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Total Single-system, Single site

Single-system, Multiple sites Multi-system disease

Number 39 5

Age (y)* 37 (0-66) 35 (27-46)
Adult (>16) 33 5
Child (£15) 4 0
Male/Female 24/15 2/3
Smoking (N/EIC)* 6/8/24 0/2/2
Pulmonary Iesion (n) 37 4
Bone Iesion (n) 7 2
Skin lesion (n)* 0
Hypothalamic-pituitary lesion* 0

25 9
41 (2-66) 24 (0-47)
24 6
1 3
15/10 02
1/4120 51212
24 9
2 3
1 5
;) 6

Median (Min-Max). * P<0.05
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Alive without the disease 5 1 3 1
Alive with improved disease 12 1 10 1
Alive with stable/same disease 2 1
Alive with worsened disease 0 3
Dead 4 0 2 2
Median (Min—Max), * P<0.05
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L 2 100+
k]
"2
g o 80+
0 1 2 3 g%
a ~ 60+
ECOG Performance Status at first ® 3
- ¥ 404
20+
0 T T T T T
-1 ] 1 2 3 4 s
ECOG Performance
5 1 i status at the last observation
ECOG Performance Status at last 5. HAEEBERO ECOG performance status & %
K 3. ECOG performance status D% b, LEXZBHTRE, FVC DR
TERHEEEBRER,

LCH BERICL ) FRIIERL Y, LREEHRE

10— ——— RS B IICRIE T H 2. THRAAN, EE
= BIAHEL, BRE LCORNENLETH D, &
od o] HPOLEREI L ) FRETORE, ML
-+ EThb,
% 4o
20- X
- o 3 = 3 4 = L b MAEE HH M RHER, KA
SRt TR W5 ¥ 5y 2 MRk, FERERL 15(5) -
Xl 4. ##ZE D ECOG performance status & % FVC @ 404-409, 2009
B 2 HLHE— 5Ny ASRME R ORE & B

R YURYY A BORBARF VIS F-

= = & ——— ARFERREBESES. BEF VIS F-TV /A

LCH i s R L7 SMRailis S artl i SEREE B SMES, 20 95-97, 2009
WREGHEL, FEROARFAIS o7z, BRIR 3. HEE— . TN AR DT & B

%, MREZEEIIREL ZEIREI N, O, FIRE 57(12) : 1271-1280, 2009

— 266 —



FR2EENAREE 0. WERE

CHEE— FRRUTAMNESR. PRIBERDES WRFEE, CAFFHA =T AX. K—A 274
a2 7 VAAREMSHEL, 137(2) @ 240-242, 2008 AFRR, REERZFEKZHEN, NFEHE, P.1316, 2008

CHER— RS NN AMISHEBEE (FIFEREK

—267—



MiWZE 2Dk L= v OunN v AR BRI 2 E R (JLFH)
(/PR IMMFS HLH/LCH ZE S & O FHE)

#E #- BH £
BE  AIKS, P

wE TR g
B85 =i B

& T @R AR B SRR B IR R, R 5 AR 7EEE
IR Be T M SRR B v 4 !, BIRKEREREI RN EE S

HIEERMKZEL L EFLOEREY ¥ 2,

TR R B R 2R 7o 58 12/ N R AL

6] PP B B R A 2, PR 2R AR 0

MEEE

(B8] 7 v 7 v ZMBa#&ERAE (LCH)
NERSBRAICRD b & GUHIRETH
5o NEBIEET LCH OEKRGEZHS 2T 5
7e®, EEEFEWEEERT . R E HE]
MNRIZLFE4SD LCH & L, /DRS4S HLH/
LCH ZE& L DHEFHFHETHIT 1T 9. UMIN
VAT AEFMB L, AR WEB A EERK
L, B¥RELERT 2. (HER] EZEHR K
ZHEERER R Y b7 —2 (UMIN) 2Hw7z,
WEB AT AT LADWHHE %L L7z WEB AN
L B IEBI BT D MEMAEE o 7275, HERE D OMKE
AV HRAE L A LIP3 FEEIEFIEROT
ETHbo

