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BBEJAEHUE

AKTYaJIbHOCTD M CTeNeHb Pa3padoTAHHOCTH TeMbl MCCJIeJ0OBAHUS

ApuTMOreHHas qUCIIa3us IpaBoro KEITy0YKa/apUTMOT €HHAS
npaBoxkenynoukoBas kapauomuonatus (AK/JIDK) — penkoe mporpeccupytomiee
HACJIEICTBEHHOE 3a0o0seBaHue, KOTOpOE XapaKkTepu3yeTcs 3aMelICHUEM

KapJAHMOMHUOIIUTOB JKAPOBOM M (PUOPO3HON TKaHBIO NPEUMYIIECTBEHHO MPABOTO
wenynouka (IDK) ¢ xapakTepHbIMU MpPOSIBICHUSAMH B BHUJIE KENYIOYKOBOM apUTMHUU
(’KA), cepaedHoil HEJOCTATOYHOCTH U BBICOKMM PUCKOM BHE3AIMHOM CEPAEYHON CMEPTH
(BCC) (Priori S. et al., 2015) nanbosee yacTo BcTpedaeTcs y JIMI[ MOJIOJIOTO BO3pacTa U
cioptcmenoB (Marcus F. et al., 2010).

TepMmuH apuTMOreHHOM AucIUIa3uen npasoro xenyaouka (AIDK) Bnepsbie ObL1
npemnoxken G. Fontaine B 1977, a B 1994 mexayHapoaHOM TPYHIIONH SKCIEPTOB BO
rmaBe ¢ W. McKenna, ObulM MpejIOKEHBI TEPBbIE KPUTEPUH IS KIMHUYECKOMN
JIMAarHOCTUKH 3TOro 3abdosieBanusi. OHU ObUIU CyIIECTBEHHO MoauduuupoBansl B 2010
F. Marcus u coaBropamMu, U B HUX NOMUMO 'yTouHEHHoro" mumarHoza AJITK,
MOSIBWJIMNCh HOBBIE BAPWAHTHI JIMATHO3a: '"'TIOTPAaHUYHBIA' M "BO3MOXKHBINA', KOTOpBIE
CTaBATCSA Ha OCHOBAaHHMM ompeneneHHoM komOuHammu Oonbmux (BK) m  wmanbix
kputepueB (MK) nuarnoctuku 3adoneanusi. Beero Beienstor 20 kputepue AJIIDK:
9 BK u 11 MK. unaruno3 AJIIK Ga3upyeTcss Ha COBOKYIHOCTH AAHHBIX CEMEHHOTO
aHamHe3a, sJnekrpokapauorpapuueckux (OKI'), BU3yanuzupyronmx, CTPYKTYpPHBIX,
THUCTOJIOTUYECKUX M T€HETUYECKUX M3MEHEHUH, Cpeu HUX BakHYIO poiib urparoT DKI
- KpUTEPUH.

B ocHoBe 3aboneBanus nexut GpuOpo3HO-kUpoBoe 3amenieHne Muokapaa DK,
KOTOpOE€ co37aeT cyOcTpaT Juisi BO3HUKHOBEHHUS JJIEKTPUYECKOM HECTaOMIIbHOCTH
muokapna. [lomumo Hambosee yacToro €€ MpOSIBICHUSI — KETyJOYKOBOM apuTMUH,
CYLLIECTBYIOT W JpYrue, Takhe KaK HW3MEHEHHE MPOLECCOB ACHOJSPU3ALNH, YXKE
SBJIAIONIMECS KPUTEPUSIMU 3a00JIEBAHMS: SICUJIOH BOJIHA M TO3JHUE MOTEHIUAIbI
YKEITYJJOUYKOB U aKTUBHO M3y4aeMbIE€, HO €Ill€ HE BOLIEAIINE B aJTOPUTM JTMArHOCTHKH -

q)paFMCHTHpOBaHHBIfI KOMIIJIEKC QRS, MaKCHUMaJIbHas MPOAOJKUTECIbHOCTE KOMILIICKCA
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QRS xenymoukoBoit skctpacuctonsl  (JKD), deHomen panHel penoisipuszalnuu
wenynoukoB (OPPX), a taxke mokazareiau W3MEHEHMs MPOIECCOB PENoJspU3alnn
(uHBEpTHpOBaHHbIE BOJHBI T, MUKpOBOJBTHAs ainbTepHanus 3yoma T, aucnepcus
untepBaia QT).

Hecmotps Ha To, yto AHAITK siBnissercst mpenmytiectBeHHO 3aboaeBanuem 10K, B
HACTOSAIEEe BPEMsI M3BECTHO, YTO B MATOJIOTMYECKHI MPOIECC YacTO BOBJICKACTCS U
nesbiii kenynodek (JIK) (Zipes D. et al., 2006). Cuuraercs, 4TO H30JMPOBAHHOEC
nopaxenune JDK cocrabiser 4,0 - 12,0% (Al-Khatib S. et al., 2017; Zipes D. et al.,
2006), a BosieueHue obOoux xemygoukoB - 30,0 - 35,0%, B 3aBHCHMOCTH OT
UCIIOJIb3YEMBIX METOJOB JMArHOCTUKH. OXokapauorpadusi sBisercss HauOolee
paclpoOCTPAaHEHHBIM  METOJOM  BHU3YyallM3allMd CTPYKTYp Cepjla, OJHAKO, B
CTaHJApPTHBIN TPOTOKON OOCJIEAOBAHMS TAIMEHTOB HE BCETJa BXOJMUT TIIATEIbHBIM
ananu3 I DK, 4yTo cHm>kaeT BO3MOXKHOCTh AuarHoctuku AJIITDK.

IIpn AJIDK moctatoyHo XOpOIIO HM3y4YEHBI KEITYIOYKOBBIE HAPYLIEHUS PUTMA
(OKHP) (LeGuludec D., 2001; Priori S. et al., 2015). Bmecte ¢ TeM, MHOTHE BOIPOCHI
kacarouecs uzydenus npusznakoB AJ[IDK, B ToMm uuncne n3MeHeHus mpoieccoB Jie- U
penonspu3anuu, TpeOyroT uzyueHus. Tak, amcuiaoH BoiHa sBisiercs bK AJIIDK, Ho
ormucan ¢ mpexoasmuii xapakrep (Marcus F. et al., 2010; Saguner A., 2015), xots
AJIIDK cuurtaeTcs HeoOpaTUMBIM M MporpeccupyronuMm 3aboneBanueM. [lozaHue
noreHimansl  kenymoukoB  (IMIDK)  cuwmrarorcs  neHHsiM — Mapkepom  AJIIDK
(Bctpeyaemocts 50,0-100,0%), omHaKO CyIIECTBYIOT HCCJICIOBAaHHUSA, B KOTOPBIX HE
obuT0 moKazaHo accoruanuii Mexay [HTDK u puckom 3nokadectBeHHBIX KA, TITDK u
CTPYKTYpHbIMH H3MeHeHusMH Muokapaa (Marcus F., 1982; Mehta D., 1996;
Blomstrom-Lundqvist C., 1989; Wichter T., 1994; Brunckhorst C. et al., 2014). B psze
UCCJIEIOBaHNM, NT0Ka3aHO uTo, ¢parmeHTHpoBaHHbi QRS, BeissBIsemsbii y 85,0%
namueHToB ¢ AJIIDK (Peters S., 2008), moxer ObITh MapkepoM ckpuHuHra BCC,
OJIHAKO ATOT MOKa3aresib He BBEAEH B Kputepuun nauarHoctuku AJ[IDK. Knuaudeckas
3Haunmocth ®PPXK y manmentoB ¢ cunkonamu, KT u gatanbHpIMH apuTMUSIMU TIPU
AJIDK ycraHoBieHa, OJJHAKO OHA HE M3Y4YE€HA y IMAIMEHTOB C MEHEE BBIPAKEHHBIMU

KIMHUYEeCKUMH TIposiBiieHUsMU 3aboneanust (Peters S., 2008; Krahn A. et al., 2009;
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Chan C., 2015). O6cyxmaercsi, YTO MaKCHMaJIbHasl MPOJIOJDKUTEIIEHOCTh KOMILIEKCa
QRS K3 > 170-180 mc accouuupoBaHa C TSDKEIBIMU CTPYKTYPHBIMHU MOPaKCHUSIMU
cepana, xxuzHeyrpoxkaromumu aputmusimu 1 BCC (Gallagher M., 2016; Batchvarov V.,
2016) u moxer ObITh mojie3Ha s auarHoctuku AJIIIDK m BCC. U3BectHO, 4TO
WHBEPTUPOBaHHbIC BOJHBI T B TpyAHbIX oTBeAeHUsX Bcrpedarorcs npu AJIIDK wacto
(mo 85,0%) (Francis J. et al., 2015) u MoryT HOCHTB IpexoasIui Xapakrep (Saguner A.
et al., 2015), omnako ero 3HauuMocTh B paszputuu AJI[IDK He ycraHoBicHa.
MuxkpoBonbTHas ameTepHarus 3yoma T (MBA3T) Bctpewaercs B 22,0-30,0% vy
naruerToB ¢ AJIIDK (lkeda T. et al., 2012; Kinoshita O., 2005) u siBisieTcst Mpr3HAKOM
Bbicokoro pucka paszButusi JKT. KomOunanms MBA3T u npyrux mnapameTrpoB
AIEKTPUYECKOM HECTAaOMJIBHOCTH MHUOKapAa MOXKET OBbITh MOoJIe3HA IS YIy4IIeHUS
muarnoctukd AJITDK (Yap Y. et al., 1992; Malaspina D. et al., 2005), no ucciaenoBanuii
MOCBSIIEHHBIX 3TOMY Mayio. Takxke HET paboT, moka3bIBaOImKX B3auMocBsi3b MBA3T ¢
JPYTUMHU MapKepaMu 3JIEKTPHUYECKOW HECTaOMIBHOCTH MHOKapja. YBenuuenue QT-
JTUCIIEPCUM CIYXKUT npeauktopoMm aputmuii 1 BCC y manueHTOB CO CTPYKTYpHBIMHU
3a00IeBaHUSAMH cepra, OJJHaKo Majio u3ydeHo y maruenTos ¢ AJ[TDK (Benn M., 1999;
Nasir K., 2003; Alizade E., 2017).

N3BecTHO, 4TO HOBBIE WM nipexosnue n3menenus Ha KT Habmonarotes y 1/4
naruerToB ¢ AJITDK (Quarta G. et al., 2010), uro nenaer BaxkHbIMH OBTOpHBIE DKI'.
Takxe He n3zydena npu AJIIDK pacnpoctpanenHocTs BbisiBiisieMbix DKI' u3mMeHenuii B
pPa3JIMYHBIX OTBENECHMAX. KpoMe TOro, CTOUT nNoA4epKHyTh, YTO B AuarHoctuke AJIIDK
UCIIOJB3YIOTCSL  JIOCTAaTOYHO JIOPOTOCTOSIIIME METOAbl - MarHUTHO-PE30HAHCHAs
tomorpadus, SHIOMHOKApIUaIbHAs OWOICHs, dXOKapAuorpagus U ApyrHe, U pexe
oepyrcs Bo BHuMaHue OKI' mokaszaTenu, KOTOpble MOTYT OBITH MOJE3HBI IS
JMArHOCTUKY M TMHAMUYECKOTO HAaOJIOIEHUS y IAaHHOW TPYTIIBI MAallUeHTOB.

Taxkum ob6pazom, AJIIIDK nMeeT 31m0kauecTBEHHOE TeUSHHE, COTIPOBOKIAIOIIICECS
BbICOKMM puckoM BCC y nui Mosnonoro Bo3pacta. B cBsi3u ¢ 3TuM HeoOxoauma eé
JIMarHOCTUKA IIMPOKOPACHPOCTPAHEHHBIMU W JIOCTYIHBIMU METOJAMH, K KOTOPBIM
otHocutcs OKI', st paHHETo BBISIBIIEHUS TOTO 3a00J1€BaHUs U ONPENeNIeHUsI TAaKTUKH

BesieHus 0oabHBIX ¢ AJITTK.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Alizade%20E%5BAuthor%5D&cauthor=true&cauthor_uid=27610610
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Ieab ucciaenoBanus:

Onpenenuts  JUAarHOCTMYECKYIO  3HAYUMOCTh  AJIEKTPOKapauorpaduyuecKux
noka3aTesiel JIeKTPUUECKON HeCTaOUIbHOCTH MUOKap/aa y OOJBHBIX C apUTMOTEHHOMN
JUCIUIa3ued PaBoTo XKeNy104YKa JIJ1sl BBISIBJICHUSI HOBBIX MapKepoB 3a00JIeBaHMUSI.

3agaum ucciIe10BaHNUA:

1. BeisiBUTH BCTpeyaeMoCTh "yTOUHEHHOTO", "MOrpaHUYHOr0" UM "BO3MOXKHOTO"
BapuaHTa JWarHo3a apuTMOTCHHOW AUCIUIa3UU TPABOTO JKENyI04YKa y OOJNBHBIX C
YKEITYJOUYKOBBIMHM HAPYIICHUSIMU PUTMA;

2. Ompenenuth BCTPEYAEMOCTh  CTPYKTYPHBIX  HM3MEHEHUW  MHUOKapia,
BBIBIICHHBIX ~ C  IIOMOIIBK)  BH3YAJIM3HPYIOIIMX  METOJNOB  HCCIEAOBAHUS
(oxokapnuorpaduss W MarHUTHO-pEe30HAHCHass Tomorpadusi) y  OOJBHBIX C
APUTMOTEHHOM  JMCIUIA3UEd  MPaBOrO  JKEIyJI0YKa, HMEKIOIIMX  pas3jInyHbIC
AIIEKTpOKapAnOrpapuuecKiue KpUuTepuy;

3. VYCTaHOBUTH YacTOTy NOpPaKE€HUS JIEBOIO JKEIyJo4Yka Yy OOJBHBIX C
APUTMOTEHHOM JMCIIA3MEN IPABOr0O KEIyJOodYKa C IOMOIIBK BU3YaAJIU3HPYIOIIUX H
AIEKTPOKapIMOrpauuecKuX METOA0B UCCIEIOBAHUS;

4. OueHuTh AMHAMUKY NOKa3aTelel 3IeKTPUYECKON HeCTaOMIbHOCTH MHOKapAa
y OOJNBHBIX C AapUTMOTEHHOW JUCIUIa3Med MpaBOro JKeaylouyka Ha OCHOBaHHUU
MPOCIIEKTUBHOTO HAOJIIOACHMS U1l BBISIBJICHUS HOBBIX 3JIEKTPOKAPAUOTpapUUECKUX
KpUTEpHUEB 3a00JIC€BaHUSI.

Hay4ynasi HoBU3HA:

Buepssie II0OKa3aHa 00np11as BCTPEYAEMOCTD HOBBIX
NeKTpoKapauorpaduuecknx mokazareneit (dpparmentamus y3koro komruiekca QRS,
bparmenTanus mupokoro komruiekca QRS, MakcumanbHas TPOIOIIKUTEIBLHOCTD
komriekca QRS XKD, denomen panHel pemonspu3anuy KeryJ0uKoB, MUKPOBOJIbTHAS
anprepHanus 3yoma T, mucmepcusi matepBaia QT) m ux coderaHuwit y OOJIBHBIX C
"yTOUHEHHBIM" BaApUAHTOM JUArH03a apuTMOIE€HHOM JUCILIA3UU MPABOTO KETYI0UYKA;

BrepBbie yCTaHOBJIEHO, YTO BCTPEYAEMOCTh CTPYKTYPHBIX U3MEHEHUI MUOKapAa,
OCHOBaHHAsl Ha BU3YAJIM3UPYIOUIMX METOJAaX JMATHOCTUKM MPHU BCEX BapUaHTax

JAWAarHo3a apuTMor CHHOM AUCILIa3uH IIPABOTO KCIIYJJ0YKa MAaKCHUMAJIbHA IIPU HAJIMYNHU Y
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3THUX OONBHBIX HOBBIX DJEKTPOKApAMOrpapUUecKux KpUTepueB 3a00JIeBaHUs
(bparmenTanus y3koro komiuiekca QRS, ¢parmenTanus mupokoro komiiekca QRS,
MaKCUMaJbHas TPOJIOJDKATEILHOCTh KoMimiekca QRS KD, denomen pannei
penoisipyu3aly  SKeIyJ04KOB, MUKPOBOJbTHas ajbTepHauus 3youa T, aucnepcus
untepBana QT);

BrepBbie BBISBICHBI YCTOWYMBBIE (3MCWIOH BOJHA, M[O3JHHUE IMOTEHIUAJbI
KEITYJOUKOB, (PEHOMEH paHHEH penospu3aluu KeJIyA0YKOB U (hparMeHTUPOBAHHBIN
mpokuii  kommiekc  QRS) u  npexondmme  (KeNIyJIO4YKOBasg — apuUTMUS U
MHBEPTUPOBaHHbIE BOJIHBI T) 31eKTpokapauorpaguueckue noka3zareian 3JIeKTPUIECKON
HECTaOWUJIBHOCTM MHOKap/a y OOJbHBIX C apUTMOTEHHOM JAMCIIa3ued MpaBoro
KEITyJouKa.

IIpakTHYeckas 3HAYUMOCTb PadOThI

Ha ocHOBaHMM MJaHHBIX, IMOJYYEHHBIX B IPOBEJECHHOM HCCIEAOBAHUN OBLIM
ONpEJENeHbl  ANEKTpOKapauorpaguueckue  MoKa3zaTead, KOTOpbhIE  MO3BOJIAIOT
3aro/103pUTh APUTMOTCHHYIO JAUCIIA3UIO0 MPABOTO JKEIyJAOYKa Ha PaHHUX CTaIHsIX
3a00J1eBaHUS.

B KkadecTBe HOBBIX MapKepOB JMAarHOCTUKH, MPEIJIOKEHO paccMaTpUBaTh
KpUTEpHUH, HE BolIeAme B kpurepun auarnoctuku F. Marcus ot 2010 roxa, Takue kax
dbparmenTtanus y3koro komruiekca QRS, pparmentanus mmpokoro xomiiekca QRS,
MaKCHUMaJlbHasi MPOJOJDKUTENIBHOCTE KomIiuiekca QRS XD, denomen panHeit
pENoIApU3ALMK KEITyI0YKOB, MHUKpPOBOJbTHAs anbTepHauus 3yoOua T, nucnepcus
untepBana QT.

JlokazaHo, 4TO y OOJIBHBIX C KETYJOYKOBBIMH HapyLICHUSIMH pUTMa MPHU BCEX
BapUaHTax JMarHo3a apuTMOTE€HHOM IUCIUIa3UU IMPABOTO SKENyJ04YKa, ONTUMaJIbHBIM
BU3YQIM3UPYIOUIUM METOJOM JIMarHOCTHKU CTPYKTYPHBIX HW3MEHEHUH MHOKapaa
SIBJISIETCS MATHUTHO-PE30HAHCHAsE TOMOTrpadusi.

MeTon0J10rusi 1 METOABI UCCIETOBAHUS
Hab6op ucnonap30BaHHBIX METOAOB UCCIEIOBAHUS COOTBETCTBYET COBPEMEHHOMY

MCTOAUYCCKOMY YPOBHIO O6CJ'I€IIOB8.HHBIX KapaAnOJOrn4€CKux MMaluECHTOB.
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[TpumeHEHHbIE METOABI CTATUCTUYECKOM 0OpaOOTKH TaHHBIX OTBEUYAIOT MOCTABICHHON
LEU U 33/1a4aM HCCIIEI0BAHUSL.
OcCHOBHBIE 110JI0KEHUSI, BBIHOCUMbIE HA 3aLIUTY:

@®parmenTtanus y3koro komiuiekca QRS, ¢parmMenrtanus mupokoro KomIuiekca
QRS, MakcumanpHas MPOAOJDKUTENbHOCTh KoMiuiekca QRS XKD, dbenomen panueit
penospu3aly  KEITyJA0YKOB, MHKPOBOJbTHAs ajbTepHanus 3yOua T, aucmepcus
WHTEpBAJIa QT MOTYT paccMaTpuBaThCs B KAueCTBE HOBBIX
ANEKTPOKApIUOTrpaPUuecKuX  KpPUTEPUEB  ApUTMOIE€HHOM  JUCIUIA3UM  IPABOTO
xenynouka. g OonbHBIX € "YTOYHEHHBIM" BapHMaHTOM JMAarHo3a apUTMOIE€HHOMN
JTUCIUIa3UM  TPaBOro JKENyAOouyka, XapakTepHa OOibIIas BCTPEYaeMOCTh 3THUX
AIEKTPOKapIMOTpahUueCKUX KPUTEPHUEB.

VY OO0NbHBIX ¢ apUTMOICHHOHN NUCIUIa3UEil MPaBOTO KEIyJ0uYKa, UMEIOLIUX BCE
HOBBIE 3JIEKTpOKapAnOTrpapuuecKiue KpUTEPUH, BBISIBICHUE CTPYKTYPHBIX HW3MEHEHUN
MUOKapJa Npy BU3yAIU3UPYIOIIUX METO/IaX JUATHOCTUKHA MaKCUMAaJbHO.

Y Tpetn OOnpHBIX C "yTOYHEHHBIM" BapUAHTOM JIMAarHO3a APUTMOTCHHOMN
JUCIUIa31U MPABOTo XKeNyA04YKa HaOII01aeTCsa BOBJICUYEHHUE B MATOJIOTUYECKUN MPOLECC
JIEBOTO JKEIyJ04YKa U IMPU JBYXJECTHEM HAOIIOJACHUU 32 STUMHU OOJBHBIMU OTMEYAETCs
YBEJIMYEHUE BOBJICUEHHUSI B IATOJIOTUYECKUH MPOIIECC 000UX JKETYIOUKOB.

Anpobauusi pe3yJibTaTOB UCCJIACA0BAHUSA U MyOJIMKALMHA

Pe3ynbrarel  WCcleOBaHMS UM OCHOBHBIE IOJIOKEHHMS paboThl  ObuIn
npeacTaBieHsl Ha: 16,17,18 konrpeccax POXMuHD3 (2015, 2016, 2017 rr);
PoccuiickoM HalMoHanbHOM KOHrpecce kapauosioro (2015, 2017 rr); XII, XIV
MexaynapoaHom koHrpecce «Kapmuoctum» (2016, 2018 r.); VIl Bcepoccuiickom
cbhe3fe aputmosioroB (2017 r1.); a Takke MeXIyHApOAHbIX KoHrpeccax: EHRA
Europace-Cardiostim 2017 r., ESC Congress 2017 r.

[To pe3ynpTaTaM uccae0BaHMs OMyOJIUKOBAHBI 16 meyaTHbIX paboT, U3 HUX 3 — B
U3JIaHUSX, BKIIIOYEHHBIX B «llepedeHp BeAyluX peleH3upyeMbIX HAyUHBIX KYpPHAJIOB U
u3nanuin» Beicieit Atrectanmonnoir Komucenn npu MuHHcTepcTBE 00pa3oBaHUs U
Hayku Poccuiickoit deneparnuu; 13 Te3ucoB kak B oreuecTBeHHBIX (11), Tak u B

3apyOexHbIX (2) COOpHUKAX TPYIOB HAYYHBIX KOH(EPEHITHIA.
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BHeapenue pe3yibTaToB HCCAEI0BAHUS
Pe3ynbTaThl uccneoBaHUs BHEAPEHBI B MPAKTHYECKYIO pabOTy U y4ueOHBIi
npouecc ®PI'bY "HMUILI um. B.A. Anma3zosa" Munzapasa Poccuu.
CTpykTypa u 00beM JuccepTaAlMU
Huccepranus uznoxeHa Ha 171 cTpaHuile MallMHOMUCHOTO TEKCTa U COCTOUT U3
BBEJICHUA, 0030pa JUTEpaTypbl, MaTepUaIOB U METOJOB, PE3YyJbTaTOB COOCTBEHHBIX
UCCJIEIOBAHUM, OOCYXKJI€HUS, BBIBOJIOB, MPAKTHUYECKUX PEKOMEHAAIMM, KIMHUYECKUX
MIPUMEPOB, CITMCKA COKPAICHHH, CIICKa TUTepaTtypsl. PaboTa comepxut 29 tadbmmi, 28
pucyHkoB. CIHCOK JUTEepaTyphl cOCTOUT M3 166 ncrtounnkoB: 20 oTedecTBEHHBIX U 146
WHOCTPaHHBIX.
JIMYHBIA BKJIAJ AaBTOPA B AUCCEPTALMOHHOE UCCJIEI0OBAHME
ABTOp CaMOCTOSTENILHO BHIOpAJT HAIIPABJIECHUE UCCIEAOBAHUS, OTPESITHII 1IeTU U
3alaud, MPOAHAIM3UPOBAN JIUTEPATYpy IO TEME JHCCEpTAlMU. ABTOpP JUYHO
OCYILECTBJIsUT HAOOp, OOcCe0BaHKE MAIMEHTOB (MEpPBOHAYAIBHO U MPU MOBTOPHOM
BU3UTE) BOIICAIINX B UCCIeIOBaHNU. Beck MaTepuan npeacTaBieHHbINH B TUCCEPTAIITN
OMHMCaH JIMYHO aBTOPOM, a TaKXe€ MPOBEAEH aHAIU3 MOJYYEHHBIX pPE3yJIbTaTOB, BCE
BBIBOJIbI M TPAKTUYECKUE PEKOMEHJALUM OCHOBAHbI HA TMOJIYYEHHBIX pe3yJibTaTax.
ABTOp BBICTYNAJI HAa POCCUWCKUX U MEKIYHAPOJHBIX KOHIpeccax [0 TeMe

JMCCEPTALIMOHHON PaOOTHI.
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I'JTABA 1. OB30P JIMTEPATYPBI

1.1 OnpeneneHneapuTMOreHHOM KapANOMHUONIATHH/IMCILIA3MH NIPABOTO

JKeJyT09Ka

ApuTMOreHHass  aucriazus — npaBoro  keaygouka  (AHIDK) -  9ro
MPOrpecCUpyIOlee HACJIEICTBEHHOE 3a00JIeBaHUE MHUOKapAa, XapaKTepHU3yIOIIeecs
xenynoukoBoit aputmueit (XKA), cepaeunoit HemocrarouHocthio (CH) u BHe3amHOM
cepacunoii cmepthio (BCC). Brepsoie Tepmun AJIIK 6w11 npemnosken G. Fontaine B
1977 romy, B HacTosimiee BpeEMs HCIIONB3YIOTCS JBa TEPMHHA - apUTMOIEHHAas

KapIMOMUOTIATHSI/UCTIIa3us mpaBoro xkenynouka (AK/AIDK).
1.1.1 Onuaemuoaorusa

B 80,0% cmyusae AIDK pa3zBuBaercss Mexay BTOPOW M YETBEPTOU JEKANOU
xu3HM, vamnie y Myx4duH (3:1). Xors B Oojbliedl cTeneHH OOJICIOT MY)XUHHBI, YeM
YKEHILMHBI, IPUYUHA 3TOTO BCE €€ OCTAETCA J0 KOHIIA HESICHOW, BO3MOYKHO, YKa3bIBast
Ha TMOTEHIMAJIbHOE BIMSHHUE MOJOBBIX TOpMOHOB. AJ[IDK aktyanmbHa 111 MOJIOABIX,
OJIHaKO OHa ObUIa BBISBIICHA C BO3pACTAIONIEH YaCTOTOM y MOXKWIIBIX MAI[MEHTOB,
[JIABHBIM 00pa3oM B pe3yJbTaTe TMOBBIIIEHHONW OCBEIOMJIEHHOCTH Bpadeil u
TIIATEIBHON OLIEHKU (DEHOTHUIIA TIOCIIe TEeHETUYECKOTO CKPUHUHTA, TaK 4TO Mo4TH y 1/5
nammenToB AJ[IDK BbeisiBieHa B Bo3pacte mnocie 50 JIeT U UMEET YCTOMYHBYIO
xenynoukoByro Taxukapauio (YXKT) [24]. AJIDK caemyer paccMmarpuBaTh Kak
BO3MOXHYIO PUYMHY YIPOKAOMIMX KU3HH JKA y MOKUIIBIX TAIUEHTOB, KIIMHUYECKUN
CKPUHMHT CIIeyeT MPOJ0JDKATh Ha MNPOTSHKEHUH BCEM JKU3HU Y JIIOJCH, KOTOpbIE
noasepxkenbl pucky AJIIDK, tak kak puck BCC coxpaHsieTcst B TeUEHHE BCEW B3pOCION

xu3Hu [25].
1.1.2 PacipocTpaHeHHOCTH

Obwenpunstoit  cratuctukn 1o  AJ[IDK B  wmupe He cymiecTByer.

Pacnpoctpanennocts AJIIDK y mamumentoB ¢ BCC Oynmer HemoolleHEHA, eCiu



16

ayrorcusi, ocooenno IIDK, He Oyner mpoBeaeHa OMBITHBIM MATOJIOTOAHATOMOM. JTO
XOpOIIIO corjacyercsi ¢ «ecrtectBeHHoW ucropuei» AJIIDK ¢ romoBoii cMepTHOCTHIO
okoJi0 2,0%, 3aperucTpupoBaHHON B ABYX KPYIHBIX OAHOLIEHTPOBBIX peecTpax [92].
OtMeuaeTrcs ee JOBOJIBHO BBICOKAsI BCTPEYAEMOCTh B MOMYJSIUU OT 1 10 3 ciiyyaeB Ha
5000 o6miero HaceneHus, HaUOOJIEE YHIEMUYHBIMU pailoHaMH 3a00JIEBaHUSI CUUTAIOTCS
Wrtanus u I'pennsa. Ha cesepe Uranuum Bcrpewaemocts AJIIK Bricoka, B CeBepHOI
Awmepuke - Hu3Ka [18]. D10 MOKeT OBITh CBA3aHO C TeorpapuUECKUMH 0COOCHHOCTAMHU
pacripocTpaHeHus  3a0oneBaHusi W €€  HEJOCTATOYHOW  KIMHUYECKOHM U

HAaTOJIOTOAHATOMHUYECKOU TUArHOCTUKOM.
1.2 IlaToreHe3 apuTMOreHHON KapAMOMUONIATHH/AUCILIIA3UM MPABOI0 JKeJIYI04YKA

3a TmociemHWE TOoJa TPOW3OIIET 3HAYUTEIBHBIM TMPOTPECC B IMMOHWMAHHUH
naTtorene3a 3toro 3abosneBanusa. CyxXJIeHUss O MaToreHe3e 3a00JieBaHUS CBOIATCS K
nBym teopusim: AJIIDK — »T0 BpokneHHas aHomanus pa3BuTusi muokapaa [1K,
HaszpIBaeMas AWCIUIa3ueii. BO3ZHUKHOBEHHE TaXWKapAWH MOXET OBITh OTCPOUYEHO Ha
MHOTO JIeT, noka [DK He yBenmuuuTCsi 3HaYuTEIHHO U pa3Mep apuTMOTE€HHOTO cyOcTpaTa
He OyJeT JAOCTATOYHBIM JIJI1 BO3HUKHOBEHHS CTOMKHX JKETYJOYKOBBIX TaXHAPUTMHUI
(OKT) [5]. Bropas Teopust cBsi3biBaeT BO3HUKHOBeHHME auciiazuu  [DK ¢
METa0OJMMYECKUMH  HapylieHusMu, Tnopaxatomumu IDK  u  BeI3BIBarOmmmu
nporpeccupylomiee 3amenieHue MuonuToB (amomnto3) [27]. OctpoBku (GuOpo3HO-
KUpoBoW TKaHu, oOHapyxkuBaembie Tmipu AJIIDK, dopmupyror apuTtmoreHHbIN
cyOcTpar, Hecyluid B ce0e 2IeKTpo(DU3NOIOTUUECKUE YCIOBUS Pa3BUTHUSI MEXaHHU3Ma
re-entry, Jexamero B  ocHoBe 3iokadecTBeHHbIX KT  [98].  Ilpusnaku
MPaBOXKEITyIOYKOBOM HEIOCTATOYHOCTH MaHU(DECTUPYIOT, Kak MpaBuiio, yepe3 4-—8
JeT,a MPUCOCTUHEHNE W30JMPOBAHHON JIEBOXKENYTOYKOBOM HEJOCTATOYHOCTH MOKET

CO3/1aBaTh MPEATOCHIIKH JIJIS TUArHOCTUYSCKUX OITHOOK.
1.2.1 Mopdosioruyeckue BAPUAHTHI

Mopdonoruueckue uzmenenus npu AJIIK oObluHO HaYMHAIOTCA C 3aMELEHUs

KHUPOBOM TKaHbIO cyOanukapananbHoit yactu [DK mnn uHTpamMypanbHbIX BKIIOYSHHH C
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pacmpocTpaHeHHEM  Ha  SHAOKapA C  HocieayloumuMm  (GuOpO3HO-KUPOBBIM
NepepokKACHUEM KapAMOMHOLUUTOB W HCTOHYeHHEM cTeHku. Hambonee uacto mnpu
AJIDK mopaxaetcs BeixonHoil TpakTt IDK, Bepxymka n uHQyHanOymnym - 3TU Tpu
obnactu  GOPMHUPYIOT  «TPEYrOJbHUK  JOuciiazuu». [Ipu  THCTOJOTMYECKOM
UCCJICIOBAHUM  OMPENENAIOTCS JBa MOP(DOJOTHYECKUX BapuaHTa apUTMOTECHHOMN
mucrutasum [1K [15].

[lepBbIii BapuaHT — 3TO JIMIIOMATO3HBIN, C MEPBUYHBIM OOIIMM pacIIMpPEHUEM
IDK wmm nmpurtounoro otnena DK, mpoucXOauT 4acTUYHOE WIHM MOJIHOE 3aMEIICHHE
ctenku DK >xupoBo¥i TkaHbIO (TTOpa)kaeTcsl BEpXyIIKa UM UHOYHIUOYIISIPHBIA OT/IEI)
npu  OTcyTcTBUM  (¢ubpo3a U  BocmaiuTenbHbIX uHuibTpaToB JDK  [18],
MEXOKEITYOUKOBasl Meperopojka OObIYHO HE Tmopaxaercs, ToimmHa creHku [DK
octaeTcsi HopmaiabHOU. [Tpu sTom Bapuante puck BCC cniopusliii [27].

Bropoit Bapuant - (uUOpPO-TUNOMATO3HBIA, TMPU KOTOPOM  BBISBISIOTCS
ucronueHuss crteHku IDK (aHeBpu3mbl) B o0nacTtu  3a7HE-OOKOBOW  CTBOPKH
TPEeXCTBOpUYATOro KiamaHa, nputodnoro Tpakra IDK wm\uwmm Bepxymku TDK [118]. A
TaKK€  COYETaHWE JKMUPOBOM  HMHPWIBTpAUMKU C  BBIPAXKEHHBIM  (UOPO30M,
BOCHAIUTENIbHBIMU UHGUIbTpaTaMu U uctondeHueM crenku [DK menee 3 MM (0ObI9HO
ero nuadparMaJbHOW CTEHKH HWIKE 3aJIHEM CTBOPKH TPUKYCHHUAAIBHOTO KJIAlaHa) ¢
nocieaywnuM QGopMmupoBaHueM aHeBpusM [89]. B monoBuHE cliydaeB ayTOICH,
aHEeBPU3MbI PACIIOJIOKEHBI B TpeyroyibHUke aucruiasuu. [lpu 3toit ¢popme B mporiecc
MoryT BoBiekatecss JDK wu, pewxe, mneperopoaka [134]. Ilo pesynbratam
MHOTOLIEHTPOBOTO HCCJIEIOBAaHMSA HAa OCHOBAaHWM JAHHBIX ayTOINCHH, OIpPEIESICHBI
clenyronme  KIWHUKo-matromopdonornyeckue  BapwadnTtel [38]: 1.  «Hembie»
muornatnueckue aHomanuu B IDK; 2. «maHudectupyromasy MaTrojaorus, KoTopas
XapaKTEePHU3yeTCsl TI00aTbHBIMU UM CETMEHTAPHBIMH CTPYKTYPHBIMU HApYIICHUSMU
IDK, IPOSBIISTFOLIUECS reMOJANHAMUYECKHU 3HAYUMBIMU KEJTyT0YKOBBIMHU
TaxUapUTMHUSIMU TIPU OTCYTCTBUM YOEIWTENbHBIX JaHHbIX 3a mnopaxenue JDK; 3.
«KOHe4Hast (a3a» OUBEHTPUKYJISPHOTO MOPAKEHHUS C HCXOAOM B IWIATAIIMOHHYIO

KapAnOMHUOIIATUIO, KOTOpas IMMPUBOAUT K HapaCTa}omeI‘/i CCp,Z[C‘IHOﬁ HCOOCTAaTOYHOCTH.
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1.2.2 'eHeTHYECKHE 0COOCHHOCTH 3200/ 1eBaHUS

Hs AJITDK, 3auactyro xapakTepHa MyTallus TeéHa [0 ayTOCOMHO-IOMUHAHTHOMY
THUIY HACJICIOBaHUs; B HACTOSAIIMN MOMEHT BBISIBIEHO 13 reHoB, cBa3annbie ¢ AJIIDK k
HUM OTHOCATCA KaK JIeCMOCOMaJibHbIEC, TaK M He-JecMOcoMalibHble [5]. JlecMocoMbl
00€eCIeYnBaIOT KJIETOYHYIO aJre3Ui0 U COCTOAT U3 TPEX OCHOBHBIX T'PYII OEJKOB: a)
TpaHcMeMOpaHHble Oenku (Kaarepunbl) necMokoumH-2 (DSC2) um gecmornewH-2
(DSG2), 6) necmorutakun (DSP), u c¢) nuHkepHble O€NKOBbIE OENKH IUIAKOIJIOOMHA
(JUP) wu mnakopumnuH-2 (PKP2), koTopble SBIAIOTCS MEIUATOPAMU MEXKIY
kaareppuHamu U aecmomakuHoMm [3]. Ilpumepno B 80,0% caydaeB myranuun
npoucxoniat B PKP2, DSP u DSG2, stu usmeHeHus cBsizaHbl ¢ 00jee arpeCCUBHBIM
dbeHoTunoM U MoryTt paccMmarpuBathes kKak (aktop pucka BCC u CH [107]. Mytanuu
MOTYT OBITH OOHAapy>K€Hbl U B HEJECMOCOMHBIX T'€HaX: WU3MEHEHHS B PEILENTOpe
pUaHO/IMHA, KOTOPbIH BBICBOOOXKIAET KAJIBLIUNA U3 CApKOIUIA3MAaTUYECKOTO PETUKYITyMa
BO BpeMs COKpalleHWs MBI [3] U B KJIIOUEBOM KalbIUUA-pEryJupyromeM Oemke
docdomambane (PLN) Takxke MOryT npuBOAUTH K u3MeHeHusiM peHotumna npu AJIIDK,
XOTS 3TO XapakTEepHO Mg OoJjiee BO3PACTHBIX MALMEHTOB, YTO BIUSET Ha UX
noyrocpounblii  mporHo3 [144]. Tpanchopmamus daktopa pocta 3 (TGFB3),
MPUBOJUT K €T0 TOBBIIIEHHOM dKCIIPECCUH, MHAYITUPYIOIIEH MUOKApIuaibHbIi Grdpo3s,
MOCPEJICTBOM CTUMYJISIIUM ME3€HXMMAJIbHOW Mposiudepanuy, OH TaKKe MOIYJIUPYET
JECMOCOMHYIO 3KCIPECCHIO, IO3TOMY MYTAallMd MOTYT H3MEHATH JECMOCOMHOE
pacrpe/iesieHde U BIMATh Ha CTaOUIIbHOCTD KJIeTOK [144]. Emé oguum O0eKoM siBIseTCs
- MyTanusa B TpaHcmemOpanHOM Oenke 43 (TMEMA43), yTo mpuBOIUT K TSKEION U
netanpHOU dopme AJIIDK. Myrammms TMEM43 p.S358L (Newfoundland) moxker
BIUATHh HA JIOKAIM3AIMI0 OENIKOB, Y4YacTBYIOUIMX B KJIETOYHOM MPOBOJUMOCTH, H
CHUXATh CKOPOCTh MPOBOJIMMOCTH B CEPJICUHON TKAHHU.

Onucanbl 2 TreHa, acCOLMHPOBAHHBIX C AYTOCOMHO-PELECCHUBHBIM THUIIOM
HacienoBaHus. MyTtalusi reHa, KOJUPYIOMIEro LIMTOCKENIETHbIN OelOoK IIaKorJIoOuH,
NPUBOJUT K BO3HUKHOBEHHIO Oone3Hn Naxos — cuHapomanbHbid BapuaHT AJIIDK c

JaAOHHO-IIOJOMBCHHBIM KE€PATO30M M KYUCPABBIMH BOJIOCAMMU. OTta marojorus ObuIa
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BIIEPBBIC OMNKCAHA CPEAU NALUEHTOB, POXKIAEHHBIX OT KPOBHBIX POJACTBEHHHKOB
HACEJICHUsI TPEYECKOro ocTpoBa Naxos, M BO3HHMKAET BCJIEACTBUE TOMO3UTOTHBIX
MyTarnuii  O6enka rmiakorio6uwHa [11]. BTopoit ayToCOMHO-pEleCCUBHBIA CHHIPOM,
NpOTEKAIOUMi C HapyUIEHUSMH U B TPAaBOM M JIEBOM XKEIyJoukaxX, OblUI Ha3BaH
cuaapomom Carvajal, ero NpuYMHON SIBJISIETCS TOMO3UIOTHAasi MyTalusi reHa Oenka
necmorniakuHa [107].

OO6cnenoBanre poACTBEHHUKOB OCOOEHHO IMEPBOM JIMHWUW OMNPABJAHO, TaK Kak
ITOJIOKUATENbHBIA reHeTndeckui Tect AJ[IIJK u3MeHseT BepOATHOCTh INOCTAHOBKH
nuarHo3za mnpobanay c¢ 1:1000 wmm 1:5000 mo 1:2. IloaTBepkAeHHBINM AUArHo3 y
OJIMDKAUIIIETO POJICTBEHHUKA SIBIISIETCS OOJIBIIMM KPUTEPUEM JUIsl AHUArHOCTUPOBAHMUSL.
['eHeTnyeckuii aHaIu3 MOKET OBITh MOJIE3HBIM JJIsl OOHAPYKEHUS JIEBOXKEITYAOUKOBBIX
dbopm 3a0o0sieBaHMs, JUIsI KOTOPBIX XapaKTepHbI n3MeHeHus 3yOua T B HUKHEOOKOBOM
crenke JIK, »xenynoukoBas skronus uin taxukapaus ¢ mopdosnorueit [IBITHIIT u anu
- W CpeaHEMHUOKapAHaIbHOE MOo3/1Hee KOoHTpactupoBanue npu MPT [67]. Cnemyet
OTMETHUTh, YTO OTCYTCTBHE HICHTUDUIIMPYEMON MyTallud HE HCKIIOYACT HATUYHS

3abosieBanus [28].
1.3 Kputepuu nocTaHOBKH JHATHO3a

Hubdepennmansuas  aumarnoctuka  AJ[IIDK  mpoBomuTcs ¢ TakuMmu
3a00JIeBaHUSIMHU, KaK: MAMOTNATHYECKas Taxukapaus BeixogHoro Tpakta [1DK (BTIDK),
CapKOMZI03,  BPOXKIEHHBbIE  TOPOKH  CepAla,  MHOKApAuT,  JujaTallMOHHAs
kapauomuomnarus (JIKMII), cnoptuBHOe cepane, cuaapom bpyrana u undapkr ITK [5].

Huarno3 AJIIDK 6a3upyercst Ha COBOKYIHOCTHU CTPYKTYPHBIX, THCTOJIOTHYECKUX,
aNeKTpoKapauorpaguyeckux U renerndeckux usmeHennt. C 2010 roma UCHOIB3YIOT
kputepun quardoctuku AJ[ITK [90], npennoxxennsie BMmecTo kputepueB McKenna W.
et al.,, 1994 r. [96]. HoBble kpuTepuu ObLIM MOJydYEHBI OJIarofaps MaTeMaTHYCCKOMY
aHaIM3y B CPABHEHHH CO 3JIOPOBBIMHU CyOBEKTaMH, U B 3aBUCUMOCTH OT MOJyYEHHBIX

BeJMurH OblTK pazaeneHbl Ha Oonbiive (bK) u mansie (MK) kputepun u mosiBiieHue



20

HOBBIX KaTeropuil auarrosa: "'morpanuyHbiil’ u "Bo3MoxHbIi" (Tabn. 1. [Ipunoxenue
A).

Jnsa anHanu3a riI00albHOM WM PETHOHATIBHOW IUCPYHKIMH U CTPYKTYPHBIX
n3MeHeHuit [DK cymiecTBytoT KpuTepun OLIEHKH ero 00beMa u GyHKIUU, YUUTHIBAIOTCS
nanable DXO-KI'. Takxke KOIMYECTBEHHBIE KPUTEPUU CYLIECTBYIOT M IIPU aHAIU3E
naHHeIX MPT, koTopoe nosie3Ho y nauueHToB ¢ JKA B Tex citydasx, korga 9XO-KI" He
o0OecrieynBaeT TOYHYIO OIICHKY COCTOSIHUA (YHKIMU OSKEIYJOYKOB W/WUIU UX
cTtpykrypHbix u3meHeHuil (Kmacc Ila, ypoBenp nokaszatenbHoctu B) [120]. ®akr
OOHapy>KeHHsI MAaTOJOTUYECKON >KUpoBOM TKaHu npu MPT yxe He yuuThIBaeTcs U
BBEJICHBI KOJIMYECTBEHHBIE KPUTEPUU B COYETAaHUU ¢ 0cOOeHHOCTSIMU cokpareHus: [DK
JUIL CHIDKCHMSI TUIepAuarHocTuku 3adoneBanusi [14]. UyBCTBUTENBHOCTH TOJIBKO
pazmepa IDK wmmum Tombko ero ¢yukmuu mo npandaeiM  Marcus F., 2010 r. [90]
Bapsupyerca oT 41,0% no 50,0% mna BK, m ot 31,0% no 41,0% ana MK,
cneruduanocts - 96,0 -100,0% (Tabxa. 2. [Ipunoxenune A). TpanctopakaibHas IXO-
KI', marautHO-pe3oHanckass tomorpaduss (MPT) - kaxnpiii MeTom €O CBOMMHU
crelu(PUYECKUMU  BO3MOXKHOCTSIMU U OTPAHUYCHUSIMH, TaKMUMH KaK HU3Kas
qyBCcTBUTENBHOCTH (DXO-KI') u nocrynmnocts (MPT), HO uX COBOKYNmHOCTh OOsier4aeT
HEWHBA3WBHYIO BU3yaJIU3AIUIO U OIICHKY CTETICHH MPOosiBIIeHUs 6oyie3Hu [9, 52].

IlepBonavanbubie kputepun 1994 roma paccmarpusaror IIIDK xkak MK; cramo
obmenpuHiITeIM cuntath, 4To CY-OKI' momoxuTenpbHa, €ciu 2 U3 CISAyIOUUX 3
napameTpoB u3MeHeHbl. Vcnonb3oBanue mobOoro u3 3 mapamerpoB CY-OKI' umeer
qyBCTBUTEIBHOCTD 74,0% u cneruduanocts 92,0% [90].

