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he neonatal period is defined as the first 4 weeks of life.1 The skin of
preterm and term neonates manifests several significant differences
that distinguish it from mature adult skin and experiences morbidity

caused by compromised skin barrier integrity.2-4 Most of these differences
are benign and self-limited, but they must be differentiated from unusual
presentations or signs of systemic illnesses.5 Congenital patterns of abnor-
mal pigmentation or vascular proliferations manifesting as birthmarks may
represent isolated phenomena but may also act as markers for a variety of
systemic disorders, and some may require further work-up for underlying
defects or malignant potential.2,6 This article reviews the most common be-
nign transient dermatoses and birthmarks encountered in the neonatal pe-
riod, their diagnoses, and management.

Common Benign Dermatoses and
Birthmarks in the Neonatal Period:

Medical Education

AABBSS  TTRRAACCTT  Ne o na to logy rep re sents one of the subs pe ci al ti es of pe di at rics and the re are skin con-
di ti ons in the ne o na tal pe ri od, which ne ed prompt re cog ni ti on by both ne o na to lo gists and pe di at -
ric der ma to lo gists. Pre ma tu re skin im ma tu rity in the ne o na tal pe ri od is as so ci a ted with tran si ent
be nign der ma to ses; birt hmarks so me of which may re qu i re furt her work-up for un derl ying de fects
or ma lig nant po ten ti al may ca u se con si de rab le con fu si on in the ne o na tal pe ri od. This ar tic le fo cu -
ses on pro per di ag no ses of the se der ma to ses and birt hmarks in or der to re as su re the pa rents and ini-
ti a te furt her eva lu a ti on if the re are risks for comp li ca ti ons or ma lig nant trans for ma ti on. 

KKeeyy  WWoorrddss::  In fant, new born; skin; skin di se a ses

ÖÖZZEETT  Ne o na to lo ji pe di at ri nin yan dal uz man lık alan la rın dan bi ri olup, bu dö nem de pe di at rik der -
ma to log la rın da ne o na to log lar ile bir lik te kı sa sü re de ta nı koy ma sı nı ge rek ti ren de ri ile ilgi li du rum -
lar bu lun mak ta dır. Ne o na tal dö nem de ki pre ma tür de ri im ma tü ri te si ge çi ci be nign der ma toz lar ile
iliş ki li dir; ay rı ca, ba zı la rın da alt ta ya tan de fekt ler ve ya ma lig ni te ge liş me ris ki ne de ni i le ile ri araş -
tır ma ge re ke bi len do ğum iz le ri, ne o na tal dö nem de önem li ka rı şık lık la ra yol aça bi lir. Bu çalışma,
ebe veyn le rin en di şe le ri ni gi der mek üze re ne o na to log lar ve pe di at rik der ma to log la rın bu der ma -
toz la rın ve do ğum iz le ri nin doğ ru ta nı la rı nı koy ma la rı na yar dım cı ol mak, ay rı ca or ta ya çı ka bi le cek
komp li kas yon ve ma lign trans for mas yon açı sın dan ge rek li ola bi le cek ile ri de ğer len dir me le re ışık
tut mak üze re der len miş tir. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Ye ni do ğan; de ri; de ri has ta lık la rı
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BE NIGN TRAN SI ENT DER MA TO SES

ERY THE MA TO XI CUM NE O NA TO RUM

Ery the ma to xi cum ne o na to rum (ETN) oc curs in up
to 60% of term new borns, equ ally in boys and girls,
but is un com mon in pre ma tu re in fants. Alt ho ugh
de la yed on set on the twelfth day of li fe has be en
ob ser ved, the rash usu ally ari ses within the first
thre e days and may al so be pre sent at birth. Ery-
the ma to us ma cu les, whe als, and ve si cu lo pus tu les,
usu ally ari sing from an ery the ma to us ba se, are the
typi cal skin le si ons (Figure 1). They can oc cur al-
most any whe re on the body, but pal mop lan tar and
pe ri o ral spa ring is di ag nos tic.7-9 A mi nor graft-ver -
sus-host (GVH) re ac ti on, ca u sed by ma ter no fe tal
trans fer of lymphocy tes pri or to or du ring de li very,
and early mic ro bi al ex po su re of the new born are
the pro po sed eti o lo gi es.10,11 The di ag no sis is usu ally
ma de cli ni cally, but if ne e ded pus tu lar sme ar shows
eo si nop hi li a on cyto lo gic exa mi na ti on.12 ETN re-
sol ves spon ta ne o usly wit ho ut tre at ment wit hin fi -
ve to se ven days.5,13

