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asculitis is the group of heterogeneous diseases which progress with
tissue ischemia and occlusion in variable ranges, characterized by
pathological inflammation of the vessels. In the two thirds of the

neutrophilic leukocytoclastic vasculitis, immunoglobulin and complement
deposits can be seen at the vessel wall. Urticarial lesions with histological
evidence of leukocytoclastic vasculitis are the characteristic lesion of the
urticarial vasculitis.1 Although HUVS is a clinical entity in a group of pati-
ents with urticarial vasculitis it’s been shown that a clinicopathological cor-
relation between hypocomplementemic and normocomplementemic
urticarial vasculitis also exists.1,2 This is one of the rare cases reported since
1993 which underwent valvular replacement because of cardiac valvulo-
pathy in association with HUVS.3,4

In this paper, we report a case with HUVS who underwent mitral val-
ve replacement.

Normocomplementemic Urticarial
Vasculitis Occurring at Early Postoperative

Period After Mitral Valve Replacement:
Case Report

AABBSS  TTRRAACCTT  Hypo comp le men te mic ur ti ca ri al vas cu li tis syndro me (HUVS) is a cli ni cally ra re di se -
a se with unk nown eti o logy and in ci den ce. In this ca se re port, we pre sent a 29-ye ar-old ma le pa ti -
ent di ag no sed with nor mo comp le men te mic ur ti ca ri al vas cu li tis with mit ral val vu lar in vol ve ment. 

KKeeyy  WWoorrddss::  Mit ral val ve; vas cu li tis, hyper sen si ti vity

ÖÖZZEETT  Hi po komp le men te mik ürti ke r yal vas kü lit sen dro mu (HUVS) has ta lı ğı, in si dan sı ve et iyo lo -
ji si bi lin me yen ve kli nik ola rak na dir göz le nen bir has ta lık tır. Biz, 29 ya şın da ki er kek olgumuzda
mit ral ka pak tu tu lu muy la bir lik te olan nor mo komp le men te mik ür ti ke r yal vas kü lit hastalığını sun -
duk. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Mit ral ka pak; vas kü liti, hi per sen si ti vi te
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CA SE RE PORT
A thirty-ye ar-old ma le pa ti ent ad mit ted to our cli -
nic with the di ag no sis of mit ral ste no sis. His chi ef
comp la int was dyspne a and he was NYHA Class 3
be fo re the ope ra ti on. He had a his tory of ma cu lo-
pa pil lary rash with art hral gi a a ye ar ago, but re co -
ve red in 5 days wit ho ut any me di ca ti on.  

The ec ho car di og raphy sho wed mit ral ste no sis
with a val ve are a of 1.4 cm2 in pla ni met ric me a su -
re ments, and 1.35 cm2 in Dopp ler me a su re ment.
The ec ho car di og raphy sco re was 9-11 with a pul-
mo nary ar tery pres su re (PAB) of 40 mmHg. Infor -
med con sent  was ob ta i ned from the pa ti ent.

Af ter pre o pe ra ti ve pre pa ra ti on, he un der went
mit ral val ve rep la ce ment with a si ze 27 So rin (Sorin
Biomedica Cardio, Italy) mec ha ni cal prost he sis.
The pos te ri or le af let was pre ser ved in the ope ra ti -
on. The pa ti ent was car ri ed to the ward in the 2nd

pos to pe ra ti ve day wit ho ut any prob lem. He had in-
tra ve no us he pa ri ne and per oral war fa rin. He pa ri -
ne was dis con ti nu ed when INR le vels re ac hed 2,5. 

In the se cond pos to pe ra ti ve day, he had fe ver
with se ve re pa in lo ca li zed to the dis tal up per ex-
tre mi ti es and jo ints with ma cu lo-pa pil lary le si -
ons in legs bi la te rally (Fi gu re 1). Proph ylac tic
an ti bi o tic the rapy was sug ges ted by the de part ment
of in fec ti o us di se a ses be ca u se of the sus pi ci on of
bac te ri al en do car di tis. Ho we ver, blo od cul tu res
we re ne ga ti ve and the prost he sis was func ti o ning
nor mally wit ho ut any ve ge ta ti on in tran se u sop ha -
ge al ec ho car di og raphy (TE E). 