Huarno3 AJIIDK ocHOBbIBaeTCS Ha THCTOJIOTHYECKOM  IMOJATBEPKIACHUHN
TpaHCMYypajabHOTO (PuOpo3HO-kUpoBoro 3amenieHus IDK wmuokapga mnpu  B3aTUM
Ooworicuyd, HEKPOTICHMH WU TMPU XUPYPTUYECKOM BMEMIATEIBCTBE JJISI MMOCTAHOBKH
JIMarHo3a WK 4TOObl UCKITFOUUTh KOHKYPHUPYIONUH quardo3. Ho nuarno3, oCHOBaHHBIN
Ha pesyabratrax OMb IDK, sBisercda HemoJHbIM, T.K. CETMEHTApHAs MPUPOJIA ATOTO
3a00JIeBaHUsl TPHUBOJUT K JIOXKHO-OTPHUIATENBHBIM pe3ynbrataM. OnHako, aHaiu3
ouvorntata sBISETCS  0O0s3aTeNbHBIM JUIsl  TOJICYETAa KOJMYECTBA  OCTATOYHBIX

kapauomuountoB (KMII), uro siBnsiercs kpurepueM noctaHoBku auarHosa AJIIDK.
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Tem HE MeEHee, TECT HMMEET HU3KYI0 JIHMAarHOCTUYECKYI0 YYBCTBUTEIBHOCTH H3-3a
HEepaBHOMEPHOCTH pacmupeaeneHus ¢uoposa B [1K [12]. HecmoTpst Ha moTeHITUATBHYIO
IIEHHOCTh, OHWOTICHS BBIMIOJHAETCS pPEaKo. TeM He MeHee, MPU THUCTOJIOTHIECKOM
uccienoBaHUM W3 CcBOOONHON cTeHku [DK, 4yBCTBUTENBHOCTH A3TOTO METOJA B
nuarnoctuke AJIITDK cocraBmser 67,0%, a cnemuduunocts — 92,0% [9]. Cuemyer
OTMETHTh, YTO OTCYTCTBHE HICHTUDHUIMPYEMON MyTallud HE HWCKIIOYACT HaJTMIHS
3abosneBanus [28].

Hcnonb3oBaHue 3IEKTPOAHATOMUYECKOTO KAPTUPOBAHUS C LEIBIO ONPEACICHUS
MaTOJOTUYECKUX YYAaCTKOB [l MPOBEACHUS OMONCUU MOXKET YJIYUYIIUTh HTOTOBBIC
rokaszarenu. Tak TpeXMEpHOE JJIEKTPOAHATOMHUUYECKOE KapTUPOBAHUE, IIOMOTAET
UJIECHTUPUIUPOBATh 00JACTH HU3KOBOJBTHOW aMIUTUTYbI, KOTOPbIE KOPPEIUPYIOT, C
OJIHOM CTOpPOHBI, C (UOPO3HO-)KUPOBOM 3aMEHOM MHOKapja, a ¢ Jpyrow,
npenpacnosnaratot K Oyaymmm KT [109].

Takum oOpazom kputepusimu auarHoctukun AJ[IDK sBisroTCS: CTpyKTypHBIE
u3meHeHus 1o JaHHbiM DXO-KI' u MPT, n3MeHeHus: XxapakTepUCTUK TKaHEW cepila,
HapylIeHUE MPOIECCOB PENOJSpU3allMd U MPOLECCOB ACTOJISIPU3ALUK/ TTPOBEACHUS,
HaJu4yue >KelayJao4ykoBbix HapymeHuit putMma (OKHP), a Takxke maHHble CeMEHHOTO
aHaau3a.

JoctoBepHass auarHoctuka AJIIDK nMmeeT NpUHUMIHAIBHO Ba)KHOE 3HAYEHHE
BCJICJICTBUE BBICOKOM MPEAPACIOIOKEHHOCTH MAlMEHTOB C JTOW IATOJIOTHEH K

BO3HUKHOBEHHIO 3JI0KayeCcTBeHHBIX JKT.
1.4. Ctanuu 3a00.1eBaHud
Pa3nuyaroT HECKOJIBKO CTaIui 3a00JIEBAHU

o ckpeiTast (pannsisi) (aza, xorma kputepun AJIIDK eme HEBO3MOXKHO
BBISIBUTh, HET CHMIITOMOB 3a00jieBaHUS. B 3TOT mepuoj MpOUCXOIUT MeIJICHHOE
POrpecCUPOBAaHUE M3MEHEHU B MHOKapje. [lepBbIMU KIMHUYECKUMH MPU3HAKAMU
AJIDK osBator JKHP, kxoTopble MOryT HOpPHUBECTH K HEPBOMY KIMHUYECKOMY

nposiBieanio — BCC (ocobenno y momoapix rozeit mpu narencuBaoir ®H) [104]. Bo
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BpeMsl CKpBITOU cragnu auarHoctuposaTh AJ[IIDK cimoxHO, B CBSAI3M C OTCYTCTBHEM
M3MEHEHHI CO CTOPOHBI MHOKapAa IO pPe3yibTaTaM BHU3YAIM3HPYIOIIMX METOJ0B
uccienoBannii [58]. CormacHo uccnenoBanuio, nposenennomy B HMUIL um. B.A.
AnmmaszoBa B 2011 r., Hamboiee mOJIE3HBIMH B MOcTaHOBKe auarHosza AJIIDK
okazamack  OKI'-mMeromuka u  3HAOMUOKapAuanbHass  Ouomcusi, Haubolee
POTUBOPEUYMBBIMU OKazanmuch pesynbrartel MPT [160]. XoTs Ha ocHOBe aHaim3a
TONbKO Juib no AaHHbIM ODKI' cnoxkHo ycraHoButh auarHo3 AJIIDK, stor meron
JUArHOCTUKU MOXET MOMOYb 3aroA03pUTh YKa3aHHYIO MATOJIOTHIO, B TOM YHCIIE BO
BpeMst CKpBITOM cTamuu [21].

o "snextpuueckas” ¢aza, xorma npu AJIDK mnossasiores KA ¢ OKT
Mopdosorueid no tunmy BJIHIIIT wnu BIIHIIT, wu3MeHeHus naenosigpu3anvv U
pENoJIApU3aALMY MHOKAP/JA KEIyJIO0YKOB, BBISBISEMbIE B IMPABBIX MPEKOPAHAIBHBIX
OTBEJICHUSIX, a TaKXe HapylleHus TI1o0ampbHOW/IoKanbHON cokpatumoctu [DK u
M3MEHEHUS CTPYKTYpbl €ro MHoOkKapaa, Ho emé Her npuzHakoB CH. Ommzoasr KT
MOTYT OBITh KaK OECCUMIITOMHBIMU UM MaJOCUMIITOMHBIMH, TaK U COIPOBOXKJIATHCS
HapylIEHUsMH TE€MOJMHAMUKH, B IIEPBYIO OYEpEdb, YXYALIEHUEM MO3TOBOIO
KpOBOOOpAILIEHHUS] C Pa3BUTHEM NPECUHKONAIbHBIX W CHHKOMAJIbHBIX COCTOSIHUU,
dbynkuust JOK coxpanena [18].

o 3aKiouYnTeNnbHas — OuBeHTpukyisipHas CH. B knuHMYeckol KapTHUHE Yy
TaKUX OOJIbHBIX JIOMUHUPYIOT NPHU3HAKH HEIOCTATOYHOCTH KPOBOOOpAIEHUs, B
CJIEICTBUHU TOTAJILHOTO (PMOPO3HO-KUPOBOTO 3aMEIIEHUsI TKAHU MHOKapAa Hapszry ¢
KA. Hepeaxo, nomumo HapymeHud putma u3 I[DK peructpupyercss HECKOIBKO
mopdomoruii KT, Tak kak mpu JaHHOM 3a00JIEBaHUM MOTYT (POPMHUPOBATHCS
MHOXeCTBeHHble apuTMoreHHole ouaru [143]. Xora AJIDK npeumyiecTBeHHO
apigercst 3aboneBanueMm I[DK, B Hacrosimiee BpeMsl YCTAHOBJIEHO, YTO MOXET
npousontu BosiedyeHue JUK, auarnoctupys ¢ nomompro MPT.

Jleopomunupytomass AJIIDK Takxke ompenensercs paHHUM 3a00JIeBaHUEM
JDK, yacto mopaxkaronum 3aaHe00koBYI0 cteHky JIK, mpu oTCyTCTBHMU 3HAUMMOM

CUCTOJINYECKOM I[I/IC(b}IHKHI/II/I N Yame BCTPCHACTCA Yy IMMAOMCHTOB C MYTAalHUsIMHU
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necmorutakuHa [24]. Ilpu stom AJIIDK moxer cumynupoBarh 3actoiinyro CH
Bcieacteue JAKMII wim apyrux npuuunH. Bo3HukaroT Takue ocioxkHeHus kak OII u

TPOMOOIMOOIIHH.
1.5 OcJ10:kHeHHs U IPOTHO3

[Taromopdonoruyeckne HUCCIAEAOBAHUS MOJOJBIX JIMIl, YMEpPUIUX BHE3AIHO,
[IOKA3aJy, 4YTO Ha JOJI0 HeauarHoctupoBaHHbIX ciydaeB AJIIDK npuxomures
3HayuTeNbHasa yacth ciiydaeB BCC ot 12,5%-25,0% B Urtanuu, okono 17,0% (Bo3pact
narueHToB 25-40 ner) B CIIA, u 36,0% Bo ®panmuu [97]. G. Thiene ¢ coaBTopamu
1998 r. [134] mmarnoctupoBanm y 20,0% mnamuenToB u3 60, BHE3aMHO yMEpIIUX B
BO3pacTe 10 35 JIET TUCTOJIOTUYECKHN NOATBEPKAeHHbIE npu3Haku A JIITK.

AJIDK, sBnsercs npuunHon BCC y 26,0% npereri m nmoapoctkoB 10 20 ner,
MOTHOIINX OT cepjeuHo-cocyaucTor maronoruu [35, 38]. E. Larsson ¢ coaBTopammu
2008 r. [80] m3yumnm ayromcuiiHbIA Marepuad 16 BHE3AIHO YMEPIIMX MOJIOIBIX
mBenckux cnopremeHoB: AJIIDK Obuta guarHOCTUpPOBaHA y KaKJIOrO YETBEPTOrO.
Bepostaocte BCC B Teuenune roma - 0,8-0,9%, uro otHocut AJIDK x Hambomee
370KavYecTBeHHbIM 3a0oinieBanusaM [120]. B Poccum kpymHBIE SMUACMHOIOTHYCCKHEC
WCCIICIOBAHUsI, HAMNpaBJIEHHbIE Ha HW3y4yeHUe 4acToThl BcTpeuaemoctu AJ[IIDK He
npoBoawinchk. bonbabie ¢ AJIIDK M uX pOACTBEHHHKHM 4YacTO MMEIOT B aHAMHE3€
yKa3aHUsI Ha CUHKOIAJIbHBIC COCTOSIHUSI HEYTOYHEHHOW 3THojoruu. OOMOpOKH, Kak
MIPOSIBJIICHHUE TSDKEIIBIX apUTMUYECKUX COOBITUHM, MOTYT BO3HUKATh 33JI0JITO 10 Pa3BUTHS
XapaKTePHBIX KIMHUKO-UHCTpYMeHTanbHbIX mpu3HakoB AJ[IDK. B mocienyromem B
ATUX cllydasx HabmonaroTcs nporpeccupyromue uaMenenust KT u mapametpoB DXO-
KT, cBoiicTBeHHbIE TaHHOMY 3a00JIeBaHUIO. Bce manueHTsl ¢ yKe TUarHoCTUPOBAaHHON
AJIIDK wnu ¢ mogo3peHueM Ha TaKOBYHO JOJDKHBI PACIEHMBATHCSA, KaK JIMIA C
noBbIeHHBIM puckoM BCC.

bouto obHapykeHo, 4YTO y manueHToB c couderaHueMm ycroduusoir KT,
npuszHakamu npaBoctopoHHeit CH w/wnmm nuchynkiuent JOK nHanbonee BHICOKHI PUCK
BCC u npoaeMOHCTpUPOBaH HaUXy AWK JOJITOCPOYHbIN MPOTrHO3 [69]. Y manueHToB ¢

AJIIDK panee 6bu10 moKazaHo, yTo nucyHkuus [1DK B codyeraHuu ¢ permoHabHOM



24

muchyukiuet JDK, mnoreHmmanbHO CcrmocoOCTBYeT YXYAIICHUIO  KIMHUYECKOTO

cocrostaus [70].
1.6 Teuenue ¥ KJIMHUKA 3200/ 1eBAHUS

ITepeie cumnTombl AJIIIDK B panHem neTcTBe WM B Bo3pacte crapiie 60 et
OTJIMYAIOTCSA OT oOmenpuHATON kiaumHu4deckor kaptubl [45]. KT ¢ mopdonorueit
BJIHIIT" siBnsiroTCs peobiaiaroluM NposiBIEHUEM MTEPBUYHBIX apuTMuu, eciii BCC He
ABJISIETCA TIEPBBIM M OKOHUYATeNbHBIM mposiBieHueM AJIIDK; Taxxe BcTpedaroTcs
nanreHTsl ¢ yacTeiMK JKOK, nmosropsrommmucs KT mwinm veycroiunsbimu JKT. Hacro k
xwmaukne JKHP w CH npucoenuHsoTcs [OpyrHe CHMIOTOMBI, TaKHE Kak:
MapoOKCU3MAJIbHAS TaXUKap.Ks, TOJ0BOKpYykeHus1, cuHkombl 1 BCC [39]. Knunnueckue
npuzHaku CH o0buHO orpannuuBarotcs auchynkuuenr IDK w/mmm JDK, xak B
OCHOBHOM Ha MO3JIHUX CTaJMsIX 3a00JieBaHUs, TaK U y MAIMEHTOB C JuTenbHoi KA.
Heobxoaumocts B Tpancrutantanuu cepaua (TC) no npuuune CH, B kauecTBe epBOro
NpOsIBJICHHs] OOJIE3HU B JETCTBE WJIM TOCIE IIECTOr0 AECATHIIETHSI KU3HH OCTAeTCs
KpaitHe peakoit [109].

Z. Li n coaBropel 2014 r. [141] mpoaeMOHCTPUPOBAIM, YTO OOJBIIUHCTBO
APUTMHYECKUX COOBITHI TPOUCXOMAT B TEYEHHE 2X JIET ¢ MOMEHTa MOCTaHOBKH
nuarHoza AJIIDK, 5TO CBUIETENbCTBYET O BBICOKOW BEPOSITHOCTU Pa3BUTHS
3JI0KQYeCTBCHHBIX apUTMHUK Ha paHHeW crtaauu 3abosieBanus [114]. Kinunudeckue
HaOmonenns mnokasanu, 4dro KT y manmentoB ¢ AJIIIDK wacto mpoBomupyroTcs
(GU3MYECKUM WM MEHTaJIbHBIM CTPECCOM M MOTYT OBITh MOJABIICHBI JIEKAPCTBAMU C
anTuaapenepruueckum coiictBoM. Cunkonbsl u CH MoryT paccMarpuBaThCs Kak
KIIMHUYECKUE TPOSIBIICHUS] YCTOMYMBOM  JKelyJqoukoBoM  Taxukapauu (YXKT),
NPUBOASIINE K HAPYIICHUIO TeMOAUHAMUKN. CHHKOIIBI BCTPEYAIOTCS PEIKO Y MOKUIBIX
Jr0Ae, HO UX TOSBJICHUE CBUAETEILCTBYET O O0Jee BBICOKOM pucKe pa3BUTHS KA
[40].

H. Calkins u coaBtopsr 2015 r. [28] npoananu3upoBann gaHHbe 439 MalUeHTOB
c AITK: u3 vux 419 (95,0%) umenu cummnromel 3aboneBanus, a 20 (5,0%) Obun

OecCUMNTOMHBIMH. Y 48 MalKMeHTOB MPOMU30IIJIa OCTAHOBKA Cep/ilia, U3 HUX 25 ObLIn
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peannMupoBaHbl U 23 ymepnu. JlmarHoz ObUT yCTaHOBJIEH IpPU ayTONCHH (CpeaHHIA
Bo3pact 25 net). 220 nanuentoB umenu YKT, a 171 nanuent umen HeycroiunByto KT
(HYXKXT). 3a Bpems nabmoaenus, MK/] 6611 mmrutantupoBan 212 naruentam (87,0%) B
ceu ¢ ycroiunBoir KT wu 139 mnamumentam (81,0%) mocne mnpoBeneHus
peaHuManoHHbIX MeponpusTuii, cBsizaHHbIx ¢ BCC. Cpenu nanuentoB ¢ UKJl ymepno
10 wenoBek: 2 - BCC, 3 - CH, 2 - CH u XA u 3 - Hecepaeunble mpuunHbl. Bo Bpems
JUTUTENIbHOTO HaOMoAeHus y 54 manueHToB pa3Buwiach cumnromaruyeckas CH, a 'y 18
nanueHToB (4,0%) 6suta TC; 4 nanueHnTta, nepeHECHIUX TPaHCIIAaHTALUI0, YMEPIU BO
Bpems HaOmoaeHus. 3 439 nalueHToB, yJ4acTBYIOIIMX B HaOI01eHIN ymepiio 48 [28].
A. Bhonsale u coastopsr 2015 r. [24] npu ananuze 110 nanueHTOB M3 MEAUIIMHCKOTO
peructpa YTpexTa YCTaHOBWIM, 4YTO BO3HHMKHOBeHHME JKA HaOmonmamoch y 68
nainueHToB (65,0%), CH nabmonanace y 15 marmuentoB (14,0%), 6e3 cymiecTBEHHOM
nporpeccurn XCH ¢ Bospactom m Heobxomumoctu B TC. IlpeoGnaganue pa3BUTHA
mropma KT ormeuaercss B Bo3pacte mocie 40 mer. Y 12 manuentoB (11,0%)
HaOJIo1aNIach KIIMHUYECKasi CMEPTh 3a Bpems Habmoaenus [25].

[Ipencepanasi SKCTpacUCTONIMsI, TpeneTaHue W (GUOPWIUIAIUS TMpeacepaud He
ABIAIOTCS peAakocThio y mamueHtoB ¢ AJIIIDK, ocobeHHo y manueHToB C
HEJIOCTAaTOYHOCTHIO TPUKYCHUJAIBHOTO KJIalaHa cpeaHed W Tskesod ctenenu [141].
Opnnako, MPUYMHON YKa3aHHBIX HAPYIICHUN PUTMA, TAKXKE MOXKET CIIY>KUTh 3aMeIeHUe
KapJIMOMHOIIUTOB ~ TIpeicepauil  kupoBoil u  (ubOpo3Hoit TkaHpto. OO0 dTOM
CBUJICTEIILCTBYIOT PE3YJbTAThl UCCIEAOBAHUSI, COIIACHO KOTOPOMY OBLIU BBISBJICHBI
3HAYMMBIE CTPYKTYPHBIE U AIEKTPO(OU3NOIOTHUECKIE U3MEHEHUSI B MUOKap/ie TTPaBoro

npenacepaus [94].

1.7 BeneHue nauMeHTOB ¢ APUTMOT€HHOM KapAMoOMuoNaTueii/iucnia3ueid npaBoro

KeJTyI0UKA

Baxnoii pexkomenmanuend s nanueHTtoB ¢ AJIIDK sBisiercs orpanuueHue

buznyeckux ynpaxuenuit,rak kak BCC y nmaruentoB AJIIDK yacto Bo3nukaer npu ®H

[44, 114].
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1.7.1 MeaukaMeHTO3Has1 Tepanus

PapMaKoJIOTUYECKasl TEpanusl UIPAeT BaXXHYIO POJIb B JICYEHUH IALIUEHTOB C
AJIIDK. bera-anpeno6sokatopsl (BAB) pekomMeHOyrOTCs MOpaKTUYECKH MJIsI BCEX
nanmeHToB ¢ AJIIDK, OonbHBIM C yMEpeHHO BbIpaxkeHHbIMH H3MeHeHusiMu [DK u
OTCYTCTBUEM KakuxX - JUOO kano0 peKOMEHAyeTCs MPO(HIaKTUYECKOEe Ha3HAUCHHE
BAB. Bo-nepBbix, oHu cHmwxkaiT puck BCC B momynsiuuum B 1enoM. Bo-BTOpbIX,
oonpmacTBO JKHP y mammentoB ¢ AJIIDK, HocaT Harpy3o4HbI XapakTep H
yyBCcTBUTENBHBI K BADB [115]. MHrubuTopsl aHrHOTEH3UMHIIpEBpalaonero GepMenTa
(MAIID) Takxe pexkomeHayroTcs g OonbinHceTBa nanueHToB ¢ AIDK, ocobenno c
nosieieHueM cumnromoB CH. He cymectByeT omyOiIMKOBAaHHBIX HCCIIEOBAHUN Yy
nanreHToB ¢ AJIIDK, HO nMeeTcss MHOKECTBO JaHHBIX, TOATBEPKAAOIIUX poJib HAIID
B 0oJiee MIMPOKON MOMYJISAIUY MAIMEHTOB ¢ KapJuOMHUONaTHe. B ciiydyasx BbIABICHUS
gactod XD Beicokux rpaganuii, smu3010B JXT pexomenayerca, momumo BADB,
HazHaueHue AAT. M3 AAT cortamon ucnosib3yeTcs HaumboJjiee 4acTo, U €ClIU OH
Her((PEeKTUBEH, BHIOMPAIOT aMHOJIapOH. B penkux ciayyasx HCHONB3YIOT (PuieKauHuj,
nponapeHon wiu goderwiua [48]. Ilo xkputepusim BHyTpucepaeuHoro OOU
3 PeKkTHBHOCTH coTajiona coctaBmia 68,4%, dYTo CYIIECTBEHHO BBIINIE, YeM Y
npenaparoB IC knacca (mpomadenon, dpaexkannun) — 12,0%, a Taxke npemnapatoB [A u
IB xmaccoB (mm3omupamuia, XWHHIWH, MEKcWieTuH) — 5,6%. Amwuomapos,
nemoHcTpupyronuii addextet AAT Il kmacca, cumnaronutuka (a- u b-6iokaropa),
OsiokaTopa KanblUeBBIX KaHaoB (IV kiacc), mo-BUAMMOMY, TaKXKe JIOJDKEH 3aHUMATh
MECTO B TIEpPBOM psay cpeAcTB JiedeHus OonbHbIXx ¢ AJIDK [147]. dnexaunwun,
npornadeHOH uiau A0(MEeTUITU UCTIONB3YIOT B peakux ciaydasx [48]. [is 60apImmHCTBA
namueHToB ¢ AJIDK w/wmmu cumnromatuyeckodt KT w/mam wammumem UKI,
UCIIOJIB3yeTCsl KOMOMHUPOBaHHAs Tepamnus, npexae yeM paccmarpuBath PUA KT, Ho
HEKOTOpbIE MAaIllMEHTHl MMEIOT pe3UuCTeHTHOCTh K AAT, B TakoMm ciydyae uM

BeinoHseTcss PUA XKT [28].


https://ru.wikipedia.org/wiki/%D0%98%D0%BD%D0%B3%D0%B8%D0%B1%D0%B8%D1%82%D0%BE%D1%80
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1.7.2 Xupypruueckue MeToAbl JIe4eHH:
1.7.2.1 PagnouacroTHas adjaanus

Meton pagnoyacToTHOM karerepHoi abnamuu (PYA) moxkeT ObITh HCIOJIB30BaH
y OombHbIXx ¢ JKT, BOCHpOM3BOAMMON C TMOMOIIBIO DJIEKTPOCTUMYJISLUUA TPU
MPOBEICHUH BHYTPUCEPACUHOIO SHA0PU3HOIOTHYECKOro uccieaoBanus (DDON).
MeTon MOXET paccMaTpuBaThCs Kak albTepHATHBA (hapMaKOTepanuu MPH OTCYTCTBUU
abdexta ot mpumenenus AAT. Bmecte ¢ Tem oTmedaercs M BBICOKas 4YacToTa
orcpoueHHbIX peuuauBoB KT (mo 60,0%), uro TpedyeT mnpoBeAEHUS MOBTOPHBIX
nporienyp G. Fontaine u coasroper 1984 1. [55] cooOmaroT 00 3¢ ¢heKTHBHOCTH
npoueaypel PYA B 32,0%, 45,0% u 66,0% ciydaeB mociae mnepBOro, BTOPOTO M
TPEThET0 BMEIIATEIbCTBA COOTBETCTBEHHO Yy S50 OosbHBIX [89]. IIporpeccupoBanue
MaTOJOTUYECKOTO MPOIEcca MPUBOJUT K BOZHUKHOBEHUIO HOBBIX apPUTMOI€HHBIX 30H,
YTO M SBJIAETCS MNPUUYMHOW OOJBIIMX Ppa3IUYUi MEXKIYy HENOCPEICTBEHHBIMU U
OTHAJICHHBIMU pe3ysibratamu PUA.

ITepBsbie Boicokue pe3yibrarsl yerexa PYHA JXT y nauuento ¢ AJIIDK no 80,0%
YCTYNWJIM MECTO HEKOTOPOMY pa304apOBaHUIO, TaK Kak OHa IMOYTH CpaBHUMA C
BBICOKOM yacToToi pa3Butus peunauBoB KT Bmimots 10 5 ner nabmrogaenus [115]. Ha
ceronusamHU  geHb PYA  MokeT OBbITh adbTepHATHBOM ISl  TAMEHTOB C
nokanu3zoBaHHoi ¢opmort AJIIDK ¢ opHOW wunum AOMHHHpYIOWIEH MOP(OIOTHENH,
reMoJiuHaMuuecku xopoio nepenocumont KT, pesuctentHoit k AAT, ognako, PHA -
NOBOJIBHO NayuMaTuBHbIA MeTOA. XOoTst AAT n PYA moryt ymensmuth peunaussl KT,
HET HUKAKHUX JI0Ka3aTeJbCTB TOTO, YTO OHU Takke d(PHEKTUBHBI JJIs1 TIPEAOTBPAICHUS
BCC [109].

BaxHo mnpuszHaTh, 4TO B OTJAMYME OT manueHTOB c uauonatuueckon XT, y
koTopbix PUYA sBisieTcs nedeOHoit, poinb PUA y mammentoB ¢ AJITDK 3axmrouaercst B
YIYUILIEHUHA KauyeCTBa KU3HU 34 CYET CHIXKEHUS 4acTOThl 31u3010B JKT. Tak B ogHOM
HCcCleIOBaHUM cool0mmanoch o koropre u3 24 mnamueHtoB ¢ AJIIDK, xoropsie
nonsepraucy abmsiuuu  JKT. Onm 48 mnpomenyp abmsiuuu B 29  pa3smuyHbIX

anekTpodusnonornueckux nenrpax. O6mas BebkuBaemocth 6e3 KT cocrasuia 75,0%
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yepe3 1,5 wmecsua, 50,0% wuyepes 5 wmecsue u  25,0% wuyepe3 14 wmecsues.
HenocpencTtBeHHslil ycnex npoueaypbl He UMeNl HUKAKOTO OTHOLIEHHUS K PEUUIUBAM, a
TakKe K MOBTOPEHHUIO MpoueAypsl. Bo BTOpoMm wnccinemoBanuu coobmanock o 87
MalMeHTaxX, KOTOPHIM OBLJIO BBHIMOJHEHO B 00IIEH cliokHOCTU 175 mpoueayp adisiuu
KT [115]. 3a nocnenyromue 88166 mecsiue orcyrcTBue KT coctaBuiio 47,0%, 21,0%
u 15,0% uepe3 1,5 u 10 mer, coorBeTcTBeHHO. COBCEM HEAABHO OBUIM OIyOJIMKOBAHBI
nanable 00 snukapauanbHou abmsmmu KT y manmentoB ¢ AJIIDK [116]. beuio
BKiIo4eHO 30 mauuentoB ¢ AJIITK, KoTopbIM OBLIO BBIIOJHEHO SHAO/3MUKAPIUATIBLHOE
kaptupoBanue U PYA XXT. UK]l Ob11 umrutantupoBan 1o nooay peuuauba XKT; y 8
(27,0%) nanuentoB HaOmoganuck peruauBbl KT mocne PUA, a BepkuBaemocTh 0e3
KT cocraBuia 83,0%, 76,0% u 70,0% uyepe3 6, 12 u 24 mMecsiia COOTBETCTBEHHO.
bonpmmacTBO pennanBoB KT Obutn B mepBbli o nocie nposeaeHus PUA Bo Bpems
¢u3nueckoil akTHUBHOCTH, W TpeboBanu paspsaga WK/ nmns npekpamenus. s

OonbiMHCTBA NaneHToB PYA npencraisuio co0oil Tepanuio BTOPOH JIMHUH.
1.7.2.2 UMmu1aHTHpPYeMble KapAuoBepTepbI-1e(udpuiaIsiTopbl

Y nauueHTOB C NEPEHECEHHOW KIMHUYECKOU CMEPTBHIO MM NeMOJMHAMHUYECKU
sHaunmor KT, mmmnantamus MK][ omHo3HauHO oOs3aTenbHA ISl TIPEAOTBPAICHUS
yrpoxaromux xu3Hu peuuausoB KT u BCC [138]. Pesynpraramu MexayHapOIHBIX
paHIOMM3UPOBAHHBIX HCCieaoBaHMiM aoka3ano, uro UKJl sBustorcs »¢ddexkTuBHBIM
MeronoM BropuuHod npoduiaktuku BCC. B HacTosiiiee BpeMs MPOBOAUTCS TOIBKO
OIHO KpYIIHOE MHOTOLIEHTpPOBOE HccienoBanue no npumeHenntro MK ¢ wmenbro
u3ydeHus: nepBU4YHOW W BTopuuyHOM mnpodunaktukn BCC y OGompubix ¢ AJIDK
(DARVIN STUDY). C. Galloa ¢ coaBropamu 2016 r. [59] nuarnoctupoBaii HU3KHIA
npouieHT BCC (4,4%). Tlo ero nannsiM 24 mnanuenTaM umiuiantupoann MKI,
HaOmoaenne coctaBuiao 10 ner. CmeptHocTh Oblna BbicOKOM (20,0%), Ha ¢oue
BTOPUYHBIX U3MEHEHHUI MO0 OTHOIIEHUIO K mporpeccupoBanuio CH, y ogHOro namnueHTa
ciryannack BCC, wecmotpss Ha UKL [59]. A. Bhonsale ¢ coaBropamu 2015 r. [24]
coobOmmau o0 ummiantaiuu WK 69 namumentam ¢ AJIIDK (66,0%), c 1mensio
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nepBuyHoi npodunaktuku BCC - 17 manuentam (25,0%). B Bo3pacTHOM momymnsiuu
umrutanTaius MK/ O6buta 3HaYNTeIbHO MEHEE 9acTOH 110 CPaBHEHUIO ¢ 00JIEe MOJIOIBIM

HacenenueM (43,0% npotus 58,0%) [24].
1.7.2.3 TpancnjanTanus cepaua

[To maumueiM B. Philips ¢ coaBropamu 2015 r. [116] 18 mamuentoB ¢ AJIDK,
nepenecian TC. HavyanbHblil Bo3pact cumntomMoB ObuT 24+13 neT, a cpeauuil Bo3pact

TC cocramnsin 31+6 net. Yepes 1 rox nocine TC BepkuBaeMocTh coctaBuiia 94,0%.

1.8 DaekTpokapauorpapuueckas IMarHoCTUKA JIeKTPUYECKO HeCTa0MIIbHOCTH

MHUOKapAa Ipu apl/ITMOFeHHOﬁ Kap)II/IOMI/IOHaTI/II/I/I[I/ICHJIa3I/II/I mpaBoro KeJayaodKa

Baxnyto ponp B nuarnoctuke AJIIDK wurpaer snexrpokapauorpaduueckoe
UCCIICJIOBAaHKE, C TTOMOIIBI0 KOTOPOro MoXHO oneHuTh Oosbmue (BK) n mansie (MK)
KpUTepuH 3a00JeBaHus. AKTyaJIbHBIM SIBJISIETCS paHHEE BBISIBIICHUE 3a00JIEBaHUS U3-3a
Boicokol  BepostHocth BCC. JloctoBepHass guarHoctuka AJIIDK  wumeer
MPUHIUIIAAIGHO BaXHOE 3HAYEHUE BCIEICTBHME BBICOKOM MPEIPaclOIOKEHHOCTH
MaIMEHTOB C DTOM IMaTOJIOTHEH K BOZHUKHOBEHUIO 3710KadecTBeHHBIX JKT. B mocnennue
rojibl 0OJIbIIIOE BHUMAaHUE YACISETCS TMOKa3aTeNsiM JJIEKTPUYECKONM HeCTaOUJIbHOCTH
muokapaa (OHM), kotopeie MoxkHO BbIsiBUTH nipu OKI' - gumarHoctuke. K Hum
OTHOCSITCSI, KaKk HM3MEHEHus penossipu3auuu (paHo Bo3Hukaromme npu AJIDK u
JIMAarHOCTUYECKH BBICOKOUYBCTBUTENBHBIE), TAK U U3MEHEHHUS enoispuzanuu [122].

HaunbGonee BaxubiM mokazatenem OHM sBrnsrorcs aputmuu. Knumaudgeckoe
Havasio AJIIDK B 50,0% cnydasx cBsizano umeHHo ¢ JKHP, yto 3actaBnser manueHta
oOpatuthcs K Bpauy. s mompo3penus: Ha AJIIIDK HeoOX0oUMBI YeTKHUE BEKTOPAJIbHBIC
xapaktepuctuku mnapokcu3moB KT, yka3plBaloluMe Ha HX MOPABOXKEITYJOUYKOBYIO
nokanuzamuio (BK) u coBceM He3HayuTEIbHOE KOJIMYECTBO  IKEIIYJOUYKOBBIX
skcTpacuctoinueckux komiuiekcoB (PKOK) B cytku no 500 (MK No2), Takxke onucaHsbl
BO3MOXKHbBIE MpexoAsame AuHaMmuueckue n3menenusx JKI [122].

V¥ nanuentoB ¢ AJIIDK HapyuieHus: putMa 4acTo HOCST Harpy304HbIM Xapakrep.

Briepsoie mpo6a ¢ ®H y mammentoB ¢ AJIIDK onenuBanace G. Fontaine u coaBropamu
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1984 r. [55], B ucciienoBanue OBUIO BKIFOYCHO 32 MAlMEHTa U OTMEUYEHO, YTO MPOOBI ¢
®H Bo3biBatoT nossienue KT y 65,0% nauuentoB. K. Kusano u coastopsr 2000 r.
[79] mabmonamu 17 manumentoB ¢ AJIIDK, nmeronmx B aHamue3e ycroituuByro XKT.
[Ipu mpobe ¢ ®H, Bo3nuknoBenue KT 3aperucrpupoBanHo y 82,0% mnaiueHToB,
HecmoTpst HAa AAT. B apyrom uccnenoanuu y 12 maruentoB ¢ AJIIDK, BBITOTHSIBIINX
bu3ndecKue ynpaxxHeHUs OBLJIO YCTAaHOBJICHO, 4YTO HapymieHus putMma B Bume XT,
MPOUCXOIUIIN TOJILKO B JIHeBHOe BpeMs U Bo BpeMsa ®PH, y 6 manumentoB (50,0%) c
AJITDK n, HanpoTHB B HOYHOE BPEeMsI HUKAKUX KIIMHUYECKUX CUMIITOMOB He ObLIO [2].

JIoka3aTenbCTBOM HAarpy3o4Horo xapakrepa apurmuu mnpu AJIDK, Taxke
SBJIIETCSI OTBET HAa WH(QY3UIO HU30MPOTEPEHOJA B BBICOKUX J03ax (45 MKI/MHH) B
TeyeHrne 3 MuH. TecT cuuTaeTcsl Kak «IOJIOKUTEIBHEINY, ecinu Habmomatocs Ha DKI
nosisienue nomumopdueix XKIK (> 3 mopdonorun) u no xpaitHeit mepe 1 Kkyrera,
WIM eclid Haldojanach YyCTOMYMBAasE WIM HEyCTOM4MBass MOHOMOpdHas WU
nomumopdHas KT ¢ mpeumymectBenHo Mmopdosiorueid BJIHIID, netunuynoit ais
BTIDK KT [48].

B ocHoBe 3a0o0sieBanust Jie:)KUT GuOpo3HO-kUpoBOe 3amelnienne Muokapaa 10K,
KOTOpOE co3/1aeT cyocTpar ajis Bo3HUKHOBeHUs: DHM, u mosromy, mIOMHUMO apUTMHH
CJIEyET OLEHUTH CJIEAYIOIINE U3MEHEHMSI ITPOLIECCOB IEMOJISIPU3ALMHU: STICUIOH BOJIHY
- BK AJIDK, no3muue mnoteHumansl xemygoukoB (IITDK) - MK ANIIDK,
dbparmenTupoBanHbiii  Komruieke  QRS,  makcumanbHy0O  NPOAOIKUTENTBHOCTH
komiiekca QRS KD, dheHomen panueli penomsipuzaruu xenyaoukor (OPPX), )KHP
(BK u MK AZIITK) u np., a Takke Moka3aTean U3MEHEHUs POLECCOB PENOISIpU3auu
K KOTOpbIM OTHOCAT: MHBepTHpOoBaHHYIO BoJHY T (BK 1 MK AJIIDK), MUKPOBOJIETHYIO

anpTepHanuto 3yoma T (MBA3T), nucnepcuto untepBana QT u ap.
1.8.1 DncusioH BosTHA

DIICUIIOH BOJIHA - 3TO BOCIPOU3BOIUMbBIC HU3KOAMILIMTYIHBIC CUTHAIBI MEXTY
KoHIIOM Komiutekca QRS 10 Hauyana BosHbI T B IpaBbIX MPEKOPAUAIBHBIX OTBEACHHIX
(V1 - V3); ona sBisiercsst BK A/IIDK u cBunetenscTByer 0 Hamuanu 3aboiieBanus [90].

[lepBoe ymnomMuHaHue OO03MCHIOH BOdHE Obulo B 1977 roay M oTpaxkalo «Meray
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MO3IHUE OTeHIMATBI Ha ToBepXHOCTH DKI', KOTOphIE MOXKHO YBHUJIETh Y TIAIMEHTOB Ha
no3aaux craauax AJIDK. B mopaxennoin ooOmactu IDK kapauomuormrer (KMLI),
BBI3BIBAIOT 3aMEIJICHHYIO aKTHBAITMIO 9TON OOJACTH, YTO MPUBOAHUT K 3aro3JaJIbIM
(Mo31HMM) TOTEHIMAlaM. B 3aBUCHUMOCTH OT TSKECTH MOBPEXKICHUS MHUOKapja
OTCPOUYCHHAsI U JepopMUpPYIOIIasi aKTUBAIUsI MOXKET BO3HUKATH JIO KOHIIA KOMILIEKCA
QRS wmm nocne cermentra ST. IlpucyTcTBHE BOJHBI 3MCUIIOH CUUTAETCS OCHOBHBIM
nuarHoctTuueckuM kputepuem AJITDK [141].

DIICWIIOH BOJHA OTpakaeT 3aMejIeHHYo nenossspusanuio [DK un mpencrasnser
coboii «3azyopuny» Ha cermente ST [54]. Illupokuit cnektp anomanuit OKI,
oTpaxarolui 3amnasjbiBanue Bo30yxkieHus DK, BkiIro4aeT MONHYIO WIM HEMOJHYIO
BITHIII', yanunenue xomruiekca QRS B mpaBeix rpynHbix orBeneHusix [8]. Omnaxo,
BOJIHA JMCHJIOH MOXET OBITh aTUIHMYHON W BBIVIANETh Kak "TaJkui" MOTEHIHAl,
c(hOpMHUPOBAHHBIN ATUIHYHO JJIWHHBIM 3yOIIOM B OTBeACHUSIX Vi - V3, B cilydae, eciu
BO30y>KIaeTcs OOJIBIIIOE KOJMYECTBO BOJIOKOH MHOKapAa € 3aaepkkoil. VMeHHO
MOATOMY TIPOJIOJDKUTELHOCTH KoMITiekca QRS B oTBeaeHus X Vi - V3, MpeBbIIIAIONTYIO
25 MC OT €ro MPOJOJDKUTEILHOCTH B OTBEJACHUN Vg, TaKXKE CICAYyeT PaclieHUBATh Kak
BOJIHY d1icuiioH. Ity nu3meHeHus: DKI' B Gosnbiieit Mepe CBHIETETLCTBYET O TTOPAKEHUHU
MHUOKapJa MEXOKENTyI0YKOBOM Teperopojku (MmapueTaibHbId OJIOK), yeM o nedexre
MIPOBOJIAIIEH CHCTEMBI, YTO TTOATBEPKICHO JaHHBIMH MPEKAPANAIBHOTO KapTUPOBAHUS
[55, 95]. Penko MoxxHO yBHIETh 31icuiioH BosiHy BO Bpems JKT. IIpucyTcTBre 3rcuioH
BoJTH BO Bpemst JKT, BeposiTHO, yKa3bIBacT Ha 3aMEJICHHYIO aKTUBAIIUIO TIOTCHIIMAIOB
obnactu cBoboHOM crenku 1 BTIDK u3-3a oOmupHoro nopaxenust crenku [122]. XKT,
BBIXOJsas U3 cBoOomHoi ctenku I[DK, sBnmsercs ciexctBuem pydma u ¢ubposa
onmuznexariedt 3086 Muokapaa IDK, BeI3bIBaromiee HapymieHHE MPOBOIUMOCTH, YTO
MPUBOAUT K TIOSBICHUIO (ParMEHTHPOBAHHBIX TOTEHIIMAIIOB B JHIOKAPAHAIBHBIX
OTBEJICHUSX M STICUJIOH BOJH Ha crangaptHoi u CY-OKI [31].

B psne uccrmenoBanuii ommcaHo, YTOSTICHIIOH BOJHBI B Vi - V3 HaOmomamTCcs y
44,1% [31] - 50,0% nmanmentoB ¢ AITK [8].

BomHa 31cHiIoH MOKET HOCUTh MPEXOoAIui XapakTep, Tak B AuHamuke B 17,0%

ciydaeB 3a 4 roga, HaOmoganock e€ nosieinenue B rpynne u3 111 manuentos ¢ AAIDK.
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ONCUJIOH BOJHA MOXET HcuYe3aTh MpU MOBTOPHBIX oOcienoBaHusx, xors AJIDK

CUMTAETCA HEOOpaTUMOM U TIpOTrpeccUpyromueit kapauomuonaruei [128].
1.8.2 Tlo31HUE MOTEHIIHAJIBI JKEeJTYT0UYKOB

MHITK — HU3KOAMIUIUTYAHBIE BHICOKOYACTOTHBIE KOJEOAHHMS B KOHEUHOM 4YacTu
QRS kommiiekca. OHM CBHUIETEILCTBYIOT O HaJU4YMM oOOJacTed 3aMeJICHHOTO
MEXOKEITYJOUYKOBOIO IMPOBEAEHUS, 4YTO IMpeapacrnoiaraer kK pazsutaio KA 1o
MexaHu3My re-entry, u taxxe sisissrores MK AJIIDK. TITDK, kak 1 31CHIOH BOJIHA Ha
crangaptHo OKI', oTpaxaroT 3aepKaHHYI0 IENOsApu3aluio Muokapaa. Kak u qpyrue
m3meHenus: OKI' mpu AJIIDK, usmenenus CY-OKI' Oonee BbIpaxk€Hbl B IpPaBbIX
IpYIHBIX OTBeAeHUX, yeM B JieBbIX. [Ipu AJIIDK pacnpoctpanennocts IIIIDK HaMHOTO
BBIIIE, YEM DPACIPOCTPAHEHHOCTh BOJIH JMCUJIOH. PacnpOoCTpaHEHHOCTh TaKKE BBIIIE
cpenu wieHoB ceMbu AJIITK, mosToMy oHa MOXET OBITh UCIOJIb30BaHA ISl CEMEHHOTO
ckpunnHra AJIIDK. HanportuB, mo3gHue MOTEHLMANBl Yalle OTCYTCTBYIOT Y JIMI[ C
BTIDK ©e3 BuOuMBIX CTPYKTYpHbIX aHoManuii cepnaua [141]. Hamuuwme 2 wumm 3
narojornyeckux napamerpoB B CY-OKI' cuntanoch BTOPOCTENEHHBIM KPUTEPUEM JJIS
muarmoctukn  AJIIDK. F. Marcus u coasroper 2010 1. [90] mnokasamm, dto
WCIIOJIb30BaHUE OJHOT0 MATOJIOTMYECKOTrO MapaMeTpa BMECTO ABYX ISl NTHArHOCTUKHU
MaTOJOTUYECKUX MO3/IHUX MOTEHIMAJIOB MOBBIIIAET YYBCTBUTEIBHOCTh METOAA MpHU
CJIeTKa CH)KEHHOM cenu(UIHOCTH.

CybOcTtpatoM st BO3HUKHOBeHHS JKA  ABJISIOTCS OCTPOBKH  BBDKHBIIIHMX
MUOKapJAUOLIUTOB cpeau (PuOpo3HOM U KUPOBOM TKaHHW, (parMeHTHUPYIOUIHE
BO30YXKJeHUEe MHOKapaa KeinyqoukoB. [lokazaHa cBsizb Mexnay Hamuuuem [1TDK,
ooweMom nopaxxenus [1K (konmaectBoM 3amerniarorieit puOpo3HON TKaHW) U CTENEHBIO
ero guchynkuum [37]. THDK  oTpaxkaroT 3alep)KaHHYIO  KEIYJOYKOBYIO
nenonspuzarmio. G. Kamath u coasroper 2011 r. [72] mpoBenu KpymHeiimiee
uccienoBanue — auarHoctudecko  meHdHoctu  CY-OKIT  mpm  AHOIDK.  Eé
YyBCTBUTENBHOCTh yBenuuuBaetrcs ¢ 47,0% npu UCoab30BaHUM 2 U3 3 KPUTEPUEB 10

69,0% mnpu wucnonb3zoBaHUM JOOOTO U3 3 KPUTEPUEB, NPU COXPAHEHHHM BBICOKOU

cnenuduynoctu 90,0-95,0%.
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[ITK peructpupyrorcs nmpu AJIIIK nmo muenuto pasubix aBtopos B 50,0-100,0%
ciryuaeB Marcus F., 1982 r. [89]; Mehta D., 1996 r. [98]; Brunckhorst C., Duru F., 2014
r. [127], Wichter T., 1994 r. [137], a y 3m0poBbIX JrojeH Bctpedaemocth [TTDK — 5,0%
A. Abe u coastopsr 2012 1. [2].

[Ipodeccuonanbupie crnoprecMenbl  (8,3%), y4YacTBYIOIIMX B  CHOPTUBHBIX
cocts3anusax uMmeroT u3MeHeHus Ha CY-OKI', otHocamuxcs k kputepusm [HTDK npu
nuarHoctuke AJIIDK [71]. PactipocTpaHeHHOCTH BbIIIE cpean wieHoB ceMeit ¢ AJIIDK
(16,0%), mosToMy OHa MOXET OBITh TpPHUMEHEHa B KauyeCTBE CKPUHHHTA CEMbHU
narenToB ¢ AJIIDK [141]. JIlunamuueckue cyrouHble m3MeHeHUs napamerpos [TTDK
He HaOJr01anMch HU y oaHoro nanuenta ¢ AJITDK [2].

A. Folino u coasroper 2006 r. [52] y 31 mamumenta (100,0%) ¢ AAIDK
oonapyxuau IIIDK. Onmnako B Teuenue 8 ner HaOmonenus I[IIDK cramm Gomee
OUYEBHJIHBIMH, YTO MPEITOJIOKUTEIBHO 3aBUCUT OT MPOTPECCUPOBAHUS 3a00€BaHUs C
pacripoctpaHeHueM  ¢uOpo3Ho-xkupoBoil  TkaHu. CY-OKI' MOryr  BBISBIATH
MIPOTPECCUPYIONIEE YBEIUMUEHNE OTCPOUCHHOM, (PparMEeHTUPOBAHHOM JCTONSIPU3AINU Y
narentoB ¢ AJIITK [52]. M. Bae u coastopsl 2014 r. [16] npoananu3upoBaiy JaHHbBIC
34 marnueHTOB 3a nepuo HabmoaeHus 64+36 Mmecsies. [ITDK Oplu moaoxuTenbHbBI Ha
CVY-OKTI" y 23 (68,0%) mamuentoB ¢ AJIIDK. 13 Hux B 10 ciaydasx oHM HCUE3IH 3a
BpeMs HaOJIIOJIeHHs. DTO MOJITBEPKIAaeT BAXKHOCTh nocienyromieit ouenku DK u/unu
CVY-OKTI y nanuenToB ¢ nojgo3penuem Ha AJITDK.

