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a7 v, A EERIER 71 ERANRBEEEZ WA L, — 0t OERZ A A
720 MEOREI L o T, EEHOFERREMEZ FHTE 2503, WL DOPE
WS o 720 BITEER O A BRAE Y 7 B Ee % PR L 72 BEHME FMEIA AN O M7z 2%,
WEN, FEIR, R OIEREN~DRE 2R T 2 L) ICEEBERO T Lo
TWAH I DL DL o7z, BB 2 IR AR 2 B L, e 4R, FE Y
5, BHEN. REALHBREHELAEOF — 47 70— F et LGSR e ALY

A, WFEEH®

BB BE DB R 72 R EN—DIC, 4
EEEEFAMCESEL, BELY—77 72
& v MNEE % v T 2figEEE(Whole Lung
Lavage; WLL)2$ % 1, WLL %179 Bid, &
BREHHHTT, 7V — X Y EENT 2
—TEREASIN, FESEERERIREIC R 5,

PAP BHI1TH & b LIREEFIRE T, &5 KB
AR K O 0 12 B OB & R T RE S
Y, REFEB X OEREOERE R ICEH
THZELEW2, LrLadb, ThETH
F13 A% O RREERHE B B ASF H SR B AF
DIRPUZED L 72888H12Z2 L vy,

ARWFFEHE TIT o 72 B & B2 e B O Fifi BE i
MEEDERERED O, HRBEHEREDOWDHD
BRI ARG Y, L VEEHZEIT R T 2
T L. RFEO NGBS O BEEHO R &M
rEOLILEHMET S,
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BATEHSINEEZORBEKZO O B 214 1
B AT O EIC T AT v — MR
fF L. B& %GR EEREMIC, & 512 WLL
DFFMERERICET ST V7 — b & SRR
BEELTH 5w, EEEE,

BN, WATEHEEE . SGEMER G,
FREE A - MR, BEREA], hE=SY
v 7 AR RER BT (ECMO)E A LM | Ef
EHHEICEET 5 b DT, O BEAER R IRGLIC
DWTOREEZEEL 72,
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C. WFEkR

71 figk & D BIE % 5. WLL fE1TEDH 5 31
Hti 5% (38%) & FRAT L 7o [AIIE (2 Ml 2B 5 5
RER, BN OESFIHRE, L ¥ 2 —36 % Mal L,
WRE B L

EHRBIIBEFERS TR A EF 1 P,
i x g L, A, REAREZITV, B
CEBTHEREOFEEWo T o7z, BA
LEDERNITOET +— 7D 0% THRDE
<, COBEMITBEDOLHE LD S kb2 7205,
VYA A FFEHIZLVI T2 2V 55% T
fFRH IS, REFPTHICEZIFEHINL TV
(P<0.001),

MEFFRRETE Tl BRIRRRER O, SEEERIRR
Bk [ U722 Rdk S 77.4% % 5, BRIRARE:
LOMBEREBRL TRLIEFHELP L
of:o

TR 1 PR A T OB ERAL(30.8%) AIEASL
(88.5%) &\ ) IR O/NLE L AL R LTS
WALDIL Hr o 72— TR, B 2 &
BT B REH EORBL(7.7%) R, BRI
PRAL % 259 5 (23.1%) 13 % 2o 72,

VIR iR A PR AR A I fa 2% 92.3% %
5O TB Y, N-acetyleystein /%1 VEDR
T % Nz A Rk IE D b o 7z PREEIEER
SEED 6 fiidk. REHEED 8 ik T, Mk
DXL D EDR S NIz, F 721 HT D degassing
13 53.8% L HFEBOIERER TIrb Tz, £72
ECMO DHATIRIL, BILHEHE B2 b DIk
.\ HRRBEOMIGHP LN T Wiz, E4ricib
LEELZAHEORE TR D> 720
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IR LT BRI XD T b THRES
L7zo MRTEHEIE B CREEEA T EITEE DL
FMEE B LT, AEBRRENIENT S D
DITRO LNT | B4 HIREEICH b TREHE
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A, BFEER
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A (Sar) BERUREE A (Con) MiiExEifHR L
L7-HEEN B OB O R, REFRENE
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7% enzyme linked immunosorbent assay
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(R ~ D ECRE)

LA FE RIEA G EE ORRRITFE B v 5w
TREHZRI D . RIROKRFEZE IR e K U AL
TP L R R R B v & — DERIRAT5E
WEEEZEROER R THIT L, MR
XEIZLABHESAOREBEZBETHENL 72,

C. BrFEsR

78

SDF-1VJ ary ¥+ NEA% 054 g/mL,
Mxl1 Va2 »¥+r MEH% 44 g/mL CTEMAL
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SriEmF SRR &

Hermansky-PudlakfE&HE DO Bl M LR E 1B 3 A 38
—Hermansky-PudlakfEBRE & F R EMMBAEEAPF/UIP) O iHZE D
AVEERI AT A AR & FIRRIRAR T O B ER Y

