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BT LR R BIMER] SRR RFE P ITE0R B IR R o by AN ISR & AT B RS B
J& #1484 & (high-resolution computed tomography, HRCT) 843 & » $F5 56 1% M it 3R 4 N8 % 4
09 T RRIR BB A o TR T AEA AR B EIE LSS 0 B L EIEHAK - KD AR &
R AR A S AR RT AL B e E R R o BER LICF W] 650 M A 3R R
B Jm LA EE LY A 5 (lymphangioleiomyomatosis) ~ A 2R B 44 5 4m i 40 4 3K 38 A4 g
(pulmonary Langerhans cell histiocytosis) + Birt—-Hogg—Dubé syndrome & itk B 4a fiiL [ 8 & i 5
(lymphocytic interstitial pneumonia) » & #iTH % ~ B R RAB PR E L EL4FE - B — 2wy
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RESEE - MRS EIERE (Diffuse cystic lung disease)
MEEFBAEEE (Lymphangioleiomyomatosis)
RS FEAREARREERIE A SE (Langerhans cell histiocytosis)

Birt-Hogg-Dubé syndrome

MEAEPERE EMERHZE (Lymphocytic interstitial pneumonia)
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Jifi & #€ JiE (pulmonary cyst) @ SR E#%
T FH R 0 e s i AL A 2 S B Py — Al 22
e gty e SBTE SEEITE » I B R
TE A i S A R BB o i S My
FLAgpE g - m] DB R - e A T R
WS - BEFEACH R - a0 2 AR TR AV B R
gy B2 e BEfERT ok B —ui M - K IR
Gr % 0 AHER R R B F A R R - A0k

B - A ASE R AETER o S E O
B M - o A S B SR R ~ e R e S
TR+ T SRR 2 B T R A SRR B I L e — A
BT R BRI 3 -

i 5 3 ek e SR B 22 7 (cavity) ~ BE3d (bulla/
bleb) ~ fili 5@ Ji# (emphysema) ~ ZER 37 & HE9E
(cystic bronchiectasis) Jz 1 &5 ik f 4 1L (honey-
combing) i@ A (&) o 2 FER M EE
R ZERE MR EHE 2R - WA TRER
B (HFIEEEAREIYE » 22V EE LR (K

WEEA TR WAUR : ST Y LR TR B G RGBS e S R B R B A
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JA 2mm) - fii R ELE ISR ARt
EE - (BEREIMNEE - B HEEREESIE
TERy AL BB A /NS SR BRI AR R 5 -
fifi S K 26 RO Rk AH R - 53 A DA ZERY 350 Ry
¥ (upper zone predominant) » W5 & HF AV
4o B ERGFE IR 22 - BRI lem »
T AN U SR R AT 2 b
—k 2 EEBINGERY 220 — s A IHER S
B U SEE IR — 7] LB 2 — g i -
Bl 2 Mg B - BER 2 8 TR B IR K 2 15: 1)

B

TR ] » T A R A T 5 1 — (I
Pl (L HE 5 T A L L TR 192 R
SENERT S IR - WS BRAA L AL I 2
AL ISR HE L - BEBE - PR R
HE RIS 0% R RS - R A BT
84 » HENRIBENEIS (1-3mm) - SN
RERIE 45 & (B2 L Lo R
£

AR 4 I 55 D 6 4 45 B I BE 4 5 3
P SER S - RIS R B B R

B—: SEMBEERENSHETESIKENERE o (A) MEPEE (Cyst) HEABMBERRERE  BEENZRE ; (B)
ZEi@ (Cavity) MNERE (>2mm) BRARA ; (C) EBE ikt (Honeycombing) BIE NiBAKIEHE - IRREEE
1-3mm ; (D) (E) #ARZREIER (Cystic bronchiectasis) I=t)E NMERNZREVAEL2IREABEAZNE - B8
RUBTNYBREIRESZRE ; (F) TR (Bulla) iNET - #EE - BEEZEREIMREMSE—LMER
KR 1em ; (G) ffisEEE (Emphysema) ERERE » DREHNEDR (centrilobular) ( B&EiEE ) ~ FIRFRSE (para-

