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CHH/IPOM BPYTAZIA

Pysxuma JYPHEBWR, Jlazap AHIEJIKOB, [paran BYPH'h, Cphau GOIIIKOBIh,
Munyrue MUPHTh

WucturyT 3a Kapauosackynapue 6onecru Henume, Beorpan

KPATAK CALIPXAJ: Curapom Bpyrana je HacnepHo oBoretbe MUOKapAa Koje OAIMKYje cneundmyHa eneeaumja cer-
meHTa STy oapoauma V-V, enexTpokapanorpama, CTPYKTYPHO HOPMaNaH MUOKaPA W BUCOKa WHUMASHUM|A HaMpacHe
CpYaHe CMPTH Kao Nocneduua TaxuapuTMuja KoMopa cpla. Y3pok HacTaHka cuHapoma Bpyraga oy MyTauuje Ha redy
SCN5A xaHana joHa HaTpujyma, Koje IOBOAe O CMarbetsa BPOoja OBMX KaHana Wil HUXeBOr YCROPEHOr OnopaBKa No-
cne uHakTuBaumje. OBO ycnoeasa enesalMly cermeHTa ST, koja je nocneauua rybuTka rnnato-thaze akLUMOHOT NOTeH-
umjana y enukapy AECHe KOMOpe CPLA ¥ HePaBHOTEXE Y MPOTOKY joHa HaTpujyMa, Kanujyma 1 kanuujyma 3a epeme np-
Be # Jpyre dase akumMoHOr NoTeHUMjana, XeTeporeHOCT penoflapusaumje MUOKapaa omMorykasa, MexaHuaMoMm daze
"peeHTPK-ABa", HACTAHAK eKCTPAacUCTONa KOMOPa, KOje MOuMkY NONMMOphHY Taxukapamy unu hvbpunalmy KoMopa
£pua. Yrpaarsa uMnnaHTabuaHux KapamoRepTenckix Aecubpunatopa jeouHa je edukacHa Tepanvja KoL CUMITOMCKMX,
anu W Ko, aCUMMNTOMCKMX BonecHWKa ca CUHAPOMoM Bpyraaa, kof kojux ce 3a BpeMe enekTpobH3UoNOLLIKOr MCTUTH-
Batba MHAYKYje X8MOIMHAMCKN HeCTabunHa Taxukapamja unm dubpunaumnia KOMopa cpua.

Kmyure peun: cuiapom bpyrana, nMnnanTaBunHu kapawosepTepcki aedwbpunatop, HanpacHa cpuaHa cMpT. (CPI

APX LUENOK NEK}.

Hedmnuyuia u eaexifpoxapguolpadcke ogauxe
CungpoM Bpyraga je upumapna “enexTpuyHa” Gonect
MHOKapAa, Kojy OJIHKyje crienuduyHA eneBalMja cer-
Menta STy ogsoguma V-V, H BcOKa HHIMZAEHIH]a HO-
nvopdHe TaxuKapaHje KOMOpa cpua WiH GbuGpHIAIH-
je KoMopa cpua [1, 2]. ExextpoxapamorpaM GonecHuka
je mpoMem/EHE, ONHOCHO cpehy ce pasiHYuTH O6AHLH
eneeauuje cermenta ST, anH Takohe Moxe aohu mo me-
roge HopMasusanuje. Enemanuja cermenra ST oGmmka
[J1aToa WIH cBofa (OOJHMK Majop) THNHYHA je 3a aKyTHe
EMH30/Ie TAXHaDHTMH]a KOMOPa. ¥ XPOHHUHEM daszama
Bonectu cpehy ce obnuK cema (OBMHK MUHOP) WK Tpo-
yraacT (Tpuaurynaphu obmux). CTemeH eciecsauumje cer-
Menta ST je y KOpelallMjH ¢ MHUMAEHIHM]OM apHTMOTe-
Hux porahaja komopa cpana [3). Tanac T je majuemhe
HEraTHBAH Y NECHHM IIPEKOPAHjalHHM OBOJMMA, NPH
HeMY HE MOCTo]e PEUNPOYHE NPpOMeHe ¥ CYIIPOTHHM Ofi-
soMa (Cmaka 1). Marepran QT je wopmanan mam
ckpahen. Y Hexum cydajeBHMa OTKpHBA Ce JMCTiep3Hja
QT Beha ox 120 ms, mTo je 3HaK CKIOHOCTH 32 HACTa-
HAK BEHTPHKY/IapHe Taxukapanje wmm dhubpunaumje [2].
Brok necHe rpane, KOJH je y IOYETKY OITHCHBAH Kao ca-
CTaBHH JIe0 CHHAPOMA, He MOpa 06aBe3HO NOCTOjaTh.

