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FIRREEDILE, MEFTIXY B DAL Y 7 ROIFRIZ K - TNERMBRELRE UL A EIRIC
BET 5, MERECHEHME KB LZT Y07 AEORIE LAREZRBOL2 055, HEITHE
B DY BT X o TRIBRICIERT 225, BIFHEIC T 2SR E R I 20, MIEIEE, gk
BT b8 D,
QFFRESEERE (A B A M) —RY) : WEMHREESE L AEERGEE 2 FICES L, ReH
MaRREED Y — D, 20D, fiEE (VO . 1#& (FEV.,) . 13 (FEV./FVC) . &K
& (TLO) . ZXE RV) | AKFE RV/ILC) D3EHE L7225,
DY BT, VT TT T4 U NEERILY) UANBBEEMOT X Al E R KT
LOERTHELWERRE LD, MEHEDI R Bed, Vg FIT57 0 —idfk/h
DREETIT S T ERHR, RROEITOREDOFEE L b D,

(8) -3 ZDMDIEZFIRE

a. JEEDRE : BIBREOSEN B, CT, MRI, BERIZ T, BEIEAICERE S L XL FHMEERMER
7, MIEEZRO D, EMKITE. ITME, MEEHLRERH D,

b. MEHRERE  BERBREREZRTILPEL MR, 7470 7 —5 DR TFRFDP, D-# 1
~—DEREERET, RRIZE< Do THWRWR, BEZRLENCREDZEERF2EET 57
WiEEEZ BNTWA (Localized intravascular coagulopathy: LIC) , Fdfh, &ifn<°DIC, FFHsE
BERELRDD,

c. BB : VN, Vo NREOM, HlsEs &,

d. FRARRER « FARFRRERICITRBE L2V, THUOREMTEZ 2 Z LI1XnWD, HEEFOHEKRERE
WEE L TR %, flZ, HEEETREIC X > THRIFCHEK, R RREER (B, 2
BE, FERE) 2B, EFHREICLIMESL LN R ELRBO 5,

(4) JRERZEHFT R
U U NEREREIL U V& FE (Lymphangioma) IZEL TRV EEHE R Y VGBS EA LZBHEETH S,
U U oEIRRAE I Y VB DFERII D B A, BT L WA NE— b R,

(4) -1 HE %:fn
1 EOWEARARHAR S U ITYEBR L2 BEEE 2 R T 2, MENEMIRS LY Y8R
FASHEFE LTV 283, BB AR OMEZ-OMR O BENI 2, E 2R MIR AR HA R E 2o THD
o, LIEULEMEEEERICA~TUT ) VikE~I 07 7y —UREET D, HEIC L > TEKREMR
DREREERBDD,

(4) -2 FHEEEMIFAIETA



P AR & N & U o RENRHIfa 2 R T A 72, CD34, (D31, D2-40% AV 5, FE7-LAMD
FERINHT o —smooth muscle actin (a-SMA) HUfK. HIHMB45 FiiAR. $Hlestrogen receptor (ER) HifAE,
Hiprogesterone receptor (PR) HiiE/z ENEE L5,

* HHE) T — N AROBWELE, FFREIZONT

=N LROBWTELAET, 19834 ICHeffez D ABRMNIIRIBL TV D, JRETIE, LLTFDO8ODEHE TE
FEINTWB,

(1) a positive biopsy (A#EEME) . (2) the absence of cellular atypia (FHFAERIZZL) . (3)
minimal or no osteoblastic response and absence of dystrophic calcification (EZFHIIARIG. B
SEEMERARAGDZ2VY) . (4) evidence of local, progressive osseous resorption (BAT. #EITHEOF
U 2) . (5) nonexpansile, nonulcerative lesion (FE¥EAM . FEIBIEMEIRE) . (6) absence of visceral
involvement (PEEEAZ2VY) . (7) osteolytic radiographic pattern (X _EDEBEEME NZ— ) |
(8) negative hereditary, metabolic, neoplastic, immunologic, or infectious etiology GBim=i4
REAME, BMRE, Bt BOERER )

FId— N AFEIISL OREIFEENH D, (Gorham Stout disease, Gorham disease, Massive

osteolysis, disappearing bone disease, Vanishing bone disease, Phantom bone disease)