[ITDK nMeroT BBICOKYIO HETATUBHYIO MPEACKA3ATEIbHYI0 TOUHOCTh B OTHOLIEHUHN
pUCKa BO3HUKHOBEHHs 3Jl0KauecTBeHHOM aputmuu [63]. TIIIDK cumTaroTcst BaKHBIM
uccienoBanuem npu quardoctuke AJIIDK, oqnako cymectByet psa pador [89, 98, 127,
137], B KOTOpBIX HE yAAIOCH AOKa3aTh Hamuuue koppensuuu mexay CY-OKI™ u puckom
3nokaduecTBeHHbIX JKA. B Hacrosmee Bpems peructpauus [IIDK sBnsiercs onaum u3
nuarHoctuueckux kpurepueB AJIIDK, onHako ee 49yBCTBUTENBHOCTD U CIIEIU(PUIHOCTH

st ckpuHuHTa ¥ BeisiBieHust AJIIDK octaercs HesicHOM.
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1.8.3 ®parmenTupoBaHHblil kKomiuieke QRS

®parmenTupoBannblii  kommiieke QRS —  snekrpokapauorpaduyeckuii
dbeHoMeH,  OTpaKaronuii  HEPAaBHOMEPHOCTh  JKCIYAOYKOBOW  MPOBOJIUMOCTH,
3aMeIJIeHHass HErOMOT'€HHasl JISToJIsIpU3alisl BOKPYT 30HbI TOBPEXIeHUs WK (pudposa
muokapaa [32, 141]. Hekotopbie aBTOPBI CUYHMTAIOT, YTO (parMeHTHpOBaHHBIH QRS
sBisieTcst Mapkepom ckpunuHra BCC y mamumentoB ¢ AJIIDK [117]. Tlo maHHBIM
uccieaoBaTenbckoii  rpymmel S, Peters ¢ coaBropamm 2008 r. [112]
¢dbparmenTupoBanublii  koMiniekc QRS  cayxur wmapkepom AJIIDK [109, 141].
®dparmentupoBannbiii QRS BeIBIsIICS ¥y 85,0% maruenTos ¢ AJITDK [29, 113, 142].

KomuuectBo orBenenuii ¢ fQRS y manumenTon ¢ AJIIDK Ob110 CBSI3aHO ¢ TsDKEION
dbopmoti 3aboneBanus, Briarodas BopieueHue JDK [133]. Hamuuue komrmiekca fQRS B
MPaBbIX TPYAHBIX OTBEICHUSX, SIBIISIETCSA BAXKHBIM MapKEpOM CKPUHHUHTA JJISl OLIEHKHU
OKT ¢ nmogo3pennem Ha AJIITK [117]. @parmenTanus komiiekca QRS y manueHToB ¢
AJIIDK mMeeT BBICOKYIO THAarHOCTUYECKYH) LIEHHOCTh, CXOKYIO C JIICUJIOH BOJHOW. Y
106 marmenToB ¢ AJIIDK 6e3 uzmenenuii mo nanaeiM DXO-KI', fQRS Oplna BeisiBIIeHA
B 1-oM mpekapauanbHoM oTBeAeHuU. [lamuentsl ¢ HanuuueM fQRS B 2X oTBeaeHUsAX
(mpexkapIuanbHBIX WIM HUXKHUX) UMEIM B OOJIBIIMHCTBE CIIy4acB MATOJIOTHYECKHE
u3meHenus: JOK (B HmwkHux u natepanbHbix orBenenusx). [Ipu fQRSB 3x, 4x u 6m
OTBEJICHUSIX CTPYKTYpHbIC U3MEHEHUs 0OHapy)uBaiuchk Bo BcéM JIK. I1pu BhisiBIEeHUN
fQRS B 5 oTBenenusx, manueHTsl nMeln u3MeHeHus [DK B Buze Tsokemol quiiatanuu |
TUIIOKUHE3UHU €ro CTEHOK. bbul caeman BbIBOJ, uTO ueM daiie Bcrpeudaercs fQRS B
CTaHJAPTHBIX W TPYIAHBIX OTBEJCHUSIX, TEM BBIPAXKEHHEE CTPYKTYpPHBbIC HU3MEHCHHS
MHUOKapa 000uX KeIyJ04KOB, U TeM daiie BosHuKarT KA [113].

FQRS koMiuiekc MOXKET MpecKa3biBaTh (aTanbHble U HedaTaabHbIE apUTMUU Y
narerToB ¢ AJIIDK [29]. beuta nokaszana posis fTQRS B apuTMOreHHBIX MEXaHM3MaX |
cautaercsi, 4ro fQRS ympoctur OKI' mmarnoctuxky AJIDK, npm BeIOOpE

XUPYPTUYECKOTo JIedeHus1, onpenaesieHnn hpakropos pucka BCC u aputmuii [46].
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1.8.4 MakcuMaibHasi NPOAOKUTEIBLHOCTH KoMILIekca QRS :kesyn0ukoBoii

IKCTPACHUCTOJIBI

B perpocniekTUBHOM wuccieAoBaHUU, MpoBeaeHHOM B 2007 r., pe3ynbTaThbl
ananuza XM-OKI' moka3zanu, 4To npoaobKUTebHOCTh KoMiiekca QRS XKD > 170 mc
ObLIa aCCOIMMPOBAHA C TSXKEIBIMU CTPYKTYPHBIMH TIopaskeHusiMu cepia u BCC [58].

B uccnenoanue O6bun BKITIOYEHB 2332 YenoBeka, KOTOPHIM OBLIO BBIMOJIHEHO
XM-OKI' nmo kimnHMYecKHM mnokazaHusiM. [Ipu aHanu3e yAanoch YCTaHOBHUTh, 4YTO
MIPOJIOJDKUATEILHOCTh KoMILIekca QRS mmena cuibHy0 3aBUCUMOCTD (KOPPESIITNIO) OT
HaJIW4usl  TSOKEIBIX  CTPYKTYPHBIX  HM3MEHEHMH  MHOKapaa. AHAIU3UPOBAIUCH
cienytomue mnapamerpel XM-OKI: VEQSI, wuntepBan QS, uacToTa CcepJIeUHbIX
cokparnienuid, yacrora XKOK, xonudectBo mopdonoruit XKIK, konmdecTBO 3Mu30/10B
KT n makcumanbhHas dyactora Bo BpeMms JKT. CoriacHo pe3ynbTaTaM HCCIIEIOBAHMS,
MPOJOJDKUTEILHOCTh  KoMmIuiekca QRS, MakcumanbHasi 4YacToTa  CepICUYHBIX
cokpamenuid accounnpyrorcs ¢ BCC. U3 Bcex uccnenyemsix nmapamerpoB XM-OKIT',
MaKCHUMaJIbHasl TMPOJOKUTEILHOCT, KoMmIuiekca QRS aeMoHCTpupyeT HamOOJBIIYIO
nepcnekTuBy. JlanHble moka3biBalOT, uro VEQSI sBisercs MapkepoM HaIMYUS
CTPYKTYPHOM TATOJIOTUM Cep/lia U Koppenupyet ¢ Gpynkiuen JIK, sBiusercs MOIIHbIM,
HE3aBUCUMBIM JJICKTPOKAPAUOTPAPUUECKUM TMPEIUKTOPOM HAJIUYMS CTPYKTYPHOU
naToJjioruu cepama [58].

[To pmanueiM 2016 1., e Obu BkiIOYeHBI 30 TAIMEHTOB C ''YTOYHEHHBIM'
nrarao3oM, 40 manueHToB ¢ 'Bo3MOKHBIM' auaraHo3om AJIIDK, u 116 mamuentoB 6e3
CTPYKTYPHBIX U3MEeHEeHHI cepaua mo pesyiaprataM DXO-KI' (I-as koHTponbHas rpynna,
0e3 maronormyeckux m3mMeHenuit Ha OKI'), 26 mamuentroB ¢ XD m3 BTIDK, 6e3
natosiorndyeckux udmeHeHudd Ha OKI' m DXO-KI' (ll-as xontponsHas rpynna). Ilo
pesynbratam ucciaenoBanus uHTepBan QRS XD Obin Oosee mpoAOKHUTENBHBIM Y
MAalKUEeHTOB ¢ ''yTOUHEHHBIM" 1 "BO3MOKHBIM ' Auardo3zom AJIIDK, yeM y nmanueHToB U3
o0enx  KOHTpPOJIbHBIX rpynn. Y  mamueHtoB ¢ AJIIDK  makcumanbHas
MIPOJIOJDKUTETHLHOCTH KoMITiekca QRS Owuta npomomkutensuee, ueM 180 Mc y Tex, KTO

panee neperec XKHP no cpaBHeHH0 ¢ 66CCUMITOMHBIMU JIMIIAMH.
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MakcumanbHas MPOIOJDKUTETLHOCTh KoMiuiekca QRS KD Obuta He3aBUCHMBIM
MapKepOM - TPETUKTOPOM KHUZHEYTPOKAIONINX HapymeHui putMa [20], a Takke Obu1a
MIPEIIOKEHA B KAYECTBE MOKa3aTessl, KOTOPBIA MOXKET OBITh MOJIC3EH VISl TUAarHOCTUKHU

AJIIDK u ctpatudukanum pucka [3].
1.8.5 ®denomeH paHHell penoJsipu3aluu sKeJy1049KOB

®deHoMeH paHHell penoJsipu3anum xeaygoukoB (OPPXK) - sro OKI
(eHOMEH, XapaKTepU3YIOLIUIICS HaJuuueM J-BOJIHBI HA HUCXOAIIEH YacTh KOMILIEKCa
QRS u niceBIoOKOpOHApHBIM MOABEMOM cerMeHTa ST BbIIIE M303JIEKTPUUECKOW JIMHUU
IPEUMYIIIECTBEHHO B JICBBIX IPYIHBIX OTBeICHUsX [82].
Cornacuo knaccudukanuu Antzelevich C.; Yan G., 2015 r. [86] Beiaenstor Tpu
tuna OPPXK:

e 1-1 Tun - cnemuduyeckue OKI' - mnpusHaku QeHOMEHA BBISBISIOT
MPEUMYIIIECTBEHHO B OOKOBBIX MpEKapAHAIbHBIX OTBEACHUSIX (I3TOT BapUaHT
npeo0iaaeT y aTjJeTUYECKd Pa3BUTHIX MYXYUH U OTJIMYAETCS OJIarOnpUsTHBIM
TEUECHHUEM );

o 2-ii Tun - m3Mmenenus Ha OKI' ompenesnstoTcss B HIDKHUX M HUKHE-OOKOBBIX
OTBEJICHUSX (OH CBsI3aH C 00Jiee BBICOKUM CEPI€YHO-COCYAUCTBIM PUCKOM);

o 3-it Tun - Tunuuneie st @PPXK OKI' - mposBieHnst perucTpupyoT B HIDKHUX,
OOKOBBIX M IMPaBbIX MPEKapAUAIBbHBIX OTBEACHUSIX (TAKOM THII, aCCOLIMUPYETCS C
HanboJiee BHICOKMM PUCKOM Pa3BUTHS 3JI0KAYECTBEHHBIX apUTMHUIN).
Bricka3bIBalOTCsl MPEUIOKEHUST O CYUIECTBOBAHMM HECKOJBKMX MEXaHU3MOB

pazButusa OPPX:

® BO3HUKaeT KaK CJICICTBUE UYPE3MEPHOTO COBMEIICHUSI IPOIECCOB
JETIONIApU3ALMU U PEHOJSIPU3allid M3-3a MX 3aMeJJICHHUs, HO B pa3HOM
CTETCHM, WK MPe0OIalaHus OTHOTO U3 HUX;

® BO3HHUKaeT KakK OJIHOBPEMEHHOE BO30YXXJIEHHE YacTH MHOKapja
KETYIOYKOB C PAa3JIMYHBIX HAIPAaBICHU MO TaK Ha3bIBAEMbIM MyTSIM

KEIyA0YKOBOM aenossipusanuu [152].
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OPPX sBesBmsstor Ha OKI y 1,0-9,0% mum B oOmed momymsimuu [4]. C
BO3pacToM yactoTa BblsBieHuss OPPX cHmkaercs, BEposITHO, B CBSA3M C TEM, UTO 3TOT
(dheHOMEH MOXKET MAaCKHPOBATHCS TIOT MPUOOPETEHHBIMHU HAPYIIICHUSIMHU PETIOJISIPU3AITIH
[4].

Bricokast pacripoctpanennocts ®PPXK nHabmromaercs y mammentoB ¢ AJIIDK ¢
cumnromMatnueckuMu KT U 3TO CBSI3aHO C BBICOKMM PHUCKOM Pa3BUTHUA (DAaTaIbHBIX
apuUTMHII B HauyajdbHBIM mepuon 3aboneBanus [31]. Ilo paHHBIM HccIeAOBaHUS
CASPER, y nanueHToB, KOTOpbIe BEDKMWIIN Tocie HeoObsicHuMon BCC npu oTcyTcTBUM
SIBHOM CEpJICYHO-COCYIMCTON maToyioruu, pacrnpoctpaneHHocTs DPPXK nocturaet 8,0%
[78].

S. Peters m coaBtopsr 2008 1. [112] npoanamm3upoBanmu 359 MalMEHTOB ¢
nuarHozom AJIITK, ®PPX Bcrperuics y 79 manuentoB (22,0%) yarie B HIKHUX
OTBEJICHUIX, B OOKOBBIX OTBeAeHUsX BerpeTwiics y 10 (3,0%), B HIKHE - OOKOBBIX
orBesieHusX y 23 manueHntoB (7,0%). Berpeuaemocts @PPX y mamuentos ¢ AJITDK,
JIOBOJIbHA BBICOKA, U OTPAHUYUBAETCS B OOJBIITMHCTBE Cy4yaeB HIDKHUMH OTBEJICHHUSIMU
[112]. C. Chan u coaBtopsl 2015 1. [31] npoananusupoBanu 59 namuentoB ¢ AJITK,
®PPX nabmronancs y 38 manuentoB (64,4%): y 18 (47,4%) - B HUKHUX OTBEICHUSX, Y
2 - (5,3%) B OokoBBIX OTBeneHUsX, y 18 (47,4%) - B o00ux HUKHUX M OOKOBBIX
orBeneHuax. ®PPIK vame BeTpeuanca y myxuus ¢ Hu3kon @B IDK n wacteimu KT, n
yare - y naiueHToB ¢ AJ[I1K, koropsie nepeneciaun PUA [31]. ®PPX Bctperuncs y 11
nanueHToB (64,0%), y 5 manueHToB ObUI BHISBJIEH B OOKOBBIX, U Y 6 - B HI)KHHUX
otBenenusx [110].

3a nocinegnue 10 ner uccnenoBaHus NoOKazanu, yto y namueHToB ¢ OPPX
noBbliieH puck BCC, HO knmuHnYeckast 3HauuMocTh HaxoxaeHuss ®PPXX y manmeHnToB ¢

AJIDK no konia He uzyyena [93].
1.8.6 UuBepTUpOoBaHHbIE BOJIHBI T

WuseptupoBannsie BonHbl T (UBT) B rpyansix orBeaenusx (Vi - V3) Ha
OCHOBAaHHH PsJla MHOTOIIGHTPOBBIX MCCJIEAOBAHHMI CITy’)KaT OJHUM H3HAHOOJEe 4acTo

BcTpevaronuxcs HapymeHuid OKI' y manuentoB ¢ AJIIDK [128], uto moareepxkaaet Z.
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Li u coaBTopsr 2014 r. [141], a Takxe sBasercs BK wim MK AJIIT)K B 3aBucuMOCTH OT
Hammuus wiv orcyrctBus [IBITHIIT B ipaBbIxX rpyAHBIX OTBEACHUSX.

JlauHBIN TpU3HAaK TPYAHO AUQPPEPEeHUUPOBATH OT HOPMBI y JI€T€H M JIHII
MOJIOZIOTO BO3pacTa U, CJIEJ0BATENbHO, KaK JUArHOCTUYECKUM KPUTEPUH OH MOMKET
OBITh MCHOJIb30BaH TOJIBKO mocie 12 jeT. Y cnopTCMEHOB HEPEKO PETUCTPUPYIOTCS
aHaAJIOTUYHBIE W3MEHEHHs (a3 pemnoispu3ald MpH  OTCYTCTBUHM  KaKOTO-JIU0O
3a00JIeBaHUs CepLa.

[Iprumnamu passutus MUBT moryr sBuaarecs awnaramusa [DK un Hapymenue
IIPOBOJIMMOCTH 3a CYET CTPYKTYPHBIX U3MEHEHUM, IPYTUMHU CIIOBAMH 3TO BTOPUYHOE, a
HE MepBUYHOE HapylieHue pernossipusaiu [141]. UBT Bae otBenenust V3 BcTpedaercs
y NAlMEHTOB Ha MO3JHHUX CTaausx 3a0oieBaHus C BblpakeHHON munarauueit 1DK u
BoBjeueHuem JDK [141].

boiio ycranosneno [102], uro MUBT B V; - V3 Obutn o6HapyxkeHsl B 85,0%
cimydaeB y manueHToB ¢ AJIIDK mpu orcyrcreum IIBITHIIT. P. Daniel Morin u
coaBtopsl 2010 r. [101] npoananu3upoBanu 229 MaKMEHTOB C MPABOXKEIYI0YKOBOM
taxukapaueu, u3 Hux 79 mamuentoB ¢ AJIIDK m 121 mamment ¢ KT BTIDK. UBT
BeTpeTminch y 37 maruenToB (47,0%) ¢ AIIDK u y 5 manuenrtos (4,0%) ¢ )KT BTIIXK.
MNBT wnat6monanuck B 27,0% B otBeaennu Vi, B 8,0% B orBenenusx Vi - Vo, B 15,0% B
oTBenieHUSIX V1 - V3, B 18,0% B orBenennsix Vi - V4, B 6,0% B orBeneHusax Vi- Vs U B
8,0% B otBeneHMAX Vi - Vg, ny | maruenTa B otBeieHusix V- Vg [101].

B pabore Quarta G., 2010 r. [122] Obul0 OOHapy»XE€HO, 4YTO BO BpeMs
HaOmoaeHus B Teuenue 2x jer, Ha DKI' y 16 mauunentos (23,5%): nossunuce UBT B
10,3% cnydasx u HaoO6opoT ucuesnmu B 13,2% cuyqasx. B apyroi pabore G. Quarta
obuio BkimoyeHo 68 manumentoB ¢ AJIIDK. Ha nmepBom Buszure UBT Obun y 27
nanueHToB (39,7%) B 2x orBeaenusx. [Ipu noBTopHOM ocMoTpe uepes 34 Mecsina y 4x
naiueHToB (5,8%) 6e3 UBT, onu nmosBuiuch, a y 8 manuentoB (11,7%) u3aMeHUIUCH
OTBEJICHUs, B KOTOpBIX peructpupoBamuch MUBT [122]. B uccienoanuum 2015 roxa

Takxke ObUI0 oATBepkIeHO, uTo UBT MoryT HOCUTH npexosmid xapaktep [127].
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1.8.7 MuxkpoBobTHas ajnbTepHanus 3youa T

MuxkpoBoabTHas anbrepHanus 3yona T (MBA3T) - ato cieayromme Ipyr 3a
JIpyroM MUKpokosiebaHust aMmuutyasl U popmsl T-3y6moB Ha OKI'. Hammune MBA3T
ABJISETCST TIpU3HAKoM BbIcOKoro pucka pazsutus JKT. CornacHo mpemasioxKeHHOMY
PYKOBOJICTBY aMEPUKAaHCKOM acCOIMaIiy KapAuoaoroB [63], 3TOT moka3areib CleayeT
UCTIONIb30BaTh ISl JUArHOCTHKU U pUCK-cTpatudukanuu y namueHtoB ¢ JKHP, sro
TakKe MoATBepKaacTcs uccaenosanusamu R. Sandhu u coasropsr 2008 r. [129].

B uccinenoanuu T. Ikeda u coaBropsr 2012 1. [69] MBA3T Oblia moJioKUTEIbHA
y 22,0% mnamuentoB ¢ AJIIIDK, koTopble uMenu CTPYKTYpHBIE 3a00JI€BaHUS MUOKap/a.
Uccnenosatensasmu A. Cieplucha ¢ coaBropamu 2013 r. [34] Obl1 caenaH BBIBOJ, YTO
nosioxkuTenbHast MBA3T MoxkeT uieHTuuimpoBatbes y nauneHtoB ¢ AJ[I1K, kotopsie
uMeroT puck JKA, a Takke yale HaOII0AaThCsl y MAIlMEHTOB, YeM Y UX POJICTBEHHUKOB.
O. Kinoshita u coasroper 2003 r. [77] mnpoanamu3upoBamu 20 MAIMEHTOB C
MPaBOXKETYI0YKOBOM Taxukapaued, u y 6 marmuentoB (30,0%) c¢ AJIDK Obuia
BBISIBJICHA TIOJIOKUTENbHAA ajbTepHanus 3y6ma T, a B rpymme MalueHTOB C
uauonatuyeckoi KT Tonpko B 8,0%. OTH pe3ynbTaTsl HO3BOJISIIOT MPEANIOI0KUTH, YTO
MBA3T moxer ormmunth AJIIDK ot mawomnarnueckoir JKT. ITo mamaemv K. Yalin u
coaBtopsl 2015 r. [140] MBA3T sBiseTcs MHOr0OOCIIAIOMINM HEHHBA3UBHBIM TECTOM,
npu nporHoze apurmuueckux coOeitii 1 BCC. MBA3T mupoko ucnosb3yercs s
MPOTHO3UPOBaHUs 3710KauecTBeHHBIX JKA, Tak y 80,0% ¢ AJITK OB MOI0KUTEIBHBIN
tecT Ha MBA3T, B CpaBHEHMU C MAMONATHYECKOW MPABOKEITYIOYKOBOW TaxuKapIueu
[140].

Omnpenenénno, komobunanuss MBA3T u apyrux nmapametpoB DHM moxker ObITH
noiesHa s ynyuimeHus auarHoctuku  AIIDK, u  MBA3T MoxkeT OBITH

MHOTOOOEIIAIOIINM JTOTIOJHUTEIFHBIM HEMHBA3UBHBIM MapkepoM DHM.
1.6.8 lucnepcusi uurepsaga QT

Mucnepcuss unTepBasa QT — 5T0 pasHuna MexAy MaKCUMaJIbHBIMH H

MUHAMaJIbHBIMU 3HaueHusasMH QT wuHTepBana, u3MepeHHoro B 12 cTaHZapTHBIX
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orBeaeamsix OKI'. Tlamumenter ¢ AJIIDK wmeror 3HauntenbHO 00J€€ BBICOKYIO
nucnepcuto naTepBaia QT mo cpaBHEHUIO cO 310pOBBIM HaceiaeHueM. Y Benudyenue QT-
mucnepcuu (QTd) siBasieTcst Mepoli HEOJHOPOIHOCTU PETONIAPU3ALUHN JKETYJOUYKOB H,
apigercss npeauktopom aputmMuii u BCC y mnanmueHTOB €O  CTPYKTYPHBIMHU
3aboneBaHusMU cepana, B ToM uyucie AJIDK [135]. B uccnenoanun 2000 roga ObLio
obHapyxeno, uro QTd yBennuusaercs y nun ¢ AJIITDK, Ho Benmunna QTd He cBsi3aHa ¢
yacroroit YXKXT wim BCC [139]. M. Fagundes u coastopsr 2000 r. [51] BISBHIH, YTO
nanueHTsl ¢ AJJIDK nmMeroT 3HaunTenbHOe YBEIUYEHHUE CTENIEHN NUCIIEPCUM UHTEPBaa
QT o cpaBHEHMIO CO 340POBOM MOMYISLIUEN.

J. Kazmierczak u coaBtopsl 1998 1. [76] w3 12 mnammentoB ¢ AJIIDK,
obnapyxmm QTc > 440 mc B 50,0% cnygaes. [To manaeiv M. Fagundes u coaBTopsI
2000 r. [51] mammenter ¢ AJIIDK wuMeOT 3HAYMTEIbHOE YBEIMUCHHUE CTCICHH
nucniepcur uHTepBaia QT mo cpaBHEHHIO cO 310poBOM momyssnued. OgHako OHa
MOKa3aja OYE€Hb HU3KYIO MPOTHOCTUYECKYIO IIEHHOCTh s onpeneneHus pucka BCC
npu AZITDK [51]. K. Nasir u coaBtopst 2003 . [103] uzyunnu 26 namuentos ¢ AJIIDK
u 20 mauuentoB ¢ uauonarnyeckor KT. QTd Obuta yBennuena B rpynne ¢ AHAIDK,
QTd > 40 mc HabmrOAamach Yaile, 4YeM y manueHToB ¢ uaunonatuaeckoi XXT [102]. M.
Benn u coastopsl 1999 r. [22] perpocniekTrBHO M3yumin 25 namuentoB ¢ AJIITDK: 14
MalKUEeHTOB ObUIM ¢ HU3KUM puckoM 3iokauectBeHHOM KT u BCC, a 11 - ¢ BbicOkUM
puckoMm XT u BCC. Hucnepcusa untepBana QT yBenuuena y nauueHToB ¢ AJITK,
OJIHAKO CTENEHb NHUCIEPCHOCTH HE OblIa CBsI3aHAa C TAKECTbIO CUMIITOMOB U HE
3aBucena ot iedeHus AAT [22].

BrisBienne moBbIIeHHOW —crenieHn  guctiepcud QT mpu  amuTearHOM
HAOJIOZICHUU MOXET OBITh OOYCIIOBJICHO MPOrPECCHpOBaHUEM 3a0ojeBanus [22].
BoisiBneno, uro QT-mucnepcust (0,65 Mc) ynydmiaeT HEMHBA3HBHYIO apUTMHUYECKYIO
crpaTudukanuto prcka [51].

VYcranosneno, uro komOuHamus fQRS > 110 mc u QTD > 40 mc umeet Gosee
BBICOKYIO TTPOTHO3UPYEMYIO TOYHOCTh, Y€M JIF000H M3 MapaMeTpoB, UCIIOJIb3YIOIIHIACS

otaenbHo [102].
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1.8.9 KeaynoukoBas Taxukapaus

KesynoukoBasi Taxukapaus TpeacTaBiIseT coboir 3 u Oosiee IKTONMUUECKHUX
YKEITyI0YKOBBIX UMITYJIBCOB, clieytomux noapsan ¢ yactoroit 100 u 6onee B 1 mun. KT
OT €IMHUYHBIX JKENyA0YKOBbIX 3KTonnueckux kKoMiiekcoB(OKIK) no XKT, croiikoit mnu
HecTolkou, MoryT npuBoauth kK @X u BCC [134]. Hapywenus putma npu AJJIDK
OOBIYHO HMEIOT MPABOXKETYJOUYKOBOE MPOUCXOXKIACHHE ¢ u3MeHeHueM ocu QRS
koMIuiekca Bo Bpemst KT, uro 0ObIMHO OTiIMYaeTcs oT Taxukapauu u3 odnmactu BTIDK,
M 3a4acTylo oOTMeuaeTcs Heckoybko Mopdomoruit QRS kommiexca [120]. KT
nposisiercss no tuny BJIHIID, mockonbsky mcrounukoMm taxumaputmuu ssisiercs 1DK.
Pa3zsutne KT oOycnoBieHO (popMUpPOBaHHEM KPYrOBOI'O BO30YXKIEHHS OKOJO OYaroB
bubpo3Ho-munuaHOTO MepepoxkacHus wmuoruToB [141]. Hokazanusii mpu AJIDK
nucOaNiaHc B QIpEHEPIMYECKOd WHHEPBAIMM MOKET WrpaTh OOJBIIYI0 pOJb B
apuUTMOreHe3e, T.K. IPU 3TOM yBeJlnuuBaercs ckiIoHHOCTh K JKT BeaencrBue aucnepcuu
pedpakTepHbIX MEPUOJOB U TEHEpalMd OTJIOXKEHHBIX MOCTICMOJISIPU3AIMOHHBIX
UMITYJIbCOB, 00bIYHO Mpu OH 1 MOBBIIIIEHUN KOHIIEHTpAIMU KaTeXxoaaMuHoB [137].

O6mmit mpouent Hanmuuus JXXT BapbupyeTcs B pa3Hbix uccienoanusx ot 40,0%
no 100,0% [81]. ENMHCTBEHHBIM HE3aBHUCUMBIM NPEAUKTOPOM KU3HEYTPOKAFOIINX
aputMuid, ObuT ycToruuBbii omu30a KT > 240yn/mMun unun OX [84]. B uccnenosanue
osuto BriroueHo 59 nmanuentoB: 30 - ¢ KT u3z BTIDK u 29 - ¢ AAIDK. B pesynbrarte
OBLJIO yCTaHOBJIEHO, 4TO HeycTovuuBas JXT daie BcTpedaeTcs: B TpymIe MalMeHTOB C
KT u3z BTITX (90,0%), a BCC u YXXT B rpynme naruentos ¢ AJIITX [50].

CymectByer uétkas cBsa3b KT m ®OH, tak y 12 nanmentoB c¢ AIDK,
BBITIOJTHSIONINX (DU3UYECKUE YIPAXKHEHHUS, OBIJIO YCTAHOBJICHO, YTO HAPYIICHUS PUTMA
B Bujge KT, mpoucxoawin TojJbko B JHEBHOE BpeMs u Bo Bpemsi ®H, uro Obuio
BbIsiBIEHO y 6 manueHToB (50,0%) ¢ AIDK, HanmpoTUB B HOYHOE BpEMSI HHUKAKHX
KJIMHHYECKUX CUMITTOMOB He ObLI0 [2].

VY nanuentoB ¢ AJIIDK Hapymenus putMa 4acTo HOCSAT HAarpy304YHbIA XapakTep,
OBUIO OTMEUYEHO, 4TO BO BpeMs nposeneHue npoosl ¢ ®H, nossnenue XXT Bo3HUKaeT y

65,0% namuenToB mo gaHHeM G. Fontaine u coastoper 1984 r. [55] nabmomamu 17
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nauueHToB ¢ AIIDK, nmeromue B anamuese ycroiuuByto JKT. Bo Bpems BbIOIHEHUS

npoOsl ¢ ®H, BozHukHOBeHue KT 3apeructpupoBano y 82,0% manueHTOB, HECMOTPS

Ha AAT.
1.9 KomOuHanus MapKEépPoOB J1eKTPUYECKOH HeCTAOMILHOCTH MUOKAp/Ia

CymiecTByeT HEMHOI'O UCCJIEIOBAHMM, I7Ie CPAaBHUBAETCSI KOMOMHAIIMS MapKEPOB
OHM. U3zyyanace yacTtoTa BCTpedaeMOCTH AMcuiioH BosHbl U1 ®PPX y mamueHntoB ¢
AJIDK. DncunoH BoOJIHA, Kak OTIAEIbHBIA KpUTEpUM BCTpeTuiach y 17 malueHToB
(44,1%) ¢ AAIDK. U3 38 nanuentoB ¢ ®PPXK B HMXHUX W OOKOBBIX OTBEACHUSX,
AIICUJIOH BoJIHA ObuTa oOHapyxkeHa y 21 mammenta (55,3%), 4ro ykas3piBaeT Ha Oosee
BBICOKYIO pactipoctpaneHHOCTs OPPX y 6onbubix ¢ A/IITK no cpaBHEHUIO € 3MCUIOH
BostHamu [31].

I[Ipu AHIIDK pacnpoctpanennocts [IIIDK namaoro Beime (69,0%), uem
pacrpocTpaHeHHOCTb AncuiaoH BojH [31]. CBa3p Mexay ocoboeHHocTssMu OKI
(ancunon BosiHa u IBT B otBeaenusix Vi u V,) u III1K Bce ene Hen3BecTHA.

T. Yutaka u coaBtopsr 2012 1. [133] oOHapyxwin (HparMeHTHPOBAHHBIN
komiiekc QRS y 85,0% mnaumentoB ¢ AJIIDK, B TO Bpemsi kak SICUIOH BOJIHA
BCTpETHIIaCh TONBKO y 23,0% mnarentos [133].

Hyxno oOpatute BHuManue, uto WBT BHWKHUX OTBEACHUSX W
dparmentupoBanubsie QRS sBIsITOTCS MpeauKkTOopaMu aputMuil y mamueHToB ¢ AJIITDK
no ganueiM Canpolat U., 2013 r. [29].

CY-OKI, tak u QTd ortnuyanucey y namueHtoB ¢ AJIDK m y nmaunmeHtoB ¢
nauonatuyeckoit JKT. ABTOpBI NpemyioKUIN IPOCTON allTOPUTM, KOTOPBIA COYETAET B
ceoe QTd m fQRS mo mamueiM CVY-DOKI, obecriedynBaeT 4YyBCTBUTEIBHBIM METOJ
unentudukaru AJIITDK y manmenTtos ¢ KT ITXK [103].

Oparmentauuss QRS, WBT, sncuioH BoiHA, MOTYT HUMETh MNPEXOIAIIUN
XapakTtep. OTH HW3MEHEHHUSI HE TMOSBISUIMCh NapajlieIbHO C MNPOrpecCUPOBAHUEM
ctpykTypHbix wu3MmeHeHuid I[DK. HoBeie wunu npexopsuipe usMeHeHus Ha OKI
HaOmonamuch y 1/4 mammentoB ¢ AJIDK [122]. DTOo momuepKUBaeT BaKHOCTH

IIOBTOPHBIX OKI' B AWAarHOCTUKE JIMI[ ¢ BBICOKHMM PHCKOM 3a00JICBaHHS.
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B 1memom criemyer NOMYepKHYTh, YTO OOJBIIOE KOJUYECTBO HCCIICIOBAHUMA,
MOCBSAIICHO M3YYCHHUIO 3JICKTPUYCCKOW HECTAOMIBHOCTH MHOKapaa y MaIlUeHTOB C
pa3IUYHON CTPYKTYPHOU Marosiorueit Muokapaa, ocooenno npu MBC [68]. Omnako y

IIaInMCHTOB C A]_—[H}K HUX HCAOCTATOYHO, UX JAHHBIC IIPOTHBOPCUYNBEI.

1.10 Mesxaynapoaunblii MHoroueHTpoBoii Pernctp apurmorenHoii

KAPAHOMHUONIATHM/IMCIVIA3HH NPABOro xkeaynouka (Perucrp)

B cBs3u ¢ manousyuennocteio AJIIDK, nmosBuiach HEOOXOIUMOCTh B CO3/IaHUU
eanHor 0a3bl JaHHBIX. B 1980-x rr. ObUI cO3AaH MEpPBBIA PETHCTP MOJA PYKOBOACTBOM
John Hopkins (bantumop, CIIIA), u B HacTosAmuii MOMEHT HacuuThiBaeT cBhime 1200
NAIMEeHTOB. AHAJIOTUYHBIC PETUCTPHI cTalu NMosBIATHCA B 1990-2000-x ronax: Jlatckuit
peructp (491 nmaument), Hemeuxuii (360), CeBepo-EBponetickuii (317), Lropuxckuii
(183), Utanbsiuckuii (129), FOxno-Adpukanckuit (130), CeBepo-Amepukanckuii (101),
ABctpanuiickuii (87). Kaxaplii peructp BHOCUT CBOM BKJIaJ B U3y4YEHUE 3a00JICBaHUS:
Wichter T. et al., u3 HemMenKoro peructpa, ormyoJUKOBaIu OOJIBIIOE KOJI-BO CTATEH MO
dapmakomnoruu 3a 13 met (1992 - 2005rr.) U BBISIBUIM, 4TO coTanon B jno3e (320-480
Mr) HauOonee >(PQeKkTHBEH B KaueCTBE AHTHAPUTMUYECKOW Tepanuu. ['pedeckue
WCCJIEIOBATEN BIIEPBBIE OMUCAIM PEIIECCUBHBIN BapuaHT - Oose3nb Naxos. B 2003
rony yu€Hele u3 ceBepHor Mrtanuum u CIIA, BeisiBuiu uto y 50,0% nanuentoB 3a 39
MECSIIIEB BBDKWIIM 3a CUET MMIUIAHTALMM KapauoBepTepa aepudpuuistopa. B 2009
roay yuéHsie u3 FOxHoi AQpHKK BBISBUIN 5 HOBBIX MyTalluid B T€HE TUIAKOPWIMH-2,
KOJUPYIOIIUX JeCMOCOMasbHble Oenku. B marckom perucrtpe ObLIO BBISIBIEHO, YTO Y
MOJIOBUHBI MAIMEHTOB MMEET MECTO MyTamus B reHe rmiakopuiauH-2 B 2011 roxy. B
caMOM OOJIBIIOM aMepUKaHCKOM peructpe yu€nelie B 2009 romy omyOIuKOBaiM, YTO
caMbiM 3((PEKTUBHBIM aHTHAPUTMUUECKUM TIpErapaToM SBISETCS aMHUOJApPOH.
UccnenoBarenu w3 OkBajgopa omyOnukoBanu paHHbie o 12 marmumentax AJIIDK,
KOTOPbIE UMEIOT PEIIECCUBHBIC TIPOSBIICHUS 0O0JIE3HH (J1aJIOHHO-TIOJIOIIBEHHBIA KepaTo3
u JIKMII), gto B panbHeiiem Obuto Ha3BaHO kKak cuuapom Carvajal. B Poccun Ha

CErOJHSIIHUMT AEHB HE CyIIECTBYET equHoro perucrpa no AJIIDK.
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B 2014 roxy 6s11 moanucan 1oroBop o corpynnudectse mexay OI'BY «HMULL
uM. B. A. Ammazoa» M3 P® u llypuxckum YHHUBEPCHUTETOM, B paMKax KOTOPOIO
OCYILECTBISIETCA AOCTyIl K Mexaynapognomy Muoronentposomy Perncrpy AJIIDK
(Peructp), 1enpi0 KOTOPOTo SIBISIETCS HUCCIENOBAHUE KIMHUYECKUX M TE€HETHYECKUX
(GakTOpoB,  OTHOCAIIMXCS K  TOBBIIMIEHHOMY  PHUCKYy  3a00JieBaHHs,  €ro
IIPOrPECCUPOBAHUIO U INIOXOMY MPOTHO3Y.

JIisi BHECEHUSI B PETHCTp OTOMpAIOTCS JaHHBIE MAIMEHTOB U3 TPYMIbI C
"yTOUHEHHBIM" JUAarHo3oM. B peructp BHOCATCA CBEACHHUS aHAMHE3a, JaHHBIE
OOBEKTHBHOTO M  HHCTpyMEHTalbHOro  oOciemoBanus:  OKI,  cyrodHoro
MoHutopupoBanus OKI', Tpeamuin-tecta, IXO-KI, MPT cepaua, reHETHYECKOTO
UCCJIEIOBAHNSI, MOHUTOPUHIE JIUHAMHYECKOTO H3MEHEHHUs COCTOSHHUS OOJIbHOTO U
JaHHBIX 00 OTAAJIEHHBIX pe3yJbTaTax €ro JeueHus. Benenue peructpa mpeanonaraet
CTporoe coOJIOACHUE MPOTOKOJIOB JIaOOpAaTOPHO-UHCTPYMEHTAIBHBIX JaHHbIX. B
porpaMMme perucrTpa MNpeAyCMOTPEHAa BO3MOYKHOCTh XPAHEHHS U PEAAKTUPOBAHUS
TEKCTOBBIX M I'papUuecKux MarepuayioB, OOMEH NaHHBIMU MEX]y BpadamH, IPOBOS
JUHAMUYECKOe  HaONOJIeHHe 33  NAlMEeHTOM  BHE  3aBUCHUMOCTH  OT  €ro
MECTOHaxXOXAeHUs. YUYTO B JajbHEHIIEM NO3BOJIUT HAKallJIMBaTh, XPaHUTb U
oOpabatbiBaTh MHGOPMAIIHIO, TIOJIy4asi JOCTOBEPHBIE MPOTHO3bI TEUEHHUS 3a00JIeBaHUS
U paspabaThiBasi TaKTHKYy BeJeHUs. Tpedyercs 3aloHEHHE AAHHBIX MO MPOTOKOJIaM
nuarHoctukn AJIIDK, Bo Bpemsi koTopbix peructpupyercss okojio 300 pa3muyHbIX
NoKaszaTesield, 4YTO TMO3BOJUT H3YYUTh OCOOEHHOCTH 3a00JE€BaHUA Y POCCHUICKON
KOTOPTHI MalUEHTOB.

B nenom, crout nmoauepkHyTh, uTo Tak kak AJIIDK mmeer 31okayecTBEHHOE
T€YEeHUE HeoOXOJMMa €ro paHHss JAUArHOCTHKA, 4YTO SBISETCA aKTyaJdbHBIM IS
TakTUKU BeneHus. Hecmotpst Ha TO, uTo OKI' - KpuTEepuu BKIIOYEHBI B KPUTEPUH
NIOCTAHOBKM  JIMAarHo3a, HEJOCTaTOYHO  M3YYEHbl  MapKepbl  3JIEKTPUUYECKOMN
HECTAOMJIBHOCTH MUOKapAa, YTO MO3BOJUIO OBl 3aM003PUThH MEPBbIC UBMEHEHUS, YHKE

Ha CKpBITOH (haze 3a00IeBaHMS.
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I'JTABA 2. MATEPHUAJIBI U METObI UCCJIEJOBAHUSA

2.1 KiimHu4eckasi XapakTepuCcTHKA NANMEHTOB

B mpouecce uccnenoBanus Ha | srane Obuio mpoananmu3upoBaHo Oosiee 30000
ucTOpUid 00JIe3HEN MAIMEHTOB C CEPICYHO-COCYAUCTON MAaTONOrUeH, HAaXOJUBIIMXCS Ha
oOclieToBaHNM W/WIIM JiedeHUH B KiMHHKax llenTtpa AnmazoBa ¢ 2011 mo 2017 rr.,
nocJie yero Owlia BeiaeneHa rpynna u3 800 narueHToB (2,7%), UIMEIONIMX B aHAMHE3E
KHP (> 500 XK3/cyrku w/mmu XKT). 3aTtem 3Tu manueHThl ObUTM OOCIEIOBaHBI IO
kputepusim AJITDK (Marcus F. u coast.) 2010 roga. AJIIDK Obuta BeisiBieHa y 83
NAlMEHTOB U HA OCHOBAHMHM IMOJIYYEHHBIX JAHHBIX ObLIO MPOU3BEACHO paclpeeieHue
MalUEeHTOB IO TPYyIIaM CO CIEAYIOIIUMHU JIuarHo3amu: 'yTOuHEHHBIM" - 1p. I,
"morpanuyHeI” - rp. 2," BO3MOXHBIN" - Tp. 3. COOTHONIEHNE MYKYMH WU KEHIIWH
coctaBmwio 41 u 42 yenoBeka coorBeTcTBeHHO (49,4% u 50,6%). Cpennuii Bo3pacT
nanueHToB 0611 39,744,1 roga (ot 16 1o 69 ner).

Ha II srame Obin mpoBeneHn ananmu3 OKI - mokazareneil M CTPYKTYpPHBIX
M3MEHECHU MHUOKap/a y MalMeHTOB C pa3JIMYHbIMKA BapuanTaMu nuarnosza AJIIDK.

Ha III asrame uccrnemoBanus ObUIO MPOBENECHO MPOCIEKTUBHOE HAOMIOJACHHUE 32
oomppiMH ¢ AJIIDK ¢ omeHkol AWHAMHMKK TIOKa3aTelied  DJICKTPUYCCKOU
HECTaOWJILHOCTU MHOKapAa U aonoaHuTeabHbx JKI - MapkepoB.

Knunnueckoe  oOcienoBaHume — MAIMEHTOB  MPOBOAMWIOCH B TECHOM
coTpyauuuectBe ¢ Jsabopatopusimu Ilentpa: HWJI snexrpokapauonorun, HUWJI
MarHUTHO-PE30HAHCHOU ToMorpaduu, HHUO KJIMHAYECKOM buznonorun
kpoBooOpamenns, HWUJI matomopdonorun, HUJI monexynspuoit kapauonoruu, HUJI
PEHTTeH-PHI0BACKYJISIPHOU XUPYPTUU U XUPYPIUU apPUTMUM.

Ha mepBom Bu3HTE y Bcex OOTBHBIX, OIICHUBAINCH JTAHHBIC BBHIITMUCHOTO ITUKPHU3a,
BoimosiHsiich  ODKIT  (mo  mporokony AJIDK), curman - ycpeanénnas OKI,
xonrepoBckoe MoHuTopupoBanue OKI' (XM-OKI'), mpoba c¢ ®H, DXO-KI' ¢
npunensHoi onenkoi DK u JIDK, mpousBoamsics 3a60p KpoBM Ha TE€HETHYECKOE

HCCJIICAOBAHUC.


http://www.almazovcentre.ru/?page_id=4607
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Yepes 2 roga OosibHbIE ObLTM 00CIIEIO0BaHbI TOBTOPHO M UM BhIMONHsIUCH OKT,
XM-2KT', 3XO-KI' ¢ mpunensHoi onenkoi mnokaszarenet IDK u JDK, marnuthHo-
pe3onancHas Tomorpadus (MPT) cepariia ¢ KOHTpacTHPOBAHUEM.

Hanuune nmmemuueckoii 00yie3HU cep/ilia U Apyrux 3a00jaeBaHuid MUOKap/a ObLIO
HCKJIIFOYEHO Ha OCHOBAaHWM KIMHMYECKUX AaHHBIX U pe3ynbraToB OKI, XM-OKT,
po6sl ¢ ®H, sxokapauorpaduu (3XO-KI') u, B psjae ciydaeB, kopoHaporpadwum.

AHanu3upysi aHamHe3, ObUIO BBISIBIEHO, u4TOo 8§ mnamueHToB (9,6%)
npoeCCUOHANIBHO 3aHUMAIUCh cropToM (3 d¢yrtdomoMm, 2 - OGokcoMm, 2 - JIETKOM
atierukoit, 1 Bemocmoprom). Cpeau MAaLMEHTOB HE ObUIO BBISIBJIEHO 3aBUCUMOCTH
MEXIy 3aHSITHEM CIOPTOM U BuaoM nuartosza AJITTK.

[TaneHTHl WMeENU CHEAyIOIMEe COMyTCTByIOmMe 3aboneBanus: ['b y 17
naiueHToB (20,5%): I'b I ct. y 11 manmentos (13,3%), I'b II ct. y 6 mauuenTos (7,2%),
CH 2 tuna (uHcynuHHe3aBuUcUMBIN) y 12 manuentoB (14,45%), oxupenue [ - 1l
crenenu y 26 mamueHToB (31,3%), matonorust XKKT (ractpur y 34 nauuenTtoB (40,9%)
u s3Ba 12-mepctHoii kumku — 13 manuentoB (15,6%)), y 47 manuentoB (56,5%),
narosorus apixarenbHoit cucteMsl (XOBJI) y 9 nanuentos (10,8%).

OCHOBHBIMH >Kaj00aMHu, 3aCTaBUBIIMMH OOpPAaTUTHCA 3a TOMOIILI0 OBLIH:
nepebou B pabore cepana y 53 mammentoB (63,8%), mpuctynbsl Taxukapauu y 24
nanueHToB (28,9%), nuckomdopt 3a rpyaunon y 36 (43,4%), onpimika y 17 (20,5%),
CHHKOTIAJIbHBIC U MPECHHKOMAIbHbIC cocTosiHUA Y 38 - (45,8%).

VY Bcex wuccnenyemblx ObuIM 3apeructpupoBanbl JKHP BbicOkMX rpamauuii
(kenymoukoBasi aIOpuTMusA, mapHbeie, nonumopdueie XKOK, nsmuzoast KT) mo
knaccupukammam B. Lown, M. Wolf 1971, 1983 rr. Bce OonbHbIE mONy4anu
cneruanbHylo AAT B BHIE TOCTOSHHOTO WJIM KypCOBOTO JiedeHHUs. IlanueHTsl,
HaxonquBmmecs Ha AAT, xotopas Obuta HeddPexkTHBHA, HEMOCTATOUHO (P HEKTHBHA,
IJI0X0 TIEPEHOCUJIACh WM BBI3bIBATA MOOOYHOE WM TPOAPUTMOTEHHOE JCHCTBHE,
HaIpaBJISUIMUCh HA XUPYPIHUUECKOE JICUCHHE.

N3 xupypruyeckux METOJOB JICUCHHsS] OBLIM  BBIMIOJIHEHBI  CIEAYIOIINE
Manunyisanuu: PYA - y 52 nanuenrtoB (y 37 nanuentos - 1 PYA, y 10 nanueHToB - 2
PYA, y 3 nauuentoB - 3 PUA, y 2 naumenroB - 4 PHA), UK/l ummiantupoBan 31
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nauuenty, CPT-J - 5 nauuentram, BbeimonHeHa TC - 4 nanueHtaMm, BO BpeMs
XUPYpPruyecKoro BmemarenscTsa 48 mauuentam (57,8%) Obi1a BeinoaneHa OMBb.

