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JIEBOCTOPOHHSASA CUMIATHYECKAS TEHEPBAIINA
CEPJIIIA B IEYEHUU BPOXKIEHHOTO CUHPOMA

YIJIMHEHHOI'O HHTEPBAJIA Q-T

JI. A. boxepusa, 3. b. Maxanduanu, M. K. Canaxoes, M. b. bunuaweuu

Hay4HbIlh LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

Heqeﬂue JKM3HEYTPOXAOIINUX apUTMUIA Y Ma-
LIMEHTOB JETCKOTO M IOHOIIIECKOTO BO3pacTra
SBIISIETCSl KpaliHe CI0XHOM mpobyemoii. CkazaHHOE
B TIOJIHOM Mepe OTHOCHUTCSI K BPOXKICHHOMY CUHIPO-
My ymimHeHHoro wuHtepBana Q—T (Long QT
Syndrome, LQTS) [21]. Bpoxnenusiit LQTS sBasert-
Cs pelKUM, HO OMACHBIM JUIA KU3HU PpacCTPONCTBOM
3JeKTPOGU3NOIOTMYECKIX CBOMCTB cepiia. JlaHHbIi
CHHAPOM TIPEACTABISICT COOO0I HapyIIeHHE ITPOJIOH-
TMPOBAHHOM CcepAeYHON pemnoysipu3aluu, KoTopas
BO3HMKACT B Pe3yJITaTe MyTalll TeHOB, OTBETCTBEH-
HBIX 32 KaJIMeBbIe M HaTpUEBbIe KaHaJIbl KAPAUOMHUO-
IIUTOB, YTO OOYCJIOBIIMBAET TETEPOTEHHOCTh TAHHOTO
cunapoMa. Bpoxnennsiit LQTS xapakTepusyercst co-
yeTaHWeM YBEJIWYeHUs IJIUTEJbHOCTA WHTEepBasia
O—Tna BKI 6onee 440 mc, monuMophHOI XKeayaou-
koBoii TaxuKapaun (KT) tuma «torsade de pointes»,
KIIMHUYECKN TIPOSBIISIONICHCS TOJIOBOKPYKCHUSIMU
U TIOTepeil co3HaHus (CUHKOIE), a TaKKe BHE3aITHOMU
CepIeYHOI CMEPTHIO, B TOM YHCIIC B CEMECITHOM aHaM-
Hese [15].

JokazaTebCTBO TOTO (PakTa, YTO CUMIIaTUICCKas
HepBHasl cucTeMa uHIyuupyetr mnoaumopdpHywo KT
y 6onbiHeTBa maneHToB ¢ LQTS, nukryeT mpose-
JIeHUe y TaHHOI KaTeropuu OOJIbHBIX aHTHAaApEeHep-
ruyeckoro jeuenus [11, 12, 22].

CylecTBYyOIIME B HACTOSIIIEE BPpeMsI mepanesmu-
yeckue metoanl JedeHust LQTS Bkiouator [9, 12, 27]:
1) aHTHMagpeHepruyecKyro Tepanuio; 2) WMILIaHTa-
Huio KapauoBeptepoB-aedudopuaaTopo (UKI);
3) mepMaHEHTHYIO KapAUOCTUMYJISIIIHIO.

AHTHanpeHepruyeckas Tepanusi B-0JoKaTopamMu
«per 0s» yMEHBIAeT YacTOTy OCTaHOBKM Cepilla
y 70% manmeHTOB U OCTAaeTCsl OCHOBHBIM METOIOM Jie-
yeHuns1. OMHAKO HECMOTPS Ha TO, YTO MCITOJIb30BaHNUE
[-610KaTOpOB sBAsIeTCSl HaubOosiee 3GhGhEeKTUBHBIM
meronoM jeuenus: LQTS, nmpumepno y 30% mnanueH-
TOB COXPAHSIIOTCS PELIMAMBBI ADUTMUU U CUHKOTIE J1a-
ke Ha ¢oHEe IMPOBOIMMON MaKCUMaJIbHON MenuKa-
MEHTO3HOI1 Tepanuu, a y 10% 60JIbHbIX COXPaHSIETCS
PUCK OCTAaHOBKM CepJilla UM BHE3aMMHOW CepAeuyHOMN

cMmeptH [6, 22]. HecMoTpst Ha TO YTO MMITJIAHTALIUS
MK]JI B HacTosiiiee BpeMsl OCYIIECTBIISIETCS TIAallUeH-
TaM C IPEXOISIIMMM 3MNU301aMU OCTAHOBKH CEpIlia,
0oJiee CIIOPHBIM OCTAETCsl BOTIPOC JIEYSHUs OOJIbHBIX
C 3MM30JaMM CUHKOIIE, a TaKXKe KyIMUpPOBaHUE TaXW-
apUTMMIA, MHAYIMpytomux paspsasl UK [6, 8, 21].