TRAN SI ENT PUS TU LAR ME LA NO SIS 

Tran si ent pus tu lar me la no sis (TPM) which oc curs
in 5% of term black in fants and less than 1% of
whi te in fants is a self-li mi ting der ma to sis of unk -
nown eti o logy. The erup ti on is al ways pre sent at
birth or wit hin the first 24 ho urs.7,14 Su per fi ci al
pus tu les and pig men ted ma cu les are lo ca ted on the

fa ce, limbs and back. Con trary to ETN, palms and
so les are of ten in vol ved. So me ti mes, only pig men -
ted ma cu les are al re ady pre sent at birth. Pus tu les
sub si de le a ving eit her a brow nish crust or a sca ling
ed ge.15-17 Cul tu res are ne ga ti ve but the le si ons are
fo und to con ta in poly morp ho nuc le ar le u kocy tes on
cyto lo gic exa mi na ti on. The ma cu les usu ally re sol -
ve wit hin thre e months wit ho ut tre at ment.14 But a
cle ar-cut dif fe ren ti a ti on bet we en TPM and ETN is
not al ways pos sib le and it ne eds to be de ter mi ned
whet her this is re ally is just an early-on set va ri ant
of ETN oc cur ring in the dark-skin ned new-
borns.18,19

MI LI A RI A

Mi li a ri a crystal li na and mi li a ri a rub ra, the most
common types in the ne o na tal pe ri od re sult from
obs truc ti on and rup tu re of the ec cri ne swe at ducts.
Mi li a ri a crystal li na is an asym pto ma tic erup ti on
cha rac te ri zed by 1-2 mm cle ar ve sic les, which rup-
tu re ea sily. It ref lects the obs truc ti on of the swe at
duct wit hin the stra tum cor ne um. Fe ver and a
warm, hu mid or over he a ted en vi ron ment are the
pre ci pi ta ting fac tors.19,20,21 Mi li a ri a rub ra oc curs la -
ter than mi li a ri a crystal li na, mostly in hot hu mid
con di ti ons. It usu ally af fects si tes of fric ti on or oc-
c lu si on such as the neck, fa ce and the trunk. Le si -
ons are 1-3 mm ery the ma to us pa pu lo ve sic les and
the le vel of duc tal obs truc ti on is in tra e pi der mal.21

Spon ta ne o us re so lu ti on can be ac hi e ved by con-
trol ling am bi ent tem pe ra tu re and hu mi dity.22

FI GU RE 1: Ery the ma to us ma cu les with tiny ve si cu lo pus tu les on the trunk of
a 7-day-old in fant with ery the ma to xi cum ne o na to rum.

FI GU RE 2: Inflammatory papules and pustules of acne neonatorum on the
face of a 30-day-old infant.
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SE BA CE O US HYPERP LA SI A

Most of the full-term in fants ha ve mul tip le tiny
whi te or yel low spots in vol ving the pi lo se ba ce o us
fol lic les of the no se, fo re he ad, up per lip and ma lar
are as. The le si ons which re sol ve in 2 to 3 we eks of
age are ma ni fes ta ti on of ma ter nal an dro gen sti mu -
la ti on and are ra rely se en in pre term in fants.23,24