Emtuonoinja obosera
Joced u Ienpo Bpyraga [1] cy, 1992. roause, ommucani
ocaM BojleCHHKA ¢ HOPMaJIHOM CTPYKTYPOM MHOKApJa,
6rioKoM JlecHe TpaHe M eneBauyjoM cermenta ST ¥ OfiBO-
Auma V-V, Koje ¢y yenemHo peanivucaad. OBaj HOBH
KIMHHYKH # e/IEKTPOKapAHOTpadhCKK eHTHTET HA3BaH je
cunapom bpyrana. Kon emurpanara us mogpyuyja Jyron-
croune Aspje y Cjemumennm Amepuukum Jpxapama,
Hapmann [5] je, 1980. ropuue, oTKpHO BHCOKY MHIIH-
JeHIHjy HanpacHe cpyade cMPTH. 3a 0Ba eHieMcKa 060-
belka, MO3HATA Kao cunapoM cMpTi Byay wmm Jlaj Taj
Ha Tajmamgmy, Gonect IMokypw y Janany, Banryuryt ua
QununuHMMa, HakHajiHo je yrephero Aa je ped o cHH-
Apamy Bpyraga [4, 5]. V gehunu ciyvajepa y nuTamy cy
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G MAafH MYTIRAPIH ¢ H3HEHAJHOM CPHaHOM CMPTH
i (PaMETHjapHOM ETHONOTHjOM 060/Bema.

Emuonornja cunapoma Bpyraga 6una je emmrma 3a
HCTpasKHBave Jo 1998. romuue, kapa je Yen (Chen) (6]

OTKPHO TIPBE TPH MYTAallHje HA XPOMO3OMY TPH, Ha reHy

SCNSA, xoju je oTOBOpaH 3a KaHaJle joHA HATPHjyMa
{I,,) (Cnuka 2). Myransja “mucen” T1620M (momen
YeTHpH - cermeHT $3-54) AoBogy A0 NpOoMeHe ¥ KHHETH-
LM Kanajga HATpHjyMa (MHAKTHBHCAHM KaHan ce Gp3o
A€3aKTHBHINE), [OK MyTallHje HHCepLdja H JAefeupja (y
[pefeNTy [oMeHa TPH) ZOBOJE 0 cMamema Gpoja KaHa-
Aa HaTpHjyMa [6]. Ha ncroM reny, v Tory 1999. ropunee,
OTKDHBEHE CYy HOBE MYTalHje, K20 LTO CY MyTaupja
“Mucer” R1512W, wa nutomnasMaTcKoj Bear MomeHa
TPH W YETHPH, U MyTanHja “mucen” A1924T na tepmu-
HajaHOM Kpajy C nuToIuIasMaTcKor JoMeHa, Koje J0Bo-
€ 10 KBATHTATHEHUX NopeMehaja yurnuje kanaa na-
TpujyMa [7, 8]. Omucanu cy GomecHuuy ca CHHAPOMOM
Bpyraga Ges oBHX MyTatuja, IITO 3HAYH AA [IOCTOJH red-
CKa XeTepoTeHOCT M Ja Tpeba HCIMTATH JIpyre TeHe-KaH-
O¥JaTe, RA0 UITO Cy TeHH JOHCKUX KaHaja Kanujyma (I
I )s KaTEEjYMa (I} won [2].

