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AVNATHOCTUYECKOE 3HAYEHUE J-BOAHDI

Pestome. Paccmampusaemes duaeHocmuyeckoe 3HaueHue J-604Hbl, U31A2AIOMCSA COBPEMEHHble NPedCmasaeHus
0 cundpome bpyeada, cunopome panmeil penosspusauuu yceayo0ouKos, UOUONAMUUECKOl PUOPUILAUUL dceny-
004K08, UX POAU 6 BO3HUKHOBEHUU BHE3ANHOU APUMMUHECKOL CMEPMU.

Karoueevte caosa: J-eoana, cunopom bpyeada, cundpom pauHeil penoaspuszayuu #ceayo0ouKos, UOUONamu4ecKas
Qubpunasyus xHeny0ouKos8, 6He3aNHAs APUMMUHECKAsi CMepb.

J-BoJTHa MpeacTaBiIsIieT cOO0i XOPOIIO BhIPAKEHHYIO
TO3THIOIO TIOJIOXKUTEIbHYIO BOJTHY JIE/IbTa, CIIEIYIONTYIO
3a KomruiekcoM QRS, n1bo 3a3yOpeHHOCTh Ha HUC-
XondlileM KoJjieHe 3youa R, maneHbkuii 100aBOYHbIN
3yberl r (r’) u HammoMuHaeT 1o ¢opme ropd BepoOIIOAA
(mpyroe Ha3BaHue J-BOTHBI — camel-hump sign), Kpro-
YOK JJIS LIJIATIBI, KymoJa, 3apyoky. Kak amekTpokap-
auorpaduyeckuii ¢peHoMeH J-BojiHa Oblla BIIEpBBIE
onucaHa F. Kraus B 1920 r. y manpeHTa ¢ runepKaibliy-
emueii [1]. [TozoHee, B 1938 1., W. Tomazewski npen-
CcTaBMJI ciydail J-BoJiHbI pu turnotepmuu [2]. B 1953 1.
J.J. Osborn my6imKyeT paboTy 10 3KCITEPUMEHTATBHOMN
TUIIOTepMUH y cobak [3], koTopast cpa3y CTaHOBUTCS
CTOJIb TIOMYJISIPHOW Cpean KOJUIeT, 4yTo J-BOJHE TpU-
cBauBaeTcst uMsi OcOopHa: cHadajla KakK CIIEHTOBOE,
a BIOCJIECICTBUU — U O(UIIMATbHOE, 3a €ro 3aciayru B
JieJie U3ydyeHusl TUIorepMun. TakuM obpas3om, ¢ cepe-
JUHBI 50-X rOI0B MPOLLIOro cToneTus 3yoen OcoopHa
CTaHOBUTCSI CHHOHMMOM J-BOJIHBI 1, TT0 MHEHHIO 00JIb-
LIMHCTBA UCCJIea0BaTe/ e, 3TO MAaTOTHOMOHUYHBIN IS
runorepmuu narrepH DKI'.

B manmbHeiiem Ha TIPOTSDKEHUH TECSITHIICTUI B Kap-
JIMOJTIOTUY BO3HMKAET TMapanoKcaabHasl CUTyalusl, Koraa
runorepmMuyeckuii 3yoerr OcoopHa (J-BosHA) OMUCHI-
BaeTCs y MAlCHTOB B OTCYTCTBHE TUIIOTEPMHUU — IIPU
rurnepkagbliieMun [4], MHTOKCHMKAUMM KOKAMHOM U
rajionepuaosom [5], mpu ocTpoil HEBPOJIOTUYECKON Ta-
ToJIOrMM [6], TOCiie MpepBaHHOM BHE3AITHOM CMepTH
[7], n B 3TUX KIMHUYECKUX cuTyauusix 3yoen OcbopHa
(J-BoHy) HasbIBaloT nonspecific camel-hump sign [8]
wim normothermic Osborn wave [9]. CeMaHTHYECKYIO
HeCypa3HOCTb MCTIOJb3YyeMBIX UISI J-BOJHBI TEPMUHOB
wutocTpupyeT Ha3BaHue ctatbu A. Patel et al. (1994)
«The Osborn Wave of Hypothermia in Normothermic
Patients» [5]. ABTOpbI npencTaBuin HaOI0AeHUE 3y0Lia
OcOopHa y 8 maiyeHTOB ¢ HOPMaJIbHOM TeMIIepaTypoii
Tesia, y 3 U3 KOTOPBIX ObLT HUXKHUI OCTPBIi MH(PaPKT MU~
okapaa (OUUM), y 2 — runepToHuveckas 00oyie3Hb, y | —
MHTOKCUKALIMS TaJlonepuaosioM, y 1 — mepeao3nupoBKa
KOKaWHOM 1y 1 — Kapauairust HecepAeuHOro xapakTepa.

K J-BosHe Takke OTHOCWIIA TOABEM TOUKM J Hall U30-
aieKTpruIeckoit muaueit (J-deflection) mmm mmombem cer-

MeHTa ST, KOTophbIit HAbOaAETCS MPU PA3TIUYHBIX (DU3U-
OJIOTMYECKMX U MATOJOTMYECKUX COCTOSTHUSIX, TAKHUX KaK
CHUHIPOM paHHel penojsipusaiuu xkerynodkos (CPPXK),
ocTpasi MILIEMUsT MUOKapia, TMepuMUOKapIuT, TUIep-
KaJIMeMus, HapylieHue BHYTPIIKEJYTOUYKOBON ITPOBO-
qumoct, cuHapom bpyrama (CB). Pazmnuator mombem
TOYKM J HAll UI3039JIEKTPUIECKOI JIMHUEH ¢ MOpdoIoTrei
QRS-notching (3a3yopuna) mau QRS-slurring (BojHa co-
enuHeHus1) U J-BoaHy (J-wave) ¢ OOJIBbIION aMILTUTYI0M
U MPOIOJIKUTEbHOCThI0. KIIMHUYecKoe M apuTMOIeH-
HOe 3HaueHUe J-BOJHBI B 3HAYUTEIbHOI CTEIIEHU UTHO-
pupoBaioch 10 1996 r., korma G.X. Yan u C. Antzelevitch
OITy0IMKOBaIM paboTy 00 MOHHBIX 1 KJIETOUHBIX OCHOBAX
J-BoHBI M MexaHM3Max apuTMoreHesa [10].

B ocHoBe TosBIeHIS ) -BOTHBIICKUT 3JICKTPOPU3NO-
JIOTUYECKOe paznuure M-KJIeTOK, SMUKapauaibHbIX 1
SHIOKApAVAJIBHBIX KJICTOK MUOKapAa IO IPOIOJIKU-
TeJbHOCTH NToTeHIMana aeiicteus (I1]1) B panHux hazax
(1-i1 u 2-i1). @opmy I11 onpenesisiioT BXOMASIIUE HATPK -
eBble (INa) u kanbuuessie Toku (1Ca) unu BeIxoasui
KanueBbiit Tok (Ito). Ito urpaer BaxkHyt0 poJib B (pop-
MUPOBaHUU J-BOJHBI, TAKMM 00pa3oM, JItoOble (haKTo-
pHI, BIMsomKe Ha [to, MOTyT MonIeIMpoBaTh J-BOJTHBI
Ha OKI. 3amennenue Ito B anmmKapaIuaaibHBIX KIETKAX
TMPUBOIUT K TIoTepe BepinuHbl (Kymona) [1]1 ¢ xapak-
TEPHOI «BBIPE3KOi» B Hauaje (pas3bl IIaTO HA HEKOTO-
pbix yyactkax snukapaa. [Tockosbky B sHnokapae [
MMeeT HOPMAaJIbHYIO BEJIMYMHY, IMPOUCXOAUT BO3pac-
TaHUE TpagueHTa MEXIY PHAOKAPAOM U SMUKAPIOM, a
Tak>ke BHYTPU Pa3JMYHBIX yUaCTKOB CaMOIo 3MuKapa,
T.€. BO3HMKAET TPAaHCMYPaJbHbIA BOJIbTaXKHbIN I'paau-
eHT. Ha DKI 3T0 mposBiseTcst mo3aHei BOJIHOM mociie
komiiekca QRS (BosHoilt J). Ha pasnuuHbIX yyacTkax
aMUKap/a perosipu3ais UaeT ¢ pa3HOW CKOPOCTHIO,
¥ 9Ta TeTEPOTeHHOCTh TTPUBOANT K BHIPAKEHHOU JAUC-
MepCUr PEIOIApU3alu 1 PedPaKTEPHOCTH MEXKIY
SIUKAPAOM U 3HIOKApAOM (WJIM B CaMOM 3IIMKapIe) C
00pa3oBaHUEM «ySI3BUMOTO OKHa».
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Cremyetr OTMETUTD, UYTO TIOTepsT «cBoma» 111 Bo3HM-
KaeT yailie B anukapae npaBoro xemymouka (I12K) n3-
3a ero 0oJiee TOHKOM CTEeHKU U 0oJiee BhIpaxkeHHOM 1-ii
dasbl I1]1, nposBisitoneil 3aBUCUMMOCTb OT IJIOTHOCTU
Ito. Ectb MHeHUe, yTo Ha 3a3yopuny [1[1 BauseT 1 ToK
XJIOpa, aKTUBUPOBAHHOTO LIMKJIMYECKHUM aI€HO3UHMO-
HodochaToM, W 4TO 3MUKapH obamzaeT OOIbIIel ero
IUTOTHOCTBIO, YeM 3HI0Kapa. Bce 3To BakHO mIsl T10-
HumaHus Cb Kak npexaeBpeMeHHOI (paHHeli) perno-
ngpuzanuu snukapaa [12K.