[Tomumo AAT mnanueHTs TOJyYaldW JI€YEHUE IMpernapaTaMu OJIHOW WU
HECKOJbKUMH  JICKAPCTBEHHBIMU rpynmnamu, TaKUMHU KaK: TNYPETUKH,
MuHepankopTukouibl, HAIID, capraHbl, He3aMEHUMbIE (ICCEHIIMAIbHBIC) >KUPHBIC
kucnotel, K° - Mg® comepkamme TpemapaThi, HHUTpAThl, AHTHATPETAHTHL,
AHTUKOATYJISTHThI, TUTIOJIUIIUIEMAYECKHUE CPEACTBRA.

CuHKONaJIbHBIE COCTOSIHUS BO3HUKANM Y 34 nmanueHToB (40,9%): B rpynme 1y 24
naruenToB (27,3%), B rpynme 2 y 6 manueHToB (46,2%), B Tpymme 3 y 4 NManueHToB
(26,7%).

3a BpeMs HabOmoeHus ymepio 2 nauuenTa (2,4%) ot ouBenTpukyisspaoi XCH,
KJIMHAYECKasi cMepTh Obula 3adukcupoBaHa y S5 mnanueHtoB (6,0%), ¢ ycnemHo
MPOBEAEHHBIMU PEAHUMAIMOHHBIMU MEPOTIPUATUSIMH.

N3 Xupypruyeckux METOJOB JIEUEHHS ObUIM  BBINOJHEHBl  CIEAYIOIINE
Manunyisanuu: PYA - y 52 mamuentoB (62,6%); UK umnnantupoBan 31 nmanueHTty
(37,3%) cpabareiBanue npousonuio y 16 manuentoB (51,6%); CPT-/I - 5 manueHTOB
(6,0%).

Tpancruiantanust cepina sIBASETCS METOAOM JieYeHHUs OOJIbHBIX B KOHEYHOMU
CTaJMM CEPACYHON HEIOCTATOYHOCTH, KOTOpPAasl XapaKTEpPHU3yeTCs BbIPAKEHHBIMU
U3MEHEHUSIMU TEMOJMHAMUKH ¥ HEOOPATUMBIMU CTPYKTYPHBIMU H3MEHEHHUSIMU
OpraHOB—MHMILIEHEW, a TaKXkKe MpU PePPaKTEPHOCTU KEITYJOUKOBBIX apUTMHUN, B MOEH

padote TC Obuia BeINoNHEHA - 4 TanueHTam (4,8%).
2.2 UHCTPYMEHTAJIbHO-J1a00PATOPHBIE METO/IbI UCCJIEI0BAHNS
2.2.1 KninHu4eckue MeToIbl HCCIEI0BAHUSA

VY nanueHToB OIIEHUBAIKCH CIICIYIOIINE PE3yIbTaThl HCCIICIOBAHUMN:
° Kimmmandeckoe oOcnaenoBanne (OkanoObl, OOBEKTHBHOE HCCIIEIOBaHHE,

HN3Yy4YCHUC JaHHBIX aHaMHGSa);


https://www.vidal.ru/drugs/clinic-group/505
https://www.vidal.ru/drugs/clinic-group/505
https://www.vidal.ru/drugs/clinic-group/505
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J OKI' B 12 ortBeaenusix - anamusupoBaiuch Bce DKI' (mpu BKIIIOUEHHH B
UCCJIEIOBAHNUE U PAHEE BBHIMIOJHEHHBIC);
° XM-DKI' (12 kananpHOe) — aHamusupoBanmuch Bce XM-OKI' (mpu

BKJIFOYCHHHU B UCCIICAOBAHNUC U PAHCC BBIHOJIHGHHBIG);

. I[MIDK 1o oproroHanbHbIX oOTBeAeHUAM 10 CHUMCOHY (Ha MOMEHT
BKJIFOUEHHS ),
J OXO-KI' nmpu BKJIIOYEHUH B HCCIECIOBAaHUE, C THIATEIBbHBIM aHAIU30M

npaBbix kamep cepana (I u IDK u JIK);

o Harpy3ounsie npoObl: TpeIMUI-TECT WA BETIOIPTrOMETPHS;

o Crpecc DXO-KI" n/unu koponaporpadus 1o NokazaHusIM JIJisi UCKIIIOUECHUS
NbC,;

o MarauTHo-pe3oHaHCHas ToMorpadus Cepana;

o DOHIOMUOKapAHaTIbHAS ouoricus, BKJTFOYAsI TUCTOJIOTUYECKOE

UCCJIeI0BaHNE OMONTATOB, UMMYHOTHCTOXMMHUYECKOE HCCIIeIOBAHNE OMOITATOB;
o ['eHeTrUeckoe Ucciea0BaHNe, HA MOMEHT BKITFOUCHMUS;
o DHAoKapaAnanbHOe eKTpodusnoaoruueckoe uccienopanue (a0 IDON),

10 TTOKA3aHUIM.
2.2.2 MeToauka 00IEeKJINHAIECKOr0 00CIeI0BAaHUA 00JILHBIX

OObmexnuHuYeckoe oOcaeAoBaHre OOJBHBIX BKJIIOYAJIO, B MEPBYIO OYEpE.lb,
aHaNM3 >Kaao0 M aHAMHECTUYECKHMX JaHHbIX. [Ipu 3ToM 0co0oe BHUMAaHHE yIETSIOCH
CyOBEKTUBHON MEPEHOCHUMOCTH HAPYIICHWH PUTMa, HAJIUYMIO SIH30/10B YCUIEHHOTO
cepaneOneHus, NPeAOOMOPOYHBIX HM  OOMOPOYHBIX COCTOSHHUM, HX CBS3H C
(GU3MYECKUMU U TICHXOAMOIIMOHAIBLHBIMU HArpy3Kamu, MPUEMOM MHINA W JAPYTUMH.
YYUTBIBAIMCH TAK)KE JUTMTEIILHOCTH CYIIICCTBOBAHUS apPUTMHUU, XapaKTep HadaIbHBIX U
NOCJIEAYIONIMX €€ MPOSBICHUN, CBS3b €€ BO3HUKHOBEHHS C IIEPEHECEHHBIMU U
XPOHUYECKUMH 3a00JI€BaHUSMH, 3aHSATUEM CIOPTOM U Jp.NOKAa3aTeld, a TaKke
Hanuuue KA u ciyuyaeB BCC y poacTBeHHUKOB. AHAIU3UPOBAIUCH (DEHOTUITHYECKUE

MIPOSIBJICHHSI HEUPO-MBIIMICYHBIX 3a00JIeBaHUM, KaHAJOMATHHA, PEIECCUBHBIX (opm
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ANIDK. MHckmouanucb Apyrue BO3MOXKHBIE 3a00JI€BaHUS  CEPIEYHO-COCYIAUCTOMN

cuctemMbl: MuokapauTsl, UbC u T.1.
2.2.3 MeToapl 3J1eKTPOKApAHOrpapuuecKoro o0ciae10BaHus
2.2.3.1 CrangapTHasi 3anMch 3JIeKTpOKapanorpaguu

CrannaptHas 12 - xananpHas OKI' BeIMoONIHsIach TP MOMOINU Kapauorpada
«MAC1200 ST, GE» (CIIA). 3anuce OKI' npoBomuiach BCeM TNalUEHTaM B
TIOJIOXKCHHUH JIeKa B 12-TH OOIIENPUHATHIX OTBeACHUAX 1o mpoTtokory AJIITK (North
American Registry of Right Ventricular Dysplasia, 2010), cieayromum odpa3om:

2 OKI' B 12 oTBeneHUSX:

1 - ckopoctb 25 mm/cek, ammuutyaa 10 mm/mB, Guibtp 0.5 - 100 I'n wim 0.5 -
150 I';

2 - cKopocThb 25 MM/cek, amruiutyaa 10 mm/MB, uitstp 0.5 - 40 T'i;

U emé 2 OKI' B 12 oTBeieHUSIX:

1 - ckopoctb 50 mMm/cek, ammumutyaa 20 mm/mB, dunbtp 0.5 - 100 I'p wm 0.5 -
150 I'm;

2 - ckopocthb 50 Mm/cek, ammumuTyaa 20 mm/MB, GuitbTp 0.5 - 40 I';

Kaxnas OKI' Obuta mpoaHaln3upoBaHa ABYMsI HE3aBUCHUMBIMH KapIUOJIOTAMH.
[Ipu Hamuuuu pa3Iuyuid B €€ HHTEPIPETAMN PACCMATPUBAIacCh TPETHUM KapAUOJIOIOM,
Y OKOHYATEIbHBIN BBIBOJ ObLI clesiaH Ha ocHOBe koHcuwiuyMa. [lo manueiM OKI' Bo
BCEX CTAaHJAPTHBIX U TPYIHBIX OTBEACHUSAX OLEHUBAIUCH CIECAYIOIINE IMMapaMeETPBhI:
3yoenr P, untepBan PQ, kommiekc QRS, cerment ST, 3yb6en T, untepBan QT,
anekTpuueckass och cepaua, uHrepBal RR, UCC, namuume BJIHIII wam BITHIIL,
HapyLIEHHS cepleduHoro putMa, a Takxke OPPXK, OpVYK, OplIK, sncunon Bonna, UBT,
nucrnepenst uaTepBana QT, MakcuManbHas NPOAOIDKUTENBHOCTh KomIiekca QRS XKD.

PeBYJ'IBTaTBI OLICHUBAJIMCh B TMHAMMHKC.
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2.2.3.2 CurnaJ - ycpeaHéHHasi dJIeKTpoKapauorpadus

CY-OKI' mpexncraBisier coboil ycuieHHbId U oOpaboranHblii curHan OKIT,
KOTOPBIA MOXET OOHApPYKUBATh 3JEKTPUUYECKHE MOTEHUUAIbl YPOBHS MHUKPOBOJIBT B
TepmuHaibHOM Kkomruiekce QRS, wusBectHpie kak [IIIDK (Hu3KOaMIUIUTYAHBIE,
BBICOKOYACTOTHBIE U U3MEHEHHBIE YaCTOTHBIM KOMIOHEeHTaM B QRS kommiekce).

Bceem nanuentam CY-OKI' BbIONHsUIACh MYTEM OPTOTOHAIBHBIX OTBEAEHUH IO
Cumrncony npu nomomu Hocumoro monutopa «Kapnuorexuuka-4000» (dbupma 3A0
«Uuxapt», Cankr-lletepOypr). B kaxmoil u3 3anucedl MpOBOAWIOCH HAKOIUJIEHUE H
ycpennenne 300-800 QRS-xommiekcoB mo ypoBas myma 0,7 MxB. Ycpennennsie
nanubie punbTpoBauch ¢ yactoToi 40 I'i. Pacuér xonmmnuectBennbix kpurepuen [ITDK

npoBoAwiIcs aBToMatuuecku B nporpamme «KTResult-3 (Dkcnept)».
2.2.3.3 XouaTepoBcKOe MOHUTOPUPOBAHUE YJIEKTPOKAPAUOTrPaduu

XonrepoBckoe MoHUTOpUpoBaHHE DKI' BBIMOMHAIOCH C MOMOLIBKO HOCHUMOIO
morutopa «Kapmumorexnuka - 4000» (dupma 3A0 «Mukapt», Canxt-IlerepOypr),
o0paboTka pe3ynbTaToB ocymecTBisuiack B mporpamme «KTResult-3 (OxcnepT)», u 7
nanueHTaM ObuI0 BbIMOIHEHO XM-OKI' ¢ momompbio cuctemsl «Kapauosoruueckas
undopmarmonnas cucrema MUSE» (OOO «/Ixxull Xanckea», MockBa) u o0paboTka
pe3ynbTatoB B mporpamme «AmoOyrnatopHas cuctemMa MmoHuTopuHra DKIT MARSHY.
Pesynbrathl Bcex XM-OKI' oneHuBanuch B AMHAMUKE HAONIOJEHHUS, B TEUCHHE 2X
netHero nepuona. Ilpu momomu XM-OKI' onpenensauch cieayrolye MOKa3aTelln:
cpeanecyrounble mnapamerppel YCC, Hanmmume u komumuectBo JKHP - onuHOUYHBIX,
MapHBIX, TOJTUMOP(PHBIX IKTOMUYECKUX KOMIUIEKCOB U 3Mu3070B JXXT, MUHUMAIIbHbIE,
MaKCHMaJIbHbIE M CpeiHUEe 3HaueHus JHeBHOM 1 HouHOM UCC, nntepBan PQ, komriekc
QRS, cermentr ST, umnrepBan QT, mucmepcus QT, MBA3T, a Taxxke HapylieHUs
CEpJIEYHOTO PUTMA, B 3aBUCUIMOCTH OT BPEMEHU CYTOK, (PHU3NYECKON M IMOIIMOHATILHOMN

AKTUBHOCTHU U IPYTI'UX MOMCHTOB, OTpa)KéHHLIe B JTHCBHHKEC.
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2.2.3.4 IIpoda ¢ pusnyeckoi Harpy3koi (Tpeamuii-Tecr)

[IpoOa ¢ (usnmyeckoit Harpy3koi BBIMOJHSIACH C UCIOJIB30BAaHUEM ammapaTHO-
nporpammuoro komrmiekca WELCHALLYN Cardioperfect, (CILIA) mo mpoTokoiry
Bruce. [InuTenbHOCTh KaXI0W CTYNEHU COCTaBisUIa 3 MUHYTHI. 3anuch Ha Oymary 12
orBeaeHnit JKI' mpousBoamiach nepes HayaloM KCCIEAOBaHUS, HA TTUKE HATPY3KH, B
KOHIIE 1- MUHYTBI M Ha 5-d MHUHYTE€ BOCCTAaHOBHUTEIBHOTO NEPHUOAA, & TAKXKE NPH
HEOOXOAMMOCTA B JIIOOOM MOMEHT mpoBefeHus MpoObl. AJl HM3Mepsioch Py4YHBIM
cnocoboM MetogoM KopoTkoBa mepes HadanioM IpoObl (B MOJOKEHUU CUJs), HA 2-U
MUHYTE KaXJA0W CTYIIEHU U KaXble 2 MUHYThl B BOCCTAHOBUTEIBHOM IMIEPHO/IE.

Kpurepusimu npekparieHust npoObl ObLIH:

® 3HAYMMOE HApacCTaHUE YaCTOThI U KOMIUIEKCHOCTH KEITYJOUYKOBBIX HApYLIEHUH, a

TaKKe MosiBJIeHne (GUOPMILTALINY IPEACEPINL;

e TIOSIBJIGHWE HapyuwleHUH mpoBoauMocTH (Ojokanel HoXek myuka [wuca,
aTPUOBEHTPUKYJISIpHas OJI0Kaa, CAHOATpUaIbHas 0JI0Kaa);

e jnocTkeHue cyomakcumanbaon YCC;

o noBbiienre AJl coimie 220/110 MM pT.CT. uiu ero cHkenue Ha 20 u 6ojee MM

PT. CT. ¥ APYTHE COTJIACHO Kputepusm [146, 61].

[Ipy mnpoBeneHWHM HArpy304YHOM MpPOObI CPaBHUBAIMCH KOJUYECTBEHHBIE W
Mopdornoruueckne xapakrepuctuku KA B  mnokoe, Ha ¢Gone DH wu B

BOCCTAHOBUTEIHLHOM NIEPUOJIC.
2.2.4 Kputepuu HATUYHSA IJIEKTPUYECKOI HECTA0UIBLHOCTH MHUOKapaa

B ocHoe 3a0oneBanus exxuT GuOpo3HO-KUpoBoe 3amernienrne muokapaa [DK,
KOTOpPO€ CO37aeT cyOcTpaT M BO3HUKHOBEHHUS JJIEKTPUYECKOW HECTAOMILHOCTH
muokapaa (OHM), nns ero BBIABICHHS OICHUBAIOT CICAYIONIME HW3MCHCHUS

QJICKTPHUYCCKHUX IIPOLHECCOB B MUOKAPAC, HSMCHCHUA JCIOJAPHUIAINNHN: OSIICUIOH BOJIHY

(BK AJIDK), mno3muue mnoteHmmansl xkenymoukoB (IMIDK - MK AIIDK),
dbparmeHTrpoBaHHbIl  KoMIieke  QRS,  makcuManbHYI0 — MPOJOKHTEIBHOCTH

koMmriekca QRS KD, dbenomen panueit penomsipuzaruu xenynouko (OPPX), )KHP
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(xputepun  AJIIDK) w gp.,, a Takke TmoOKa3aTend H3MEHEHHsl TPOLECCOB

PENOJAPHU3AINMHA K KOTOPBIM OTHOCAT: HWHBCPTHPOBAHHBLIC BOJHBI T (KpI/ITepI/II/I

AJITDK), mukpoBonbTHYIO anbrepHanuio 3yoma T (MBA3T), mucnepcuto unrepBaia QT
(dQT) u zp.

2.2.4.1 JDncujIoH BOJIHA

O HanUyuu SMCUIIOH BOJHBI CYJUIN TIPU HAJTMYKU CJICIYIOIINX KPUTEPUEB:
e 3a3yOpuHa wiK BojiHa B Havyase cermenTa ST (B koHIe QRS-komuiekca);
e HauOoJiee 3aMETHBIC BOJHBI B MMPABBIX TPYIHBIX OTBEIACHUSX;
e JnuTenbHOCTh KoMIuiekca QRS B oTBenenusix Vi - V3, mpeBblmatomas 25 Mc ot

€ro MPOJIOJDKUTEIIBHOCTH B OTBeAicHHH Vg [122, 128].

TeM He MeHee, SICUIIOH BOJHY JIYYIllEe BCETO OLIEHMBATh B Hauaje cerMeHtra ST
KaK 3a3yOpuHy B KoHUE QRS-komiuiekca, KpomMe TOro, 3MCHJIOH BOJIHBI HamOoJiee
3aMETHBI B MPABBIX TPYJIHBIX OTBEJICHUSIX. BOHA AMICUIOH MOXET ObITh ATUNMHMYHOU U
BBITJIAZIETh KakK "Tiagkuil" moTeHmnuan, copMUPOBAHHBIN aTUITUYHO JIMHHBIM 3yOI[OM
R’ B otBemenusix Vi - V3, B ciydae, eclid C 3aJepKKON BO30ykmaeTcsi OOJbIIOe
KOJIMYECTBO BOJIOKOH MHUOKapja. IMEHHO MO3TOMY IIUTENbHOCTh Komiuiekca QRS B
oTBeICHUSIX V1 - V3, MPEBBIMIAIONIYI0 25 MC OT €ro MPOJAOHKUTEIILHOCTH B OTBEICHUH
Vs, cieAyeT paclieHUBaTh KaK BOJIHY AIICHUJIOH.

J{ns moBblIlIeHHs] YyBCTBUTENBHOCTU CcHiTHE DKI' pexoMeHIyeTcss IpOBOJIUTH C
yurmienueM (20 mm/MB) 1 ipu UCTOSIb30BaHUM OCOOOM CXEMbl YCTAaHOBKH 3JIEKTPOJIOB:
AJIEKTPOJ C MPaBOM PYKHM HA OCHOBAHWE TPYAMHBI, C JIGBOM PYKH HaJl MEYEBUIHBIM
OTPOCTKOM, DJIEKTPOJ C JIEBOM HOTH B TTO3UITUIO OTBEICHUN V4 - V.

Hanmuuue »ncuioH BOJHBI B MPaBbIX TPYIHBIX OTBEICHHUSIX OICHUBAJIOCH

BpyuHyto ipu aHanusze JOKI' u XM-OKT' [141].

2.2.4.2 UuBepTUpoBaHHbIE BOJHBI T

Hapymienus penonsipuzanuu npu AJIIDK nposiBisitorcs MHBEPTUPOBAHHBIMU

BojHaMmu T B oTtBesieHusx ¢ Vi - V3 npu orcyrerBun [IBITHIIT, Tak kak IMEHHO TakuM
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obOpaszom otpaxkaercs mopaxenue [DK na OKI' [34, 101]. UBT wacto coueraercs ¢
HeOosbioi aneBanueint cermenta ST (< 0,1mV). [pu AAITK 3anepxka mpoBoIMMOCTH
n nunatamus DK Moryt Obite mpuumnoit UBT B Vi - V3 wim B Ipyrux rpyaHbIX
orBeicHUsIX V4 - Vg, TO €CTh 3TO BTOpPUYHAs, a HE MEPBUYHAS PENOJISIpU3AI[MOHHAS
anomanus [141], oHa sBisieTcs OAHOM M3 HamOoJsiee yacThiXx Haxonok Ha OKI' mpu
AJIDK, nostomy OHa SIBJII€TCSA OCHOBHBIM JIMarHOCTHMYECKUM KpurepueM. Hanuuwne

NBT B npaBbIX TPYJIHBIX OTBEACHUSX OIIEHUBAJIOCH BpyuHYIo npu aHaim3e KT u XM-

OKT'.

2.2.4.3 Ilo3aHue NOTEHIHAJIBI KEJTYA0YKOB

[ITK otHOCSTCS K HU3KOAMILTUTYIHBIM ( < 20 MKB), BBICOKOYaCTOTHBIM (CBBIIIIE
20 - 50 T'm) ¥ BHUAOM3MEHEHHBIM YACTOTHBIM KOMIIOHEHTaM B TEPMHUHAIHLHOM
komruiekce QRS, pacnpoctpansitomuecs: Ha cerMeHT ST, OHM CIMIIIKOM MaJibl, YTOOBI
ObITh BUIMMBIMH Ha craHmaptHor OKI' [72, 16]. Hanuume moO3MHMX MOTEHIIMAIOB
ABJIIETCSI HEPEAKUM (PEHOMEHOM, HO M3-3a HU3KOW cnenuduuHocty oTHocutcs k MK
nuarHoctuku AJIIDK.

KommuectBenubiMu kputepusimu [IITIK sBistrores:

1. mpogomxutensHOCTh (uiabTpoBaHHOTO KoMiiekca QRS (TotQRSF) > 114mc;

2. MOPOAOIIKUTENBHOCTh HU3KOAMIUIUTYIHBIX (< 40mMkB) curHaioB B KOHIIE
komruiekca QRS (LAS40) > 38 mc;

3. cpenHekBaApaTHYHas aMmIuiMTyaa mnocienHux 40 Mc  QUIBTPOBAaHHOTO
xomruiekca QRS (RMS40);

Hanuure ogHOTO M3 TpeX MaTOJOTMYECKUX KPUTEPUEB MPHUHATO KaK MOKa3aTelb
HAJIMYMS TIO3AHUX ToTeHnuanoB npu auarHoctuku AJIDK [141]. Ilpu »Tom
peructpaiusa IIIDK no Bcem 3-M mapameTpam Jie€flaeT 3aKJIIOUYEHHE BBICOKO
noctoBepHbIM. Pacuér TIIDK npoBoauiics aBromatuyecku B nporpamme «KTResult - 3

(OkcmepT)».
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2.2.4.4 KenynouKkoBbie ApUTMHUHU

Kputepusmu nocranoBku nquarnoza AJIIDK sBunucs[68, 116]:

e HeycroituuBas unu ycroruuBas XXT ¢ mopdororueit BJIHII u oTkioneHuem
D0C BBepx (otpuniarenbHbii uin HeonpeaeneHHbli QRS B otBenenusx 11, 111 u
avF u monmoxxurenbHbIi B oTBeaeHnu avLl) — BK AJIITDK;

e HeycroituuBas wim ycroiuuBas KT ¢ xondurypamnueit KT BbIxogHOro Tpakra
ITXK, ¢ mopdomnorueit BJIHIIT u otknonennem 0C BHM3 (MOn0KUTENBHBI QRS
B orBenenusx II, III u avF u otpunatensubiii B orBeaeHuu avl) — MK AJITTK;

e boiee 500 XKOC 3a 24 gaca npu (XM-OKT') - MK AZIITXK.

Hamnune JKA ouenuBanocs Bpyunyro npu ananuse OKI' u XM-OKIT'.

2.2.4.5 ®eHoMeH paHHell PenoJsipU3aluM KeJTyA09KOB

®PPK - 5t0 OKI' heHOMEH, XapaKTepU3yIOIUKUCS ONpPeIeIEHHBIM KOMILIEKCOM
OKI' w3MeHeHW, OH TPOSBISETCS B BHUAE 3a3yOpUHBI WM BOJHBI B KoHIE QRS
KOMILJIEKCa Ha HUCXOMASIIEM KojieHe 3yOra R Beimie u3onuuauu. [Tuk J (mogbem TOYKH
nepexona QRS B ST-cermenT mo kpaiiHeil mMepe 2 OTBeAcHUSX (B mpeiaenax OJIHOU
00J1aCTH; HaNpUMeEp, B HIDKHUX WM OOKOBBIX OTBEICHUSIX)) TOJDKEH OBITH OOJIbIIE WU
paBeH 0.1 mV B AByxX uiu 0oJjiee CMEXHBIX OTBEJCHUSX, 3@ UCKIIOUEHUEM OTBEACHUMN C
V: - V3 u npopomxurenbHocTs QRS He momwkHo mpessimath 120 mc. Hanuune OPPX

OLICHMBAJIOCH BpY4HYI0 Tipu aHanu3e DKI' u XM-OKIT [86].
2.2.4.6 ®parmenranus komiiekca QRS

[Ipu ouenke ¢pparmentrupoBanHoro QRS Ob1M Hcnonb3oBanbl kpurepuu M. Das
2006 rona:
IIpu y3xkom ¢pparmenTupoBannom QRS kommiiekce (< 120 mcek):
- HaJIm4ymMe nonoyiHuTensHoro 3yoma R (R');
- WJIK HaCEYEK Ha BEPIIUHE 3y011a S;
- win Hanuuue > 1 3yOua R' B 2 CMEXHBIX OTBEIEHMSIX, COOTBETCTBYIOIIUX OOJIbIIEH

yacTu OacceitHa kopoHapHou aptepun Ha DK mokost B 12 oTBeACHUSAX ¢ qUATIA30HOM
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¢unbrpa 0.16 - 100 I'u, pumptpom Toka 60 I', ckopocThio Oymaru 25 MMm/cek,

amriutyaou 10 mm/mMB.

IIpu mupoxom pparmenTupoBanHom QRS komiuiekce (> 120 mcek):

- paznuusbie martepHbl RSR' ¢ 3ydriamu Q unu 6e3 Hux ¢ HanmuuueMm > 2 3y6010B R (R');
- WK > 2 3a3y0puH Ha 3yO1ax R;
- Wik > 2 3a3yOpuH Ha BEpPUIMHE WJIM HUCXOJAILIEM KoJieHe 3yOna S B 2 OTBEACHMSIX,
COOTBETCTBYIOIIMX OOMbIIei yacTu OacceitHa kKopoHapHoi aptepuu (To ectb fQRS B
nepeaHux rpyaHbix orBeAcHusx (Vi - Vs) = OacceiiH neBoi mepeaHell HUCXOsIen
aprepun, fQRS B OokoBbix oTBenenusx (I, avL, Vg) = Oaccelin seBoil ormbaromei
aprepun, fQRS B Hmxuux orBenenusax (II, III, avF) = Gacceitn npaBoii kopoHapHOI
apTepun).

Hanuune ¢pparmentanmu QRS onenuBanoch Bpyunyto npu ananuze IKI' u XM-

OKT'.

2.2.4.7 MakcuMaJibHasi NPOAOLKUTEIbHOCTh KoMILIekca QRS

KEJYT0YKOBOM IKCTPACUCTOJIbI

B cootBercTBHE ¢ MeToaMKOM, mpeanoxennoit M. Gallagher u coasropsr 2016 .
[58] y kaxkmoro mammeHTa ObLTa OIICHEHA MPOAODKUTEIBHOCTH Komiuiekca QRS KD
kaxa0il u3 mopdororuit XKIK, usmepenus: mokazaresnss IpOBOIMWINCH BpyUHYHO. [[is
aHanu3a ObuM BBIOpaHbl KOMIUIEKCH QRS mmpunoit Gomnee 120 mc ¢ 4€TkuMm ux
HayaJoM U OKOHYaHHeM BO Bcex 12 oTBenenusix. M3mepenue mmpuHsl komruiekca QRS
KD  OogHOBpEMEHHO  MOPOBOJMIOCH BO  BCEX  OTBEICHMSIX, YUYUTHIBAIACH
MPOAOJLKUTENBHOCTh KoMmIuiekca QRS KO ¢ cambIM paHHUM €ro HadyajioM U MO3IHUM
okoHuanueM. HambGonpmuii komrieke QRS XKD Obut onpeneneH, kak MakCUMaJlbHAs

MPOAOJKUTEILHOCTH KomIiekca QRS XKD.
2.2.4.8 MukpoBobTHas ajbTepHanus 3youa T

MBA3T ObLa omieHeHa py MOMOIIH 2X KOMIbIOTepHBIX nporpamm « KTResult -

3 (Okcmepr)» 83 manmentam (100,0%), m u3 Hux «AMOymatopHas cCHCTEMa
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mounutopunra OKI' MARS» y 7 nauuentoB (8,4%). B HameM wuccienoBaHUU MbI
UCIIOJIB30BAIM METOJ] MOJU(PHUIIMPOBAHHOTO CKOJB3SIIETO0 CPEAHEr0, aBTOMATHYECKU
onpenensiemoro mpu XM-OKI'. MonudunupoBaHHBIIT METOJ CKOJB3SIIETO CPEIHETO
(MMA) ocnoBan Ha BpemeHHoM aHanu3e MBA3T [140]. B MMA meTrone KOMIUIEKCHI
pa3OuBaroOTCs Ha JBE TPYMIbl - YETHbIE M HEUETHbIE. B Kaxkqoil rpyrine CKoJb3siee
cpenHee B Kakoi-muOo Touke T BOJHBI ompeaensercs st kKakmoro QRS kommiekca
KaK 3HAYCHHE CPEAHEr0 M1 NPEAbIAYIIETO KOMIUIEKCA, CKOPPEKTHPOBAHHOE B
3aBUCUMOCTH OT €r0 COOTHOIIEHUSI C TEKYIIUM KOMIUIEKCOM: YBEJIMYEHHOTO, €CIu
pa3HUIA MEXIY TEKYIIUM U CPETHUM B 3TOM TOUKE IMOJIOKUTEIbHA, U YMEHBIIEHHOTO,
€CJIM 3Ta pa3HUla OTpUIATEIbHA. 3JHAYECHUE AIbTEPHAIMU ISl TEKYIIEr0 KOMIUIEKCa
OTpeNeNaeTCsl KaKk MAaKCUMyM Pa3sHOCTH MEXKIY CPEIHUMHM JUIsl YETHBIX U HEUETHBIX
KOMILJIEKCOB JIJIs1 Kaxk/10M Touku T BosHbI. Jlanee BhIOMpaeTcss MakCUMaibHOE 3HAYCHUE
anbTEPHALMA HA MPOTSKEHUH 15 cexkyHA. Pacuér mpoucXOoauT aBTOMATHYECKHU MpHU

NOMOILIM BCTPOCHHOW TMporpammbl «AmMOymnatopHas cuctema MoHuTOpuHTra OKI

MARSY.
2.2.4.9 ucnepcusi uarepsana QT

Hucnepcust mHaTepBana QT 3TO HamuuuMe pa3HULBI MEXKIAY MAaKCHUMAJIbHBIM H
MHUHUMaJIBHBIM 10 BennunHe 3HaueHueM QT B 3anucu IKI'. Jlucnepcus untepsaia QT
(d QT) cymiecTByeT U B HOpME 3a CUET pa3iinuus MPOLIECCOB PEMOJISPU3AIlUU B PA3HBIX
oraenax DK n JDK.

Jns anamuza pucnepcur uHTepBasia QT mnpoBoaunach OAHOMOMEHTHas 12-
kaHasbHas 3anuchk DKI' B monoxeHuu sexa npu ckopoctd 50 MM/CeK M CTaHAAPTHOM
kanuopoBkoil. MaTepBan QT u3mepsnu B MUUTUCEKYHIaX BPYUYHYIO JBOMHBIM CIIEIBIM
METOJIOM OT CaMOW paHHEW TOuku KoMmruiekca QRS 10 MakcMMaibHO MO3IHEN TOUYKHU
3youa T B MecTe ero mepexojia B U303JEKTPUUECKYIO JTMHUIO; TPU HAIUYUU BOJHBI U
okoH4aHue 3youa T onpenensii B MECTe MAaKCUMAJILHOTO YIIIyOJIEHUSI MeX 1y 3yOLaMu
WM KaK MECTO IIepeceueHUst HU30dJIeKTpuueckod iumHuu T - P ¢ KacarenpHOW,
IIPOBEJEHHOM 110 MAaKCMMAJIbBHOMY HAaKJIOHY HHUCXOAsAlEerd yacTu BoaHbl T. MHTepBan

QT HU3MEPAJICA KaK MHHHMYM B 8 OTBCACHHUAX M HCIIOJIB30BAJIMCh 3HAYCHUA 3x
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nocJeA0BaTeNbHbIX KOMIUIEKCOB. Jlucnepcusi unTepBana QT omnpenensiercs Kak
pa3HUIla MEXJy MaKCUMaJIbHbIM M MHUHUMAaJIbHBIM 3HaueHueM wuHTepBajga QT B 12
orBeaeHmsX: d QT = QT max - QT min. Iloporosoit BenmuumHoM cuntanack d QT,
paBHass 70 mc. Hammume nucnepcun uHTepBasia QT OILIGHMBAJIOCh BPYYHYIO TMPH
anamuze OKI' u XM-DOKI' [51]. Bece DKI' - meroasl Obuiu BbeioaHeHBI B HUJI

DIEeKTPOKapANOJIOTUH.

2.3 JIpyrue MeToabl JHATHOCTUKH APUTMOIreHHOI KapAnOMHONIATHH/ THCIJIa3HI

MPaBOro KeJ1y104Ka
2.3.1 Oxokapauorpadus ¢ npuueIbHON OLEeHKOI MPAaBOIo KeJTy104Ka

OXO-KI' mpoBomunace i ONpENENCHUsT CTPYKTYPHO-(PYHKIIMOHAIBHOTO
COCTOSIHUSI TTpaBbIX kamep cepaia npuuensno [DK, na sxokapauorpade PHILIPS iE33
(CHIA). DXO-KI' BBIIOIHSIM HAIllEHTaM JIEXKa B IIOKOE B IMOJIO0KCHHH Ha JICBOM OOKY
MaTPUYHBIM JaTYUKOM X5 - 1, cOOp JaHHBIX MPOU3BOAMIICA B PEKUME CUHXPOHU3AIUU
¢ OKI. Ilo pexomenmanmsm cneunuanuctoB [{ropuxckoro yHuBepcurera [126]
oOcyei0BaHUE TAIMEHTOB MPOBOAMIIOCH B CICAYIOMUX TMO3UIUAX: MapacTepHaIbHAS
MO3UIMS, JUIMHHAS OCh; MapacTepHajbHas IMO3UIMA KOPOTKash OCh; amnukKajibHas 4 -
KaMepHas Mo3uIus ¢ npuieiabHeiM pokycom [DK; anukanbpHas 2 - kamepHas MO3UIUS C
nputenbHbiM (okycom DK u cranpmaptHas anukanbpHas 3 - xamepHas nosunus. C
nomotbio M-, 2D- u 3D- pexuMoB, a TakKe TKaHEBOH Iorieporpaduu OreHUBATIUCH
pa3Mephl MpaBbIX KaMmep cepiua, TOJIIMHA MHOKapaa, JIOKalbHAash COKpaTUTEIbHas
criocooHocth Muokapaa IDK, namuuue aneBpusm, a taxke TAPSE, TASV u FAC.
OXO-KI'  Bommonssmiocs  cotpynanukamu  HHUO  xnuHudeckodl  gusnonoruu

KPOBOOOpAIIICHUS.
2.3.2 MarauTHO-pe30HaHCHas TOMorpadus cepauna

MPT Bommonsasuin Ha MP-tomorpape MAGNETOM Trio A Tim, Siemens ¢
HaAMpsHKEHHOCThI0 MarHuTHOTO Tmonst 3,0 T, Mcmosmb3oBanmw  TOBEPXHOCTHYIO

pagruovYacToTHYHO Karymky s Tena «body coily. COop AaHHBIX NPOU3BOAWIA B
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pexume cuHxpoHuszanuu ¢ OKI', ckaHupoBaHHE MPOBOIMIM Ha 3aJEPKKE JbIXaHUS.
Jia pacdera (pyHKIMOHAJIBHBIX MapaMeTpoB (Takux Kak (pakuus BbiOpoca, KCO wu
KJO >xenyo4koB), a TakX e JJIs BBISIBJICHUS HAapyLIEHUH JOKAJIbHOW COKPAaTUMOCTH
MHUOKapJla MCIOIb30BAIM KHUHO-TIOCIEN0BATENbHOCTh TrueFisp ¢ peTpocnekTUBHBIM
TpurrepuHroM. Cpesbl BBICTaBIISUIM OJIOKOM B aKCHAJIbHOM IJIOCKOCTU Ha BEChb O0BEM
KEITYJOYKOB, MO JBYX JUIMHHBIM OCAM B 4-X U 2-X KaMEpHBIX IIOCKOCTSIX CEpILa,
JOTIOJIHUTENBHBIE CPE3bl BBINOJIHAIMCh Ha BBIXOAHOW M IpUTOYHBIM oTaensl 1DK.
OOpaboTKy MOJYYEHHBIX JTaHHBIX BBINOIHSIN Npu nomoinu npuioxenus MR Cardiac
Analysis paboueli cranuumu Syngo Via Siemens. C LENbl0 OLEHKH CTPYKTYPHBIX
U3MeHeHU Muokapaa MPT-uccienoBanue IONOJHAJIOCH BHYTPUBEHHBIM BEIACHUEM
KOHTPACTHOTO TaJ0JIMHUIcoIepKalero mnpemnapara ¢ pacueroM 0,1-0,2 MMOJIB/KT.
[locne KOHTpacTUpPOBaHUS CKAHUPOBAHHWE IPOBOAMIM 4Yepe3 5 u 15 MuHyT C
UCIIOJIb30BAaHUEM TPAJUEHTHOW IOCIIENOBATENBHOCTH «HHBEPCHSI-BOCCTAHOBIICHHUE)
(TrueFisp IR psir). Hcnonp3ys kuHO-pexxum Ha MPT, ompenensiice pasMepbl
NOJIOCTEN TMpaBbIX KaMmep cepiaua, (pakuus BbIOpoca MPaBOro JKEIyJ0uyKa, TOJILIMHA
MHOKap/1a, BO3MOXKHBIE HApYyIIEHUS PETHOHAPHOW COKpaTuMocTh Muokapaa IDK wu
BbixogHOM TpakT IDK. Ha mDOCTKOHTpAacTHBIX H300paX)eHUSIX C NPUMEHEHHUEM
IPaJUEHTHON TMOCJIEeI0BAaTeILHOCTH «UHBepcusi-BocctaHoBieHue» TrueFisp IR psir
OLICHMBAJIACh CTPYKTYypa MUOKap/a - Hamuue puOpo3a B CTEHKE MPABOTO KETYI0YKa.

MPT mnpoBoauinocs corpyauukamu HUJI marautHO-pe30HaHCHON TOMOTpaduu.
2.3.3 'eneTH4eCcKO€E HCCIEJ0OBAHUE

BrITToTHEHNE TEHETHYECKOTO WCCIICIOBAHUS IPOBOIUIOCH HAa TEHETHYECKOM
ananu3atope (cexkseHatope): ABI PRISM 3500, npousBoautens: Applied Biosystems, B
Nucturyre reneruku Llentpa. MccnenoBanuss NpOBOAWINCH € LEIBIO CPAaBHUTEIBHOTO
CEKBCHUPOBAHUSI, OOHAPYKEHUSI U TIOJTBEPKACHUS HaMuus MyTaruii B reHax: DSC2,
DSG2, DSP, JUP u PKP2. OmnpeneneHve HYKJICOTHAHOW MOCIEI0BATEIBHOCTH

OCHOBAaHO Ha METOAEC CC—)HI[}Kepa.
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2.3.4 Mopdosioruueckoe nccjiel0BaHue
2.3.4.1 DHpomMuoKapauaJabHas OUONCHs

MatepuanoM 1j1st MOp(HOIOTHYECKOTO UCCIIETOBAHMS ObUTM HHTPAOTIEPAIIHOHHBIC
ouonratel muokapaa [[DK 46 mnamueHTOB, BKIIIOYEHHBIX B HCCIeqOBaHUE. 3a00p
ouornrara BRINOIHUIMCH coTpyaHuKamMu HUJI peHTreH-3HA0BaCKYISIPHON XUPYPIUH U
XUPYPrUU apuTMHM, 1O PYKOBOJCTBOM J.M.H., podeccopa Jlebenera [1.C. buoncuro
muokapaa IDK Opamu B xoxe BeimonHenus PYA, wummnantanmum WKJI/CPT-/,
BbINOTHEHUs TC uau B X04€ OTACIBbHON MaHUYJISIIIUU. 3a0UpaIuch 1 MapKUPOBAIIUCH
oT 3-5 KycoukoB MuoKapma mo 3°2"2mm: u3 Bepxymku IDK, u3 cpemHeir Tperu
MEXOKETYTOUKOBOM TeperopoAku U BeIxojgHoro tpakrta IDK Omke x kmamany JIA.
OauH Kyco4yeKk MHUOKap/a NOMEIIAJICS B CTEPUIIbHBIM (DU3HMOJIOTMYECKHU pacTBOp IS
BBIMIOJHEHMS TOJIMMEPA3HONW IIEMHOM peakuuu s OIpeneieHUs] HMH(GEKIHOHHOIO
arenra. OcrtanbHble o00pasnsl Muokapnaa (uxcupoBamuch B 10,0% pactBOpe
HelTpasibHOTO 3a0ydepeHHoro (popmanrHa, 00€3BOKUBAIUCH B CIIUPTaX BOCXOISALIEH
KOHIIEHTpaIMu U 3aj1uBaiuchk B napadun. [locne 3anuBku oOpas3iioB TKaHu B napaduH
BBINIOJIHSUTUCh CEPUITHBIE Cpe3bl pPOTAIMOHHBIM MuUKpoToMOoM Leica RM 2125RT.
[TapaduHoBbie cpesbl TommmHou 2-3 MM 1o 10 - 15 cpe3oB Ha 1 mpeaAMETHOM CTEKIIe
OKpAlllMBAJIA: T€MAaTOKCHJIMHOM - 303MHOM, N0 BaH ['M30HYy, Tpuxpomom MaccoHa,
a3yp-’03MHOM, KOHTO KpacHbiM u 1o llepicy (Ha amuioua W Kelne3o Mpu
reMoxpomarose nauueHtam mnociie 50 ner). I'0TOBble T'MCTOIOTHYECKUE IMpernapaThl
U3YYaJIUCh C TOMOUIbIO OOBIYHOM CBETOBOM M MOJISPU3ALMOHHOM MHUKPOCKOMHHM Ha
mukpockonie Leica DM 4000 B. IMonspuzanrioHHass MUKPOCKOIHUS MPOBOJUIACH IS
UCKITFOUEHHUS JereHepaTUBHO-AUCTPOYUUECKUX U3MEHEHU I " HEKpPO30B
KapJMOMHOLIMUTOB, MPU MOJI03PEHUHU Ha aMuiiona. Mukpodororpadguu ObUTM MOTYyYEHbI

¢ nmomorsio kamepsl Leica DFC 490 (I'epmanmst).
2.3.4.2 UMMYHOTMCTOXUMHYECKOE UCCIeJ0OBaHNEe U MOPOMeTPUA

NMMyHOTUCTOXMMHUYECKHE Tpenaparbl C NapapuHOBBIX CPE30B MHOKapaa

roTOBWINCh B TeueHwe 36 yacoB c¢ anturenamu k: Ig M, HLA-DR — antureny
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ructocoBmectumoctu 11 kimacca, CD 3, CD 4, CD 8, CD 45, CD 68, nepdopuny, Th17,
a-actin-sarcomeric, o and f heavy chain myosin, troponin T, desmin, dystrofin N, clone
34C5, emerin, anti - mitochondrial - antigen, y - kareHuWHy, KOHHEKCHHY - 43,
BUHKYIUHY, VP1 - sHTepoBupycoB, LMP Bupyca Orncraiina - bapp, napsosupycy B19,
aJICHOBHPYCY, LINTOMETaJIOBUPYCY, BUpycCy renaruta C, BUpycam mpocToro repreca 1 u
2 Tuma, BUpyCy reprieca 6 Tuma. Bo Bcex mpemnapaTax MOICYUTHIBAICS MPOIEHT KIETOK
C DJKclpeccued aHTUTeHOB. B Kaxaod HMMMYHOTMCTOXMMUYECKON  peakiuu
MIPOBOJUIIOCH HETaTUBHOE W IMO3MTHBHOE KOHTPOJBbHOE HccienoBanue. C MOMOIIbIO
ananuzatopa u3zoOpaxenus ImageScope Color M 2008 1. BBIIOJHSIOCH
MopdomeTpruyeckoe ucciefoBaHue: 1) ¢ BbrlUUCIeHHEM cpeaHero auamerpa KMII,
CpeaHel OTHOCUTENbHOU 1uiomaau Gudposa, murnoMarosa, octarounoi miomaau KMII,
IJIOTHOCTH KamwUIsIpoB (OTHOIIEHUE Iiomaau Gpudposa, mTunomMaTosa Wik KanuuisipoB
K TUIOIAIM THUCTOJIOTHYECKOTO npemnapata B %) B 10 mossx 3peHust Kaxaoro cpesa mpu
*200; 2) ¢ momcueroMm cpemnero kojmyectsa CD3 + T-mumdormros, CD 8 + T-
kmuiepoB, CD 45 + xkierok, CD 68 + makpodarop Ha 1 Mm?. Mopdosoruyeckoe

MCCJIEI0BAHNE BBIMIOIHSIIOCH A.M.H., 3aB. HWJI naromopdonoruu JI. b. Murpodanosoii.
2.3.5 AHa1u3 ceMeilHOT0 aHAMHe3a

VY BceX MAaIMEHTOB OLICHUBAIIUCH CICAYIOIINE KPUTEPUU:

e AJIIDK, moarBepkIeHHAs MO CYIIECTBYIOIIMM KPUTEPUSM y POIACTBECHHUKOB
IIEpBOM JINHUH;

o AJIIDK, noaTBepxaeHHas NaTOJI0r0aHATOMUYECKH MPU AYTOIICUH WU ONepanuu
y POJICTBEHHUKOB TI€PBOl JIMHUH;

o Hnentudukanus maTojorHuyecKor MyTallMH acCOLMUPOBAHHON WIJIM BO3MOXKHO
accoruupoBanHon ¢ AJIIDK nipu oOcneroBaHnM MaIueHTa;

e Cemeiinbli anamMHe3 BCC y pOACTBEHHMKOB NEpBOM JuMHUKM <35 JIET C
npeanosiaraemon AJIIDK;

e AJIIDK, moaTBep:kaeHHAs IATOJOrOAHATOMUYECKU WM MO CYIIECTBYIOLINM

KPUTEPHSIM y POACTBEHHUKOB BTOPOU JIMHUMU.
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Orpannuenust B kputepusax 1994 roga 3akirodanuch B TOM, YTO OHU IOJIArajikCh
Ha CyOBEKTUBHBIE KPUTEPUHU AJII OLEHKU CTPYKTYpbl U (DYHKLUHU XKEJIyJo4Ka U Ui
OLICHKH MHUOKapauanbHOW Owmomncun. B  kputepuax 2010 roma mpenioxeHb
KOJIMYECTBEHHbIE KPUTEPUH, U aHOMAJMU, KOTOPHIE ONPEIEISIIOTCS Ha OCHOBE
CpPaBHEHHUs C JaHHBIMU HOPMaJIbHBIX CyOBeKTOB. KpuTepun Obuin BbIOpaHbl HA OCHOBE
aHalln3a YyBCTBUTENBHOCTH U creuupuyHoct ¢ nomoimbio ROC-kpuBbix. s
aHain3a Kaxaoro uccinenoanus (Hanpumep, OKI', MPT u np.), nanseie npo0GaHaoB
OBUIM HMCKJIIOYEHBI, €CIIM 3TO MCCIEAOBAHUE IMPEACTABIIO CYLIECTBEHHOE 3HA4YCHHE
JUIS AMAarHo3a ManueHTa. JTo ObUIO CAENAHO, I TOrO YTOOBI CKIIOUYUTh HETOUHOCTH
B OILICHKE YYBCTBUTEJIBHOCTH W CHEHU(PUUHOCTH JAHHOIO HccienoBaHus. B memom,
ompefensisi  YyBCTBUTEIBHOCTH M  CHEUU(PUYHOCTH HOBOIO  CKPUHHUHI-TECTA,
pEKOMEHAYETCs, YTOObI HU OJIMH U3 3JEMEHTOB 3TOr0 TECTa HE MCIONb30BAJICSA IS
IIOCTAHOBKHM IEPBUYHOTO JIMAarHO3a; 3TOTO MPUHLHNIA TAKXKE CIEAYET IMPUACPKUBATHCS

JUTSl YCTAHOBKH TMarHOCTHYECKUX KPUTEPHUEB.
2.4 MeToabl cTAaTUCTHYECKOH 00pad0TKH pe3yJIbTATOB
2.4.1 CratucTuyeckasi 00padoTKa JaHHBIX

JIJisi TpoBeIeHMsI CTAaTUCTUYECKOTO aHanu3a Oblia copMupoBaHa 0aza JaHHBIX
nccaegoBannsi. OcoOEHHOCTRIO JAHHOTO HCCJIEIOBAHHS OBUIO TO, YTO OOJBIIMHCTBO
nokasareyied Obuth OWHApHBIMH. B CBSI3M C 3TUM IS aHaJM3a WCIOJIB30BAIKCH JBa
craructuyeckux makera, STATISTICA 10.0 (StatSoft, TulsaOK, USA) u SPSS
Statistics 17.0 (1t BBIYMUCIICHUS 3HAYEHUH TOYHOTO KpuTepus Duriepa).