ApPUTMOTCHHBIN TTOTCHIIMA TJIaBHBIM 00pa3oM
COCPEIOTOYEH B TPETHEM JICBOM IIEHHOM CUMITATHYE-
CKOM TaHTJINM (3Be3M4aToM y3jie). B cBsI3u ¢ aTiM aH-
TUPUOPUIIIATOPHBIN 3 (hEKT JTeBOCTOPOHHEN CTeN-
JIATOKTOMUU OOBSICHSET KIUMHUYEeCKUN sddekr
JIEBOCTOPOHHENM CUMITATUYECKOM AeHEepBalIMU CEPALIA
y nauueHTtoB ¢ LQTS [10, 24]. Tlocie Toro kak
B 1970 r. OblIa BBIMOJIHEHA TMepBasi JIEBOCTOPOHHSIS
cuMIlaTUyecKkasl JeHepBalus cepaua [S], JaHHYIO
orepaluio cTajau BeIMOMHTE B KnHukax CLLA u 3a-
nagHoit EBporbl.

JIEBOCTOPOHHSISI CUMITATUYECKAS
JNIEHEPBAIIUS CEPIIIA — DO®EKTUBHbBI
XUPYPTUYECKUA METOJ JIEYEHUSA
BPOXJIEHHOTO CUHIPOMA
YIUIMHEHHOTO UHTEPBAJIA Q—T

B 1991 . 6butM OTTyOMMKOBAaHBI TIEPBBIE PE3YJib-
TaThl ONEpalUMil JIEBOCTOPOHHEN CUMIIATUYECKOM
JIeHepBallMy Cep/lla, BHITTOJTHEHHBIX BO BCEX K-
HUKax mupa y 85 maumeHToB, cTpagamomux LQTS
[14]. TIpumepHo yepe3 15 jeT rpynmna y4eHHBIX,
IrJ1aBHBIM 00pa3oM u3 YHuBepcutera I. [laBum
(University of Pavia, Italy) 1 MenuuuHCKOro LieHT-
pa Yuusepcuteta I. Pouectepa (University of
Rochester Medical Center, USA), omyGiukoBanu
pe3yabpTaThl MHOTOJICTHETO OIThITa BBIITOJTHEHUS
ornepauMii TEBOCTOPOHHEN CUMIIaTUYECKOM AeHEp-
Bauuu cepaua y 162 maumenros ¢ LQTS [2, 7, 17,
18]. IMpoBeaeHHbIE B TeUeHUE IJIUTEIHLHOTO BpeMe-
HU WCCIeAOBaHUS TMO3BOJUIN JOJIKHBIM 00pazoM
OLICHUTh 3(hGHEKTUBHOCTD JIEBOCTOPOHHEH CcHMIMa-
THUYECKOW aeHepBauuu cepaua B jedeHnu LQTS
y MallMeHTOB C BHICOKMM PUCKOM Pa3BUTHS KU3HE-
YTPOXAIOUINX TAXUAPUTMUIA.
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JEBOCTOPOHHAA
IMEVHO-TPYTHASL CUMIIATDKTOMUA

CerogHsT B MEOWLIMHCKUX IIEHTpaX pa3INIHBIX
CTpaH HaKoIUJIeH OoJiee yeM 35-JIeTHUIA OMBIT BBITTOJI-
HEHUS oOIlepalii JeBOCTOPOHHENW CUMIMATUYECKOU
JleHepBalMu cepaua. TexHUKa BBITIOJHEHMST orepa-
LI 1 TIOCTICOTIePalIMOHHBIC PE3YJIBTaThl 3HAYNTEThb-
HBIM 00pa3oM OTJIMYAIOTCS APYT OT Apyra.