MI LI A

Mi li a are firm whi te pa pu les 1 to 2 mm in di a me -
ter. His to lo gic exa mi na ti on re ve als mi ni a tu re epi-
der mal inc lu si on cysts. They are very com mon on
the fa ce of full-term new borns and are of no con-
se qu en ce in this po pu la ti on they usu ally di sap pe ar
wit hin a few we eks.7,25

EPS TE IN PE ARLS

Epstein pearls are lesions similar to milia, which
may appear inside the mo uth aro und the junc ti on
of the soft and hard pa la te in most ne o na tes. They
usu ally di sap pe ar spon ta ne o usly.13,24

SUC KING BLIS TERS

Suc king blis ters re sult from the fric ti on of re pe a -
ted suc king in ute ro or in early in fancy, par ti cu -
larly on a fin ger, hand, or lip. They are self-li mi ting
and do not re qu i re the rapy. The lo ca ti on, no ninf -
lam ma tory na tu re of the cle ar blis ter, and lack of
as so ci a ted blis ters or ve sic les are re as su ring.22,24

AC NE NE O NA TO RUM

Ac ne ne o na to rum, which oc curs in up to 20% of
new borns, typi cally con sists of clo sed co me do nes
on the fo re he ad, no se, and che eks. Open co me do -
nes, inf lam ma tory pa pu les, and pus tu les may al so
de ve lop (Figure 2). Ne o na tal ac ne is tho ught to re-
sult from sti mu la ti on of se ba ce o us glands by ma-
ter nal or in fant an dro gens. The le si ons usu ally
re sol ve spon ta ne o usly wit hin fo ur months wit ho ut
scar ring. Tre at ment ge ne rally is not ne ces sary, but
the in fants can be tre a ted with a 2.5% ben zoyl pe -
ro xi de lo ti on if le si ons are ex ten si ve and per sist for
se ve ral months. If the ac ne le si ons are se ve re and
are ac com pa ni ed by ot her signs of hype ran dro ge -
nism, the pa ti ent sho uld be in ves ti ga ted for ad re nal
cor ti cal hyperp la si a, vi ri li zing tu mors or un derl -
ying en doc ri no pat hi es.12,26 Ac ne in fan tum is a ra re

skin di sor der that pre do mi nantly af fects ma les and
fre qu ently ma ni fests in the first 6 to 9 months of
li fe. Un li ke ac ne ne o na to rum, it can per sist and
may be con si de red a pre dic tor of se ve re ac ne ju ve -
ni lis.27,28 Al so, se ve re ca ses of ac ne in fan tum may
le ad to scar ring.27,29,30

On the ot her hand, so me con fu si on exists as to
whet her ac ne ne o na to rum truly exists or it is in
fact ne o na tal cep ha lic pus tu lo sis, which is an inf -
lam ma tory res pon se to Ma las se zi a spe ci es. How-
ever, so me of what is ter med ac ne ne o na to rum is
an early pre sen ta ti on of co me do nal ac ne and not a
res pon se to Ma las se zi a, and mo re stu di es are ne e -
ded to de fi ne the cli ni cal cha rac te ris tics and pat ho-
ge ne sis of both con di ti ons.31

BIRT HMARKS

NE VUS SE BA CE O US

Ne vus se ba ce o us (NS) which is se en in 0.3% of new-
borns is a com mon con ge ni tal con di ti on, typi cally
pre sen ting at birth as a sing le ha ir less, li ne ar or less
com monly ro und, so mew hat yel low pla qu e, on the
fa ce or scalp.32-34 It per sists thro ug ho ut li fe but tends
to be co me warty and ra i sed at pu berty. A va ri ety of
be nign ne op lasms such as tric hob las to mas, syrin -
gocy sta de no ma pa pil li fe rum, no du lar hid ra de no ma,
apoc ri ne cysta de no ma, tric ho lem mo ma, tu mor of
the fol li cu lar in fun di bu lum, and ma lig nant ne op -
lasms such as ba sal cell car ci no ma, squ a mo us cell
car ci no ma, se ba ce o us car ci no ma, and apoc ri ne car-
ci no ma can de ve lop from NS. Alt ho ugh it has al so
be en re por ted that ma lig nant ne op lasms in chil dren
with NS are ex tre mely ra re and cli ni cal fol low-up is
pro bably suf fi ci ent, comp le te proph ylac tic ex ci si on
of NS is re com men ded be fo re pu berty, as the risk
of ma lig nancy in cre a ses with age.34-36