B axkuentupoBaHum 3ybua J mpu TUNEPKAIbLK-
eMUM BaXXHYIO POJIb UTPAIOT yCUJICHUE TOKa XJIOopa,
aKTUBUPOBAHHOTO KaJblIMEM, U CHUKEHUE BXOISIIEC-
ro toka ICa. 'mnorepmuyeckas BojiHa J (3yoew Oc-
OopHa) ABISIETCS PE3yJbTaTOM BbIPAXKEHHOTO TpaHC-
MYpPaJbHOIO BOJIbTAXXHOIO TIpaaudeHTa BCJIEACTBUE
rereporeHHocTu Ito B M-kiieTkax u snukapae. Kpo-
M€ TOTO, TUIIOTEPMUS IPUBOAUT K 3aMeJIEHUIO TIPO-
BOJMMOCTH, 4YTO HaeT BO3MOXHOCTH pPa3IebHOMY
nosiByieHuto 3yoma J n komrekca QRS. AxkrtuBanus
AT®-9yBCTBUTEILHOTO KAJIMEBOTO TOKA WJIM CHIXKE-
Hue Bxogsiero ICa Moryt ObITh OTBETCTBEHHBI 3a U3-
meHeHus I/, npossasiomuecs Ha DKI maTtrepHoMm
CPP2XK. DT0 no3BoJInI0 BHIABUHYTH MPEANONOXEHHUE,
YTO APUTMUMU, CBI3AHHBIE C PAHHEN peIosIpru3alueii
JKEJIYIOYKOB, a TaKXe C TMIIOTepMHEl U HEKOTOPBI-
mu popmamu OMM, B yacTHOCTM MAMONaTUYECKas
dubpumsusa xenynoukoB (MDXK), oOycnoBiaeHbl B
MEepBYIO0 OouYepeb BEMUYMHON M TUIOTHOCTHIO [to Tipm
cuHapome J-BosHb [11, 12].

J-BOHBI KTaCCUMUIINPYIOT KaK THUITOTEPMUUYECKIE
(3yberr OcbopHa), HETUMIOTEPMUYECKUE U UIUOTATU-
yeckue (mpu CPPXK, Cb u U®X). I'mnorepMmuyeckas
J-BonHa (3y6enr OcbopHa) peructpupyercs y 80—85 %
MalMEeHTOB C TUMIOTePMUEH, U aMIUIUTYIA €€ YBeIudr-
BaeTCs 110 Mepe CHIDKEHUS TeMIlepaTyphl Teja. 3yOLbl
OcbopHa MOTYT MOSIBISATHCS AUPDY3HO BO BCeX OTBEIE-
HUSIX WJIA OTPaHNIMBATHCS OTIETBHBIMU OTBEICHUSMH,
n3peaKa IMpaBeIMU TpyaHBEIMH, nMutupyst Cb. Kimuan-
YeCKre W SKCIIepUMEHTAIbHBIEC TaHHbBIE 00 apUTMOTEH-
HOM 3HaueHMH 3yo6ma OcOopHa HEMHOTOYMCICHHBI U
MIPOTUBOPEUMBEL:. YaCTOTa BO3HUKHOBEHUS XETyIOU-
KOBBIX TAXMAPUTMUM IIPU TUTIOTEPMUH OLICHUBACTCS OT
0 1o 100 %, npu 3TOM GJIOKATOPHI HATPUEBBIX KAHAJIOB
(mpokamHaMuJ U JTUAOKAWH) He TOAbKO Hea(P(PeKTUB-
HbI B IPEAYyNPEXICHUN 1 JICUSHUU HApYIIEHUI puT™Ma
y MalMeHTOB C TUTTOTEePMMEN B IEPUO UX COIPEBAHMSI,
HO JaXe MpoapuTMOreHHHsI [ 13].

Herunorepmuueckast J-BojiHA perucTpupyercs y
MAIMEHTOB C HOPMAaJbHOW TEMIIepaTypoil Tejla Tpu
Pa3IMYHBIX COCTOSIHUSX M 3a00JIeBaHUSIX, TAKMX KaK
3JIEKTPOJIMTHBIN IrcOaaHe (IIPeXKae BCEro ruepKaib-
LIMEeMHSI Y TUMNCPKATUMEMMSI), pa3IMIHble MeTabOJ M-
YeCcKre HapylleHUs] U BOCHaIUTeIbHbIC 3a00JeBaHUS.
Miemuyeckure coObITUS B 6acceliHe 1eBoit orudaroieit
KOpPOHaApHOI apTepuy MOTYT He TMposBISIThbes Ha DK
KjnaccuyeckuM noabemMoM cermeHTa ST. IlosiBneHue
J-BosHbI B I 1 aVL oTBeneHUsIX KaK pe3yabTaT 3J1EKTPU-
YeCKOW HEOJHOPOTHOCTU PEIoJsIpU3allii dHI0Kapaa
U BIMKapAa HEKOTOpbIe aBTOPHI MpEIaraloT CYUTaTh
HOBBIM IMarHocTudecKuM Kpurepuem OUM [14].

C.J. Ortega (2008) ommucan ciydyan HikHero OMM
¢ BhIpaxkeHHOI BoyiHOM J 1 nenpeccueit cermenTa ST y
YeThIpeX OOJIbHBIX 0€3 apUTMUUYECKUX COOBITUI B MPO-
1LIJIOM, C OJIaroroJiydHbIM CeMEMHbIM aHaMHe30M [ 15].

J-BosiHA cOMPOBOXKIAET OCTPBI MEePUKAPAUT, TPOM-
005MO0/IMIO JIETOYHOM apTepuu, HapyLIeHUs LIeH-
TpaJIbHOM U nepudepruyecKoil HEPBHOM CUCTEMBbI, UH-
TOKCHUKAIIAIO TPULMKINICCKIMI aHTUICIIPECCAaHTaAMM
¥ KOKaHOM, a TaKXKe JIETOYHYIO MaTOJOTUIO U OCTPhIE
HEBPOJIOTUYCCKNE COCTOSIHUSI, OCOOCHHO IIPU ITOBHI-
IIEHUW BHYTPUUYEPEITHOTO JABJICHUS (Y€PEITHO-MO3I0-
Basl TpaBMa, MHCYJIBT, CyOapaxHOUIAIbHOE KPOBOU3IH -
sHue) [6, 13, 16].