Ilon omnepaluveit 1€BOCTOPOHHEN CUMMIATUYECKOM
JIeHepBallMy cepjlla MOHUMAIOT JIeBOCTOPOHHIO
LIEAHO-TPYJAHYIO CUMMATAKTOMUIO, KOTOpPasl 3aKJI0-
YaeTCs B PE3CKIMU HIDKHEUW TPETH TPETHETO JIEBOTO
LIEAHOTO CUMITATUYECKOIrO TaHIIMsI, pe3eKIUU aop-
TaJbHOM BETBU JAHHOTO TAHIJIMS, a TaKXKe Pe3eKIINKN
TPYOHBIX CUMITATUYECKUX TaHTJIHNEB Ha YpOBHE
Th,—Th, cnesa. JanHag mpouelypa oOecrneynBacT
aJeKBaTHYIO CUMIIATUYECKYIO AEHEpBAlLMIO cepilia
C HU3KOM BEPOSITHOCTHIO pa3BUTHUs cuHapoma [opHe-
pa, TaK KaK OOJIBIIMHCTBO CHUMITATHYECKUX BOJIOKOH
[J1a3a MCXOIST M3 BepXHel 4yacTu 3Be3A4aToro yajia
U TIpY JaHHOM omepaiuy coxpaHstorcs. Hecmotps Ha
9TO, B PEAKUX CJIyyasix y MalMeHTOB MOCje onepaluu
MOXET IPUCYTCTBOBATH MPEXOASIINI NTO3 JIEBOTO Be-
Ka, OJHAKO €T0 ¢IBa MOXHO 3aMETUTh IIPU OTKPBITHIX
ma3zax. Bpemsi mpoBeaeHUsI onepaluu COCTaBJIsIET
0k0J10 35—40 MuHyT. YKa3aHHas mpoleaypa BIIepBbIe
ObL1a BbIMOJHEHA B MeAUIIMHCKOM LIEHTpE YHUBEp-
cuteta I. Pouectepa (CILIA) 1 BnocnencTsum B YHU-
Bepcutete I. [laBuu (Mrtanus). Onepauum mpeumy-
IIECTBEHHO BBIMOJHSUIMCh U3 HAAKIIOUUYHOTO WU
PETPOTUIEBPAIBHOTO TOCTYIIOB 0€3 BCKPBITUS TPYI-
Hoit knetku [7, 17].

B HacTosiee Bpemsi IpU3HAHO lieJaecoo0pa3HbIM
OTKa3aTbCsl OT MOJIHOW pPe3eKUUHU JIEBOTO TPEThEero
1IefiHOro TaHIrIMsA (orepauust JeBOCTOPOHHEHN CTel-
JIATSKTOMMH ), TaK KaK IIPY 3TOM He TOCTUTACTCSI TTOJI-
HOLIEHHOI JeHepBallMu cepala, 0oJjiee TOro, ornepa-
sl IPUBOIUT K MaHU(ecTaliuu cuHapoma [opHepa.
B IpoTHBOMOIOKHOCTE 3TOMY, IIEHO-TPYIHAS CUM-
MaT3KTOMMS CJieBa B DKCIEPUMEHTaX Ha XKMUBOTHBIX
MIPUBOINT K MOJIHOIICHHO CUMIIaTUISCKON IeHepBa-
LIMA cepaua.

B Poccun B 2006 1. B 3KCIIEPUMEHTAILHOM OTIIETIE
HIICCX um. A. H. bakynesa PAMH 6bL10 poBeje-
HO McclieqoBaHKe Ha 8 OeCITopoaHBIX cobaKax 000ero
nona Maccoit 17—20 xr. Llenb ncciaegoBaHus 3aKJjio-
yajach B SKCIEPUMEHTAJIbHON ampoOaliuyd TOpako-
CKOMMYECKON METOAMKM OuaaTepalbHOU IIEHHO-
IPYAHON CUMITATIKTOMHUN W M3YUYECHWU BIIUSTHUS
JaHHoU onepanuu Ha O—Tc¢ (KOppUTHUpOBaHHBIN MH-
tepBan Q—T). Onepalus 3akjaouyajach B pe3eKUUU
A0PTAJILHOM BETBU JIEBOT'O TPETHETO LIEHHOTO CUMIIA-
TUYECKOTO TaHTJINS, PEe3eKIMU €r0 HIDKHEH TpeTH,
a TakXke pe3eKLUM CUMIATUYECKUX TaHIJIMEeB Ha
ypoeHe Th,—Th, u3 3-mopToBOIl NpPaBOCTOPOHHEN
U JIEBOCTOPOHHEN Topakockomnuu (puc. 1, 2). Xopo-

MU CYMTAJIMCh pe3yJbTaThl onepanuu, eciu Q—Tc
cHmKascst 6ojee yeMm Ha 40 Mc. Onepaliuy ObLUTA BbI-
TTOJTHEHBI MICXOTHO 3[I0POBBIM XXMUBOTHBIM C HOPMaJTb-
HbiMu TiokazarenssmMu DKI u Q—Tc. Tem He MeHee,
rmocJe ornepanuu ykopouenue Q—7c coctasuio 6omee
40 Mc y 6 XMBOTHBIX U3 8 onepupoBaHHbIX [1]. [Tomy-
YeHHBIC TaHHBIC B TTOJTHOM Mepe COOTBETCTBYIOT pe-
3yJIBTaTaM WCCIETOBAaHUI IPYTUX aBTOPOB M CBHIE-
TEJbCTBYIOT O TMEPCIEKTUBHOCTU JAaHHOTO TOIXoia
npu JeyeHuu BpoxaeHHoro LQTS y moneii [10].
Jleuenne manueHTOB ¢ BpoxkaeHHbIM LQTS, y Ko-
TOPBIX TIPOAOJKAIOT BO3HUKATH CepACUHbBIE TPUCTY-
MBI, HECMOTPSI Ha TPOBOAMMYIO MEIMKAMEHTO3HYIO
Teparuio [3-6J10KaTopaMu, OCTAETCS KpailHe CI0KHOMN
npoo6semoii. P. J. Schwartz u coant. B 2004 1. onty61-