MON GO LI AN SPOTS 

Mon go li an spots are waxy bor de red and ir re gu lar
sha ped birt hmarks in blu e or sla te-gray co lor with
var ying si zes. They are ca u sed by the ar rest of me -
la nocy tic mig ra ti on in the der mis of the emb ryo
and may be co me darker in color. Among dif fe rent
eth nic gro ups, over 90% of Na ti ve Ame ri cans and
pe op le of Af ri can des cent, ap pro xi ma tely 70% of
His pa nics and 80% of Asi ans, and fe wer than 10%
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of Ca u ca si ans ha ve Mon go li an spots.37-39 They are
typi cally lum bo sac ral in lo ca ti on and pre sent at
birth (Figure 3). In most ins tan ces, this pig men ta -
ti on sta bi li zes in in fancy and then spon ta ne o usly
reg res ses du ring child ho od.37 They sho uld be dif-
fe ren ti a ted from ne vus of Ito and ne vus of Ota,
which are cha rac te ri zed by be nign me la no sis in-
vol ving the skin of the ac ro mi oc la vi cu lar re gi on
and the fa ce abo ut the eye, res pec ti vely. The skin
pig men ta ti on is mo re dif fu se and less mott led and
do es not reg ress by age in ne vus of Ito and Ota.40

CA FE-AU LA IT MA CU LES

His to lo gi cally, ca fe-au la it ma cu les (CALMs) rep-
re sent lo ca li zed are as of in cre a sed me la nin con tent
in me la nocy tes and ba sal ke ra ti nocy tes wit ho ut an
in cre a se in the num ber of me la nocy tes.41 CALMs
are well cir cums cri bed, uni formly light to dark
brown ma cu les ave ra ging 2-5 cm in adults. They
can be pre sent at birth but they usu ally de ve lop du -
ring early child ho od and grow pro por ti o na tely to
body growth (Figure 4). Iso la ted CALM is a com-
mon fin ding in 10-20% of nor mal he althy yo ung
chil dren.42 Ha ving six or mo re CALMs is one of the
se ven car di nal cri te ri a for the di ag no sis of ne u ro -
fib ro ma to sis type-1 (NF1).43 Ho we ver, the CALMs
are not pat hog no mo nic for NF1 as they al so ha ve
be en re por ted cli ni cally in ot her di sor ders li ke Mc-
Cu ne Al bright syndro me, tu be ro us scle ro sis or Le -
o pard syndro me.44

CON GE NI TAL ME LA NOCY TIC NE VI

A con ge ni tal me la nocy tic ne vus (CMN) is a be nign
pro li fe ra ti on of cu ta ne o us me la nocy tes, which is cli -
ni cally ap pa rent at birth or be co mes so wit hin the
first post na tal we eks. CMN af fects ap pro xi ma tely
one per cent of all new borns.45 Ge ne rally, CMNs are
ro und to oval in sha pe and ha ve a re gu lar, smo oth,
and well-de mar ca ted bor der. In ne o na tes, they may
be light in co lor and re la ti vely ha ir less, with a flat or
ra i sed sur fa ce. As the child grows, the ne vi may be-
co me prog res si vely dar ker, and may ac qu i re darkly
pig men ted ha irs. CMNs may ex hi bit a pa pu lar, ru-
go se, pebbly, ver ru co us, or ce reb ri form sur fa ce.46