OnucaHbl ciydyayd perucTpauuy J-BOJTHBI B HMUX-
HUX OTBEIEHUSX, OO0YCIOBJICHHbIC PA3IMYHBIMU Iep-
BUYHBIMM 1 BTOPUYHBIMU aHOMATUSIMU MaNUUISIPHBIX
MBI (TWUIIepTpOous, TeMaHTHOMa, HaIUIIIpHas
(¢ubposnacToma, KucTa, BOCMAJIEHUE TIPU apTEPUUTE
Takasicy, n301MpoBaHHOM MH(APKTE, TUTIOTIIA3U U He-
KOMITAaKTHOTO MUOKapa, IpH KapauOMUOIIATUN TaKO-
1y00), ¥ IpeIJI0XKeH HOBBIN 9X0- M 3JICKTPOKapANOrpa-
(pUyecKnii TEepMUH — «CUHIPOM MAITIISIPHBIX MBILIIL
[17]. J.P. Boineau (2007) npemioxXua aHaTOMUYECKOe
00bsiCHEHUE J-BOJIHBI TIPU U3MEHEHUSIX ManuUISIPHBIX
MBIIIL TJIYOOKMM BHeApeHHeM BOJOKOH IlypkuHbe B
CyOSMMKapAUAaIbHBIN CI0M MUOKapAa, 4TO MPUBOIUT
K POCTY TpaHCMYpaJbHOI aKTUBallMKU C OoJiee paHHE
pemnosgpu3alneii xXerynoukos [18].

CuHapom bpyraaa

Cb 6b11 BrepBble onvcaH B 1992 r. ucnaHCKUMU
Kapauojoramu P. uJ. Brugada y mauneHTOB ¢ mpepBaH-
HOU KJIMHUYECKOW CMEpThIO B aHaMHe3e. B HacTos1ee
BpeMs non Cb moHMMaIOT KIIMHUKO-3JIEKTPOKAPINO-
rpauuecKrii CUHAPOM, XapaKTEePU3YIOIIUICS CUH-
KOTMaJIbHBIMU COCTOSTHUSIMU U 3TIM304aMM BHE3aITHOM
cepaeuHoii cmeptu (BCC) y marmeHTOB 06€3 opraHnye-
CKUX U3MEHEHU cepana u nposipisiiomniics Ha DKIT
MOCTOSIHHBIM WJIY TPAH3UTOPHBIM IMOIBEMOM CETMEHTa
ST (c BbIpaxkeHHOI BOJIHOI J), HamoOMUHaIIKUM 0J10-
Kany npaBoit Hoxxku mmydyka ['mca (BITHIIT), B mpaBbIx
TPYAHBIX OTBeneHusX V1-V3, pexe B HUKHUX U 00-
KOBBIX OoTBeneHusAX (atunuunblii Ch) miaum 3epkanbHO
(BomHa nsgM6ma wim BoaHa [yccaka). Cb sBnsercs
BPOXIEHHON (TIEPBUYHOI) 3JIEKTPUUECKON OO0TE3HBIO
cepaia (KaHaylomaTueil) ¢ ayTOCOMHO-IOMUHAHTHBIM
TUIIOM HacJeI0BaHUS, aCCOLIMUPOBAH C CHUHKOIIAJb-
HBIMU COCTOSIHUSIMU M BbICOKMM puckoMm BCC u3z-3a

pPa3BUTUS XKU3HEOMACHBIX APUTMUIL — KEJIyJOUKO-
Boii Taxukapauu (KT) u GuOpUIISILIUM KeTyI04YKOB
(PXK).

IMo xMMHWYeCKOW KapTUHE pa3indyaloT CHUMIITOM-
HBI (CUHKOTAIbHBIN) 1 06CCUMIITOMHBIN (OECCUHKO-
naybHbIN) BapuaHT Ch, 110 BRIpaXkKeHHOCTH U3MEHEHUI
Ha OKI — xjaccuyeckuii (SIBHBIN), UHTEPMUTTUPY-
IO W JATEHTHBIA (CKPBITHIN). CyIIecTBYIOT TpHU
OKI'-tuna CBb, n3 kotopsix cooctBeHHO Cb sBnsiercst
1-it TUN, OHAKO BCE TPY TUIIA MOTYT MOCJIE0BATEIbHO
HaO0JTI0/1aThCsl Y OTHOTO U TOTO XK€ MalleHTa, U U3MEHe-
Hust OKT npu Cb yacto HOCAT mpexoasiuit xapakTep.
Paznuuaror Cb cnopagunueckuil (mpuoOpeTeHHbI —
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63 %) 1 reHeTUYECKM OOYCJIOBJICHHBIN (MauomnaTude-
ckuit — 37 %).

K pomonHutenbHbIM (akTopaM puUCKa pa3BUTUS
JKU3HeomacHbIX aputMuii mpu Cb oTHOCATCS cienyio-
mue uameHeHus SKI

1) mmpwna 3yona S B V1 > 80 mc, S Bo I u 111 or-
BEICHUSIX 3HAYUTEJIBHO IITVPE Y TTALIMEHTOB C BEIPAXKEH-
HOI 0JTOKaI0i HaTPUEBBIX KaHAJIOB;

2) yBenudeHue rpoaorkureasHoctu QRS > 102 mc
B V2;

3) unrepsai r-J B V2 > 90 mc;

4) yoTuHeHWe UHTepBaja T . 1 aucnepcust T -

5) uarepBan QTcB V2 > 460 MC;

6) anbrepHanus 3youa T, oco6eHH0 ocJje TpoBo-
KallMOHHBIX MPO0;

7) 3ameTHbIM 3y0enl R B orBeneHuu aVR;

8) 3amep:KKa Havyajaa BO30YXKIeHUSI MEXy IpaBbIM U
JIEBBIM KETyJI0UKaAMMU;

9) ynnmuHeHne MHTepBaia PR u pacmmpenne KoMm-
wrekca QRS (rmpm mytarum rena SCNSA);

10) doparmenTupoBanHbiii QRS [19].

KnuHnaeckunii CIieKTp MHAlLMEHTOB C IMATTEPHOM
Bpyraga sBisieTcsl IMPOKUM M OTpakaeT pa3HOPOI-
HOCTh OCHOBHOI TmaTodusnonoruu. OcobEeHHOCTH
OKI' B mpaBbIX IPYAHBIX OTBEACHUSX, MO-BUIUMOMY,
HEe SIBJISIIOTCSI MapKepoM OIpeAeJeHHOIO CUHAPO-
Ma, a CKOpee OTpaxKarT 3JEKTPUUYECKOE COCTOSIHUE
CTPYKTYPHBIX WM (PYHKLUMOHAIBHBIX OTKJIOHEHUIA
I1]1 smkapaa B MyTSX OTTOKA ITPABOTO KeJIyIOUYKa re-
HETUYECKOM, BOCHAIUTEJbHON WJIM WH@EKIIMOHHOMN
atuojoruu [20].

IMatTepn bpyrama peructpupyercst IIpy JIMXOpPaIKe,
TUIIOTEPMUM, BAarOTOHMH, IIPU SJIEKTPOJIUTHOM IHC-
OamaHce (TUMepKaadeMuu, TUIePKaIbLIUEMUN) U Je-
duuuTe TMAMMHA, TPU IUCTPOPUUECKOIl MUOTOHUU
ITeitHepTa, atakcuu @puaperixa, MbIILIEIHON TUCTPO-
¢uu JioiieHHa, y Jull ¢ BOPOHKOOOpa3Hoil nedopma-
LIMel TPYIHOMN KJIETKHU, JIOKHBIMU XOPJIaMM JIEBOTO XKe-
JIyIOUYKa, TIPA aMUJIOMA03¢, MEXaHMIECKOM CHABJICHUHT
VUTA UIIIEMUM ITyTe i OTTOKA ITPABOT0 JKEeIyT0uKa, OCTPOM
MHUOKapanuTe 1 Kapauomuonatun Illaraca, mpu cteHO-
kapmuu [IpuHIIMeTaIa, KapaMOXUPYPTUUECKUX OIepa-
LUSX, PACCIOCHUN aOPThI, TPOMOOSMOOINM JIETOUHOM
apTepuu, OCTPOM JIETOYHOM Cepalle, TPpU IOpaxKeHUHU
TOJJOBHOTO MO3ra, MaHKpeaTuTe, aHaDUIaKTUYEeCKMX
peaKkiusIX, MoCJe NeKTPOUMITYILCHOM Teparuu.

