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K1 2 REBOREDOES

(D) BRE

Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Bone lesions 55 (70%) 18 (43%) 37 (100%) <. 0001
Osteolysis 53 (67%) 16 (38%) 37(100%) <. 0001
Pathological fracture 16 (20%) 1(2%) 15 (40%) <. 0001
Lateral curvature 10(13%) 4(10%) 6 (16%) . 502
Leg length discrepancy  6(8%) 1(2%) 5(14%) . 093
(2) BEWE
(Osteolysis lesions) Total (n=53) Lymphangiomatosis (n=16) GSD (n=37) P value
Soft tissue infiltration 21 (40%) 1(6%) 20 (54%) . 0016
Number of bones involved 6.0(1.0~7.0) 7.4(1.0-12.0) 5.7(1.5-6.6) 0. 466
(median) (IQR)
Axial skeleton 38(72%) 12 (75%) 26 (70%) 1
Skull 13 (25%) 2(13%) 11 (30%) . 298
Spine 24 (45%) 9 (56%) 15 (41%) . 1372
Rib 11(21%) 3(19%) 8(22%) 1
Appendicular skeleton 26 (49%) 4(25%) 22 (59%) . 035
Scapula, clavicle 4 (8%) 1(6%) 3(8%) 1
Pelvis, ilium 11(21%) 3(19%) 8(22%) 1
Four limbs 21 (40%) 3(19%) 18 (49%) . 066
(3) Maspimzs
Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Thoracic lesions 52 (66%) 34 (81%) 15 (41%) <. 0001
Pleural effusion (chylothorax) 43 (57%) 30 (71%) 13(35%) . 0016
Mediastinal lesion 18(23%) 16 (38%) 4(11%) . 0009
Cardiac effusion 14 (18%) 12(29%) 3(8%) . 0081
Heart failure 4(5%) 4(10%) 1(3%) . 119
Cardiac tamponade 2(3%) 2(5%) 0 . 496
(4) MEFBIZS
Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Abdominal lesions 37(47%) 27 (64%) 8(22%) . 0001
Spleen involvement 28 (35%) 17 (54%) 10(27%) . 241
Ascites fluid 21(27%) 17 (40%) 4(11%) . 004
Splenochepatomegaly 5 (6%) 3(7%) 2 (6%) 1
Gastrointestinal hemorrhage 2 (3%) 2 (5%) 0 . 498



(5) BEmZE

Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Skin lesions 27 (34%) 14 (33%) 13 (35%) 1
Lymphorrhea 7(9%) 4(10%) 3(8%) 1
Lymphedema 16 (20%) 7(17%) 9(24%) . 575
Subcutaneous bleeding 7 (9%) 4(10%) 3(8%) 1
(6) FRERE
Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Neurological disorder 4(5%) 0 4(12%) . 038
Spinal fluid leakage  4(5%) 0 4(12%) . 038
" Meningitis 4(5%) 0 4 (12%) .038
Facial palsy 2(3%) 0 2 (6%) . 202
Deafness 2(3%) 0 2(6%) . 202
Cerebral stroke 1(1%) 0 1(3%) .453
(7) Mk RS
Total (n=79) Lymphangiomatosis (n=42) GSD (n=37) P value
Abnormal laboratory values 49 (62%) 30(71%) 19(51%) . 103
Coagulation disorder 43 (54%) 29 (69%) 14 (38%) . 007
Elevated FDP / D-dimer 39 (49%) 26 (62%) 13(35%) . 024
Thrombocytopenia 15(19%) 14(33%) 1(3%) . 0004
(less than 10X 10° cells/1)
Low fibrinogen 7(9%) 6 (14%) 1(3%) . 114
(less than 150 mg/dL)
DIC 8(10%) 8 (19%) 0 . 006
F2 BEREDOIAL L EEEY 2R EEESEAT
Bone lesion Visceral involvement P value RR 95%CI
Rib Thoracic . 004 9. 020 1.27 - 64.006
Abdominal 1 0.938 0.523 - 1.684
Scapula, clavicle Thoracic . 315 1. 489 1.264 - 1.755
Abdominal . 660 1.309 0.613 - 2.795
Spine Thoracic 790 0. 937 0.650 - 1.351
Abdominal 805 0. 927 0.543 - 1.580
Pelvis, ilium Thoracic . 480 1. 238 0.865 - 1.772
Abdominal . 203 1. 455 0.937 - 2.257



3 BRIEIRERENL & B & OB

P value RR 95%CI

Spleen Coagulation disorder . 096 1. 45 0.974 - 2.157

Thrombocytopenia .010 2.65 1.319 - 5.323

Elevated FDP/D-dimer <, 001 3.17 1.641 - 6.127

Low fibrinogen . 002 6. 00 1.779 - 20.23

DIC . 088 2.94 0.943 - 9.150

Thoracic Spleen . 314 1.50 0.739 - 3.045

Ascites fluid . 134 2.58 0.785 - 8.503

Coagulation disorder . 006 2.29 1.179 - 4.432

Pleural Ascites fluid . 034 2.791 1.023 - 7.615
effusion

Coagulation disorder . 159 1. 435 0.910 - 2.263
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