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MALTGNANT ENDOVASCULAR PAPILLARY HEMANGlOENDOTHELIOMA 

OF THE SKIN 

The Nosological Situa1ion 
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Abstract. Description of a case of malignam endovascular 
papillary hemangioendothelioma af thc skin. in accordance 
with pre,ent-day criteria for it� individuali7alion. The 
problem� IO\'olvcd in 11s nosolog,cal descript,on are 
analy,ed. and lhe nlces,ity ta prcceed 10 a complete 
surgical excision and possibly evcn to a regional lymph 
nodc dis�cction, h argucd. 

"Among the prerequisites for comparative studies 

of cancer are inlernational agrcemcnt on histo­
logical criteria for the classification of cancer 
types and a standanlized nomenclature." With 
these words, the WHO begins the prefacc to 
Volumc 3 of its recent lnternational Histological 

Classification of the Tumours; a little later in the 
same \'O)ume. En✓inger (6) adds: "Although 
kno>wledge of soft ussue tumours has increased 
greatly in recent years, there is still much eon­

fusion concerning their incidcncc and bchaviour 
and the best mode of therapy". 

Both statements are worthy of meticulous con­
sideration. above all when onc is concerncd with 

malignant vascular tumours rarely met wilh. in­

volving a terminology of the most varied kind 
and considerable difficulties in histological inter­

pretation and classification. 

Among the most recent classifications, are 
Wilson Jones' (13) (Table I): and Mascaro's (10) 

(Table Il). 
Tf it is the ca\e. as we have indicatcd. that 

malignant vascular tumours arc out of the ordi­
nary, much morc so is angioendothelioma, con­
sidered in isolation (3. 8). The following data are 

in this sense very significant: at the Bellevue 
Hospital in New York, betwccn 1925 and 1946, 

there were only 8 cases (5); at the Mayo Clinic, 

among cancers of the pelvis operated on between 
1935 and 1954, 2 hemangioendotheliomas are re­
corded (7): and, up to 1965. J 55 observation� 
wcre made at the Laboratory of Surgical Patho­

logy of Columbia Universily, of which the greater 
part were visceral or o�seous in their localization 
(12). 

lt is necessary to draw attention to the great 

variety of descriptive nomenclature used in refer­
ence to malignant tumours. localiscd or regional, 
of the vascular endothelium: viz. angioendothcli­

oma, angiofibrosarcoma, angiosarcoma, endo­
theliosarcoma, hemangioendotheliosarcoma, hem­
angioblastoma, hemangioendothelioblastoma, ma­
lignant endothelioma. angioblastoma. and ma­

lignant hemangioendothelioma. thc latler denomi­
nalion being the one acccpted by the Committcc 

on Tumour Nomenclature of the I nternational 

Union against Cancer. 

In addition, there arc certain histological types 

in connexion wilh which lhe question arises as 

lo whether or not they are in fact malignanl 
tumours, and even whether or not thcy are really 

genuine vascular tumours. This is the case with 

regard to cnclovascular papillary (vegetating) 
hemangioendothelioma, a case of which we had 

occasion to �ludy. 

CASE RCPORT 

A .54-year-old wh,te man, boen in the provinc� af Granada 
{Spain). was cxamined on 23 April 1971. llc had a bard 
infiltration on thc upper edgc af the left e�terior ear, 
some pain, a central ulcer wilh clearly-delincntcd barders, 
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Table I. Ma/ignant l'C1xc11lar t11111011rsa 

I. Mafig11an1 a11gioi'11do1Ju>homa 
1.1. ldiopa1h1c
1.2. Secondary lo ... 
1.2.1. Lympha11giectasi, in chronic lymphoedema, (1hc cum-

moncst exampl!.! bcing thc Stcwun and Tre"t:' lumour) 
1.2.2. Rad1otherap) 
1.2.3. Va<cular nac, i 

2. Angio.wrcoma 

3. Kaposi's snrcoma

4. Malig11am hema11,eioper,cyronw 

0 According to Wilson Jones. E. (IJ). 

violct-colourcd ery1hema, bleeding casily. and n;cr.>Lic 
base (Fig. IJ. The proce,, bad s1ancd in December 1970, 
with ederna and blui,h-red colourinl!, ulccralini: after 
2 month,. There were no palpable lymph nodc,. Clinico­
analytic examination and radiology wcrc normal. 