[TockonbKy 3HAYCHHS] KOJWYCCTBEHHBIX IIOKa3aTeJeH WMENH pacIlpeaciiCHuUs,
OTIIMYHBIC OT HOPMAJLHOTO, UCIIOJIb30BAIMCH HeTTapaMeTpuideckue MeTobpl. CpaBHEHHE
TPy MPOBOJMUIIOCH C TIOMOIIBIO HEMapaMeTPUIECKOTO paHTOBOro kKputepust Kpackesna
- Younca.

[Tpu ananmm3e OWMHAPHBIX MAHHBIX HMCIIOJNB30BAIICS METOJ XH-KBAgpaT M TOYHBIHA
kputepuii ®umepa ¢ mnoctpoeHueM 95,0% HOBEPUTENBHBIX WHTEPBAIOB METOJOM

Momnte-Kapiio.
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N3-3a GonpLIOr0 4YHCIIa HUCCIEAYyEeMbIX I[IOKa3aTeleil M y4uThIBas MPUHLUI
BondeppoHH, MOporoBbIM 3HAYEHWEM 3HAYMMOCTU B CTATUCTHUYECKOM aHalu3€ ObLIO
BbIOpaHo 3HayeHue 0,01.

CraTUCTHUUECKUI aHAJIW3 BBINOJHSJICS HAyYHbIM COTPYIHUKOM JabopaTopuun
OMOCTaTUCTUKU HAy4YHO-HCCJIEI0BATEIBCKOTO OTJENEHUs MaTEMaTHUYECKOr0

MojenupoBanus U ananuza ConnuessiM B.H.
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I'JTIABA 3. PE3YJIBbTATHI COBCTBEHHBIX HCCJIEJJOBAHUMN:
Oc00eHHOCTH TOCTAHOBKH IUATHO32 U BbIIBJICHHE APUTMOTeHHOM
KAPAMOMUONATHN/TUCIVIA3MH MPABOI0 KeJIYI04YKA y NAMEHTOB ¢ HAJIUYHEM
KpUTepHeB 3200J1eBaHUS U ONpeaesieHre €€ BapuaHTa (YTOYHEHHOTO,

MOrpaHUIHOro WJIin B03M0)KHOFO)

Berpewaemocts AAIDK nipu ananuze 30000 ucropuii 6one3nu cocrasuina 0,27%.
B uccnenosanue 6nimu BriItOYeHB 83 maruenTa (41 myxxuuna (49,4%) u 42 sKeHIIUHbBI
(50,6%)), cpenuuii Bo3pacrt - 39,7+4,1 roxa (ot 16 g0 69 ner).

CornacHo kpurepusm muarnoctuku AJIIDK (Marcus F. et. al., 2010) y 6,9%
NAlMEHTOB C JKEJyJ0YKOBBIMU HAPYIICHUSIMU PUTMa OBbUT BBISBIECH "YTOUHEHHBIN'"
BapMaHT JMarHo3a AapUTMOTE€HHOM JAMCINIa3UM MpaBoro kemyaouka, y 1,6% -
"morpannunbiii", 1y 1,9% - "Bo3moxubIil" auarnos. Ilocne yero 6putn cpopMupoBaHbl
IPYIIBbI, B KOTOPBIE BOLUIM MALIMEHTHI C Pa3JIMYHBIMUA BapuaHTamu auarHosa AJIIDK:
55 mammentoB (66,3%) Bonum B rpynmy 1, 13 manuentoB (15,6%) - B rpynmy 2, 15
nanueHToB (18,1%) - B rpynmy 3 (Puc. 1).
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Pucynok 1 - A Pucynok 1 - b

PI/ICYHOK 1-A. Pacnpe;[eneHHe ManuCHTOB C pa3JIMYHbIMU BaApUAHTAMU IUATrHO3a apHTMOFeHHOﬁ
JIHCILIa3HuEH IIpaBoOro XKEJIyao4dKa Cpeau MAUMCEHTOB C XKXCJITYAOYKOBbIMU HAPYIICHUAMHA pUTMa

Pucynok 1 - b. Pacnipenienienrie naiueHToB ¢ pa3IMyHbIMU BapUaHTaMH JUarHo3a apuTMOT€HHOM
JUCIIIA3UEH MTPABOTo XKEIyA0UKa
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Bpemsi oT MOMeHTa TpOSIBICHUS] MEPBBIX CUMIITOMOB J0 MOCTAHOBKHU JHMArHo3a
AJIIDK B rp. 1 6s110, B cpennem, 61,4+15,7 mec., B rp. 2 - 48,6+10,9 mec., aB 1p. 3 -
100,9+19,1 mec. Bce OGonpHBIE B HcclenyeMmblx Tpynmnax ObUIM pachpeneieHbl 0
Bo3pactam. CpenHuii Bo3pact: B rp. 1 coctaBun - 43,7+4,7 roxa, B rp. 2 - 37,8+5,4 ner,
a B 1p. 3 - 42,646,9 rona. Haubonee yacro A/IIK BcTpedaniach B BO3pacTHOM TpyIIIie
30-40 gner, pacnpeaenenue mauueHToB ¢ AJIIDK mo Bo3pacTHBIM Tpymmam

npejacTasiieHo Ha Puc. 2.

30 -
o™ n=19 n=25

2% 20

2 c n=14 n=12 n=14

E g 10

=5 o : : : : .
> E 0-29 30-39 40-49 50-59 >60

Bo3spact nanueHToB B rogax

Pucynok 2. Pactipenenenue naiueHToB ¢ apuTMOTCHHOM JUCIIIIA3UeH TPABOTO JKEITYI09Ka IO
BO3PAacCTHBIM I'pyIIIIaM

3.1 BoifiBJ1eHHbIE CTPYKTYPHbIE H3MEHEHUsSI MHOKapaa:
3.1.1 /lannblie 3xokapauorpaguu

OXO-KI' Obima BbelTIONIHEHA BceM marueHTam. [lpuw  aHanuse HapylieHui
cokpatumoct Muokapaa [IDK Obutn BeIsBIIEHBI: akuHe3us - y 29 narueHtoB (34,9%)
nuckuHesus - y 26 manuentoB (31,3%); aneBpusma - y 7 manuentoB (8,4%).
KomOunanuu kpurtepuen: akuHesust + auckunesus DK Bcrpermnacs y 9 marmeHToB
(10,8%); akunesuss + anmeBpuszma IDK - y 2 mnanuentoB (2,4%); nuckunHesust +
anespusma [IK - y 3 manmenTtos (3,6%); komOnHanus Bcex 3 moka3areseii: UCKUHE3Us

+ akuHe3us + aneBpusma 1K Oblia BeisiBieHa y 1 maruenTta (1,2%) (Puc. 3).
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Pucynok 3. BcrpeuaemocTh HapyIIeHUH COKPaTUMOCTH MUOKap/ia MpaBoro XkeiayJouKa y
MAIMEHTOB ¢ ApUTMOTCHHOM JHCIUIa3Hel IPaBOTro KeyJ0YKa M0 JaHHBIM dXO0KapIuorpaduu

Huckunesust (p=0,001) u akunesus DK (p=0,01) naGnroganuch NpakTUYECKU B
OJIMHAKOBOM TIPOIICHTE CIIy4acB y IMMAIMEHTOB B Tp. 1, 3TH mMOKa3aTead HWMENH
HauOoJIbIIIee 3HAaYeHUE B MocTaHoBKe auarno3a. Anespusma [DK (p=0,33) BcTpeuanach
pexe Ha 57,8%, u nanHbiid nokaszaresb Ha 80,0% peke ucrnoap30BaICs MPU MOCTAHOBKE
JMar’osa.

N3menenust ocHoBHBIX napameTpoB pazmepoB [DK mpu 9XO-KI: PLAX RVOT >
32 mMm., otMeuanuch y 46 naruenToB (55,4%), PLAX/BSA > 19 mwm. y 25 narr. (30,1%),
PSAX RVOT > 36 mM. y 25 nmanuentoB (30,1%), PSAX/BSA > 21 mwm. y 13 maiueHToB
(15,7%), a ppaxunonHoe u3meHenue rwromanu < 33% y 50 naruentos (60,2%) (Tabm.
1).

Tabmuna 1. YactoTta BcTpeyaeMoCTH MoKa3aTellel CTPYKTYPHBIX H3MEHEHUN MHOKapAa MpaBoro
KeJTyJJOUKa BBISBJICHHBIX IPU MOMOIIH 3XOKapaAnorpaduu, B 3aBUCUMOCTH OT BapuaHTa AMarHo3a

Bcee
[Toxazarenu I'pynna 1 I'pynna 2 I'pynma 3 3HaueHWe | MAaLUEHTHI C
DXO0-KT (n=55) (n=13) (n=15) p AJITDK
(n=83)
Axunesns [TXK (n) 27 (49,1%) 0 (0,0%) 2 (13,3%) p=0,001 29 (34,9%)
Juckunesus [1K(n) 22 (40,0%) 4 (30,8%) 0 (0,0%) p=0,01 26 (31,3%)
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Anespusma ITXK (n) 5 (9,1%) 2 (15,4%) 0 (0,0%) p=0,33 7 (8,4%)
PLAX RVOT mm 34 (30-40) 28 (27-31) 32 (28-33) p=0,03 46 (55,4%)
PLAX/BSA mMm/MMm’ 18,0 (15,4-21) | 15,5 (14,5-19,2) | 15,9 (14,9-17,2) p=0,02 25 (30,1%)
PSAX RVOT *mm 37 (30-41) 30 (26-36) 32 (31-35) p=0,05 25 (30,1%)
PSAX/BSA* mm/Mm® | 18,3 (16,3-21,3) | 17,0 (14,8-19,4) | 16,4 (14,8-19) p=0,18 13 (15,7%)
®pakImoHHOE
M3MEHEHUE 39 (30-44,5) 43 (35-56) 47 (46,5-47) p=0,06 50 (60,2%)

wiomaan < 33% **
Bonbiioi kputepuii
o 9XO-KT' (n)
Mainblif kKputepui
no DXO-KT" (n)

35 (63,7%) 3 (23,1%) 1 (6,7%) p<0,0001 | 39 (46,9%)

4 (7,3%) 0 (0,0%) 0 (0,0%) p=0,34 4 (4,8%)

[Toxazan pa3dpoc 3Hauenuit npu uzmepennn PLAX, PSAX, uzmenenus miomanau < 33%
* pacuér BeIONHSIICS i1 Tp. 1 n=38, ms rp. 2 n=8, u A rp. 3 n=11;
** pacuér BpoaHsuIca Juist rp. 1 n=28, nus rp. 2 n=7, u 1u4 rp. 3 n=8;
[Toxazan pa3dpoc 3HaUeHUH NpU U3MEPEHUH OCHOBHBIX MapameTpos [1K;
W3MeHeHus rpymni 1o KOJIMYECTBY CBA3AHO C TEXHUUECKUM CIOKHOCTAMHU ONPEENICHUs psijia
nokasareneit 9XO-KI'.

B rp. 1 naubonee wacro Bcrpewanach akunesus [DK - B 49,1%, auckunesus B
40,0% wn aneBpusma IDK B 9,1%. B rp. 2 BeisaiBnena guckunesus B 30,8%, a B rp. 3
yaine BeissBuiaach akuaesus IDK - B 13,3%.

Ucxonno mo nanubiM DXO-KI' u3omMpoBaHHOE HU3MEHEHHE pPa3MEpOB W/HIIU
cokpatumoctu JIK HaGmonanocs y 7 marueHToB (8,4%), BOBI€UCHUE OJHOBPEMEHHO
nByx skenynoukoB (JIDK+IDK) Obimo BeisiBieno y 18 marmuentoB (21,7%). Cpennee
sHaueHue OB JIXK o Simpson coctasuiio 49,0%, B rp. 1 - 38,0%, B rp. 2 - 50,0%, B p.
3 -59,0%.

UysctBurenbHocTh BK 9XO-KI' cocraBuna 63,6%, crnemuduunocts - 85,7%, a
auarHoctuyeckas HeHHOCTh - 89,7%. UysctBurtensHocTh MK 3XO-KI' cocraBuna
7,3%, cnerupuunocts - 100,0%, nuarnoctuyeckas reHnocts - 100,0%.

Takum o6pazom, o manapiM DXO-KI' y 43 nmanuentoB (51,8%) ObutH BBISIBICHBI
kputepun AJIIDK, ouenuBaromue ctpykrypHbie u3Menenus: bK Obun BbisiBiieH y 39
nauueHToB (46,9%), a MK - y 4 nanuentoB (4,8%). BK (p<0,0001) BcTpermiics
3HauuTeNnbHO vamie (Ha 42,2%) u game (Ha 56,4%) ucnoiab30Balica JJIsi TTOCTAHOBKHU

nuartosa, Hexxenu MK (p=0,34).
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3.1.2 /lanHbIe MATHUTHO-PE30HAHCHOM TOMOrpadguu u anruorpadpuu

MPT cepama Obuta BeimonHeHa 46 mnail. (55,4%): B rp. 1 - 33 mauuentam (60,0%),
rp. 2 - 8 maruerTam (61,5%), rp. 3 - 5 manmentam (33,3%).

BK Obut BeisBiACH y 26 mamuentoB (81,3%) m MK y 6 manuentoB (18,8%).
HaGmonanuchk cienyroniue usmenenus, xapakrepuoie 11 AJITDK akunesus IDK -y 15
naueHToB (32,6%); muckunesuss DK - y 11 nmaumentoB (23,9%); AuCCHUHXPOHU3M
cokparienuii [1DK - y 12 manuenrtos (26,1%) (IIpunoxenne b. Puc. 1).

BrisBiIeHBI ceayromue KOMOMHAITMN KpUTEpUEB: akuHe3ns + auckuuaesus [DK - y
1 manuenta (2,2%); akuHe3us: + AUCCUHXpoHM3M cokpaneHuid [1DK - y 2 marueHToB
(4,3%); xomOuHaIMsg BcexX 3 TMoKa3aTelel: TUCKUHE3Us + aKUuHe3us + JUCCHHXPOHHU3M
cokpamenui [DK He BcTpeTniiacs HU y OHOTO MallMeHTa.

V¥ 12 nanuentos (26,0%) ormeuanucek kputepun AJIDK: otnomenne KJ1O ITXK x
mowany nosepxuocty tena (BSA) >110 mL/m? (Mysxuuusi) - y 6 nanuerrtos (13,0%),
ornourerne KJIO DK k mromamu nosepxroctn Tena (BSA) >100 mL/m’ (KeHIuUHbI) -
y 6 manuenToB (13,0%); ®B ITK < 40% 3apeructpupoaBna y 22 namuentos (47,8%).

Huckunesust u akune3us [DK nHaOmonanuck y manuueHToB B rp. 1 B OAMHAKOBOM
(27,3%) mpouente ciy4aeB, auccuHxpoHu3M cokpamenuit [DK (p=0,17) Ttaxxe

BCTPETHJICSA B OCHOBHOM B rp. 1 (Taou. 2).

Tabnuna 2. BectpeuaemocTs oka3aTenel CTpYKTYpHBIX H3MEHEHUH MUOKap/a U HapyLIeHUH
COKpPAaTHUMOCTH IIPABOTO JKEJIYI0UKA, BBISBJICHHBIX C IIOMOUIbI0 MArHUTHO-PE30HAHCHON TOMOrpaduu

F}(Jynna) 1 FE)YHHS?) 2 Fi)ynna) 3 Bce narueHTsr
n=55 n=1 n=15
IToxazaTenu MPT 3Ha‘;eHHe ¢ (ﬁilégl(
n=33 n=7 n=6 (13,0%)
(71,7%) (15,2%) n=46 (55,4%)
Axuresns IDK (n) | 9 (27,3%) | 5(71,4%) | 1(16,7%) | p=0,05 15 (32,6%)
Juckunesus IDK (n) | 9 (27,3%) 2 (28,6%) 0 (0,0%) p=0,34 11 (23,9%)
JIUCCUHXPOHU3M 0 0 0 _ 0
coxpamont 10k (n) | 11 (333%) | 1(143%) 0 (0,0%) p=0,17 12 (26,1%)
%
Kﬂomrfﬁ}?SA 99 (72-112) | 100 (80-106) | 0 (77-94) | p=071 | 12 (26,1%)

OB IDK 40% ** | 39(35-54) | 41(39-48) | 42 (38-42) p=0,88 22 (47,8%)

bonpmoi xpurepuii 0 o . _ .
1o MPT (n) 21 (45,7%) | 5 (71,4%) 0(0,0%) | p=0,02 | 26 (56,5%)
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Maunelii KpuTepuii

0, 0, 0 _ 0
1o MPT (n) 3(65%) | 2(286%) | 1(167%) | p=046 | 6(13,04%)

ITokasaH pa36poc 3uaueHnil npu m3mepennn OB IDK 40% u KJIO IIK/BSA* mL/m?
* pacuér BBITTOHSUICS 7151 Tp. | n=22, st rp. 2 n=5, u mys rp. 3 n=4;
** pacu€r BeImonHsICS i Tp. 1 n=27, s rp. 2 n=7, u ans rp. 3 n=4;
ITokazan pa3dpoc 3HaUECHUH MTPU U3MEPEHNH OCHOBHBIX napameTpoB [1K;
V3meHenus rpynin 10 KOJIMYECTBY CBA3aHO C TEXHUYECKUM OIIpe/IesIeHUEM psija nokasarened MPT.

Axunesus IDK Obuta BbIsSIBIEHA BO BcCeX 3X Trpynmnax, JUCKUHE3US U
TUCCUHXpOoHU3M cokparnieHuit IDK Bctperunucs B rp. 1 u 2.

[To manapiM MPT cepana wuzonupoBanHHoe BomieueHue JIDK HaGmromanock y 5
nanueHToB (10,7%), BoBieueHUE OJHOBpeMEeHHO NBYX xemyaoukoB (JODK+IDK) Obuto
BbIsiBJICHO y 11 manuenTos (23,9%).

UysctBurenbHocth BK MPT cocraBuna 38,2%, cnemuduunocts - 82,1%, a
nuarHoctTudeckas 1neHHoctb - 80,8%. UyscrBurenbHocTh MK MPT cocraBuna 5,5%,
crnenuguaHoCTh - 89,3%, a AuarHoctTudeckas neHHocTs - 50,0%.

Takum obpazom, BK cTpykTypHbIX n3MeHeHuit ¢ momoiisio MPT Obu1 BBISBIICH Y
26 mamuenToB (56,5%), a MK - y 6 naruenTos (13,1%). BK MPT (p=0,02) BcTperumncs
3HauuTeNbHO yaie (Ha 43,4%) u 4dame (Ha 34,8%) UCnonb30BaJICA NJis MOCTAaHOBKHU
nuarnosa, Hexxenn MK (p=0,46). B nienom, o ganaeiM MPT y 32 manuenrtos (69,6%)
ObLH BeIsIBICHBI Kputepuu AJITDK.

AxuHesus, nuckunesus, anespusma [K mo nanubiM anruorpaduu, BCTpETUIIACH Y
1 marmuenta (1,2%) B rp. 1. CraTuctuyeckas BbIOOpPKA CIWIIKOM MaJyia JJisi OLEHKH

AaHHOI'O KPpUTCPHA.

3.1.3 CpaBHeHHE JAHHBIX, MOJY4YEHHBIX C IOMOUIbIO IXOKApaAuoOrpagpuu u

MATHUTHO-PE30HAHCHOW TOMOrpadguu

Jlist comocTaBiieHUsT 3HAUYMMOCTH METOAMK B IocTaHOBKe mguarHoza AJIIDK
MpoaHaJIM3UpPOBaHA TIpynna MNauueHToB, ¢ BbIMONHEHHBIM JXO-KI' mu MPT B
MIPOMEKYTKE HEe OoJiee 3 MeCsIIIeB MEXK Ty HUMHU.

VY 15 nanumentoB (32,6%) kputepuu CTPYKTYPHBIX M3MEHEHUH MHOKapja ObLIH

BbIsiBJIEHBl U ¢ nomoibio DXO-KI' u npu nomomu MPT: B rp. 1 y 12 nanueHTos
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(26,1%), B tp. 2 y - 2 nmamueHtoB (4,3%), u B rp. 3 y - 1 mammenra (2,2%). BK
MOATBEPKIAEHHBIN ABYMsI MeToAamMu BeTpeTuics B Ip. 1 y 13 manuenrtos (28,3%), B Ip.
2 -y 2 martuenToB (4,3%), B Tp. 3 HE BCTPETHIICS.

BbK wnu MK MPT, u npu orpuniatensHom pesyaprare DXO-KI' BcTpeTunuce B rp.
1 y 7 nauuentoB (15,2%), B rp. 2 y - 5 nanuentoB (10,7%), u B rp. 3 y - 1 nanuenta
(2,2%).

BbK nnu MK 9XO-KI" ipu orpunarensHom pesyiabratre MPT BcTpeTtunuce B 1p. 1
y 22 nmaruenTtoB (47,8%), B rp. 2 y - 1 nauuenta (2,2%), B rp. 3 Takxke y - 1 manueHra
(2,2%). Cratuctuueckoit cBa3u HeT (p=0,10), BepOSTHOCTh COBNAJCHUS JUArHO3ANPHU
HCIMOJIb30BaHUU 2X MeToJ10B- 60,0%. B menom, cienyer otMeTuTh, uto npu IXO-KI

yanie Obutn BbisiBIIeHBI KpuTepun AJIIDK, yem nmpu MPT.
3.2 XapakrepucTHKa TKAHU CTEHKH MHOKap/aa:
3.2.1 JlaHHbIe 3 HAOMHOKAPANAIBLHO OHOTICUM

3a0op Owonrara mnpu OMDb BBINONHSJICS BO BpeMs XHUPYPrU4YECKOTO
BMmemarenscTBa (PUA) y 48 marmmenTos (57,8%): rp. 1 y 38 mauuentos (69,1%), B rp. 2
y 6 nareHToB (46,2%), B rp. 3 y 4 nmanuenToB (26,7%).

BbK BcTpetmics y 27 martuentoB (77,2%) B rp. 1 - y 25 nanuenTtos (45,5%), B rp. 2
- y 2 nauuenTtoB (15,4%), B Tp. 3 HE BCTPETUIICS.

MK Obu1 BbisiBiIeH y 8 manueHToB (16,6%) B rp. 1 -y 7 nanmenTos (12,7%), B rp. 2

- y 1 manuenra (7,7%), B rp. 3 Takxke He BcTpeTrics (Tabm. 3).

Tab6nuia 3. BeisiBneHne KputeprueB apuTMOTCHHON JUCIIIA3UU TTPABOTO KETyA0UKa U M3MEHECHHUSI
MHUOKap/ia, He SBIISIOIINECS KPUTEPUIMHU 3a00JIeBaHUS BBISBICHHBIE C TTOMOIIIBIO
SHJOMHOKAPAUAIILHON OHoTICHN

SMEB I'pymma 1 I'pymma 2 I'pymma 3 Bce nanueHnTs! ¢ 3HadyeHne
(n=55) (n=13) (n=15) AJIITXK (n=83) p
Kapanomuormter < 60% o o o o _
(Bostb1ioii KpiTepui) 25 (45,5%) 2 (15,4%) 0 (0,0%) 27 (32,5%) p=0,001
Kaparomuotnmter 60-70% o o o o _
(Mastsit kpuTepHii) 7 (12,7%) 1(7,7%) 0 (0,0%) 8 (9,6%) p=0,32
Yucio nanmeHToB ¢ o o 0 0 _
BhITONHEH O OME 38 (69,1%) 6 (46,2%) 4 (26,7%) 48 (57,8%) p=0,38
[pyrue nu3amMeHeHus MUOKapa
Juctpodus KMI] 2 (3,6%) 3 (23,1%) 2 (13,3%) 7 (8,4%) p=0,04
du6po3 KMIT 2 (3,6%) - 1 (6,7%) 3 (3,6%) p=0,72
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I'uneprpodus KMIT 1 (1,8%) - - 1 (1,2%) p=1,00
dubpos+arpopus KMIT 1 (1,8%) - 1 (6,7%) 2 (2,4%) p=0,56

KMI] - kapauomuorutel; OMB - sHI0MHOKapIMaabpHass OUOTICHS

Kpurepuu AJIITK ne 6b111 BoisiBiieHb! y 13 mauenToB (27,1%), O0JBIIMHCTBO U3
rp. 3, OAHAKO, Y HUX HAOJIIOJAINCh IPyTrUe U3MEHEHUSI MUOKapaa.

VY OGompmmHcTBa marueHToB (73,0%) ¢ BemomHenHoit OMb, ocoGenno B rp. 1,
HaOMoAaI0ch yMeHbllenue konnyectsa KMI] B OuonTare.

UysctBurenbHocth BK OMbB cocraBuna 45,5%, cneuuduunocts - 92,9%, a
JIUarHOCTUYECKas 1IEHHOCTh - 92,6%. UyBcTtBuTenbHOCTE MK DOMBb coctraBuna 12,7%,
crenupuIHOCTh - 96,4%, a AuarHocTuveckas reHHocTs - 87,5%.

BK OMbB (p=0,001) Bctpermiica 3HauutenbHo yaiie Hexxenn MK (p=0,32) Ha
32,8%. Takum obOpaszom, y OGombiieit yactu (72,9%) mamueHToB NpU MOJO3PEHUH HA
AOIDK npu OMB BbIABISUIUCH KpPUTEPUHM 3a00J€BaHUSA, B OCTAIbHBIX CIydasx

BBIABJISIIINCH Hecneun(bnqecm/le HN3MCHCHUWA MHUOKap/Ja.

3.2.2 ConocraBJ/ieHHE JAHHBIX, NOJY4YEHHbIX ¢ IOMOIIbLI0 BU3YAJIM3UPYIOLIUX

METO/I0B IMATHOCTUKH U SHAOMHUOKAPANAJIHLHON OHONICH U

JUIst conocTaBiIeHUs! CTPYKTYPHBIX M3MEHEHHI MHOKap1a U XapaKTePUCTUKHU TKaHU
CTEHKHM MHOKapja ObUla MpoaHAIM3UpOBaHA B3aWMOCBS3b MEXKIY KPUTEPUSIMHU IIO
naHHbBIM DMB u pesynbTaramMu BU3yanu3upyOMIUX MeTo0B quarHoctuku (Taom. 4) y

MaIMEeHTOB, KOTOPHIM ObUTH BBITTOTHEHBI Bee 3 uccinenoBanus (9XO-KI', MPT, DMB).

Tabnuma 4. ConocTaBieHre KPUTEPUEB APUTMOTECHHOM TUCIIIA3HH MPABOT0 JKETYT0UKa, BBIIBIEHHBIX
C TIOMOIIIBIO SHIOMHOKAPANAIBEHON OUOTICUU C KPUTEPUSMU, MTOTYIYCHHBIMU TTOMOIIIBIO
BU3YAJIU3UPYIOIIMX METOAOB JUATHOCTUKHU

""" 3XO-KT MPT "+" "+"IXO-KI + MPT"+"
SMB "+ 19 naw. (41,3%) 13 nar. (28,3%) 8 mmawt. (17,4%)
DMB "-" 6 maw. (13,0%) 8 mramt. (17,4%) 6 mamt. (13,1%)

OMB - sunommnokapauansras 6uoncus; 9XO-KI - saxokapaunorpadus;
MPT - MarHUTHO-pe30HaHCHAsE TOMOTrpadus

B OocjioM PE3YJIbTATHI, IMOJIYYCHHBIC OJHOBPECMCHHO C ITOMOIIIBIO 2

KapauoBu3yanusupyromux metogoB auarHoctuku (OXO-KI' u MPT) He Bcerma
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KOpPpEeNUpylT ¢ pesyiabratamu, mnoidydeHHbiMA mpu OMb. Tompko B 39,6%

BBISIBJICHHbIE C ToMoliplo OMDB  cTpyKTypHblE HW3MEHEHHUSI KOPPEIUPYIOT C

MOJIOKUTEIBHEIMU JaHHBIMH 110 DXO-KI', 1 B 28,3% ¢ IOJIOKUTEILHBIMH JaHHBIMU

MPT.
3.3 BoisiB/ICHHbIC HI3MEHEHUS PENOJIsIPU3AIMU:
3.3.1 UuBepTupoBaHHbie BOJHBI T

BK u MK UBT Bcrperunuces y 35 nanuentoB (42,2%): B rp. 1 y 31 nanuenra
(56,4%), B rp. 2 y 3 maruenToB (23,1%), B rp. 3 y 1 manmenra (6,7%).

BK (UBT B otBenmenusix (Vi - V3) >14 ner 6e3 IIBIIHIIT) BeisiBnen y 29
naruenToB (82,8%) u nHaOmomaics yame B rp. 1 y - 26 marmuentoB (74,3%), y 3
nanueHToB (8,6%) u3 rp. 2, B rp. 3 - HE BCTPETHUIICS.

MK Nel (UBT B otBenenusix Vi - Vg > 14 ner 6e3 IIBITHII) BcTpetuiica y 3
naiueHToB (8,6%) B rpynme 40 - 50 net; y 2 naruentoB (5,8%) B rp. 1 u 'y 1 nanuenTa
(2,9%) B rp. 3, COOTBETCTBEHHO, B Ip. 2 - HE BBISIBJICH.

MK Ne2 (UBT B otBenenusix Vi - V4 > 14 ner npu IIBITHIIT) naGarogancs y 3
nanueHToB (8,6%) B Bozpacte ot 60 neT u crapuie v TOAbKOB Ip. 1.

BK UBT (p=0,002) BcTpevaiics Ha 65,7% uamie, uem MK, u Ha 67,7% 4aie urpan
poiib B moctaHoBke auaruoza, MK Nel u No2 (p=0,64 u p=0,45 cOOTBETCTBEHHO) peke

UCIIOJIb30BAJIMCH B MOCTaHOBKe nuarnosa (Taou. 5).

Tabnuna 5. BeisiBlieHne KpuTepreB N3MEHEHHUS PETIOJISIpU3alliY Y MallMeHTOB ¢ apUTMOTEeHHON
JUCIIJIA3UH NIPABOI0 KEITyJ0UKa

N3menenue I'pymma 1 I'pymma 2 I'pymma 3 Bce nannentst ¢ | 3HadeHue
penossipu3anuu (n=55) (n=13) (n=15) AJIITXK (n=83) p
UBT B otBenenusx (Vi-Vs), >14
sier, 6e3 TIBITHIIT 26 (47,3%) 3(23,1%) 0 (0,0%) 29 (34,9%) p=0,002
(Bonb1moii kpuTepui)
UBT B otBenenusax Vi-Vg> 14 ner
6e3 TIBITHIIT 2 (3,6%) 0 (0,0%) 1 (6,7%) 3 (3,6%) p=0,64
(Maurstit kputepuit Nel)
UBT B otBeaeHusnx Vi-V,>14 ner
npu [IBITHIIT 3 (5,5%) 0 (0,0%) 0 (0,0%) 3 (3,6%) p=0,45
(Mausrit kputepuit Ne2)
Htoro n=31(88,6%) | n=3(8,6%) n=1(2,8%) n=35 (42,2%)
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BT nabmonmanuck y OonpmmHCTBA manueHToB rp. 1 (88,6%), mpu sTOoM wHarie
Bcero BeisiBisuics BK (47,3%).

YysctButenbHocTh BK MBT cocraBuna 47,3%, cnenuduanocts - 89,3%, a
JUarHocTudeckas 1eHHocTh - 89,7%. UysctButensHocTh MK MBT Nel cocrtaBmiia
3,6%, 96,4%, a 66,7%.

YysctButenbHocth MK MBT Ne2 cocraBmma 5,5%, crnenuduanocts - 100,0%, a

OCHHOCTL -

CHGHI/IQ)I/ILIHOCTI) - JUargsoCTH4YCCKas

nuarmoctuyeckas neHocts - 100,0%.
3.4. BoisiB/ICHHbIC MI3MEHEHHS AeMOJIAPU3aLMu/IIPOBeIeHMS:
3.4.1 DncuJIoH BOJIHA

Oncunon BoHa (BK AZIITXK) 6bia BeisiBiiena y 11 nanuentos (13,2%) Tonbko B
rp. 1 (20,0%) (p=0,11) (Ta6n. 7). DICHUIOH BOJIHA IO TUITY "BOJIHBI" BCTPETHIIACH Y 7

naruenToB (12,7%), a o Tumy "3a3yopunsl" y 4 manuentos (7,3%).
3.4.2 Ilo3aHKMeE MOTEHUHMAJBI KEJIYI0YKOB

CY-OKI' 6wma Bemonnena 50 mamwentam (60,3%): B rp. 1 y 33 mammeHToB
(60,0%), B rp. 2 y 9 marmentoB (69,2%), a B rp.3 y 8 manuentos (53,3%). IITDK (MK
AIDK) BoisiBiieH y 36 nmaueHToB (43,8%): B rp. 1 - y 27 nauuentos (49,1%), B rp. 2 -
y 5 mamuentoB (38,5%), a B rp. 3 - y 4 manueHntoB (26,7%) BHE 3aBUCHUMOCTH OT
Bo3pacra. beuin npoananusupoBansl Bee nokaszarenu [IIDK, kak camocTosTenbHO, Tak

B KOMOMHAIMK Mex 1y coboro (Taour. 6).

Tabnuna 6. BectpewaemocTs noka3aTtenel Mo3AHUX MOTEHIIUAIOB KETyI0UKOB Y MAlUEHTOB C
APUTMOTE€HHOM MCIUIa3UM NPABOTO JKEITYJ0UKa

[Toka3atenp { ?XESHSa) r?g:f??)z F?r?:fsa)S OO111ee KOJUYECTBO
TotQRSF 15 mar. (27,3%) | 2 mam. (15,4%) 1 mam. (6,7%) 18 mart. (36,0%)
RMS40 26 nait. (47,3%) | 4 mam. (30,8%) | 5 mam. (33,3%) 35 marr. (70,0%)
LAS40 27 nait. (49,1%) | 4 mam. (30,8%) | 5 ma. (33,3%.) 36 nait. (72,0%)

TotQRSF + RMS40

13 mar. (23,6%)

2 nau. (15,4%)

2 mart. (13,3%.)

17 nar. (34,0%)

TotQRSF + LAS40

13 marr. (23,6%)

2 mamn. (15,4%)

1 marr. (6,7%)

16 mam. (32,0%)

RMS40 + LAS40

25 mart. (45,5%)

4 nan. (30,8%)

5 mar. (33,3%)

34 nart. (68,0%)

TotQRSF + RMS40 +
LAS40

12 mar. (21,8%)

2 mar. (15,4%)

1 mau. (6,7%)

15 mar. (30,0%)
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MK (p=0,001) B OOJBIIMHCTBE CIIy4aeB y4acTBOBaJ B IOCTAHOBKE JMAarHo3a

(Tabm. 7).

Tabnuna 7. BctpeyaeMoCTh U3MEHEHUH JICTIONSIPU3alii (IMCUIIOH BOJIHA U TIO3/THUE TTOTCHIIUAIBI
KEJIYI0YKOB) Y MAIIMEHTOB C apUTMOT€HHON AUCILIA3UU MPABOTO KeNyI0uKa
Nzmenenne I'pymma 1 I'pymma 2 I'pymma 3 [armenTs! ¢ 3HaueHue
JeTIOJISIPU3ALIUH (n=55) (n=13) (n=15) AJITXK (n=83) p
(Boizzfﬁlf;f; i | 11@00%) | 0(00%) 0 (0,0%) 11 (13,2%) p=0,11
MK
(Manblif KpuTepui)

27 (49,1%) | 5 (38,5%) 4 (26,7%) n=36 (43,8%) | p=0,001

UysctBurenbHocTh bK  nenonspuzanmu coctaBwia 14,5%, cneuuuyHocTsh -
100,0%, nmmarHoctuueckas 1neHHocth -  100,0%. YysctBuTenbHocTh MK
nenonsipuzanuu cocraBuna 18,1%, cnemuduunocts - 100,0%, a aumarHoctudeckas
eHHocts - 100,0%.

Takum oOpazom, u3 kputepueB Aenosisipuzanuu yamie Bcrpedancs [IITDK, yem
sncuiiod BosHa Ha 40,0%. OncuinoH BonHa BhIsBIEHA B Tp. 1, B To Bpems kak [ITDK

Ha0JII0JaIMCh Y MAlIUEHTOB BO BCEX 3X rpyIax.
3.5 Kenyno4uxoBbie apUTMHH
3.5.1 KesynoukoBasi TaXuKapAus

KT peructpupoBanace y 76 mnamuentoB (91,6%): B rp. 1 y Bcex OOJBHBIX
(100,0%), B rp. 2 y 10 manmenToB (76,9%), a B rp. 3 y 11 manuenrtoB (73,3%). BK XXT
BoIsiBIIeH Y15 maruentoB (27,3%), a MK XKT y - 41 mauuenTta (74,5%) Brp. 1; BKy -1
nauuenTa (7,7%), a MK y - 9 nauuentoB (69,2%) B rp. 2; a B rp. 3 BK Bctperunca y 1
narerra (6,7%), a MK y - 10 maumenroB (66,7%) (Tab6a. 8). Ilapokcu3mbl
MPABOXKETYI0YKOBOM TaXWKapAUU HMEIIU CPEJIHIO 4acToTy - 157442 yna. B MuH.,
PEUMYIIECTBEHHO B THEBHOE BpEMsl, CPEIAHsS UX MPOJOJHKUTEIHLHOCTh Oblta 12 cexk.
Berpewaemocts KT (p=0,36) He 3aBucena OT TMoja W BapuaHTa JMarHosa.

OuOpUILISINS JKEITyI09K0B Ha0moaanack y 8 mait. (9,6%) tonekos p. 1 (p=0,86).
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3.5.2 Kputepuii TMArHOCTUKH APUTMOT€HHON KapAMOMHUONIATHI/IMCILIIA3HH
NMPaBoro kejayaouka 6osee 500 xkeayq04KOBBIX IKCTPACHCTOJ 32 24 yaca npu

X0JITEPOBCKOM MOHUTOPHUPOBAHMH JIEKTPOKapaAorpapuu

HNauseiii mokasareiar (MK AJIDK) nabmiomancs y 77 manuwentoB (92,8%)
(p=0,95): B Tp. 1 y Bcex OoubHbIX (100,0%) B p. 2 y 11 nmanuenros (84,6%), aB p. 3y
11 manmenrtos (73,3%) (Taour. 8).

Tabmuna 8. BcTtpeyaeMoCTh KpUTEPHEB IMTOCTAHOBKH TUATHO3a aPUTMOTCHHOM TUCIUTa3UH MPABOTO
KEJIyI0UKa M0 pa3aeny ApUTMHH

I'pymma 1 I'pymma 2 I'pymma 3 Bce manuents! ¢ | 3HayeHue
Hoxasarer, ?ny=55) I()ny=13) ?r?zls) AJIITK (n=83) p
XKenymoukoBas taxukapaus | 55 (100,0%) | 10 (76,9%) 11 (73,3%) 76 (91,6%) p=0,93
KT c orxnonenuem 30C
BEPX 15 (27,3%) 1(7,7%) 1 (6,7%) 17 (22,4%) p=0,10
(60110l KpUTEPHil)
KT c orknonenuem 30C
BHU3 41 (74,5%) 8 (61,5%) 10 (66,7%) 59 (77,6%) p=0,60
(mauerii kputepuit Nel)
(Mmﬁ?(gﬂ;i?; Ne2) | 55(1000%) | 11(846%) | 1L(733%) | 77 (02.8%) p=0,95

KT - xenynoukosas Taxukapaus; KOK - xenyqoukoBblil oakTonndeckuii komieke; J0C -
JIEKTPUUECKAs OCh CEpALA.

Cpennee xommuectBOo JKOK/cyTku coctaBmiio 8527+5631. He Oblio BBISIBIICEHO
paznuuns konudectBa JKOK/cyTku y marueHToB ¢ paznuyHbiMu Bapuantamu AJIITDK,
OJIHAKO, TpPH CTATUCTUYECKOM aHaIM3€ YJaloCh YCTaHOBUTb, YTO KOJUYECTBO
KOK/cyTt. 6b110 OGomblie y Jull skeHckoro noina (p < 0,05).

KOK wu3 JDK Berperunuchk y 17 nmaumentoB (22,1%): B rp. 1 y 9 nmanueHToB
(16,4%), B rp. 2 y 5 manmenToB (38,5%), a B rp. 3 y 3 manuentos (20,0%).

KOK u3 IDK BwisiBaensl y 60 nmaruentoB (77,9%): B rp. 1 y 42 manueHToB
(76,4%), B rp. 2 'y 7 mauuenToB (53,8%), a B rp. 3 y 11 nauuentos (73,3%).

OtaenpHO ObUTO MpoaHanm3upoBano BiusiHUe OH Ha mosenenue XXA. Bo Bpems
®H 6pun 3adukcupoBansl XKOK y 24 mauuentoB (28,9%) u KT y 7 nanueHToB
(8,4%). Ha Bricote Harpy3ku XKOK Betpermincs y 19 manuenTos (22,9%): Brp. 1 y 11
naruerToB (20,0%), B rp. 2 y 2 manuenTos (15,4%), a B Tp. 3 y 6 manuenTos (40,0%).
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B BoccranoBuTenbHOM nepuoje KOK ormedanucs y 5 nmaruentos (6,0%): B rp. 1
y 4 nauuentoB (7,3%), B rp. 2 y 1 nmauuenra (7,7%), a B rp. 3 HE BBISBIICHBI.

Ha Beicote Harpy3ku HYXXT Obutn 3adukcupoBans! y 7 manueHtos (8,4%): B rp. 1
y 5 nanuentoB (9,1%), B rp. 2 y 2 nauuentoB (15,4%), a B rp. 3 He BCTPETUINCH, B
BoccTaHoBUTENbHOM nepuosie KT Takke He BCTpeTUiIach.

bK Apurmun (p=0,10) Ob11 BeIsiBiEeH y 17 manuentoB (20,5%), a MK Nel y 59
naruento (71,1%) (p=0,60). BK wamie Ha 12,9% BcTpeuascs y NMaiueHToB B Ip. 1, a
MK Nel pacnpenenuincs OTHOCUTEIBHO PAaBHOMEPHO MO TPEM TIpyImnaMm (B CpelHEM
67,6%), korga kak MK Ne 2 6b11 oOHapy»keH B 100,0% ciydaeB B rp. 1.

UysctButenbHocTh bK paznena "Apurmun" cocraBuna 27,3%, cnenududHocTh -
92,9%, a nnarnoctuyeckas HeHHOCTh - 88,2%. UyBcTtBuTensHOCT, MK Nel u3 paznena
"Aputrmun" cocraBuna 74,5%, cnermududHocTs - 35,7%, a TuarHocTUyeckas IeHHOCTh
- 69,5%. YysctButenbHocTh MK No2 u3 pasnmena "Aputmun" coctaBuna 92,7%,
cneruuaHOCTb - 7,1%, a IuarHocTuyeckas eHHOCTh - 66,2%.

Takum oOpasom, gamie Ha 92,8% BoisaBisseTcs MK Ne2 JKOK > 500 mo pazneny
"Aputmun", 1 MK Nel (KT c orknonenuem D0C BHM3) mo pazueny "Apurmun"

(77,6%), wame B p. 1.
3.6 /lanHbIe ceMeiiHOr0 aHAMHE3a M TeHeTHYeCKOI0 NCCJAe10BAHUS

HacneactBeHHOCTh 3a007€BaHUs MTPOCIEKUBAIACH TOJIBKO y 3 MALMEHTOB U3 TP.
1. BK "AIDK, noarBepkaeHHass MO CYHIECTBYIOIIMM KPUTEPUSIM Yy POACTBEHHHKOB
nepBoil muauKn" BeTpetuicsa y 1 manuenta (1,2%) (p=0,77). MK "cemeiinblii anHamHe3
BCC y ponacrtBenHukoB nepBod junuu < 35 ner" Obul BbisiBJIeH Yy 2x mail. (2,4%)
p=0,71. CraTtuctuueckast BeiOopka cimimkoM mana s oneiku BK u MK. ITo manHbIM
reHeTH4ecKoro aHanusza y 8 maueHToB (9,6%) B rp. 1 ObUIM BBISIBICEHBI U3MEHEHHS B
reHax Koaupyromux Oenok necMoruiakuny 3 mar. (3,6%) u mmakopwimH - 2y 5
nauneHToB (6,0%). UyBCTBUTENBHOCTh KPUTEpPUS CEMEWHOTO aHaMHE3a COCTaBUJIA

3,6%, cneruduunocts - 100,0%, a nuarnoctuueckas 1eHHocts - 100,0%.
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3.7 BoisiBJIeHHE M3y4aeMbIX MAPKEPOB JJIEKTPUYECKONH HeCTAOMIBHOCTH
MHOKAap/Ja y NAIUEHTOB C APUTMOIeHHOI KapAUOMHUONIATHEH/ INCIIa3uell PaBoro

JKeJTyI0UKA
3.7.1 ®eHOMeH paHHel pPenoJsipu3anum KeJTya104K0B

®PPXK no nanusiM DKI BeTpetmiics y 16 manuentos (19,3%): maubosee vacto -
BTp. | m 3 (Tabxa. 9): B rp. 1 y 9 manmentos (16,4%), B rp. 2 y - 1 naruenra (7,7%), a B
rp. 3 y 6 mamuentoB (40,0%). Ilo manabim XM-DOKI' ®PPX nabmromancs y 16
nanueHToB (19,3%): B rp. 1 y 10 nanuentos (18,2%), B rp. 2 y 2 nanuentosn (15,4%); B

rp. 3 y 4 manueHToB (26,7%). CTaTuCTHYECKN 3HAYMMBIX Pa3IH4YUil BRISIBJICHO HE OBLIO.