WHoemiEE  ALWIERl  ESCWPeARTE rakrh R E L v 7 - BRRERE

eEE

Hermansky-Pudlak syndronme(HPS) X oculocutaneous albinism & [l /N4 @
storage pool disease |ZHCK 3 A HIMEE 7% &4 K- TEEEERETH S, —H. 5%
PENf AR MERE APFIZINE ISR Z 2 HRAHOMBEE TH ) . EEEEETII RV,
HPS, IPF & b i O#i#E{LRZE (X Usual interstitial pneumonia (UIP)/X% — > T&H 5
LR E N7z (ATS/ERS, 2002), HPS3 #. IPF4 #1120 THLBHBIRG AR & HiE D
B S BRET RAZ D W THRET L 720 HPS3 I TSR Ml A2 88 T HC(), fibroblast
focus(FF)(+), alveolar lining cells with foamy cytoplasm (+) T3 1) . &l #fiti ¢ il fifi
JEEICEE L HC BERGTH o 72, IPF4 Bl CTIIARHET 44T HCH), fibroblast
focus(FF)(+), alveolar lining cells with foamy cytoplasm (-) T ) | & fiti < 1 {8 fifi 5
IS HC TEB(H) T o 72, HPS & IPF OIREE TR AR T OB |
FTRLHBH COMMMKBICES 2 ERMEROMATEELZENVERD L
(p=0.028) 5 F& LMl BHERE APF/UIP) T 13 BEAF O B ARAERE O B Sk ORI D BT

HAHDIZH LT, HPS TIHERMELE OBMELHRES TR TH L £ 172,

A. BFEE®

Hermansky-Pudlak syndronme(HPS)
oculocutaneous albinism & Ml/MMR® storage
pool disease |JHREK T 5 HIMMEIN % &% /2T
FROASHERERETH L, PO HPS D
BIEFRELLT 8 HOBEAPHMLNL TV
(Hermansky F, Pudlak P Blood 14: 162-169,
1952), (Wei ML. Pigment Cell Res 19:19-42,
2006) o —77. FrFEVERTRRAHERE CTPF)IXINFEH 12
EZHENAHAOMBEETH Y, EEMEEEAT
137\ (Raghu G et al. Am J Respir Crit Care
Med 183: 788-824), HPS, IPF & & i DL
J®Z513 Usual interstitial pneumonia (UIP)/¥
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¥y —ThbH LI N (ATS/ERS, Am J
Respir Crit Care Med 165: 277-304, 2002) , —
7. UIP pattern (Z/HREIZ L o T, ZDOMRE
DNFPERHZ &b L T&72(Ohtani Y
et al. Thorax 60: 665-671, 2005. Kitaichi M et
al. Hypersensitivity Pneumonitis (Sharma OP
ediror), Jaypee, New Delhi, p.22-32, 2013),
HPS D% Tl ceroid pigments 758D 72 Z
(P —f, HPIZEE 73(10):1497— 1505,
1984) & fifi fa B 1k 72 M A\ Ja sk AR AL 2v R s &
N 722 &£ (Nakatani Y et al. Vircchows Arch
47 304-313, 200003 & SN T& 7z, LA L,
IPF & B L 723 LR A O SRR 2w TRET



LB EZDHI LR S ST iy,
HPS Dt bmE % IPF OEMEILRE L
DEMEHEL2IZT S I LIZIPF THELDODDH
LEYGEEDICHOBE P S D LELEERT
(Raghu G et al. Am J Respir Crit Care Med
183: 788-824) k

B. BFgEj5sk

L (E Rt R R EE L v ¥
—)T 1987 25 2013 4F D HIH I/ BHAYfT A4=
B & EI ST S L7z HPSS #l. IPF4 flico
W ERRT R 2 SRR ICHRET U7z MR AR
fRix HE %8 & EvG BVERMER G TRE L. 2
Z2Je U T, Prussian blue #:%¢f CK7, TTF-1
R EDRBREEAT o THRET L7z, BEMEE
(honeycomb change, HC) L8 H#1E D HEAL
R TH T NGRS L~V O & S
KeEE LT,

(REE ~DERE)

WEZET S BRI 2B TH R AR L FE TR
DERATEAT S NIFEBIT L 720 BRETIS SRS
2 E UABIRAET, BENRIZESLL THE
AT 0720 SO RMFISRIEFI~DOH 72 7%
BHEEEEIRVWEE LT,

C. WhiFekR

HPS3 B T i3 4% # 89 fili & # T HCO),
fibroblast focus(FF)(+), alveolar lining cells
with foamy cytoplasm (+) T3 1) . &t < )
FERER I S 7% HC () TH - 72, IPF4 §I T
i 4 BF 1B 2 B T HCM), fibroblast
focus(FF)(+), alveolar lining cells with foamy
cytoplasm (-)CTa 1), 45 fifi -C 7l a0 fil JES 5 12 4%
B HC ) TH o7z, 2 DDOHETIINE
Y B AR AR T DB BRI BURT B & AR C o T
BRI I B 2 R IR O R CTHE 2 EW
% R0 (p=0.028),

