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CHMCTEMHUST NyNyC epuUTEMaTo3yC € XPOHYHO aBTOUMYHHO 3aB0nsiBaHe, KOeTo 3acsra npeauMHo Miaam xeHn. Cbpaey-
HOTO 3acsraHe NMpu CUCTEMEH NYMyC epuTeMaTo3yC € YECTO CPeLLaHo W Hail-4ecTo MoXe fia Ce NPOSIBU KaTo NepukapanT,
MUOKapAWT, KNarHo 3acsraHe, kopoHapHa GONecT, apuTMIK 1 3acToiiHa CbpAeYHa HefloCTaTbyHOCT. Moxe fia ce MposiB
KaTo 0CTpo 3abonsBaHe UMK Aa UMa XPOHUYEH XOfl, BOAELY 10 Pa3BUTMETO Ha kapauoMuonatus. MpeacTassMe KuHU-
YeH Ccryyalt Ha Mniaga naLmeHTKa, KosiTo pa3By Texka AnurnaTaTBHa KapaMoMIonaTLst KaTo MbpBa NposiBa Ha CUCTEMEH
nynyc epuTeMaTosyc.

CUCTEMEH NynyC epuUTEMATO3yc, MynyceH MUOKApAWT, NynycHa kapauommonatms

4-p AHrenuna bopusaHosa-TeTkoa, Knunuka no kapgumonorus, YMBAIT Llapnua WoaHna — UCYIT*, yn. ,.bsano mope* 8,
1527 Codpusi, e-mail: borizanowa@abv.bg

Systemic lupus erythematosus is a chronic autoimmune disorder affecting predominantly young women. Cardiac
involvement in systemic lupus erythematosus is common and the typical manifestations are pericarditis, myocarditis,
valvular disease, coronary artery disease, cardiac arrhythmias, and congestive heart failure. Clinical lupus myocarditis
typically occurs early during lupus, in the context of high disease activity. It may present as an acute illness or have a
chronic course with the development of cardiomyopathy. We present a clinical case of young patient who developed a
severe dilated cardiomyopathy as a first manifestation of systemic lupus erythematosus.

systemic lupus erythematosus, lupus myocarditis, lupus cardiomyopathy
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INTRODUCTION

CuctemHuaTt nynyc eputemartosyc (CJIE) e xpoHuu- Systemic lupus erythematosus (SLE) is a chronic
HO aBTOMMYHHO 3abornsiBaHe, KOeTO 3acdara NpPeavMHO autoimmune disorder affecting predominantly young
MIaanM XeHU U Ce XapakTepusnpa C aHraxupaHe Ha women and is characterized by multiorgan involvement
MHOXECTBO OpraHu u cepo3ut. CbpaeyHOTO 3acsiraHe and serositis. Cardiac involvement can be found in up
Moxe ga 6bae oTkputo npy Ao 50% OT naumeHTuTe to 50% of patients with SLE and the most common
cbe CJIE, kaTo Hal-yectaTa nposiea e nepukapaut [1]. manifestation is pericarditis [1]. Lupus myocarditis (LM)
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use, distribution, and reproduction in any medium, provided the original author and source are credited.
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JlynycHunaTt muokapaut (JIM) e xmBoTo3acTpaluasallo
CbCTOsIHME, KOEeTO MOXe aa ce nposisn npu 5-10% ot
nauneHtute [2]. Mpu 58% ot nauweHTtute ¢ JIM ToBa
Moxe Aa 6bae nbpeata nposisa Ha CI1E npu B1coka ak-
TMBHOCT Ha 3abonsisaHeTo [3]. MNMpeacTaBame KnNMHUYEH
cryyav Ha Mnaga nauMeHTKa, KOSTO pasBu TeXKa guna-
TaTMBHA KapaMoMumonaTtus kato nmbpea nposiea Ha ClIE.

KNMHUYEH cnYYAn

19-rognwHa naymeHTka noctbnea B CnewHoTo
OTAENeHNe CbC 3aayX Npu ycunue, abaoMmnHanHo no-
OyBaHe, OPTOMHES M OTOK Ha LOMNHWTE KpamHMum OT 1
cegmuua. lNpu npuemaHeTo apTepuanHoTo Hansra-
He Ha naumeHTkata e 102/67 mm Hg, a nyncbT 1 e
100 ypoapa B MuHyTa. ViamepeHaTta nepucepHa caty-
pauusa e SpO2 95%. MNpu npernega ce Habnogaeat
MOBULLEHO BEHO3HO HansiraHe Ha oryrapHata BeHa,
Be3NKynapHoO AuwaHe ¢ ApebHM BnaXHW HEe3BbHINBU
XpUMNoBe B OCHOBUTE Ha benute gpoboBe, 3arnyLlenn
CbpAdedHM TOHOBE, XernaToMeranusi, acumMT U OTOK Ha
OOIMHUTE KparHULN.