Puc. 1. UHTpaonepannonHoe 3HI0(MOTO, BEPXHUI Ky-
M0J1 JIEBOM IJIEBPpAJIbHOM MOJOCTH.

1 — nyra aopThl; 2 — aopTajbHasi CUMITaTUYECKasi BETBb; 3 — JICBBI
TPETU 1IEHHBbIN CUMITATUYECKNN TaHTJIUN.

Puc. 2. IlepeceueHue HUXKHEN TPEeTU JIEBOTO TPETHETO
IIEWHOTO CUMITATUYECKOTO TaHIIMSI, MHTPAoIepaliuoH-
Hoe 3HI0(OTO.

1 — cummnaruueckas BETBb, UAyllIas OT JIEBOI'O BTOPOIO K TPETEEMY
meﬁHOMy CUMITaTUYCCKOMY TaHIJINIO, 2 — nepeceuycHHad cuMIia-
TUYECCKas BETBb, NayIIas OT JIEBOIO TPETHETO 1IefHOro cuMnaruye-
CKOTO TaHIJIUA K OAYyre aopThl; 3 — Teso JIEBOTO TPETLETO 111eifHOTO
CUMITAaTUYECKOI'O TaHTJIMA, 4 — J'IaHapOCKOHI/I‘ICCKI/Iﬁ KPIOYOK; 5—
CliMHaJIbHas BETBb, 6 — IpOKCUMaAJIbHas 4acCTb IPYJAHOIro oTacjia
JIEBOI'O CUMIIATUYECKOTI'O CTBOJIA.
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KOBaJu pe3yJbTaThbl CaMOIo IIMPOKOMACIITaOHOIO
WCCIIeIOBAaHUS, TOCBAIICHHOTO IIPOOJIeMe JICUCHUS
BpoxaeHHoro LQTS ¢ momomibio J1€BOCTOPOHHEM
CUMTIaTUYECKOU eHepBaunu cepana [14].

Onepauus JeBOCTOPOHHENH CUMMOATUYECKON ae-
HepBallMu cepaua Obuia BbiMoJHEeHA 147 G0JbHBIM
¢ LQTS. V¥V Bcex manueHTOB HaOJOAAIOCh 3HAYM-
TeJibHOe yBeJqudeHue nHtepBaia Q—7T (KOppuUrupo-
BaHHbIII Q—Tc=543%65 mc); B 99% ciayyaeB uMme-
Jlach CUMIITOMAaTvKa 3abosneBanust, y 48% OOJbHBIX
B aHaMHe3¢ OBLIM SIM30[bl OCTAaHOBKHM CepiIia,
ny 75% coxpaHslach CUMIITOMAaTHKa 3a00JIeBaHMS,
HEeCMOTpsI Ha Tepanuio [-0moxkatopamu. CpemHsist
MPOJOKUTEIbHOCTh HAaOMIONEHUS MEXIY BIIEpPBbIE
BO3HUKIIIMM CEPACYHBIM IIPUCTYIIOM U OTIepalmeit
U TIOCJIE JIEBOCTOPOHHEW CUMIIaTUYECKOM NEeHEpPBA-
MU cepaua cocrasisia 4,6 u 7,8 roga COOTBETCT-
BEHHO.

