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olyarteritis nodosa (PAN) is a necrotizing vasculitis involving small
and medium-sized arteries, that most often affects the kidneys, heart,
and liver, but can affect any organ system.1 A cutaneous form of PAN

(CPAN) without visceral involvement that follows a benign but often chro-
nic course also has been described. Skin findings in CPAN include maculo-
papular rash, subcutaneous nodules, livedoid vasculitis, panniculitis,
ischemic finger lesions, or erythematous patchy rashes. Here, we describe
a patient with CPAN with finger necrosis as initial manifestation.

Finger Necrosis as Initial Manifestation of
Cutaneous Polyarteritis Nodosa in A Child:

Case Report

AABBSS  TTRRAACCTT  Pol yar te ri tis no do sa (PAN) is a nec ro ti zing vas cu li tis in vol ving small and me di um-si -
zed ar te ri es, that most of ten af fects the kid neys, he art, and li ver, but can in vol ve any or gan system.
A cu ta ne o us form of PAN (CPAN) wit ho ut vis ce ral in vol ve ment that fol lows a be nign but of ten
chro nic co ur se has be en des cri bed. Skin fin dings of CPAN are ma cu lo pa pu lar rash, sub cu ta ne o us
no du les, li ve do id vas cu li tis or ery the ma to us patchy ras hes. In this re port, we des cri be a 10-ye ar-old
girl with CPAN with  bi la te ral nec ro tic le si ons on her to es. Her eryt hrocy te se di men ta ti on ra te and
C-re ac ti ve pro te in le vel  we re ele va ted. Tre at ment was star ted with a he pa rin in fu si on. The pre sen -
ce of throm bo em bo lic di se a se was ru led out with nor mal co a gu la ti on tests and nor mal Dopp ler ul-
tra so nog raphy of lo wer ex tre mi ti es and he pa rin in fu si on was with held in thre e days. Af ter skin
bi opsy was do ne, in tra ve no us pul se methy lpred ni so lon  the rapy  was pres cri bed. Mar ked im pro -
ve ment of her skin le si ons oc cur red af ter methy lpred ni so lon te rat ment, and the pa ti ent was disc -
har ged on a re gi men of oral pred ni so ne and as pi rin. Fin ger nec ro sis as in the pre sent ca se, al so
sho uld be con si de red as a cli ni cal sign for CPAN. 

KKeeyy  WWoorrddss::  Vas cu li tis, pol yar te ri tis no do sa, child

ÖÖZZEETT  Po li ar te ri tis no do za (PAN) kü çük ve or ta çap lı da mar la rı tu tan bir nek ro ti zan vas kü lit tir.
Sık lık la böb rek ler, kalp ve ka ra ci ğe ri tut mak la bir lik te her han gi bir or ga nı da tu ta bi lir. Sis te mik
tu tu lum ol ma yan ku ta nöz for mu ise iyi se yir li an cak kro nik bir has ta lık tır. Ku ta nöz PAN’ da cilt
bul gu la rı ma kü lo pa pü ler dö kün tü, sub ku tan no dül ler, li ve do id vas kü lit ve ya eri te ma töz dü kün tü -
ler dir. Bu ya zı da, her iki ayak par mak la rın da nek ro ti zan gö rü nüm ile baş vu ran bir ku ta nöz PAN ol -
gu su su nul muş tur. Sis te mik or gan tu tu lu mu ol ma yan has ta nın baş lan gıç ta ki akut faz re ak tan la rı
yük sek bu lun muş tur. He pa rin in füz yo nu baş la nan has ta nın ko a gü las yon tet kik le ri ve alt eks tre mi -
te Dopp ler ul tra so nog ra fi si nor mal bu lun muş, he pa rin in füz yo nu üçün cü gün de son lan dı rıl mış tır.
Ya pı lan cilt bi yop si si nin ar dın dan baş la nan in tra ve nöz me til pred ni zo lon te da vi si ile gün ler için de
be lir gin dü zel me sağ lan mış tır. Has ta ida me ste ro id ve as pi rin te da vi si ile ta bur cu edil miş tir. Bu
şekil de par mak nek ro zu ile baş vu ran ol gu lar da  ku ta nöz PAN ak la gel me li dir.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Vas kü lit, po li ar te ri tis no do za, ço cuk
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CASE REPORT

