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Caplllary: IHemangioma

One of the moest common; Benign
erbjtal tlimers efi Infiancy,

Typically absent at birth and
characteristically have rapid
growitni i Infancy With later
spontaneous, invelution

Distinguish firem vascular
malfermatiens

s Present at birth

= Veny slow growth with: persistence

inte adult life
About 50% In head and neck
region

30% at birth
100%: oy age 6 months




Pathephysielogy.

IHamartomateus preliferations of vascular
endoethelialfcells

Proeliferative: phase

s From 8-18 months

» Increased endothelial and mast cells

InvelUutienal phase
x 50% ) Invelute by age 5 years
x /0% Involute by age 7 years

x| Viast cell numibers decrease to normal and there Is a
decrease in endoethelialiand mast cell activity



Synadromes

Kasalhach-Merrtt synadreme
a Mortality rates: firony 30-50%

s Consumption coagulepathy and thremiocytepenia secondany. to platelet
seguestration

a Disseminatediintravasecularr coagulation
s High-eutput cengestive heart failure

Ophthalmic merhiaity

s Space-eccupying effiects

s Deprvation amblyepia in the affiected eye i the'lesion Is large enough
to directly’ occlude the visuall axis

s Anisemetropic amblyepia Iff cormeal distertion and astigmatism eccur



Treatment

Observation!
Corticosteroids

s Topicall steroid fermulations for cutaneous lesions

s Injectable steroid formulations alse are: used 1 the treatment ofi these
lesions.

s Systemic corticosteroids are  used for amblyogenic life-threatening
lesions.

Excellent respoense in 30%) of patients;, a questionable response! in 40%,
Interferon altia-2a
a Preventng endethelial cell migration i capilian/ henmangienias

a Adverse effiects include fever, chills, arthralgias, and retinal
Vasculepatay.

s Spastic diplegia in 20% in seme reports



Treatment

Laser surgeny. contreversial
m COZ laser with  hemostatic effects

a Other lasers used mnclude thhe argoen laser and Nd:YAG
|aSer

s Pulsed dye laser Isionly effective for very superticial
lesions; Its mechanismioff action: Is toe slow

Incisionall surgical technigues; varianle: SUCCess
a Surgicalfigatien equivecal results

= Vascular embolizationi for large: extracriital
nemangiemas;enly.

x Priimary’ excision advocated fior infantile hemangiemas












Angiokeratoma

LoWer extremities as) an asymptomatic solitany: papule: o
plague; elevatead, waity, dark red ter purple, shightly,
compressihle papules;

Reugh hyperkeratotic scale Is often feund over the
surface anadl the edges of these: papules due to epithelial
Ay perplasia and nyperkeratesis

Irregular borders and associated pigmentation,
secondary. te intraepidermal hemeorrhage

Semetimes, a linearr distripuien (Withrbands or streaks)
eff papules

May: present with epitheliall eresion anadl blieeding



Angiokeratoma

Clinicali vanants

s Angiokeratema circumsceriptum (Angiokeratona corporis
nevitern)

Angiokeratoma Mikelli-tyjpe on the fingers and the tees
Eabry/s disease: (ona Iower extremity or the trunk)
Angiokeratoma of Fordyce (feund on the scrotum)
Caviar spets (angiokeratomas ofi the: tengue)

Clinical associations

s Cobb syndreme
Klippel-Trenaunay: syndreme
Nevus flammeus
Cavernous hemangiomas
Traumatic arteriovenous fistulas



Angiokeratoma

Exephyitic prefile with
AUMErouUs ectatic thin-walled
vascular channels surrounded
py epidermal collaretie

Thrombosis of these vessels is
common

Clinically:may mimic melanema

Falbry. disease-may: contain
cytoplasmic vacuoles in
endothelial cells, filbrohlasts,
and PEercyies
Iireatment

a Usually ne treatment

s Surgical or laser removal
















Pyogenic Granuloma
(Cebular capillany/ hemangiemea)

Smoeoeth firm nedules with bright er dusky: red; color

Solitary, well circumscriked, dome shaped, 1-10 mmiin
diameter;
Sessile o1 pedunculated