dPaza gBa aKIMOHOTr NOTeHUM]jana (dasa maaToa) oa-
roBapa M30ENEKTPUYHOM cerMeHTY ST ¥ efeKrpokapis-
orpamy. Kog cuuppoma Bpyraga ryGu ce mnaro-grasa y
eNHK2pAy JecHe KOMOPe Cplia, KAo TocIeRiLa [opeMe-
haja paBHOTexe MpoToKa joHa HaTpHjyMa,. KaliHjyMa
Kannujyma. 3a BpeMe chase jeAAH aKUHOHOT MOTeHUH]a-
Jia IPOAYKEH je MHTCH3HBAH W3Ma3aK jOHA KalHjyMa H3
henmje kpos kaHane joHa Kamujyma (I, ), a ycropen je
YTOK jOH& KallljyMa KpO3 KaHasle joHa Kauujyma (I,.)
3a BpeMe hase [Ba aKUHOHOr noTtennyjana. Ha Taj Ha-
9HH, HacTaje Clleli¢uyHa enepalHja cermenta ST Hc-
KBYYHBO Y AECHHM IIPEKOP/HjaTHHM OXROANMA, IITO &
MOKe O0jaCHHTH 3HATHO BehOM KOHIIEHTpalHjOM KaHa-
Aa joHa xamujyMa (I, ) y AecHoj Hero ¥ IeBOj KOMOPH cp-
ua, a Taxobe # BehuM 6pojeM OBHX KaHana y enHKapay
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CPMNCKW APXWB 3A UENOKYFHO NEKAPCTBO

He, 610K eBe TpaHe, XunepTpoduja aeBe KOMope cplia,
aKyTHH uHpapkr MuOKapia [22], aneypHsma JieBe Ko-
MOpe, efeBalMja cerMenTa ST H3asBaHa TecToM onrepe-
hema, axyrai MuorapauTHe (23], AMCERAHTHA AHEYpH-
3Ma aopre, akyTHa TpoMmGoembonmja mayha [24], uu-
¢apKT MHOKapia JecHe KOMope, pas/IHYuTe HeHopMan-
HOCTH LIEHTPalHOr H ayTOHOMHOI HEPBHOT CHCTEMaA
[25], Humenosa myckynapua pucrpodwja [26], @pu-
JPpUX0Ba aTaKkcHja, XHUIMepKaiemuja [27], xunepranmje-
MHja, HeOCTATaK THjaMIHA, HHTOKCHKALH]a KOKAHHOM,
[Ipeo3upake TPUUHMKIWYHKYX AHTHIETIPECHBHHX JeKO-
Ba, KOMIIpECHja H3/Ia3HOT TpaKTa JecHe KoMope cpra
METACTATCKUM TYMOPOM HIIH TYMOPOM MefHjaCTHHYMA
[28] wim enepanmja cermenTa ST H3a3paHa JEKOBMMA
(BaoxaTopH Kanana jona HarpujyMa (I, ), Gera-Gnoka-
TOPH, TTHHAIHAWA, ANETHIXOMHH HT/.). CHMOATHKYC U

[IApACUMIATHKYC JEY]Y aHTATOHUCTHUKY Ha H3T/es, Cer-

Menta ST, OOHOCHO ha3sy-iBa AKIHOHOT OTEHIH|a/a,
Koja y Hajpehoj Mepu 3aBucH on cropor ynacka jona
Kanujyma TyTeM KaHaja joHa KaauwjyMa (1) [29].

[TocTojH citMyaH jOHCKH M e1eXTPODUINONOIIKH MeXa-
HH3aM 33 HACTaHAK cHHApOMa bpyraja u cHHApoMa paHe
penonapusalije, KA0 H YTHIIAj XHIIOTepMHje Ha MHOKAPI,

CaHppoM paHe penonapu3aldje o[UIHKYje eNeBaluja
cermenta ST y ogsoammMa V, o V,, M30CTaHAK HeraTHB-
HHMX TaNaca T W BeHTPHKYJIAPHHUX TAXHADHTMHja, and
NOCTOjH, Kao Kof cHHApoma bpyraja, cavuna peaxiptja
Ha JieKoRe, ainda-arcHUcTe, GeTa-aroHucTe W AHTATOHH-

e [30]. OcBopHoB Tajlac, KOjH OATOBAPA 2aBPLIHOM
Jeny dase jefiad aKIMOHOr IOTEeHIHjaNa, HACTAje TAKO
ITO HUCKA TeMIIEPATYpa CpejlHe yCropasa KMHETHKY
KaHana I, BHIIe Hero Kakana I, [31].