septal) ( BEEISE ) WM& o
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BB IR @ B R 8 M - FEAREMER] ~ FEL
TR RE A 288 SR KT IRAN ] o FE i 350 v e B
J& FE IS BT g 52 A 2 (high-resolution computed
tomography, HRCT) B35 2 » A 18 1 filv s 4
HE SR S Y T R IR B WG 0 - BR T REAR SUE IR
BN - g ERIEIEAR ~ K/ > O AREIR
Bl AR HAR T (A0RGET - SCREE
ik~ BiRNE ~ EREEIREML - BEAE) - B2
REB B D2 BT Y BN R - Mg B2k
T BOAERPRAEAR ~ FERHAIHE L3 R S e ks
A fEKH S HE A BRREES IERERY 2B -
FRBEEZY e *° -

s [ R B it e R L, Y A 1 1 i
FEJER © lymphangioleiomyomatosis (LAM)
pulmonary Langerhans cell histiocytosis (PLCH) »
folliculin gene-associated syndrome (FLCN-S) or
Birt-Hogg-Dubé syndrome (BHD) * lymphocytic
interstitial pneumonia (LIP) » & EATRITIRE: -
MRPRSRHL ~ 2B~ eRELTHR - S ER KA
ity A S 1 il ES B PR B i - PRR
TRMITEER AR B A5 ER: ERYZERE -

Lymphangioleiomyomatosis (LAM)
MEEEBAEEE
WRERE SR B AR (LAM) By 22 FL i
TR MR R - PR A B RN - 1]
53 s #s 1 (sporadic LAM, S-LAM) ~ ki
RE{LAEAERE (tuberous sclerosis complex-associated
LAM, TSC-LAM) R Fl - 1] % ¥ 1 3% 28 3R b i

R— : MAPERENERRTZEEH °

B3

VR L0657 o AEETTER AR Ry B S R
& 9% » K] tuberous sclerosis complex gene
(TSC1 or TSC2) Zef » ik & 1l 28 B RS 18
(hamartoma) ~ BSEBE5 L ~ e S 8 RN REERgE - 1
53 & = I 2 1 B B 10-15% HY 55 4 TSC &
# 0 AREFIRE A OF LAM 5 1T S-LAM 367 %
AL 112 .

TSC1 H1TSC2 77 | RE 4 35 Hi hamartin &
tuberin Wi fH 55 1 5 78 W9 A8 3 & B K heterodi-
mer SFREGEIARA &K - T 2e8d s Y
TURE B H - 41 mechanistic target of rapamycin
(MTOR) BYTE 1 » 1 BB IR H 1Y~ LA
ffd (LAM FHIfE ) 34 13 o LAM T it & 2 37 111
A 24 K7 (vascular endothelial growth factors,
VEGF) VEGF-C #1 VEGF-D - &bkt is #r 4 LA
e LAM AT L7 M - LAM Al e i
TERE R & #EHH VEGF 3 [fES kg g 4 -
M RE 72 EE e =Mk -
TSC-LAM SEEEMEESR - Fr DU B Y e
i #E & TSCL 8 TSC2 Ze## KL K] ; ifif S-LAM
HILE LAM H#iilfg-R A6 TSC2 Ze kx| 412 -

LAM S0 MEBHREEAR » (H PSS SR &
ok - R EREA - AT REE B
W TR B MBS > T > RS IR R SR AYAESR -
LAM F2.35 28 A4 S i iy Ja e A 8 &+ £ 40-50%
B9 A AL I BRI 4G FEAR IR R H B Sa e - T e
1T 60-80% - S 18 7 K HIHH 75% 4 -
HANHPRWREE B FHZE - LAM 3 & OF 2L 15
iy~ BE K ~ PRESAS K SEIER - B 18 & I

Jo i JhEE HoAt RS

HEfE [ElSfs BTy R z2 s, » B FEERNiEE R e T bl ST B 5 75 G LY
(cyst) BHEEI 5 R (< 2mm) FhZER G A 24 0 R RS
i IR A 2 sk I R e R

(cavity) APV SR R (> 2mm) " AR R BGERS

S EI SN EE Y 22 @ik - S8 KR L em TR AR (subpleural) BEFE5% (paraseptal) »
(bulla/ bleb) (< 1cm By bleb) (<1mm) SEESSHHRE

ity S REER B2 A ak N ER R, N b L

(emphysema) (centrilobular) FIEFE55 (paraseptal) FifdE SR S EL AR E AR R

IEEIREMEL BB TR BER TER 1-3 mm SRR NI » R LR R Y

(honeycombing)  3-10 mm » HAMEEHIA] .