Sco li o sis, spi na bi fi da, at rophy, asy mmetry,
club fo ot, elep han ti a sis, and cra ni al bo ne hyper -

trophy are the de ve lop men tal ab nor ma li ti es as so -
ci a ted with CMN. Ne u ro cu ta ne o us me la no sis is a
ra re con ge ni tal di sor der cha rac te ri zed by the pre s-
en ce of gi ant or mul tip le me la nocy tic ne vi as so ci -
a ted with be nign or ma lig nant me la no tic tu mors of
the cen tral ner vo us system. Pa ti ents with lar ge or
mul tip le con ge ni tal ne vi on the he ad, neck, or pos-
te ri or mid li ne se em to ha ve an in cre a sed risk for
ne u ro cu ta ne o us me la no sis, and they sho uld be
monitored for any signs or symptoms of in cre a sed
in trac ra ni al pres su re, mass le si ons, or spi nal cord
com pres si on.47

The risk of me la no ma ari sing from a CMN is
hig hest in gi ant con ge ni tal ne vi (≥20cm; 2%-30%),
alt ho ugh it has be en do cu men ted al so in small and
in ter me di a te me la nocy tic ne vi.48,49 The cu mu la ti ve
me la no ma risk is es ti ma ted to be 2.6% to 4.9% for
per sons with small CMNs who li ve up to 60 years
of age.50 The risk of me la no ma in gi ant CMN ap pe -
ars to be gre a test in the first de ca de of li fe and pro-
ph ylac tic ex ci si on is re com men ded as early as
pos sib le.51,52 Li fe long ob ser va ti on with me di cal fol-
low-up can be per for med if the ne vus is small and
re gu lar. However, sin ce the risk of me la no ma ri ses
with the on set of pu berty, ex ci si on of small and in-
ter me di a te CMN aro und the pu ber tal ye ars is re c-
om men ded if the ne vus is ir re gu lar or is located in
a si te that is hard to fol low up.51,53 Ge ne rally, ma n-
a ge ment de ci si ons for CMN, re gard less of its si ze,
sho uld ta ke in to con si de ra ti on the per ce i ved risk
of me la no ma, the pa ti ent’s age, the cos me tic out-
co me, the sur gi cal comp le xity, and the risk of anes-
t he si a.46

LE U KO DER MAS

Pi e bal dism is a con ge ni tal au to so mal do mi nant sta-
b le pig men tary di sor der, cha rac te ri zed by a whi te
fo re lock and symmet ri cal de pig men ted ma cu les in-
vol ving usu ally the an te ri or tho rax, the ab do men,
and the mid arms and legs. De pig men ta ti on can al -
so be ob ser ved on the fo re he ad, in a tri an gu lar
form. Typi cally, the re are al so hyper pig men ted ma -
cu les at the pe rip hery of the de pig men ted le si ons.
Pi e bal dism pro bably re sults from mu ta ti ons of the
c-kit pro to-on co ge ne, le a ding to fa i lu re of epi der -
mal me la nocy tes, which trans la tes in to a comp le te
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lack of pig men ta ti on.54 When a pa ti ent pre sents
with a whi te fo re lock and/or le si ons of pi e bal dism,
it is im por tant to lo ok for signs of the Wa ar den burg
syndro me (WS), such as de af ness, he te roc hro mi a
iri des, and fa ci al dysrap hism. Oc ca si o nally, a pa ti -
ent may ha ve Hirsc hprung di se a se (con ge ni tal me -
ga co lon) in ad di ti on to le si ons of pi e bal dism or
signs of WS.55

When the re is a sing le hypo pig men ted ma cu -
le or patch in an ot her wi se asym pto ma tic he althy
child, the most li kely di ag no sis is ne vus de pig men -
to sus (ND) (Figure 5).56 ND is a con ge ni tal, non fa -
mi li al di sor der cha rac te ri zed by a hypo pig men ted
ma cu lar le si on that re ma ins stab le over ti me.57 His-

to lo gical exa mi na ti on re ve als a nor mal or dec re a sed
num ber of me la nocy tes and nor mal si ze and me la -
ni za ti on of the me la no so mes. A de fect in the trans-
fer of me la no so mes from me la nocy tes to
ke ra ti nocy tes has be en sug ges ted.58

