
5. roļn²k 
vġeobecnĨ smŊr (LS) 

VASKULITIDY 
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VASKULITIDY ï vymezen² a charakteristika pojmu (1) 

Ç SYST£MOV£ VASKULITIDY ï heterogenn², neinfekļn², imunopatologicky 

podm²nŊn§ onemocnŊn², vyznaļuj²c² se z§nŊtlivĨm postiģen²m c®v vedouc²m 

k destrukci c®vn² stŊny, n§sledn® proliferaci, z¼ģen² ļi uz§vŊru. 

ü Projevy  

Åloģiskov§ isch®mie tk§n² (ulcerace, nekr·za) 

Åcelkov® ï syst®mov® (teplota, hubnut², sn²ģenĨ apetit, pocen² é) 

ü VSK 

Åprim§rn² 

Åsekund§rn² ï infekļn², n§dorov§ aj. 

ü Charakteristika 

ÅrelativnŊ vz§cn®, incidence ale narŢst§ 

Ådiagn·ze je nesnadn§, nŊkdy pozdn² (Ănemysl² se na nŊñ) 

ÅĂchybyñ v dg. a l®ļbŊ 

Åz§vaģnost: 

īlokalizace, rozsah, kalibr a poļet postiģenĨch c®v 

īcelkovĨ stav a vŊk 

īohroģen² ģivota 



VASKULITIDY ï etiopatogeneze (2) 

Ç VSK 

Å prim§rn² ï pŚ²ļina nezn§m§ 

Å sekund§rn² ï prov§zej² jinou zn§mou z§kladn² chorobu 

Ç PATOGENEZE ï Śada sloģitĨch mechanismŢ 

ü Imunokomplexy ­ spuġtŊn² z§nŊtliv® reakce (ANCA - ) Ag ­ IK ­ depozice 
malĨch IK + C3 ve stŊnŊ c®v ­ z§nŊt: H-Sch purpura, KG ï vaskulitida(HCV+), 
SLE, HBV+        - asociovan§ PN 

ü Autoprotil§tky proti lysozom§l. enzymŢm neutrofilŢ (tzv. ANCA+) 

 - stimulace Ne ­ produkce O2 ï radik§lŢ, sekrece lysozom. enzymŢ ­ 
poġkozen² tk§nŊ (bez IK ï Ăpanciimunn² typñ), ļasto prim§rn² (MP, WG, CH-S sy) 

īaktivace neutrofilŢ s expres² Prot-3 nebo myeloperoxid§zy ­ interakce s 
ANCA 

īprim§rn² role ANCA 

ü Anom§ln² T-Ly odezva ï tvorba granulomu 

īanom§ln² TH-1 funkce (INF-g, IL-12, TNF) 

īTA, AT, WG, CH-S sy. 

ü C²lenĨ proces proti komponent§m c®vn² stŊny (Ăsekund§rn²ñ) 

īprotil§tky proti Ag bas. membr§ny (Goodpasteur. sy.) 

īpŚ²m® poġkozen² c®vn² stŊny (infekce, HN) 

Ç Imunogenetika ï HLA asociace 

Å WG ï DR2 a DR3 

Å SLE ï B8 (40%), DR3 (40%) 

Å BehcetŢv sy ï B51 



VSK ï KLASIFIKACE DLE KALIBRU C£V (Chapel Hil,1993) (3) 

Ç PRIMĆRNĉ VSK 

ü VSK ï VELKħCH C£V 

ÅA. obrovskobunŊļn§ (tempor§ln²/Hortonova) 

Å A. Takayasuova 

ü VSK ï STřEDNĉCH C£V 

ÅPolyarteritis nod·za (Ăklasick§ñ bez glnf) 

ÅKawasakiho choroba (dŊtskĨ vŊk) 

ü VSK ï MALħCH C£V 

ÅWegenerova granulomat·za (ANCA+) 