IMocne omepannu JIeBOCTOPOHHEN CUMIIATUYEC-
KO feHepBalMu cepana y 46% manueHTOB McYe3nn
KJIMHUYECKUE CUMIITOMBI 3a00ieBaHrst. OMHAKO CHH-
KOITaJIbHbIC COCTOSTHMSI TIPONOJIKAIM HAOIIOAAThCS
y 31% TaniieHTOB, a MPEXOISIINe CIy9al OCTAHOBKHU
cepaua — y 16%. Ilpu 3TOM BHE3aIHasi cepiaedHast
CMepTh HabII0aIOCh TOJBKO B 7% ciiydaeB. B cpen-
HEM YacTOoTa paHHUX CIyJacB BO3ZHUKHOBEHUS Cep-
JIEYHBIX TIPUCTYMOB CHM3WIAch y 91% mnanueHToB
(»<0,001). ¥V 74 maumeHTOB, NMEIOIINX TOJBKO CHUH-
KOITaJIbHbIE COCTOSIHMSI B aHaMHe3¢e Iepe ornepaliu-
eif, HabJII0IAJIOCh CYIIIECTBEHHOE CHIDKEHUE YaCTOThI
BO3HMKHOBEHUS CepAeYHBIX MTPUCTYIIOB, KaK U B OC-
HOBHOI1 Tpymre, mpu 3ToM Q—Tc y HUX COCTaBUII Me-
Hee 500 Mc. Y 5 mammeHToB ¢ paHee UMITJITAaHTUPOBaH-
HeiMmu WKJl onepanusi 1eBOCTOPOHHEN cumma-
THYECKOl AeHepBalMy cepiala mMo3Boswia Ha 95%
CHU3UTH YacTOTy cpadaTbiBaHUS IehUOpUIIATOpPA,
B cpemHeM ¢ 25 mo 0 ciydaeB y KaXIOro TallMeHTa
(p=0,02). IIpy reHOTUITUPOBAHUU BBIICHWIOCH, YTO
oITepalus JICBOCTOPOHHEH CUMITAaTHYECKOM IeHepBa-
LIMY cepilia oKa3ajgach HanboJee 3 GheKTUBHOM Y Ma-
uuveHTtoB ¢ LQT1 u LQT3 dopmamu 3aboneBaHus.

ABTOpPBI CUMTAIOT, YTO Orepalys JeBOCTOPOHHEH
CUMITAaTUYECKOW JEeHEepBallMU cepila J0JKHA ObITh
pEeKOMEHIOBaHa MallMeHTaM, Y KOTOPBIX MepUOIUYe-
CKU TIPOJIOJIKAIOT BO3HUKATh CUHKOTIAIbHBIE COCTOSI-
HUS, HECMOTPS Ha TEpAIuIo [3-0JI0KaTopamMu, a TAaKXKe
MalueHTaM, Y KOTOpbIX yacto cpabareiBator MK/I.

Pe3ynbrarsl IIpeacTaBICHHOTO MCCICIOBAHUS T10-
CTOBEPHO YKa3bIBAIOT HAa TO OOCTOSITENILCTBO, 4TO
oIrepalus JICBOCTOPOHHEH CMMITAaTHYECKOM IeHepBa-
LIMU ceplla CYIIECTBEHHO CHUXAeT YacTOTy BO3HUK-
HOBEHMSI CHHKOITAJIbHBIX COCTOSTHUI 1 CJTy9aeB OCTa-
HOBKM cepaua. Tak, cpeau MalMEeHTOB, WUMEIOLIUX
mepen ormiepalveii B aHaMHe3€ TOJbKO CUHKOTIE,
5-JIeTHSIST BEPOSITHOCTH TOCJIEONEePallMOHHON OCTa-
HOBKM CepJilla ¥ BHE3AITHOU CEepAeYHON CMEpPTU CO-

craBuwia 11%, a BeokmBaeMocTb — 97%. BwrknBae-
MOCTH B OOIIIEil TPYIIIe IMallMeHTOB B TCUCHUE S5 JEeT
MocJIeoTNepallMOHHOTO HaOI0eHUSI, BKJII0Yasl Malu-
€HTOB CO CJIyJasiMM OCTAaHOBKM Cep/lla B aHaMHe3¢ 10
onepanuu, cocraBuia 95%. B nonosHeHUe K 3TOMY,
oreparys JIeBOCTOPOHHEW CUMITaTUIeCKOW JeHepBa-
LIMU Cep/La COMPOBOXKAANACh 3HAUUTEbHBIM YKOPO-
yeHueM uHtepBana Q—Tc.

VKa3zaHHbBIC HAXOIKHU BMECTE C UCCIICIOBAaHNEM OT-
NaJIEHHBIX PE3yJIbTaTOB OIepalluy JIEBOCTOPOHHEM
CUMITATUYECKOW NeHepBallluu CEPLIA B TPYIIIE Malu-
€HTOB C BBICOKMM DPHMCKOM ITPEIOCTABIISIOT LIEHHYIO
nHbOpMAIIUI0O B 00JacTH JIeYCHUST TMAllMeHTOB
¢ LQTS. OHu 0cobeHHO BaxKHBI JJIST MOJOJBIX MalLy-
€HTOB, y KOTOPBIX IPOIOJLKAIOT BO3HUKATH CHMHKO-
MaJIbHbIE COCTOSTHUSI, HECMOTPSI Ha TIPOBOAMMYIO Te-
panuio [-0i1oKaTopamMu, W KOTOPbIE WMMEIOT
nokazaHus ajig uMmriantauuu MK/,