A 10-ye ar-old girl was ad mit ted to our pe di at ric unit
with purp le co lo u red skin le si ons. She had an up per
res pi ra tory in fec ti on 15 days ear li er. The pa ti ent
had no ab do mi nal pa in, fe ver, chan ge in uri ne co lor
or hyper ten si on. Her me di cal and fa mily his to ri es
we re un re mar kab le. On physi cal exa mi na ti on, she
had bi la te ral blu e-purp le co lo u red to es. The re was
se ve re nec ro tic ap pe a ran ce on the dis tal 1/3 of both
fe et (Fi gu re 1). She al so had  ery the ma to us le si ons
on her no se, ears, hands, and glu te al re gi on.  Both
fe et we re slightly swol len and ten der. Her blo od
pres su re was 110/70 mmHg all pe rip he ral pul ses we -
re pal pab le. Re sults of the rest of the me di cal exa -
mi na ti on we re nor mal. La bo ra tory analy ses re ve a led
the fol lo wing: he ma toc rit, 42%; whi te blo od cell co -
unt, 13800/mm³ with 76% ne ut rop hils and 24%
lymphocy tes; pla te let co unt, 400 000/mm³; eryt -
hrocy te se di men ta ti on ra te, 65 mm/h; and C-re ac ti -
ve pro te in, 40 mg/L. Uri naly sis was nor mal. Re sults
of tests for elec troly te con cen tra ti ons, re nal and li ver
func ti on tests, vi ral se ro logy for eps te in barr vi rus,
cyto me ga lo vi rus, he pa ti tis A, B and C, Sal mo nel la
and Bru cel la agg lu ti na ti on tests, co a gu la ti on tests of
prot hrom bin ti me, par ti al throm bop las tin ti me, fib-
ri no gen, D-Di mer, pro te in S and C, an tit rom bin-II -
I, an ti nuc le ar an ti body, an tiD NA, rhe u ma to id
fac tor, an tis trep toly sin O ti ter, an ti car di o li pin an ti -
body, an ti-ne ut rop hi lic cytop las mic an ti bo di es (pe r-
i nuc le ar, cytop las mic), C3 and C4 comp le ment
com po nents we re eit her nor mal or ne ga ti ve. Fac tor
5 Le i den mu ta ti on and prot hrom bin poly morp hism
analy sis we re nor mal. Dopp ler ul tra so nog raphy of

lo wer ex tre mi ti es was nor mal. A skin bi opsy from
right fo ot sho wed se ve ral me di um-si zed mus cu lar
ar te ri es de mons tra ting pe ri vas cu lar eo si nop hi lic and
ne ut rop hi lic in fil tra tes, fib ri no id nec ro sis, and vas-
cu lar des truc ti on (Fi gu re 2). Al so, IgM and IgG de -
po si ti on on the ar te ri al wall was se en (Fi gu re 3).
Tre at ment was star ted with a he pa rin in fu si on (20
U/kg/ho ur). The pre sen ce of throm bo em bo lic di se -
a se was ru led out with nor mal co a gu la ti on tests and
nor mal dopp ler ul tra so nog raphy of lo wer ex tre me -
ti es, he pa rin in fu si on was with held in thre e days.
Af ter a di ag no sis of CPAN was ma de, the pa ti ent re-
ce i ved an in tra ve no us high-do se methyl pred ni so -
lo ne in fu si on (30 mg/kg/day) for thre e days. Oral
pred ni so ne (1 mg/kg/day) and as pi rin 100 mg/day
star ted. Mar ked im pro ve ment of her skin le si ons oc-
cur red af ter se ve ral days, and two we eks la ter the
pa ti ent was disc har ged on a re gi men of oral pred ni -FIGURE 1: Bilateral blue-coloured  toes.

FIGURE 2: Fibrinoid necrosis of the vessel wall (HEx100).

FIGURE 3: IgM deposition in the vessel wall (HEx100).
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so ne (1 mg/kg/day) and as pi rin. Oral pred ni so ne and
as pi rin te rat ment was con ti nu ed fo ur months. On 6-
months fol low-up, the pa ti ent’s cli ni cal fin dings we -
re nor mal, with no ap pa rent skin le si ons.

