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VASKULITIDYTvymezen? a charakter

C SYSTEMOVE VASKuWleltTelrdenn?2, neinfek] n?

podm2nNDng8 onemocnfNn?2, vyznaluj?2c? se z
k destrukci c¢c®vn? stBhDny, n8sledn® pr ol
U Projevy

Alogi sikkesewlB®mi e tkg&n2 (ulcerace, nekr -
Acel kbywst ®mov® (teplot a, hubnut?2, sn
u VSK

Aprim8rn?
Asekundirnif2ek| n2, n8dorov§g aj
U Charakteristika
ArelativnhD vzg8cn®, incidence ale narT
Adiagn-ze je nesnadnBne mydskld?y speo zrdan 2n D
AAchybwyilg. a | ® bDh
Azg8vagnost:
Tl okali zace, rozsah, kali br a pol et
Tcel kovl stav a vDKk
Tohrogen2 g¢givot a



VASKULITIDY T etiopatogeneze (2)

C VSK
Aprim§psS2]ina nezn§8ms§
A sekundigprrnov8zej? jinou zn8§mou z8kI| adn?
C PATOGENEZEi Sada sl ogitlch mechani smT
U Imunokomplexy- spugt Dn2 z §n [JANCA v)@&g -r iKa kdepozice
mal I ch ;v 81t @nR I Scn®ASch prpura, KG 1 vaskulitida(HCV+),

SLE, HBV* -asociovansg PN

U Aut oproprbgiklVVysozom8l . e(rzfMCRA) neutro
- stimulace Ne - produkceO,ir adi k81 T, sekrece-1|yso:
pogkozen{fbeztikiBApla nc i i mulnans?p ioti ynpg§MpPn WG, CH-S sy)

Taktivace neutrofB8l Meboempecetspenkmkce sl §
ANCA

T prim8rn2 role ANCA
U Anoms§l-loyodeZvai tvorba granulomu

T anom8| AfunKcé(INF-g IL-12, TNF)

T TA, AT, WG, CH-S sy.

i C2lenl protieskomponent §mse@&wmad §s tni3 my)

T protil 8tky proti Ag bas. membrs8ny (G
TpS2m® pogkozen2 c®vn2 sthPRDny (infekce
C Imunogenetikal HLA asociace

A WGi DR, aDR,

A SLE i Bg (40%), DR, (40%)

A BehcetiTBy sy



VSKT KLASI FI KACE DLE KchdetifBolr(3) C

C PRI MCRN¢Eé VSK
U VSKTiVELKhCH CEV
AA. obrovskobunhD|l ng (tempor8ln2/ Hort
A A. Takayasuova
U VSKT STr EDNCCH CE£V
APolyarteritis nod-za
(

( Akl asi ck8fi be:
A Kawasaki ho choroba dnNt skl k )
u VSKT MALhRCH CE£V
A Wegenerova granul omat-za (ANCA+)
ASy. Ch®tgBhwussov®
AMi kroskopick8 polyangiitida s glnf (
A Henoch-Sche nleinova purpura (ANCA-)
AEsenci 81 n2 sm2geng8 kry
AKogn2 |l eukocytoklastic

U VSK SEKUNDCRNC
A Infekpﬁzm§ i nvaze Go, TBC, viry, pl 2snhD &
A Neinfekl| n?
T SCHP (SLE, RA, PSS, MCTS, FR ¢&)
T malign2 choroby (MH, NHL, Ca ¢€)
T pol ®kov ®, drogy
T radi al n?2
T transplantal n?
T hypersenzitivn?2 aj.

ogl obul i n®mi e
k8 wvaskuliti deze



VASKULITIDY T KLASIFIKACE
(vztah ke kalilbr

~ Relationship between vessel isize;:_andj_‘cllass‘ificatiqn .