JIeBOCTOPOHHIOIO CUMITATUYECKYIO NIeHEepBallnio
cepalia HeoOXOAMMO BBIMOJHATH Ipu JiedeHun LQTS
10 HECKOJIbKUM TipuurHaM. [lepBble McclieoBaHUS
F Yanowitz u coaBT. mokaszaiu pasiM4HOE BIIMSIHUE
MMPaBOCTOPOHHEH 1 JICBOCTOPOHHEH CTEJIIaTIKTOMUN
Ha penojsapu3alinio XKeJIymTodKkoB [26]. YcraHOBIEH-
Hasl «TpUITepHast» POJIb CUMIIATUYECKOI HEPBHOM CH-
CTEeMBI SIBMJIACh JI0Ka3aTeIbCTBOM MHOXKECTBEHHBIX
MEXaHU3MOB, JIeXKallluX B OCHOBE aHTUAPUTMHUYECKO-
ro U aHTUOUOPWILIATOPHOTO 3 dheKTa JTeBOCTOPOH-
HEll CUMIIaTUYECKOi neHepBauuu cepaua [5, 10, 11].
DTO IIaBHBIM 00pa30M OTHOCUTCS K AJIeKTpodhu3no-
JIOTUYECKUM TIOCJIEICTBUSM, CBSI3aHHBIM CO CHIDKE-
HUEM BBIIEIEHUST HOpPANMMHeDpPUHA U ero JCUCTBUS
Ha XeMyJI04YKM Cepllia, 4To OOYCIOBIUBACT TPEIy-
MpeXaeHne WM TIoNaBJeHWe paHHel Aemnosspu3a-
I ¥ PUESHTPU MEXaHM3MOB BO3ZHMKHOBECHMS TTOJIH-
MmopdHoit DK [23]. HemaBHO TIpoBeneHHbBIC
SKCIIEpUMEHTAIbHBIC WCCICIOBAHUS TTOATBEPIUIN
BBICOKMI apUTMUYECKUI MOTEHIIMAN JIEBbIX CHMIIa-
TUYECKNX HepBOB cepaua [3, 13].

IMonTBepxxaeHUEM 3TOMY SIBISIIOTCSL Pe3yJIbTaThl
PaHIOMU3UPOBAHHOTO UCCeT0BaHMST 3(D(HEKTUBHOC-
TA OIepaluy JIEBOCTOPOHHEW CUMIIATUYECKOM me-
HepBauuu cepaua y nauueHtoB ¢ UbC. lanHoe uc-
cleOBaHME T0Ka3ajo CYIIECTBEHHOE CHIDKCHUE —
¢ 22 10 3,5% 4JacTOoThI ClTyyaeB BHE3AITHOW CepAeUHOIA
CMEpTH y TALMEHTOB, TMEepeHEeCIINX MHMAPKT MHUO-
Kapia B TedeHMe 2 JIeT HaOJIOACHUs, YTO BaXKHO
B KOMILICKCHOM JICUCHUM TAHHON KaTeropuu OOJIb-
HbIX [16].

Takmm 00pa3oM, B HACTOSIIEE BPeMsI CYIIECTBYIOT
9KCIEPUMEHTATbHbBIE U KTMHUYECKUE UCCIEIOBaAHMS,
KOTOpBIE CBUACTEIBCTBYIOT O TOM, UTO JIEBOCTOPOH-
HSISI cCMMITaTMYecKasl JeHepBalus cepila MO3BOJIsSIeT
MPeyNpPeuTh BO3HUKHOBEHUE KU3HEYTPOKAIOIINX
apUTMUI WU CYIIECTBEHHO CHU3UTh YaCTOTY UX BO3-
HUKHOBEHMUS y MallMEHTOB ¢ BpoxxaeHHbIM LQTS.
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Kak moxkaszanu wucciaenoBaHusl, JIEBOCTOPOHHSIS
cUMIIaTUYeCKasd AeHepBalusd cepaua y MaluueHTOB
¢ LQTS Ha 91% cHuMXaeT 4acTOTy BOZHUKHOBEHMSI
MIPECUHKOITAJIBHBIX M CUHKOTIAJIBHBIX COCTOSTHUM T10
CpPaBHEHMIO ¢ MOHOTepanueil B-6aokaropamu [17].