Children

s Head and neck (62.4%)
Trunk (19.7%)
Upper extremity (12.9%)
Lower extremity’ (5.0%)
Skin; (88.2%)

Pregnant wemen (Granuiema; gravidarum,)
s Gingival mucesa



Pyogenic Granulema

Rapidl grewti,, ofiten
WIth: RIsteRy. eff tratmea
Uncommon vamants

a PG with satellitesIs
a Intravenous PG

rreatment

s Remoeval by surgery. or
|aser




Pyogenic Granulema DIDX

Baciliany/ angienatesis
s Clinical histony.

x Neutrophilsiadjacent
to the bleod! vessels

2 Granular material
resembling filbrn

a \Warthin-Starry siver
O GIVIS stain



















Kapes! Sarcoma

Epidemic AlDS-related KS

s Most common presentation, with visceral involvement common

s |In the United States, KS senves as an AlDS-defining iliness in 10-15% of HIV-infected
homesexual men

x |n Africa and' developing regions, epidemic AIDS-related KS Is common in heterosexual
adults and eccurs less often ini children.
Immunecempromised KS
= [Following solid-crgan transplantation or in| patients receivingl Immunesuppressive therapy.
a  Congenital immunodeficient states are net at increased risk fior developing KS
s Average time to develepment of KS, fellowing transplantation;is 30 moenths
a Visceral invelvement IS cammon

Classic KS
a  Elderly men off Mediterrranean and Eastern Eurepean background
s Protracted and indelent course, visceral invelvement uncemmoen
= Common complications include venous stasis and lymphedema
x 30% ofi patients may develop a second malignancy/

Endemic African KS
s HIV seronegative inf Africa and may: carry an indolent or aggressive Course



KS ana HHV-8

Originates from a single cellf clone: rather than a
multifecall ergin

Human herpes virus 8 (HHV-8) genomic
seguences have beenridentified by polymerase
chiain reaction Inrmere than 90%: eii all' types of
KSilesions (Incliding epidemic and endemic
feIms)),

Alse) asseciated with bedy: cavity—hasead
lymphomas, Castieman disease;, and
lelomyesarcemas; that eecur 1n individuals
iInfected with HiIV




Kapes! Sarcoma

Cutaneous lesions any lecation: buit: usually lewer
extremities; and the head andineck region

Palpable and nenprurtic, macuiar, papular, nedular, or
plaguelike appearamnces

Severall millimeters; to severall centimeters In diameter

Bliown, pink; red, or Violaceous) color and may: he difficuli
10, distinguishiint dark=skinned individuails

Discrete or confluent

Muceus membrane iInvoelvement Isicommoen (palate;
gingiva, conjunctiva)



KS=Histopatiholegy

Proeliferation; of
spindle cells;
prominent slitlike
\Vaseular spaces, and
extiravasated red
pleoed cells

Hyaline glebules, PAS
ositive

PrOMeRLeRY SIgN 1N
early lesions






















Kapes! Sarcoma

AIDS) Clinical Tirals; Group: (ACTG) proposed staging system

Goed risk
x Tumor () - Confined to skin and/or lymph nedes and/or minimal eralidisease
s Immune system (1) - CD4 greater thamn 200/mm3

x  Systemic iliness (S) - Neshistery: of epportunistic imfection, more than 10%
Inveluntary: weight'loss, or diariea persisting mere: than 2 weeks

s Karnoefsky perfermance status greater than 70
POOor sk

= Tumor (T) - Tumor-associated edema or ulceration, extensive oral ks,
gastroemtestinal KS, KS inj ether nen-nodall viscera

s Immune system (1) - CD4'less than 200/mms3

s Systemic illness (S) - History: off opportunistic infection,, unexplained fever, night
sweats, more thamn 102 involuntary: weight less, or other HIV-=related! illness (e,
lymphema, neurcelogic disease)

s Karnoefsky perfermance status less tham 70



KS-Treatment

Antiretroviral therapy HAART

LLocall therapy:
Best suited for inadividuals Whe reguire: palliation of lecally’ advanced
symptomatic disease (e, radiation) or for mdividualsiwherhave
cosmetically’ unacceptable: lesions
s Radiatien therapy
Most: widely used and efifective loecall therapy,
Respenses eccur in 80-90%: of patients

A higher cumulative dose (40! Gy) results in better local contrel than lewer
doses; (8 Gy or 201 Gy):

Electrons lheam therapy. IS reserved for treatment of superdficial Iesions
s Intralesional vinblastine

s Cryetherapy,
s Tepicall retineids

Retineic acid dewn-regulates IL-6 receptor expression, -6 critical for
neovascularzation



KS-Treatment

Systemic therapy ol EXtENSIVE oF Symptomatic Visceral
disease, lrapidly pregressive muceclianeeus disease, and

symptematic lymphedema.