Arteriole/ Small Medium ~ large
capillary venule artery artery artery

Takayasu's arteritis
Giant cell arteritis

Classic polyarteritis nodosa
Kawasaki disease

Wegener's granulomatosis
Microscopic polyangiitis
Churg-Strauss syndrome

Cryoglobulinemia
Cutaneous leukocytoclastic vasculitis
Henoch-Schonlein purpura




VSKTobecn® kli ni ckol abor at

KLI NI CKE PROJEVY
Cel kov® nespecifick® projevy
A teplota, hubnut2, artralgie, myalgie, YWnava, p
A hypertenze u mlad®ho jedince
Org8nov® projevy
kogingur pura, wurtika, Ilivedo retikul 8ris, eryt®
pl i coPoustr. infiltr8ty, sinusitida
art eruizsslvnXr y
CNS i ACMP, mononeuritis multiplex aj.
post isg2etnr?i c e
Laboratorn2 zmDny
A - SE,~RAF
A posti gen2®GF&d Ery-urie
A ANCA+ (WG-cANCA; MP a CH-S - pANCA; ojed. ANCA+: H-CHP, AT, TA)
-nespec. ANCA: i u RA, SLE, oj., pol ®k. VSK ¢
A -ggl obul i ®C3 @l K4, autoprotil 8tky (ANF, anti D
A HISTOLOGIEi i munohi stochemie, postigenl org&8n (sval
A arteriografie (CT, MRI i angiografie, SPECT), FDG-PET/ CT (VSK st Sedn?2ch

To o o o I

C DI AGNEZA

KOMBI NACE/ MOZAI KA ng§lezT
A klinict&®ecbl ogicikdchemi-elk BdOLOGI GKARKGI OGRAFI CKHh
A specializovang revmatologickg8 a nefrologick§8 p



VSKidi agnosti ¢ k@oipiS8) st upy

BIOPSIE PAN WG A.OBROVSKOBUN. VSK
(AT, TA) HYPERSENZI|T

Kogn? N + ] i

Sval ov 8 ++ - B} )

Nervu ++ - i, )

Ledviny ++ + - +

Plic - ++ } )

A. TEMPORCLI S - - 4 _
ARTERIOGRAFIE ++ - ++ i
(MRI,CT,FDG-PET/CT)




VSK T terapie (6)

C SEKUNDCRNE

Apotl alyewad! §vaj2c2 pS2]liny (|l ®k, infe
A event. KS a antihistaminika

C PRI MCRN&

u

Kortikosteroidy (vgdp)y ot i z&§nNRtlivIi/imunosupr es
I Predni son, Predni sol on, Metyl predni
pul znh)

Imunosupresiva
A CFA-kont i n(L%anmykg/d p.o.)
-pul zn?2 /i nt(EASMgtkg' n3t4n 2t T dny)

A Ostat n?
Azathioprin (2 mg/kg/d), Met ot r e A8t , Cy

I My k o f e Amdfesilt thalidomid aj.

T INFa-u HBV, HCV asoci 0Pl HEBV-N®K ( HBV
JI NE
Aplazmafer@®@@a, HD
A Cotrimoxazol (WG)

-okl uzivn?2 vaasktuil agpraggeael n2 | ®| ba, pr
Bi ol ogi ckBu treeganipstecent n2ch vaskulitid (
A anti-TNF-a (Infliximab-Re mi cat e) , b-R-etar@rceptr (EnbrElfF

h u m8 n n 2TNBRaratemtuzumab (Humira)?
A MoAb 7 anti CD,, (Rituximab)?
HD-i munoabl ativn?2 terapie s ASCT (?)