Tabmuua 9. Jlokanu3amus peHoMeHa paHHEeH PEeToIIPU3AIH KETYI0YKOB Y MAUEHTOB C
ApUTMOTCHHOMW JAMCIIa3Uel IIPaBOTo JKeMyA04Ka HCXOTHO 110 JAHHBIM 3JIEKTPOKAPIOrPaMMBI 1

XOJTEPOBCKOro MoHUTOpUpoBanus DKI
Oteeaenust o DKI'
Huaros LT[0 [avR [avl [avE [V, [V, [ Ve [ Vi [ Ve |V, | [lauwdestst
+ + 1(1,8%)
+ + + 1 (1,8%)
+ + + 1(1,8%)
+ + 1(1,8%)
'pymmna 1 (n=55) + + 1(1,8%)
+ + 1 (1,8%)
+ + 1(1,8%)
+ + 1(1,8%)
+ + + 1(1,8%)
['pymma 2 (n=13) + | + + + + 1 (7,7%)
+ |+ 1 (6,7%)
+ + + 1 (6,7%)
0,
'pymma 3 (n=15) : " : * * * h 1 Eg:;‘;g
R - ¥ 1 (6,7%)
+ + + 1 (6,7%)
OtBenenust mo XM-OKI
+ + 1(1,8%)
+ |+ + + 1 (1,8%)
+ | + + 1 (1,8%)
+ + 1 (1,8%)
I'pymma 1 (n=55) + | + + + + 1 (1,8%)
+ + 1(1,8%)
+ + 1(1,8%)
+ + 1 (1,8%)
+ | + + + + + 1 (1,8%)
+ + + 1 (1,8%)
I'pynma 2 (n=13) + |+ + + + + 1 (7,7%)
+ | + + + + 1 (7,7%)
+ | + 1(6,7%)
I'pynma 3 (n=15) + + + 1 (6,7%)
+ + + + + 1 (6,7%)
+ | + + 1(6,7%)
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Hau6omee ywacto ®PPX mo ganasiM DKI' u1 XM-OKI' HaOmronaicsa B OTBEAEHUIX

I, 111, avlL, Vs - V.
3.7.2 ®parmMenTanus y3koro komiiekca QRS

®parmentanus y3koro komiviekca QRS (OpVYK) no mannsim IKI' ucxomgHo
BcTpeTmwiach y 3 manueHToB (3,6%): B rp. 1 y - 2 manuenToB (3,6%), aBrp. 3y -1
naruenTa (6,7%), mo ganabiIM XM-DKI - y 2 manmentoB (2,4%): u3 rp. 3 (13,3%)
(Ta6n. 10). CraTHCTHYECKH 3HAYMMBIX Pa3JIMYMid HE BBISIBICHO, BBHIOOPKA CIHIIKOM

Maza 1 e€ oueHku (p=0,64) u BIUSHUA HA ApYyTrUe NapaMeTphl.

Tabmuma 10. Jlokanuzanus BBISIBICHHOTO (hparMEHTUPOBAHHOTO Y3Koro koMiuiekca QRS y manueHToB
C QpUTMOIEHHOM JTUCIUIA3UEN MPABOTO KEMYI0UYKA MO TAHHBIM AJIEKTPOKApIUOrpaMMBbl U
XOJITEPOBCKOr0 MOHUTOpHpoBaHus IKI

OrBenenus mo JKI'

Juarnos L | avR | avL | avF | V; Vs, V3 V, Vs Vs ITanmeHTsI
+ + + 1(1,8%)

'pymmoa 1 (n=55)

+ + + + + 1(1,8%)
I'pynma 2 (n=13) -
I'pynma 3 (n=15) + + + 1 (6,7%)

OTtBenenus mo XM-OKI®

I'pynma 1 (n=55) -
I'pynma 2 (n=13) -

+| + + + + + + + + + 9
I'pynma 3 (n=15) " " 1 Eg:;[;g

Haunbonee wacto ¢Qparmentanus y3koro komrmuiekca QRS mo mganaeiM OKI

Habmomanacek B orBeaeHusax 11, 111, avF, a mo manaeim XM-OKIT B 111, avF.
3.7.3 ®parmMenTanus MUAPOKOro komimiekca QRS

®parmentanus mupokoro komiiekca QRS (OpllK) ucxomno mo maHHBIM
OKI Berperunacs y 9 nmauuenTos (10,8%): B rp. 1 y 6 nauuentoB (10,9%), B rp. 2 y 1
nanuenTa (7,7%), B rp. 3 y 2 nauueHToB (13,3%). DTOT nmokasarespb 4aiiie BhISBIISUIICS B
p. 1 u 3 (p=0,89) (Taba. 11). ITo manaeiM XM-DKI' ®pllIK Bcrpernmach y 6
naueHToB (7,2%) u3 rp. 1 (10,9%). OtnensHo Obutu npoaHanuzupoBanbl DKIT Tpéx
nanueHToB, y kotopeix He Obuto fQRS BhIBIIeHO MO maHHRIM XM-DKI', HUKakux
0COOCHHOCTEM y 3THX 3X MAIMEHTOB BBIIBICHO He ObLI0. CTatucTuyeckas BbIOOpKa

CJIMILIKOM MaJia JJig ero oueHku (p=0,64) 1 BIUsHUS HA APYTUE MapaMeTpBhl.
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Tabmuua 11. Jlokanuzanus GpparMeHTHPOBAHHOTO MUPOKOro komiuiekca QRS y manueHToB ¢
apUTMOT'€HHOM JHcIIIa3uel IpaBoro ey 10uka Mo JaHHBIM JIEKTPOKAPAUOTrPAMMBI U
XOJTEPOBCKOTro MoHUTOpUpoBanus DKI

Jlnaruos ©plIIK IlamuenTs! Ortsenenus OKI'
QRS L[ [ avR [avl [avF [ Vi [V, [ V3| Vs | Vs ]| Ve
1(1,8%) + | + + ¥ |+ | +
1(1,8%) I R
L + + + |+ | +
I'pymma 1 (n=55) | 6 (10,9%) 1 820;3 o R - -
1(1,8%) T 1+ | =
1 (1,8%) |+ |+ |+ +
I'pynma 2 (n=13) 1 (7,7%) 1(7,7%) + | + + + +
+ + |+ + + n T .y
I'pyrma 3 (n=15) 1 (6,7%) 1 (6,7%) T - - . X
OtBenenust XM-OKI'
1 (1,8%) T |+ 1+ =
0 1 (1,8%) + + |+ + + n
rpymna 1 (n=55) | ° %) 11 8%) o R
1 (1,8%) + + + + + + +
1(1,8%) + | +

I'pymma 2 (n=13) | 0 (0,0%) -
I'pymnmna 3 (n=15) | 0 (0,0%) -

Hanbonee wacto dparmentanus mupokoro komrmiekca QRS mo manusiM OKI

HaoOmomanack B orBeaeHusx 11, 111, avlL, Vs - Vs, a mo ganaeim XM-OKI B 11, 111, V.

3.7.4 MakcumaabHasi NPOJ0JIKUTEIBLHOCTH KoMiiekca QRS :kemynoukoBoii

IKCTPACUCTOJIBI

HcxonHo wmakcuMalibHasi TPOAODKUTENLHOCTh Komiuiekca QRS KD  Obuia
MIPOAHAIM3UPOBAaHA BO BCEX MCCIENyeMbIX rpymmnax. CpeaHee 3HaUeHHE MaKCUMaJIbHON
npoaokuTeapHocTH kKoMmruiekca QRS KD cocraBumio 168,1 mc. Ilpu cratuctuyeckom
aHaiMM3e C TOMOIIbI0 KpuTepusi MaHHA-YUTHH YJaloCh YCTaHOBUTh, UTO
MaKCHUMaJlbHasi MPOAOJDKUTENbHOCTh KoMiuiekca QRS K3 Obuta mocToBepHO OoJIbIIE Y
i myskckoro noisa (p < 0,05). ITokazaTens y NaneHTOB € "yTOUYHEHHBIM' W JIUArHO30M
ALK (mopor coctaBui > 180 Mc) okazaicsi JOCTOBEPHO BBIIIE, YEM Y MAIMEHTOB C
"morpannuHbM” (TIopor coctaBui < 160 Mc) ¥ "BO3MOXHBIM' JMArHO30M (IOPOT

coctaui 160 mc) AITDK (p < 0,05) (Puc. 4).
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% 240,00 a

: 1 - mnauueHtsl € YTOYHEHHBIM
g 220,001 -

o L -1 nmarao3oM AJIITK, n=55;

g 200,007

g 2 — TalMEHTBl C MOTPAaHHYHBIM
2 180,007

H nuaraozom AJITTK, n=13;

M 160,00

g 3 — m[manueHTsl C  BO3MOYKHBIM
E 140,00 1

: —— i nuarnoszom AJITDK, n=15;

E 120,00 T T T

< 1 2 3

Pucynok 4. Paznuuue MakcuManbHON NPOAOKUTENBHOCTH KoMILiekca QRS >xenynoukoBoit
AKCTPACUCTOJIBI Y MALUEHTOB C Pa3JIUYHbIMU BapUAHTAMH IMArHO3a apUTMOT€HHOW JUCIUIa3Un
MIPaBOrO KEIyA04Ka

Takum o00pa3oM, MakcHUMallbHasl TMPOJOJKUTENBHOCTh KomIiuiekca QRS KD

0oJIbllIe Y MAIMEHTOB MY>KCKOTO 1014, ¢ "'yTOuHEHHBIM ' truarno3om AJIITK.
3.7.5 Iucnepcusi untepBana QT

HNcxonno cpennee 3HaueHue aucnepcur uHrepBaaa QT B rp. 1 cocraBwio -

44,943,1 mc, B Tp. 2 - 40,7£2,7 mc; B Tp. 3 - 33,3£2,1 mc (Taba. 12) (Puc. 5).

Tabmuna 12. 3navenns cpeqHux BenuurH aucnepcrn QT MCX0MHO y MalMeHTOB ¢ apUTMOTEHHON
JUCIITIA3UEN MTPaBOro XKeEIyA0uKa

[Tokazarenu I'pynma 1 I'pynma 2 I'pynma 3

mucniepenn QT ?3355) ?3313) ?r?:15) 3uasenne p
QTmin (mc) 380 (360-400) 390 (350-410) 360 (340-390) p=0,23
QTmax (mc) 420 (380-450) 420 (380-440) 400 (370-410) p=0,03
DispQT (mc) 40 (30-60) 40 (30-60) 30 (10-60) p=0,22

IToka3zan pa3dpoc 3HaUeHUIl IPU N3MEPEHUH pa3IMUYHbIX Mmoka3aTeneit QT.

1 - nammeHTHI C
i 700,007

k! YTOYHEHHBIM JMarHO30M

=

< AJIIDK, n=55;

g 600,00

E‘ 2 — TAIMeHTH ¢
e

E‘ 500,00 HOTPaHHYIHBIM JMarHO30M
: T AZITX, n=13;

w 400,007 I L. 3 — TWanueHTH ¢

& I BO3MOKHBIM JHMarHo30M
300,00 ’ o 3 AJIITXK, n=15;

Pucynox 5. Paznuune nucniepcnu QT y manueHTOB ¢ pa3IWnYHBIMU BaprHaHTaMU JUarHo3a
APUTMOICHHOM AMCIUIA3UU IIPABOTO JKEIy104YKa
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HpI/I CTaTUCTHUYCCKOM aHaJIN3C OTOI'0 ITOKA3aTCJad 3Ha4YUMbIX paSJ'II/I‘-II/Iﬁ MCIKIY

rpynmnamu He BoisiBiieHo (Puc. 6).

5
600 600
550 550
o™ g o™
S s00 2 s
= £
T 40 O 450 a
400 400 o il
350 il 350
1 2 3

o Wedian o Median

[ 25%-75% 250 [ 25%-75%
T Min-Max 1 2 3 T Min-Max
grd grd

PI/ICYHOK 6. OI_IGHKa nomz;zneneﬁzmcnepcnn QT Yy IalUCHTOB C Pa3JINYHbBIMH BapUaHTAMU
JHuarHosa apHTMOFCHHOfI AUCILIA3WU IIPABOro KCJIyJOo4uKa

Takum o00pa3oMm, HU B OAHOW rpymme cpeaHee 3HaueHwe aucnepcun QT He

JIOCTHUTJIO TTATOJIOTMYECKUX 3HAYECHUH, HO B TP. 1 OHO OBUIO BHIIIE, YEM B APYTHUX.
3.7.6 MukpoBoJIbTHAs ajJbTepHanus 3youa T

[TonoxutensHas anbrepHanus 3youa T BeisiBieHa y 35 nauueHTos (42,2%): B rp. 1
y 21 naruenTa (38,2%), B rp. 2 y 8 nmarrientoB (61,5%), B rp. 3 y 6 nauuentos (40,0%),
cpennee 3HaueHue amrutyasl MBA3T - 93 MkB. Cpennee 3HaueHue aMILTUTYAbI
MBAS3T - 93 MkB, cpennee 3nauenue Valt mxB - 23,23 MxB, cpeanee 3nauenue K alt -

8,90 mxB. OtpurarensHas anbrepHaiusa Habmonanacey y 48 mamueHTon (57,8%) (Taba.
13).

Tabnuua 13. BeisiBieHue cpelHUX BETMYMH MUKPOBOJIETHOHN anbTepHalmu 3yona T y manueHTos ¢
apUTMOTEHHOM TMCIUIa3uel MpaBoro >Kelyaoyka

[Tokazarenu MBA3T rl&ﬁfgg)l F?Efg)z F?gflﬂgf 3HaveHue p
Valt cpennee (MkB) 10,4 (7,0-12,4) 11,6 (8,7-14,2) 8,4 (6,2-12,9) p=0,57
Valt max (MxB) 21,8 (16,5-42,3) 39,1 (19,3-195,4) 21,5 (21,5-33,9) p=0,54
K alt cpennee (MxB) 9,0 (7,2-9,3) 7,9 (7,2-9,3) 10,2 (9,7-11,5) p=0,13
K alt max (mxB) 32,6 (15,4-62,3) 34,3 (24,8-47,8) 29,2 (26,1-39,2) p=0,93
Hroro n=16 (57,1%) n=7 (25,0%) n=5 (17,9%) -

ITokasan pa30poc 3HaUYCHUH MPU U3MEPEHHUH Pa3IMYHbIX Toka3aTteneld MBA3T.
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CratucTHYeCKH 3HAUMMBIX pPa3Iu4Mii MeEXay TIpynnaMd HU 10 OJHOMY
nokasaremro Her. Ha cuepyromux auarpaMMax MpHUBEAEHAa WUIIOCTpAlus 3THUX

pesynsTaToB (Puc. 7).

Categ. Box & Whisker Plot Categ. Box & Whisker Plot

@
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Pucynoxk 7. OueHka nokasareneil MUKpOBOJIBTHOM ajbTepHanuu 3yona T y maiueHToB ¢
apUTMOT'€HHOH JMCIUIa3uell MpaBoro KeayJouka

Takum  0o0pa3oMm, TMNpPUMEPHO Yy TPETH MAIMEHTOB  PETUCTPUPOBAIACH

nojoxxutenbHass MBA3T, yaiie Bcero B rp. 1.

3.7.7 HapyumieHusi puTMa ¥ POBOJAUMOCTH, He BXOAsIIMEe B KPUTEPUH

APUTMOTCHHOM KAPAUOMMONATHH/IUCIJIA3UM NIPABOIO KeJIy104Ka

Y 72 nanuentoB (86,8%) OblIM  BBISBICHBI HAPYIICHWS pUTMA, HE
ykiaasiBatonecs B kpurepun AJIIDK (Ta6n. 14).

ATpuo-BeHTpukyjaspHasoiaokana I-II cremenu BcTpeTmnach y 24 manueHTOB
(28,9%), BHe 3aBrcHMOCTH OT BapuaHTa quarHoza AJITDK (p=0,84).

CynpaBeHTPUKYJIsSIpHAs 3KCTPACHCTOJMs HaOmoganack y 63 MalueHToB

(75,9%), BHEe 3aBUCUMOCTH OT BapuaHTa aguarHo3a AJ{ITK (p=0,34).
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OuOpuISIIUS NpeAcepAnil mapokcusMajibHasg ¢opma Berperunaces y 21

nanuenTa (25,3%), BHe 3aBUCUMOCTH OT BapuanTta quartosza AJIITK (p=0,83).

Tabnuua 14. BeisiBnenue HapyleHuil puTMa y HalMeHTOB ¢ apUTMOT€HHOM UCIUIa3ueil MpaBoro

KEITy0UKa
Iloka3zarenu u3mMeHeHuit Bce manuenTsl
TIPOIIECCOB Jie- U I'pymma 1 I'pymma 2 I'pynma 3 ¢ AJUTK 3HaueHHe
(n=55) (n=13) (n=15) - P
penojigpu3anun (n—83)

ATpHO-BEHTPUKYJISIPHBIE

0 0 0, = 0, =
Soxamss L1L.on 17 (31,0%) | 3(23,1%) | 4(26,7%) | n=24(28,9%) | p=0,84

PrOpmAL 15 (27,3%) | 3(231%) | 3(20,0%) | n=21(253%) | p=0.83
npeacepaui
CYPABCHTPHKYIAPHAL | 44 (0 006) | 9 (69,29%) | 10 (66,7%) | n=63 (75,9%) | p=0,34
AKCTPACHUCTOJIHS

Takum oOpazom, mnpuMepHO B TpeTu ciydyaeB, nomumo JKHP Obuin
3apeructpupoBanbl AV  Onokanet I-II cr., mw ®II Bo Bcex 3x rpymnmax, a
CYNPAaBEHTPUKYJISIPHASL SKCTPACUCTOJIMS BCTPETUIIACH JOCTATOYHO YacTO, MPUMEPHO B

2/3 ciy4yaeB, HE3aBUCUMO OT BapuaHTa JUarHo3a.

3.8 AHa/IM3 BCTPEYaeMOCTH TUATHOCTHYECKUX KPUTEPHEB APUTMOTeHHOM
KAPAMOMHONATHM/TUCILIA3HHU MPABOIO KeJIYA0YKA, UX YYBCTBUTEJIbHOCTH,

crieuu(PpUIHOCTH U IMATHOCTUYCCKOM HEHHOCTH

B rp. 1 yame Bcero BeIsiBieHBI cienytomnue kpurepuu: bK no ganasim 9XO-KT
(63,7%) u MPT (38,2%), coorBerctBeHHO; BK mo manmnsim OMb (45,5%); BK wu3
paszena u3MeHeHui nporueccoB penoisipuzanuu (47,3%); MK u3 pazaena usmeHeHUi
nporueccoB aenoispuzanuu (60,0%), MK Nel (74,5%) u Ne2 (100,0%) u3 paznena
Aputmuu (Tabm. 15).

Ta6J'II/ILIa 15. I[I/IaFHOCTI/I‘-ICCKI/Ie KpUTCPUU TOCTAHOBKHU NUArHO3a apHTMOFeHHOﬁ AUCIIIA3HUU IIPaBOro

JKEITY0UKa
Kpurepuu MeTtobl Hlf)g f:;g:;ln I'pymma 1 I'pymma 2 I'pynma 3 BCS Zﬁﬁ;ﬁm
JIMarHOCTHKH JIMarHOCTHKH AJITK (n=55) (n=13) (n=15) (n=83)
] Bosb1oii 35 (63,7%) | 3 (23,1%) 1(6,7%) 39 (46,9%)
CrpyKrypiticirs IXO-KT Mabiii 4(73%) | 0(00%) | 0(0,0%) 4 (4.8%)
Mzoia X MPT Bolb1oi 21(38,2%) | 5 (38,5%) 0 (0,0%) 26 (31,3%)
PA Mavbiii 3 (5,5%) 2 (15,4%) 1 (6,7%) 7 (8,4%)
XapakTepucTh- Boubioi 25 (45,5%) 2 (15,4%) 0 (0,0%) 27 (32,5%)
Ka oMb Masbiii 7(127%) | 1(7.7%) 0 (0,0%) 8 (9,6%)
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W Bosnbmioit 26 (47,3%) 3 (23,1%) 0 (0,0%) 29 (34,9%)
engfj“;f;“ﬂﬂ VBT Mabiit Nel 2 (3,6%) 0 (0,0%) 1(6,7%) 3 (3,6%)
penomipral Masiit No2 3 (5,5%) 0 (0,0%) 0 (0,0%) 3 (3,6%)
WsmeneHus DICHIIOH BOJHA Bounpimoi 11 (20,0%) 0 (0,0%) 0 (0,0%) 11 (13,3%)
R TIDK Mausit 27(49,1%) | 5(385%) | 4(26,7%) | 36 (43,8%)
TIPOBEICHUSI
XT ¢ oTknonennem . o o o o
50C Bepx BonpIoi 15 (27,3%) 1(7,7%) 1 (6,7%) 17 (20,5%)
KT c oTknoHeHueM SN o o o o
Aputvmun 50C BrHus Mausiit Nel 41 (74,5%) 8 (61,5%) 10 (66,7%) 59 (71,1%)
> 500 XK3C 3a 24 . 0 0 0 0
waca o (XM-DKT) Mautsrit Ne2 55 (100,0%) | 11 (84,6%) 11 (73,3%) 77 (92,8%)
AJITK,
_— HOATBEPHACHIAT | Bomsumoit 1(1,8%) 0 (0,0%) 0 (0,0%) 1(1,2%)
CeMeitHbIit ayToricueit/oneparuei
aHamHe3 y poactB. | nuHUHA
Anamues BCCy
pozacts. 1 nuHUK Mautbrii 2 (3,7%) 0 (0,0%) 0 (0,0%) 2 (2,4%)
<35 ner ¢ AITDK
OO01ee KOJIMUECTBO OONIBIINX KPUTEPHEB 134 (89,4%) 14 (9,3%) 2 (1,3%) 150 (41,3%)
OO0l111ee KOJIMYECTBO MAJIBIX KPUTEPUEB 150 (70,4%) | 32 (15,1%) 31 (14,5%) 213 (58,7%)
OO0111e€ KOJIMYECTBO BCEX KPUTCPHEB 284 (78,2%) | 46 (12,7%) 33 (9,1%) 363 (100,09%)
KonnuectBo Gosblux kputepueB Ha | manueHTa 2,4 1,1 0,1 1,8
KonnuecTBo Manbsix kpuTepres Ha | manueHTa 2,7 2,5 2,1 2,6
OO01iiee KOJIMYECTBO BCEX KPUTEPHEB Ha | 5.2 35 22 44

nmanucHTa

B rp. 2 yame Obiu BeisiBieHbl: BK mo nmanueim MPT (38,5%), MK u3 paznena

U3MeHeHu# mporieccoB nenossipuzanuu (69,2%), MK Nel (61,5%) u Ne2 (84,6%) u3

paznena ApUTMUM.

B rp. 3 BbisBieHbl Takue kputepuu, kak: MK (53,3%) u3 pasgena uaMeHeHUU

nporieccoB aenospusanuu, MK Nel (66,7%) u Ne2 (73,3%) u3 pazaena ApurMun.

B nenom, y manmmentoB ¢ A/[IIJK game Bcero perncrpupoBamich: bK no manasiM

o0erx BU3YAJIU3UPYIONIUX METOIUK,

bK W3 pa3mena wu3MEHEHUU MPOLECCOB

penonsapuzanuu, MK u3 paszaena usmeHeHui mnpoiieccoB aemnofsapusanud, MK Nel u

No2 u3 paznena Aputmuu.

Bcero 6bu1o BeisiBiIeHO 363 kputepus AJIIDK, B cpennem 4,4 nwa 1 mamuenTta, u3

Hux 150 (41,3%) 6bun BK u 213 (58,7%) - MK, Haubouibliiee KOIMYECTBO KPUTEPHUEB

Ha0JI01a710Ch B . 1.

B pesynbprare npoBEeAEHHBIX MCCIENOBAHUN clieqyeT, yTo no kputepusm 2010

roja F. Marcus u COaBTOPLI, JHAIrHO3 IMOCTABJICH MCHBIIEMY KOJHUYCCTBY OOJBHBIX HA

4,3%, nexemn mo kpurepusimu W. McKenna u coaBroper 1994 roma, T.e. panee
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HaOmonanace runepaunarnoctuka AJ[IDK B 4,3% cayuaeB. CrnemoBarenbHO, BCEM
maleHTaM C JUarHo30M, ITOCTaBJICHHBIM II0 CTapbIM KPUTEPHSAM, HEOOXOIUMO
MEPECMOTPETH €ro HATMYHE, YK€ C YIETOM HOBBIX KPUTEPHUEB.

[IpoaHaM3upoBaB JAHMATHOCTHYCCKUE KPUTEPUU ITOCTaHOBKM auarHo3a AJIIDK

CHGHI/I(I)I/I‘IHOCTH MCTOJ0B

ObUIM  BBISIBIICHBI IIOKa3aTEIIH YYBCTBUTCIIBHOCTH H

nuaraHocTuku (Taou. 16).

Tabmuma 16. [TokazaTenn 4yBCTBUTEIBHOCTH, CIEU(DUIHOCTH M TUATHOCTUYECKON IICHHOCTH Y
MAlUEeHTOB C APUTMOT€HHOM JHCIUIa3uel TPaBOro sKeya0uKa

ITonoxxutenpHas
Kputepun ATDK YyscrBuTenbHOCTh | Crien(pUUHOCTD | MPOrHOCTUYECKAs
LIEHHOCTh

SXOKT Bonbmoi 63,6% 85,7% 89,7%
Mablii 7,3% 100,0% 100,0%

MPT Bonbmoi 38,2% 82,1% 80,8%
Maunbrii 5,5% 89,3% 50,0%

ME Bonbmoi 45,5% 92,9% 92,6%
Maubrii 12, 7% 96,4% 87,5%

Bonbmoi 27,3% 92,9% 88,2%

AputMun Mauslii Nel 74,5% 35,7% 69,5%
Maubiit Ne2 92.7% 7,1% 66,2%

Bosbmoit 47.3% 89,3% 89,7%

UBT Maubrit Nel 3,6% 96,4% 66,7%
Mautbrit Ne2 5,5% 100,0% 100,0%
DIICUIIOH BOJIHA Bomnbmioit 14,5% 100,0% 100,0%
DK Mabrlit 18,1% 100,0% 100,0%
CeMeiiHbIi aHAMHE3 bonbume 3,6% 100,0% 100,0%

MaJibIC
HaunOosnbiield  4yBCTBUTENBHOCTBIO, CHEHU(PUYHOCTBIO M MOJIOKUTEIbHOM

MPOTHOCTHYECKOW IEHHOCThIO obnamator ciexyromme kputepun: BK 9XO-KI', BK
OMb, MK Nel u Ne2 mo pazneny Aputmun, a takxke bK mo HapymenusM mnporeccos
penoJisipu3aIuu.

HavMenbiieli 49yBCTBUTENBHOCTBIO, CICIU(PUYHOCTHI0 U TOJIOKUTEIHHOU
MIPOTHOCTUYECKON IIEHHOCThIO 00JiafaloT Takue Kputepuu, kak: MK mo oGeum

BU3yanu3upyromuM metoaukam, bK no pazpeny Apurmun, 1 MK Ne2 no HapymeHusm

IPOIIECCOB PENOISPU3AIIUH.
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3.9 AHaM3 NPOBEIEHHOTO JIeYeHUsI MAIUEHTOB C APUTMOT€HHOMH

KapAHOMHONATHEH/TUCIUIA3HEl TPABOTI0 JKeJIy104KAa

N3 menukaMeHTO3HOM aHTHapuTMuueckord Tepanuu (AAT) Bce manueHThl ¢
AIIDK npunaumanu AAT (100,0%): AAT II . - 63 nauuenra (75,9%), AAT III k. -
57 nanuenta (68,7%); AAT II k1. + AAT III k. - 39 nmanmentos (46,9%). Yame Bcero
NPUMEHSIIUCH:  Oucomposona  ¢ymapar, METONpoJiojla  CYKIMHAT, coTajnoja
THJIPOXJIOPHI, aMUOIapOHA THIPOXJIOPU. 8 ManueHToB (9,6%) mpuHUMaIH MpenapaThl
o0naaromme IPOAPUTMOTEHHBIM TCHCTBUEM:
TV TUIAMUHOIIPOITMOHMIIdTOKCUKAPOOHIIIaMUHOPEHOTHAZHA THIPOXJIOPH/I,
nponadeHoHa TUAPOXIIOPH/I, JTANMAaKOHUTHHA THIPOOPOMHU/I.

BrisiBnena B3aumocBsizb HazHauaemon tepanuu ¢ AJIIDK: AAT II kin. (p=0,26),
AAT III k. (p=0,09), u AAT I k1. + AAT III k. (p=0,13) cOOTBETCTBEHHO.

N3 Xxupypruyeckux METOJOB JICUCHHUS ObLIM  BBINIOJHEHBI  CJIEAYIOIINE
MaHUITYJISIITAH:

1) PYA - 52 narnuenrtam (62,6%): B rp. 1 y 36 manuentoB (65,5%), B rp. 2y 7
naueHToB (53,8%), B rp. 3 y 9 mamuentoB (60,0%) u3 vux: 37 nauueHTtoB - 1 PUA, 10
manueHToB - 2 PUA, 3 manuenrTa - 3 PUA, 2 nanuenTa - 4 PUA;

2) UK/J1 umrutantupoBad 31 naruenty (37,3%) B rp. 1 - 26 maruentos (47,3%), B
rp. 2 - 2 manuentam (15,4%), B rp.3 - 3 maruenTam (20,0%) cpabaThsiBaHHE TPOU3OIILIO
y 16 manmenTos (51,6%): B rp. 1 - 15 nmauuenTos (27,3%), B rp. 3 - 1 nanuenra (6,7%),
B Ip. 2 cpabateiBanusi UK/| He Ob1n 3aprikcupoBaHsl;

3) CPT-A - 5 nmaumentam (6,0%); B rp. 1 y 3 mamuenTtoB (5,5%), B rp. 2 y 1
naruenTa (7,7%), B rp. 3 y 1 nauuenta (6,7%);

4) TC BeinoaHeHa - 4 nanuenTam (4,8%) Toabko u3 rp. 1 (7,3%);

Haubonee yacto u3 xupyprudyeckux MaHumyssiuil BemonHsumcs PYA u UK]]
BHE 3aBUCUMOCTH OT BapuaHTa auarHosa. HawmOomnee penko Obina BeimonHeHa TC

(p=0,34) u Toabko B rp. 1, a Takke umiutantaius CPT-J1 (p=0,95) (Ta6n. 17).
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Tabnuua 17. MennkaMeHTO3HOE U XUPYPrHUECKOE JICYCHHE Y TAIIMEHTOB C ApUTMOTCHHOM
JUCILIa3HEeH TPaBOro KeEIyL04Ka

I'pynna 1 ['pynmna 2 I'pynma 3 Bce manuentsi ¢
Bunpl neuenus ?3355) IZr}ElB) ?31115) AJITIK (n=83) 3HayeHue p
MenukaMeHTO3HOE JIeYEHUE
AAT Il k. 41 (74,5%) 12 (92,3%) 10 (67,0%) 63 (75,9%) p=0,26
AAT I k. 42 (76,4%) 6 (46,2%) 9 (60,0%) 57 (68,7%) p=0,09
AT | 30(545%) | 5(385%) | 4(267%) | 39 (46,9%) p=0.13
XHUPypruyecKoe JIeueHue
PYA 36 (65,5%) 7 (53,8%) 9 (60,0%) 52 (62,7%) p=0,72
WK]] 26 (47,3%) 2 (13,3%) 3 (20,0%) 31 (37,3%) p=0,05
CPT-J1 3 (5,5%) 1(7,7%) 1 (6,7%) 5 (6,02%) p=0,95
TC 4 (7,3%) 0 (0,0%) 0 (0,0%) 4 (4,8%) p=0,34

PYA — pamgunouactotnas abnamus; TC — Tpancmantanus cepana; K] — ummnantanus
kapauoBepTepa-aepudpmmstopa; CPT-JI — cepneunast pecuaxpoHu3upyromas tepamus; AAT —
aHTHApPUTMHUYECKas Teparus

bonpmmacTBO manuentoB npuHuManu AAT |l xn. (75,9%) wim AAT I xo.
(68,7%).

W3 nHTEepBEHIIMOHBIX BMEIIATENHCTB, Y OOJBITMHCTBA MAIMEHTOB KaXI0W TPYTIIIHI
yarie Bcero 0buto BhimosiHeHO PUA (62,6%) u UK (37,3%) cooTBercTBeHHO. CTOUT
oOpatuth BHUMaHue, yto nepen TC (4,7%) Bcem nanuentam Os110 BeinosiHeHO UK/I. B
neyenue mnamueHToB ¢ AJIIDK Haunbonee YacTo HCMHOJB30BAIUCh CICAYIOIINE
xomOuHarmu: PYA ¢ nasnadenuem AAT III xin. (46,9%) mim PYA ¢ AAT II xi.
(44,6%); a taxke UKJ ¢ AAT III xn. (30,1%), u UKJ[ ¢ AAT II k. (31,3%)

coorBercTBeHHO (Tabs. 18).

Ta6muma 18. Coveranne MeIMKaMEHTO3HOM U XUPYPTHUECKOH TEPAITUH Y MAIUEHTOB C apUTMOT€HHON
JUCIITIA3UEH MTPABOT0 KEIYA0UKa
Bunaer

JedeHus PaA VKA PUA+MK]] CPT-J UKI+TC TC

AAT 11 k1. 37 mai. (44,6%) | 26 ma.(31,3%) | 14 mam.(16,8%) | 1 mam.(1,2%) | 4 nam. (4,8%) 4 ma. (4,8%)
AAT III k. 39 man. (46,9%) | 25 naun.(30,1%) | 12 man.(14,4%) | 3 man.(3,6%) | 4 mam. (4,8%) 4 man. (4,8%)

i‘:TTIIIIﬁ'; 25 naw (30,1%) | 21 maw(25,3%) | 10 maw(12,0%) | 2 nam(2,4%) | 4 maw (4,8%) | 4 naw. (4,8%)

PYUA — papuouacrornas abmanus; TC — tpancmnantanus cepana; UKJ] — umrmanranus
kapauoBepTepa-naepudpmmsitopa; CPT-J1 — cepnednas pecuHXpoHU3UpyroIias tepamus; AAT —
aHTHApPUTMUYECKas Teparusl.

BakHbIM XUpYyprudecKuM METOJOM JieueHusl sl TepMuHanbHoi ctaguu AJITTDK

ABJISIETCA TpaHcIuiaHTauus cepaua. B namem Ientpe mpousonuio 4 ycnemssix TC y
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narueHToB (4,8%) ¢ "yrounénupiM” Bapuantom AJIIDK, cpemnuii Bo3pact manmueHToB
3146 ner. TC Obna BBIIOJHEHA MAIlMEHTaM C 3JIOKAYECTBEHHBIM TEUYCHUEM
3a00JIeBaHMs, a TAKXKE C PE3UCTEHTHOCTHhIO KO BCEM JIOCTYNHBIM BUjJaMm Tepanuu. Ha
tekyuid, 2018 rom cpemnuit cpok mocie TC 4 roma, BCE€ NAMEHTHI >KUBBHI,

BeDKHBaeMocTh — 100,0%.
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I'JTIABA 4. PE3YJIBTATHI COBCTBEHHBIX HCCJIEJJOBAHUMN:
JIByXJIeTHAASI AMHAMHUKA 3JIEKTPOKAPAMOrpaPpuUecKUX MoKa3aTe/en
3JIEKTPUYECKOH HeCTA0MIBLHOCTH MUOKAP/Ia IPH APUTMOTeHHOM
KAPAMOMHONATHN/TUCILVIA3MHU MPABOIO0 KEJIYA0YKA U CONOCTABJICHHE C IPYTUMH

KPUTCPUAMH IMMOCTAHOBKHA JHAI'HO3A

4.1 CTpyKTypHbIEe H3MEHEHHS] MHOKAPAA

[Tpu nmostopHoit DXO-KI" matonoruueckue usmenenus JIXK Obliu BBISIBICHBL Y 25
narnuerToB (30,1%) wm3onupoBanHoe BorieueHue JIDK HaOmomanocs y 4 ManueHTOB
(4,8%), BOBIIEUEHUE OJHOBpPEMEHHO ABYX kenyAoukoB (JIK+IDK) Obuio BbISBIEHO y
21 mamuenta (25,3%). OTMeyanach MOJIOKHUTENIbHAS JUHAMUKA BOBJICYCHHS 00OUX
xenynoukoB (JIDK+ITK) va 3,6% B rp. 1.

3a nByXJIeTHUU TIepro]l HaOmoaeHus BoisiBieHO ymeHbiieHue @B JIXK B cpegnem
Ha 23,0% y 19 nanuenToB (22,8%): y 17 mauuentos (20,5%) B rp. 1, u y 2 nanueHToB

(2,4%) B Tp. 2, 4TO TOKA3BIBAJIO IPOIPECCUPOBAHNE 3a00JCBAHUS Y ITUX MAIUCHTOB.

4.2 B3auMoOCB#I3b CTPYKTYPHBIX U3MEHEHUH MHOKAPAA U

3JIEKTPOKapaAMOrpapuyecKux Kpurepuen

[Tpu noBTOpHOM 00CEN0BaHNH Oblja MpOaHAIU3UPOBAHA B3AUMOCBS3b KPUTEPUEB
AITK, momydeHHBIX ¢ MOMOIIbIO BU3yanu3upyommx metonoB (3XO-KI' u MPT) u
OKI' - kputepues.

BK DXO-KI' 61 BbIsiBACH y 39 marnuentoB (46,9%), npu anammze DKI -
KpUTEpHUEB OBLIO BBIABIECHO, 4TO B Ip. 1 y 34 naruenToB (61,8%) nabmogamucs JKHP
(KT + > 500 K3C), bK UBT - y 22 nmauuentoB (40,0%), IIIDK - y 13 nanuenToB
(23,6%), snicunoH BosHa - y 7 nauueHToB (12,8%); B rp. 2 - 3 nanuentos (7,7%) nmenu
tonbko JKHP (OKT + > 500 XKX3C), y 1 maumenta (2,6%) u3 rp. 3 "e obuio IKI -

KPUTEPHUEB.
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ITpn Hamuuuu ncxonHo MK OXO-KI' y 4 nanuentoB (4,8%), OKI' - kputepun
HaOmonanuch Toapko B rp. 1: TIIDK - y Bcex manuentos; > 500 J)KOC y 3 manueHTOB
(75,0%), BK VBT - y 2 narmuenTos (50,0%), y 1 manuenTa (25,0%) - sniciiion BoJHa.

AHanu3upys Ja"Hele, nojydeHHsle ¢ noMoibio MPT: BK u MK BcTperniuces B
rp. 1 y 24 mnamnuenroB (43,6%), rme Obuto BeIABICHO uX couetanwe ¢ OKI -
kpurepusivu: [ITDK - y 12 manmentos (21,8%), BK UBT - y 14 manuenToB (25,5%),
ATIICUJIOH BOJIHA - Y 5 manueHToB (9,1%); JKHP (KT + > 500 )K3C) BcTpeTuiiuch y Bcex
24 naruenToB (43,6%); B Tp. 2 'y 7 manuenTtoB (87,5%), a B rp. 3 y 1 manuenTa (20,0%)
obutn TosibKO JKHP (OKT + > 500 2K2C).

VY Bcex MalMEeHTOB MMEIOIIUX CTPYKTYpPHBIE M3MEHEHHUS MHUOKapjAa MO JaHHBIM
MPT Obuim BoisiBiieHsl JKHP, BHe 3aBHCHMMOCTH OT BapuaHTa JUAarHo3a, a Mpu HATMYUU

kputepueB 1o 1anHbiM DX O-KI', JKHP Obutn BbISBIIEHBI TOJBKO Y MAIIMEHTOB U3 TP. 1.
4.3 UuBepTHpOBaHHbIE BOJIHBI T

[Tpu nosTopHOM HccnenoBanuu BT nabmtoganucek y 33 mamuentoB (39,8%): BK
- y 27 martuentoB (81,9%; rp. 1 + p. 2), MK Nel - y 3 marenrtos (9,1%; rp. 1 + 1p. 3),
MK Ne2 -y 3 nmauuenrtos (9,1% rp. 1).

[Tocne 2x-nernero Habmonenuss bK ucues y 2 manuentoB (3,6%) B rp. 1, ero

OTCYTCTBHE HE TIOBJIHSIIO Ha TIOCTaHOBKY nuarnosa (Taou. 19).

Tabnuma 19. CpaBHeHUE 4aCcTOThI BCTPEYAEMOCTH KPUTEPUEB U3MEHEHUS PENOJIIPU3aLIMU HCXO/IHO U B
JMHAMUKe 4yepe3 2 rojia y NallueHTOB ¢ pa3IMYHbIMU BapHaHTaMH JIMarHo3a apuTMOT€HHOM
JMCIUIA3UH ITPABOTO KETyI0uKa

Tlo manaeiM DKIT

N3menenne I'pymma 1 I'pynma 2 T'pynmna 3
pernoJsipu3anum 1(jr?/=55) ?3;13) Fr¥=15) 3uasenme p
Kpurepun Hcxonno U/32r. Hcxonno U3 2r. Ucxomno | Y/32r. | Ucxomuo | U/32T.
Bomboit 26 (47,3%) | 24 (43,7%) | 3 (23,1%) 3(23,1%) | 0(0,0%) | 0(0,0%) | p=0,002 | p=0,003
Mauerii Nel 2 (3,6%) 2 (3,6%) 0 (0,0%) 0 (0,0%) 1(6,7%) | 1(6,7%) p=0,64 p=0,64
Mabrii Ne2 3 (5,5%) 3 (5,5%) 0 (0,0%) 0 (0,0%) 0 (0,0%) | 0 (0,0%) p=0,45 p=0,45
ITo nanaeiIM XM-IKI
Kpurepun Hcxomno Y/32r. Hcxonano Y/32r. Hcxoano Y/z32r. Hcxoano Y/z32r.
Bounbmoit 26 (47,3%) | 24 (43,7%) | 3 (23,1%) 3(23,1%) | 0(0,0%) | 0(0,0%) | p=0,002 | p=0,003
Mauerii Nel 2 (3,6%) 2 (3,6%) 0 (0,0%) 0 (0,0%) 1(6,7%) | 1(6,7%) p=0,64 p=0,64
Maubrit Ne2 3 (5,5%) 3 (5,5%) 0 (0,0%) 0 (0,0%) 0 (0,0%) | 0 (0,0%) p=0,45 p=0,45
Beero n=31 n=29 n=3 n=3 n=1 n=1 _
(56,4%) (52,7%) (23,1%) (23,1%) (6,7%) (6,7%)

OKT - sanexrpokapauorpadus; XM-IKI' - xonrepoBckoe MmonnTopupoBanue IKIT
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B rp. 1 u 3 y 13 nauuentoB (15,6%) usMeHeHUs penoasipu3aluyd COXPaHUINCh B
tex ke orBeneHusx DKI (Tabxn. B. 1 pa3nmen npunoxenue).

Y 9 namuentoB (10,9%) yBenIMYUIOCH KOJUYECTBO OTBEICHHUM, B KOTOPBIX
peructpupoBanuck UBT: B rp. 1 y 8 nanuenrtos (14,6%), B rp. 2 y 1 mauuenta (7,7%)
(Tabur. B. 2 pa3aen npuioxeHue).

VY 13 nanuentoB (15,7%) yMEHBIIMIOCH KOJUYECTBO OTBEJAEHUM, B KOTOPBIX
peructpupoBanmuch MBT: B rp. 1 y 11 maumentoB (20,0%), B rp. 2 y 2 mauueHTOB
(15,4%), a B Tp. 3 ocranochk 0e3 nuamenenuit (Taom. B. 3 pa3nen npunoxenue).

N3 Bcex kputepueB BT, naubosnee yacto Hadmonancs bK koToperit coxpanusics
Ha TPOTSDKCHUU JIBYXJIETHErO HAOIONCHUS, OJIHAKO, OTMEYAaeTCs JUHAMHYECKUN
xapaktep pacnpoctpanéHHoctd BT B orBenenusx DKIT (MokeT MOSBIASATHCA WU
ucuesaTh B psane orBeaeHuil). Junamuka namenennii UBT nmena mecto B rpynnax 1 u
2, TIE€ WU3MEHWIOCHh KOJWMYECTBO OTBeneHUM ¢ peructpupyembimu MBT. Paszauner
MEXKy MOIy4YeHHbIMH pe3ynbTaTaMu npu oMoy XM-OKI' wnu OKI' BeIsiBIeHOHE
OBLIIO.

4.4 Kputepum aenojisspusauuu
B nunamuke yepes 2 roga, 3MCHIOH BOJIHA BCTpPETWIACh y TeX ke 11 manueHTos
(13,3%) B rp. 1, Kak ¥ Npu NEPBUYHOM OOCIETOBAHUM, TUHAMUYECKUX H3MEHEHUU
BBISIBICHO HE ObLIO. XapakTep SMCWIOH BOJHBI ("BoHA" min "3a3yOpuHa™) Takke He
WU3MEHUIICS.
4.5 ApurmMun
Yepes 2 roma mpu moBTopHOM obOcnenoBanuu KT Bcrpetmnach y 21 mamumenTa

(25,3%) (Ta6m. 20).

Tabmuua 20. CpaBHeHHE YaCTOTHI BBIABICHHS KpuTepueB "ApuTMus" UCXOIHO U B IWHAMHKE yepes 2
rojia y NalleHToB ¢ pa3InYHbIMU BapUaHTaMU JMarHo3a apuTMOT€HHOM TUCIIa3uU [IPaBoro

JKCJITYyJOYKa
ITo nanabiM XM-OKI" ucxonno u yepes 2 roga
Paznmen I'pynma 1 (n=55) I'pynma 2 (n=13) I'pynma 3 (n=15) 3HaueHue p
AputmMun Ucxonuo Yz 2r. Hcxonuo Y32, Hcxoano Y/32r. Y/z32r.
XT ¢ oTknonennem 0 0 o o 0 0 _
50C BBepx (BK) 15 (27,3%) 5 (9,1%) 1(7,7%) 1(7,7%) 1 (6,7%) 0 (0,0%) p=0,68
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XT c oTknoneHueM 0 0 o 0 0 0 -
90C Brus (MK Nel) 41 (74,5%) | 12 (21,8%) | 8 (61,5%) 1(7,7%) | 10 (66,7%) | 2 (13,3%) p=0,58

JOIK >500 (MK Ne2) | 55 (100,0%) | 30 (54,5%) | 11 (84,6%) | 4 (30,8%) | 12 (80,0%) | 5 (33,3%) p=0,01

Cpean myxund BK Obut BeisiBNieH y 2 manueHToB (2,4%), MK - y 7 nmanueHToB
(8,4%), a cpenu xenuuH bK Berperuncs y 3 marnuentos (6,1%), MK - y 5 maruentos
(6,0%).

KK > 500 (MK Ne2) Bcrperwiics y 39 manuentos (47,0%) (p=0,01).

Bce xpurepun AJIDK mno pasgeny "Aputmuu depe3 2 roaa CTaid
peructpupoBaThecsi pexxe. Ha ¢one mpoBogumoro jeueHus: KOJUYECTBO KPUTEPHUEB
"Apurmun" ymenbmmmiock Ha 45,8% y 54 mamuentoB (65,1%): B rp. 1 BK y 10
nanueHToB (18,2%), a MK y 29 mamuentoB (52,8%); B rp. 2 BK He Obuio, a MK
nepecTall perucTpupoBathes y 7 nauueHtoB (53,8%); a B rp. 3 BK nabmrogancs Toabko
y 1 nmarenra (6,6%), a MK ObL1 3aperucTpupoBaH ToJbko y 8 manueHToB (53,3%).

Cpenu myxuuH BK KT nepecran BoisiBIsATECA y 8 manueHToB (9,6%), a MK Nel y
13 mauuentos (15,6%), a cpeau keHIIUH U3MeHeHus B noctaHoBke BK npouzonum y 2
naruenTa (2,4%), a MK Nel y 16 narmenTos (19,3%).

KOIK > 500 (MK Ne2) nepectanu Bctpeuathes y 38 nmanuenToB (45,8%): Brp. 1 -y
25 nmauuentoB (45,5%); B rp. 2 y 7 nauuentoB (53,8%), a B rp. 3 y 7 manueHTOB
(46,6%) (Puc. 8).
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Pucynok 8. I3MeHeHue BCTpeuaeMOCTH KPUTEPUEB apUTMOTCHHOW JUCIUIA3HH TIPABOTO
XKeTyaouka 1o pasneny "Aputmus’ 3a 2 roga

Haubonpime naMeHeHrs MpOU30IUIH B I'P. 1: KOTUYECTBO MAIMEHTOB, Y KOTOPBIX
peructpupoBaics bK KT ymensmmnocs BTpoe (9,1% B cpaBHenuu ¢ 27,3%), Takxke
OoJsiee, ueM B 3 pasza yMEHbIIWIOCH KoiaudecTBO marueHToB ¢ MK Nel (21,8% B
cpaBHeHuu ¢ 74,5%), B 2 paza cauzunack Bcrpedaemocth MK Ne2 (54,5% B cpaBHeHuUn
c 100,0%). MK Nel u No2 mo "ApurmusimM" Takxe CTalM pPeXe BCTPEUYAThCS Yy
MAIMEHTOB B Ip. 2 U 3: y 3HAUYUTEIILHOM YacTH OOJIbHBIX MEpecTan PerucTpUpoBaThCS
MK Nel B rp. 2 (61,5% u 7,7% cooTBeTcTBEeHHO) U B TPp. 3 (66,7% 1 13,3%).