MeaguumHcka nctopus

MaumeHTkaTa uma nctopmsa Ha npegeH STEMI ot-
npeau 7 Meceua, nekyBaH C MbpBMYHA MEPKyTaHHa
KopoHapHa nHTepBeHums (PCI), yctaHoBeHa e TpoMOGo-
TMYHa OKMy3usa Ha npokcumanHa LAD, torasa e 6una
C ymepeHa nesokamepHa (LV) agucoyHkums. Meceun
npegu HacTosLaTa xocnMTanm3aums e uMana BeHO3Ha
Tpomb03a Ha AsicHaTa MOAKMYMYHA BEHa, NeKyBaHa C
nepopareH aHTuKoarynaHT — aueHokymapon. lMopagu
BMCOKWN HMBa Ha LDL-xonectepon v Tpurnuuepuan Ha
oHa Ha Tepanusi CbC CTaTUHM U NMMCa Ha NoCcTUraHe
Ha ueneBuTe HMBa Ha LDL, n e 6un npeanmucaH PSCK9
WHXMOUTOP nopagu NpennonoXeHust 3a amunHa xu-
nepxonecreponemusi. C aHamHe3a 3a gudysHa HEBb3-
nanutenHa anonewumsl, akTMBHa U KbM MOMEHTa Ha npu-
ema B 6onHuua n aHamHesa 3a POTOYYBCTBMTENMHOCT,
NpeacTaBsLLla ce C epuTeMa Ha U3NOXEHNTE Ha CITbHYe-
Ba CBETNMHA 30HW. [peam nocTbNBaHETO B GonHuuaTa
€ Mmana nCUMXOTUYHU EeNU30AM C HapylueHa paboTtoc-
MOCOBHOCT M TEXKN HapyLUEHUS BbB Bb3NPUEMAHETO
Ha peanHocTTa, enu3ogu C XanunHaumm, CTPaHHOCT,
OeopraHu3npaHo nosegeHue. lNaumeHTkara e HacTosL
nyLlad u e fete OT KPbBHOPOACTBEH Opak.

U3cnepBaHus

EKI npn npvemaHe nokasBa CUMHYCOB PpUTBbM C
QS-copmn Ha KOMMNEKCUTE B MpeKkopauanHute oT-
BexgaHus — cwur. 1.

lMpoBeneHnTe NnabopaTopHW M3crenBaHWs BKITHOY-
Bat: Hb — 98 g/l, TpomGouuTn — 705 G/I; neko 6bO6-
peyHo yBpexpaaHe (kpeaTuHuH — 131 ymol/l; eGFR —
45,4 ml/m?/1,73 m?); nuko4yHa kncenmHa — 601 uymol/I,
anbymuH — 23 g/l, NT-pro B-Tun HaTpuypeTnyeH nen-

is a life-threatening condition that can occur in 5-10%
of patients [2]. In 58% of patients with LM, this could be
the first manifestation in the course of their SLE in the
context of high disease activity [3].

We present a clinical case of young patient, who
developed a severe dilated cardiomyopathy as a first
manifestation of SLE.

CLINICAL CASE PRESENTATION

A 19 years old female patient presented to the
emergency department with 1 week of dyspnea on ex-
ertion, abdominal distension, orthopnoea, and lower
extremity swelling.

On arrival, the patient’s blood pressure was 102/67
mm Hg, and her heart rate was 100 beats/min. Sp02
95%. On examination, jugular venous pressure was el-
evated, vesicular breathing with fine crackles in basal
segments, muffled heart sounds, hepatomegaly, asci-
tes and lower extremity edema were observed.

Medical history

She had a remarkable history of anterior STEMI
7 months ago, threated with primary PCI (proximal
LAD thrombus) and moderate left ventricular (LV)
dysfunction. A month ago, she had venous thrombo-
sis of right subclavian vein, threated with oral antico-
agulant- acenocoumarol. Because of high LDL-C and
triglycerides on statin therapy and lack of LDL goal
achievement, PSCK9 inhibitor had been prescribed
with the assumption of familial hypercholesterolemia.
Patient was current smoker and is a child of a consan-
guineous marriage.