VSKvc-obrovskobunBD| n8/ t e mg@nbvalndrotd){7)

C ATipostih krani 8l n?2 c¢c®vy vel k®ho kalibru (vDt
T >50 let, pSevs§gnhD ¢geny

T lasto spojen? se sy. pol ymyal gia rheumati ce
0 Klinick® pooyelviyl vivoj
A Cel k b slabost, teploty, ® hmotnosti
A Cephaleainov§, Yporn§ i i ntermitentn?2, citliv®
A Lelistn? klspadimyame masseter, event. jazyk:
A Osl aben2a puwllppu citlivost a. tempor8lis (50
uzlovit® ztlugtNDn2z vDtv?2
A Amaurosis fugaxevent . tr v a(@a®ph@mica pnut 2
-uovodnhD jiskS2c2 skotomy, di pl opi e
A ~15% artritida( kol ena, kotn2ky)
A ~10% klaudikace HKK, event . RaynaudTv fenom®n
A neuropatiei mono/ pol yneuropatie, tinnitus, verti

i Laboratorn2 vyget Sen?
vysok §768mm/hod.), - RAF (CRP), = Le a Thr, ACHN, ®albumin a = a,-globulin
- asociace HLA-DR-3,4 a5
histologiea. temporalis (granul omat - -zn?2 proces,
- aberace odezvy na TH-1 cytokiny (IFN-g, IL-12, TNF)
A Doppl er . ,wyylet Selnipletysmografie ¢®toku a centr. retinoe)
A vliasml®2 a neurologick® vyget Sen?
U L®I| ba

A KSi Prednison,40-6 0 mg/ d, event. pulzn2 MBEmddtrakc
dl ouhodobD

A CFA, Imuran (100 mg/d), MTX (7.5-1 5 mg / tCy-A @urkdrtikoresistence)
A biol ogi dkdi-TNEU (Infiximab, Etanercep)
A nebezpel?2 z prodl en?

o o
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VSKvc T polymyalgia rheumatica (8)

C PMR-bol esti v8 soumBDrn8§ ztu
jedincT nad 5670lee)t (obvyk
A vztah k AT (40-60%)
A M:Fi 1:2, incidence ~ 50/100 tis./rok

C KLI NI CKh OBRAZ

Acel kprogjgwyi unavnost, hubnut?2, mal §tnost
subfebrilie

A artralgieamyalgiei i Akr ut &fk,r kg2 $eSn2eS, st ehna
Arann2 ztuhl aosetn,n2crhe 72d mM2nost 2
C LABORATORNC OBRAZ
A = SE (~ 100 mm/hod.), = RAF (CRP a2-glob., fibrinogen, g-glob.) ® S-albuminu
A ACHN, = Thr
Anorm8l sy¥yal ov® enzymy, EMG, ANF, RF, s\
U Dif. dg.: sekund. PMR-RA, SLE, PSS, VSK, malignity
C LELBA
A KSi Prednison 20-60 mg/den, pozvol n§g dOeg(~adk)c e n a
A Intolerance KS
Ti munosupresiva v/l . MT X
T antimalarika (Delagil 250 mg/d, Plaquenil 400 mg/d)
A NSAipostaluj?2 jen u Am2rnlichfi forem

hl ost pagn?
| e



VSKvc i Takayasuova arteriitida (9)

C TAichronick®, z8nDtliv® postigen2 aorty a |
A ml ad® <46 IetyM:Fi 1:9, incidence 2-3/mil./rok
A etiologie(?)i st reptokokovg infekce, CIK (?), prlo
C KLI NI CKh OBRAZ

A poruchy pHKKirpvaggm?22 k|l audi kace, oslaben2/ v

A g el emad Ao akrkavicemi

A ®a rozdmaHKK(okO 30 tor T T)

A post uinSthabilikai okl uze a. carotis a VB povod?