Interteron-alfa
s [ime to clinical response Is long (1e, 4 mo)

s Most effective when the CD4 count IS greater than 150-200/mi
or When administered in conjunction With antiretreviral therapy.

Chemoetherapy,
s Not used with curative intent

= Indicated for symptomatic visceral or rapidly: progressive
mucocUtaneous disease

x EDA appreved include lipesomal dexerubicin (Doxil), lipesomal
daunoerubicin (DaunexXoeme), and paclitaxell (Taxel)












Cutaneous; Angiesarcema

Eldery males
Head and neck

Clinical features varablie withr enlanging
pruise, cellulitis, edema, a blue-black
nedule; or an unhealed ulceration

Rarely: angionetrotic edema anadl scaning
alepecia



Angiesalcoma

Low-grade: lesions

m Vascular spaces;lined by large
plumpr endothelial cells that
pPenetrate the stioma and
papillany fronds off cells that
Project Interthe Iumen

Higher-grade Iesions

n Mere cellular, with atypical
cells andrabnoermal miteses.

IPOX

= Vimentin and CD31
CD34: (74%)
Cytokeratins (35%)
















Angiesalcoma

Surgical treatment buit contraindicated inl tUmors:
s Extending inte vital structures
s IVassive size
s Multicentrcity,
Primary excision ofi the scalpi should be: full-thickness;, including the
Percraniums and, I indicated), the outer table: ofi the cranialf vault
s \Wide margins (at least 5 cm) on' alli sides
Postoperative: radiotherapy.
a  Unsatisfactony margins
s Large tumor size
s Deep extension
n Multieentriciby,

Radicall radiation therapy: in the: fierm ofi high-fieldrelectron heam
therapy shows premise



Angiesalcoma

Overall pregnosis peok

Median time: off suvival ranges from 15-24 mentias
s 5-year sunvivallrate of 12-33%
Metastasis
s Local fallure andfmetastases; to lecall cervical lymph nedes commoen

= [LUng Is'the mest common site of distant metastasis, followed by the
liverrand lhene

Unfiaverakle Prognestic Varahles

s Tumor size (=5 cm)
Incomplete; surgical resection
Minimal lymphoid infiltrate in and around the tumor

Unresectable lesions and metastatic disease at diagnosis
Delayed diagnesis and treatment

Grade: Is not useful in' predicting sunvival

NG correlation with appearance (eg, ulcerated, nodular, diffuse)
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Glomus Tumor

Soelitary glemus tumers

Blue or purple, papules or nedules that can e blanched, usually: smaller:
than 1 cm

Acral areas, especially: subungual areas; of fingers andl tees

Hildreth sign-disappearance: oii pain alter application of a tourmiguet
proximally en; the: arm

LLove test-eliciting pain: by applying pressure to a pPrecise area with the
tip off a pencil

Multiple variant (3 types)

Regional variant-blue te purple compressible papules o nedules that
are grouped and limited: usually te an: extremity

Disseminated type-less common Varant Wiith multiple: lesions distributed
GVEr the body With ner Specific grouping

Congenitall plaguelike: glomus-rarest variant with tumors are. either
grouped papules; that coalesce inte ndurated! plagues; or clusters of
discrete nodules



Glomus Tumors

Soelitany glemus tumors usually-have parexysmal

pain

a Exacenated by pressure: or temperatire changes,
especially cold

a Vodiified smoeoth muscle cells

Multipler glomus tUmers can alse: e painiul
u [Less common
m Pain usually’ 1S not severe

a1 Autesemal-deminant conditien-check for family.
nistery



Glomus Tumors

Solid well-circumscribed nodules
surreunded by a rm of filbrous; tissue

Endethelium-lined vasecular spaces
surreunded by clusters ofi glomus cells

Glomusi cells monomorphous round:or
polygonal cellsiwithi plumpnuicler and
scant eesinephilic cytoplasm