YV nauuenTtos ¢ LQTS mocrie 1eBOCTOpOHHEH crM-
[aTUYECKO AeHEePBALMK CEPALIA TPOUCXOAUT YKOPO-
yeHue nHtepBasia Q—7 Ha OKI B cpenHeM Ha 40 mc.
[TaieHThI, y KOTOPBIX B TeUEHUE 6 MECSLEB I0C/Ie
JIEBOCTOPOHHE CUMIIaTUYECKON IeHepBallvy cepaiia
KoppurupoBaHHbIil uaTepBan Q— 7T (Q—Tc) coxpaHsi-
eT JIauTeNbHOCTh Oosiee 500 Mc, MMEIOT BBICOKUIA
pPUCK BO3HMKHOBeHUd TToaumopdHoit KT. BorbHbIM
NAaHHOW KaTeropuu OCYIIECTBISIETCS MMILIaHTalUs
KapanoBepTePOB-AeOUOPUILIATOPOB.

Takum o0Opa3oM, y HEKOTOPBIX MALIMEHTOB JIEBO-
CTOPOHHSIA CHUMITaTU4YecKas JeHepBalus cepiama He
TOJIBKO YCTPaHSIET «TPUITEPHYI0» POJIb CUMIIaTHYeC-
KO HEpBHOW CUCTEMBI, HO U MMOCPEICTBOM yKOpOYE-
HUs uHTepBana Q— T HeMmocpeICTBEHHO AEUCTBYET Ha
ApUTMOTEHHBIN CyOCTpaT.

B Hactosiiiee BpeMmsi OOJIBIIMHCTBY ITallMEHTOB
¢ BpoxaeHHbIM LQTS mmmnantupyrotr MKI, yacto
0e3 MPEOIIeCTBYIONINX CIIydaeB MPeXOIsIneii ocTa-
HOBKM cepjiia B aHamHe3e. OHaKo, HECMOTPST Ha TO
yto K] MOTyT IIpeaoTBpaTUTh BHE3AITHYIO Cepaed-
HYIO CMEpTh, OHU HE MpPeaoTBpallaloT BOZHUKHOBE-
Hue noaumopdHoii KT, kotopasi mpoBoLUPYeT pa3-
panbpl  pepuopuwanauuun  MKJI. Bmecte ¢ aTuMm
B ucciaenoBanuu P. J. Schwartz u coaBT. 66110 MOKa3a-
HO, YTO OIl€pallMU JIEBOCTOPOHHEU CHUMIATUYECKOMU
JIeHepBalMK cepalia Ha 95% CHMXAIOT 4acTOTY BO3-
HUKHOBEHUS Ie(PUOPMIUISIIIMY Y MAllMEHTOB C yCTa-
HoBieHHbIMU WMK]I. TakuM oOpa3om, coyeTaHHbIE
onepanuu JIEBOCTOPOHHE CUMITATUYECKOU AeHEepBa-
uun cepana m uMmintantanun MK y manmeHTOB

¢ LQTS u npeniiecTBYIOLIMMU 3TMU30JaMU TOJM-
mopdHoit KT u mpexonsiueir OCTAaHOBKOI cepiala
CMOCOOHBI TMPEAOTBPATUTh BHE3AMHYIO CEPACUYHYIO
CMEpTh U CYIIECTBEHHO YIYYIIUTh KaueCTBO KM3HU
OOJIbHBIX.

DOOEKTUBHOCTH JIEBOCTOPOHHEN
CUMIIATUYECKO! TEHEPBAIIUU CEPIIIA
ITPU JIEYHEHNU PA3JINYHBIX
TEHOTUIIMYECKUX ®OPM LQTS

B uccnenosanuu P.J. Schwartz u coaBt. u3 147
MalMeHTOB, KOTOPhIM ObLIa BBIMOJHEHA JEBOCTO-
POHHSISI CUMIIaTUYECKasl JeHepBalus cepaua, 35%
naiueHToB (51 4yenoBeK) ObLIM T€HOTUITMPOBAHBI
[18]. TakuMm 06pa3om, CTaIO BO3MOXHBIM OLEHUTh
KJIMHUYECKUI 3 deKT omnepaldud Ha pas3iuyHbIe
reHorunuyeckue Gopmel 3aboneBaHusd. [lpu atom
18 mauumenToB umenu popmy LQTSI1, 15 — LQTS2,
8 — LQTS3, u 9 umenu KiacCMYECKU CUHAPOM
HxepBena—Jlanre—Hunbcena (JLN). Ogun nmauu-
€HT WMeJ JBOWHYI MyTallMl0 B  TeHax
KCNQI1/HERG [20]. Kak oka3anoch, 4acToTa BO3-
HUKHOBEHUS CJIyyaeB OCTAHOBKH CepJlla U BHE3am-
HOI ceplieyHOll cMepTU Oblja 3HAYUTEJIbHO BHILIE
cpenu nmauueHToB ¢ LQTS2 u cunapomom JIxxepBe-
na—Jlanre—Hwuiabcena (JLN) 1Mo cpaBHEHHMIO ¢ ma-
nMeHTamMu ¢ ¢dopmamu 3aboneBaHuss LQTSI
n LQTS3 (puc. 3).

