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A APS

ASyst ®movsg§ skleroder m
A Dermatomyozitida

ASm2 gen8 choroba poji
ASi°grenTv syndr om
ARevmatoidn?2 artritid



~

Syst ®mo v |
erythematodes



Kazustika 1

zdr av §

dosud

| et

25

A D2 vka

2 zZwn
OI -
© — C o
Vk§e.
- S.|nV
..I.|Zmn/.
O -~ O ©
o o R
C — « Om
rO.I.
thbumV
C > O
O« O e
kC.JS/
2b+g
e8|.0mm
> o
o > 0O <t
‘grsm
i R m..vn
_!UO
- O C T,
< oo y._
SZ~|Kn
Q Co
> E N o>
\0p)
t2mtm“c
> O O.—
O .. C -ON
o n C >0
A <<m>a
o< o< <L <L

C o0 ®

X ..C__

na
J
f

pitali zace

>
c
go
= >N
c
<
]
T ©
]
-0
>
CRI
S o
o @0
2E.
> O _
c @
8~
=
[T,
o < c
S u
o O
o
= w
S >0
7
- <
=
nrunu,
c __ QO
__H§®n
A © Qc
o @©
MR
O ro
o< o< oL



TYPES OF AUTOIMMUNE DISEASE

Organ-specific diseases Systemic diseases

Systemic Lupus Erythematosus

Pleuritis

arditis

lonephritis

© www.rheumtext.com - Hochberg et al (eds)



Syst ®movIi | u

erythematodes
AAut oi munn2 z8nRtliv® on
Al munn2 dysregulace vede
orgs8novi nespecificklch
depozic?2m I munokompl ex T
(Rothfield 1985)
A F:M=09:1

A Prevalence cca 40/100.000 (Hochberg 1997)



THE EVOLVING SPECTRUM OF SLE

Anti-
phospholipid
Late stage syndrome
lupus

Drug-
nduced
lupus

© www.rheumtext.com - Hochberg et al (eds)
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Freguency of Symptoms of Systemic Lupus Erythematosus?

Sympitoms

Fatigus
Fewver
Weight los=
arthriti=s or arthralgia
Skin
Buttertly raz=h
FPhotozen=sitivity

Fucuous mermbrane lesion

& lopecia

Rawnaud's phenorsnon

Furpura

Uticaria
Fenal

Mephrosi=s
Gastrointestinal
Fulronary

F leuri=y

Effu=sion

Frhneurnonia
Cardiac

Fericarditi=

FMurrmur=

ECG change=s
Lywmphadenopathys:
Splencornegaly
Hepatomegaly:
Central nervous syw=tern

Functional

FP=swcho=sis

Convul=sion=s

tadapted from Yon Feldt, Jr1, Fostgrad HMed 13935 ; 97 793
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FPercent at anytime

T4-100
SG0-20+
G4 -0+
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Di agnostick8 Kkrit e

(1982, upravena 1997)

A Mal 8rn2 exant ®B Neurol ogick® pos
ADiskoidn?2 exant ®mkSel e
A Fotosenzitivita i psych-za
AUl cerace v dutAiheomajsalnegi ck® po
A Artritida i hemolytick8 an®m
A Serozitida [ et ceferEtis

. . I trombocytopenie

I pleuritida .

) arditid Al munol ogi ck® por
A | perl a_lr‘” a , _ I anti-dsDNA

Post_l g.en ledvin, _ oM

I proteinurie nad 0.59/24 i antifosfolipidouv

hodin protil 8t Kky
i bunDI n® v8lceA Antinukl e§8rn2 pr
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Fotosenzitivita A Vaskul 8r n?2
Akutnz , edematofzhper®@ungusgln? e
2y weE el oz~n2 VYL gvgego “Getikularis

i motlT |l ovit exan

Di skoidn ez Iupus .|. telanglekta2|e

Neonat 8| n?2 Iupus'R""ynaqu

Subakutnz kogn
ranul 8rnz ||

I psoriasiform
Lupus profundus

I alopecie

I bulozn? | ®ze

i posti genz s/

w%skuusl | t1 da
poPV{:f)HHEW

n 2 | atrophic blance

i chilblain lupus
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Chilblain lupus Chilblain lupus characterized by
reddish-blue nodules {in this an the fini )
occurring in cold [

Maschella, MD.