ÅSy. ChurgŢv-Straussov® 

ÅMikroskopick§ polyangiitida s glnf (polyarteriitida) 

Å Henoch-Schºnleinova purpura (ANCA-) 

ÅEsenci§ln² sm²ġen§ kryoglobulin®mie 

ÅKoģn² leukocytoklastick§ vaskulitida 

ü VSK SEKUNDĆRNĉ 
Å Infekļn² ï pŚ²m§ invaze Go, TBC, viry, pl²snŊ é 

Å Neinfekļn² 

ī SCHP (SLE, RA, PSS, MCTS, FR é) 

ī malign² choroby (MH, NHL, Ca é) 

ī pol®kov®, drogy 

ī radiaļn² 

ī transplantaļn² 

ī hypersenzitivn² aj. 



VASKULITIDY ï KLASIFIKACE 

(vztah ke kalibru c®v) 



VSK ï obecn® klinickolaboratorn² projevy (4) 

Ç KLINICK£ PROJEVY 

ü Celkov® nespecifick® projevy 

Å teplota, hubnut², artralgie, myalgie, ¼nava, pocen² 

Å hypertenze u mlad®ho jedince 

ü Org§nov® projevy 

Å koģn² ï purpura, urtika, livedo retikul§ris, eryt®m, ischemick® nekr·zy é 

Å plicn² ï oboustr. infiltr§ty, sinusitida 

Å arteri§ln² uz§vŊry 

Å CNS ï ACMP, mononeuritis multiplex aj. 

Å postiģen² s²tnice 

ü Laboratorn² zmŊny 

Å ¬ SE, ¬ RAF 

Å postiģen² ledvin - ® GF, P + Ery-urie 

Å ANCA+ (WG-cANCA; MP a CH-S - pANCA; ojed.ANCA+: H-CHP, AT,TA) 

 - nespec. ANCA: i u RA, SLE, oj., pol®k. VSK é 

Å ¬ g-globulinŢ, CIK, ® C3 a C4, autoprotil§tky (ANF, anti DsDNA, RF), KG, HBsAg 

Å HISTOLOGIE ï imunohistochemie, postiģenĨ org§n (svaly, c®vy, nervy, org§ny) 

Å arteriografie (CT, MRI ï angiografie, SPECT), FDG-PET/CT (VSK stŚedn²ch a velkĨch c®v) 

Ç DIAGNčZA 

ü KOMBINACE/MOZAIKA n§lezŢ 

Å klinickĨch ï s®rologickĨch ï biochemickĨch - HISTOLOGICKħCH/ ­ ANGIOGRAFICKħCH 

Å specializovan§ revmatologick§ a nefrologick§ pracoviġtŊ 



VSK ï diagnostick® pŚ²stupy (Elliot,1991) (5) 

BIOPSIE PAN WG A.OBROVSKOBUN. 

(AT, TA) 

VSK 

HYPERSENZITIVNĉ 

Koģn² Ñ + - ++ 

Svalov§ ++ - - - 

Nervu ++ - - - 

Ledviny ++ + - + 

Plic - ++ - - 

A.TEMPORĆLIS - - ++ - 

ARTERIOGRAFIE 

(MRI,CT,FDG-PET/CT) 

++ - ++ - 



VSK ï terapie (6) 

Ç SEKUNDĆRNĉ 

Åpotlaļen² vyvol§vaj²c² pŚ²ļiny (l®k, infekce, SCHP) 

Å event. KS a antihistaminika 

Ç PRIMĆRNĉ  

ü Kortikosteroidy (vģdy) ï protiz§nŊtlivĨ/imunosupres. ¼ļinek 

īPrednison, Prednisolon, Metylprednisolon, Dexametazon (kontinu§lnŊ i 
pulznŊ) 

ü Imunosupresiva 

Å CFA - kontinu§ln² (1.5-2 mg/kg/d p.o.) 