RS
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Frtk - AR RE e PR GSA2 (wheezing)
WE £ (rales) Al AT RE f2 7L BE M S 5 - Ml DD REMR
A EBIHEE R R ER - X bR EeE
A A RBURK (K] Ry LAM € il 119 4 B2 JE 5 3
st F A ATREG AT IR - B2 R i
5% & F8 58, (hyperinflation) o[855 i i
LAM FY X S & 2 B 818 1 7Y #0981 A 6 A 2
k. (reticulonodular pattern) - LAM HY 2 [l 7£ /5
FEATT R FE ST g 5218 R/ N3 TEAREH R
HI BB - At A E S 5 i geE LS
F47 it B B )R B TR A (R )M - g bk
WA EMES LAY 8 - 2ERE K ~ O
EAE 7K B 7K ~ IR E0 s ek K B ok 2 S 3 L9
(lymphangioleiomyoma) ; [fi TSC B8 A& & Of
SR » LT R A ek G T M I %
SEEHLAERG%E (angiomyolipoma, AML) » B FSER
J& 526 e AR MR I A A R 47~ HLIMAE =
B ¢

B Y] A B de & 1 LAM AR
EMREEE ~ BUMAE ~ MSCRE M E
¥ i ] 2] v Y 4 24 ek B A - LAM A AR A5 9 A
ARG - — Tl R8Ik » 55— M 27 783K 5
bR T HAIRBER RSB A1 - thm] DU e o0 75 B ta
w6 LAM HIFEAYTEAE - LAM HIFE A actin,
vimentin, desmin ¥ HLER > HEF —HE
P2 % glycoprotein-100 » AE#% B PR FH#E HMB-45
(human melanoma black-45) Hff1 13

R B #5E - L8R AL ZE
R T 2 SRR e - & OF M IR

R ANRSEAPERELL ~ AML ~ BUZ FLEER » 75
FETC IR M B VEGF-D Y B AR B A 800
pg/mL » BRI DL F 2B fy LAM'Y 5 A&
ErertE (R IHmHREMEAEREY]
B 14

LAM &85 i DIRe X Wi sk - FJ PR —
F& (forced expiratory volume in one second, FEV))
SIGREAE NI 50 2 250ml RN 1B o fERERL 4E
% BT EE AT EIRHIE S - KRR
ATEM AR A 10% EHTIRT 0.
EPR R AR B A AT 22 - — kit - A

&K= LAM SEfiEsE 14

R

AEFANE ~ Wt AR ~ SRS - FUEERY
IERIFY ~ FORRRE S LM B RS IR (TR
SRS B AP )

U HRCT 218
I ~ L e R/ N—EE NEEEBE B
ERBRME o i FEE LY N I R TR 1 A

WAL H R REREL ~ B8 HRCT 2 - Bk

—fRELA Ry A

L. FEETMEREALAE

2. BRI S LR

3. Iil*f VEGF-D > 800 pg/ml

4. ABERIEE /K (BHIERR TG> 110 mg/dL ;3 7K TG>
200 mg/dL)

5. WRELSPE AL T

6. MBI Bk T iR RN AR A e 288 LAM A

7. B e ~ Bl B RS LAM

LAM: Lymphangioleiomyomatosis; HRCT: High-resolution
computed tomography; VEGF-D: Vascular endothelial
growth factor-D; TG: triglyceride °

ISP PSR R £ S 30 J LR 0 1 7 B g B g I
S 2 MR CERE.STRNRIIPREREAPE 7 S0

B : Lymphangioleiomyomatosis MEEEFBHIGEEMBNEIE - ZBAERRREH & #iE

BEtDTh ~ KUNID - MBELSMIIMSIHER IEFIGE © ©ERIBRRIRA - MMERRE
BEGE  RFRBERUMES - GRISHEIREK -
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AT~ 5B LAM ERIF VEGF-D =TT
mEEE - FishRe st  mHERTE %Y
REAEARITTIRERY NRE 1 - EE S FER IR RS
MILES (the Multicenter International LAM Efficacy
of Sirolimus) Y& B 45 S #EUR » 1 89 fif FEV, <
70% FHHMERY LAM i » B sirolimus 95
A - — R DIREMEFFARIE » HHE S - 2R
#H AHY FEV, REE T#Y 10% ° BRILZ b » B
sirolimus HYJR AMERF 1 BAFHIAE TS S EFILIHE -
T EEYIRIEITE - K2 I LIRS 7 o (HiS 8E4% -
filiThReE 2 & i ek - R I sirolimus
ERAERTEE PR IR - a0
¥} sirolimus K FEANE: » —#FFHEER] 8 55—