The di ag no sis of tu be ro us scle ro sis (TS) be co -
mes mo re li kely if the re are mul tip le hypo me la no -
tic ma cu les, patc hes of po li o sis, or the le si ons ha ve
a lan ce-ova te sha pe. A very help ful sign is the pre s-
en ce of mul tip le hypo pig men ted “con fet ti ” ma cu -
les that are 1-3 mm in di a me ter. Ad di ti o nal
cu ta ne o us fin dings of TS, fa ci al an gi o fib ro mas and
un gu al fib ro mas are ra rely pre sent in chil dren less
than 5 ye ars of age. Alt ho ugh cra ni al com pu te ri zed
to mog raphy scans and mag ne tic re so nan ce ima ging
can con firm the di ag no sis in ap pro xi ma tely 95% of
pa ti ents, a simp le di ag nos tic to ol is ec ho car di og -
raphy to de tect car di ac rhab dom yo mas se en in up
to 90% of chil dren less than 2 ye ars of age with
TS.59

Hypo me la no sis of Ito (HI) is cha rac te ri zed by
skin hypo pig men ta ti on along the li nes of Blasc hko
(Figure 6). This pat tern of li nes ap pe ars as stre aks
disp la ying a V-sha ped or fo un ta in-li ke pat tern over
the spi ne, an S-sha pe or whor led pat tern over the
an te ri or and la te ral as pects of the trunk, and a li n-
e ar ar ran ge ment over the ex tre mi ti es.60 They rep-
re sent the or derly mig ra ti on of me so der mal and
ec to der mal pre cur sors du ring emb ryo ge ne sis. Ab-
nor ma li ti es of the kar yoty pe are fo und in up to

FI GU RE 5: Nevus depigmentosus characterized by hypopigmented macules
on the trunk of a 3-month-old infant.

FI GU RE 3: Mongolian spot on the lumbosacral area of an 8-month-old in-
fant.

FI GU RE 4: Cafe-au-lait macules on the abdominal skin of a 2½-year-old child.
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50% of pa ti ents. The se ab nor ma li ti es are pre do mi -
nantly mo sa i cism le a ding to the ge ne ra ti on of two
li ne a ges of cells that pro du ce the pat tern of pig-
men ted and hypo pig men ted skin.61 The skin le si -
ons of HI are usu ally de tec ted in the new born
pe ri od. His to pat ho lo gi cally, the re is a dec re a sed
num ber of me la nocy tes as well as num ber and si ze
of me la no so mes in the ba sal la yer of the epi der mis.
Hypo me la no sis of Ito is most com monly as so ci a ted
with cen tral ner vo us system ab nor ma li ti es, par ti -
cu larly de ve lop men tal de lay or men tal re tar da ti -
on.62,63

SAL MON PATCH

The sal mon patch is a con ge ni tal te lan gi ec ta tic
ne vus which oc curs in 40% of in fants, most com-
monly as a flat pink ma cu le on the na pe of the
neck (stork bi te), gla bel la or up per eye lid (an gel
kiss). Ni nety-fi ve per cent of sal mon patc hes on
the gla bel la and eye lids di sap pe ar wit hin the first
ye ars of li fe, and 50% of the nuc hal le si ons cle ar
spon ta ne o usly (Figure 7).22 Sometimes the dis-
tinc ti on bet we en sal mon patch and port-wi ne
sta in is not al ways cle ar. Gla bel lar, fo re he ad and
up per eye lid sal mon patc hes tend to fa de very
subs tan ti ally, but si mi lar le si ons el sew he re per-
sist per ma nently. For this re a son, the re is a trend
to wards cal ling both types of le si on simply “vas-
cu lar sta in s”. Re cently, both types of le si ons ha -
ve be en cal led “ne vus flam me u s” but di vi ded in to
“smal l” (sal mon patch type) and “lar ge ” (port-wi -
ne type).64