* U U RENREFHIERE (Lymphangioleiomyomatosis : LAM) & dFEW

VBB, LAME Y U NBERICEET 50, RER. BRERED, VU VEEERY VERN
R OERE, Y59, BEZFE DS, VI VEMIROR Y ICBE. . HEERmRsbY, v
77— UBMREICFET D, LAMICA DN 2 EIRMEREITY o/ VEEAEITIZZ2V, LAMOD SR R 6
KA IHMBAS B T 205, U U/ VEERE T EERMIRIIRMECTH 5, U U/ VEEREICHEZEIZ 2
23, LAMIZEBRIRICZETH S,

O. @R ~EKRE
UTO LD i) VVRBRZEOERAMEE L ERNLETH D,

UV REIGRIE, VY oNEIE, U o VERNRE FIERE . FLBEIR HHSE R (Chyle leak syndromes) . FEMEIR
B e EMEE (Disorders associated with osteolysis including malignancies)., T v & /LNy
A HMPEAERRERIE (histiocytosis X). HMRHEMEEIEAL (fibrous dysplasia). #pHEME & RIBJE (fibrous
cortical defect), FE{L/EMEARMERE (non—ossifying fibroma), $HE B HE (osteoid osteoma) . B&IEICHE
FYRMEE (Hajdu—Cheney syndrome) . 3% B0 EAEMRBE (Idiopathic multicentric osteolysis
with nephropathy). EEMEEFIEERE Heritable osteolysis syndrome)



. RS, BT

(i) AL

Y L SEEE (S— /A0 RRERES I NE TOXMEBEI FEIMLIC L >T 4 oOREIS
foo ERTNENORIMEIE > I FFHE R LT,

5]

RIS EL R4
A | BIREEM (FHAY) T— L
B | BRI ofEZRRE (M, EE) &&0F T—=NEFED LY VR IEE
C | MR N E (BRFED) B Y o NEREE
D | EERZENE (B, WEHEERL) Y LN R

(i) RHrEE

1. HEEREEZ W

I. FEFED (1) B®dY. 2) OVWThIOEERSHY ., (3) OFEBIUEEITAEHY .,
(4) DIREBEFTR»H Y, D& T XTI CTE 2,

2. ERERRZWBI

BRI E SO CRERBHIZIT) ZE M HRIND, L LNEFISCIERE 2 SidERpSEEER - &
bFEEN, TR, BRABHENIITEEL T 5,

I. EEHIED (1) 3HVH. @2) OWThHIDOEERHY, Q) OFEBICEBFTRASHY. I
ZEROIIZIERIATE B,

V. &%
1) ZHhE COREFOEFERBIRILE. WE, BB THD, 20D, BEERCTHIEEREELR
JEIRE DB DIEFNIMOIERE DR, b L <ITERIZAT 5 & TH D,
2) VURNEEEIIEFERTHIEEZOLNDTD, BHISNHGEITEREIR TH > THHRIE T,
BIETFHODIZ, UTORRERDHLNE I NERBETLIRETH D,
- EFEEMEETRZE (Asymptomatic bone lesion:ABL)
BEESRAEN - FDOP, D-dimerfE, 7« 7V ./ —7 VIKfE, DIC/ &
- IR - PRRE, RN EMMEERERE, £%



V. EEESE

U VEEEI R T AR Lo TREARERN®DH Y, BEELEE THDH, 207D, TRICE
HEEL TWAERE., WRERICETIEEENHEOBLZE2RT, RATICHELE(LLZFATO
ECFHm L. NETIIEiTREEREA 1L, IERTHEL TS XV, F72 Pa01d sp0: TRALTH L,

* ZEIFEIARIL A R (Pa02)

BIEE i

IE (89E) BWIFERR H D, R EFTRND S, Fa, MANEED
80Torr< Pa0, (sp0; 95LL°F)

FEV1 / FVC < 70%., FEV1 = 80% TFHM{E

OB (F4%E) FIEMEREER H S, BABRELELTD
BICMAKPIFE L, BRIREZNELTD
70Torr = Pa0,< 80Torr90%iw

FEV1 / FVC < 70%, 50% = FEV1 < 80% FHME
mE (HE) BOVIERFER D D, BICHRRELELETD
BICHAPETE L, ZRZHNELTD

60Torr=< Pa0,< T70Torr90%=is

FEV1 / FVC < 70%. 30% = FEV1 < 50%FHH{E
IVE (D TRE) Mo TRVIFRIERY H 5, BICREZLHEL TS
Pa0,< 60Torr (sp0O: 90%K¥)

FEV1 / FVC < 70%, FEV1 < 30%THIE.