The patient had a history of diffuse, non-inflamma-
tory alopecia, active at admission in the hospital and
history of photosensitivity, presenting with erythema in
the solar exposed areas.

Before admission in the hospital, she had psy-
chotic episodes with altered ability to function and
severe disturbance in the perception of reality, epi-
sodes with hallucinations, bizarre, disorganized be-
haviour.

Investigation

The patient’s electrocardiogram (ECG) showed si-
nus rhythm with QS complexes in precordial leads —
Figure 1.

Pertinent laboratory test findings included the fol-
lowing: anaemia (Hb — 98 g/l), thrombocytosis (plate-
lets — 705 G/I), mild kidney injury (creatinine — 131
umol/l; eGFR — 45.4 ml/m?/1.73 m?); uric acid 601
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T4 > 30 000 pg/ml; BUCOKO YyBCTBUTENEH TPOMOHUH
| (hsTnl) — 112 pg/ml; CRP — 1.6 mg/dl; xonectepon
— 2.14 mmol/l, LDL-C — 0.64 mmol/l, Tpurnuuepmnan —
1.38 mmol/l. B 24-yacoBa npoba oT yprMHa HUBOTO Ha
npotenH e 8.87 g/l.

TpaHcTOopakanHata exokapguorpaduss OemMoH-
ctpupa neokamepHa (JIK) gunataums ¢ Texka JIK
ancpyHkums (dpakumsa Ha natnacksaHe — EF — 15%)
— chur. 2, ¢ gudysHa XMNoknHeaust n Tpomb B anekca
Ha JIK — dour. 3. Bull’s- eye plot npeacrtass neBokamep-
Ha OMCKYHKUMSA BbB BCUYKM M300pa3eHN CEerMeHTu —
dur. 4. HabnogaBa ce Texka CTeneH Ha guacTosfHa
ancdyHKuMs; buatpranHa gunartaumst ¢ AUCEYHKLMS
— hur. 2, cour. 5, KaKTO N XMNOKMHE3NA Ha OsAcHaTa Ka-
mepa (OK) cbe cunHo HamaneHa yHKumsa — dour. 6.
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®ur. 2. AnvkanHa 4-kyxvHHa nosuuusi, nokassaila JIK dpakums Ha ustnac-
KBaHe, n3amepeHa no metoga Ha CUMMNCOH, KakTo 1 uHaekcupanus J1IIN obem B

TenecucTona

Fig. 2. Apical 4 chamber view, demonstrating LV ejection fraction by Simpson

method and LA volume index
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umol/l, albumin 23 g/l, significant increase in natriuretic
peptides — NT-pro B-type natriuretic peptide > 30 000
pg/ml; high-sensitivity troponin | (hsTnl) — 112 pg/ml;
CRP - 1.6 mg/l; Cholesterol 2.14 mmol/l, LDL-C — 0.64
mmol/l, triglycerides — 1.38 mmol/I.

24 h collected urine sample showed severe pro-
teinuria — protein concentration 8.87 g/24h.

Transthoracic echocardiogram revealed dilated
LV with severe LV dysfunction (ejection fraction — EF
—15%) — Figure 2, with diffuse hypokinesia and LV api-
cal thrombus — Figure 3. Bull’'s- eye plot demonstrated
LV longitudinal dysfunction in all segments — Figure 4.
Grade lll diastolic dysfunction; bi-atrial enlargement
with dysfunction — Figure 2, 5. Right ventricular hypoki-
nesia with severely reduced function — Figure 6.

®wur. 1. EKI npu npuemare // Fig. 1. ECG on admission
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TIS02 MIO7
3D Beats 1

®dur. 3. 3D nsobpaxeHune Ha BbpxoBarta JIK Tpomb03a

Fig. 3. 3D imaging demonstrated LV apical thrombus

®dur. 5. N3o6paxeHune Ha J1IM cTpeiiH kpuBa

Fig. 5. LA strain curve

[Mopaau cbMHeHue 3a HepOTUYEH CUHOPOM na-
uneHTkaTa bele KoHcynTupaHa ¢ Hedponor. Hedpo-
noreT nNOTBbPAM JlabopaTtopHaTa KOHCTenaums 3a
HedPOTUYEH CUHAPOM W OTKPW ANY3EH NapeHXMMEH
npouec B ABata 6b6peka — cur. 7. Tor npennoxu ns-
BbpLUBaHe Ha OGbOpedHa Guoncua 3a AOMBbAHMTENHO
NOTBbPXAEHNE HA AnarHosaTta.