Vultiplerlesions are; less well ;
circumscribedrand!less selid-appearning
than their solitary counterparts.
\Variants

s Glomangiemas

s Glemangiesarcemas-more atypia,
pleemorphism, mitotic figures; and
IAVasive growth pattern

fireatment
s Surgical excision




Glomus Tumors

Study of 52 unuswall glomus, tlmors previously diagnesed as — atypical™ or = malignant™ by virtue
off nuclear atypia, mnfiltrative growih, or mitetic activity.

Malignant: glemus tumer

s [Deep location
Size off more than 2 cm, or
Atypical mitetic figures, or
Moderate to high nuclear grade and 5 mitetic figures/50 HPE

Symplastic glemus tumor
= [umors withy high nuclear grade inthe absence off any ether malignant feature
Glemus tumor of uncertain malignanit petenitial

= Jumors that lack critenia for malignant glomus tumor or symplastic glemus tumor but have
high: mitetic activity: andi superficial lecation: enly, or large size only, or deep: location enly.

Glemangiomatesis
= [umors with histelegic features ofi diffuse angiematosis and excess glemus, cells.

Conclusions

Using this classification scheme, metastasis was ebserved! in 38% ofi tumors fulfilling the: criteria
Tor malignancy. Injcentrast, metastatic disease Wasinot Seen in any’ specimen' classified as
symplastic glomus tumor, glomus tumor: off uncertain malignant potential,, or glomangiomatesis.

Am J Surg Pathol 2001;25:1-12



Painful Dermal Tumors

| Angioelipema
=X &5 Neurema
§, #3 Glomus Tumor
ECCIIne spiiadenema
Celemyoemea




Painful Dermal Tumors

BlUue rubber bleb nevus
Leiomyoma

[ECCHINE perema/ecerine
Spliiadenema

Neurema

[Dermatofibrema/Dercumrs
disease (adipesisideleresa)

Angielipemea:
Neurilemoema
Endometriomea
Glemus tumor
Granular cell tumor
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Dabska Tumor

Dalska descriped inf 19691 as malignant
endovasculair papiliany; angioendotipeliema

Slow-grewing, painless, intradermmal nedule up: te
2-3 centimeters In diameter

x Viay: grew ter 40 cn i diameter

a Occeasionally: satellite: nedules

Vielaceous, pink; o biviskh-black ni coleration
Head and extremities most commeon



Dabska Tumor

Nermal everlying epidermis

Demis; has multiple vascular channels that intercennect lined by atypical endothelial
cells

= Papillany structure lined with atypical columnar. endothelial cells with central
hyalinized core and preject inter a lumen lined by atypical columnar endothelial
cells

= Endothelial cells are cuboidal totall cylindricalfwith vacuolated cytoplasm;and
hyperchromatic eccentric nuclei en their luminal boerder

s Mitetic figures, uncommon

x Many intraluminal lymphoecytes may: be evident, often attached to the endothelial
cells

= Focal changes characternstic of retiiornm hemangieendothelioma eccasionally may.
be observed

IPOX
s Intravascular preliierations may.: stain: actin-positive.
Ultrastructure

= [rregular nuclel, abundant perinuclear cytoplasmic filaments, and many.
pinocytotic vesicles. \Weibel-Palade bodies may: be evident

= Hyaline globules consist of electron-dense basement membrane material



Dabska Tumor

lRtermediater girade angiesancomea

x 'hree of the original 6 cases lecally aggressive, Witi

tUmor Invasien Intorhbone, musculature, fascia, and/or
tendens

x One off Dabska'sieriginal 6: cases died off widespread
pUlmoeRany metastases

Wide' lecall excision
Recurrence: uausual

Regional lymph node: diSsection: censidered,
especially i palpanle lymphrnedes



Questions

Man Is certainly’ stark
mad; ke cannet make
a fiea, Vet he makes
gods by the' dezens.

Michel de Montaigne (1533 - 1592)
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