HIER A
influenzae 7% E S L T 5,

FEB 3 13 68 M5B 1o 30 A AR TR & E 5 Tl
DEEED Y . 20 K x 24 D ex-smoker TH 5o
PRS2 A Do HRETIL, 2009 4 11 A
(63 M b)) FJic THBEARE L 2B, BEN
AT % 454 S 7zo B RIG R OSE IR
IR C, EFE, AFERICEERD & 58X
BEOREDRD LD, ZDOMOEBAIIZRE
THIRITITE A E RV FAEFHICTHRILL 2K
EAEIR O BT PSR A TR O g & 1B
LR BRFEIZRNZLA72< . outer B & U inner
dynein arms DEEFEDRIBDVEE DN L IZH T o720
2013 4F 7 A DIRE. RREEVEN 9512 T 2 [a 2 BE AR
BEEZITTWBH, TE THITICIERE D S
P aeruginosa D3 S 1L T 5o BB T CILI M
R & 72 L TRV, KETTO SpO2 93%
iR L B TORTHERD NS,



SR 26 ARHECVE AT D D e AR
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S 1
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TR HIBOBEED

Outer dynein arms: 1.33 / cilia
Inner dynein arms: 1.05 / cilia
Beating: not observed
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KRET D SpO27793% EBERT L Twrze F72,
WL PR 2 09 HE Tl H. influenzae (BLNAR) , P
aeruginosa % M L 720

D. #%

S A L7z PCD O 4 SEH) O FRIR B FBSE 4
R2IR L7o DEBITHITRBUIBRD 2 %
V3 FEREARHR. PUBLYAL, BRIRAOHERL. EIRPT R,
MREDOHAIZRE 22 £ 12027 1) D heterogeneity 2572
DHENTze & ATHEESRE (B 5\ ISR ET)
B L TR 2 Bl &E4E 50 ~ 60 i 7 o
TOZWHBI T o 72 MFREZFAE IR A LB T\