OT aHamHe3a 3a apTepwuarnHa 1 BeHo3Ha TpoMbo3a
ce nogosupatle Tpombocunus. lNposeneHu 6sxa nmy-
HOMOrMYHWN N3CNeaBaHUs, KOUTO Nokasaxa nonoXxuTen-
HW aHTUHYKMNeapHU aHTuTena u aHtTudochonunuaHu
aHTuUTena (nynyceH aHTukoarynaHt — LA, IgG n IgM ak-
TMKapguonunuHosn aHtutena — aCL, u aHTu-B2-rnu-

Peak-Systolic
Longitudinal Strain [%]

Anterior

@wur. 4. Bull's eye plot Ha rmobanHaTta v pervoHanHarta
JIK HagnbxHa dyHKumA

Fig. 4. Bull's-eye plot overview of the global and regional
LV myocardial function

®dur. 6. Speckle-tracking aHanu3 Ha [OK dyHKuuns

Fig. 6. Speckle-tracking analysis of RV function

Because of suspicion of nephrotic syndrome, she
had been consulted with nephrologist. The nephrolo-
gist confirmed the laboratory constellation of nephrotic
syndrome and found diffuse parenchymal process of
both kidneys — Figure 7. He offered renal biopsy for
further confirmation.

Because of history of arterial and venous throm-
bosis, thrombophilia was suspected as well, and the
patient was tested for inherited and acquired thrombo-
philia.

Immunology tests were performed and positive an-
tinuclear antibodies and antiphospholipid antibodies
(lupus anticoagulant (LA), IgG and IgM anticardiolipin
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konpotenH | — B2GPI). OcBeH TOBa mNauMeHTKaTa
nmalle reHeTmyeH nonumopdu3bM 3a HacneacTBeHa
Tpombodunusa: xomosuroT no ACE (D/D), xeTepoaurot
no Leiden V, xetepoaurotr no MTHFR A1298C n xeTe-
po3urot no PAI-1 4G/5G.

MaumeHTkaTta ©Oe KOHCynTMpaHa C peBmaTonor
n Gelwe gmarHoctuumpaHa cbe CJIE ¢ BTOpuYeH aH-
TudochonunuaeH CUHAPOM U HacneacTBeHa TPOM-
6odununa. NanbnHeHn ca kputepuute Ha American
College of Rheumatology/European League Against
Rheumatism (ACR/EULAR) —nosutusHn ANA, anone-
LUMUSA, OCTbP KOXEH Nynyc, NCUXo3un, NpoTeUHypus >
0.5 g/24 h, nosntneum ACL IgG un IgM. MauneHTkata
Gewe c HeratmBHM anti-dsDNA aHTuTena, a anti-Sm
He ca TecTBaHW. AKTMBHOCTTa Ha 3abonsiBaHETO € n3-
MepeHa 4ype3 napameTpuTte Ha SLE Disease activity
Index (SLEDAI) and British Isles Lupus Assessment
Group (BILAG). Cnopen SLEDAI-2K aktuBHOCTTa
Ha 3abonsiBaHeTo e OT 14 TOYkM 3apagu ncmxosara,
npotevHypuatTa n anoneuuarta [4]. ViamepBankn ak-
TMBHOCTTa cnpsmo BILAG nHgekca naumeHTkaTa nma
BMCOKa aKTMBHOCT Ha 3abonsBaHeTo, KOeTo e npea-
CTaBeHO OT ABa A CKOp Ha KapgumopecnupatopHu 1
HeBponcuaxmaTpuyHn gomenHa n C ckop OT MYKOKY-
TaHEOo3HUS JOMEWH.

JleyeHue

MaumeHTKkaTa Gelue nekyBaHa c BEHO3eH hypo3se-
mug. MNMpoBefeHa Oe nyrncoBa Tepanus ¢ KOPTUKOCTE-
ponaun 3a aktuBHusa CJIE. MpeanucaHa Gelwe nepo-
panHa aHTuKoaryrnaHTHa Tepanusa B TepaneBTUYeH
Tapret. [NaymeHTkaTa Gelle nanncaHa Ha Tepanus C
NPeaHn3oH 1 nepoparneH UypeTuK, C PeAOBHO Mpo-
cnegsiBaHe B KMMHMKaTa 3a CbpAevHa HegocTaTby-
HocT. bewe nnaHupaHo nposexgaHe Ha AMP, HO 3a
CbXarneHne CbCTOAHMETO M Ce BIOWW M TS MOYUHA
CKOpO crief ToBa.