MHorue  jekapcTBa  CIOCOOHBI  MHAYLMPO-
Batb Cb: antuapurmuueckue (IA, IB, IC knaccos,
B-6J0KaTOpbl); aHTUAHTUHAJbHBIE (OJOKATOPHI Kallb-
IIMEBBIX KAHAJIOB, HUTPATHI); TICUXOTPOIHBIC (aHTHIC-
MIPEeCCaHThl, aHTUIICUXOTUKN, aHTUKOHBYJIBCAHTEHI, JI-
THI, CeTaTUBHBIC); BAarTOTOHUKU, O-aIpeHEPrUIecKue
arOHMCTBbI, AHTUTMCTAMMHOBBIC, KOKAWH, aHTUMAaJsI-
pUiiHbBIE, AHECTETUKM, MHCYJIMH, Mecaia3uH. [lanbHeii-
IIME KCCIEI0BaHUS MPOBOLUPYIOIINX (PaKTOPOB IS
pPa3BUTHUSI 3TOTO XKU3HEYTPOXKAIOIIEro CUHIpPOMAa He-
00XOIUMBI, YTOOBI MIECHTU(MUIIMPOBATh MOTECHIUATIb-
HO BO3MOXHBIX MauueHToB [21]. Cb HacnemyeTcst mo
ayTOCOMHO-ITOMWHAHTHOMY TUITy. B HacTosIee Bpe-
M n3BecTHO 11 reHoB, oTBeTcTBeHHBIX 32 Ch: SCNSA
(BrS1), GPDIL (BrS2), CACNAIC (BrS3), CACNB2b
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(BrS4), SCNIB (BrS5), KCNE3 (BrS6), SCN3B
(BrS7), KCNIJ8 (BrS8), CACNA2DI1 (BrS9), KCND3
(BrS10), MOG1 (BrS11). Ilpumepno 60—70 % nauu-
eHToB ¢ Cb ocraroTcsl TeHOTUIIMYECKU HEeUAeHTU(U-
LMpoBaHHbIMU. Hanbosnee xopolio u3ydeHbl MyTauuu
o-cyobeauHuubl reHa SCNSA, KoTopble MPUBOAAT K
IIUPOKOMY CIEKTPY (PEHOTUIOB, BKJIIOYAIOLIMX ITO-
MuMo Cb cuHApOM BHE3aMHOW HEOXUAAHHONW HOUHOM
CMEepTH W CUHIIPOM JIETCKOI BHE3aITHOW CMEPTH, CUH-
npoM ymmmHeHHoro nHTepBana QT 3-ro tuma, 001e3Hb
Jlenerpa, MU®XK, BpoXAeHHBbII CUHAPOM CJIabOCTH
CHHYCOBOTO y3/Ia, BPOXICHHYIO OCTAaHOBKY IIpelcep-
MU, HACIECACTBCHHYIO (MUOPWUISLMIO TIPEACCPIUit,
APUTMOTEHHYIO KapAMOMUONATHIO/IUCIUIa3UIO TIPaBO-
ro Keaynoyka, AWIATAalMOHHYI KapIMOMUOIIATUIO,
OUM, HekoTOpbIe GOPMbBI FAMUIETICUU U THU30(PPEHUU.

Huarno3 Cb goctoBepeH, eciu Ha DKI oOHapyKu-
BaeTcst coved-mogbeM cermMeHTa ST B mpaBbIX TPYIHBIX
oTtBeneHusx (Ha ucxomHout DKI munm mocie mpoBoka-
IIMOHHBIX TECTOB) M OJHO WM 0oJiee U3 CIEeTYIOIINX
YCIIOBUI:

1) 3aperucrpupoBanHast nosumopdHas KT /DXK;

2) ucTtopus BHE3alHO (HEOOBSICHEHHOI) cepaeyd-
HOI CMEPTH POICTBEHHUKOB B MOJIOAOM Bo3pacTte (< 45
set) wiu 1-i Tun Cb Ha OKI'y poacTBEHHUKOB;

3) HEOOBSICHUMbIE CUHKOIIE;

4) CUHIPOM HOYHOT'O MYUMTEILHOTO JIbIXaHUS;

5) uanyuupoBanue DXK/XKT npu anekrpodusmo-
Jjornyeckom ucciienoBanuu (DPOUN).

[MpuznHano, uto marmeHTs! ¢ Ch, y KOTOphIX B aHAM-
He3¢ OTMEUEHBI OMMACHBIC IJIST XKM3HU apUTMUM, HOYHOE
MyuduTeIbHOE AblxaHue win npepBaHHasg BCC, umeror
BBICOKUIT pUCK U aOCOMIOTHBIC MOKA3aHUS UTSI UMIUIaH-
TaumMu Kapauoseptepa-aepudpuistopa (MKO) [22].
Crpatudukaiys pucka O0SCCUMITOMHBIX MAlUEHTOB C
CBb octaetcs mpobieMoli M BOITPOCOM aKTUBHBIX J1€0aTOB.

Cemeitnag uctopuss BCC B Bo3pacte mosoxe 45
net n Hammaue CPP2XK B HIKHEOOKOBBIX OTBEIEHUSIX
TPU3HAHBI HE3aBUCUMBIMU MPEAUKTOPaMU (paTaIbHBIX
apuTMuU4yeckux cobbituii [23]. M3BecTHO, YTO MHOTHE
kinHnYeckue ciaydyan MK Ha camoM iesie MOTyT Tpak-
toBaThesl B pamkax Cb. S. Viskin et al. (2000) uzyuwmimn
39 nauueHToB ¢ DK u 592 yenoBeka U3 KOHTPOJIbHOM
TPYMIIbI 1 OOHAPYXUJIU, UTO PACIIPOCTPAHEHHOCTh 1-To
tumna Cb cocrasuia 21 % npu UDXK (8 mauueHToB) U
0 % B xoHTpONBHOM rpytIe (p < 0,005). CoMHUTEID-
HOe MPUCYTCTBUE naTTepHa bpyraga HaGoganocs y 2
marvieHToB ¢ UDXK (5 %) uBY 1 % — B KOHTPOJIBHOM
rpymre [24]. PeTpocreKTUBHBIN aHaIN3 TMallMeHTOB C
N®XK un npepsannoit BCC B crannonape, B 3aBUCH-
MOCTH OT UCITOJIb3YeMBIX KPUTEPHEB, ITO3BOIIII OT 3 10
24 % »THX MalMeHTOB OTHecTH K uMmeroimum Cb [25].
ITo ma"HHBIM Opyrux ucciaemoBaduii, ot 40 1o 60 % Bcex
cayyaeB MDXK na camom nente sipnsttorest Ch [26].

CUHAPOM PAHHEN penoAsapusaumumn
XKeAYyAO4YKOB U upnonatnyeckaq
PUOPUAAILNS XKEAYAOUYKOB

CPP2XK 6b11 BriepBbie onucad B 1936 r. R.A. Shipley
u W.R. Hallaran, KoTopble mccieqoBain 4 OTBeIeHUS
200 3mOpOBBIX MOJIOIBIX MYKYMH U XKCHIIWH 1 00HAPY-
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XKMJIM OCOOEHHOCTH coefUHEHN J ¢ KOHEUHOU YacThIO
komriekca QRS B Bune slurring («cMazaHHOCTU») U
notching («3a3yOpUHbBI»), OLIEHUB U3MEHEHUSI KaK Ba-
PUAHT HOPMbI B paMKaxX YCKOPEHHOMU penoJisipu3aluu
xkenymoukoB. B 1961 r. R.D. Wasserburger u W.1. Alt
nonogHuin CPPXK npuznakamu nogbema cermeHTta ST
Ha cTbike Touku J u komriekca QRS B 1—4 MM oT 130-
JIMTHUW BOTHYTOW BHU3 (POPMBI C aCUMMETPUIHBIMM,
0OJIBILION aMIUTUTYAbI 3yo1aMu T B rPyIHBIX OTBECHU -
sax. B nacrosee Bpems mox CPPXK monumator nnno-
MaTUYECKUil 3eKTpoKapauorpadudeckuii eHomeH,
XapaKTepU3YIOIINCcSI HaIudueM J-BOJHBI Ha HUCXO-
nsauieit yactn komruiekca QRS u nceBpokopoHapHbIM
noxbeMoM cermeHTa ST [27].