4.6 ®eHOMEH paHHEeH PenoJIAPU3ALMH KeJTYT0YKOB
4.6.1 lunamnka ¢geHOMEHA PAHHEH PenoJIsipU3aluu KeJy109KOB 110 JAHHBIM
3JIEKTPOKapaAuorpapuun

[Tpu noBTOpHOM 00CIIEIOBAaHUHN KOJMYECTBO MAIIMEHTOB, Y KOTOPHIX OBLI BBISBIICH
®PPX 1mo cpaBHEHHIO ¢ MCXOAHBIMH JaHHBIMH He m3MeHmnoch (Ta6m. I'. 1. paspen
npusioxkeHue). Takke HE U3MEHWIOCHh KOJUYECTBO OTBEACHUMN, B KOTOPBIX BBISBIISIICS

®PPX. Haubonee yacto nosropHo ®PPXK no nanaeim IKI' Habmr01acst B OTBECHUAX

I, 11, avlL, Vs - V.
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3a 2 rona y 4 manuenToB (4,8%) n3MeHMI0Ch KOJMYECTBO OTBEICHU, B KOTOPBIX
peructpupoBaics ®PPXK: y 2 mamuentoB (2,4%) u3 rp. 1 y 2 manmenrtoB (3,6%)
YBEIUYMIIOCH KOJIMYECTBO OTBEACHUH, a y 2 manuenToB (2,4%) 3a 2 rojga yMEHbIIWIOCH
KOJIMYECTBO OTBEJICHUM, B KOTOpbIX peructpuponaicsi ®PPX: B rp. 1 y 2 nanueHToB
(3,6%) (Tabmn. I'. 2. pa3aen npUIOKEHHUE).

B nienomM, ormedaeTcs He3HauMTeabHas quHamMuka nokasarens OPPX 3a 2 roaa no
nanueiM DKI'. KonuyecTBO manueHToB, y KoTopbix peructpuponaiics @PPXK ocranock
NPSKHUM; Yy 2 TAIWEHTOB YBEIMYWIOCh KOJMYECTBO OTBEACHHHN, B KOTOPBIX
peructpupoBancs PPPX, a y 2 manumeHTOB - yMEHBUIMIOCH, BHE 3aBHCUMOCTH OT
BapUaHTa JHArHo3a.

4.6.2 Ilunamuka eHOMeHA paHHell penoJIspu3aluu KeJTYT09KOB M0 JAHHBIM
X0JITEPOBCKOI0 MOHUTOPUPOBAHMS dJIeKTPpOKapaAuorpadgpumn

[Tpu nmoBropHoMm uccnenoBanuu ®PPXK Berpermics y 15 manunTos (18,1%): B rp.
1 - y 10 manuenroB (18,2%), B rp. 2 - y 1 naruenra (7,7%), B rp. 3 - y 4 HalMeHTOB
(26,7%). KonmnuecTBO OoTBeneHuil, B KoTophix ObLT BhissBIieH ®PPXK mo cpaBHeHuio ¢
UCXOAHBIM oOcjenoBanueM, yMeHblmmioch y 1 marmuenta (1,2%) w3 rp. 3.
CTaTUCTHYECKH 3HAYMMBIX pas3nuumii BeigBiIeHOo He Obuto (Tadm I'. 3 cm. pasmen
MPUJIOKEHHE).

Uepes 2 rojia yBETUYUIOCH KOJTUYECTBO OTBEICHUM, B KOTOPBIX PETUCTPUPOBAIICS
®PPX y 5 marmmenToB (6,0%): B rp. 1 y 3 manuenTos (5,5%), B Tp. 3 y 2 manueHToB
(13,3%), a B rp. 2 ocranock 6e3 m3menenuir (Tadn. I'. 4 cM. pa3gen mpHIIOKEHUE).
Haun6omee wacto ®PPX no nanasim XM-OKI nabmrogancs so 11, 111, avlL, V5 - V.

Yepes 2 roga yMEHBIIMIOCH KOJMYECTBO OTBEICHHM, B KOTOPBIX PETUCTPUPOBAJICS
®PPX y 3 namuentoB (3,6%): B rp. 1 y 1 mauuenta (1,8%), B rp. 2 y 1 namuenra
(7,7%), B rp. 3 y 1 maruenta (6,7%) (Tadma. I'. 5 cMm. pasaen npuioxeHue).

Bue 3aBucumoctu ot Meroma gmarHoctuku OKIT wmm XM-DOKI', ®PPX
BCTpeUajcs B OJIMHAKOBOW cTerneHu, paBHOMepHO B otBedeHusax II, 11, avl, Vs - Vg,
OTpakarImux 0OKOBYIO cTeHKy Muokapaa JIK.

B nenom, ormeuaercs He3HauuTeNbHas quHamuka napamerpa PPX B Teuenue 2

aer no paHHbIM XM-OKI'. KonuuecTBO NanueHTOB, Y KOTOPBIX PETUCTPHPOBAICS
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®PPX ymenpmminock Ha 1 mamuenTa (1,2%), y 5 manueHTOB yBEINIMIOCH KOJHYECTBO
OTBelIeHUH, ¢ BbIsiBIeHHOW PPPIK, a y 3 manueHToB - yMEHBIIUIOCH, BHE 3aBUCUMOCTH
OT TPYMIIBI.
4.7 ®parmenTanus y3koro komiuiekca QRS
4.7.1 lunamuka ¢pparMeHTanuu y3kKoro komiviekca QRS nmo janabim
3JIeKTpoKapauorpaguun

[Io cpaBHEHMIO C MCXOJHBIM OOCJIEOBAHUEM KOJUYECTBO IMAlMEHTOB C
¢pparmenTanmeii y3koro komiuiekca QRS (OpVYK) ocranocs npexxuum (Taom. . 1
CM. pazzaen mnpuioxeHue). CTaTUCTUUECKH 3HAYUMBIX PA3IUYMil MEXIy TpynnaMu He
BBISIBJICHO.

KommuectBo otBenenuii ¢ 3apeructpupoBanHbiM @PpYK yBenmnumiioch y 2
narueHToB (3,6%) B rp. 1 (Tada. . 2 cM. pa3aen npuioKeHue).

Hanb6onee gyacto nmosropuo ®pVYK mno nanaeiM OKI' HaOmroganace B OTBEICHHSIX
I, ITI, avF B rp. 1.

B rp. 2 u 3 He ObUTO U3MEHEHUS KOJTUYECTBA OTBEICHUM ¢ BhisiBIieHHONH PpYK.
4.7.2 IlnnaMuka pparMeHTANMHU Y3KOr0o Komiuiekca QRS no nannbsiM
X0JITEPOBCKOT0 MOHMTOPUPOBAHHUA JIEKTPOKApAHOTrpaduu

[ToBTropHO uepe3 2 roga PpVYK Berperniack y 4 manuentos (4,8%): B rp. 1y 3
nanueHToB (5,5%), B rp. 3 y 1 nmauuenta (6,7%), Takum oOpa3oM MO CPaBHEHUIO C
MCXOJHBIMU JTAaHHBIMH KOJIMYECTBO NManueHToB ¢ @pYK yBenuuuiaoch Ha 2 maiueHTta
(2,4%) (Tabn. . 3 cM. pasmen npuiioxkenue), 3a cuet rp. 1. CTaTUCTUYSCKN 3HAYUMBIX
pa3IMuUi MEXy IPYINIaMy HE BBISBIICHO.

KonuuectBo oTBenieHM, B KOTOpBIX peructpupoBanack @pYK yBenuuuiocs y 4
narueHToB (4,8%): B rp. 1 - y 3 man. (5,5%), B rp. 3 - y 1 nmanuenTa (6,7%) (Taon. 1. 4
CM. pa3Jie] IPUJIOKEHHE).

KonmuuectBo otBegenuid y 1 manuenta (6.7%) B rp. 3, B KOTOpBIX paHee
peructpupoBanachk @pYK ymensmmiiocs Ha 2. B rp. 1 u 2 aunamuku @pYK He Ob110.
ITo manueiM DKI on Obut BeiBiacH B 11, 111, avF, a mo manaeiM XM-OKI - B 111, avF. B
neiaom OpYK B Teyenuwe 2x JieTHEro mepuoja Obula YCTOWYUBBIM IOKa3aTeleM, He

ObLJI0O OOHAPYKEHO B3aUMOCBSI3U C MPOTPECCHUPOBAHUEM 3a00JICBaHUSI W TIPOBOIUMBIM
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smeyenneM. Ilokaszarens daie BeIABILUICA no maHHBIM XM-OKI', Hexenu mo JaHHBIM
OKI na 25,0%.
4.8 ®parmeHTanus MUPoOKoro kommiekca QRS

4.8.1 /lunamuka ¢gpparMeHTalluy UPOKOro komiuiekca QRS no ganHbIM

3JIEKTPOKapauorpapuu

[loBropHO uepe3 2 roja (parMeHTauMs MHPOKOro kKomiuiekca QRS
BCcTpeTmwiach y 8 manueHtoB (9,6%): B rp. 1 - y 5 nmanuentoB (9,1%), B rp. 3 -y 3
nanueHToB (20,0%). Ilo cpaBHeHUIO ¢ UCXOAHBIM oOciienoBanueM BoisiBiIeHHEe DplIIK
ymeHnbimiach y 1 manmenrta (1,2%) w3 rp. 1. CTaTHCTUYCCKU 3HAYUMBIX Pa3iHudi
MEXTy TpyIamMu BbisiBiIeHO He Obuto (Tabm. E. 1. cM. pasaen npusioxeHue).

UYepes 2 roaa yBeIMUUIOCHh KOJIMYECTBO OTBEACHUH, B KOTOPBIX PETUCTPUPOBAIACH
OpllIK y 6 manuentoB (7,2%): B rp. 1 y 3 manuentoB (5,5%), B rp. 3 y 3 narnueHToB
(20,0%). KomnuectBo orBencuuii ¢ ®@pllIK ymenbiminock y 6 namuentos (7,2%): B rp.
1 y 4 manuenrtoB (7,3%), B rp. 2 - y 1 manmenta (7,7%), B rp. 3 y 1 namuenra (6,7%)
(Tabn. E. 2. cm pasmen mpunoxkenue). Y 1 mamumenrta (1,8%) u3 rp. 1 3a Bpems
HAOMIOACHUS HE W3MCHHWJIOCh KOJWYECTBO OTBEACHUH, B KOTOPHIX OTMEUYAIHCh
u3MeHeHus panee. Haubonee gacto npu nmoBropuoM oocienoBanuu OpllIK no nanHbm

OKI" na6monanack B orBenenusx I, avl, V,,Vs- Vg

4.8.2 Ilunamuka pparMeHTAIIMH HTHPOKOT0 KoMIiekca QRS nmo 1aHHbIM

X0JITEPOBCKOT0 MOHMTOPUPOBAHMS JJIEKTPOKapanorpagumn

[ToBTopHO uepe3 2 rona OpllIK Berpetminach y 12 nanuentos (21,8%) Tonbko B
rp. 1 (Taba. E. 3. cm pasgen mnpuioxkenue). [lo cpaBHEHHIO € HCXOJHBIM
oocnenoBannem OpllIK mosBumace B 6 cinydasx (10,9%) B rp. 1. Craructuuecku
3HAUMMBIX pa3nu4uil BbIABIeHO He Obuio. Hambonee wacto @pllIK mo naHHbIM
noBropHoro XM-OKI' nabmonmamace B II, III, avF. He wu3smeHumnaoch KoOIW4eCTBO
OTBeJICHUH, B KOTOPBIX peructpupoBanack OpllIK B rp. 1 y 2 nanuentos (3,6%).

VYBeIMUNIOCh KOJUYECTBO OTBeACHMH TONbKo B rp. 1 y 10 maruentos (18,2%)

(Taou. E. 4. cM pazen npujioxKeHHe).
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Yepes 2 rona yMEHbIIMIOCHh KOJIMYECTBO OTBEACHUI TOIBKO B Ip. 1 y 1 manuenra
(1,8%). ITo nanubeiM DKI™ @pllIK Obna BeisiBnena B 111, avl, V,,Vs - Vi, a o 1aHHBIM
XM-OKIT B II, 111, avF. Bae 3aBucumMocTtu oT Metoaa nguarHoctuku OKI' mm XM-OKIT,
OpllIK BcTpeuanack B OTBEACHUSAX, COOTBETCTBYIOIIMX 3aHEl MM OOKOBOW CTECHKE
Muokapaa JODK y Bcex mammeHToB.

B nenom, ormeuaercsa yBenuuenue Bcrpedaemoctu OpllIK B Teuenue 2 ner no
nanHpiM XM-OKI'. KonaudyecTBo manueHToB ¢ ''YTOYHEHHBIM' JHArHO30M, Y KOTOPBIX
peructpupoBanace @OpllIK yBemmumnoce wHa 50,0%, y 10 mamumentoB (12,0%)
YBEIIMYUIIOCh KOJIMYECTBO OTBEIECHMM, B KOTOPBIX peructpupoBanack OpllIK, a y 1
namuenTa (1,2%) - ymenbmmiocs. [TokazaTens daiie BbISIBIIICS 10 JaHHBIM XM-OKT',

Hexxenu 1mo ganaeiM DKI Ha 33,3%.

4.9 MakcumajbHasi IPOA0JKUTENbHOCTh KoMILIekca QRS xkeryn104koBoii

IKCTPACHUCTOJIBI

B ngunammke 4wepe3 2 roma, CpelHEE  3HAUYEHME ~ MAaKCHMAJIBHOU
npoaokuTeabHocTH  Komruiekca QRS XKD  cocraBumo 168,1 mc. 3HaYMMBIX
JMHAMUYECKUX W3MEHEHHMI BBIABICHO HE Obu10. MakcumanbHas NpOAOKUTEIbHOCTD
komriekca QRS KO y mamumentoB ¢ "yrounéHaeiM" aumarnozom AJIIDK  nmaxe
HECKOJIbKO YMEHbBIIMIACh, TpH ucxoaHoM 180 mc (mopor coctaBmi > 172 Mc), HO OHA
ObUTa JOCTOBEPHO BBIIIE, YEM Y MAIMEHTOB ¢ ''morpaHnyHbIM’ (mopor coctaBmi < 160

MC) ¥ "BO3MOKHBIM'' THarHo30M (mopor coctaBui > 160 mc) AITK.
4.10 ITo3nHUEe MOTEHIHAJIBI KeJTYyT0YKOB

B nunamuke uepes 2 roga, [IIDK Obuin BbISBIIEHBI y TE€X K€ MAaLIMEHTOB, KaK U MPU

IIEPBUYHOM OOCIIEAOBAHNHN, JMHAMUYCCKUX H3MCHEHHH BBISIBICHO HE OBLIO.
4.11 Mucnepcust uatepsaia QT (dQT)

[ToBTOpHO Yepe3 2 roja y Bcex MccieayeMbix Obuia mpoananmsupoBana dQT: B
rp. 1 cpeanee 3Hauenue cocraBuiio - 43,6+£3,0 Mc; B rp. 2 cpeanee 3HaueHue - 37,7+2,6

MC; B Ip. 3 cpeanee 3Hadenue - 38+1,9 mc (Tab:a. XK. 1. cMm pasnen npuinoxeHue).
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B muaamuke 3a 2 roma B rp. 1 y 11 manmentoB (20,0%), 3Hauenue dQT He
U3MEHMIOCh; Y 22 narueHToB (40,0%) otmeuanock yBenuuenue dQT, B cpennem Ha 15
Mmc; ymenbmenue dQT - y 22 manmenTos (40,0%), B cpenHeM Ha 9 Mmc.

B rp. 2 y 3 manmenToB (23,1%) 3nauenne dQT He M3MEHMIIOCH; Y 5 MalMEHTOB
(38,5%) ObL10 BhIsIBIICHO yBenmuueHue dQT, B cpemHem Ha 9 mc; ymenbmieHue dQT
Ob110 3adukcupoBano y 5 marueHToB (38,5%), B cpenrem Ha 6 Mc.

B rp. 3 y 2 manmenToB (13,3%) 3nauenne dQT He W3MEHHMIIOCH; Y 4 MalMEHTOB
(26,6%) dQT, B cpeanem yBenmmumioch Ha 4 Mmc; ymenbiieane dQT ormeuanocs y 9
nanueHToB (60,0%), B cpeHeM Ha 3 Mc.

CTaTHCTHYECKM 3HAYMMbIX pasnuuunii B guHammke dQT, a  Ttakke
MATOJIOTHYECKOTO YBEIIMUEHHUs TOKa3aTels 3a 2 TroJa HE BBISIBICHO, B3aWMOCBS3h

U3MEHECHUN dQT C APYIUMH U3YyYdCMBIMHU ITOKA3aTCILIMH TAKIKC BBIABJICHO HC OBLIO.

4.12. AHau3 B3aMMOCBSI3U CTPYKTYPHBIX H3MEHEHUII MHOKApAa U
3JIeKTpOKapaAnorpaguyecKux noka3zaresieii U3BMeHeHHH Jie- U penoJsipu3alumu y
NANUEHTOB C PA3JIMYHBIMH BADHAHTAMHU IMATHO32 APUTMOT €HHOM

KAPAMOMUONATHN/TUCIUIA3MH MPABOT0 KeJTy104YKAa

[Ipoananu3upoBaB BCTpeyaeMoCTh pa3inuuHbix koMOuHanuii OKI' - xputepuen
BBISIBJICHO, YTO Yallle BCETOBBISBIIAIOTCS KOMOUHAIIMK CO CTPYKTYPHBIMH U3MEHEHUSIMU
Muokapaa (mo 9X0O-KI') mrroc (+):

KT c orknonenneM D0C BHU3 - y 49,1% nainueHToB;
usmeHenus penojisipuzainuu (UBT) - y 43,6%;
n3menenus nenosspuzanuu (I1TDK) - y 32,7%;
m3menenus penosisgspuzanuu (MBA3T) - y 20,0%;
m3meHenus aenosgpuzanuu (OPPX) -y 18,2%.

[IpoBenén anamm3 BCTpeuaeMOCTH pazinyHbiXx kKoMmOuHanumii OKI kpurepues
BMECTE CO CTPYKTYPHBIMH U3MeHeHussMH MuoKap/a (mo MPT) muttoc (+):

e KT c otkiionenniem 30C BHU3 BcTpeuaercs - y 36,4% nanueHTos;
e u3meHeHus aenoisipuzauuu (II1DK) -y 29,1%;

e u3meHeHus penonspusauuu (UBT) -y 25,5%;

e u3meHeHus penonspusauuu (MBA3T) -y 16,4%;
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® U3MEHEHUs Jenoisipu3anuu (pparmeHTamus mupokoro kommuiekca QRS) -
y 12,7%.

[Tpu paccmorpernnkomOunaiuit KT + cTpykTypHBIE H3MEHEHUSIMHOKapaa (1o
2XO-KI" + OMB): «K3K > 500» y 32,7% u KT c otkinonenuem 30C BHU3 y 23,6%
NAlMEHTOB.

Taxoke noctaTouHo yacto Berpevarorcss komouHaimu DKI' kpurepueB BMecte co
CTPYKTYpHBIMH H3MEHEHHsMH Muokapaa (mo MPT + OMDB) wyame ocTaibHbIX
BcTpeuaroTcsi koMOuHarmu ¢ JKHP: «KOK > 500» - y 20,0% mnamuentoB u KT ¢
otksioneHueM J0C BHU3 - y 14,5%.

Ananuzupys komOunaunu JKI' kputepue mexay codort (UBT, IIDK, sncunon
BoJHa, JKHP) noctatoyHo 4acTo BBIABISUIUCH CACAYIONIUE COUCTAHUS:

o wusmeHenus aenoisipusanuu (I[1I1K) + KT ¢ orknonennem D0C BHU3 - y 38,2%
NalEHTOB;

e u3meHeHus penossipuzanuu (MBT) + usmenenus aenonspuzanuu (I1TDK) -y 27,3%;

o u3MeHeHus penojsipuzanuu (MBT) + usmenenus aenossipuzanuu (ITTDK) + KT c
otkiioneHueMm J0C BHU3 -y 20,0%;

e wu3meHenus penoisipusanuu (UBT) + uzmenenus nenosnsipuzanuu (SICUIOH BOJHA) -
y 18,2%;

e wu3MeHeHus aenoispusanuu (dncwioH BonHa) + KT ¢ otkinonennem 30C BHUB - y
16,3%;

e u3MeHeHus penossipuzanuu (MBT) + usmenenus nenossipusanuu (SMCUIIOH BOJTHA)
+ KT c orknonennem D0C BHU3 -y 14,5% nanueHToB.

B xoMOuHanusax ¢ mapkepamu DHM Hanbosnee 4acTo ObLITUBBISIBICHBI:

e u3MeHeHus penossipuzanun (MBA3T) + nsmenenuns penossapuzanuu (UBT) y 25,5%

e u3MmeHeHus penoisipusauuu (MBA3T) + uzmenenus aenonspuzanuu (ITITDK) y 18,2%
(Tabn. 21).

Tabnuma 21. PanxupoBanue Bcex KpUTEpUEB JUArHOCTHKY Y AIIUEHTOB € Pa3INYHbIMU BapHaHTaMU
JarHo3a apuTMOT€HHOM IUCILIa3UU IPABOTO JKEIy104Ka B 3aBUCHMOCTH OT 3HAYCHUS

BCTPEYAEMOCTU

Kombunanus ['pymma 1 I'pymma 2 | I'pynma 3 | 3Hauenue p
UBT+"9XO0O-KI™ 24 (43,6%) 0 (0,0%) 0 (0,0%) p<0,0001
XT c orknonennem D0C BHu3 + "IXO-KI™ 27 (49,1%) 1 (7,7%) 0 (0,0%) p<0,0001
HUBT+"'MPT" 14 (25,5%) 0 (0,0%) 0 (0,0%) p=0,009
IIDK+ "DXO-KT™ 18 (32,7%) 1(7,7%) 0 (0,0%) p=0,006
500 JKDK + "DXO-KI™ + "OMB" 18 (32,7%) 0 (0,0%) 0 (0,0%) p=0,001
UBT + Ducunon 10 (18,2%) 0 (0,0%) 0 (0,0%) p=0,06
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XT ¢ orknonenunem D0OC Buuz + MPT 20 (36,4%) 5 (38,5%) 1 (6,7%) p=0,06
MBA3T + UBT 14 (25,5%) 2 (15,4%) 0 (0,0%) p=0,06

IIDK + XKT ¢ orknonerrnem 90C BHU3 21 (38,2%) 1 (7,7%) 3 (20,0%) p=0,06
HBT+ IITDK 15 (27,3%) 0 (0,0%) 1 (6,7%) p=0,04

500 + "MPT" + KMI[ 11 (20,0%) 0 (0,0%) 0 (0,0%) p=0,04

MBAS3T + "MPT" 9 (16,4%) 5 (38,5%) 0 (0,0%) p=0,03

MIDK+"MPT" 16 (29,1%) 1 (7,7%) 0 (0,0%) p=0,02

KT ¢ orknonennem D0C Bum3 + "DXO-KI™ + "OMB" | 13 (23,6%) 0 (0,0%) 0 (0,0%) p=0,02
MBA3T + DXO-KI' 11 (20,0%) 1 (7,7%) 1 (6,7%) p=0,44

dparMeHTaIys MUpoKoro komruekca QRS + "MPT" 7 (12,7%) 1 (7,7%) 0 (0,0%) p=0,41
MBA3T + IITDK 10 (18,2%) 0 (0,0%) 1 (6,7%) p=0,22

®PPX + "DXO-KI™ 10 (18,2%) 0 (0,0%) 1 (6,7%) p=0,22

UBT + Dncunon + XKT ¢ orknonennem D0C BHU3 8 (14,5%) 0 (0,0%) 0 (0,0%) p=0,15
UBT + IIIDK + XT ¢ orkinonennem DOC BHU3 11 (20,0%) 0 (0,0%) 1 (6,7%) p=0,15
KT ¢ orkinonennem D0C Buu3 + "MPT" + "OMB" 8 (14,5%) 0 (0,0%) 0 (0,0%) p=0,15
Oncunon + XT ¢ otknonennem D0C BHU3 9 (16,3%) 0 (0,0%) 0 (0,0%) p=0,11

OXO-KI' — sxokapauorpadus; MPT — marautHo-pe3oHaHCHas ToMorpadus; OMb — sHmoMuokaparanpHas
ouorncus; UBT — nnBeptupoBannbie BosHbl T; [ITIDK — no3nxue notennmans xexyaoukos; KT — xenymoukoBas
taxukapaus; J0C — snexrpuueckas och cepana; MBA3T — MHUKpOBOJIbTHAS aldbTeHalus 3yona T

B omenke xoMOuHaIMii HE aHAIM3UPOBAIKMCH JaHHbIe 16 manuenToB (29,1%): 2
nanuenTa (3,6%) u3 rp. 1, 6 maruentoB (46,2%) u3 rp. 2, u 8 nanueHToB (53,3%) u3 rp.
3, U3-3a HEMOJHOIIEHHOW UH(OPMAIUH 10 UCCTIETOBAHUSIM.

B memom MOXHO cka3aTh, 4YTO JOCTOBEPHO 4Yallle BCTPEYAIUCh KOMOMHAIUU
KpUTEpHUEB, B cocTaB KOTOpbIX BXxoaAT nanHbie DXO-KI', UBT, ITIDK u KA, naubonee

4aCcTO OHU BCTpEUauch B rpynme 1.

4.13 KpuTepuu noCTAHOBKH JHATHO32 APUTMOTeHHON KaApAUMHUONATHH/ANCILIA3ZHU

MPaBoOro KeJaya04Ka 3a 2 roaa

HauGounbive nameHnenus 3a 2 roga KOCHYJIUCh KPUTEPUEB apUTMHU:
o V¥ 14 nanuenToB (16,8%) u3 rp. 1 nepecranu peructpuponatbcsi MK Nel - KT c
otksioneHueM J0C BHU3 1 MK No2 - > 500 XXOK.
o V¥ 6 nauuentoB (7,3%) u3 rp. 2 nepecranu peructpuponathes: MK Nel - KT c
otkioHeHueM J0OC BHU3 1 MK Ne2 - > 500 JKOK.

Onnako, ucuesnoBenue JKHP He paccmaTpuBanoch kak MCU€3HOBEHUE KPUTEPHUEB
JIMarHOCTUKH U miepecMoTpa nuarnoza AJIITDK.

VY psna manMeHToB W3MEHEHUsI JPYruX KPUTEPHEB MPUBEIU K H3MEHEHUIO

BapuaHTa nuarHosa AJIIDK:
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o 2 namuenTa (2,4%) u3 rp. 2 nepenuy B rp. 1, Tak Kak U3MEHWIOCHh KOJUYECTBO
OKI - kputepuesn: godasunuck MK - ITTTK.
o 1 mamuent (1,2%) u3 rp. 3 nepemén B rp. 1, Tak Kak U3MEHUIIOCH KOJIMYECTBO
OKI - kputepues: nepecranu peructpupoBatbess: MK Nel - KT ¢ otkiionennem 30C
BHU3 1 MK Ne2 - > 500 J)KOK u nosiriicst bK - IBT.
o VY 2 mauuentos (3,6%) u3 rp. 1 ucuez bBK BT, HO ero oTcyTCcTBHE HE MOBIUSIO
Ha [IOCTAHOBKY JMAarHo3a, TaK KaK OCTABAJIOCh JIOCTATOYHOE KOJMYECTBO JPYTUX
KPUTEPUEB JJIsl IOCTAHOBKH JIMATHO3A.

B nunamuke nosiBunuck HoBble Kputepuu B Buae VBT u [IIDK, uro yBeanumno
KOJIMYECTBO MAIMEHTOB C "'YTOUHEHHBIM'' THUArHO30M Ha 3,6%, KOJIMYECTBO MAIlMEHTOB

¢ "HmorpaHUYHBIM" M "BO3MOXHBIM" JTHarHO3aMH OCTaUCh Oe3 namenenus (Tadm. 22).

Tabmuua 22. JluHaMuKa BApHAHTOB TMArHO3a ApUTMOTEHHOW JMCIUIa3UU TIPABOTO KeyI0uKa B TCUCHHE

2X JeT
Hciﬁi}l]_{zﬁle Hcxoano U/3 2 rona A [Ipumeyanus
Tpynna 1 (n=55) 55 (66,3%) | 58 (69,9%) | + 3,6% .
Tpynna 2 (n=13) 13 (15,6%) | 11 (13,2%) | -2,4% ? . g;o//"g o § D 11
[pymma 3 (n=15) 15 (18,1%) | 14 (16,9%) | - 1,2% H-A5,£70) U3 TP. 2 TIep P-

B u3Mmenenuu mauarsosa uepes 2 roga Haubosbiryto posib urpanu [IIDK u BK

UBT (Ta6mn. 23).

Ta6J'II/H_Ia 23. U3menenus KPpUTCPUCB apHTMOFGHHOﬁ AUCIUIA3UU IMPABOro KEIIyAOUKa, TOBJIMABIINX HaA
U3MCHCHHEC JUarHo3a

KonuuecTBO nanmeHToB
n=21

Kpurepun nuarnosa
OrcyrcrBue XKA B TeueHue 2x jget
[TosiBnenue manoro kputepus - [ITDK n=2
[TosiBnenue 6onpioro kpurepus - UBT n=1
OtcyrcTBue 6onbmioro kpurepus - UBT n=2

HUBT — unBeptupoBanHble BosHbl T; IIIDK — no3aHue noteHumansl )Xeiny104KoB;

B nunamuxe yepes 2 roga auarao3 AJII1DK Obl1 mocTaBiieH Tem ke 83 manueHTam ¢
yuétom uzmeHenus JKI' - kpurepues:

o 58 mauuenToB (69,9%) - I'pynna 1;
o 11 matmenToB (13,2%) - I'pynmna 2;
o 14 nauuenTtos (16,9%) - ['pynna 3.
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Yepes 2 roga "yTOUHEHHBIA' BapuWaHT JMarHo3a apuUTMOTE€HHOM [UCILIa3ud
IIPABOrO KEIyI04YKa cTall BcTpevyaTbes yanie y 7,3%, "morpannusbii”" U "BO3MOKHBIN"
nuarHo3sl pexe -y 1,4% u 1,8%, cOOTBETCTBEHHO.

HecMoTps Ha ncue3HOBeHHE apuTMUU y OolibiinHCTBa narueHToB ¢ AIIDK, 3a 2
roja npoucxoaut cHmwkenue OB, Oonbliee BoBIEUEHHE B MATOJIOTUYECKUN MPOIIECC
JDK, HO nuHamMuyeckue U3MEHEHHs KpUTEpPUEB IOCTaHOBKM pauarHo3a AJ[IDK
npoucxonsat HeOosbiine. BepostHo, HeoOxomumo Oosiee  MPOAOTHKHUTEIIBHOE

Ha6J'IIOIICHI/Ie JJIA OOCHKH UX JUHAMUKH.

4.14 HoBble 3j1eKTpOKapauoOrpaduyeckme - MapKepbl IOCTAHOBKY JUHATHO3a

APUTMOTeHHOW KAPAUMHMONATHM/TUCIUIA3HN PABOI0 KeJIYA049Ka

Ha ocHOBaHMM AMHAMUYECKOTO HAOJIOACHUS MPOBOAWICS YIIIyOJICHHBIA aHAIU3
HOBbIXx OKI' - wMapkepoB OHM Ttakux kak: @DpYK, OpllIK, makcumanbpHas
npoaokuTeapHOCTh Komiiekca QRS XKD, ®PPXK, MmBA3T, nucnepcust uarepBana QT,
C LEJBI0 MX HCNOJb30BaHuA M yrouHeHus auartosa AJIIDK mpu e€ 3 Bapmanrtax
quar”osa. J[oCTOBEpHBIX pa3iuyuil O 3TUM OTAEJIBHBIM IIOKa3aTEJIsIM BBISBICHO HE
OBLIIO.

ITonpITKa MOCTPOUTH KAYECTBEHHYIO JIOTPETPECCUOHHYIO MOJEIb YCIEXOM HE
yBeHYaJach HU NpPHU KaKMX KOMOMHALMSAX M3 aHaJU3UPYEMBIX IIOKa3aTesled, YTo
OOBSACHSAETCS UX HEYETKON BhIPA)KEHHOCTHIO. bblia mpeanpuHsaTa NonbITKa OUEHUTD JUIs
Ka)KJO0ro MalKeHTa KOJIMYeCTBO (PaKTOPOB, HAXOISAIIMXCS B HEOJArompusTHON 30HE.
Tak xkak OI g5t HamMX mokazaTteseil ObUIM OJTHOTO MOPSIAKA, a JUIsl BBIACJIEHUS CaMbIX
PUCKOBAHHBIX KOMOMHALIMM JAHHBIX OBLJIO HEMHOTO, TO Mbl ONPEACIHIA CyMMY
HEOJIaronpuUsTHBIX KOMOUHAIIHMM, 3HaUYEHUS 3TOM cyMMBbI Kojiebanuch ot 0 110 6.

Mps1 nonyuunu noctoBepHbie paznmuuus (p<0,01) mist cyMMbI MapKepoB MEXKIY
rpynmnamMu  "Bo3MOkHOTO", "morpaHndHoro" u "yTOUHEHHOTO'" JHMAarHO30B, HO s
IPaKTUYECKOIO HCIIOJNB30BAaHUS TOpa3l0 Ba)KHEE OLIEHKA YBEJIMYEHHS YacTOThI IMPHU
nepexoze oT 0JaronpusiTHOrO YpoBHsI CyMMbI MapkepoB B (-2 0ajuia K CylleCTBEHHOMY
YBEIIMYEHHUIO pHUCKAa '"mOrpaHuyHoro" pauarHosa mnpu 3-4, MPaKTUYECKH K

"yTouHEHHOMY" TMarHo3y mpu 5-6.
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Taxke ObUT BBISIBICH OY€Hb BBICOKHHA KOA(M(GUIMEHT PAHTOBON KOPPENSIIUU
Rg=+0,71, mnoka3pIBalOlIUii HACKOJIBKO  COIJIACOBAHO  YBEJIWYEHHUE  YaCTOTHI
"YyTOUHEHHOIr0" JMarHo3a MpU MEPEeXO0Jax MEXJIY YPOBHSIMH, YTO OYEHb HArJIATHO

Mpe/CcTaBlIeHo Ha puc. 9.
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Yucno noxkazareneid B 30He pUCKa

Pucynok 9. YUacroTa "yTouyHEHHOr0" 1MarHo3a apuTMOTe€HHON AUCIIIIA3UU TPABOTo KeNly104Ka
npu paznumaHoM gucie DK mokasaresneit B HeOIaronpusTHOW 30HE MOCTAHOBKY JIMArHO3a 10 IAHHBIM
JIOTPErpeCCUOHHON MOJIETU

HeoOxomumo otmeruTh, uyTO npu Hanmuuuu Bcex HOBbIX OKI' mapkepos,
BCTPEYAEMOCTh  CTPYKTYPHBIX  M3MEHEHWH  MHUOKApJa TMpH  HUCIOJIb30BaHUU
BU3yanu3upyromux Meto 0B Auarnoctuku (9XO-KI' u MPT) coctasnser 100,0%.

Takum oOpa3zoM, MONMy4YEeHHBIM cymMmapHbld Oamn pucka 1mo HoBeiIM OKI -
MapKepaM MOET OBITh HCIIOJNB30BaH I TPHHATHA pemeHuss 00 yriyOJeHHOM

o0cIieToBaHNY TIAIMEHTA ¢ 1enbio BisBiaeHUS AJITDK.
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I'TABA 5. OBCY/KJIEHHUE PE3YJIbTATOB

5.1 Oco0eHHOCTH TUATHOCTHYECKNX KPUTEpHeB apUTMOT e HHOM

KapnnMnonaTnn/uncntnu MMpaBoro KeJayaouKa ncc.ue;[yeMoifl rpynmnsi

beuto mpoananuszupoBanHo 30000 wucrtopmii Oosie3nel marueHToB lleHTpa ¢
CEpJIEYHO-COCYIUCTON MATOJIOTUEH, MOCie Yero Obliia BhIJIENICHA TPYIINa MalMEHTOB C
MK AIIDK no Apurmusm (OKOK > 500 3a cyrtkm). Berpewaemocts AJIIDK mpum
ananusze coctaBuina 0,27%, a mo maHHBIM JUTEpaTypbl BcTpedaemocTh AJIIDK B
nonynsuuu - oT 1 1o 3 ciyuaeB Ha 5000 oOmero Hacenenust [18], 4To cocraBisier
oxoiio 0,02 - 0,04%. bonee HU3Kas BCTPEYaEMOCTh B OOIICH MOIMYJISIIUN, YeM B TAaHHOMN
pabote 00yCIOBICHABEPOSITHO, TEM, UTO UCXOJIHO aHATU3UPOBAINCH JaHHBIE HE 001IeH
nonyysinuu, a yxke mnanueHtoB lLlentpa. Berpewaemocts AJIIDK B momyssinun
MAalKUEHTOB C CEPICYHO-COCYAUCTON MATOJIOTUEN B TOCTYTHOM JINTEpAType HE ONUCAHA.

B wuccnenoBanue Obu1o BKIOYEHO 83 mamueHta u3 HuX 41 myxuuHa u 42
JKEHIUHBL: 66,3% nanueHToB (27 Myxk.) uMenu ''yrouHEHHbIN", 15,6% mnauueHToB (5
MyX.) - "morpannunbii’, u 18,1% nanuenToB (9 Myxk.) - "Bo3MOKHBIA" qrarHo3bl. [1o
JaHHBIM MEXIyHapoAHbIX HccienoBanuid, dame AJIIDK Bctpeuaercs y myxunn (3:1)
[84, 28,36], ogHako B HAIlleM HCCIEIOBAHHH COOTHOIICHHE MY)KUYMH U JKEHIIWH IIPH
pa3TUYHBIX BapraHTaX JuarHos3a ObLI0 MPUMEPHO OJMHAKOBBIM, BOZMOXKHO 3TO CBSI3aHO
C HEOOJNbIION BBIOOPKOW TMAIMEHTOB, M, BO3MOXXHO, OTHOCUTEIBHOU pPEIKOCTHIO
3a00J1eBaHUsT WM OCOOCHHOCTSAMHU 3abojieBaHus Ha Teppuropuun Pd. Yame Bcero
nuarno3 AJITDK 6wu1 BeisiBiIeH B Bo3pacTHOM rpytine oT 30 - 40 net, a cpegHuii Bo3pacT
npu "'yrTo4yHEHHOM' HHMarHo3e coctamisiia - 43,7 net, npu "morpanudHoM’ - 37,8 Jer,
npu "'BO3MOXKHOM'' - 42,6 JIeT, YTO COTJIaCyeTCs C JIaHHBIMHU JIPYTUX HCCIEI0BATENEH,
KoTopble B OonblMHCTBE ciydaeB BoiABsuM AJIIDK mexay BTopoil u udeTBepTOM
nekanoi xusnu [45, 84, 89]. O6pamaeT Ha ceOs1 BHUMaHHE IIOCTAaHOBKA IMAarHO3a B TOM
yucie U B rpytie Juil ctapiie 60 jiet, Kkorjia Apyrue nNaToJaoTui UCKIII0YeHbl. B Halem
UCCJIEIOBAHUM KOJUYECTBO MOXWIbIX crapime 60 ner coctaBuio 14 mnanueHTOB.

besycmono, AJIIDK akryanbpHa 1 MOJIOABIX, OAHAKO, IO JAHHBIM JIPYTUX aBTOPOB,
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OHa CTaja 4allle BBISBIATHCS U Yy MOXKWIBIX MallMEeHTOB, B Bo3pacTe mocie 50 JjeT ¢
ne6rora ycroitunBoit KT (YIKT) [24, 42, 92]. ObOpamiaeT BHUMaHUE, YTO BO3pacT He
BIUsT Ha Bce uizyudeHHble kputepuu AJIIDK, 3a uckmouenuem IIIDK, rne on uamie
BbIsIBIsICS B Bo3pacte 20-40 ner. Ilpu nunamuueckom HaOmoaeHuu, y 8 (9,6%)
nanueHToB Monogoro (< 20 ner) u y 14 (16,7%) namuentoB noxuioro (> 60 ner)
Bo3pacToB uaiie mnporpeccupoBana KT (35,5%). OTo cBA3aHO C TeM, 4YTO IMpHU
nunataunu kamep cepaua, JKHP mporpeccupoBany, 4TO B MOCIEACTBHM IPUBENIO K
umiutantaruu UKL (61,3%) B rpynme > 60 ner.

g moctanoBku auarHo3a AJIIDK u ananu3a TeueHus 3a0oJieBaHUS HAMH OBLIH
UCIIOJIb30BaHbI BCE JOCTYIIHBIE JUIsl ATOTO JAMArHOCTHYecKue Meroauku. OOpariaer Ha
ceOsi BHHUMaHHE, 4YTO TpeOyeTrcss OOJbIIOE KOJWYECTBO BPEMEHM ISl MOCTAaHOBKHU
muarHoza AJIIDK (mo 8 ner), B cpenHeM KpUTEpUHM Uil TOCTAHOBKHM JIMarHos3a
NOSBJISIIOTCS 32 2-3 roja. DTO 3aBUCHUT, KaK OT MPOSBICHUUN 3a00JieBaHUsS, TaK U OT
JOCTYIHBIX METOJIOB TUAarHOCTUKH.

JIJist OlleHKH CTPYKTYphI cepiia O0putn u3ydensl nokazatenu DXO-KI' u MPT.
OXO-KI' sBnsiercs Hanbosnee MMPOKO PacHpOCTPaHEHHBIM METOJIOM BH3yallU3alluu
cep/ilia, OJIHAKO, B CTAaHJIAPTHBIMA MPOTOKOJ YaCTO HE BXOJUT TIIATEIbHBIN aHam3 [1DK.
Kpome Toro, 3awactyro wunentudukanus mopdonornyeckux Hapymenuit IDK c
nomotisio DXO-KI" 3aTpynHena, Tak kak anomanuu, cBsizanubeie ¢ AJIIDK, MoryTt ObITh
orpaHWYeHbl HeOOMbIIUMH ydacTkamu B ctenke [DK [9, 126]. B namem ucciaegoBanum
npu OXO-KI' y nonoBunsl nanueHToB (51,8%) oTMedeHbl CTPYKTYpHBIE M3MEHEHUS,
xapaktepubie 11 AJ[ITK, Tak Obuti BhISIBJICHBI: 1) B O0jiee TpeTH CIydaeB - aKMHE3Us
IDK (34,9%); 2) auckunesuss IDK (31,3%); a B COBOKYNHOCTM C H3MEHEHUSIMU
pasmepoB IK, takumu kak: PLAX RVOT > 32 mM., - B 6oJiee MOJOBUHBI CITy4acB
(55,4%), a PSAX RVOT > 36 mM., - y Tpetn naruenToB (30,1%), Torna kak aHeBpu3Ma
IDK Bcrperunace Bcero y 8,4%. OTO CBUAETENBCTBYET B MOJB3Y TOTO, YTO HalIU
JlaHHbIE, MoJIydeHHble ¢ mnomoibto IlIBeinapckux mnpotokonoB uccienoBanus DK
[126], comocTaBuMBI € pe3yJibTaTaMH MEXKIYHAPOAHBIX HCCIEJOBAaHUN M TaKKe
MOATBEPKIAI0T HauOO0JIee YacTOe BhIsIBIIEHWE U3MEHEHUH UMEHHO B camoil cteHke 11K,

Hexxenu BoiaBieHus: aHeBpusMm [DK. Taxum o6pasom, BK mo manapiM 3XO-KT'
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HAOIOAJICS TOYTH Yy TOJOBUHBI ManueHToB y (46,9%), u 3HaunTensHO damie (Ha
42,2%) ucnoJib30BaJIcs JIJIsl TOCTAHOBKH JAuarHo3a, Hexxenu MK - 4,8% ciyqasx.

Bropeim BusyanmsupyromuM MetogoM auarHoctuku AJ[IDK ssmsercs MPT. B
HallleM HccienoBanuu npu nposenennn MPT cepama goctatoyHo 4acTo BCTpeyaauch
HapylIeHUsI COKPAaTUMOCTU - MOYTH y TpeTu mnaunueHToB: akuHesdus [DK -y 32.6%;
muckunesuss DK -y 23,9%; nuccunxponusm cokpamennid IDK y 26,1%. BK
CTPYKTYPHBIX U3MEHEHHM 1m0 qaHHBIM MPT ObL1 BhIsIBIEH Oosiee B MOJIOBUHE CIy4YacB
(56,5%), n game (Ha 32,7%) UCcHoab30BaAJICS IS TTIOCTAHOBKHU JMarfHosa, Hexxenun MK
(15,2%). YyBctBuTensHocth Mmetona MPT B noctanoBke auarnoza AJ[I12K Oblna Bblle,
geM y 9XO-KI" (56,5% u 46,9%, COOTBETCTBEHHO), BO3MOKHO 3TO OTYACTU CBS3aHO C
teMm, yTo MPT wuccnenoBanusi, NPEeUMYIIECTBEHHO BBIMOJHSUIUCH Y MAIIUEHTOB C YK€
"yTOUHEHHBIM" U "MOTPAHUYHBIM" JUATHO3AMH.

Xots AHIDK mpeumyiectBeHHO sBisercs 3adoneBanueMm [DK, B HacTosiee
BpeMsl YCTaHOBJIEHO, 4TO Bc€ uaine BoBiekaercsa JIK [143]. M3yuas oba xemynouka,
MBI BBISIBUJIM, 4TO M30MpoBanHoe opaxxenue JDK nabmonanocs y 8,4% maiueHToB 1mo
nanHeiM D XO-KI', a no manaeim MPT y 10,7% mnanuentoB T.e., B cpeaneM y 9,5%
nanueHToB. Hamm  JaHHbIE COOTBETCTBYIOT MEKIYHApOAHBIM  JTaHHBIM, TJI€
n3onupoBanHoe nopaxenue JIK mo nanasiMm MPT coctaBuiio 4,0 - 9,0%, a o naHHbIM
2XO-KI' 7,0 - 12,0% [7, 143]. BoBieueHMe OJHOBPEMEHHO [BYX KEJIYJIOYKOB
(JOK+IDK) Obuto BeisiBaeHo y 21,7% mamuentoB no manHbiM OXO-KI' u y 23,9%
MaueHToB 1o gaHHbeiM MPT, uTo nmoarBep:kaaercst JTaHHBIMU APYTUX UCCIEA0BATENECH,
rae ObUIO BBISBJICHO BOBIIeUE€HHE 000uxX xkenyaoukoB B 30,0% ciydyaeB Mo JaHHBIM
MPT, a o ganasiM 3XO-KTI" y 35,0% namuenTos [64]. Takum o6pazom, JIK BoBneuen
B MIATOJIOTMYECKUI Tpolecc NpUMEpPHO y TpeTu Habmonaembix ¢ AJII1DK nauueHTos.

