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Sklerodermie

e chronické onemocnéni pojivovée tkané

» fibroticka sklerotizace perifernich a visceralnich
tepen

e Raynauduv fenomén s trofickymi zménami, tuhnuti
kUze a postizeni GIT, plic, srdce a ledvin
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Kardialni komplikace

nizka prevalence, ale negativni prognosticky dopad
mortalita z kardialnich pricin okolo 26%

PAH prevalence 12%

perikarditida 7-20 %

prevodni poruchy

myokardialni fibroza neodpovidajici typicke lokalizaci
koronarnich tepen

opakované ischémie s naslednou reperfuzni
abnormalitou ==) kardialni insuficience




Cil studie

e zhodnoceni prinosu parametri MR v
definovani lokalizované a difuzni myokardialni
fibrozy

* korelace s laboratornimi parametry

* echokardiografie

* funkcni plicni vysetreni vcéetne DLCO
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Vstupni kritéria

pacienti s dg. SSc podle American College of
Rheumatology

sinusovy rytmus

revmatologicka poradna FN Bory
kontrolni soubor
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VyluCovaci kritéria

e soucasneé Ci prodelané kardialni onemocnéni
* Kl k provedeni MR

* Kl k podani Gd kontrastni latky

* renalni dysfunkce s GF < 30ml/min

* téhotenstvi




Modifikované Rodnanovo hodnoceni

Hodnoceni kozni indurace
0 - normalni

1 - pfi uchopeni vznika rasa, je hure uchopiteln3,

zda se tuzsi

2 - kGize vytvari rasu, ale nelze ji uchopit, je
jednoznacné tuzsi

3 - vyrazné tuha klze, nelze vyzdvihnout rasu
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MR vysetreni

* 3T MR pristroj (MAGENTOM Skyra, Siemen
Healtcare, Forcheheim, Némecko)

S

* T1 mapovani pomoci MOLLLI (Modified Look-

Locker Inversion Recovery)

e Ctyrdutinova projekce a kratka osa od baze po

apex pred a po podani Gd (odstup 12 min)
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T1 mapping

* barevné mapy T1 relaxacniho ¢asu (ms)

* vysSi hodnoty u edému a vazivoveé premeny
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Meéreni T1 relaxacnhiho casu
pred a po Gd

* specialni software

» kvantifikace pomoci ROI (region of interest) umisténého
manualné do intramyokardialni casti septa LK
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Extracelularni objem

e zvetSeni ECV (%) pri vazivové premeéne
e vypocet z T1 map (pred a po k.l. + HTK)

et

1a0d bpe B-24%

1 1 . A seens

(1~HTK) X GG~ 7

ECV (%) = g
T1(Gd) T1(nat)




Soubor nemocnych

zeny, n (%) 29 (87,9) 10 (50) 0,0024
vek, roky 56,6 +12,2 53,7+ 13,1 0,41
BMI, kg/m? 26,4+ 4,8 285+ 5,2 0,15
STK, mmHg 136,6 £ 16,6 137,6 £ 15,4 0,84
DTK, mmHg 82,0t 8,7 81,5+ 11,8 0,87
TF, @a min 759+ 9,7 73,0+ 12,3 0,35
koureni, n (%) 8 (24,2 7 (35,0) 0,40
arterialni hypertenze, n (%) 14 (42,4) 13 (65,0) 0,11
diabetes mellitus, n (%) 3(9,1 3 (15,0) 0,51

hyperlipidémie, n (%) 10 (30,3) 9 (45,0) 0,28




Sklerodermicky

doba trvani nemoci 10 (5-15)
difuzni / ohrani¢ena forma 29 /4
mRSS 17,4+4,4
kortikoidy, n (%) 22 (66,7)
NSAIDs, n (%) 2(6,1)
DMARDS, n (%) 15 (45,5)
plicni postizeni, n (%) 7 (21,2)
DLCO 77,1+15,7
FEV1/FVC 101,3+9,9

FVC 91,4+ 15,0




Aktivita onemocneéni

FW, mm/hod

CRP, mg/I

Hb, g/I

HTK, %

kreatinin, pmol/I
cystatin C, mg/I
ENA, arb.j.
interleukin 6, ng/I
CIK, arb.j.

C3, g/l

10,0 (7,0-14,0)
4,6 6,7
137,3+9,7

42 +3

65,8 + 12,3
0,94 + 0,18
9,8 (1,0-22)
3,2 (1,9-4,6)
16,1 (12,0-31,2)
1,11+ 0,16
0,22 + 0,07

6,0 (4,0-8,5)
2,2+1,6
145,9 + 11,4
44 + 3

74,9 + 13,7
0,92 + 0,14
0,15 (0,10-0,20)
2,3 (1,4-2,9)
13,0 (7,0-20,0)
1,12+ 0,33
0,23 0,07

0,0068
0,063
0,0049
0,029
0,016
0,63
<0,0001
0,055
0,046
0,84
0,44
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Biochemie

hsTnl, ng/I 3,7 (2,3-9,2)
NT-proBNP, ng/I 127 (98-174)
GDF 15, ng/ml 1,24 + 0,51
Galectin-3, ng/ml 51+ 8,8
PIINP, pg/ml 437,8 + 648,3

