
Syst®mov® choroby pojiva 

P. Hor§k 

III. Intern² klinika, FN UP Olomouc 

PŚednosta Prof. MUDr. V. Ġļudla, CSc.   



Syst®mov® choroby pojiva  

ÅSyst®movĨ lupus erytematodes 

ÅAPS 

ÅSyst®mov§ sklerodermie 

ÅDermatomyozitida 

ÅSm²ġen§ choroba pojiva 

ÅSjºgrenŢv syndrom  

ÅRevmatoidn² artritida 

 

 



 

 

 

 

 

Syst®movĨ lupus 

erythematodes 



Kazustika 1 

Å D²vka 25 let, dosud zdrav§  

Å Pobyt v USA, uģ²v§ kontraceptiva  

Å Asi 2 mŊs²ce trvaj²c² bolesti kloubŢ, subfebrilie do 38 st. 

Å BŊhem 2 tĨdnŢ se objevuj² rozs§hl® otoky DKK 

Å VyġetŚena v USA- KO, FW, m+s, biochemie, ANA, dsDNA protil§tky 
pozitivn²- Prednison 40mg/dennŊ    v.s. SLE- drug induced ??  

Å N§vrat domŢ, hospitalizace na klinice 

Å TK 150/100, exant®m v obliļeji,  proteinurie 6g/24h, 
hypoproteinemie, leukopenie, sn²ģen² hladin C3, C4, anti dsDNA 
nad 200 IU/ml, glomerul§rn² filtrace zvĨġen§, leu 3.1, Hb 105 

Å Q, aPTT norma 

Å Ren§ln² biopsie ï lupus nefritida IV.typu A/C 

Å Terapie- pulsy CFA 700mg/i.v. a 4 tĨdny, metylprednisolon 32mg 
dennŊ, ACE inhibitory, statiny,  

 





Syst®movĨ lupus 

erythematodes 
ÅAutoimunn² z§nŊtliv® onemocnŊn²  

ÅImunn² dysregulace vede k hyperprodukci 

org§novŊ nespecifickĨch autoprotil§tek, 

depozic²m imunokomplexŢ a vaskulitidŊ 

(Rothfield 1985) 

ÅF:M = 9:1 

ÅPrevalence cca 40/100.000 (Hochberg 1997) 







Apopt·za a nekr·za  
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Symptoms of SLE  

                                                                                                                       



Diagnostick§ kriteria SLE dle ACR 

(1982, upravena 1997) 

Å Mal§rn² exant®m 

Å Diskoidn² exant®m 

Å Fotosenzitivita 

Å Ulcerace  v dutinŊ ¼stn² 

Å Artritida 

Å Serozitida  

ïpleuritida 

ïperikarditida 

Å Postiģen² ledvin 

ïproteinurie nad 0.5g/24 
hodin 

ïbunŊļn® v§lce 

 

Å Neurologick® postiģen²  

ïkŚeļe 

ïpsych·za 

Å Hematologick® poruchy 

ïhemolytick§ an®mie 

ï leukopenie 

ï trombocytopenie 

Å Imunologick® poruchy   

ï anti-dsDNA 

ï anti SM 

ïantifosfolipidov® 
protil§tky  

Å Antinukle§rn² protil§tky 

 

 

 



ÅKlasickĨ  SLE ð mnoho krit®ri²  

ÅUrļitĨ lupus SLE ð 4 ļi v²ce krit®ri² 

ÅPravdŊpodobnĨ  SLE ð 3 krit®ria  

ÅMoģnĨ SLE ð 2 krit®ria 

 



Koģn² manifestace SLE 

Å Fotosenzitivita 

Å Akutn² , edematozn² a 
erythematozn² vyr§ģka 

ïmotĨlovitĨ exant®m 

Å Diskoidn² lupus 

Å Neonat§ln² lupus 

Å Subakutn² koģn² lupus  

ïanul§rn² ļi polycyklickĨ 

ïpsoriasiformn² 

Å Lupus profundus 

ïalopecie 

ïbulozn² l®ze 

ïpostiģen² sliznic 

 