BFREEM

(1) LCH i32FEFTRETLALHRETH 5,
BN TIZBE & OBE DRI STV AVNET
7 o—JF V7% LCH Mfa DR O b b
75, RABITHEEMO LCH Mk % 3 5
ZEDHDH (H1). ABFFETIBAFEL L /MR
RHeEs, BRER, WARRSE 2#Eo LCH
DEFFAEZBE L TCERBEHLMIT S (RE
ok LTRED

(2) LCH D FifRZE 12D > T KE PR T 14 BT R,
B 52127 5 (B RERKESRRERE 2O E)

(3) LCH ®AWBHEEDIER (KET)

Age and organ distribution of LCH (n=314}

« pulmonary LCH

* bone LCH

= multi-system LCH
= total LCH

Age distribution of patients with Langerhans celf
histiocytosis (LCH). All patients (n = 314) ars
compared with patients with multisystem LCH (n =
96), patients witn isoiated osseous LCH (n = 114), and
pationts with isolated pulmonary LCH (n = 87).

(Figure based on the data from Howarth DM, et al
Cancer. BS: 2278-2290, 1999)

NHO Kinki-Chuo Chest Medical Centar

1. E#5, HEB LCH O4 4

(4) (LCH BT A F5 4 AMER)
HREFHE

FRIREEP, /NERE, TWRETHIUTERSE, B
MRENEE, SR B RIEERE OB R 104 H
DFZWiHEE LCH ER = AENR E T 5, A
LCH O & Wi #1315 A4 8 57 @) 05 s i B IR &
FAM R, (2007) ICESVWTEHT 5 (F
1)o /NRIM#E 4 HLH/LCH £E & & 0 FHA
ETHE%1THo UMIN Y AT L %FIH L7z, @
ANE WEB AN ERER L, BFERELYEKT 5.
HERBY OREEXAVLRAELHATLIFETD
%o

fa R
EEZEFHR KEREERERL Y T -2

—268 —



FR2EENEHREE 0. ARHSE

RK1. Wig Ny 2 AFFHA =Y ADTHEE (BA)
(EEE ek BIFRASH M, 2007)

I. BRRFFR
1. 20~40E% L LT HEHEB (KEEEmHotER) © BEicgy Biltda:1), I, BEETHLIE
AEV (90%Lh k),
2. BEMERE LT, Bl BYh, M (BRFEWEHB0~40%), EEROERDSH S (10~20%)
I. Ef&FFR
1. M XHMREICT, LHRAEFEAICRIRALRE - MR NRRE - BERSRET 2 (MEMENL L O,
Lt PREFEMLCHARDORIY 2 VEEEEIZTS),
2. ME CT EICT, Smm DT/ GEEIR) %, BIRE, IARRES L PRBEMICEOLNE, &
mm 253 cm OEEEENDS, E - FHFOTEBIOHEE FLICEDOLNS,
0. RIPAEMFHFTR
B, Ze\v LIZMIRESE TRIAERRIC & 2 MBI E Ly,
(FEFR)
AR & BEARICT, KETRWINALADSH 2B EA L, FENLTA Y VICHkET 5 Langerhans Mg (%
BT S100 ZEHERFEME, MAEELIC CDla - CDIc - CD4 %2 EDHEZHRBL, 1gG-Fc Lt 7y —%2 &3 54, &

BHHYIZI3 Birbeck BURLRGE) LUFMRERRY VNEK, BEMREEECAFEREL L, MlRHERS 5 IR RE ST
B b AR SGEREIZRED B o

(FRATR)

1. MIKEZEBMZ L2 satellite fibrosis % 5885 5,

2. F& L CHEROHEICERRFEE 205, BRBEOBMHELIZR, BESEEORE - HErEobhs,
7z, Histiocyte % A5 Z L HH 5,

3. BHICEET AL, RHEBICRENRENZDLNS,

(z %)
RAE TR @ Langerhans MR 2S$MELD 5 % UL EERS S MBI R L A%k . 2o

# .Uk I~ %75

KOKYUFUZEN seavesse 5 — 4 [LcH) ' VDML ik, “WHE ASH S A i

UMIN ID:ztest-umin /#E8%: U M | N &2/ 48— /Authoriry:Administrator l/ 7“: ([gl 2 )0