mTOR inhibitor — everolimus '® °

LAM HITHEROf ZHE th R B R B R B - ]
s - AT L R B R i LR R 1E 2 - H
FAKES 439 LAM J& 2 TSC-LAM - 4[1HRCT &
=R ERE LAM H9R2ET - FE—HE R Bt
EEAHIME LGNNI - R EREX >
dem) SrERE SN RS - ol EEeEZINE R
FERTEP o HAIFZEYRE R FEME R - A
FRE - AReE SRR E R A E e A .

B LAM B2 B0 g T IRE - 20 (5] il R 3 id
R o AR B BN A AN T T - R
LAM Ji§ N EREAHET RS - B89 fE - B2 hiits
PR T B o I BB IS LAt BE ZE s » AR AR
TG 65% 1 T ELR A i 50 o B e 86 A~
S RIAATER 20 -

Bt s

Pulmonary Langerhans cell histio-
cytosis (PLCH) Ak & ZF 4H AR 4E
TIKIBEE

i 58 T s 2 A B REL AR B B A E (PLCH)
53— 22 RN BE MR N » R 5T — R
PATGRYE » B LEIRISE » SRR Ry 20-40
BE e HAAS EHIIRC R R LRy T KRt - 2
BNTIRSE RIS S Z I TIRE ¢ TS T RE SRl
A& ZE R R ARSI U 5 | 56 2% 3 S M -
TERCHSHT - B R T Y e
PLCH HIEGREREI %5 » Gy —EERE
SR 5 B SPGB AR A R 2K~ i ~ R
BN+ S3ANFTRE & OF B8 BRI « S BERIE %
H2R - BT RB RSSO
Rl - PRS- A SER Y - BGLE
LCH N[ » 5 A PLCH J8 i Ky B — 28 B 50
EEEH MM ENREE - DUEH ~ B
FERLLSZ R Rty = BB S L *

PLCH M 5 X 3t 5% 5 b 2 Bl iR 45 6
FRE L - A RFRE PR BEIE B % o3 A 7E L Ih
W - HRCT #1% [ » SR A5 ET 3 - K/
1-10mm » GLEF RGN ; 2 e BB -
R 2 S EE S R S L I A S B P I S A 1S
J5 - AT BEE e Al S - B 5 3
B 2 F A BEER (B =) o KR BEREE
GE[EE I IEE AE e RGP E =t wN s ]
W& - iR E IR A 4 (costophrenic angles)

0

B = : Pulmonary Langerhans cell histiocytosis fiZiBa+& AR MIK G EERV M BT I8
HNERE - FEIRARR - DU LPIERT - IBRIRAARZEE (costophrenic
angle sparing) * SIS H/\VFEEN (nodules) ( B&ET3E ) ©
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Rl A 52 3% 22 - ilishREM & 7 R 1A% 28R
PRI $ S PRt 4% U Iy A8 g RH 28 1 R SR
T » & OF—% LiiliE & (diffusion capacity of
the lungs for carbon monoxide, D, o) k4 ° FEZ&
PR - PLCH HOF M ERE - K beras
B ~ KM SEIRE R R - AR FM0E
Eindr » EWIIGEIIRER )T -

HiA PLCH Y HRCT 2 A E B it » 5
(IR il f FERIASET ~ TEARA BRI B 5
HZENE - 5 A SO TR - BLRER2ET
PLCH ° {HA RS ER A BN 2 AR R - J&
IR 355 P A8 SR VE Bl B Y1) Fr sl 1l U 40
HE2ET - B 2 ETRATRME B HC B R A R
LR A A B - 1T B AR ZE A A E B RE 22 A
MUl ARG - H P R - S5z
et 5 CD1a il S100 [ 22 -