OKI-npuznakamu CPPX saBastioresi: ropu3oH-
TaJbHBIA WU KOCOHUCXOISIIUNA moabeM cermeHTa ST
Ha 1—6 MM BBIMYKJIOCTBIO KHU3Y; OBICTPOE W 3HAYM-
TeJIbHOE YBeJIMUYeHUE aMIUIMTYIBI 3y0lla R B rpymHBIX
OTBEJCHUSAX C OTHOBPEMCHHBIM YMEHBIICHUEM WU
HMCYEe3HOBECHUEM 3y011a S; Hamuune J-TOUYKM ¢ OTIETIIN-
BOI1 3a3yOpHHOIL (TICeBIO3Yy0eI I) MJIX BHICOKOI BOJTHBI
COeIMHEHMs Ha HUCXOSIIeM KoyieHe 3yo1a R; ymmpe-
Hue QRS 10 90 £ 10 mc (80 £ 10 MC y 310pOBBIX JIUII);
acUMMeTpUYHbIe 3yOLbl T BBICOKOM aMILIUTYAbI (IO-
JIOXKUTEbHbIC WIM OTPULIATEIbHbBIC), TAK Ha3bIBaeMbIi
«1aOWIbHBIM» WIU <«IOBEHWIbHBIA» PUCYHOK BOJH T);
TTOBOPOT 3JIEKTPUIYECKOM OCHU Cepjlla MPOTUB YaCOBOMU
CTpeJIKM; HEeKOoTopoe ykopoueHue mHTepBania QTc, B
cpenHem 10 392 + 22 mc (401 + 13 MC y 3MOPOBBIX JINIT).

B mocaenyromine rogsl HEKOTOPHIE MCCIeI0BATEIIN
OC3yCIeIIHO TBITAIMCh OXapaKTepU30BaTh KIMHUYE-
cKoe 1 nmporHoctuueckoe 3HaueHue CPPXK, Ho monrue
ronbl CPP2XK TpaguuMoOHHO MHTEPIPETUPOBAICS KakK
«HEBUHHBIN» («benign J wave») BapuaHT HOpMbI. Pac-
npoctpaneHHocTh CPPXK cocrasnsier 2—5 % cpeay Mo-
JIOJBIX 300POBBIX JtoAcii u 13—48 % cpeau malueHTOB,
MTOCTYITAIOIIMX B CTAIIMOHAP TI0 CKOPOI TTOMOIIIHN C XKa-
J106amMu Ha 00U B JIEBOM TTOJIOBUHE TPYAHOMN KIIETKM.
CPPX yame oOHapyXuBaeTcs y JIMI[ My>KCKOTO TI0JIa
(77 %), monomoro Bospacra (27,5 %), 0cOGEHHO Y Baro-
TOHUKOB, CITOPTCMEHOB; P TUIIEPTPODUIECKON Kap-
JTUOMMOIIATUHU, JedeKTaX U TUNEPTPOPUU MEXKKETy-
JIOYKOBOM MEPEropoOaKU, TUCIUIA3UU COCAUHUTEIbHOMU
TKaHU 1 TpoJarce MUTPAJIbHOTO KJlanaHa, opaXXeHUn
CIMHHOTO MO3ra U y HapKoMaHoOB [28, 29], a Tak:ke npu
cunapome WPW [30] u cuHapome YKOPOYEHHOTO MH-
tepBaja QT [31]. O6Hapy:kuBaeTCs 0OpaTHAas1 KOPpesi-
st DK -niposgerernii CPP2XK ¢ YCC u Bo3pacToM.

B Hacrosiiiee Bpemsi aKTMBHO WCCJIEAYETCS POJIb
HACJICICTBEHHOCTH M HAIIMOHAJIBHOCTA B Pa3BUTHU
CPPX. B skcriepuMeHTalbHBIX pPadOTax IOJIy4YeHBI
JaHHble, 4To akTuBalus ATd-4yBCTBUTEILHOIO Ka-
JIMeBOro ToKa BbI3bIBaeT KapTuHy CPPX y cobak.
HepasHo y manuentoB ¢ CPPXK Obutn oOHapyKeHbI
myTtanuu reHa KCNIJS8, oTBeTcTBeHHOTO 3a (pOPMUPO-
BaHMWE CYOBEAVMHMIIBI 3TOro KaHaiua [32], U MyTauuu
ol- u P2-cy0beaMHULL KalbLIMEBBIX KaHaloB L-Tuma
[33]. ObHapyxkeHO, uTO BhIpaxkeHHOCTH CPP2K camas
HE3HAYNTEIbHASI ¥ eBpOIIeiilieB. Y adpoaMeprKaHIICB
yaie ormedaetcst moabeM ST B orBenennsx I u V3-V6,
TorAa Kak y Kutaiiies — B V1 1 V2. AMIUIMTY1a BOJIHBI

J camast GosblIas y Kutaiickux My>XkunH B I, VI-Vo n y
KUTaMCKUX KeHIIUH B V1-V3 [34].

CoMHeHuUs1 B «goopokadecTBeHHOCTU» CPP2XK BO3-
Hukiu nocie nyonukauuu C.M. Otto et al. (1984), B
KOTOPOi1 aBTOPHI IpeacTaBuIn Tpu ciydas P2K Bo Bpe-
MsI CHa Y MOJIOJIBIX 3JI0POBBIX MYXXKUWH — O€XKEeHIIEB U3
IOro-Bocrounoit A3uu. EquHCcTBeHHOI aHOMannei y
3TUX TALIMEHTOB OBLIM BBIPAKEHHbBIE BOJIHBI J C TIOIb-
emoM cermenTa ST [35]. B cronmuiie @ununmnuya Manu-
Je B riepuon ¢ 1948 mo 1982 r. B 06111ei cnoxxHOCTH 722
MPaKTUYECKU 3IOPOBBIX MOJIOABIX MYXUMHBI YMEPJIU
BO CHe OT 00Jie3HU bangungut (UTO ¢ MECTHOIO Hape-
YbsI MOKHO ITEPEBECTH KaK «CTOHYIIMIA BO cHe») [36]. B
1980-x romax ieHTp 1o KOHTpoJto 3aboeBanuii (CLLA)
noJstyaus okosio 120 coobieHuii o ciydasix BCC cpeau
6exeHiieB u3 FOro-BocTouHoii A3un, MPOXUBAIOIIUX B
CIIA [37].

[TepBbiMu Ha cBs13b Mesxky CPP2K u MDXK obpatu-
nu BHUMaHue Y. Aizawa et al. B 1993 r. OHu onucanu
yeTbIpeX MnanueHToB ¢ MDXK, na DKI koTopbix oOHAa-
pyxunu nipusHaku BITHIIT ¢ J-BomHOI B HUKHUX U
OOKOBBIX OTBEICHUSX U C MOJOXUTEIbHBIMU 3yOIIaMU
T. Ha6monmaemblii (peHoMen CPPXK aBTopbl 00BsiC-
HUJIM 33JePXKKOI MPOBOIMMOCTH IO TUITY Opaaur3aBu-
CUMOI BHYTPMIKEIYAOUKOBOM Onokambl. OmHako 3Ta
J-BosiHa GbLIa ycTOMUMBOM YyacThio Mopdosorun QRS,
HuKak He cBst3aHHoM ¢ YCC [38]. B 2000 r 1. Gussak
u C. Antzelevitch B axciepuMeHTaIBHBIX paboTax I10-
kazanu, utro CPP2XK He MoxeT a priori paccmMaTpuBaThCs
KaK BapMaHT HOPMBI M YTO IIPU OIPEAEICHHBIX YCIIO-
Busix nmauueHTsl ¢ CPP2K Moryt umerh 00JIbIIION apuT-
MOTeHHBIN pucK [39], BKItouasl pa3BUTUE «dJIEKTPU-
yeckoro mropma» [40]. DTo moaTBepxKaaeTcs TakxKe
npuMepaMu HacsieacTBeHHoi uctopun BCC y maumneH-
ToB ¢ CPPX [41] 1 MHOTrOUYMCI@HHBIMU KJIMHUYECKU -
MM HaOJTIOICHUSIMMU.

M. Takagi et al. (2000) HaGFOmaIM TPEX MAIIUCHTOB
B pamkax atunmaHoro Cb ¢ snmuzogamu @K B aHam-
He3e U ¢ J-BOTHOM B HIDKHMX OTBeAeHUIX. OTMedarach
NUHAMUKa cTeneHu noabeMa cermeHta ST B TeueHue
CYTOK, KpOME€ TOTO, BBEACHHUE AMU3OIMUpaMUIa MPUBO-
JIAJIO K YBEJIMYCHMIO, a (pr3ryecKasi Harpy3ka — K MC-
Ye3HOBEHMUIO J-BoIHBI [42].