Alt ho ugh early bac te ri al en do car di tis is the
ma in sus pec ted di ag no sis with ina de qu a te cli ni cal
fin dings, the pa ti ent was al so con sul ted to the im-
mu no logy and der ma to logy de part ments.

The im mu no lo gic la bo ra tory fin dings we re
wit hin nor mal ran ges. Fol lo wing nor mal re pe ti ti ve
TE E re sults and nor mal comp le ment le vels [C3
1.450 g/L (0.9-2), C4 0.355 g/L (0.1-0.4) and C1q
0.14 g/L (0.1-0.16)] skin bi opsy was per for med. And
he was di ag no sed as le u kocy toc las tic vas cu li tis (Fi -
gu re 2). The re we re no physi cal signs of art hri tis
and no de for mi ti es we re ob ser ved in the jo ints. Al -
so the ocu lar exa mi na ti on was al so nor mal.

The symptoms im me di a tely re co ve red af ter
ad mi nis tra ti on of an tiinf lam ma tory drugs and low-
do se syste mic cor ti cos te ro id tre at ment and the pa-
ti ent was disc har ged with si mi lar me di ca ti on. At
the end of the first we ek af ter the di ag no sis of vas-
cu li tis all the symptoms we re re ve a led and the pa-
ti ent was to tally fre e of the ma cu lo-pa pil lary
le si ons and disc har ge with an ti co a gu lant, an ti-
inflam ma tory me di ca ti on and low-do se syste mic
cor ti cos te ro ids.

DIS CUS SI ON
HUVS is an un com mon di sor der that may be se en
in ro u ti ne cli ni cal prac ti ce, and cha rac te ri zed by

FIGURE 1: Bilateral maculo-papillary lesions in lower extremities.

FIGURE 2: Haematoxylin and Eosin stain (x40). The obliterated vessels (ar-
rows) which were infiltrated by leukocytes and associated with slight fibrinoid
necrosis and nuclear fragments.  
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per sis tent ur ti ca ri al le si ons with his to lo gi cal evi -
den ce of le u kocy toc las tic vas cu li tis. It is an un com-
mon vas cu li tic di sor der of unk nown eti o logy, and
its ca u se, in ci den ce, and pre va len ce are unk nown.5

Pa ti ents with HUVS sho uld be eva lu a ted for
the pre sen ce and/or de ve lop ment of val vu lar he art
di se a se.2 Ho we ver car di ac in vol ve ment can be se en
in Beh cet’s di se a se, which is anot her type of vas-
cu li tis.6 Ur ti ca ri al vas cu li tis is a di se a se which can
al so in ter fe re with en do car di tis in the early pos to -
pe ra ti ve pe ri od. Val vu lar di se a ses can be as a con-
se qu en ce of vas cu li tis and the cli ni co pat ho lo gi cal
exa mi na ti ons must be do ne if sus pec ted. 

Alt ho ugh val vu lar in vol ve ment can be se en
with ur ti ca ri al vas cu li tis the re are only fi ve ca ses
of HUVS and val vu lar di se a se in the li te ra tu re.2

In our ca se, the pa ti ent was pre o pe ra ti vely di-
ag no sed as rhe u ma tic val ve di se a se and had val ve

rep la ce ment. Alt ho ugh his ur ti ca ri al vas cu li tis
symptoms (ma cu la-pa pil lary le si ons, ur ti ca ri a,
etc.) oc cur red af ter the 2nd pos to pe ra ti ve day he
was asym pto ma tic be fo re the ope ra ti on. This was
the ma in re a son why we did not perform val vu lar
bi opsy. And anot her im por tant qu es ti ons is the
cor re la ti on with the vas cu li tis and the val vu lar di -
se a se we be li e ve that our pa ti ent had nor mo -
comp le men tic ur ti ca ri al vas cu li tis with mit ral
val ve in vol ve ment and the vas cu li tis is ag gre va -
ted with car di o pul mo nary bypass, which exp la ins
the on set of the vas cu li tis fol lo wing the car di ac
ope ra ti on. 

As a re sult we be li e ve that physi ci ans must ke -
ep in mind that val vu lar bi opsy must be per for med
in ca se of pre sen ce of pre o pe ra ti ve vas cu li tic symp-
toms (mild or se ve re) ad di ti o nal to val vu lar symp-
toms. 
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