®ur. 7. YnTpa3sBykoBa v3crneaBaHe Ha 6bbpeuyn, AeMOH-
cTpopaLlo Andy3eH NapeHXMMEH npoLec

Fig. 7. Ultrasound examination of kidneys demonstrating
diffuse parenchymal process

antibody (aCL) and anti-B2-glycoprotein | (32GPI) were
found.

In addition, the patient had a genetic polymorphism
for inherited thrombophilia: homozygous for ACE (D/D),
heterozygous for Factor V Leiden , heterozygous MTH-
FR A1298C, heterozygous PAI-1 4G/5G.

The patient was consulted with a rheumatologist.
She was diagnosed with SLE with secondary anti-
phospholipid syndrome and inherited thrombophilia.
She fulfilled the American College of Rheumatology/
European League Against Rheumatism (ACR/EU-
LAR) classification criteria — positive ANA, nonscar-
ring alopecia, acute cutaneous lupus, psychosis, pro-
teinuria > 0.5 g/24 h, positive ACL IgG and IgM. The
anti-dsDNA antibodies were negative and anti-Sm an-
tibodies were not tested. The disease activity was me-
assured with the SLE Disease activity Index (SLEDAI)
and British Isles Lupus Assessment Group (BILAG)
indices. According to the SLEDAI-2K the patient had
high disease activity of 14 points due to psychosis,
proteinuria and alopecia [4]. Measuring the disease
activity with the BILAG index the patient had high dis-
ease activity shown by two A scores in the cardiore-
spiratory and neuropsychiatric domains and C score
in the mucosocutaneous domain.

Management

The patient received intravenous furosemide for
fluid overload. The patient was evaluated by rheu-
matology, nephrology, general cardiology. She re-
ceived corticosteroid pulse therapy for active SLE.
Oral anticoagulation within therapeutic target was
prescribed. The patient was discharged on predni-
sone, and an oral diuretic, with close follow-up in
the heart failure clinic. She was planned for MRI
but unfortunately her condition worsens and soon
she died.
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OBCBHXAAHE

CncTeMHUAT Nynyc epuTemMaTto3yc € XpOHUYHO aB-
TOUMYHHO 3abonsiBaHe, 3acsarawjo Miagu XeHu n ce
XapakTepusnpa C Bb3narieHne U yBpexgaHe Ha MHO-
»KecTBo opraHn u cuctemu [1-3]. Hamn-vyectata cbp-
JedvHa nposiBa € NepukapauTbT C AOKMBOTEH PUCK OT
25% [2]. 3acaraHeTo Ha MMOKapda e no-psgko, KaTo
ce cpewa npu 0o 9% ot nauneHTute cwe CJIE [5, 6]
1 4eCTO e CBbP3aHO C KOpOHapHa aTepockneposa [7].
Jlynyc-mvokapauntsT (JIM) e psgko, HO noTeHumarHo
datanHo ycnoxHeHue [8]. Moxe aa ce nposiBU KaTo
0OCTpo 3abonsaBaHe UM ga nma XpOHNYEH XOf C pa3Bu-
TVe Ha KapanomuonaTus [8].

Mpu HawaTta naumMeHTKa ce nogo3vpalle XPOHU-
yeH xog Ha JIM nopagu NpoOrpecvMBHO HamansiBaHe
Ha (pakumsaTa Ha M3TnackBaHe Ha nsiBaTa kamepa u
cTabunHu ctoHocTh Ha hsTnl npu cepuinHn namepsa-
HUS1, KOETO MOXe [a ce Habnogasa Npy XPOHUYHO MU-
oKapAHo yBpexaaHe. Bbnpeku npeguiiHaTta aHaMHe3sa
3a npegeH STEMI, rmobanHaTta XMnokmMHe3us Ha aBeTe
Kamepu e no-cneumdudHa 3a gndyseH npoLec, 3acs-
rawy n aBete kamepu. «Bull's-eye» rpadmkara nokassa
andysHa mrmokapaHa oUcyHKUNSA BbB BCUYKN CETMEH-
TV Ha NsiBaTa kaMmepa, BbMpekn NpeavlHaTa aHaMHesa
3a MH(apKT Ha Mruokapaa. AucdyHkumnaTa Ha gacHaTta
Kamepa, noTBbpAaeHa 4pes speckle-tracking aHanus,
npegnonara audyseH Npouec, 3acsarall, u OBeTe Ka-
mepw. [NpeaunwHo npoyyYBaHe geMoHcTpupa, Ye GLS ¢
rpaHnM4Ha CTOMHOCT OT -15,1% vMa 4YyBCTBUTENHOCT OT
78% wn cneundumyHocT oT 93% 3a HanM4MeTo Ha Mu-
okapauT [9]. OcBeH ToBa, NOBMLLABAHETO HA TPOMOHMH
| Nnpy MroKapaWUT € 3HAYUTEMNHO CBbP3aHO C HEOTAaB-
HawHa (£ 1 mecel) nosiBa Ha CUMNTOMM Ha CbpaedHa
HeOoCTaTbYHOCT, KOETO npeanonara, 4Ye OCHOBHaTa
MUOKapAHa HeKpo3a HacTbMNBa paHoO B xo4a Ha 3abo-
nssaHeto [10].