Muskul uskel et
manifestace SLE

A Artralgie a artritida

A Synovitida (Rupus)

APodkogn2 revmati ck®
AOst eonekr - za

AOst eopor - za

A Myalgie

ASekund8&8rn2 fibromyal
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Kar di
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Chl open2 p
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SLE a posti gen

A Morfologie:
I Gl omer ul 8r n?2
iVaskul 8r n?2
i Tubul oir nterstici 8| n?



Kl asi fi kace |
glomerulonefritidy+

eMIi nNni m8Il n2 mesangi 8l
(typ 1.)

eMesangi 81 n?z (typ |
eFok8ln2 (typ 1I11.)
DI f Yazn2 (typ | V.)

eMembranozn? (typ V.
ePokroli1 18 skleroti z

1. Weening J.J. Kidney International, 65, 2004, 521-530
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I9G, 1gA, IgM, C3, Clq glomerulonefritis
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Neur opsychi at
manifestace SLE

A Prim8rn2 neurologick® manifestace
I CMP (vaskulitida, vaskulopatie, er
protil 8t ky)
i Epi z8chvaty (generali zovan®, par ci
i Mi gr®na (lupus headache)
i Transverz8l n2 myelitida
I Neuritida optiku
i Psychoorganickl mozkovli syndrom
I Koma
i Par®zy hlavovich | perifern2zch ne

A Prim8rn2 psychiatrick® mani festace
I Psych: za
I Kognitivn?2 poruchy
I Demence
I Funkl n?2 poruchy
A Sekund8&8rn2 komplikace choroby i/ a









Hemat ol ogl ck®

SLE
AAnemie (hemolytick8 ane
chronick®ho z§nDtu, Kr e
medlka menty, Ared cell s

A Leukopenie

A Lymfocytopenie

A Lymfadenopatie, splenomegalie
A Trombocytopenie

AProtil 8tky proti koagul
(vitit, | X, X!, XI 1, XII




Aut oprotil 8t Kk

ALe buiRkknyes nahrazeny da
AANA (antinukleo8rn2 pro
AAnti dsDNA protil 8tky

AENA protil 8tky

I sm, LA, RO, sm/RNP
AProtil 8tky proti krevn?
AAnti fosfolipidov® prot.i
AAntiribozom8l n2 protil §

AProtil 8tky proti koagul
(VII, 1X, X1, XIlI, XIIl) etc.
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Kazuistika 2

Gena 45 |l et, sekret8&8Ska Seditele
Bol est i Kl oubT asi 10 | et
Anamn®za z8nDtu g¢gi l

BNDhem 3 mRs2c¢cT prudkl wpadek i nt
pokles 1 Q na 90, epi zoda poruchy
afazie

MR-mnoho| et n§ | opjoidsekzaS e0lNeS na Al z h
chorobu?? Multiinfarktovsg8 | ogi sk
Lab. aPTT 63s, KO trom 99, ANA p
IU/ml

ECHO-podezSen?2 na veruk:-zn2?2 endok
Pozitivn?2 | upus anti koagul ans, A
IU/ml

Heparin, Warfarin, Prednison 40mg, CFA
Virazn8 regrese postigen2 CNS



Anti fosfolil pid

AProtil 8tky zodpovRdn® z
serologii na lues

A Lupus antikoagulans

AAnti kardiolipinov® pr ot
AProtil 8Xvyglpyodlgr ot ei nu



KI'tTni ck® ry
anti fosfollpil do

A HI avn?
T venozn? tromb- za, DAVARE Budd Ch

T Arteri 81 n2 tromb:- za: CMP , T1 A,
I rekurentn? sponts8nn? aborty
I trombocytopenie

A Asociovan® klinick® pS2znaky

I ulcerace nohou, livedo retikularis, tromboflebitidy,
SneddonTv syndrom

i chl openn2 postigenz a | M
I Transverss8ln?2 myelitida, Evans
test +

I Pt cn?2 hypertenze



SLE a t nNDhot e

AFertilita gen s SLE nez

APrognosa pro matku i d?2
choroba Jje nej m®nhN 6 mL
nor m8Il n2 rens8l n?2 funkce

Exacerbace choroby
Ztr8ta plodu (anti f os
Lupus neonatarum

Kojen2 (mal ® d8vky koc
pPpTsob?2c?2? NSA povol eny
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Lupus neonatorum