M. Maruyama et al. (2002) onucaiu KJIMHUYECKUI
clyJyaii Ba30CIacTUYECKOU CTEHOKApAUU y S52-J€THETO
MY>KUMHBI, Y KOTOporo 3a 20 MUHYT 10 pasutust O2K
Ha DKI Bo Bcex OTBEACHUSIX ITOSIBIIINCH J-BOJTHEBI aM-
mutyaoi 1o 7 mum [43]. P. Kukla et al. (2007) onucanu
JIBYX TTaII€HTOB C J-BOJHOM B HIDKHUX M OOKOBBIX OT-
BeneHUsX Tocie npepBaHHoit BCC. B oboux ciydasx
J-BosHa Mcue3ana mocse BBeAeHUs aliMalMHa, Y OMHO-
o MalyeHTa MosBUJICs coved-MmaTTepH B IpaBbIX IPY/I-
HBIX OTBEAEHMSIX, TUMMYHBbIA Wi Cb. OTOT mauueHT
OTKazaJics OT JiedyeHus1 xuHuauHoM u K], apyromy
ob11 yctaHoBieH MK [44].

OrmmcaH cirydail opaguzaBucumoit 2K y 40-1eTHei
skeHIHBI ¢ CPP2K B HUXKHMX M TTpaBbIX TPYAHBIX OTBE-
JIEHUSIX ¢ XopoiuM 3¢hdeKToM n3ornporepeHona [45].
B uccnegoBanun M. Haissaguerre et al. (2008) CPP2K
JIOCTOBEPHO yallle BcTpeuasica y mamueHToB ¢ MDXK
(31 % npotus 5 % B KOoHTpOJIbHOI rpymae, p < 0,001)
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U PETUCTPUPOBAICS IJIABHBIM O0Opa30M B HIKHUX U
OGOKOBBIX OTBEICHUSIX. J-BOJIHAM BBICOKOM aMILIUTY-
Ibl (2 MM) ObUTa IpuUCyIa 0OJbIIasi apUTMOTEHHOCTD,
yeM HM3KoaMIUTUTYyaHbIM (1,2 MMm). Bcero obGcnenmo-
BaHo 206 maumeHTOB [46]. Y manneHToOB ¢ MpU3HAaKa-
mu CPPX npu ycranoBke MK] Takke oTMeuanoch
6oJbIlIe apUTMUUYECKUX cOObITUH (41 % tipotus 23 %).
Kpome Toro, iMEHHO y TMalMeHTOB C J-BOJIHOI pa3-
BUBAJINCh «apUTMUYCCKHE IITOPMEI», PE3UCTCHTHBIC K
B-0yokaTOpaM, BeparmamMuiIy, aMMoIapoHy, HO OTBeYa-
[OIMe Ha BBEJICHNE M30MPOTEPEHOJIA B OCTPHIX CIIyda-
SIX M XUHUJIMHA — B XpoHudeckux [47]. B HabmogeHumn
14-netueit nesouku ¢ CPPX u ¢ 6onee uem 100 smu-
3omamu @K B aHaMHe3e reHEeTUYeCKOe UCCIeqOBaHUe
BoIsiBMIIO MyTannio reHa KCNJS, cyowenmuunibel AT®-
YyBCTBUTEJIbLHOTO KaJIMEBOTO KaHana [32].

B mocienHue ronbl MOSIBUIMCH U CTATUCTUYECKUE
naHHble o cBs3u CPP2XK ¢ Xu3HeonacHbIMU apuTMUUe-
ckumu coobiTusiMu. CoriacHo ucciaeoBaHusIM A. Abe
et al. (2007), y mMallMeHTOB C CUHKOITAJIBHBIMUA COCTO-
SHUSIMA 110 CPAaBHEHUIO CO 3J0POBBIMU JIOCTOBEPHO
vaie peructpupyercs J-somna (18,5 % mnportus 2 %)
[48]. R. Rosso et al. (2008) uzyuwiu yactory CPPXK y 45
nauneHToB ¢ UMK, 121 cioprcMeHa u 124 310poBbIX
JIOJICI 1 CliesIajid BBIBOJ, YTO J-BOJIHA Yallle OTMeYaeT-
¢ y nauueHToB ¢ MDXK, yem y 3m0poBuiX (42 % npo-
B 13 %, p = 0,001), mpu 5TOM JOCTOBEPHO Yallle — B
HKHUX (27 % nipotus 8 %, p = 0,006) 1 oTBeneHUsIX | 1
aVL (13 % npotus 1 %, p = 0,009) u ¢ onMHAKOBOIA ya-
croroit — B V4-V6 (6,7 % nporus 7,3 %, p = 0,86). Ot-
MedeHo Takxke, 9yTo yactora CPP2K y Moombix ciopt-
CMEHOB SIBJISIETCS IIPOMEXYTOYHOU MEXIY TaKOBOUN y
3I0pOBBIX JIIoAeH 1 mauueHToB ¢ MDXK [49].

F.M. Merchant et al. (2009) u3yuyuau MeauIIMHCKUE
otuethl 1m0 MKJI, yCTaHOBJIEHHBIM B OIHOM YYpEXK-
neHun 3a 1988—2008 rr., yTOOBI MAEHTUMULIMPOBATH
caydan unnonarndeckoit KT/DK. V 1224 nanyeHTOB
¢ UK]I 6puto BeIsIBIIEHO 39 CilyyaeB MAMOTIAaTUIECKON
XKT/®XK, uz xotopeix B 9 (23 %) ormeuen CPPXK. 3a
cpeHuii cpok 7,2 * 4,6 rofga KOJIMUECTBO OKOB edu-
OpUJLIATOpA WX CMEPTHOCTb ObLIX BbIIIE Y MALIUEHTOB
¢ CPP2K (30 % nipotuB 11 %), J-BosiHa B 8 pa3 yaiiie pe-
TUCTpUpOBaiach B oTBeneHUsIX V4-V6 [50].

Haubosnee mosHoe MccienoBaHue IO OLICHKE pac-
MIPOCTPAHEHHOCTH M IIPOTHOCTUYECKOMY 3HAYCHUIO
CPPX B o611eii monysiuuu BoirnojHeHo J.T. Tikkanen
et al. (2009). O6cnenoBano 10 864 yetoBeka B Bo3pacTe
44 + 8 yet, obHapyxeH noBblieHHBIN puck BCC npu
MoabeMe TOUKM J B HIDKHMX oTBeneHusx: > 0,1 MB — B
1,28 paza, > 0,2 MB (0,3 %) — B 2,98 paza [51]. OueBun-
HO, YTO BCE 9T MCCJIEAOBAHUS YKA3bIBAlOT Ha HEOOXO-
JIMMOCTb IepecMOoTpa 0JIarOCKJIOHHOIO OTHOILEHUS K
CPPX.

CUHAPOM J-BOAHBI

HakorieHHBIe MHOTOUYMCIIEHHBIE KIMHWYECKIUE
JaHHBIC O J-BOJIHE TIO3BOJISTIOT BBISIBUTH OJWH O4Ye-
BUAHBIN ¢akT. [lepedpasupyss M3BeCTHOE BCEM BBI-
ckaszpiBaHue H. Marriott, MOXXHO cKa3aTb, UTO BOJIHA J
OJlHa, a CUTyallMii — GoJjiee COTHU. MexXay TeM Heb3s
HE OTMETUTh, YTO KpPOMeE ITOXOXHUX M3MeHeHuin DKI
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CYIIECTBYET U OIlpeAcieHHass (peHOTUITMYecKasl CXO-
xkecth CPPXK, Cb nu MDXK. D10 oTueT/InBOE Mpeobiia-
nJanue myxckoro noja (mpu CPPX — 4 : 1-6: 1, npu
Cb—8:1-10:1, npu UOXK — 2:1-3: 1); Mojomou
WX CPEeIHUI BO3PACT IMalMEHTOB; OTCYTCTBUE JIIOOOM
pacrio3HaBaeMol CTPYKTYpHOII OOJI€3HM cepjia; OT-
CYTCTBUE CBSI3U CO CTPECCOM; YIYUIIIEHNE PeTIoJIsIpr3a-
1Y TIPU BBEIEHU U n30TpoTepeHosa. Kpome Toro, mpu
CPPX u Cb BaxHast pojib OTBOIUTCST HACICICTBCHHO-
ctu, a Cb u U®XK 00beaAnHSIIOT OOIIHOCTh MyTaLlUU
reHa SCNS5A 3p21-p24, cnoHTaHHO pa3BUBAIOIIUECS
cepbe3Hble apuTMuueckue coowiTus (mpu Cb npeumy-
mecTBeHHO (B 80 % ciiyyaeB) B HOYHBIC YaChl), MHIYLIM -
poBaHMe KU3HeoNacHbIX apuTMuii ipu ODU, akieH-
Tyauus J-BosiHbI U TogbeMa ST npu ypexkeHUu puTMma,
HopManm3anus rmogbeMa ST u npenorBpaimenne MK
npu BBeAcHnM xuHUAMHA. C. Antzelevitch m G.X. Yan
B 2010 r. MpeAnoNOXWIN, YTO apUTMOTEHHBI TIPOTHO3
STUX TPEeX CUHAPOMOB, IO-BUANMOMY, OIIPEICIISICTCS
Pa3IMYHOM IJIOTHOCTHIO [t B anuKapae: HU3KO — pu
CPPX, cpenneit — npu MDK u MakcMMaJIbHOM — TIpHA
Cb, 1 00beAUHMIN UX B CUHIPOM J-BOIHBI [52].