       - pulzn²/intermitentn² (10-15 mg/kg/  ̈3-4 tĨdny) 

ÅOstatn² 

īAzathioprin (2 mg/kg/d), Metotrex§t, Cy-A 

īMykofenol§t - mofetil, thalidomid aj. 

īINFa - u HBV, HCV asociovĨch VSK (HBV+-PN, HCV+-KGV) 

ü JIN£ 

Åplazmafer®za, HD-IVIG 

Å Cotrimoxazol (WG) 

 - okluzivn² vaskulopatie ï antiagregaļn² l®ļba, prostacyklin 

ü Biologick§ terapie ï u rezistentn²ch vaskulitid (?) 

Å anti-TNF-a (Infliximab-Remicate), blok§tor TNF-R -etanercept (Enbrel),  
hum§nn² anti-TNFa-alemtuzumab (Humira)? 

Å MoAb ï anti CD20 (Rituximab)? 

ü HD - imunoablativn² terapie s ASCT (?) 



VSKvc - obrovskobunŊļn§/tempor§ln² arteritida (Hortonova choroba) (7) 

Ç AT ï postih krani§ln² c®vy velk®ho kalibru (vŊtve a. carotis interna a externa) 

ī > 50 let, pŚev§ģnŊ ģeny 

ī ļasto spojen² se sy. polymyalgia rheumatica 

ü Klinick® projevy ï pozvolnĨ vĨvoj 

Å Celkov® ï slabost, teploty, ® hmotnosti 

Å Cephalea ï nov§, ¼porn§ i intermitentn², citliv® oblasti i uzly ve kġtici 

Å Ļelistn² klaudikace ï spasmy m. masseter, event. jazyka a polyk. svalŢ (tuh§ sousta) 

Å Oslaben² pulzu a palp. citlivost a. tempor§lis (50%), event. se zarudnut²m a zduŚen²m, 
uzlovit® ztluġtŊn² vŊtv² 

Å Amaurosis fugax event. trval® oslepnut² (a. ophtalmica) 

 - ¼vodnŊ jiskŚ²c² skotomy, diplopie 

Å ~ 15% artritida (kolena, kotn²ky) 

Å ~ 10% klaudikace HKK, event. RaynaudŢv fenom®n 

Å neuropatie ï mono/polyneuropatie, tinnitus, vertigo, asymetrick§ porucha sluchu 

ü Laboratorn² vyġetŚen² 

Å vysok§ SE (> 70 mm/hod.), ¬ RAF (CRP), ¬ Le a Thr, ACHN, ® albumin a ¬ a2-globulin 

 - asociace HLA-DR-3, 4 a 5 

Å histologie a. temporalis (granulomat·zn² proces, obŚ² mnohojadern® bb.) 

 - aberace odezvy na TH-1 cytokiny (IFN-g, IL-12, TNF) 

Å Doppler. vyġetŚen², vļ. oļn² pneumo-pletysmografie (® toku a centr. retinoe) 

Å vļasn® oļn² a neurologick® vyġetŚen² 

ü L®ļba 

Å KS ï Prednison, 40-60 mg/d, event. pulzn² MP detrakce/udrģ. l®ļba 10-20 mg/d 
dlouhodobŊ 

Å CFA, Imuran (100 mg/d), MTX (7.5-15 mg/tĨden), Cy-A (u kortikoresistence) 

Å biologick§ l®ļba ï anti - TNFŬ (Infliximab, Etanercep) 

Å nebezpeļ² z prodlen² 



TEMPORĆLNĉ (HORTONOVA) ARTERIITIDA 



VSKvc ï polymyalgia rheumatica (8) 

Ç PMR - bolestiv§ soumŊrn§ ztuhlost paģn²ch a p§nevn²ch pletencŢ u 
jedincŢ nad 50 let (obvykle ~ 70 let) 

Å vztah k AT (40-60%) 

Å M:F ï 1:2, incidence ~ 50/100 tis./rok 

Ç KLINICKħ OBRAZ 

Å celkov® projevy ï ¼navnost, hubnut², mal§tnost, apatie, nechutenstv², 
subfebrilie 