Å Vaskul§rn² leze  

ïperiungu§ln² eryt®m 

ï livedo retikularis 

ï telangiektazie 

ïRaynaud 

Å Vaskulitida urtikarn² ļi 

purpurick§ 

ïatrophic blance 

ïchilblain lupus  

 













Muskuluskelet§rn² 

manifestace SLE 

ÅArtralgie a artritida 

ÅSynovitida (Rupus) 

ÅPodkoģn² revmatick® uzl²ky (7%) 

ÅOsteonekr·za 

ÅOsteopor·za 

ÅMyalgie 

ÅSekund§rn² fibromyalgickĨ syndrom 





Plicn² manifestace SLE 

Å Pleuritick§ bolest 

Å Pleuritida 

Å Infekce horn²ch cest dĨchac²ch  

Å Chronick§ pneumonitida  

Å Akutn² pneumonitida (relativnŊ vz§cn§), mortalita aģ 50% 

Å Plicn² hypertenze 

Å syndrom Ămizej²c² pl²ceñ 

Å Plicn² hemoragie 

Å ARDS 

Å Embolie 

Å Postiģen² br§nice 

 



Kardiovaskul§rn² manifestace 

SLE 
Å Kardi§ln² abnormality (50 %)  

Å Chlopen² poruchy (mitr§ln² regurgitace, hemodynamicky  
ïasymtpomatick§ (75 %)  

Å Verukozn² Libmann Sackova endokarditida 

Å Perikardi§ln² postiģen² (klinicky nŊm§ perikarditida aģ  55 %)  

Å Myokardi§ln² dysfunkce (aģ 78%)  

Å Myokarditida 

Å Ischemick§ choroba srdeļn² 

Å Poruchy veden²  

Å Arytnie -tachykardie mŢģe souviset s aktivitou  

Å Kongenit§ln² srdeļn² blok 

Å Trombembolick§ choroba 

 





SLE a postiģen² ledvin 

 

ÅMorfologie: 

ïGlomerul§rn²  

ïVaskul§rn² 

ïTubulointerstici§ln²  

 



Klasifikace lupusov® 

glomerulonefritidy1 
Minim§ln² mesangi§ln² lupus nefritida 

(typ I.) 

Mesangi§ln²  (typ II.)  

Fok§ln² (typ III.)  

Dif¼zn² (typ IV.)  

Membranozn² (typ V.)  

Pokroļil§ sklerotizuj²c² (typ VI.) 

 

 

 

1. Weening J.J. Kidney International, 65, 2004, 521-530 



Lupusov§ nefritida III. typu 

    PŚev§ģnŊ mesangi§ln² 

pozitivita, m®nŊ v 

kapil§rn²ch kliļk§ch ï

IgG, IgA, IgM, C3, C1q 
    Fok§lnŊ segment§ln² nekrotizuj²c² 

glomerulonefritis 

    Nekr·za oznaļen§ ġipkou, v okol² 
glomerulu interstici§ln² infiltr§t 



Lupusov§ nefritida IV. typu  

    Intenzivn² mesangi§ln² 

pozitivita i v kapil§rn²ch 

kliļk§ch ï IgG,IgA,IgM,C3, 

C4,C1q 

Dif¼zn² proliferativn² glomerulonefritis 

Ġipka oznaļuje  Ădr§tŊn® kliļkyñ 



Lupusov§ nefritida V. typu  

    JemnŊ granul§rn² pozitivita subepiteli§lnŊ 

kapil§rn²ch kliļk§ch IgG, IgA, IgM, C3, C1q 



Neuropsychiatrick® 

manifestace SLE 
Å Prim§rn² neurologick® manifestace  

ïCMP (vaskulitida, vaskulopatie, embolizace, antifosfolipidov® 
protil§tky) 

ïEpiz§chvaty (generalizovan®, parci§ln²) 

ïMigr®na (lupus headache) 