O LOBOTEN, SHTHEBSATLE A, [BAAN] WEB A X BIEFZER DO EMIE S 7298,

o g RESRI Y DAETT & v 5 B b BEFT L PH3 4

80 ERIEEDFETH 5,

‘1 BRA 2005/06/D4

2 |nmEusy MDDW& Y ﬁi

o 1. #FE3|—, AEF, Frit M JewiER], /AL -

1 |sewaEERe uD!ED Hﬂ]‘? ‘/&’)W\‘/Z%lﬂﬂaffﬁ&fiﬁé, B?H&%%ﬂ, 15(5) :

2 |iummsa “'D":] 404-409, 2009

: [soemnr __;-DEJ i 2. HEF— T AN Y A MR IRAE O R &
[ ———— KR VY RY A BN LDA F-

O IR AT

Lo
e PEE | OHand-schller-Chvisuants O Letteras-Swerd

OMBEC 23491 F—2R O EXFFYAF-22X

“RYT PUEBRLTLTY
[l ]
B, VYD, MR, ¥-RRICRBEOBTERD,

FPREFTHILEHIL. M E-DRFESBING,

single she)

on temn di Hecting multipie sites)
F-RELSHEMREETI. BRCEZTXEPBRRE,
WRRAPARP, WETES. RNEESER

N B ROWEARE BHIDHORE,

2. WEB B$%HE

—269—

A/AFEERBZESHES. BEAY VIS F—-Y A/A
FEEM R B AMEEE, 29 1 95-97, 2009

L HER— T YUY AISHERRERAE D BRK & Bl

OME. FRIE, 57(12) : 1271-1280, 2009

L HEFE— TRV AMMRE. WRISRESERS

a2 TIVHAREMSMERE 137(2) : 240-242, 2008

L HEHE— BT N AKIRSMRRERAE (i ERER

WAFEE, CAFIIA P—TAX. F—ARXTFA
A F, RERZEKEME/NFEEE, P.1316, 2008



AP 7 TP i O il s L 42 B 3 % R

=H OBE

L S

E, PN -3 g

BT A IR i AR B BT FE PR R 8 AR

LI

20084EIZFER SN FFHEA ¥ M aHEY TR,
FEFEVEM B IR & T AE (IPAH), Hii IR PR 28
(PVOD) B & UBiEMIMEEAE (PCH) 1 Group
1ELTEEDLNTVS, L LB/IIEDN=
WICHIREE OE VI FENIC IR S T,

W& EFHE

IPAH 5%, PVOD 24, PCH 14D, BiEE
TS HIRER IR SN R v, AR AIEK
WTRETLE, MEIR & Y8R (Mercox) ZiEAL
B 5 N7 IBIR M DA % E AT E T HEMEE T
=S DA

&g R

IEFEMBIREONM (CEREEE) TiE, T
MEPBEERO Lo E LAY NT—2 %
B L C\wize IPAH Tid, HI/NEIARE L OVEHIm
BEPHTMIRTED Ay b7 =23k o T
W7z, PVOD B L OF PCH TiF, & o IZEMIME
EHTE S T 728, AT ICIEEIRROBEEIC X
AHEMME DEWZ S - MED, HEIXEMIMNE
DEBLHRD b,

£ K

LA, IPAH 2313 5 WY 2 G R ER A 1
Z, ZL DIEGICHimIMEDERZ1§5 Z LT
ELH X9 %o72%%, FHL Group 1 ® PVOD %
PCH Ti3Z 9 L7-EHNEIT L ERHREER S
N5, S RIOWE CHFEMIME O 3 KITH 25/~
RSO P E 2, MEIEEIIHT 560
BOWOPHATE L EEZ BN,

&

B @ M DEZ & - T, B ORE
HIFELCELZ>TWD,

#H OB

KR OERO—iZ, ELEFHEELERE
[P EIZ B 5 RIS | ORBZ %172,

SENR

1. Simonneau G, Robbins IM, Beghetti M, Channick RN,
Delcroix M, Denton CP, et al: Updated clinical classi-
fication of pulmonary hypertension. Journal of the
American College of Cardiology, 54(1 Suppl): S43-54,
2009

2. Miura A, Nakamura K, Kusano KF, Matsubara H, Ogawa
A, Akagi S, Oto T, Murakami T, Ohtsuka A, Yutani C, Ohe
T, Ito H: Three-dimensional structure of pulmonary
capillary vessels in patients with pulmonary hypertension.
Circulation, 121(19) : 2151-2153, 2010

—270—