lMbpBaTa NposiBa Ha CbpgeyHa HeJoCTaTbyHOCT
npv HawaTta nauyueHTka e buna 7 meceua npegu no-
cTbnBaHeTo 1 B KnuHukarta. CnegoBaTtenHo 3akmoym-
XMe, Ye Mriagarta XXeHa € C HeMcxemMuyHa gunataTneHa
Kapamomuonatua B xoda Ha JIM.

EnpomuokapgHata 6uoncuss (EMB) Bce owe ce
CM4ATa 3a 3raTeH CTaH4apT 3a AuarHOCTUKa Ha MUoKap-
anT (C pasnuyHa etnonorus). Benpekn orpaHndeHnsaTa
Ha EMB, nocnegHuTe Hay4Hu n3cneaBaHns akueHTupar
BbpXY norsata OT HEMHBA3VBHWN ONArHOCTUYHN METOAMU
[2]. Exokapaunorpadusata e nbpBuAT NpegnovnTaH me-
TO[, 3a NOTBbPXKAAaBaHe Ha AnarHosaTta JIM, kaTto perno-
HarnHW HapyLleHns B CerMeHTHaTa KMHeTMKa Ha nsBaTta
kamepa ce cpewiat npu 80-100% ot nauneHTuTte ¢ J1M,
pasnpegerneHn B 30HM Ha HETUMMYHA KOPOHapHa AUCT-
pnbyumnsa. OceeH ToBa speckle-tracking aHanuabT no-
Ka3Ba BrnowasaHe Ha GLS npu naumeHTn cbC CUCTEMEH
nynyc eputemMartosyc B CPaBHEHWE CbC 3OpaBu KOHTPO-

DiscussION

Systemic lupus erythematosus (SLE) is a chronic
autoimmune disorder affecting young women, char-
acterized by inflammation and damage to multiple
organ system [1-3]. The most common cardiac mani-
festation is pericarditis with a lifetime risk of 25% [2].
Myocardial involvement is less common occurring in
up to 9% of patients with SLE [5,6] and is frequently
associated with coronary atherosclerosis [7]. Lupus
myocarditis (LM) is a rare but potentially fatal compli-
cation [8]. It may present as an acute illness or have
a chronic course with the development of cardiomy-
opathy [8].

In our patient a chronic course of LM was suspect-
ed, because of progressive decline in LV ejection frac-
tion and plateau of hsTnl in serial measurements, that
can be found in chronic myocardial injury. Even the his-
tory of previous anterior STEMI, global hypokinesia of
both ventricles has been more specific for diffuse pro-
cess affecting both ventricles. Bull's- eye plot demon-
strated diffuse myocardial dysfunction in all LV seg-
ments, despite previous history of anterior myocardial
infarction. RV dysfunction confirmed by speckle- track-
ing analysis suggested that there is diffuse process
affecting both ventricles. Previous study demonstrated
that GLS at a cut-off of —=15.1% has a sensitivity of 78%
and a specificity of 93% for the presence of myocarditis
[9]. Furthermore, elevation of troponin | in myocarditis
is significantly correlated with recent (< 1 month) onset
of heart failure symptoms, suggesting that the majority
of myocardial necrosis occurs early in the course of the
disease [10]. The first presentation of HF in our patient
had been documented 7 months ago before admission
to our department. Thus, we concluded that this young
lady had a non- ischemic dilated cardiomyopathy in the
course of LM.

