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Table1: ISSVA classification for vascular anomalies
(Approved at the 20" ISSVA Workshop, Melbourne, April 2014)

Vascular anomalies

Vascular tumors

Vascular malformations

Benign
Locally
aggressive or

borderline

Malignant

Simple Combined** | of major | association with
named vessels | other anomalies

Capillary (CM) CVM, CLM See table 2 See table 3

Lymphatic (LM) LVM, CLVM

Venous (VM) CAVM*

Arteriovenous CLAVM*

(AVM)* others

Arteriovenous
fistula (AVF)

*: high-flow lesions

**. defined as two or more vascular malformations found in one lesion
Modified from the table on the ISSVA website

Table 2: Anomalies of major named vessels

(aka “channel type” or “truncal” vascular malformations)

Affect
lymphatics
veins

arteries

Anomalies of
origin
course
number

length

diameter (aplasia, hypoplasia, stenosis, ectasia / aneurysm)

valves

communication (AVF)

persistence (of embryonal vessel)




Modified from the table on the ISSVA website

Table 3: Vascular malformations associated with other anomalies

Vascular malformations genetics
Klippel-Treanaunay syndrome: CM + VM +/- LM + limb overgrowth
Parkes Weber syndrome: CM + AVF + limb overgrowth RASA 1
Servelle-Martorell syndrome: limb VM + bone overgrowth
Sturge-Weber syndrome: facial + leptomeningeal CM + eye anomalies | GNAQ

+/- bone and/or soft tissue overgrowth
Limb CM + congenital non-progressive limb hypertrophy
Maffucci syndrome: VM +/- spindle-cell hemangioma + enchondroma
Macrocephaly - CM (M-CM / MCAP) PIK3CA
Microcephaly - CM (MICCAP) STAMBP
CLOVES syndrome: LM + VM + CM +/- AVM + lipomatous overgrowth | PIK3CA
Proteus syndrome: CM, VM and/or LM + asymmetrical somatic | AKT1
overgrowth
Bannayan-Reiley-Ruvalcaba syndrome: AVM + VM + macrocephaly, | PTEN
lipomatous overgrowth
M-CM: macrocephaly-capillary malformation
MCAP: megalencephaly-capillary malformation-polymicrogyria
MICCAP: microcephaly-capillary malformation
Modified from the table on the ISSVA website
Table 4: Schobinger Clinical Staging of AVM
Stage Description
| (Quiescence) Pink-bluish stain, warmth, and AV
shunting by Doppler scanning

Il (Expansion) Same as stage |, plus enlargement,

tense veins

pulsations, thrill, bruit, and tortuous /

Il (Destructive) Same as stage I, plus either dystrophic

persistent pain, or necrosis

cutaneous changes, ulceration, bleeding,

IV (Decompensasion) Same as stage lll, plus cardiac failure