HE MAN GI O MA 

He man gi o mas are the most com mon vas cu lar tu-
mors of in fancy, fo und in up to 10% of Ca u ca si an
chil dren. Re cently it has be en re por ted that the
ove rall tru e in ci den ce is estimated to be close to 4-
5%.65 They oc cur in chil dren of all ra ces, but are
less com mon in tho se of Af ri can or Asi an des cent.
They are 3 to 5 times more common in fe ma les and
are par ti cu larly com mon among pre ma tu re in fants.
He man gi o mas are the re sult of pat ho lo gic an gi o ge -
ne sis and they typi cally ap pe ar shortly af ter birth
(Figure 8).66,67 They ari se from a so ma tic mu ta ti on,
with clo nal ex pan si on of the en dot he li al cells.68 In-

cre a sed risk of he man gi o mas in mot hers who had
cho ri o nic vil lus samp ling and sha red im mu no ge ni -
city bet we en pla cen tal tis su e and he man gi o mas led
to spe cu la ti on that so me he man gi o mas arose from
ec to pic pla cen ta or a shift of the en dot he li um to
the pla cen tal phe noty pe, alt ho ugh this hypot he sis
has be en chal len ged.69,70

He man gi o mas of in fancy are the most com-
mon type of he man gi o mas. They ap pe ar wit hin
the first we ek of li fe, ha ve a pre di lec ti on for the
he ad and neck, and un der go ra pid pro li fe ra ti on in
the first ye ar, fol lo wed by in vo lu ti on be gin ning by
1 ye ar and con ti nu ing over the next to 5 to 10 ye -
ars.66,71 Du ring in vo lu ti on, the su per fi ci al com po -
nent un der go es a co lor chan ge from bright red to
dull red, then to grey; the de ep com po nent be co -
mes less blu e and less warm but they may al so re-
sol ve with mi nor re si du al chan ges li ke
te lan gi ec ta si a, at rop hic wrink ling, and dis co lo ra -
ti on.67 Non-in vo lu ting con ge ni tal he man gi o mas
pre sent as so li tary pink to purp le tu mors, of ten
with co ar se te lan gi ec ta si a  on the overl ying skin,
and ha ve a cen tral or pe rip he ral pal lor. They pro-
por ti o na tely in cre a se in si ze with the growth of
the child but do not in vo lu te.72 Ra pidly in vo lu ting
con ge ni tal he man gi o mas pro li fe ra te in ute ro, are
fully de ve lo ped at birth and be gin to reg ress du r-
ing early in fancy.73 Be nign ne o na tal he man gi o ma -
to sis is a ra re pre sen ta ti on in which mul tip le small
cu ta ne o us le si ons are fo und in the ne o na tal pe ri od
but the re is an as so ci a ted risk of vis ce ral in vol ve -
ment (dis se mi na ted ne o na tal he man gi o ma to sis),
es pe ci ally in the li ver and gas tro in tes ti nal tract,
which may in turn le ad to con ges ti ve car di ac fa i -
lu re and he morr ha ge.67 Chil dren with PHA CES
syndro me pre sent with a lar ge fa ci al he man gi o ma
and as so ci a ted ab nor ma li ti es which inc lu de pos te -
ri or fos sa mal for ma ti on, ar te ri al ano ma li es, car di -
ac ano ma li es, eye ano ma li es, and ster nal cleft with
or wit ho ut sup ra umb li cal rap he.74 Lum bo sac ral he-
man gi o mas can be as so ci a ted with tet he red spi nal
cord or ab nor ma li ti es of the ano rec tal or uro ge ni -
tal re gi ons. The se he man gi o mas are flat and span
the mid li ne. Ra di og rap hic stu di es of the spi ne and
pel vis sho uld be ob ta i ned to iden tify as so ci a ted
ano ma li es.71,75



