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ISSVA

EDC

International Society for the Study
of Vascular Anomalies(ISSVA)

Lymphatic
malformations LMs
1 LMs
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Fisher’s exact test
the unpaired t test

(ANG1, ANG2, Granulocyte-colony
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, sVEGFR1,
SVEGFR2, sVEGFR3, Platelet-derived
growth factor-AB/BB, mTOR)

GLA KLA
Wilcoxon’s rank sum test

Receiver

operating characteristic (ROC) area
under the curve (AUC)

ISSVA

1 LMs
a GLA KLA
GLA42 KLA12

GLA
13 29 KLA 9
3 (p=0.0089)
GLA 11.6
KLA6.2 1
GLA34.3 KLA22.2

GLA9.7+ 234 0.4+ 1.0

GLA 405 KLA 50

GLA24 KLAO
GLA
KLA

GLA

85.7 KLA 100
GLA
28.6% KLA 75% p=0.0063
KLA
(GLA 14.3% KLA 66.7% p 0.001
GLA
76.2 KLA 50

KLA

KLA 100
GLA 595
(p=0.004) FDP D-dimer
5 Jul
(GLA

KLA

KLA
11.9% KLA 66.7%

KLA

(b)
GLA21

p 0.001
(p=0.0268)

KLA 11
KLA
VEGFR3 ANG2 HGF soluble HER2,
tenascin C soluble HGFR  GLA
VEGFR3 ANG2
10 soluble
VEGFR1 soluble TIE2 KLA
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Vascular tumor
Benign vascular
tumor
Infantile hemangioma: IH
PHACE association/syndrome
LUMBAR (SACRAL, PELVIS)
association / syndrome
Congenital hemangioma  Rapidly

involuting congenital hemangioma
(RICH) Non-involuting congenital
hemangioma (NICH) Partially
involuting congenital hemangioma
(PICH) Tufted angioma:
TA with Kasabach-Merritt
phenomenon (TA with KMP) without
Kasabach-Merritt phenomenon (TA
without KMP)

Locally
aggressive or borderline vascular
tumors

Kaposiform hemangioendothelioma:
KHE with Kasabach-Merritt
phenomenon (KHE with KMP) without
Kasabach-Merritt phenomenon (KHE
without KMP)

(Retiform hemangioendothelioma)

Papillary intralymphatic
angioendothelioma (PILA)
Pseudomyogenic
hemangioendothelioma

Infantile hemangioma
Congenital
hemangioma

(Vascular malformation)
1) Capillary
malformations (CM)

CM with CNS and/or
ocular anomalies Sturge-Weber
syndrome
Diffuse CM with overgrowth (DCMO)
CM of MIC-CAP
(microcephaly-capillary
malformation) CM of MCAP
(megalencephaly-capillary
malformation-polymicrogyria) CM of
CM-AVM

Cutis marmorata telangiectatica
congenita (CMTC)
2) Lymphatic
malformations (LM)

Generalized
lymphatic anomaly (GLA) Kaposiform
lymphangiomatosis (KLA)
(Gorham-Stout disease: GSD)

Channel type LM Central
conducting lymphatic anomaly)

Primary intestinal
lymphangiectasia: PIL
Pulmonary lymphangiectasia

“Acquired”  progressive lymphatic
anomaly (so called acquired
progressive "lymphangioma")

Primary lymphedema

3) Venous malformations
(VM)
Venous malformations

(VM) Familial VM cutaneo-mucosal
(VMCM)

Blue rubber bleb nevus (Bean)
syndrome VM  Familial intraosseous
vascular malformation (VMOS)

4) Arteriovenous
malformations (AVM)

5) Combined
vascular malformations

6)

Vascular
malformations associated with other
anomalies




Klippel-Trenaunay syndrome
Parkes Weber syndrome
Servelle-Martorell syndrome Limb CM
+ congenital non-progressive limb
overgrowth Maffucci
syndrome  Macrocephaly -CM (M-CM

[ MCAP) Microcephaly -CM
(MICCAP) CLOVES
syndrome Proteus
syndrome

Bannayan-Riley-Ruvalcaba syndrome
CLAPO syndrome

Provisionally unclassified vascular
anomalies

Intramuscular hemangioma
Multifocal
lymphangioendotheliomatosis with
thrombocytopenia / cutaneovisceral
angiomatosis with thrombocytopenia
(MLT/CAT) PTEN (type) hamartoma
of soft tissue / "angiomatosis" of soft
tissue (PHOST) Fibro adipose
vascular anomaly (FAVA)
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