A '"punch" biopsy, diameter 5 mm. of the bo1dcrs of 
1he ulccr was carried out. It was fi�cd in formalin. cm­
bedded in paraffin and sectiooed at 5 µm. Slaining: 
Hemaloxyiln-eosin, anti Bielscbow,1..y-Maresch mc1hod. 

/-lislo(J<1lltological e;\l/111i11atio11 providcd the following 
informalion: Alrophy of lhc cpidermi,, wi1h :1lmo,1 recti­
linear dcrmo-epidermal junc:ure. Al ,omc p:>in:,. h} p�r­
kerato"'• predominanll} follicular: al 01her,,. exulc:ra1icn 
and ulccra11on panly co,crcd by ,erohaematic cru,1. 

The wholc of the tlcrmis, witb evident thickening, was 
occupicd by very swollcn, interco111municating and poorly 
defined capillaries. 1he cndotbelium of "hich wa, .Il) pical, 
var)"ing in ,ize and ,hape, and in many place, projcc;ing 
mwards 111 in1erwoven P"Pilliform digitations "1\h the 
appearancc of gi.1nt rena! glomcruli (Figs. 2, 3). In lh� 
lumen of the vascular channels 1hcrc wcre many red and 
whitc blood cells {Fig 4). The cntlothelial cell,, wi1hin 
varying grades of diffcrcntiation, "crc pleomorphic.:. and 
showctl anisocy1osb and nucleocy1oplasmic anom.ilies. 
In some, thc protopln,m was scarcc and ba,ophil,c, and 
in otben, clcarly aciclophilic or in plain vacuolirntion. 
Nuclc,1r h) perchruma1hm was con,u1111. lnfrequent miw,is. 
but al} pical. Cell aggrcga1e, floated free in thi lumim 
of \'Cswb. Some cell, furmed sync)•tiae. There werc alsJ 
cellular groups remini,ccnt of adipo,c tissue, having cx­
centric nuclci, which lay beLween Lhe capillarie, in th� 

Table 11. i\,fa/ig11a11t rasc11/ar r11111011rs'1 

I. Perirltelial pro/iferat/011
I.I. Fibroblastic:
I. I. I. S»tcma1ized (Kapo�i·s disea,c)
1.1.2. L

0

ocalised or regional (Angiopo,ctic Fibrosarcoma) 
1.2. Penn-rary: Malignant hemangiopcricyloma 

2. Em/01!,C'/iat protifamiu11
2.1. Sy�tcmatized. Systcmatized proliferating Angiocndothe­

l)omatosis 
2.2. Locnh,ed or regional. Malignanl Cndothelioma, 

0 According lo Mascaro Ballester, J. M. (10). 
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F,�. J. Hart! infiltration on the upper ed11e of 1hc hclix. 
left cxterior car, with central uicer. clearly outlined 
horders whicb blccd casily. and nccrotic buse. 

,troma: some wcrc anapla,tic and surrnundcd by re-
1ic11lum fibre,, like the va,cul:ir chnnnch, a, ,hown by 
thc i,pccific stainings. Fibrosis and ederna of the s1ro111a 
round the tumornl and capillary masses were cvidenl. 

l)iagnosis: :\lahl!nant endo,:iscular papillary hemangio­
endothclioma. 

Wc therefore pcrformed a complele surgicnl cx1irpa1ion 
of 1hc 111mour. On gross examination, 1he piccc removccl, 
wh�n cut in half, showed an ulccrnted zonc below which 
wa, a briule. ,pong>, greyi,b 1b,ue \\ ith ,ome baemor­
rhaging SJ)OIS. 

I I was impo"ible lo determinc 1he lim it, of the upper 
c<l�c of the c:.n cnr1iluge. lH,tological c,.._un,inulion con­
firmcd tb: dat:i gi\'Cn above, revealing and corroborating 
the panial destruction of lhJ underlying car1ilage. The 
fw�cn ,ec1ions "hich were ,tained wilh Sudan l V sbowecl 
an ab<ence of fal in celh similur 10 1hat in adipose tbsue. 
One year aftcr Lhe operation, Lhc clinical curc c)ntinues. 
"ithout adenopathy. The pa1icnt remain, under observa­
tion. 

DlSCUSSION 

Masson (1 l) described an endothelial. papilli­

ferous proliferation in a hcmorrhoidal mass, call­

ing it '·hemangioendotheliome vcgetante intra­

va\culaire": and later Henschen (9) clemonstrated 

hi�tologically similar lcsions al olher sitcs (ure­

teral caruncle, na�al pol} ps. lar) nges, in the diges­

th c tract, the uterus ... ). 

