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Definice

Jde 0o heterogenn? skuplnu cho
charakteristickI histdliogilakl
rozpozn8ny a adekvsg§tnhD | ®| eny
(tTdny ag mRs2ce) progreduj 2
ledvin

Incidence

~

25% bioptovanlch nemocnl ch
PSi podezSen2 na RPGN je biop
okamgitDn



Kl inickl obraz RPG

Ysnava, sl abost, s ubbefderbercihl,i ema kbrao
hematurie

Aol il goanuri e, ot oky, kagel |, dugnrn
postigen2 horn2ch dlchac2ch ces
reci di vuj ?2c? sinusit2dy
postig~en2 dol n

2 ch dlichac2ch ces
nfi |l

hemopt !l za, na rtg nodul vy, i
granulomy

postigen2 GIT: prTjmy, bol est.i
ol n2 postigen2: konjunktivitis,
srdel n2 postigen?2: peri kardi ti o
arytmie

postigen?2 perifern2ch nervT: pa

artralgie, myalgie, purpura



Kl asi fikace syst®movI
(Chapel Hill, 1993)

AVel K® c®vy

Tempor 8l n2 arteritis
Takayasuova arteritis

AC®VY stSedn2ho kalibru

Polyarteritis nodosa
Kawasakiho syndrom

AC®VY mal ®ho kal i1 br u

Wegenerova granulomatosa*

Mi kroskopi ck*¥8 pol yangi I ti s
Chur$Tvaussov® syndr om
Henochova-Schoenleinova purpura

Kryogl obulinemi ck8 vaskul i ti s
Kogn?2 | eukocytokl|l astick8 angi it

*Lze prok8zat pS2tomnost ANCA prot.



Laboratorn? a pomocns§s

A UTI ea, kreatinin, GF, mi ner al
bi ochem. vygetSen2, KO (anem
vygg? CRP, hematuri e, protei
hypergamagl obul i n®mi e, pr ot

(cC-ANCAT proti prot-eNCABmra@ti 3, p
myel operoxi d8ze)

A sonografie ledvin, rtg S+P, EKG, echokardiografie, EMG,
gastroskopi e, ORL a oln2? vyg



C-ANCA (prot.i protein

C-ANCA pattern Demonstration of cytoplasmic

antineutrophil cytoplasmic antibodies (C-AMCA) by
indirect immunofluorescence with normal neutrophils.
There is heavy staining in the cytoplasm while the
multilobulated nuclei iclear zones) are nonreactive. These
antibodies are usually directed against proteinase 3 and
most patients have Wegener's granulomatosis. Courtesy of
Helmut Eennke, MD.




P-ANCA (pr ot | myel oper

P- AHEA pattern |:'n=-rr|nr|= ration of perinuclear
1tibodies r'F'—m-u‘:ﬁj:n by indirect
taining is
aplasm is
r'||:|r'|r'EE||:.t|'.'|:!. Hrrll_lrlg |:|:|t||:!r|’r' with wasculi the antibodies
are usually directed agai 4 I|‘||:|Pr‘r|"' 1, How er,apP-

AMNCA pattern can also be seen with autoantibodies agains
humber of ather antigens including lactaferrin and elastase.
Mon-MPO P-AMNCA can be seen in a variety of nonvasculiti
disorders. Courtesy of Helmut Rennke, MD.




Pozitivita ANCA u AAV

Vaskulitida c-ANCA P-ANCA [Ne g at
(%) (%) %)

Wegenerova 70 25 5

granul omgt - z a

Mi kr oskogi d6 8 10) 10

polyangiitida

Syndrom Churga 10 10 30

a Strausgqov®

Pauci i muri t20 2 /70 10

glomerulonefritida
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Mor fol ogickIl obraz

Ledviny j sou obvykle zvDtgen®

V2ce eg 70% gl omerul T je posti gen
stvorbou(zppktﬂ epiteli 8l Na, | ppedij
se pod?212 proliferace epi(tnealkirSobfng2gc
aktivace koagulace s tvorbou fibrinu. Velmi rychle d oc h 8§z ¢ o K|
kolagenu( okl uzi vn?2 srpky, obsol escenc

Proli ferace, nekr:-zy a |(arenZ fgd ko
segment 8l n2 nekr - zy)

|l nt er st I ci (8dutnofily, T lymifocyty tmorfocyty)
| nt erstici 8l n2 fi1 br-za a atrofi e t

Klasifikace

Z8kl adn2z dnNl en? RPGN je zalogeno n
vyget Sen? | edviny a na s®r ol ogil c k@



Rychl e progreduj?2c? gl