Å artralgie a myalgie ï i Ăkrut®ñ, ġ²Śen² ï krk, p§teŚ, stehna 

Å rann² ztuhlost, omezen² denn²ch ļinnost² 

Ç LABORATORNĉ OBRAZ 

Å ¬ SE (~ 100 mm/hod.), ¬ RAF (CRP a2-glob., fibrinogen, g-glob.) ® S-albuminu 

Å ACHN, ¬ Thr 

Å norm§ln²: svalov® enzymy, EMG, ANF, RF, sval. biopsie (nesp. zmŊny) 

ü Dif. dg.: sekund. PMR-RA, SLE, PSS, VSK, malignity 

Ç L£ĻBA 

Å KS ï Prednison 20-60 mg/den, pozvoln§ detrakce na 10 mg (~ rok) 

Å Intolerance KS 

īimunosupresiva vļ. MTX 

īantimalarika (Delagil 250 mg/d, Plaquenil 400 mg/d) 

Å NSA ï postaļuj² jen u Ăm²rnĨchñ forem 



VSKvc ï Takayasuova arteriitida (9) 

Ç TA ï chronick®, z§nŊtliv® postiģen² aorty a jejich hlavn²ch vŊtv² 

Å mlad® ģeny < 40 let, M:F ï 1:9, incidence 2-3/mil./rok 

Å etiologie (?) ï streptokokov§ infekce, CIK (?),protil§tky pro Ag stŊny tepen, aberace TH-1 

Ç KLINICKħ OBRAZ 

Å poruchy prokrven² HKK ï paģn² klaudikace, oslaben²/vymizen² pulzu 

Å ġelesty nad Ao a krkavicemi 

Å ® a rozd²l TK na HKK (o Ó 30 torŢ) 

Å postur§ln² instabilita ï okluze a. carotis a VB povod² 

Å poruchy zraku ï neostrost, diplopie, asymtr. amaur·za, atrofie n. opticus 

Å artralgie, myalgie, erytema nodosum, Ao-insuficience, koron§rn² insuff., renovask.  

                     hypertenze, plicn² hypertenze, glnf 

Å horeļka Ănezn§m®ho pŢvoduñ 

Ç LABORATORNĉ DIAGNOSTIKA 

Å ¬ SE a RAF, ¬ Le a ACHN, ¬ PIG 

Å rozhoduj²c² je angiografie (digit. subtrakļn², MRI, CT, FDG-PET/CT) aorty a vġech 
jejich vŊtv² 

 - z¼ģen²/uz§vŊr c®v, pŚedevġ²m a. subclavia sin. 

Å histologie ï sm²ġenĨ infiltr§t stŊny a obŚ² bb. 

ü Dif. dg: ateroskler·za, SLE, aortitida u MB, lues a FR 

Ç L£ĻBA 

Å KS ï Prednison 30-100 mg/d 

Å Immunosupresiva ï MTX 7.5-20 mg/tĨden, CFA, Mykofenol§t mofetil (?) 
Å DoplŔkov§ l®ļba 

ī l®ļba HN, srdeļn² insuficience 

ī v klidov® f§zi chirurg. l®ļba (bypasy, resekce aneurysmat, PTCA/stenty a. renalis, n§hrady chlopn²) 

 



TAKAYASHUOVA ARTERIITIDA 

Angiogram aort§ln²ho oblouku 
- vĨznamn® z¼ģen² lev® i prav® v. subclavia a 

odstupu lev® a. vertebralis 

- z¼ģen² abdomin§ln² aorty a lev® a. renalis 

vļetnŊ odstupu 

a. vertebralis dextra 

a. carotis communis dextra 

a. carotis communis sinistra  

a. subclavia dextra 

aneurysmatick§ dilatace 

a. subclavia sinistra 

difusn² z¼ģen² 

aort§ln² oblouk 

katetr 

a. vertebralis sinistra 



VSKsc ï polyarteriitis nod·za (Ăklasick§ñ) (10) 