ITo cTeneHu prcka apuTMHUYECKUX COOBITUIT aBTO-
pamu 6bu1M BblaeaeHbl 3 Tuna CPPXK: I Tun (Huskoro
pHYCcKa) pacrpoCcTpaHeH CPear 3M0POBBIX JUIL U CIIOPT-
cmeHoB — obpazen, CPPXK peructpupyercss B 60Ko-
BBIX OTBeAeHMAX; 11 Tum (cpemHero prcka) — obpasell
CPPK peructpupyercst B HIDKHUX WA HUKHEOOKOBBIX
otBeaeHMsx; 11l Tum (BBICOKOTO pHcKa) CBS3aH C ca-
MBIM BBICOKMM YPOBHEM pHCKA XKMU3HEOITACHBIX apUT-
muit (KT/DXK) u «cepaeyHoro mropma» — obpaser]
CPPX peructpupyercsi BO MHOTMX OTBEICHUSIX: HUX-
HUX, 00KOBBIX, MpaBbixX. [To3nHee aBTophl Ha3Baau Ch
IV tunom CPPX (¢ o6pazuom CPPXK B npaBbIx Ipy-
HBIX OTBEACHMSIX).

CyIlIecTBYIOT U aHATOMUYECKUE pas3indusi, Haxo-
nsire cBoe orpaxkenne Ha DKI: mpu CPPX J-BonHa
yaie HabsonaeTcss B OOKOBBIX (B MPaBbIX TPYIHBIX
OTBEICHUSIX — TONBKO B 9 % ciydaes), mpu UDXK —
B HIKHEOOKOBBIX, Tpu Chb — B mpaBbIX IPYIHBIX OT-
BeneHusx. CraeayeT TakXkKe OTMETUTb, YTO WHTEepBaj
QTc npu UDXK umeer TEHIEHLUIO K YKOPOUYECHUIO
(QTc < 360 mc) [53]. [To MHEHMIO psifa aBTOPOB, TEP-
MuH M®XK noirkeH OBITh COXpAaHEH TOJIBKO IS CIy-
yaeB, HE COIPOBOXIAIOIIMXCSI HUKAKMMU M3MEHE-
HusgMu Ha OKI', a mpyu Haau4uM BOJHBI J B HUXKHUX
(I1, III, aVF) u/unu 6okoBbix (V5-V6) OTBemeHMSIX
1esecoobpa3Hee MCIOIb30BaTh AMMoHUM Haissaguerre
syndrome [54].

WHTepecHo, 4To Bee HacIeACTBEeHHbIE (POPMBI CUH-
npoma J-BomHBI XapakTepusyloTcs overlap syndrome
(«CHHIPOMOM TIEpEeKpecTa»), T.e. MOTYT COCYILECTBO-
BaThb Y OJHOIO MallMeHTa WJIM CPEeIU YWICHOB OJHOI ce-
MbH. Ommcana ucropus MPXK y mMoiogoro Kuraiiia,
Ha DKI KoToporo orMedanauch BbIpaxkeHHbIE J-BOJHBI
MPaKTUIeCK! BO BCEX OTBEACHUSAX, KOHOUTypalum
CPPXu CB [55]. Y apyroro naumenta ¢ U®XK ra DKT
peructpupoBaicsi CPPXK B HMXXHUX OTBeNEeHUSIX, a y
ero 6pata — tunuyHbii natrepH Cb [56]. MnTepecHoe
Habmonenue npeacrabuau J.B. Gourraud et al. Ha KOoH-
rpecce ESC 2011 (Gourraud J.B., Sacher F., Hocini M.
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et al. Indeterminate J wave syndrome: overlap or new
phenotype, mo matepuanaMm ESC Congress 2011). ¥V
9-netHeil aeBouku ¢ snuzogamu PK B aHamHese,
CTPYKTYPHO HOPMAJIBHBIM CEPALEM U KOPOHAPHBIMU
cocyaaMu, Mo JaHHBIM oOciienoBaHuii, Ha DKI peru-
crpupoBaiicsl oabeM cerMeHTa ST B VI, avR u 111 ¢
PELUTIPOKHON IeTpeccueii B OCTAJIbHBIX OTBEICHUSX
n ymmmHeHne nHTepBaia QTc = 537 mc. ['eHeTnueckas
9KCIIepTr3a BeIgBUIa MyTaiuy reHa SCNSA, 110 TToBO-
oy nrarHo3a atunuaHoro Cb obu1 yeranosinen MK/ u
HazHayeH XuHUAnH. [Tocie 3Toro B mepBbie 2 rojga ObLTO
3apErMCTPUPOBAHO 2 3JIEKTPOIIOKA, 3aTeM — 1o 1 DK
B Mecsi. [Tocie nobaBieHus K Tepanuu [3-0J10KaTOpoB
U aMHMOJapoOHa 3aperucTPUPOBAH «JIEKTPUYECKUIA
mropm» (yaanienue MK 10 HECKOJIBKUX B cyTKH). [To-
cJie OOHapYXEeHUST aPUTMOT€HHBIX YYACTKOB B MEXOKE-
JIyIOYKOBOI Meperopojake BblMoJHeHa abnasauus. Tpu
JIpyrue abasiuuy npoBeAeHbI B myTsax ortoka [T2K u JIZK
U B 00J1aCTH BEPXYIIKU cepiiia. B TOT ke 1eHb BOZHUK
HOBBII «IITOPM» C Pa3BUTHEM KapIMOTEHHOTO IIIOKa,
YTO MTOTPEOOBAJIO BHIIOJIHEHMS TPAHCIUIAHTALIUN CEPI-
11a. ABTOPBI MPEAITOJOXKUIN, YTO IPUINHON 3TUX Apa-
MaTUYECKUX COOBITUI MOIJIO OBbITh HapylIeHUe Mpo-
BOJAMMOCTH CEpJla BCIEACTBUE BBISIBICHHOW HU3KOU
TUIOTHOCTU BOJIOKOH ITypKuHbe.

J-BOAHO NpPU OCTPOM UHPAPKTE
MUOKAPAC C HOBOU MyTaumen reHa SCNSA

L.R. Dekker et al. (2006) nmonarawoT, 4to puck @K
npu OUM onpeaensieTcsi CTeneHblo U3MEHEHUI cer-
meHTa ST u HacneactBeHHoU ucropuein BCC, umest B
BUAY POJIb TEHETMYECKUX MyTalllii MOHHBIX KaHaJOB
cepaua. [To-sumumomy, maumeHTs ¢ OUM, nmetotme
BPOXIEHHBbIE KaHAJOMaTUH, XapaKTepu3yloTcsl Oonee
BbICOKMM puckoM paszsutus ®XK, yem OonbHbe 0€3
TeHEeTUYECKNX OTKJIOHEeHUI. Takke MOXHO OXUAaTh
nHoit nattepH QRS-ST npu OWM y aT0i1 rpyrmnsl na-
mueHToB [57]. HemaBHUe KIMHUYECKHUE UCCIEIOBAHUS
MPOAEMOHCTPUPOBAIM, YTO MIIEMUYECKUE COOBITUS,
COMPOBOXAAIOIIMECS MoAbeMOM cermMeHTa ST, MOBbI-
LIaI0T apUTMOTeHHbI pucK y nauueHToB ¢ Cb [58]. C
JIpyroii ctopoHbl, MyTauuu reHa SCNSA crnocoOCTBYIOT
yCUJICHHUI0 apuTMoreHHocTH ipu OWM [59].