Tojequun Herpakusauk cMaTpajy a HOCTOH “npe-
knamame” HaMehy cuHgpoma bpyraga m aputmoreme
JHCIUIA3Hje JecHe Komope cpua. Hacyupor craba fa je
cuaapoM bpyrafa ApHMapHO “enexrpudia” Gomect Mu-
oKapia, FOCToje H MUIIUBEEhA /A je ped O TocefHOM 06-
JAHMKY apHTMOreHe AHCTIasHje JecHe KOMOpPe cpla Wu
paHoj WeHo] (asu, WAH Aa GONECT MOUMEbe IPHMAPHO
Kao “eneKTpHyHA”, a fia 3aTHM HAacCTaje PeMOJCIOBAke
CTPYKTYpe KoMope cpua. OcHOBHe OfUTHKe apHTMOreHe
KapAMOMHONaTHje AecHe KOMOpe cplia ¢y: 1) y emexrpo-

KapaHorpaMy OoGHYHO [OCTOJU THIOMYAH MOCTEKCIIHTa-

IOHE TANAC €IICHIOH, HeTaTHBad Tamac T y JecHUM
TIPEKOPAHjATHAM OABOAHMA M HHKOMILIETAH BIIOK JecHe
rpare [32]; 2) eHooMHOKapIiHOM GHOIICH]OM Ce OTKpHRA
HRdWITpanyja GrOPO3HOT U MacHOT TKABA, ¥3 aTpodu-
Jy H JereRepanmjy xapguoMuoumTa [33]; 3) reun omro-
BOPHHM 33 apHTMOTEHY AMCILTAsHjy AecHe KOMOpe CpLa
ce Hajgase Ha XpomosomuMma 14 (¢923-24 n g42-43),
2q32, 3q23, 17921 n xpomosomy [ (q42-43} [34]. Ko-
pago (Corrado) u capaguvup [35] cy onucanu ocam 6o-
MECHWKA ¢ THITHYHUM NIPOMEHAMa Y eNneKTPOKap/HOTpa-
MY 3a CHHApoM Bpyraja H TaTOXHCTOMOIIKMM HanasoM
THIIMYHAM 32 APHTMOTeHY KapJAMOMHOTATH]y AECHe Ko-
mope cpua. Tarohe, Taga u capagauim [36] cy kog ner
04 mlecT JamaHala ca cHHApomoM bBpyraga orxpmim
MOpGOROLIKe TPOMEHe THITHYHE 33 APUTMOTEHY KapOH-
OMHOMNATH]y JecHe KOMODe cpLUa.

Ilopen cnupomMa Bpyraga HopManHa cTPYRTYpa MH-
OKap/ia U TIOjaBa BeHTPHKYNapHHX GUOpHIALH)a CY MO-
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ryhe B KOJ aKkyTHe HCXeMHje MHOK4pha, CHHAPOMa
Bond-ITapkuncon-Bajr, cunppoma ypoheno npomysxe-
Hor wHTepBada OT man uamonatcke dubpunargje Ko-
mopa cpua [4, 37]. Takohe, o6omemna Ges opraucke Go-
JIeCTH MMOKap/ia Koja ce MOTY MaHu(eCTOBATH MOjaBoM
nomaMopgHe BeHTpUKYAapHe Taxukappmuje cy [38]: 1)
KaTexo/laMHH-CeH3UTHBHA IOMMMopdHa BEHTPHKYAapHa
TaxuKapaHja (ako ce MOKe M3a3BaTH TecTOM onrtepehe-
a3 M [IOBOJ/BHO pearyje Ha Tepalkjy 6era-Giokaropuma);
2} cungpom ypoheno nponyskenor uarepsana QT (on-
JIMKYje Ce TI0jaBOM THIHYHUX HOMUMOpPQHUX BEHTPUKY-
NApHHX TaXHKap/Hja THNA forsade de pointes, a MyTa-
LHje ce Hajlase Ha xpomosomuma 3 (p21-24), 4 (g25-
27),7 (q35-36) m 11 (p15.3)) [39]; 3) Bapujanta torsade
de pointes c RpaTKuM “KYIUIYHrOM™ {HacnefiHO o6ombe-
Be MUOKAD/IA KOj¢ ¢ OQJIHKYje HCTOM MOpOIoTH]OM,
Kao # cuHapoM Long OT, anu mocToju HopMajad HH-
TepBan QT) [40]. Baxso je pasmukosaTtu oBz JjBa 060-
Jhetba 360T paznuukTe IPOTHO3E H TEPAIH)jCKOT IIPHCTY-
nma. Cungpom ypohero nponyxen marepean QT je mo-
Bpe MporHo3e H BehUHOM ce yclemHo Jieyn Geta-Gnoka-
TOpHMa M NPROM TPYNoM b aHTHAPHTMHjCKHX JIEKOBa,
pehe ce mpuMemyje rammekromuja cTEnaTyMma, eHJo-
CKOICKa KOoAary/laliyfja raHrHMoHa CTeIATYMa U yrpajma
MMITIaHTaOWIHOT Kapiuoseprepckor aedubpunatopa.
“Short-Coupled variant of Torsades de Pointes” Buco-