A poruchy zrakuineostrost, di pl opi e, asymtr . ama

A artralgie, myalgie, erytema nodosum, Ao-i nsufi ci ence, koronS§8r
hypertenze, plicn?2 hypertenze, gl nf

A

horelAmk@zn8§m®ho pTvoduih
C LABORATORNE DI AGNOSTI KA
A - SE aRAF, - LeaACHN, = PIG
Arozhoduj2c2 je angiografie (REBAECT) sadr tr)
jejich vpDtv?
-z¥%gen2/uz8vDhDr c®v, pSedevg2m a. subcl avi
A histologiei sm2 genl infiltrg&t stPRny a obS2 bb.
u Dif.dg:at eroskler-za, SLE, aortitida u MB, | ue
C LELBA
A KSi Prednison 30-100 mg/d

A Immunosupresivai MTX75-20mg/ t T den, CFA, My kofenol §
A Dopl Rkovg | ®| ba

T | ® ba HN, srdeln? insuficience

T v klidov® f §8zi chirurg. | ® ba (bypasy, resekce aneu



TAKAYASHUOVA ARTERIITIDA

Angiogram aort8ln2ho oblouku

- viznamn® z%gen?subclavia® i prave® v .
odst upu vertebrali® a ’ & .
- z%gen? abdominglrendisaorty a | ev@ %{

vietnhD odstupu
a. vertebralis dextra
| a. vertebralis sinistra

a. carotis communis dextra

a. carotis communis sinistra

a. subclavia dextra

aneurysmatick8g dil at acd

" a. subclavia sinistra

di fusn?2 z%¥gen?:
-~ aort8ln2 oblouk
— katetr

'&‘:.‘



VSKsciT pol yarteriiti s nod- za

¢C PN
Apostih art®ri?2 mal ®ho a stSedn?2h
Apostih vgecth®v®2 stBhegv(aneurysm
infarzace
Tnekroti zuj ?2c? arteriitida
Amul tiorp®sov@en2 s chybhRDn2m gl nf
TkTge, klouby, perif. nervy, st

ApromDnl iviifpr meMnsgful mi @maenm2 f o
VYy¥st Dn?

Amultisyst®moval @oistp duAZlei hi oo g&m
A formasekund.uRA,Sj°gr enTv sy. aj
A incidence ~ 1/100 tis./rok, prevalence 6, M:F i 2:1, 40-60 let

C ETIOPATOGENEZEinevy $Segen a

A depoziceCl K a CH50 v c®\25-40k0), HIV,CMW s |
H-A,C, parvovirus

Ahypersenzitig®Pumeapemri ci | ami n,



VSKscipol yarteriikliisninokl zabr

C KLI NI CKh OBRAZ
i Cel kov® phroorjeelviya Asepti ck8f), s |@&hmmotsosti, nech
vyl er p8n?
U Variabil née®wmr2ohjevposti gen2 rTznlch orgs8nT
A 'kogn? -livedo reticularis, hmatn§ purpur a
gangr ®ny (dist. falangy)
Akl oubnartralgie/nedeformuj2c?2 artritidy
epi sodickl/asymetrickl vIiskyt na D
A nervow@erif. neuropatie (60%) , bolestiv®
-mononeuritis multiplex i symetrick
A r en &l n70% proteinurie a hematurie, ® GF (infarkty, vaskulitida)
-ren. vaskul i t4 draninu--TsKc h®nmmae i gn?2 HI
A GIT -abdomingl n2 ang2?na, sy. a. mesente
S peritonitidou, enteroragie,~nj at ern2ch enzymT
A kardi 8AnPmiA I M, srdeln?2 sel h§gn?
A plicn2m8lo obvykl ® plicn2 infiltr§8ty
A sval ov-myal gie a sval. slabost (70%), pos
A ol n2 -exs. amoce s2tnice
Atesti k-blogrers2i v® napht 2
U Vgdy vyget Sen2 oftal mol oga, neur ol oga, der



LYARTERIITIS NODOSA (1)

SRR

R

vedo ret

Svalovs8 atrofie v dTsl edku mononeurKddgrs?2 infarkty prstT
multiplex a kogn?2 wulcerace v dTsledku kogn?2
vaskulitidy u PN.



POLYARTERIITIS NODOSA (lI)

PNilivedo reticularis pMddglamigr®na prst PNibi opsie prokazuje
nekr .- zu a ®ri e vi] e
| T

rt , |
z8nhnt i vich bunDhk