82

D. % .

HPS TlIIMifaNERBWEOBEESH ), 71
V= LZERR L CHIRBN/ N E OREBERE S
2D, 20K IR T DR I DR
HE % b O melanocytes, platelets, fifi® I EIfififz
L RZHIRE & cytotoxic T cells 128 Z % (Wei ML.
Pigment Cell Res 19:19-42, 2006), ¥ 7 A %
VW7o BEER T3 HPS1/2 double mutantslini
BT IR L EMBICLE 2y —7 77 ¥
Y NEENPRID ., cathepsinD 25FE S, T
AV =LDAI VA DWT/NNaEOZ L
ANBIZ N, EWZ apoptosis DI B Z LAY
WESIN/, bbb TR LEHMBEALC
BWTH =777 % bOREEE L DNLEE
B Z D, apoptosis BB I B Z LA I
(Mahavadi P et al. Am J Respir Crit Care Med
1821 207-219, 2010).

HPS & IPF Oj#E & TITEBMEREE O flikiiE
ILIREDORREFIIRL S LOREELHT,
IPF T3 BEAF OB AR HERE O REFAE I & DA
BETHHDOITH LT, HPS TIXESMELE
DML REDPFERTH L LERBELHR.
Mahavadi P 512 & A< X HPS OEERKE
ELTETHAMEEE R, — . HPS D4
B ERRETE~Y 787 7 — D L IFHREROZE
BRI % 328 2 70 o 725 Apoptosis * & T dead
cells 124+ LT “Find Me” signals & “Eat Me
“signals DIREIZIZEEF VW LHPHEEIN
72. (Nagata S et al, Cell 140: 619-630, 2012),

E. &

IPF T I3 BEA OB PEAG A8 O B 11 2 )
DB TH 5 DIxf LT, HPS TIZ IR
ROBHEALIRENERTH 5 EHFEEE, &
D & 9 TR HPS & IPF O#EYihE© %
LT ETHEEHTREFR &% 2 72(Raghu
G et al. Am J Respir Crit Care Med 183:
788-824,2011)
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SWF O 720\ B FE TR HiAT S L7z A R B
HRR EEIRR TS S N REMESR R Z T 5 L L
ToRRBE D720 FBARAER O BBENOERRIZFC

BMdJ Case Rep 2013 Sep 26: 2013.
doi.pil:ber2013010233.

4 . Kondoh Y, Taniguchi H, Ogura T, Johkoh T,

TwWwkEz 7, Fujimoto K, Sumikawa H, Kataoka K,
Baba T, Colby TV, Kitaichi M. Disease

G. HFERE progression in idiopathic pulmonary

1. WXHEE fibrosis without pulmonary function

1. Travis WD, Costabel U, Hansell DM, King impairement. Respirology 2013:18(5);820

TE Jr, Lynch DA, Nicholson AG, Ryu JH,
Selman M, Wells AU, Behr J, Bourus D,

. Takeuchi N, Arai T. Kitaichi M, Inoue Y.
A comorbid case of multicentric
Castleman’s disease and pulmonary
hyalinizing granuloma successfully

treated with tocilizmab and corticosteroid.
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Kitaichi M, Loyd.J , Martinez FdJ, Meyers common etiology. Intern Med 53: 275-277,
J, Protzko S, Raghu G, Richeldi L, 2014
Sverzellati N, Swigris J, Valeyre D; ,
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Interstitial Pneumonias. An official M, Inoue Y. Chapter 3: Pathology of
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2013: 188(6): 733-748.
7. EFE. BrdEG EERE. FRIERL d
. Tokura S, Okuma T, Akira M, Arai T, MIEAl, HEF— MY XX THEHPIC
Inoue Y, Kitaichi M. Utility of expiratory Za—FVAFRAiRKE )T VA AA
thin section CT for fibrotic interstitial FEZ FAE L72BE ) v ~F 0 1 f§l, HARN
pneumonia. Acta Radiol 2013 Nov 19 W e ait 2(2): 114-118, 2013.
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WETH &0 To 1. IIPs (2002~2013) DIREE
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1. ZFEFXKRER, LHiEl, S=L 7 F v — .
fii & Ik P 255 Pulmonary veno-occlusive
disease (PVOD)IZDW T, % 134 BT A
VERigE BATFFE &, KRBT, 2013 4F 2 A 2 H,
(%8 134 MU T AMMIREMEEZ TS T 4
page 10-18) .

2. dbmiiERl, BOEHE, [FEEMMREOWRERT
R BRI SRR L OBRD S 1o
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