Tre at ment is con ser va ti ve in the ma jo rity of
le si ons, but ocu lar, air way or au di tory obs truc ti on
and con ges ti ve he art fa i lu re are in di ca ti ons for tre -
at ment. First li ne the rapy con sists of oral cor ti cos -
te ro ids, in tra le si o nal cor ti cos te ro ids, and to pi cal
cor ti cos te ro ids. Se cond-li ne the rapy includes vin-
cris ti ne, cyclop hosp ha mi de, in ter fe ron alp ha-2a
and 2b, vas cu lar spe ci fic pul se dye la ser, and sur gi -
cal ex ci si on for le si ons un res pon si ve to me di cal tre -
at ments.67

PORT-WI NE STA IN

Port-wi ne sta ins (PWSs) are ca pil lary mal for ma ti -
ons se en in ap pro xi ma tely 0.3% of new borns. At

birth, PWSs are pink to light red ma cu les in which
ec ta tic der mal ve nu les ca u se the cha rac te ris tic skin
co lor (Figure 9). As the pa ti ent ages, the se mal for -
ma ti ons en lar ge pro por ti o nally and per sist in to
adult ho od, of ten pro du cing a dar ker purp le le si on
with a ro ug he ned, cobb les to ne-li ke tex tu re.76,77 The
pul se dye la ser is the tre at ment of cho i ce for PWSs,
with pro ven ef fi cacy and low in ci den ce of si de-ef -
fects, pre fe rably early in li fe to mi ni mi ze the po-
ten ti al psycho lo gi cal mor bi dity of dis fi gu ring
le si ons.78,79
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FI GU RE 9: Port-wine stain involving the left half of the face and scalp in an
8-month-old infant. 

FI GU RE 8: Segmental hemangioma extending from the right frontal area to
the right orbital area in a 17-day-old infant.

FI GU RE 7: Salmon patch on the glabella of a 1-month-old infant.

FI GU RE 6: Hypomelanosis of Ito along the lines of Blaschko on the trunk of
a 10-year-old child.
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In the ne o na te, PWS may be a cli ni cal mar ker
for mo re se ri o us un derl ying ne u ro lo gic, vas cu lar, or
mus cu los ke le tal ab nor ma li ti es.80 Ne arly 50% of all
fa ci al PWSs are lo ca ted in the dis tri bu ti on of the tri -
ge mi nal nerve. The se le si ons are of ten iso la ted fin -
dings but al so may be as so ci a ted with Stur ge We ber
syndro me, in which pa ti ents al so ha ve se i zu res, gla -
u co ma, ab nor mal ce reb ral vas cu la tu re, and men tal
re tar da ti on.81 It is cha rac te ri zed by the as so ci a ti on
of a fa ci al ca pil lary an gi o ma in vol ving the pe ri or bi -
tal are a, the fo re he ad and pos sibly scalp, and an un-
derl ying lep to me nin ge al an gi o ma. The con di ti on is
spo ra dic with no evi den ce of ge ne tic de ter mi nants,
and ne u ro i ma ging is di ag nos tic.61

Klip pel-Tre na u nay syndro me (KTS) is a mul ti-
sy stem di sor der pos sibly re sul ting from a pat ho ge -

nic ge ne for vas cu lar and tis su e over growth. It con-
sists of va ri co se ve ins, a cu ta ne o us ca pil lary mal-
for ma ti on, and hyper trophy of bo ne and
soft-tis su e. A PWS, which is of ten no ted at birth, is
of ten the first ab nor ma lity to be re cog ni zed in pa-
ti ents with KTS.82

Pro te us syndro me (PS) is a ra re, spo ra dic
over growth di sor der that is pro bably ca u sed by a
so ma tic mo sa i cism let hal in the non mo sa ic sta -
te.83 The cli ni cal pre sen ta ti on is va ri ab le, but the
co ur se is prog res si ve. The ma in cli ni cal fe a tu res
are limb asy mmetry with asy mmet ri cal over-
growth of the hands and/or fe et, mac ro dactyly,
con nec ti ve tis su e ne vi, epi der mal ne vi, li po mas,
vas cu lar mal for ma ti ons and cra ni al hype ros to -
ses.84
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