Endomyocardial biopsy is still accepted as the
gold standard for the diagnosis of myocarditis (spec-
trum of aetiologies). Recognizing the limitations of
EMB recent literature has focussed on the utility of
non-invasive diagnostic modalities [2]. Echocardiog-
raphy is the first modality option to support a diag-
nosis of LM with regional wall motion abnormalities
presented in 80.100% of patients with LM in a typical
non-coronary artery distribution. Furthermore, speck-
le-tracking analysis demonstrated GLS impairment in
patients with SLE compared with healthy controls and
even more so in those with high lupus disease activ-
ity [2]. Cardiac MRI is currently recommended as the
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A. bopu3saHosa-llemkosa u op.

11 1 OLLe NOBeYe NpU Te3u C BUCOKA akTUBHOCT Ha 3a60-
ngasaHeTo [2]. MarHUTHO-pe30HaHCHOTO n3cneaBaHe Ha
cbpue (CMRI) noHacToswem ce npenopbyBa Kato He-
NHBa3MBEH METO[ 3a AMarHoCTMKa Ha MMOKapaUT, UOEH-
Tudpmumpall, cTagum Ha yBpexaaHe Ha muokapaa ypes
T.Hap. TbKaHHa XxapakTepuctuka. Hawarta nauyueHTka
Gewwe nnaHvpaHa 3a CMRI, HO 3a cbxarneHue no4YnHa
Marko npeauw Aararta Ha u3crnenBaHeTo.

B ponmbrnHeHue aHamHesata 3a TPOMOOTMYEH MU-
oKapaeH nHdapkT cbe ST-eneBaumsa Npu nunca Ha aTe-
POCKINEPOTUYHN ENUKAPLHM NIaKn U UCTOPUS Ha BEHO3HM
TPOMOO3W HU HacoYM KbM CyCMeKUMs 3a HacrneacTBeHa
TpOMBOUIUS UK aHTUOCHONUNUAEH CUHOPOM.

MpoBeneHn Bsxa MMYHOMOTMYHM TECTOBE, KOUTO MO-
Kasaxa MONMOXUTENHWU aHTUHYKIeapHW 1 aHTudocdonu-
MUOHW aHTUTENa, BKIHOYUTENHO NynyCeH aHTUKoaryrnaHT
— LA, 1gG v IgM aHTtukapamonunuHosm aHtutena — aCL,
KakTo 1 aHTW-B2-rmukonpoTenH | — B2GPI, ¢ Bucokn Tutpw.
Tesn pesyntatv NoTBbpaAMXa aHTMdOoCoNMNUAEH CUHA-
POM, MPUYMHSIBALY, apTepuarniHu U BEHO3HM TPOoMOO3M C
npovHdriamatopeH 1 npoTpomboTmyeH edpexT [11]. OcBeH
TOBa NauMeHTKaTa MMalle TFeHETMYEH MNOoNMMOpPgU3bM
3a HacneacTBeHa Tpombodgumnus: xomoaurotHa no ACE
(D/D), xeTeposurotHa ro Leiden V, xeteposurotHa MTHFR
A1298C n xetepoaurotHa PAI-1 4G/5G. MNonmmopdmambT
Ha reHa ACE 3a vHcepumsa/oenumsa Bnuse Ha HvBata Ha
aHMMOTEH3MH-KOHBepTUpaLma eHsum. eHotunsT D/D e
CBbp3aH C MO-BUCOKM HMBa Ha €H3nMa, KOeTo Moxe Aa
MOBMMSIE Ha KPBbBHOTO HamnsraHe M CbpAeYHO-ChAOBUS
puck. Leiden V (xeTeposuroteH) — Ta3y MyTaums B reHa
Ha dhakTop V yBenunyaea pucka OT pasBUTUE Ha BEHO3HA
Tpombo3a. MTHFR A1298C (xeTepo3nroteH) — MyTaumsta
B reHa MTHFR moxe ga nosnvsie Ha metabonmama Ha Xo-
mMoumcTenHa. NoBuLEeHNTE HMBA HA XOMOLIMCTEUH MoraT
[a yBenuyart pucka oT CbpAe4HO-Cb0BM 3abonsiBaHUs U
ot Tpombo3a. PAI-1 4G/5G (xeTepo3nroteH) — nonmmMop-
r3mbT Ha reHa PAI-1 Bninsie Ha HMBaTa Ha UHXMOUTOP Ha
akTMeaTopa Ha nrnasMuHoreHa-1, KomTo nrpae pons B pas-
rpaxxgaHeTo Ha KpbBHU cbenpeun. AnenbT 4G e cBbp3aH
C NO-BNCOKM HMBa Ha PAI-1, kOeTo noTeHumanHo yeenuya-
Ba pucka ot Tpombo3a [12].