Ç PN 

Åpostih art®ri² mal®ho a stŚedn²ho kalibru 

Åpostih vġech tŚ² vrstev c®vn² stŊny (aneurysma, tromby), 

infarzace 

īnekrotizuj²c² arteriitida 

Åmultiorg§nov® postiģen² s chybŊn²m glnf a ANCA protil§tek 

īkŢģe, klouby, perif. nervy, stŚevo, ledviny, pl²ce, CNS é  

ÅpromŊnlivĨ prŢbŊh ï f. m²rn§ ­ f. fulminantn² ­ event. fok§ln² 

vy¼stŊn² 

Åmultisyst®movĨ postih, ale i pouze 1 org§n (Ălimitovan§ formañ) 

Å forma sekund. u RA, SjºgrenŢv sy. aj. 

Å incidence ~ 1/100 tis./rok, prevalence 6, M:F ï 2:1, 40-60 let 

Ç ETIOPATOGENEZE ï nevyŚeġena 

Ådepozice CIK a CH50 v c®v§ch, virus H-B (25-40%), HIV, CMV, 

H-A,C, parvovirus 

Åhypersenzitivn² reakce ï s®rum, penicilamin, sulfonamidy 



VSKsc ï polyarteriitis nod·za ï klinickĨ obraz (11) 

Ç KLINICKħ OBRAZ 

ü Celkov® projevy - horeļka (i Ăseptick§ñ), slabost, nechutenstv², ® hmotnosti, 

                                vyļerp§n² 

ü Variabiln² projevy c®vn²ho postiģen² rŢznĨch org§nŢ 

Å koģn²  - livedo reticularis, hmatn§ purpura, ulcerace, ischemick® akr§ln² 

                             gangr®ny (dist. falangy) 

Å kloubn²  - artralgie/nedeformuj²c² artritidy (50%), event. sek. PMR, i 

     episodickĨ/asymetrickĨ vĨskyt na DKK 

Å nervov®  - perif. neuropatie (60%), bolestiv® parest®zie i motorickĨ vĨpadek 

              - mononeuritis multiplex i symetrick§ perif. neuropatie  

Å ren§ln²   - 70% proteinurie a hematurie, ® GF (infarkty, vaskulitida) 

                - ren. vaskulitida , isch®mie ­¬ reninu - ¬ TK i malign² HN 

Å GIT         - abdomin§ln² ang²na, sy. a. mesenterica (tromb·za), perforace  

     s peritonitidou, enteroragie, ¬ jatern²ch enzymŢ 

Å kardi§ln²  - ĂnŊmĨñ IM, srdeļn² selh§n² 

Å plicn²  - m§lo obvykl® plicn² infiltr§ty 

Å svalov®  - myalgie a sval. slabost (70%), postiģen² sval. tepen 

Å oļn²  - exs. amoce s²tnice 

Å testikul§rn² - bolestiv® napŊt² 

ü Vģdy vyġetŚen² oftalmologa, neurologa, dermatologa a dalġ²ch specialistŢ 



POLYARTERIITIS NODOSA (I) 

Typick® livedo reticularis lev®ho pŚedlokt² u PN PN - livedo reticularis Pokroļil§ akr§ln² gangr®na prstŢ u PN 

Svalov§ atrofie v dŢsledku mononeuritis 

multiplex a koģn² ulcerace v dŢsledku koģn² 

vaskulitidy u PN. 

Koģn² infarkty prstŢ 



POLYARTERIITIS NODOSA (II) 

PN ï livedo reticularis pŚedlokt² PN ï gangr®na prstŢ PN ï biopsie prokazuje fibrinoidn² 

nekr·zu art®rie, vļetnŊ pŚ²tomnosti 

z§nŊtlivĨch bunŊk 