PLCH FE5a 2 KIF HA IR 5 [ A3 2%
e 0 eI ER - HRR A Eim « B
K453 PLCH BFE A 1% » EAR S B A
HRREJETS AR - P DL S-S5 Lhig =) PLCH
EREERRER B W@ B WY
T+ o A TRAR 2 A ST A R S R A ALY
ARRE o AHEY » 325 PLCH S HE MK fE g ny 2
Fok H A ER > PLCH BB fE U BRI B B
FEHEAL - TG T L BRE R AR 2 B HE IR A RK
oo BRI E AR R =
F Fi BT PLCH #I R4 BRAFYOOE Zei » ifij
BRAF &/~ 73 BLE T Z0iE = AHRAI BL AT » A0
TR T E MR (hairy cell leukemia)
J& i* mitogen-activated protein kinase (MAPK)
pathway FY — B2 - 3 422 i BE B9 3% 2B R 795 -
PLCH thrJHEH H:Ah MAPK pathway Hfg5EKI2€
i > 411 N-RAS » MAP2K1 55 22 « R [ » &:{H
PLCH HYJRiE < I RIRA——A AR
WM SEREBE - B AR RMERRE - G A
PR ETHE R - BIE B2 LB A i th e - i
DUREE LB — 5 RIS AR g -

HINA PLCH AR EB R E —% » £
B K2 RS 5395 AT B2 SR RERE RIS - A
Y2 XA EETEHEYRGRE » g H
B EEARE - A ERFFEEBCERRYE A

I H B FEEIGRE - eV ERE S 2 F 5 E LCH »
fi, & cladribine, cytarabine, vinblastine £ 1k %
2% o 4 - FEE BRAFVOOE (285 » [ BRAF
tyrosine kinase inhibitor 2K 5% PLCH & fH 15
FERERE - EACE RGBS (E A TR 2422 -
FAR b 4L PLCH B # R I s » 7
BAEPAB RS s G S DIRE § A5 EAR
B BEiHEEE A0SR - EEAS TEY
B - SHERER > HRER RS - ATER TR
LR - BERE2KER » PLCH IV FHZRE BN
B o PAAFTEIE R Ry 12.5 4 2 o

Folliculin gene-associated syndrome
(FLCN-S) or Birt—-Hogg—Dubé syn-
drome (BHD)

Folliculin gene associated syndrome & &y ft
Bl MR SR LSS » R 1977 4E R Birt ~ Hogg
Tz Dubé $& H » Ff BUS 1R M O B T
(fibrofolliculoma) ~ & g fiEEseg ~ AN 50 2e i - &
F IR 30-50 5% 0 B ERAIEIEE - Folliculin
Ry —HEREHIHIE H - H FLCN ERFHHEE - mH
Hij 2 HIHY FLCN-S E2 75 # i 100 fl LRI - [
IRFHL AR GHaP L ERE G5
SO T ERPEAE 424 o Fh A A 0 2 i 50 SR b P B R
wan . BEEEGR RSB ERK 2%
fE A A SR se i a2 i BHD -

HRCT 5 & I - BHD Y %€ & J& ik 8 L 1R
A BB A DA - SRR
] EHEAEE  IBE5S (paraseptal) ~ jHiEE
(147 4 MR o R S8 e SR+ (USRI 2%
SYFEAE FIGEE - T BHD HYZEE S 16 DL R A5 by
F ([EPY)® - BEHLLLHRCT 252 B BHD i
o5t L BHD B HER 2 4 Kl - (HE
FS T I 52 213 6 B BT B « LR | 354
WS~ AT i) EL At B IR -1 e SR R
THBEFGEMERIRE - 55758 BHD &M
BIRZH - BRI ERE R R E RS
B R BB e A R R - th]
FER RIS RSl 4% -

R BIRZE A - BS54 15 % BHD Jifi
S 0 e S PR SR - (H B AR 9 A S e RIS
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@A : Lymphocytic interstitial pneumonia HFEBHBREE ML @ IRT SEOXREMERNERE
Hh - SBEIDIB RN/ ERIFSIZE (interlobular septal thickening) ( ZZB/ZR&ETEE ) ~ #/\B)

fE RN#EE0 (small subpleural nodules) ( &

BS% ) FEHL -

PEREIM TR - (HRBE RS @RI
BT AR TEES © S 0 oy —HYE A g 84
B s o R A R B IS (renal cell
carcinoma) * HEHFER T (K950 5% ) » dak
72 BHD %5/ B i 20 5% 0 S —FH%
—RNE AR A R B 2 o