ïTransverz§ln² myelitida  

ï Neuritida optiku 

ïPsychoorganickĨ mozkovĨ syndrom  

ï Koma  

ï Par®zy hlavovĨch ļi perifern²ch nervŢ, polyneuritida  

Å Prim§rn² psychiatrick® manifestace  

ïPsych·za 

ïKognitivn² poruchy  

ïDemence 

ïFunkļn² poruchy 

Å Sekund§rn² komplikace choroby ļi/a jej² l®ļby 







Hematologick® manifestace 

SLE 
ÅAnemie (hemolytick§ anemie, vliv 
chronick®ho z§nŊtu, krevn² ztr§ty, 
medikamenty, Ăred cells aplasiañ) 

ÅLeukopenie 

ÅLymfocytopenie 

ÅLymfadenopatie, splenomegalie 

ÅTrombocytopenie 

ÅProtil§tky proti koagulaļn²m faktorŢm 

(VIII, IX, XI, XII, XIII) a fosfolipidŢm  



Autoprotil§tky u SLE 

ÅLe buŔky ï dnes nahrazeny dalġ²mi testy  

ÅANA (antinukleo§rn² protil§tky) 

ÅAnti dsDNA protil§tky 

ÅENA protil§tky  
ïsm, LA, RO, sm/RNP  

ÅProtil§tky proti krevn²m elementŢ 

ÅAntifosfolipidov® protil§tky  

ÅAntiribozom§ln² protil§tky  

ÅProtil§tky proti koagulaļn²m faktorŢm 
(VIII, IX, XI, XII, XIII)  etc.  





Anti dsDNA protil§tky  

(CritidiovĨ test) 



Kazuistika 2 

Å Ģena 45 let, sekret§Śka Śeditele ve velk® firmŊ 

Å Bolesti kloubŢ asi 10 let 

Å Anamn®za z§nŊtu ģil 

Å BŊhem 3 mŊs²cŢ prudkĨ ¼padek intelektu§ln²ch schopnost², 

pokles IQ na 90, epizoda poruchy Śeļi 3 dny, expresivn² 

afazie 

Å MR- mnohoļetn§ loģiska CNS- podezŚen² na Alzheimerovu 

chorobu?? Multiinfarktov§ loģiska?? 

Å Lab. aPTT 63s, KO trom 99, ANA pozitivn², anti dsDNA 56 

IU/ml  

Å ECHO- podezŚen² na veruk·zn² endokarditidu 

Å Pozitivn² lupus antikoagulans, ACLA IgG 96 IU/ml, IgM 93 

IU/ml 

Å Heparin, Warfarin, Prednison 40mg, CFA  

Å VĨrazn§ regrese postiģen² CNS  

 

 



AntifosfolipidovĨ syndrom  

ÅProtil§tky zodpovŊdn® za faleġnŊ pozitivn² 

serologii na lues   

ÅLupus antikoagulans  

ÅAntikardiolipinov® protil§tky  

ÅProtil§tky proti-Ç2 glycoproteinu-I 

 



Klinick® rysy 

antifosfolipidov®ho syndromu 
Å Hlavn²  

ïvenozn² tromb·za, DVR, Budd Chiari, EAP 

ïArteri§ln² tromb·za: CMP, TIA, multiinfarktov§ demence 

ïrekurentn² spont§nn² aborty 

ï trombocytopenie 

Å Asociovan® klinick® pŚ²znaky 

ïulcerace nohou, livedo retikularis, tromboflebitidy, 
SneddonŢv syndrom 

ïchlopenn² postiģen² a IM 

ïTransvers§ln² myelitida, EvansŢv syndrom CoombsŢv 
test + 

ïPlicn² hypertenze 

 



SLE a tŊhotenstv² 

ÅFertilita ģen s SLE nezmŊnŊna 

ÅPrognosa pro matku i d²tŊ je nejlepġ², pokud 

choroba je nejm®nŊ 6 mŊs²cŢ v remisi a jsou 

norm§ln² ren§ln² funkce 

 Exacerbace choroby 

 Ztr§ta plodu (antifosfolipidovĨ sy) 