KOT je MOPTaJHTETa, 2 HajehHKACHH]H TpeTMaH BeHTpU-

KYAapHHUX TaxXHapUTMH]a je UMONAHTAGHIHUM KapiHo-
BepTepckuM AedubpranaropoM [41]; 4) uauonarcku 06-
JHK onuMop¢He BeHTPHKYIApHe TAXHKapAHje ofuvHO
ce jarma y Mnabhem RUBOTHOM J06Y KOA 06a noska.

Tepatiuja cungpoma Bpylaga
MinupmeHiyja apuTMoreHux gorahaja je cmgna ko 60-
JecHHKa ca cuHgpoMoM Bpyraga, fMedeHux HMIIaHTa-
OHMTHUM KapIHOBepeTepcKHM fedubpuaaTopoM, aMHo-
JapoHoM I GeTa-Onoxatopuma [2, 42]. YxymHn mMop-
TanmuTeT je GHO HYMa ¥ TPYMH ¢ yrpaheHum KapauoBep-
TepCKUM AeubpHRATOPOM, 26 TIOCTO ¥ TPYIH TpeTrpa-
HOj JTeKOBHMA (aMHOZApoH WM SeTa-6rnoxaropu) u 31
gocTe Kof, 6olecHHKa Koju ¢y Oumn Ges Tepanuje [42).

Ha manom 6pojy 6onecHnka JobGUjeHH ¢y 3aJ0BOba-
BajyhH pesyirard NpHMEHOM JeKOBa JHCOIMPAMHI H
KHHMJHH KOjH CY CHpevaBa/I K3a3HBake BEHTPUKYJIap-
He Taxurapauje U cubpunarmje [17, 20]. Beaxaszen
(Belbhasen) n capagmnum [17] ¢y ykazam Ha eduia-
CHOCT KMHHANHA ¥ TIDeBeHIH]H HHAYKIIHje BeHTPHKYIHE
Taxukapauje ¥ pudpunauije Kon 4eTHpH ox rer (80 no-
cTo) GosecHuka ca cuagpomom Bpyrajga,

Tepamnuja uzbopa Kop 6onecHHKa ca cuHgpoMoM bpy-
raja je yrpafma HMIUTaHTaOHIHHX KapIHOBEPTEPCKHX
Redmbpuaatopa y Wby NpHUMapHe U CEKYHAApHe fpe-
BeHIHje BeHTPHKYIdpHe Taxuxapauje W ¢pubpunanuje
(2, 4]. MMonanTaumy KapauoBepTepcku gedubpuna-
TOpP je CYNCpHOPHHjH Hero MeJHXaMeHTHAa Tepaldja K
Tpefa ra NPHMEHHTH KON CHMITOMCKHX W ACHMITTOM-
ckux GoNecHHKa KOJ KOjHX ce eneKTpodmsuonomKﬂM
TeCTUpPaIbeM HM3a3HMBA BeHTPHUKyTapHa Taquap;m]a WIH
dmbpuinanyja [2, 43, 44].

Tepammja Gyayhrocra 61 nogpasymesana eBomynyjy
HOBHX JICKOB4, CEJIeKTHBHHUX GyIoKaTopa KaHala joHa Ka-
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