Lymphocytic interstitial pneumonia
(LIP) MEAHAEE B MR A
AR E M 22 - Rtk £ R
HEAEMEE PR ES WS HhES MR
TG IEE - ANFZARRAE ~ BERTE R R ~ KLBETE
IRYE S H B8 PR+ B2 common variable
immunodeficiency (CVID), human immunodefi-
ciency virus infection G IE R Z NN 5 35 HEIE
22 R R I AT ks B E$ 1 (idiopathic) #%° © LIP 47
ZEHR 40-50 LM - BRRSRAEUEL SR
WK~ % o e e B PRI IR R SRR AESIR  AE

)~ BRANBROMNEPRIGE (GEBRE

HRCT % L - LIP S MEIAWT DU iie MRy BB
HEE#E (ground glass opacification, GGO) » H:
i3 W] E 2l BB AL (consolidation) ~ 18 FLANE
Il NEER LSS (poorly defined centrilobu-
lar nodules) ~ f/NPIE T A5 E (small subpleural
nodules) ~ fifi/[NZE R 54 )2 (interlobular septal
thickening) Lz 2 4o

LIP HYZE[E—fit 2 i EErny - BE A2 H 1l
FiZEERE - AR A2 AE I T B R E R
55 ([T ) s FEPERA » B/ MR 3em » #9/0
J{CHY LIP & el - R A5y LIP R DL Je)E
I 2627 .

LIP 1955 3 R 0 2 i B 8 P B B R k2 4
R A o BB T IEAOASRS o B AW
LI & A R E Bk DU i BRFE S
Ji% 4= %8 51 > (germinal center) © & Wk EE I IE
B/ NRE ~ B R/ NERE RER - RIFR A
follicular bronchiolitis (FB) * LIP 1 FB & 6f Hi
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@7 : Pneumocystis pneumonia fi&aaAiZ + AIDS fWARZ Pneumocystis jiroveci
=B SN EIRBEE L (ground glass opacity) ~ MEIMENESELSE
fE - 2DELME -

r

Bt : MEXSBtEEIEEMBENRRERE - ZERMERASHMRAIMES

% BBRIRRFESHMSMER

W o LIP M E & A IE S N A iEry 8L Bl
CVID B » {BESHERRH MR G 2528 -

RIM56 B e 0 22 52 9 v FE A » LIP Al AH
EHER MR AR REEFR - IRE S
AR Ry HA B M s - B RZET H AR 2 R
Wy - AER A0 S fHRBE R o Ml X E %
2k e EEM b - HEBR R L] DUEE By
LIP 4% o 5 | > EEEHBAS HBEQER
PEL HIV KRGS 5 2l 8% o] LIS e ]
B s —fe2RER » TR IR ERIE AR BT 50 52 e L AT
RECREE - T LIP RURIHATEER - ARG Bk Bk
EEGR - PIERI S £ 1L ERED .

HAhfhEf RS IR

BT bt PR s - AEF S Sk B R
ot A S e A A - ARG ([N ) ~
MERERE (BEL) kB TEME (E\) F (R
=) s B ERRBI AAE /AT - EARR R
R~ SRR~ Bt EFEE A - KD
REELHIRIA] -

AR 2R R AR R 2R

A0V S A S o T Y 9 S 1 R
5 U2 R AR o N T A — B¢ A
R PR S BRSO AR 7E R Y
W e R IR - TR AT
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PSS o 52 16 U AT ] DASE — 25 AR e iy
M > DURGE TS P R S 2R HE i 0 208 ek 28
S R RHE (B ) - AEt B HEE
R G REW S8 75 2 Wm0 B

B\ : 1BIEBEUERTA (Chronic hypersensitivity pneu-
monitis) tHOJEE B BIERE (BEEH)

K= : REMINTEEFESE

B3

LDLE a5 U2 B Bh B /N2 B[] - i i%
TR T T S A H AR PR R B B B AT RS
FVYEEH T LAM ~ LCH ~ BHD k2 LIP VY 1 ¥
18 ity 1S 2 i 5 B Y TR AT IR 22~ B R R B K
HRCT s2 i DAL LR -