 Lupus neonatarum  

 Kojen² (mal® d§vky kortikoidŢ, kr§tce 

pŢsob²c² NSA povoleny) 

 

 

 



Lupus neonatorum 

Å PasivnŊ pŚenesen§ autoimunn² choroba (5%) 

Å PŚechod Ab pŚes placentu- anti-Ro/anti-La (2-5%) 

Å Zejm®na Ab anti-Ro/SSA 52 kD  a DD peptid La 
(kongenit§ln² srdeļn² blok), U1RNP (dermatitida) 

Å VŊtġinou m²rnĨ syndrom - pŚechodnĨ typ, rash, 
fotosenzitivita (¼stup do 8 mŊs²cŢ) 

Å srdeļn² blok (bradykardie v 18-23 t. gestace), dobŚe 
tolerovanĨ in utero, manifestn² po porodu 

Å kardi§ln² abnormality- prolongace QT, foramen ovale 
apertum, koarktace oarty, Fallotova tetralogie, defekt septa 
s²n², komor, mitr§ln² a trikuspid§ln² regurgitace, 
perikarditida, myokarditida 

Å cholest§za je vz§cn§ 

Å trombocytopenie 



          Diagn·za SLE 

ģivot ohroģuj²c² onemocnŊn² ? 

ano  ne  



Konzervativn² postup 

Å   NSA 

Å  antimalarika  

        kvalita ģivota? 

Beze zmŊny  
  mal® d§vky  

kortikoidŢ 

ne  

+  - 



     vyģaduje imunosupresi ? 

Vysok® d§vky 
kortikoidŢ 

antikoagulace  

Klinick§ odpovŊŅ a toxicita 

Sn²ģen² 
d§vky 

Cytotoxick§ 
l®ļba (AZA, CFA, 
MTX, CyA)  

Klinick§ odpovŊŅ a toxicita  

Sn²ģen² d§vek Experiment§ln² postupy  

ano  

ano  ne  

+  

+  - 

- 



 

 

 

 

 

SharpŢv syndrom  



MCTD- SharpŢv syndrom 

ÅĂOverlapñ syndrom kombinuj²c² rysy SLE, 

sklerodermie a polymyositidy  

Å1972 Sharp et al. 

ÅArtritida (95%), Raynaud (85), postiģen² esofagu 

(67), difuzn² plicn² kapacita (67), otoky rukou (66), 

myositida (65), lymfadenopatie (39), koģn² Ărashñ 

(38), sklerodermatick® zmŊny (33), horeļka (33), 

serositida (27), splenomegalie (19), 

hepatomegalie (15), ren§ln² choroba (10), 

neurologick® abnormality (10) (Sharp et al. 1976) 



SharpŢv syndrom-kriteria 

ÅSerologie  

ïpozitivita anti Ul RNP protil§tky 

 

ÅKlinick§ kriteria  

ïed®m rukou 

ïsynovitida 

ïmyositida 

ïRaynadŢv syndrom 

ïAkroskler·za 

ÅDg zaloģena na pozitivitŊ s®rologie + 2 klinickĨch 
krit®ri² 



SharpŢv syndrom 

ÅKortikoidy - vyġġ² d§vky u alveolitidy a 

myositidy 

ÅMTX 

ÅCFA-fibrotizuj²c² alveolitida 

ÅAzathioprin- alternativa CFA 

 



Sklerodermie 



Sklerodermie-klasifikace 

ÅSyst®mov§ sklerodermie 
ïDifuzn² forma 

ïLimitovan§ forma  
ÅCREST syndrom  

ÅLokalizovan§ sklerodermie 
ïMorfea 

ïLine§rn² forma 

ÅPseudosklerodermie- Ăscleroderma likeñ sy   

ÅPŚekryvn® syndromy 







TŚi hlavn² pil²Śe syst®mov® 

sklerodermie  
ÅAutoimunita (protil§tkov§ a z§nŊtliv§ aktivita) 

