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URTIKARIE

URTICA — POMPHUS

* 1 leze trva méne nez 24 hodin

* Obvykle svédi

* Mohou ji doprovazet:
- angioedém (10% u déti)
(bledy, spiSe boli, trva az 2-3dny)
- jiné priznaky
(Unava, bolesti kloubt a bficha)




HISTOLOGIE

Dermalni edém

Perivaskularni a intersticialni infiltrat s
lymfocyty, eosinofily, neutrofily
Minimalni epidermalni zmény
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Wheals

SYSTEMOVA ONEM

POJIVA
MONOKLONALNI
GAMAPATIE

Recurrent unexplained fever?
loint/bone pain? Malaise?
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Autoinflammatory
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Average wheal
duration > 24h??

VIRY (HBV, CV, EBV) -

LEKY (ACE, PNC, SULF)
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* po 24h zUstdvaji rezidua : purpura
hyperpigmentace

* nesvédi, muze palit
* nereaguje na
antihistaminika




HISTOLOGIE

Stupnujici se zmeény

Neutrofilni infiltrat

Leukocytoklasie

Fibrinoidni nekrdza
Otok endotelu

URTIKARIE

VASKULITIDA

Zirné bb
Eosinofily

IL-1
Neutrofily

IK
Komplement
Neutrofily



NEUTROFILNiI URTIKARIE

....neutrophilic urticaria with systemic infl
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Serum sickness like reaction

ni sténou (bez zndmek vaskulitid

kapilara s normal
v okoli perivaskularni mononuklearni infiltraty s neutrofily
mirné prosaklé horni korium - je znamkou klinického pomfu




URTICARIA VASCULITIS -2-10%

NP S
\‘\i‘/i” P&l
v N

|

,,,,,

SYSTEMOVA ONEM POJIVA 7
MONOKLONALNI GAMAPATIE "
LEUKEMIE, NADORY

VIRY
LEKY o S Ry e
:r:.‘ -é{g“._j\; ‘r‘!fzf‘,—- s o ‘: ASAY e !‘( \ ,,\_)‘ |
’ Rt e o e P i 20 D nA;\&__‘\ J‘ﬂk a5 ~.
IDIOPATICKA e s

Erytrocytarni extravazaty, neutrofily, leukocytoklasie + klinika



VASKULITIDY

PALPOVATELNA PURPURA

Vaskulitidy malych cév MAKULY, PAPULY, POMFY,
(vétsinou z IK+C+Neu) VEZIKULY, PUSTULY
Kozni vaskulitida malych cév (LCV)

IgA vasculitis (HSP) -

Urticaria-vasculitis

Vaskulitidy (smiSené)

malych a strednich cév

RN (s ANCA)

bl Lt MPA (Mikroskopicka polyan)
¥ - GPA (Wegenerova granul)

NODULY, NEKROZA,

N\ Vaskulitidy strednich cév ULCERACE,
Polyarteriitis nodosa LIVEDO RACEMOSA
Kawasakiho hemoc -

pseudo-SWEET SYNDR.
pseudo-PYODERMA
GANGRENOSUM
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PANCA malé a stfedn

Henoch Shonlein purpura




Leukocytoklasticka vaskulitida u déti 20-55/100tis/r

Johnson EF et al, JEADV, 2017, biopticky potvrzené , MAYO clinic 1993-2013, 56 déti

IgA vaskulitida Prevazné IgA depozita 48% (88%)
postinfekéni

idiopaticka

Kozni vaskulitida malych cév Nesplnujici kritéria ostatnich subtypli 34%

pri syst. onem pojiva (SLE)

idiopaticka

postinfekcni

polékova

Urtikarialni vaskulitida Klinicky urtikarialni projevy 9%
ANCA-asociovana vaskulitida p/c ANCA pozitivita 7%

Granulomatdza s polyangiitidou

Mikroskopicka polyangiitis

P- ANCA dale nespecifikovana

Akutni hemoragicky edém déti 2%




PRIMA IMUNOFLUORESCENCE
odbér lezionalni kUze: stari Iéze<24 hod

imunoglobuliny, C3, fibrinogen, IgA pretrvava déle nez IgG/M (lg jsou negativni po 72h, C3 je + asi v 50% )
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IgA: 90% déti / 10% dospéli IgG/I1gM: 80% dospéli
QT T ' —

s

C3 | " IgA fibrinogen

Sunderkotter C. et al. Eur J Derm 2006, 16:114-24, Carlson JA Histopathol 2010 56:3-23



KLINICKE CHARAKTERISTIKY

min 1 systémovy priznak - 80%
postizeni DK —-93%

lgA: postizeni hyzdi 56/18%
bolesti bricha 67/31% X non-IgA - bolesti hlavy

prubéh: a) jedna ataka spont. odeznivajici (60%)
b) recidivujici (20%)
c) chronicky (20%)



VASKULITIDA STREDNICH CEV 1 deoxyg Hgb, arteriolospazmus endotelialni dysfunkce

(chlad, autonom. dysfunkce) hyperkoagulabilni stav

_ BEZNE U NOVOROZENCU (vaskulitidy, syst. onem pojiva,

nadory, poruchy koagulace....

Zone of venous || Zone of arterial
predominance || predominance

Arterial cone

(A) Livedo reticularis

s

@ Livedo racemosa

LIVEDO RETICULARIS LIVEDO RACEMOSA







POLYARTERITIS NODOSA




/droje

* Fotoarchiv Dermatovenerologické kliniky 1. LF UK a VFN Praha

* http://urticariaday.org/urticaria-day-2019/urticaria/the-new-
urticaria-guideline/

* Fabbri P. et al. Classification and clinical diagnosis of cutaneous
vasculitides. G ITAL DERMATOL VENEREOL 2015;150:169-81

e Sunderkotter C. et al. Eur J Derm 2006, 16:114-24, Carlson JA
Histopathol 2010 56:3-23
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