Takum 06pa3oM, ObLIO YCTAHOBJIEHO, YTO OIrepa-
s JIEBOCTOPOHHEH CUMIIAaTUYECKOI IeHEepBaIluMn
cepaua Haubosiee 3¢hdheKTUBHA Y MallMeHTOB ¢ dop-
mamu 3aboseBanust LQTS1 u LQTS3. MHTepecHbIM
SIBJIICTCSI TO OOCTOSITEILCTBO, UTO OIEPaIIus JIEBOCTO-
POHHEI CUMITATUYECKOU NeHepBalluu cepila oosa-
JaeT CBOMCTBOM CHIXKATh alpeHEPTUYECKOE BIUSHUE
0e3 CHUXEHMS 4aCTOThbl CEPACUYHBIX COKpaIleHUI

D BpeMeHHas ocTaHoBKa cepaua
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Puc. 3. YacToTa BO3HUKHOBEHMSI CEPACYHBIX MTPUCTYIIOB Y MAIIMEHTOB C pa3HBIMU TeHOTUMTUYECKUMU (hOPMaMU CHH-

npoma LQTS mocie cMMITAaTSKTOMUM.
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[10, 25], uTo AenaeT ee OCOOEHHO MOAXOASILIEH aly-
eHTaM ¢ (opmoit 3aboneBanus LQTS3, y KOTOphIx
yBeJquueHue Q— T-uHTepBajia HabI0IaeTCs TIPU HU3-
KOl 4acTOTe CepIeYHBIX COKpalneHuit [19], 1 Koro-
PBIM IIPOBEICHUE MEAMKAMEHTO3HOM Tepamnuu [3-0J10-
KaTopaMHM HellesiecoodpasHo [6, 22].

3AK/IIOYEHHNE

ITponomxutenbHast 3(pGeKTUBHOCTD JIEBOCTOPOH-
HE€l CHUMMOATUYECKOM JOEeHEepBAlLlMU Cepala MMeEeT
0oJibllIOoe 3HaUeHUE MPU JICYEHUU JeTeil U MOAPOCT-
KOB, pedpaKTepHBIX K ITPOBOAMMON MaKCHUMaJIbHOMU
MEIMKAMEHTO3HOW Tepanuu [-0Jokatropamu. Brei-
MOJIHEHE JIEeBOCTOPOHHEH CUMMAaTUYEeCKOU TeHepBa-
uu cepaua nauueHtam ¢ LQTS u UK]I cymectBeH-
HO YJAydYIlaeT KayeCTBO XXU3HU OOJIBHBIX, CHUXKas
yactoty cpabarsiBatust UKJI. B cBsi3u ¢ aTum y neteit
npu jgedeHun LQTS no mmniaantauum um MKI]
JIOJDKHA OBITH MPOBENEHA JICBOCTOPOHHSISI CUMITATH-
yeckasi JIeHepBaluys cepala.

Pesynbrarsl poBeleHHBIX UCCAEAOBAHUN UMEIOT
oonbioe 3HayeHue as mauueHToB ¢ LQTS, crpanma-
IOIIUX OT KIMHUYECKUX MPOSIBICHUIA O0JIE3HU U UME-
FOIMX BBICOKWIT PHCK BO3HMKHOBEHUS BHE3aITHOM
CepIeYHOI CMEepTH, HECMOTPST Ha MIPOBOINMYIO MaK-
CUMAaJIbHYIO MEIMKAMEHTO3HYIO TepaIuio [3-0J10KaTo-
pamu. JIeBOCTOpPOHHSIS cMMMaThyecKasi JeHepBalus
cepaua gaxe B orcyrctBue 100% 3alliuThl OT BHE3aM-
HOW CepIevyHON CMEepPTH CYLIECTBEHHO CHUXKAET Yac-
TOTY BO3HUKHOBeHUs nojumopdHoit KT.

B 3akitoueHre HEOOXOIMMO OTMETHUTD, UTO Mepe
BBIOOPOM ouepenHoro stana jiedeHus: LQTS manuen-
ThI, a TAKXKE UX POIUTEIIN TOKHBI OBITH B IIOJTHOM Me-
pe NpouHGOPMUPOBAHBI O MTPEUMYIIECTBAX U HEI0-
cratkax He Toabko MKJI, HO u JeBOCTOpOHHEH
CUMITaTUYECKOW JeHepBalliM Ceplia.
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