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BPR BOIRIFERT O MU 2 HAE RS D,
MEFE, Vo NEFEICEDLYA D
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stimulating factor, HB-EGF, HGF,
Interleukin-8, Leptin, VEGFA, VEGFC,

VEGFD, Angiostatin, sAXL,
sc-KIT/sSCFR, eE-Selectin, sHER2,
sHER3, sHGFR/sc-MET, Tenascin C,

Thrombospondin-2, sTIE2, sVEGFRI,
sVEGFR2, sVEGFR3, Platelet-derived
growth factor-AB/BB, mTOR) % f@##A1Z
HIE L, IE% 2> b e — LB GLA &, KLA
DOFETDEV % Wilcoxon’s rank sum test
TN LT, Elo3 A A~—D— {5
i ol A4 NI A D Receiver
operating characteristic (ROC) . area
under the curve (AUC) % T\ k|
BREL Dy NATEERB LT,
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(a) GLA. KLA DRgES DT

1) GLA42 %] KLA12 25k L C FERE T .
BRIRIEAR . P& 2T L, Faharic iz
WZIEWRH DN E D ERE LT, GLA 135
13 i, % 29 Bzt L, KLA (3% 9%, &
35 & BN BN 7)o 72 (p=0.0089), %
O, FEIERFEER (GLA O3 11.6 1%,
KLA6.2 %) . 1 % A i O E 6] O F &
(GLA34.3% . KLLA22.2%) . F&JED 5 2
F CTOHIM (GLA9.7+23.4 7 H . 0.4%+1.0
MA) CHEEEIXR o, FIEFIER,
WEE R IR R 3R & 2 3o 7,
HIRZ X GLA @ 40.5% . KLA @ 50%\Z
RDTZN, ZTORBIZEIT <, BRICY
FAMEICEHT D ERIRE 2RO, BT
I TH o7~ (GLA2.4%., KLAO %),
wo(ii, #EkE) JWEIC >V T, GLA @
85.7% . KLA @ 100%I|Zi8 & 7=, KLA [t
RIFAEN GLA LV b HRIZE -7 (GLA
28.6%, KLA 75%. p=0.0063), & 5|21
PEDOFEK KL KLA ICHEBEIZE o1
(GLA 14.3%. KLA 66.7%. p<0.001) &
5, g7 &) 22Tk, GLA @
76.2% . KLA @ 50%\Z388 7=, 26 < 13 Ml
JRAETH 7273, KLA TIE/KZ R0 7= 5EH
TN T,

BER AN DUV TR, FRICEERE 25 2300
52 ERE ol KLA T 100%I258%
72DIZ% LT .GLA X 59.5% & A &EIZKLA
(2% 0>- 7= (p=0.004), FDP, D-dimer ®
HUAMZ, EE /D (5 75/l LLTF)
DOIEMFNIT KLA IZH REIZE - 72 (GLA
11.9%. KLA 66.7%. p<0.001), T%#%&I%
KLA A EIZHE ) - 72 (p=0.0268),
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GLA21 i, KLA @ 11 % D iR¥ERTO I
e A h A ERELIZE Z A, KLA
@ VEGFR3, ANG2, HGF, soluble HER2,
tenascin C. soluble HGFR 75 GLA (2 LY
BEIZE -T2, VEGFR3. ANG2 I345iz
10 LA EDOEEZRD T, KT, soluble
VEGFR1 ¢ soluble TIE2 i3 KLA 23 &
Krotz, (K1) ZNED/ A ﬁ‘v—ﬁ
—|ZHOWT, By b 7EEEH L,
b)GLA. KLA DR S L2

T 25 Y 2 1R
B

INETOMR, BILUBEED @R L
Mo, BREBORE, EHAZUTOL D

WCE & T,
+ GLA/KLA
Other Lymphangiomatosis,
terms pulmonary
lymphangiomatosis,
diffuse pulmonary
lymphangiomatosis

Definition | The lymphatic anomaly of
diffuse or multicentric
proliferative lesions as an
aggressive disease of the
lymphatic system

Clinical Multiple organ
feature | involvement
s (mediastinum, lungs,

bone, spleen, and soft
tissues) involving pleural
and pericardial effusion,
ascites, mediastinal mass,
multiple cystic splenic
lesions, gastrointestinal
hemorrhage, multiple
bone osteolysis,
lymphedema, skin
involvement, lymphorrhea

- GSD(Gorham-Stout disease)

resorption. Pathological
fracture, pain, chronic
lymphedema, lymphorrhea,
asymmetric  girth, joint
abnormalities, leg length
discrepancy, and scoliosis.
Pleural effusion caused by
osteolysis of rib bones,
thoracic vertebrae, and
clavicle

- Channel type (VU >/~ LIEIE)

Other CCLA, PIL, and
terms pulmonary
lymphangiectasia
Definition | Dilated lymphatic
channels, distal
obstruction affecting
lymphatic drainage , and
lymphatic channel
dysmotility
Clinical Chylothorax, pulmonary
feature | lymphangiectasia, or
S protein-losing

enteropathy. It depends on
the affected sites of the
anomaly. The etiology 1is
poorly understood. These
diseases  have an
structural abnormality of
lymphatic pathological
processes

- GLA vs. KLA (#&R1],5)

Other Gorham—Stout syndrome,
terms Gorham’s disease,

vanishing bone disease,

massive osteolysis

- KLA patients have more serious
symptoms (thrombocytopenia and
hemorrhagic pleural effusion) and
a more unfavorable prognosis than
those with GLA.

Both diseases show dilated,
malformed lymphatic channels, but
KLA partially shows foci of
pattern-less clusters of spindle
cells.

+Ang-2, Ang-2/Ang-1: KLA > controls,
GLA

- GLA/KLA vs. GSD (#51],5)

Definition | Progressive destruction and
resorption slowly or rapidly.
The presence of lymphatics
or blood vessels in areas
adjacent to the osteolytic

bone

Clinical Osteolysis of any bone

features | (skull, maxillofacial
skeleton, ribs, pelvis, spine,
arms and legs)
progressively and
destructively. Cortical bone

GLA/KLA: multiple, lytic, and
non-progressive
GSD: progressive, infiltrative and the
loss of cortical bone.

+ GSD: appendicular skeleton, ribs,
cranium, clavicle, and cervical
spine; GLA: spine, skull

Bone fracture and soft-tissue
infiltration surrounding osteolytic
lesion: GSD > GLA/KLA

+ GSD: increasing serum BAP, CTX-1,
1L-6, RANKL, OPG/free RANKL
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