& AE

A 1 Y M S L A — R AR RO
A A BRI R R - ERAITE S 2B
EEIRZ BRI RN - BRR_Er e th e
ARIAE AR A ~ M frs <5 = £ o f AT 12 7R M B e
s 8T DU AR I SR B M 2 1 - BT ik
FEPIA A B ZHURERE - thE B — el AN ZH 2
SR Y] Fr B HEAS 22 B o P i v 1 A 0 2
R 2R A R R B — 2 R sEes
TEPRITIBSEE ~ J595 R THR -

1. Neoplastic fEsg 1%

Lymphangioleiomyomatosis

Pulmonary Langerhans cell histiocytosis, Erdheim Chester disease (non-

. Genetic/developmental/

congenital {4

Langerhans cell histiocytosis)

Other primary and metastatic neoplasms (sarcomas, adenocarcinomas,

pleuropulmonary blastoma, etc.)

Birt-Hogg-Dubé syndrome, Proteus syndrome, neurofibromatosis, Ehlers-Danlos

syndrome, congenital pulmonary airway malformation

Lymphocytic interstitial pneumonia/ follicular bronchiolitis

Recurrent respiratory papillomatosis

Pulmonary Langerhans cell histiocytosis
Desquamative interstitial pneumonia
Respiratory bronchiolitis-interstitial lung disease

3. Associated with lymphoproliferative
disorders Amyloidosis
ERLPPR O 4 i AR Light-chain deposition disease
4. Infectious EKHLE Pneumocystis jiroveci pnemonia
Staphylococcal pneumonia
Paragonimiasis
5 Associated with interstitial lung diseases  Hypersensitivity pneumonitis
R [ A E Sarcoidosis
6. Smoking related A FHES
7. Other/ miscellaneous H:At Post-traumatic pseudocysts
Fire-eater’s lung
Hyper-IgE syndrome
8. DCLD mimics ZiR IR Emphysema

al-antitrypsin deficiency
Bronchiectasis
Honeycombing in late-stage interstitial lung diseases
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B RE = AT
BT &

ZRBRIME

253 (Cavity): SNEE > 2mm

858 (Bullae)
fE1F% 55 i 5 A& (Paraseptal emphysema):
ERESE - R

B E R 4E(E (Honeycombing):
THERT - RERE (1-3mm) * BE
#A1em - REHARS EE M AD SR MIAE(EROSRIR

fii/ )\ 22 ch R i SR (Centrilobular
emphysema):

RAPRRIMEE - hRTJBEEZM/\ENAK

TS 555 (Cystic bronchiectasis):

EEREEAREE FEEENR

B ERIBE

G4 H (Nodule) TR ot

1E (GGO)
o ] 40-60p% 41+ RS GR RERE R E AR S KM 5 o HES - RERESE - BOEE NEY
e e R | SRR S S - O s
PP e q LIPS SOt/ NERIRERE - GO - FEfEEE
ez cronrpaving 1 THESERERIES  SEHEE | w0 ERLEEL - A8 - ST
FE 25 Sy A LTS Bk S 1 s ) 2 5 AR AR N B e
UHE + GGOZ A3 AR A T HligE ~ A g - NHEEE ~ BHE N AT BREEREE
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LAM: Lymphangioleiomyomatosis; PLCH: Pulmonary Langerhans cell histiocytosis; LIP: Lymphocytic interstitial pneumonia;
BHD: Burt-Hogg-Dubé syndrome; HIV: human immunodeficiency virus; VEGF-D: Vascular endothelial growth factor-D; LCDD:
Light-chain deposition disease.
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Diffuse cystic lung disease represents a diverse group of uncommon disorders, which are characterized by
cystic change in every lobe of the lung. They're usually chronic onset, and each disease has its distinct epidemiology
and manifestation. Knowledge of diffuse cystic lung disease has increased in the past decade with the widespread
use of high-resolution computed tomography (HRCT) imaging. The size, shape and distribution of the cysts as well
as other associated findings offer useful information on diagnosis. The main diseases that are discussed in this
review are lymphangioleiomyomatosis, pulmonary Langerhans cell histiocytosis, Birt-Hogg-Dubé syndrome and
lymphocytic interstitial pneumonia. By using the images of the HRCT and incorporating the patient's clinical history,
physical examination and laboratory findings, it likely makes a confident and accurate diagnosis without the need
for surgical lung biopsy. Due to the rarity of cystic lung diseases, more research needs to be done to have better
understanding of their pathophysiology and prognosis. (J Intern Med Taiwan 2020; 31: 18-29)
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