PasivnhD pSenesen§ autoi munn?2 cho
PSechod Ab p S ansi-Rpdnt-lcagd2q50o)
Ze] m®na -R&SSA B2tkD a DD peptid La
(kongenit 8l n2 srdeln? Dblok), U1lK
VRt gi nou m2r ppSescymaddmim t yp, rash
fotosenzitivita (Y%stup do 8 mnDs?

srdeln2 bl ok (bz3adtykageasteaowe)l,8 d
t ol er anvuéeerolmani f est n2 po porodu

kar di 81 n?2 apgralomgacealT,ifaraynen ovale

apertum, koarktace oarty, Fallotova tetralogie, defekt septa
s2n?2, komor, mitr8ln2 a trikuspi
perikarditida, myokarditida

cholest8za je vzg8§cns§s
trombocytopenie
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Konzervati vn?2
A NSA

A antimalarika

mal® o asy

korti kol
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vygaduj e mu n

Kortl kol a]
KortikoidT antikoagulace
nick8 odpovD -
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SharpTv syndr



MCTD-SharpTlTv syr

AAOver |l api syndrom kombinuj ?
sklerodermie a polymyositidy

A 1972 Sharp et al.

AArtritida (95%), Raynaud ( &

(67), di fuzn plicn?2 kapaci

myositida (6 , | ymfadenope
0

)
(38), skl er er mati ck® z mDr
serositida (27), splenomegalie (19),
hepatomegali e (15), ren
neur ol ogi ck® abnor mal it

5
2
5
d
9
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8| n?2
y (]



SharpTv <%ntenadr o

A Serologie
ifpozitivita anti Ul RNP pr

AKlinick8 kriteri a
fed®m rukou

I synovitida

I myositida

i RaynadTv syndrom
I Akroskl|l er - za

ADg zalogena na pozitivithnD s
Krit®ri?



SharpTv synd

AKortikoidy-vy gg2 d8vky u s
myositidy

AMTX

ACFAf i broti zuj2c?2 al ve

A Azathioprin- alternativa CFA



Sklerodermie



Sklerodermie-klasifikace

ASyst ®movsg skleroder mi e
I Di fuzn?z f or ma

i Limitovan8 f or ma
A CREST syndrom

ALokali zovan8 sklerodern
I Morfea
T LI ne8r n?2 f or ma

A Pseudosklerodermie-As cl er oder ma
APSekryvn® syndr omy









TSi hlavnz pil
sklerodermie

AAut oi munita (protil 8tko
iT+B buRkKky, pr o/Diadtigt ky
centromer ov®

AFi brotizace (nadmBRrng§ t
kolagenu) T fibroblasty, fibrocyty

AVasospasticita, vaskul o
syndrom, r ere&ldm hlkerl ii Bd )



© ACR
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L®] ba skl erod

ADIl e pSevaguj2c2 sympton
I Imunosuprese (Prednison, CFA, CyA, MTX,

AZAé)

I L®| ba Raynaudova syndr omu
vasodi |l atancia, prostagl a
D-Penicilaminiov!| it vnRDn2 f i1 broti z
L®| ba hypertenze (ACE 1 nh
Prokinetika

Lok8Il n2 terapie
" Terapi e plicn?2 hypertenze



Dermatomyositida a
polymyositida
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Polymyositis/Dermatomyositis:
Dg-kr i1t ®r 1 a

AProxm8 1 n2 svalov§8 sl abo
AEl evace svalovich enz
AEMG ng§l ez

ASval ov8 biopsi e
AKogn2 zmRDny u
dermatomyositidy

I Heliotropn2 exant ®m na v?2]| k3§
I Gottronovy papuly












Polymyositis/Dermatomyositis
AL ®| b a
I Prednison 11 2 mg/kg

I Methotrexat, azathioprin, cyklosporin
A

I I.v. imunoglobuliny

Olsen NJ. Primer on Rheum Dis. 11th edition. 1997:2761 282.
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To o To To To To To Do Do Do Do Do Do

S°grenTv

Sicca komplex (spojivky, sliznice)
ZvDtgen2 slinnlch ¢l 8§z
Purpura

Postigen2 jater
Postigen2 plic
RaynaudTv syndrom
Artritida

synd

Ren8S8l n2 tubul 8rn2 aci dosa

Neuropatie

Polymyopatie

CNS posti gen?
Ri zi ko | ymfomT

| munol ogi ck® poruhcy(
hyper gamag| afiio, LanAD RF e ,

Sm2 gens

k r