DISCUSSION

Cu ta ne o us PAN in chil dren is ex tre mely ra re. The
first ca se was re por ted by Vel bov in 1980.2 It is a
ra re form of vas cu li tis that ap pe ars to be li mi ted
pri ma rily to the skin, musc les, and jo ints. In con-
trast to the syste mic form of the di se a se, CPAN is
cha rac te ri zed by an ab sen ce of vis ce ral le si ons and
a re lap sing, but be nign co ur se.1

The cli ni cal ma ni fes ta ti ons are pa in ful cu ta ne -
o us no du les lo ca li zed ma inly on the lo wer ex tre mi -
ti es, alt ho ugh ot her le si ons such as li ve do re ti cu la ris,
ul cers, ma cu lo pa pu lar rash, ery the ma to us patchy
ras hes, or isc he mic fin ger le si ons may be se en.3,4 Our
pa ti ent pre sen ted with isc he mic le si ons on her fe et,
which is a ra re ini ti al ma ni fes ta ti on of CPAN.

La bo ra tory tests ha ve usu ally be en un re mar -
kab le, ex cept for ele va ted ESRs, as was the ca se in our
pa ti ent. It has be en re por ted that whi le an ele va ted
ESR in syste mic PAN is a bad prog nos tic sign, ele va -
ted ESRs in ca ses of cu ta ne o us PAN ha ve be en fol lo -
wed by a re cur rent, but be nign co ur se.5 The CRP al so
was ele va ted in our pa ti ent, as was tru e in a pre vi o -
usly re por ted adult pa ti ent with ac ral nec ro sis on
both hands as the ini ti al ma ni fes ta ti on of CPAN.6

The di ag no sis of CPAN is ma de cli ni cally and
with a bi opsy exa mi na ti on of the af fec ted skin by de -
mons tra ting fib ri no id nec ro sis of the small and me -
di um-si zed ar te ri es, si mi lar to tho se in our pa ti ent.

The eti o logy of CPAN is unk nown. Ba sed on
the de mons tra ti on of IgM and C3 de po sits in le si o -
nal bi opsy spe ci mens and the de tec ti on of cir cu la -
ting im mu ne comp le xes, im mu no lo gic mec ha nisms

might play a po ten ti al ro le in CPAN as a syste mic
di se a se.7 IgM de po sits we re de mons tra ted in a skin
bi opsy of our pa ti ent. Ac cor ding to so me but not all
aut hors, cu ta ne o us and syste mic PAN in chil dren of -
ten oc cur af ter an up per res pi ra tory tract ill ness
(UR TI) or do cu men ted strep to coc cal in fec ti on. In a
lar ge se ri es of pa ti ents with CPAN, 42% of pa ti ents
had an as so ci a ted UR TI at the start or with re lap ses
of the di se a se. The se pa ti ents des cri bed a his tory of
UR TI or had po si ti ve cul tu res or se ro logy for strep-
to coc ci.5 As so ci a ti ons with strep to coc cal in fec ti ons
al so sug gest im mu no comp lex me di a ti on. Our pa ti -
ent had a his tory of UR TI, but we co uld not find a
high an tis trep toly sin O ti ter. In chil dren, a pos sib le
as so ci a ti on bet we en CPAN and he pa ti tis vi ru ses B
and C has be en no ted.7 In our pa ti ent, re sults of se -
ro lo gic tests for he pa ti tis B and C we re ne ga ti ve.

As pi rin, pred ni so lo ne, and met hot re xa te, alo -
ne or in com bi na ti on, ha ve re li e ved acu te exa cer -
ba ti ons, but so me pa ti ents  re qu i re high-do se
cor ti cos te ro ids, and slow ta pe ring is usu ally re qu i -
red.3,5 An ti bi o tic tre at ment may be ne e ded in pa ti -
ents with do cu men ted strep to coc cal or ot her
bac te ri al in fec ti ons.6 So me aut hors re com mend pe -
ni cil lin proph yla xis in pa ti ents with do cu men ted
strep to coc cal di se a se.5,8 Our pa ti ent was tre a ted
with he pa rin in fu si on for thre e days, and the re af -
ter in tra ve no us high-do se methyl pred ni so lo ne
was star ted at 30 mg/kg/day for thre e days and ta-
pe red to oral pred ni so lon in com bi na ti on with as-
pi rin. We ob ser ved mar ked cli ni cal im pro ve ment
with high-do se methyl pred ni so lo ne and she has
had no re cur ren ces du ring 6 months fol low-up.

Fin ger nec ro sis as in the pre sent ca se, sho uld
be con si de red as a cli ni cal sign for CPAN. We sug-
gest that the high-do se methyl pred ni so lo ne  is use-
ful in the tre at ment of pa ti ents with dra ma tic
fin ger nec ro sis in CPAN.
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