More recently, Civatte & TTarter (2) have shown 

a case localised in the facial skin, and Dabska (4) 

of the Institulc of Oncology in Warsaw has 

studied in detail 6 cases in children observed O\er 

a period of 14 }ears (I 953-1967) (Tablc 111). 
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According to her observations, she distinguishes 
two clinical varieties, the one where there exists 
a diffuse swelling of the skin, and the other 
where there is a real intradermal tumoration, 
implying a local invasive capacity and possible 
metastatic lymph nodes. Histologically, lhe mani­
festation is similar to a marked endovascular pa­
pilliferous proliferation of the atypical endo­
lhelium, which. when projected in the vascular 
lumen, gives to the affecled vessels the appear­
ance of giant rena! glomeruli. Taking into account 
the relative malignancy of the tumour, Dabska 

Fig. 3. lnterwoven papilliform digitations with the appear­
ancr of "giant rena( glomeruli·' (H.E., x 90). 

Fig. 2. The wholc of the dermis is cccupied 
by swollen, intercommunicating and poorly 
defined capillaries, the endothelium of which 
projects inwards, forming interwoven papilli­
form digitations (H.E., x 35) . 

proposes the name "malignant endovascular pap­
illary angioendothelioma" and advises complete 
surgicat excision, followed by dissection of the 
regional lymph nodes. Radiotherapy is not ef­
fective. 

The clinical-histological situation described evi­
dences all the characteristics necessary for a pre­
cise diagnosis (4, 11). We draw attention to the 
topography (the exterior ear) and the destruction 
of cartilage (which we have not found in any puh­
lished description), the age of the patient (fre­
quent nevertheless in "classic" maJignant hem­
angioendothelioma), and the clinical appearance 
of the tumour with central ulceration (only one 
of Dabska's cases, numbcr 2, was ulccrated, and 
it was localised to the heel). 

Two fundamental problems arise: 
l .  Is il a vascular tumour, or is it a question

of a histological manifestation, caused by the 
thrombosis and partiat recanalization of a vessel? 
The latter is hardly probable since in no case are 
we dealing with a single capillary (1), but always 
with many-all the dermal capillaries are affected. 
Furthermore, in cases of cutaneous affections in 
which thrombosis and partial recanalization are 
common, as happens for example with late chronic 
radiodermalitis, we have not found a histological 
example of the kind we ,ire now dealing with, 
and there are no bibliographical references in 
support. 

2. Are we concerned with a benign vascular
tumour, or an authentic malignant one? In agree­
ment with Dabska (4), the existence of mitosis 
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Fig. 4. The lumen of the vascular channcls is filled by 
many red and wbite blood cells. Pleomorphic endothelium 
(H.E., x 250). 

and nucleocytoplasmic anomalies, as well as of 

identical situations in the regional lymph nodes 

which are interpreted as metastatic, lead one to 

judge the case as one of a tumour, at the very 

least potentially malignanl, and in consequence 

radical treatment (surgical excision) is unavoid­
able. Furthermore, it woulcl be difficult to find 
an explanation for the destruction of cartilage or 

bone (4) if the tumour were benign. 

To sum up, we believe that the endovascular 

papillary hemangioendothelioma corresponds to a 

neoplastic proliferation of the endothelium and 

must be considered as a variant of ''malignant 

hemangioendothelioma". Its clinical analysis is 

not very precise and is variable; its histology, on

the other hane!, allows or its identification. Tak­
ing into account its evolutionary characteristics 

and the possibility of metastasis, radical and de-

Table ll[. Malignant endovascular papillary he111a11gioe11dotheliomaa 

Marie Sklodo"•ska Curie lnstitute of Oncology, Warsaw 

Diam. si.le 
Sex Location (cm) 

� Knee 9 

cJ Heel 4 

� Cheek 4 

� Templc 8 

� Neck 5 

cJ Palm 5 

a Modified from Dabska, M. (4). 
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Metastases Treatment 

No 1949: X-ray 
1953: cxcision 

No 1956: excision 

No 1951: X-ray 
1956: electroexcision 
1957: electrodesiccation 

No J 957: excision. then X-ray 

Reg. lymph node 1961: excision 

Axillary lymph 1963: Amputation of 3 fingers 
nodes and metacarpals 

Follow-up 
(years) 

14 

11 

16 

JO 

6 

4 
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finitive treatment is inescapable, and is achieved 

by the necessary surgical excision since it is 

radio-resistanl. 
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