ï T+B buŔky, protil§tky anti SCl-70, anti-

centromerov®   

ÅFibrotizace (nadmŊrn§ tvorba a ukl§d§n² 

kolagenu) ï fibroblasty, fibrocyty 

ÅVasospasticita, vaskulopatie (RaynaudŢv 

syndrom, ren§ln² krize) ï endotheli§ln² buŔky  



















L®ļba sklerodermie  

ÅDle pŚevaģuj²c² symptomatologie:  
ïImunosuprese (Prednison, CFA, CyA, MTX, 
AZAé) 

ïL®ļba Raynaudova syndromu (Ca blok§tory, 
vasodilatancia, prostaglandiny, sartanyé)  

ïD-Penicilamin ï ovlivnŊn² fibrotizace 

ïL®ļba hypertenze (ACE inhibitory, sartany) 

ïProkinetika 

ïLok§ln² terapie  

ïTerapie plicn² hypertenze (Bosentan) 

 



Dermatomyositida a 

polymyositida  



Kazustika 5 

Å Chlapec 18 let 

Å Poļ§tkem bŚezna t.r., 3 tĨdny trvaj²c² bolesti v hrdle, l®ļen ATB, 
polykac² pot²ģe, slinŊn², elevace AST, ALT, LDH- anab§ze- 
praktickĨ l®kaŚ, ORL, infekļn² oddŊlen², podezŚen² na EBV vir·zu, 
po 3 tĨdnech se nezvedne z lŢģka, tŊģk§ svalov§ slabost, 
regurgitace stravy, difuzn² otoky a pros§knut² pletencŢ ramenn²ch,   

Å CK 450 ukal/l, myoglobin 2500mmol/l, pozitivn² EMG n§lez, 
negativn² ANA, zal®ļen pulsy metylprednisolonu 

Å MR- pozitivn² n§lez svŊdļ²c² pro myozitidu,histologie- dubiozn² 
n§lez (jiģ po steroidech) 

Å Prednison 100mg dennŊ, 5x inf¼ze Endobulinu 400mg/kg, MTX 
20mg tĨdnŊ, stav komplikov§n ed®mem plic, d§le rozvoj DIC 
(parci§ln²), nakonec stav se upravuje, pŚetrv§v§ dysartrie, ale 
vst§v§ z lŢģka, rehabilitace chŢze, pŚeloģen na rehabilitaļn² odd, 
minulĨ tĨden propuġtŊn do dom§c²ho l®ļen² 

  



Polymyositis/Dermatomyositis: 

Dg- krit®ria  

ÅProxim§ln² svalov§ slabost  

ÅElevace svalovĨch enzymŢ (CK)  

ÅEMG n§lez  

ÅSvalov§ biopsie  

ÅKoģn² zmŊny u 

dermatomyositidy  

ïHeliotropn² exant®m na v²ļk§ch  

ïGottronovy papuly  









Polymyositis/Dermatomyositis 

ÅL®ļba 

ïPrednison 1ï2 mg/kg 

ïMethotrexat, azathioprin, cyklosporin 

A 

ïI.v. imunoglobuliny  

Olsen NJ. Primer on Rheum Dis. 11th edition. 1997:276ï282.   



SjºgrenŢv syndrom  



SjºgrenŢv syndrom  

Å Sicca komplex (spojivky, sliznice)  

Å ZvŊtġen² slinnĨch ģl§z 

Å Purpura 

Å Postiģen² jater 

Å Postiģen² plic  

Å RaynaudŢv syndrom  

Å Artritida  

Å Ren§ln² tubul§rn² acidosa 

Å Neuropatie  

Å Polymyopatie 

Å CNS postiģen² 

Å Riziko lymfomŢ  

Å Imunologick® poruhcy( sm²ġen§ kryoglobulin®mi, 
hypergamaglobulin®mie, anti Ro, La Ab, RF  

 

 

 