BpakoBeTe mMexgy pogHVMHU Ca CBbp3aHWn C NOBU-
LUEeH pUCK OT BpodeHu mandopmaunm, aBTO30MHO pe-
LecVBHM 3abonsiBaHMs, BUCOKA YeCcToTa Ha yMCTBEHaA
N30CTaHanocT, (PM3NYECKN YBPEXAAHUS, ryxoTa — My-
TM3bM U CbpAeYHO-CbO0BM 3abonsiBaHus [13].

3AKNIOYEHUE

MpencraBame psabk criyqar Ha nynyceH MMokapauT
C XPOHWMYEH XOA, Bogel, A0 fynycHa Kapavomuonatus
KaTo MbpBa NposiBa Ha 3abonsBaHeTo. HacTtoawmTe aan-
HM NoKas3Bar, Ye KNMHUYHNAT JTIM 0brnkHOBEHO ce nposiBs-
Ba paHo B xofga Ha CJ1E, B ycrioBuMs Ha BUCOKA aKTUBHOCT
Ha 3abonsiBAaHETO U YECTO € CbMBbTCTBaH OT MynycHa

non-invasive investigation of choice for the diagnosis
of myocarditis, identifying stages of myocardial injury
by so-called tissue characterization. Our patient had
been planned for CMRI, but unfortunately died before
examination.

In addition, her history of thrombotic STEMI with-
out epicardial evidence of atherosclerotic plaques
and history of venous thrombosis, refers to suspicion
of inherited thrombophilia or antiphospholipid syn-
drome. Our patient had positive lupus anticoagulant
(LA), IgG and IgM anticardiolipin antibody (aCL) and
anti-B2-glycoprotein 1(B2GPI) with high titters. These
results confirmed antiphospholipid syndrome, caus-
ing both arterial and venous thrombosis with pro-in-
flammatory and prothrombotic effects [11]. In addition,
our patient had genetic polymorphism for inherited
thrombophilia: homozygous for ACE (D/D), hetero-
zygous for Factor V Leiden, heterozygous MTHFR
A1298C, heterozygous PAI-1 4G/5G. The ACE gene
insertion/deletion polymorphism affects the angio-
tensin-converting enzyme levels. The D/D genotype
is associated with higher enzyme levels, which can
influence blood pressure and cardiovascular risk.
Factor V Leiden (heterozygous): This mutation in the
Factor V gene increases the risk of developing ve-
nous thrombosis. MTHFR A1298C (heterozygous):
The MTHFR gene mutation can affect homocysteine
metabolism. Elevated homocysteine levels is linked
with increased risk of cardiovascular diseases and
risk of thrombosis. PAI-1 4G/5G (heterozygous): The
PAI-1 gene polymorphism affects the levels of plas-
minogen activator inhibitor-1, which plays a role in
blood clot breakdown. The 4G allele is associated
with higher PAI-1 levels, potentially increasing the
risk of thrombosis [12].

Consanguineous marriages are associated with an
increased risk for congenital malformations, autosomal
recessive diseases, high incidence of mental retarda-
tion, physical disabilities, deafness-mutism, and car-
diovascular diseases [13].

CONCLUSION

This is a rare case of LM with chronic course,
leading to lupus cardiomyopathy as a first presenta-
tion of disease. Current evidence demonstrated that
clinical LM typically occurs early during SLE, in the
context of high disease activity and frequently ac-
companied by Lupus nephropathy (60% of patients)
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Hedpponatua (60% ot nauneHTtute) [3]. HemcxemmnyHata
avnartaTvBHa KapavoMuonaTusi Npy MIlagm >XeHun e psia-
kocT un CJIE Tpabea ga 6bae nogosvpaH. lNpenopbysa
ce MynTUaMCLMNIMHApPEH noaxoq npv Toea 3abonsisa-
He, BKIOYBALL, PEBMATONOr U OMNUTEH KapAMOSor B WH-
TeprnpeTaumsaTa Ha AaHHWTE OT MpoBedeHuTe obpasHu
nacregBaHuns — exokapamorpadus cbe speckle-tracking
aHanm3 n CMRI. MNpu Mnagn >xeHn ocTbp TPOMOOTUYEH
MMOKapAeH MHapKT Npy nunca Ha aTepoCKNEPOTUYHM
nraku ce N3NCKBaT JOMbITHUTENHN U3CreaBaHUs.

He e deknapupaH KOHGIUKM Ha UHMepecu
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