[To manubM A. Oliva et al. (2009), u3 19 marmeHTOB
¢ OUM, ocnoxueHHBIM P2K, emMHCTBEHHBIM, Y KOTO
Pa3BUIICS <«3JEKTPUUCCKUU INTOPM», ObLT 70-7IeTHMIA
MyxkunHa, uMeromuii Mmytauuio reHa SCNSA. To 06-
CTOSITENILCTBO, uTO P2K BriepBbie BO3HMKIIA Y ITOKUIIOTO
yejioBeka ToJ1bKo pu OMM, cBUAETENbCTBYET O €r0 re-
HETUYECKOI MPEeApacioNoXeHHOCTH K apUTMUYECKUM
coObiTHsIM. TTpoBeaeHe MTPOBOKAIIMOHHBIX TECTOB UC-
KJIIOUMJIO BO3MOXHBIE CYOKJIIMHUYECKUEe (GOpMbl POI-
CTBEHHBIX apUTMIUIeCKUX cuHApoMOB (Ch n cuHapoma
yumuHenHoro untepsaia QT) [60].

Ha cerogHsmamii 1eHb M3YyYCHHME TCHETHMYECKUX
acTeKTOB J-BOJHBI M €€ pOJIM B apUTMOIeHEe3e Kak
CTPYKTYPHO HOPMAJIBHOT'O, TaK M UIIEMU3UPOBAHHOTO
cepia Ype3BbluaitHo akTyaabHO. M MIMEHHO 9TH acriek-
THI JIETJIM B OCHOBY CUMHIpOMa J-BOJHBI, OOBEAUHSIO-
mero B Hactosiee Bpemst CPP2K, Cb, M®2XK, OVM ¢
mytanueit SCN5A u runorepmuio [61]. OTMeTHM, YTO

BOITPOC, SIBJISIETCS TN J-BOJTHA HApyIIIEHUEM MPOIIECCOB
penoisIpyu3aly Win Ao pU3alii, OCTAeTCs Mpe/-
METOM aKTUBHBIX 1e0aToB [62], a psia ucciegoBaTeieit
CUMTAIOT TEPMUH «CUHIPOM J-BOJHBI» HEYMECTHBIM U
3aIyThIBAIOLIUM CUTYaLIMIO [63].

BoAHO AaMmbBAQ

T'uranTckas J-BosiHa, BosHa JsiMoaa (Gussak wave),
oTHocuTcs K HOBbIM DKI'-Mapkepam BCC BcienctBue
ocraHoBku cepmiia, a He K. B 2004 . 1. Gussak et al.
OOHApYXWIN y TAllMeHTa C WAMOIMATUIeCKON acuCTO-
Jmeil cepama crenu@uIecKuit maTTepH KOMIUIEKCa
QRS-ST, KoTOpBIif 32 CXOACTBO C TPEUYECKOI OYKBOIA A
HasBaiu lambda wave [64]. Heckoibko paHee, B TOM ke
2004 r., A.R. Riera et al. onrcanu cynopoxXKHbI CUHIPOM
y 26-JIeTHero My>kunHbl, Ha DKI KOoToporo perucrpu-
poBajicsl ocobeHHbIN noabeM cermeHTa ST ¢ oTpuna-
TeabHbIM 3y01oM T B HrkHuX (11, 11T 1 aVF) u 6okoBoM
(V6) orBeaeHusx u peuunpokHas genpeccust ST — B 1,
aVL, aVR u V1-V5. DKI'-usmeHeHUs OBUTH JaJeKu OT
denomena INapom, xoTst 1 HamoMuHaAMM HIDKHI OVIM.
HecmoTtps Ha meranbHOE KapaMOJIOTHUIECKOE 00CIemO-
BaHNE, He OBLIO MOJIy4eHO HUKAKOTO KIIMHUKO-/1abopa-
TopHoro noateepxaecHuss OMM, ogHako nBa OJM3KUX
PONCTBEHHMKA OOJIbHOTO CKOHYAIMCh BHE3AITHO B BO3-
pacte 31 u 39 jer, U caMm MalUMEHT BHE3almHO YMEp BO
BpeMsI XOJITEPOBCKOT0O KapaAHOMOHUTOPUPOBAHMS, 3ape-
TUCTPUPOBABLIETO OBICTPOE MPeodpa3oBaHUe MTPOOEKKU
nonuMopdHoii KT B aranbHyio acucroanio. A.R. Riera
Ha3BaJl Habmomaemblii heHomeH atunudHbiM Cb [65],
ITO3IHEE OMPEC/INB IMoabeM cerMeHTa ST Kak JIsiMOmo-
nono6HbIil (Gussak wave) [66]. P. Kukla et al. B 2008 r.
npeacTaBuiIn Tpex nmaureHToB ¢ OMUM, y KOTOPBIX ITOIb-
eM cermeHTa ST ObUT TIIMOIOTIONOOHOI (hOPMEBL. Y BCex
MHalEeHTOB PErUCTPUPOBAJICS «IJIEKTPUYECKUI IITOPM»
(moymmopdHast KT 1 @XK), pe3ucTeHTHBIN K BBEICHUIO
aMuoJapoHa 1 ¢ XopowuM 3(Pp@eKToM OT OOJBILINX 103
[-610KkaropoB. [1o MHeHUIO aBTOPOB, BOJIHA JIsIMO1a Uya-
CTO TIPUCYTCTBYET y marmeHToB ¢ OUM, 0CI0KHEHHBIM
®XK, 1 MOXET CIYKUTh MapKepOM BEICOKOTO apUTMO-
reHHoro pucka ipu OUM [67].

OmHOM M3 BO3MOXKHBIX IIPUYMH TOSIBJICHUST BOJTHBI
JISIMOIa CUMTAIOT TeHeTUYeCKUe Ne(eKThl MOHHBIX Ka-
HajoB cepana. M3BecTHO, 4TO BOJIHA JIsIMOIa yalle 00-
Hapy>X1BaeTCcs y JIML MOJIOJIOTO BO3pacTa C OTSTOIIECH-
Ho#i (cuHKomnanbHbie cocTosiHus uau BCC y uneHoB
CEeMbM) HACIEeICTBEHHOCThIO. B KJIMHUYECKO KapTUHE
OTMEYaloTCsl HEOOBSICHUMBbIE OOMOPOKM M 3JI0Kaue-
CTBEHHBIC APUTMUMU.

BCC vamie npoucxoguT B HOYHBIE Yachl, IO-
BUIMMOMY, BCIICACTBHE TTOBBIIICHUSI TOHYCA TTApachM-
MAaTUYECKOU HEPBHOU CUCTEMBI WJIM BHE3AITHOTO BbIpa-
JKEHHOTO Ba30BaraJibHOro peduexca, YTo B KOHCUHOM
cyeTe MPUBOAUT K YTHETCHUIO ACSITSIbHOCTH Cepalla 1
€ro OCTaHOBKE (TaK Ha3bIBa€MbII «BaryCHBIN IITOPM>» ).
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AIATHOCTUYHE 3HAYEHHS J-XBUAI

Pe3iome. Posrisimaerbest niarHOCTUUHE 3HAYEHHS J-XBUJI,
BUKJIAMAIOThCS CyYacHi YsIBIeHHsS Tpo cuHapom bpyrana,
CUHJPOM pPaHHbOI pernoJjsipu3allii IUIYHOYKIB, iIiONMaTU4YHy
GiOpWIISILI0 NUIYHOUKIB, iX POJib Y BUHUKHEHHI PamnTOBOi
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DIAGNOSTIC VALUE OF J-WAVE

Summary. The diagnostic value of J-wave is considered,
up-to-date concepts on Brugada syndrome, early ventricular
repolarization syndrome, idiopathic ventricular fibrillation, as
well as their role in occurrence of sudden arrhythmic death, are
given.

Key words: J-wave, Brugada syndrome, early ventricular
repolarization syndrome, idiopathic ventricular fibrillation,
sudden arrhythmic death.
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