GDF 15 — growth differential factor 15
PIINP — procolagen Il N terminal propeptide

8,0 (2,9-13,9)
47 (33-123)
0,81+0,43
1,54 0,9
240,8 + 108,6

0,16
0,0041
0,0027
0,028
0,097




Echokardiografie
T Tesin-m komoyn-=20 1p

LK EF, % 63,1+2,8 64,5+2,3 0,074
LKd, mm 44,4 + 6,2 46,3+5,4 0,25

LK hmotnost, g 87,3+18,6 93,2 £ 25,5 0,33

E, cm/s 71,7 £ 13,2 75,9 £ 18,2 0,34

A, cm/s 70,1+18,1 73,8+ 25,4 0,55

E/A 0,95 (0,85-1,18) 1,04 (0,86-1,40) 0,70

LS, ml/m? 31,5+7,6 28,314,3 0,054
GLPS, % 18,6 £ 1,6 21,1+1,2 <0,0001
APLAX, % 18,7+1,7 20,7+1,4 <0,0001
4CH, % 18,4+1,9 21,4+2,3 <0,0001

2CH, % 18,7+ 1,5 21,0+1,0 <0,0001




Magneticka resonance
e

LGE, n (%) 14 (42,4) 0,0007
ECV, % 27,5+2,8 22,8+1,9 <0,0001
T1 nativni, ms 1258,9 £+ 51,2 1192,2 £+ 32,6 <0,0001
T1 po Gd, ms 586,7 + 64,3 629,3 + 28,1 0,0018
Myokardidlni edém, n (%) 1 (3,0) 0 0,43

LK EF, % 57,3+10,8 61,1+5,2 0,16

LK hmotnost, g 97,5+22,5 120,8 £ 40,2 0,029

LK EDV index, ml/m? 77 £ 18 67 + 20 0,051

LK ESV index, ml/m? 33+6 26+ 9 0,18

PK EDV index, ml/m? 88+ 25 82+ 23 0,13

PK ESV index, ml/m? 38+9 29+ 8 0,09

PK EF, % 579 65,8+ 8 0,12




GDF-15 a galectinu-3 a ECV a nativni T1
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GDF-15 a DLCO a Rodnan Skin Score

150+
r =-0.58; p = 0.0004 A
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Zavery

nemocni se sklerodermii meli vyssi hodnoty ECV a T1 nativ
korelace MR parametru se stupném postizeni kuize
korelace MR parametru s hladinou GDF 15 a galactinu-3
GDF-15 koreloval se stupném postizeni kuze a DLCO

screeningové stanoveni GDF 15 a galectinu-3 ?
indikace MR vysetreni ?
indikace Holter EKG
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ARTICLE INFO ABSTRACT

Astiche by Objectives: Systemic scleroderma (5 s a rare connedive tissue disease presenting with fibrosis aflecting skin

Rexaved 30 April 2017 aned internal ergans. Candiovasols rm agnet ¢ resonance [ CMR) with quantification of exrae lular voleme [EDV )

Repeived in revised form 13 july 2017 v T1 mapping might hel p to detact vea it i mvol vene ik We aimed to evaliste whethe rmyocand il involve ment

Accepied 28 August 2017 cormelates with functional and laborairy parame s

Avaidle anline 1 Semember 2017 Methods: Thirty-three asymplomatic 55 patients [23 women, aged 566 + 122 years) and 20 controls
- (10 wamen, 53.7 + 13.1 yaars) were examined wsing CME achocardiography, fundional pulmaonary test and

Neywords: labor ainry asesment.

Systemic sdenosis )

Candiovasaular magnetic rmanance Results: 55¢ patients hadhigher BOV (375 +£ 2 8ve 228 + 1.9% P= 00001 ) and natve T1 values (12589 + 512

T1 mapping va. 11922 4+ 326 P = 00001 ) compared @ controls. Plasma level of growth diffe rentiation facor 15 (GDE-15)

Extrardhular volume estimation and galecin-3 correlatad with BV [r =035 P = 0007 and r — 038; P = 00081 ) and native T1 [r= 031,

Growth differentiasion facer 15 P =0023and r=035 P = 0012} GOF-15 was abo negatively comelated with diffising capadiy of the heng

Caleczin-3 for carbon momoxide (1 = —0.58; P = 0.0004) and pasitively mmelated with modified Rodnan skin score

[r = 0.59; P = Q03). Conventional echoardiograply parameters were similar in S5¢ patiens and contrals
However. the global longitudinal peak systolic strain [GLPS) was lower in 55¢ patents aympared tocontrols [ 186
+£16vw. 211 £ 12%; P= Qdd01). GLPS ako negatively correlated with native T1 [r = —035; P = 0MET],
HW (r = —033; P = 0014), GDF 15 [r = —031; P = 22}, and galectin-3 (r = —037; P = 00076
Conchrsions: Asym promatic heart i meolveme ntis common i nss ¢ patients and inchudes focal and diffuse myoar-
dial fibrosts. GDF-15 and galecin-3 were pasitively amelated with myorard al filirsts parameters. Funune out-
comesTuies mist show whether measme ment of GDF-15 and galectin-3 in5SC patients might be may be wseful
in clindcal practice.
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