C TedeHueM BpeMeHH, uepe3 2 roja u3zoJupoBaHHoe wu3MeHeHne JDK
HaOmonanocs y 4,8% MmanueHToB, a BOBJICUYCHHE OJHOBPEMEHHO IBYX MKEITYJOYKOB
OBLIO BBIABICHO y 25,3% maIueHToB, TO €CTh Ha0I01aj1ach MOJIOKUTEIbHAS JUHAMUKA
MaTOJIOTHYECKOTO Tporiecca B 000ux xkemyaoukax (Ha 3,6%), 94To, BEPOSITHO CBS3aHO C
nporpeccupoBanreM 3abosieBanus. Crnemyer oTMeTuTh, 4To MPT Gosiee oTu€TivBO

OlpefeNseT CTeNeHb BOBJEYEHUS KaMmep cepaua B 3aboseBaHue U Ja€T OLEHKY
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CTPYKTYpHBIM M3MeHeHUsIM muokapaa. Henb3s He cornacutbes, yto 9XO-KI' u MPT -
METO/Ibl CO CBOUMHU CHEIU(UYECKUMHU BO3MOKHOCTSIMU U OTPAHUYCHUSMH, TAKUMH KaK
Hu3Kas gyBCTBUTENBbHOCTh (DXO-KI'), m gocrymaocts (MPT) [9, 52], mo wmx
B3aUMOJICUCTBUE - OOJIEryaeT HEMHBA3WBHYIO BU3YAIM3alUI0 U CTENEHb MPOSBICHUS
00JIe3HHU.

Emé oaHMM METOOOM OLEHKH CTPYKTYpHBIX W3MeHeHu# sBisierca OMbB. BK
(ocrarounble KapauoMuouuThl < 60%) ObUT BBIABICH y OOJBIIMHCTBA MAaI[MEHTOB
(77,2%) wn Bctpetusnica Ha 39,5% uamie, Hexxenu MK. CrnemyeT OTMETUTH UTO, 3TO
CBA3aHO ¢ TeM, 4TO0 OMDb 3a4acTyro BBINOJHIACH MMALIMEHTAM C YK€ MTOATBEPKACHHBIM
JPYTUMH METOJaMH BapHaHTOM 3a00JieBaHUS M CKOpPEE TMOITBEPXKIalo JIMarHo3,
HEXENU CIY)XWJIa OCHOBAaHUEM JJIi €ro MocTaHOBKU. Tosibko B 1/3 cimydaeB JaHHbIE
OMb BeisBisuin BK AJIIDK, a B 2/3 nabmoganuce 6o MK, nmu6o cnemuduueckue
WU3MEHEHHUS], B CBsI3U ¢ yeM DMDB BCE ke urpas JOMOJHUTEIbHYIO HEKIIFOUEBYIO POJIb B
MOCTaHOBKE JauarHo3a. [lo Hammm JaHHBIM YyBCTBUTEILHOCTH METOJ/IA B JUATHOCTHKE
AJIIDK cocraBaser - 45,5%, a cnemuduurocts - 92,9%. Jlnsg TUCTOJIOTHYECKOTO
uccienoBanusi cBobogHoi crenku [1DK mo gaHHBIM MEXIyHapOJIHBIX HCCIEAOBAHMM,
YyBCTBUTEJIBHOCTh 3TOro meroja B auarHoctuke AJIIDK cocrabmser - 67,0%, a
cneuupuanocts - 92,0% [9, 14, 17]. UyBCTBUTEIBHOCTh B HAIEM HCCICIOBAHUN
oKazajach HUXKE, YeM Y JPYTUX aBTOPOB, YTO BO3ZMOXKHO OBLIO CBSI3aHO C HEJOCTATOUYHO

OOJIBIIION BEIOOPKOM, THOO0 OCOOSHHOCTSIMU TOMYJISIIHH.
5.2 Oco0eHHOCTH TOMOJHUTEIbHBIX JIeKTPOKapaAuorpaguyecKuX KpuTepuen

Kpurepuii aenonsipuzanuu, KOTOPbIM Mbl OLIEHUBAJIA - OblIa AICUJIOH BOJIHA.
Ona MoOXeT wucYe3aTh MNpPH MOBTOPHBIX oOciemoBanmsx, xoTs AJIIDK cumraercs
HEoOpaTUMON W mporpeccupyronmeid kapauomuonatuen [128]. B Hamem
UCCJIEIOBAaHUM STICUJIOH BOJHA Obuta BhIABIEHA y 13,2% manueHToB ¢ "yTOYHEHHBIM'
nuarHo3oMm. OHa He UMesia TMHAMUYEeCKOro XapakTepa M HaOJIroAanach y NalUueHTOB C
0osiee BBIPAXKEHHBIMM CTPYKTYPHBIMH HM3MEHEHUsIMH MHOKapaa. Ilo maHHbIM npyrux

WCCJICIOBAHMM STICHIIOH BOJIHA, BeTpeTuinachk y 16,0% - 50,0% cmoyuaes [31, 127], uaro
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BO3MOXKHO TaKXe CBS3aHO C OOJbIIeH BBHIOOPKOW MAIMEHTOB, MOMYJISIIHOHHBIMU
OCOOEHHOCTSIMU KOTOPTHI WM MPOJOJIKUTEIIBHOCTHIO 3a00JIEBAHMUS.

CrnenyroluMm KpuTepueM HapyiieHus aenoispusanuu spistores [ITTDK. Onucano,
yro npu AJITK pacnpoctpanennocts [MI1K namuoro Beime (B 69,0% ciayyaes), yem
pacnpocTpaHeHHOCTh BOJH arcwioH (16,0%) [141]. B wnamem wuccienoBaHud TpH
ananuze CY-OKT, ITIDK - (MK AAITXK), Bctpetuics y 72,0% manueHToB, a STICHIOH
BosHa B 13,2% ciydaes, T.e. [IIDK BcTpeuanuch, moutu B 5,5 pa3 yaiie, 4eM 3MCUIIOH
BosiHa. Hanmmuue 11IDK y naunenToB ¢ A[IDK 1o MHEHHIO pa3HbIX aBTOPOB COCTABIISIET
50,0 - 91,0% cmygaeB [89; 137; 98; 127], 9TO MPUMEPHO COOTHOCHUTCS C HAITUMHU
naHHeIMU. Hamu ObLTM TIpOaHaNuM3MpOBAHBI, KaK OTACIbHBIC MapaMeTpbl, TaK U HUX
koMmOuHaruu. Ilapamerp: TotQRSF, Bcrpetmncs y Tperm mammenTtoB - 36,0%,
nokasaresib RMS40 Gonbiie yeM y nosioBuHbl - 70,0%; kak u nokazatens LAS40 -y
72,0% BHEe 3aBUCMMOCTH OT Bo3pacta. KomOunarmuu 2x mapametpoB: TotQRSF +
RMS40 BcTperniiace y tpetu nmaiueHToB 34,0%; kak u TotQRSF + LAS40 -y 32,0%; a
RMS40 + LAS40 B 68,0% cnyuaeB BHE 3aBUCUMOCTH OT Bo3pacta. KomOuHaIus Bcex
3x mapametpoB: TotQRSF + RMS40 + LAS40 nabGnroganach y TpeTH MalMEeHTOB. F.
Marcus u coaBroper 2010 1. [90] mokasamu, dYTO HCHONB30BAHHUE OIHOIO
MaTOJOTUYECKOT0 MapaMeTpa BMECTO ABYX JJISl IMATHOCTUKHU MAaTOJOTUUYECKUX MO3THUX
MOTEHIIUAJIOB MOBBIIIAET YYBCTBUTEIBHOCTh MPU CJIErKa CHUKEHHON CTEeU(UUHOCTH.
Opnnako, 9yBCTBUTENIBHOCTh MeTo/1a B tuarHoctuke AJIIDK nocrarouno muskas 30,0%
[63], 1 HaIIM JaHHBIE TAKXE MOATBEPAWIIA HU3KYI0 UYBCTBUTEIBHOCTH: 18,1%, BHE
3aBUCUMOCTH OT TOTO, UCIIOJB3YeTCS H30JHUPOBAHHBIA TOKa3aTeldb WJIM KOMOWHAITUS
napaMeTpoB.

Cawmpiit yacto BcTpevaromuiicss OKIT kputepuin AHIDK - 510 KenymoukoBasi
taxukapaus. [lo samum ganaeiM KT peructpupoBansach MOYTH y BCEX MAIIMEHTOB B
91,6% cnyuasx, gamie B Bune MK Nel (74,5% cmydaeB), aTo 6ombine (Ha 47,2%), yeM B
Busie bK (27,3%); Bctpeuaemocts KT He 3aBucena oT noia U BapuanTa quartosza. OX
Habmoganace B 9,6% TONBKO y MAIIMEHTOB € 'YTOYHEHHBIM' OUArHo3oMm. Yaiie Bcero
KHP wumenu mnpaBoxenynoykoBoe mnpoucxoxaeHue (72,3%) u BcTpeyalnuch Yy

naiueHToB ¢ "yrouHéHHbIM' muarHo3om AJIIDK. Ilo manHpIM MeTaaHanmsa oOmun
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npoueHt Bcrpewaemoctd JKT Bapsupyercs B pasHbix ucciaepoBanusx ot 40,0% -
100,0% [81], uto conocTtaBuMo ¢ HamUMu AaHHBIMU (77,6% ciydaes).

VYuuteiBas, 4yTo CymecTByeT B3auMocBs3b Harpy3ousnsix JKHP, BCC nu AJIDK,
OTJIeJIbHO OBLIO mMpoaHanu3upoBaHo BiausHue ®H Ha moenenue KA. Bo Bpems ®H
obun 3adukcupoBanbl: KIOK y tpetu (28,9%) u KT y 8,4% nanumentoB. Ha BoicoTe
Harpy3ku JKOK Bcrperunuce y 22,9%, a XKT -y 8,4%. B BoccTaHOBUTENBEHOM NEPHOIE
KOK ormeuanuce y 6,0%. [Io taHHBIM MEXIyHAPOIHBIX UCCIECIOBAHUMN, HATPY30UHbBIC
XT Bcrpewanucy y 50,0% mnamuentoB ¢ AJIIDK [2], T.e. yame yem B Hamem
HaOMIOACHUH. DTO BEPOATHO CBSA3aHO C TE€M, YTO HMCCJEAOBATENN M3y4aJld BIUSHUE
Harpy3KkH Ha TPyIIy HAalMEHTOB C UCKIIOUUTENBHO JOKa3aHHbIM BapuantoM A/[IDK, B
OTJINYKE OT HAILIETO UCCIICIOBAHMS, IJIe ObLIM BKJIFOUECHBI MAIUEHTHI C ' TIOTPAaHUYHBIM
u "Bo3MOHBIM" auarnozami. [lpu 2x-netHem HaOmoaenun KT BcTpeTunach JHIb y
1/4 mammentoB, a JKOK > 500 (MK Ne2) - y mosioBUHBI MallUEHTOB BCEX BO3PACTHBIX
rpymi. Yepes 2 roga komudectBo KT ymenbmmiocs Ha 66,3%, a JKOK > 500 (MK Ne2)
Ha 45,8%, 4TO BEpOSATHO CBSI3aHO C MPOBEAEHHBIM aHTHAPUTMHUYECKUM JICUCHUEM.

[loMuMoO apuTMUM BaXXHO OBLIO OLIEHUTh TaKO€ HW3MEHEHHE IPOLIECCOB
JETIOIApU3ai, KaK MaKCHUMajbHas IMPOJOKUTEIbHOCTh KoMruiekca QRS XKD. Ha
OCHOBAHUH MPOBEJICHHOTO aHAJIN3a BBISIBJIEHO, YTO MAKCUMAJIbHAS! TPOJIOJKUTEIBLHOCTh
komiuiekca QRS KD Oputa 1OCTOBEpHO BBINIE y MAlMEHTOB MYXCKOTO TOJia TPH
"yTounénnom" nuarHoze  AJIITK. Cpennee 3HAYCHUE MaKCUMaJIbHOU
npoopkuTeabHOCTH KoMmIuiekca QRS XKD cocraBmiio 168,1 mc, mpu "yrounéHHOM"
nuarnosze AJIITK (mopor coctaBui > 180 MC) OHO OKa3aioCh JOCTOBEPHO BBIIIIE, YEM Y
naueHToB ¢ 'morpaHudHbIM’ ( < 160 mc) um "Bo3moxHbIM' nuaro3om (160 mc),
CJIEIOBATEIbHO, II0KA3aTellb MOXKET TMPOSBIATHCS Yy NAUEHTOB C Pa3IMYHbIMU
Bapuantamu auartoza AJIIDK, u Hampsmyro cBsi3aH C TSXKECTbIO CHMITOMOB. Ha
MO3HUX  CTaauax  3a00JieBaHUS  yBEJIMUCHHE  MMapamMeTpa  MaKCHUMaJbHOU
NPOJOIDKUTENBHOCTRI0  KoMIUIekca QRS KD MOXHO OOBSCHUTH HapylIeHUEM
BHYTPIDKEITYIOYKOBOM  TPOBOAMMOCTH Ha (POHE  BBIPAKEHHBIX  CTPYKTYPHBIX

n3MeHeHni, ocobenHo B oOnactu I[DDK. Bo3moxHO, OTCyTCTBHE SIBHOW JIHHAMHUKH
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MOKAa3aTelis B HAIlIEM MCCIICIOBAHUU CBSI3aHO C OPTraHMYCHHBIM BPEMEHEM HAOIIOCHUS
3a MalMeHTaMHU ¢ pa3TuYHbIMU BapuanTtamu quarnosza AJITDK.

B HekoToppix cimydasx ObUIO Jo0KazaHo [58], 4TOo yke Ha CKPBITOH CTaJaud
ALK, xorga mopdonoruyeckne U3MEHEHHUs €llle He BbhIpakeHbl, Bo3HUKaeT OHM,
KOTOpask ~ MOXET  OTpakaTbcd B  3HAYMMOM  YBEJIMYEHUH  MaKCHUMAaIbHOU
npoaomkutenbHocTH KoMmiuiekca QRS XKD u gaxke oOHapyXuBaThCS paHbIlle, YeM
n3MeHeHus: muokapja mo aaHHeiM DXO-KI' u MPT. B namem uccienoBanuu 0osee
BBIp@XEHHAs] MaKCHUMaJlbHAsl TPOJOJDKUTENBHOCTh KoMiiekca QRS XKD 3naunrensHO
YaIie perucTpPUpoBajach y MAIMEHTOB CO CTPYKTYPHBIMH M3MCHCHHSIMH TIO JTaHHBIM
OXO-KT.

K mapkepam DHM, kotopbie TpeOyIOT OTACIBHOTO PAaCCMOTPEHUS, OTHOCUTCS U
(pparmenTHpOBaHHBIA WHUPOKHH KoMIUIeKe QRS, KOTOphINi MCXOAHO, MO JTAHHBIM
OKT, Berperuncs y 10,8% B rpynmax ¢ "yTo4yHEHHBIM" U "BO3MOXHBIM'' JTHAarHO3aMH,
rae Bce nanueHTs - 100,0% umenn )KHP pa3ubix rpaganuii 1 cTpyKTypHBIE H3MEHEHUS
(mo manaeiM DXO-KI'). Hanbonee yacto mokazarenb mo maHHbiM DKI' HaGmromaics
yamie Bo II, I1I, avL, Vs - V. Tlo nanaeim XM-OKI' nokasarens Berpetuics y 7,2% npu
"yrounéunomM" nuarnose B orBeacHusx II, III, V3, u B cpennem, nabmonancs B 9,0%
ciaydaeB o pesysbTaTtaMm 2x IKI MeToauk. XO0Ts 10 JaHHBIM JIPYTUX aBTOPOB [29, 32]
nokaszaresnb Habmoaancs vaimie (B 59,0 - 85,0% ciydasix), HO B T€X K€ OTBEJACHUSX, YTO
U y Hamux mnanueHToB. [loBTopHO uYepe3 2 rojga mokaszaTtenb BCTpeTwiacs y 9,6%
MAlMEeHTOB; 1O CPaBHEHUIO C MCXOJIHBIM oOcnenoBanueM BbisgBiaeHue OpllIK
ymenbmimiiocb Ha 1,2% caydaeB mo gmanHeiM OKI'. Ilo manneiMm XM-OKI' ©plIIK
BcTpeTuiica Ha 10,9% wame, yem ucxoano, B orBeaeHusx II, III, avF. XM-OKI' B
cpendeM Ha 0,6% sBnsercs Oosiee UYYBCTBUTEIBHBIM METOJOM JJI BBISABJICHUS
dbparmenTanuu mmpokoro komiuiekca QRS, vem OKIT'.

Onucanue ¢GparMeHTHPOBAHHOIO Y3KOro komiiekca QRS y manueHToB ¢
AJIDK B MeXIyHapoAHOW JUTEpaType BCTpeUYaeTcs JOBOJIBHO peako [29]. B Hamem
uccienoBaHuy 3ToT nokasarenb Ha DKI' ncxonHo Berperwics y 3,6%, a 1o JaHHBIM
XM-OKT -y 2,4%, B cpennem no ganHeiM 2x IKI' meroauk B 3,0% npu "yrouyHEHHOM"

nuartose. BHe 3aBucumoctu oT Mmertona auarHoctuku OKIT wim XM-OKI, @pYK
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BCTpeUaIach B OTBEJCHUSIX, COOTBETCTBYIOIMMNX 3anHel crenke muokapaa (11, 111, avF).
370, BEPOSITHO, CBUJIETEILCTBYET O BOBJICUCHHUH B MATOJIOTHYECKUHN MPOIIECC HUKHUX U
OOKOBBIX OTAEJIOB MHOKapjaa, 4ro mnoATrBepxkaeHOo JaHHbiMH OXO-KI' y stux
nanueHToB. [ToBTopHO vepe3 2 rona konuuectBo nanueHToB ¢ @pYK no cpaBHeHUIO ¢
HUCXOJHBIM oOcieaoBanueM Mo gaHHbIM XM-DOKI' yBenumumnoch Ha 2,4% 3a cuér
IpyNIbl HalUeHTOB ¢ ''yTouyHEHHBIM' guarHozoM. @OpYK u OpllIK B Hamem
MCCJIEIOBAHUM Yallle BBIBISUIUCH MO AaHHBIM XM-OKT', Hexxenu no ganusiM OKI' Ha
25,0% wu 33,3%, COOTBETCTBEHHO. B MeXIyHapoaHOW NHTEpaType HE MPUBOIUTCS
cpaBHeHue 3Tux 2x IKI' meToauk.

CrnenyromuM MapkepoM  sBJISETCS (PeHOMEH PpaHHeH PpenoJsipu3anuu
JKeJYyN0UKOB. 3a 2x netHui nepuoa Habmoaenuss PP Berperuncsa B 19,3%, kak mo
nanHeiM OKI', Tak m mo manHeiM XM-OKI'. ®PPX peructpupoBancs pexe, 4eM B
uccinenoBannu C. Chan u coasropamu 2015 r. - 64,4% [31], HO comocTaBUMO C
nanHeIMu S. Peters ¢ coaBTopamu 2008 1. - 21,8% [112]. O6pamaeT Ha ceOsi BHUMaHUE,
yro B Hamem wucciaegqoBannu OPP)K  game wnHaOmromaics B OTBEACHHUSX
cooTBeTcTBYtomuX O0okoBoi crenke JIK (I, 1, avL, Vs - Ve), gamie y nmanueHToB ¢
"yToUHEHHBIM" THArHO30M, B OTJWYHKE OT BBIMICYNOMSHYTOTO HccienoBanus S. Peters,
IJI€ OH Yallle BCTPEYAJICSI B OTBEICHUSX HUKHEW CTEHKH, BO3MOYKHO, 3TO CBSI3aHO C TEM,
yro Hamu 11 aHann3za DOPPXK ucnomeizoBamuce 00a Metoma: XM-DKIT u DOKT.
JAnHamMu4eckue NBYXJIETHHUE W3MEHEHHUS HE KOCHYJIMCh OTBEIICHHU, B KOTOPBIX paHEe
peructpupoBaics OPPXK, uto no3BossieT caenarb BbIBOA, 00 YCTOMYMBOM XapakTepe
JAHHOTO (heHOMEHa.

OnHuM U3 KpUTEepUEeB HapyuleHus mpoieccoB penoispusanuu IJKI' sBistorcs
HHBepTHPOBaHHbIe BOJHBI T - Hanbonee yacto Berpevaromuecs ndmeHeHus: Ha DK
y mammertoB ¢ AJIIDK [128, 141]. B namem wucciemoBanuu MBT (BK u MK)
BCTPETHIIMCH MOYTH B MosioBuHE ciydae (42,2%). BK BeiaBisuics HamHoro varie (Ha
65,7%), yem MK, u vamie (Ha 67,7%) urpaji posib B IOCTAHOBKE JHArHO3a y MAIMCHTOB
¢ "yTOUYHEHHBIM" THAarHo30M. I1o HalIMM TaHHBIM IPU NOBTOPHOM HMCCIIEJOBAHUU YEPE3
2 roga BctpeyaeMocth BT ymenbmmiacek Ha 2,4%. BK ncues y 3,6% manueHToB, HO

€ro OTCYTCTBHE HE MOBJIMSIO HAa MOCTAHOBKY JMAarHo3a y MalueHTOB ¢ "'YTOYHEHHBIM'
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BapuantoMm AJIIDK. B uccnenoanmsax Quarta G., 2010 r. u Saguner A., 2015 r. 6bu10
Takke noareepxaeHo, yto MBT takxke Moryt HocuTh npexojsuiui xapakrtep [127,
122, 128, 141].

IMono:xkutenbHasi anbrepHanms 3yoma T BcTpeTunach y TpeTH MAlUEHTOB
(42,2%), npemmyinectBeHHO mnpu yrouHéHHOM" guarnoze AJIIDK u  sBHBIMHU
CTPYKTYPHBIMH W3MEHEHUSIMU MHUOKapaa. [lo muTeparypHbIM JaHHBIM BCTPEYAEMOCTH
MBAS3T pazuurcs: ot 22,0% T. Ikeda u coasropsr 2012 1. [69] mo 86,0% O. Kinoshita u
coaBtopsl 2003 1. [77], u Takke CBsi3aHA CO CTPYKTYPHBIMH W3MEHEHHSIMH MHOKap/a.
MBA3T BMecTe C SIICHIOH BOJIHOM U MAKCUMAIIBHON MTPOJAOJIKUTEIBHOCTHIO KOMILIEKCA
QRS X3 B Hamem uccieoBaHUM BCTpeUaaach TOJIBKO y MAIUEHTOB C ''YTOYHEHHBIM"
JTMAarHO30M U C SIBHBIMH CTPYKTYPHBIMH U3MEHECHHSIMU TI0 JAHHBIM BH3yaJIN3UPYIOIINX
METOJMK. YKa3aHui Ha moj00Hyr0 komOuHamuio mapkepoB AJIIIK B nuteparypHbIx
MCTOYHHUKAX HE BCTPETUIIOCH.

Mucnepeus QT Obiia BbIIBIEHA NpH BCEX BapuaHTax auarHo3a. Ilpu
"yTouH€HHOM" NMarHo3e OHa BCTPETWJIACh y OoJbIel yacTtu marueHToB (66,3%),
cpenHee 3HaueHue - 449 Mc, 4TO COOTBETCTBYET JAHHBIM JAPYTUX UccienoBanui > 440
mc, J. Kazmierczak u coaBroper 1998 r. [76] u M. Fagundes u coastopsr 2000 r. [51].
Hucnepcus QT wunTepBana, yBenuueHa y mnauueHToB ¢ AJIIDK, omHako creneHb
JIMCIIEPCHOCTU HE ObLTa CBsI3aHA C TSHKECThIO CUMNTOMOB U AAT, 4TO MOATBEpKIAETCS
U JIaHHBIMHU JIpyTuX uccienosarened [22]. 3a 2 roga HAOMIOAEHUS MATOJIOTUYECKOE
yBenuuenue dQT He ObUIO BBISBIICHO.

B pesynbrare aHanuza KpUTEpUEB MOXKHO CcJlieJaTh BBIBOJ, O TOM 4YTO IO
kputepusim F. Marcus u coastopst 2010 r., 1MarHo3 NOCTaBJIE€H MEHBIIEMY KOJIUYECTBY
O0onbpHBIX, Hexenn no kputepusmu W. McKenna u coaBropsl 1994 r., T.e. paHee
HaOmonanace runepauardoctuka AJIIDK, mo HammM JaHHBIM THUNEPAUATHOCTHKA
3aboneBanusi cocraBuwia 4,3%, Tpu  OIEHKE MEXKIYHAPOIHBIX HCCIICIOBAHUMH,

YIOMHHAHUI O CPaBHEHUU KPUTEPUEB OCTAHOBKHU JAMArHo3a HalJIeHO He ObLIO.
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5.3 BiausiHue npoBOAMMON Tepanuu

B HameM uccnenoBaHMM W3 MEAUKAMEHTO3HOW aHTUAPUTMHUYECKON Teparnuu
nauueHTel ¢ AJIIDK mpunumamu: AAT II xn. (75,9%), AAT 1II xn. (68,7%) u
koMmOuHanuio AAT II k1. + AAT III kiu. (46,9%), xotopas Oblna J1OCTATOYHO
sbdextuBHa. PUA Oblna BbIMOMHEHA OoJiee MOJIOBUHE MNanMeHToB (62,6%), 4To
COTNOCTaBUMO C JIaHHBIMHM JIpyrux uccieposateneit [79, 84, 100]. besycinono PUA
MOET OBbITb €IMHCTBEHHBIM BApUAHTOM JICUeHHs, HO - nasmuaTuBHbIM. AAT u PUA
MOTYT yYMEHBIIUTHh penuauBbl KT, HO HET HUKAaKMX JOKA3aTelbCTB TOTO, YTO OHH
Takke 3ppextuBHbl 11 npenoTBpamienuss BCC [109]. YV nanueHToB ¢ nepeHecEéHHON
KJIMHUYECKONW CMEpThI0 Wiau reMmoauHamMuuecku 3HauuMoin KT, mmmiantanus NK]]
OJIHO3HAYHO O0O0s3aTeNbHA Ui MPEIOTBPAILCHUS YTPOXKAIOIMNX KU3HU pernuauBoB KT
u BCC [138]. 3a nepuoa Habmoaenus MK/ Obl1 UMIIIaHTHPOBAH TPETH MALUEHTAM M3
rp. 1 (37,3%), cpabaTbiBaHrEe MPOU3OILIO B MOJoBUHE ciay4aeB (51,6%), B ToMm uucine y
3 manuenTtoB npu ®H, yto cxomutcs ¢ ganHeiMu A. Bhonsale ¢ coasropamu 2015 .
[24], u mpyrumMu pe3yabTaTaMu MEXIyHAPOIHBIX PaHIOMH3UPOBAHHBIX MCCIICIOBAHNUH,
rae Obu1o pokazaHo, uro MK/ ssisgercs a¢dextuBHbM MeTogoM npodunnaktuku BCC,
u c nenpto nepBuuHoil npodunaktukn BCC ummimantupyercs Oomnee, yeM 66,0%
naerTam [69, 138] ¢ mokazannoit AJIIDK. ITo manusim B. Philips u coasTopsr 2015 r.
[116] y 18 mammentoB ¢ AJIITK mocie TC, BbDKHMBaeMOCTh uepe3 1 roj cocraBuiia
94,0%, no wnamuM pgaHHeiM TC Obima BeimosHeHa 4 mnaruentam (4,8%) npu
"yrounénHoM" auartose, BeIKHUBaeMoCTh uepe3 1 rog cocrasuia 100,0%.

ITpu anamuze DKI' kputepueB oOpamiaeT Ha ceOs BHUMaHUE, YTO JOCTATOYHO
yacTo ObUTH BBISIBJICHBI KoMOUHanmu yxe u3BecTHbIX JDKI' - xputepuer (MBT, ITITK,
sncuiIoH BojiHa, JKHP) ¢ mapkepamu OHM. B namem uccrnenoBanuu Hanbosiee 4acTo
BcTpeuanuch u3MeHeHus: aenossipusanuu. Tak [HDK Berpeuanuce ¢ XKOK (mansim
kputepreMm Nel mo "ApuTMmusM') TMOYTH y TIOJOBHHBI MMAIMEHTOB, BMECTE C
n3mMeHenusimu penosisipuzanuu (UBT) - y 1/3 manuweHToB; a codyeTaHuE WU3MEHEHUM
penonspuzatuu (MBT) + ¢ manbim kputepuem Nel mo aputmusim - y 1/4 manueHToB; a

Takke ¢ wu3MeHeHusiMu penossipuzanuu (MBA3T) y 1/5 mnauuentoB. M3meHeHus
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penonspuzatuu (UBT) BMecte ¢ penomnsipuzanuein (MBA3T) Obuin oOHapyxeHbl y 1/4
NAIMEHTOB, C WU3MEHEHHUSIMHU JCNOJspU3aluu (SICUJIOH BOJHA) - y 1/5 manueHToB;
COBMECTHO M3MEHEHUS JEMOIsIpU3aliu (3TMCUIOH BOJIHA) ¢ MaibiM KputepueM Nel 1o
aputMusiM ObutH y 1/6 manuenToB. CorjacHO MEXIyHApOAHBIM HUCCIEAOBAHUSIM paHee
Takre KOMOMHAIINK HEe ObUIN MPOAHAIM3UPOBAHBI.

B wnenom, y manumentoB ¢ AJIIDK yamie Bcero perucTpupOBaIUCH: OOJIbIINE
KpUTEPUU 10 JaHHBIM OOEUX BHU3YaJIM3UPYIOIIUX METOAMKAM, KOJIHUYECTBY
KApJMOMHOLIUTOB M PENOJIPU3ALMH, a TAKKE Majble KPUTEPHH ACTOJSPU3ALUU U
pazzena « ApUTMUN» NPU "'yTOYHEHHOM' JTUATHO3E.

AHanu3upys AaHHBIE NOJY4YeHHbIE ¢ mOMOIIbI0 oBepxHOCTHOW DKI' 1 XM-OKT
oOpamaeT Ha ce0s1 BHuManue, uto XM-OKI Ha 25,0% game, yem OKI BeisiBisin @pYK
u Ha 33,3% @pllIK. B otHomenuu BoisBiasieMoctd UBT u ®PPK pa3Huubl BBISIBICHO
He ObLIO.

[Tpu ananuze xkputepueB AJ[IDK mo renaepHomy paznuuuio oOpaiaetr Ha ceOs
BHUMaHue, 4yTo 3HauuMo yvamie (B 1,8-2,7 paza) y KEHIIMH BCTPEUAIMCh HAPYLICHUS
npoueccoB penonsipuzannn Takue kak bK m MK Nel u No2 mo BT u MBA3T, urto
COOTBETCTBYET JINTEPATYpPHBIM JAaHHbBIM O OOJbllIed  4YacToTe  HM3MEHEHH
penoispuzaluy y >KeHIIMH. He3HauuTenbHO yarie HaOMIOAANUCh Y JKCHILUH TaKue
nokazarenu kak: MK mo 9XO-KI', IIIDK, MK no cemeiinomy anamue3y, ®pYK nu
CYIIpaBEHTPUKYJISIPHbIE ApUTMHH, BCE OCTAJIbHbIE TOKA3aTEIH IPEOOIaal0T Y MY>KUHUH.

[Ipumenenue mapkepoB DHM B nocranoBke quarnoza AJIIDK npuBonut k Oonee
TOYHOM JIMarHOCTHKE 3a00JjieBaHUs Yy OOJBIIEr0 KOJMWYECTBA MAIlMEHTOB, YTO

CIIOCOOCTBYET MOJHOIICHHOM nepBuyHOM npodunaktuke BCC.
5.4 Limitation (Orpanu4eHusi HACTOSIIET0 HCCJIETOBAHNS)

OrpaHnyeHuss KOJMYECTBA MPOBEACHHBIX HCCIEIOBAHUN CBSI3aHBI C PSAJIOM
TEXHUYECKUX CIOXKHOCTEM mnpu npoBeneHun MPT, Ttakux Kak HapylieHue
CUHXpOHM3auu (13-3a 6ombioro koauuectsa JXKOK), nanmuuunem UK]I, a Taxke yu€érom
CTOMMOCTH wucciienoBanus; a npu oueHke I[IIIJK ¢ HEBO3MOXKHOCTBIO JOCTHUKEHHS

HY)KHOTO TIpefieia YpOBHS InymMa Yy psga nanueHToB. Creayer TakKe YYecTh
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TEXHUYECKHUE W (PUHAHCOBBIC OTpaHUuYEHUs MpH mpoBeaeHUH DMDB u reHermyeckoro

HCCICOAOBaHUA.
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BbIBO/1bI

1. ¥V 6,9% nanueHToB ¢ *eTyJOUYKOBBIMU HAPYIICHUSMH pUTMa ObLT BBISIBIICH
"YyTOYHEHHBIN" BapHAHT JMArHO3a apUTMOTCHHOM ITUCIUIA3UU IMPABOT0 JKEIyI0YKa, y
1,6% - "morpammunbii", w y 1,9% - "Bo3moxubiii" paumarsHo3. Yepes 2 roza
"yTOUHEHHBIN" BapuaHT JUArHo3a apuTMOTEHHOM JUCIUIa3UU MPABOIO XKEIyA04YKa CTall
BCcTpevarbes vame y 7,3%, "morpanuyHbliil” U "BO3MOXKHBIN" quarHossl pexe -y 1,4% u
1,8%, COOTBETCTBEHHO.

2. YV Bcex manMeHToB ¢ "yTOYHEHHBIM' M '"BO3MOXHBIM" nuarHo3zom AJIIDK
BBISIBISLICS. (DEHOMEH paHHEH penoyspu3alii  KEIyJOYKOB, VY TMAalHUEHTOB C
"MOrpaHUYHBIM" JUArHO30M OTOT TMOKa3aTeiab He BcTpeuancs. s OOJMbHBIX ¢
"yrounéHHbM" BapuanTtoM nauarHo3za AJIIDK xapakrepna OOnblas BCTpEe4aeMOCTh
OTJICJIbHBIX HOBBIX JJIEKTpOKapAUOrpauueckux mokaszaresied U WX COYETaHHE, YeM Yy
MAIMEHTOB C "MOTPaHUYHBIM" U "BO3MOXHBIM" THArHO30M.

3. Ilpy Hanuuuu BCEX HOBBIX DJIEKTPOKAPAUOTpapUUYECKUX TMOKa3aTesen
(bparmenTanus y3koro komiuiekca QRS, ¢parmenranus mupokoro komruiekca QRS,
MaKCUMaJbHas TPOJOJDKATEILHOCTh KoMimiekca QRS KD, denomen panuei
pENoIApU3AIMK  JKEITyI0YKOB, MHUKpPOBOJbTHas anbTepHanus 3yoma T, mucnepcus
unteppasia  QT), BCTpe4aeMOCTh CTPYKTYpPHBIX H3MEHEHMI MHUOKapjaa Ipu
BU3YaJIM3UPYIOMMX MeTojax nauarHoctuku cocrasiser 100,0%, mpu Bcex BapuaHTax
JIMarHo3a apUTMOTE€HHOM JUCIIIA3UH MPABOTO KETYI0UYKA.

4. VY 30,1% narmeHToB ¢ "YTOYHEHHBIM" TMAarHo30M apUTMOT€HHOW AUCILIA3UU
MPaBOTO JKETy/I0UKa HAOJII0Iat0TCs MPU3HAKK BOBJICUECHUS B MATOJIOTMUYECKHUI MpoIiece
JIEBOTO KEJTyJI0YKa (M30JMPOBAHHOE MOPAKEHHUE JIEBOTO KEITYI0YKa BBISIBIICHO Yy 8,4%,
JIBYX JKeIyI04KOB -y 21,7%). Uepes 2 roaa npocneKTUBHOTO HAOJIOICHUS BBISIBISIETCS
YBEJIMYCHHE BCTPEUAEMOCTH BOBJICUCHUS 000UX KeNIy0uKoB Ha 3,6%.

5. CTpyKTypHbIE M3MEHEHHS MHUOKApJa BbISBICHHBIE C MOMOIIBI0 MAarHUTHO-
PE30HaHCHOM ToOMOrpaguu HAOMIOAAINUCH Y OOJBHBIX C JKETYT0YKOBBIMU HapyIIEHUSIMU
pUTMa IPH BCEX BapUaHTax JMArHO3a apUTMOINE€HHOM JMCIUIA3UH MPABOroO KEIyI0YKa.

[Ipu »sxokapauorpaduu CTPYKTYpHbIE H3MEHEHHUSI MHOKapja ObUIM BBISBICHBI Yy
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OOJBHBIX C JKEIYJOYKOBBIMH HApPYUICHUSIMU PHUTMA TOJBKO MpH "yTOYHEHHOM"
JMArHo3€ apUTMOT€HHOW JUCIUIA3UU IIPABOTO JKEIy10YKA.

6. Ilpum anammze sIEKTPOKAPAUOTPAQUUECKUX KPUTEPUEB APUTMOTCHHOU
JTUCIUIa3MM MPABOrO JKENyJo4yka B JUHAMHUKE OBUIO YCTaHOBJIEHO, 4YTO TaKue
NOKa3aTeNH, KaK STICUJIOH BOJIHA, MO3/IHUE NOTEHUUANbI KEITYA0YKOB, (PEHOMEH paHHEH
penosIpu3ali  KEIYA0YKOB M (PparMeHTHPOBaHHBIA IMIHUPOKH Komruieke QRS
ABJIAFOTCS YCTOMYMBBIMHM II0KAa3aTEIsIMU B OTIMYHME OT JKEIYyIOYKOBOM APUTMUU U

WHBEPTUPOBAHHBIX BOJH T, KOTOPBIE HOCAT MPEXOAAIINN XapaKTep.



117

INPAKTHUYECKHUE PEKOMEHJIALINMN

Y OONBHBIX C JKEIyJAOYKOBBIMU HApyIICHUSIMU pUTMa ISl BBISBICHUS
APUTMOTE€HHOM JAMCIUIA3UH MTPABOro KEITyJ04Ka, TOMUMO MCHOJIb30BAHMS CTaHAAPTHBIX
ANEKTPOKapIUOTrpaUuecKuX KPUTEPUEB, CIEIYET OIEHUBATH (hparMeHTAIUIO Y3KOTO
komiiekca QRS, dparmenranmio mmpokoro komiiekca QRS; MakcumanbHyro
npoaomkutenbHocTh  komriekca QRS KD, ¢denomen panHelt penonspusaiu
YKEITYJJOYKOB, MUKPOBOJIbTHYIO anbTepHaiuio 3yona T, qucnepcuro uatepsana QT.

C nomouipro 3X0KapAaruorpapuu BO3MOKHO BBISBICHHE CTPYKTYPHBIX U3MEHEHUN
MUOKapAa y OOJIbHBIX C "YyTOYHEHHBIM' BApUAHTOM JMAarHo3a apUTMOTCHHOMN
JUCIUIa3UM TIPABOTO KedyJaouka. Y OOJbHBIX € "morpaHu4HbIM" U "BO3MOKHBIM"
JMarHo3aMy apUTMOT€HHOW JIUCIUIa3MM MPaBOTO JKEIyJIO0YKa JUJISl  BBISIBICHUS
CTPYKTYpPHBIX HW3MEHEHHH MHOKapaa TIOMUMO 3XoKapauorpapuu, HEoO0XOAUMO
BBINIOJIHEHHE MarHUTHO-PE30HAHCHOW TOMOrpaduu.

YuuThiBas 4yacToe BOBJIEYEHHE B MATOJOTMYECKUN MPOLIECC JEBOTO KEIyA04Ka
OpU apUTMOTCHHOM JUCIUIa3MM MPaBOro JKeNylouka, HEO0OXOIUMOE MOBTOPHOE
BBINIOJIHEHWE B JHMHAMHUKE BH3YAJIM3UPYIOIIUX METOJOB JTUArHOCTUKU (MarHUTHO-
PE30HAHCHOM ToMorpadpuu u axokapauorpadun) TUISt onpeneNeHUs
pacnpoCTpaHEHHOCTH MAaTOJOTMYECKOIO Ipolecca M JANbHEMIIEH TAKTUKH BEACHUS

MMaIUECHTOB.



118

KIIMHNYECKHUE TIPUMEPBI

Ipumep 1

[TammenTt A., 55 5eT, poc U pa3BHUBAJICS COOTBETCTBEHHO BO3pacTy. B TedueHue
KU3HHU NMPOGECCUOHATBHBIM CIIOPTOM HE 3aHUMAJICS, OTATOLIEHHON HACJIEeICTBEHHOCTU
HE UMEET.

JlmuTenbHBIN aHaMHEe3 THIePTOHNYeCcKor Oone3Hu ¢ Max rmudpamu AJl 180/100
MM.pT.cT. Ha ¢oHEe MOCTOSHHON aHTUTUTIEPTEH3UBHOM Tepanuu aJanTUpoBaH K udpam
AJl 120-130/90 MM.pT.CT.

[To nanHBIM MeIUIIMHCKOW qOKyMeHTauuu B 1995 roay, B Bo3pacte 46 ner nocie
aHTHHBI TIepeHec MHGEKIIMOHHO-aJUIeprudeckuii MuokapauT. [Ipoxoaun cramroHapHoe
JICUEHUE IO MECTY XUTeNbcTBa. [locne yero 3annmaics (pU3NYeCKUMH Harpy3kamu 0e3
orpannueHus. I[loctosHHOi Tepanuu He nonydaa. Houbto B 2008 1 - BHepBbie

3apeructpupoBan mapokcusm XT, kynuposan DUT B ropoxackoit 6onpHuiie Kuposcka

(Puc. 10).

Pucynok 10. Dnekrpokapauorpamma namuenrta A., 46 JeT, ycTOMIuBast KeITyT0uKOBast
TaxuKapIusi MaJblii KpUTEPUI apUTMOT€HHON JUCIIA3UK MTPABOTo JKeIy/IouKa o paszaeny "Apurmun”

[To mammpiM 2009 u 2013 romoB, Mo pe3yiabTaTraM KOpOHapoaHTHOrpapuu -

MPU3HAKOB aTePOCKIEPOTUUECKOTO MOPAKEHUSI KOPOHAPHBIX apTEPUI HET.

Tabnuua 24. Jlunamuka 3xokapauorpaduu nauenta A., 46 jeT ¢ apuTMOTeHHOHN JUCIUIa3uei
IIPABOTO KEJIYJA0YKa Ha MPOTSHKEHUU 8 JIeT

Ton oB PLAXR | PSAXRV Tonmuna Crpyxkrypabie n3menenus 1K
BBITIOJIHE- JK | VOT,mm | OT,mm | crenxku ITXK,
HHS % MM
2009 56 41 43 3 Junararms TIDK
102015 64 44 45 2 Jwnatanus mpaBbIX OTHENOB ceppna, oompme DK,
ncroHueHne muokapaa [10K
11.2015 50 50 49 2 Hunarammss  TIDK  Ha  ypoBHE CpPEAMHHBIX U
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BEPXYILIEYHBIX CETMEHTOB CBOOOJHOM CTEHKH, a
taxke Ha ypoBHe BTIDK. Axunesus crenok IDK c
YYaCTKOM THACTOJMYECKON aedopmaru B o0IacTé
BEPXYLIEYHOTO M CPEJANHHOTO CErMEHTOB CBOOOIHOM
creHkd. Cucrommueckass ¢ynkuus I[IDK cHmxeHa
(TAPSE 14 wmm, TASV 7 cm/c, FAC 17% ).
Juacronnyeckas nucdynkuus [DK.

IK 3HauuTEeNBHO pacIIMpeH, MUOKap] pa3HOPOIHOMN
9XOIUIOTHOCTH, MHO)KECTBEHHBIE y4acTKH
2016 51 49 53 2 IUacTolmueckoi  gedopMammu M HCTOHYCHHE
cBobomHo# cteHkn [DK. Cucrommueckas (QyHKIHSA
TDK camkena (TAPSE 15 mm, TASV 8 cMm/c)

PLAX (parasternal long-axis view) - n3zoopakeHue 1o napacTepHaibHOM JIMHHON och; PSAX
(parasternal short-axis view) - n3o6pakenue o mapacrepHanbHoi kopotkoi ocr; OB JIXK - dpaxius
BbIOpOca sieBoro xenynouka; [1K - mpaserii xemynouek; BTTIK - BBIXogHO# TpakT nMpaBoro
xerynouka; TAPSE - tricuspid annular plane systolic excursion; TASV - tricuspid annular systolic
velocity; FAC - fractional area change

[To ganubiM DXO-KI' (Puc. 11 u Puc. 12):

Pucynok 11. Dxokapauorpadus namuenra A., 46 jgeT, pacliupeHHe paBoro Keilyaouka B
MapacTepHAIIBHON MO3ULINU 1O JUIMHHOW OCH

Pucynok 12. Oxokapauorpadus namuenta A., 46 net, 4x kamMepHas O3NS, PaCIIUPEHUE U
nedopmarus mpaBoro KemyJo4uKa

[Tpu m3yyennn OXO-KI' oOpamaer Ha ceOs BHUMaHHE 3a 8 JIET M3MEHEHHE

pazmepoB: PLAX RVOT na 8 mMm, PSAX RVOT na 10 MM, UCTOHUYEHHE CTEHKH, U
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u3MeHeHne Ccrpykrypsl DK, Hapacranme pwnaranum, a Takke IOSBICHUE

CUCTOJINYCCKOU U auactoiandeckoit nucdynkiuu DK (Tabma. 25).

Tabnuna 25. JluHamMuika MarHuTHO-PE30HAHCHOM ToMorpaduu cepama namueHTa A., 46 et ¢
APUTMOTCHHOM UCIIA3UH MPABOTO JKEIYI0YKa Ha POTSHKEHUH 7 JIeT

Ton OB OB K10 KJIO/BSA
BeinostHeHUs | JDK% | TDK% | TDK, mn DK, (MJ‘I/MZ) Crpyxrypubic n3menerms [DK
2009 61 28 289 1426 Junararus [DK, runokuHesust 1 napoJoKcaabHOe

nerkenne crenku [DK

Junaramusl mpaBBIX Kamep CepAlma, CHIDKCHHE oOmiei
cokparumoctu IIDK, TpancmypameHble (QUOpO3HBIC
W3MEHEHHS  MHOKapAa IpaBoOTO  JKEIyJodka H
npeacepausi. [loBplmieHa TpaOeKyIspHOCTh MHOKapja
anmkansHoi yactu [1DK. TonmuHa cBOOOIHON CTEHKH U
2015 54 8 346 172,9 anmkansHoro otaena [DK B quacrony ncrondyena no 2-3
mMm. [IDK wumeer HepoBHBI KOHTYp 3a  CHeT
MHUKPOAHEBPU3MATUUECKOTO BBIISTUNBAHUS BEPXYIIKH H
YYacTKOB JIOKQJIBHOTO IMCKHHE3a IepeAHel CTeHKH HU
Bepxymku IDK. CHmkena oOmas cuCTONHYECKas
¢ynxoums TDK.

O®B JIXK - ¢pakuus BeiOpoca neBoro xenynouka; [1K - mpaserii sxenynouex; KJ{O ITX - koneuHo -
muactoianueckuii 0owem I1DK; BSA - body surface area (ruromaab moBepXHOCTH Telia)

ITo manusiM MPT BeIsiBIsieTCS [uHaAMKKa MporpeccupoBanus naMenenuii [DK B
BUJIe CHUXKeHUs1 oomel cokparumocT 10K, mosiBieHns TpaHcMypalibHbIX (PUOPO3HBIX
W3MEHEHUI MUOKap/a, a TAKK€ MUKPOAHEBPU3MAaTHUYECKOTO BBIISYMBAHUS BEPXYIIKH U
YYaCTKOB JIOKQJILHOTO JIUCKHHE3a NiepeiHeit crenku U Bepxymku [DK (Taoi. 26).

Hannaeie MPT (Puc. 13 u Puc. 14):

Pucynok 13. MarHuTHo - pe3oHaHCHas ToMorpadus cepaia namnuenrta A., 46 net, quinaranus moJIoCTH
IIPABOro JKEIYI0YKa, HAMHOTO ITPEBBILIAIOIIASL PA3MEPHI JIEBOTO JKEITYJ0UKa
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Pucynok 14. MarauTHo - pe3oHaHCHast ToMorpadus cepana nanuenta A., 52 JeT, pa3Mep BBIXOAHOTO
TpaKTa MpaBoro Xeayaouka > 33, nuactonudeckas AeGopMarus nepegHei CTeHKH U BEPXYIIKU U
MUKpPOaHEBPU3MBbI

[To nanaeiM XO-KI' 1 MPT Obutn BBISIBICHBI OOJIBIINE KPUTEPUU CTPYKTYPHBIX
M3MEHEHU MUOKAp/Ia.

CnegyeT OTMETUTb, 4YTO OJIMHOYHbIE U mapHbie noauMopdubie KIK
(BeisiBisiemMble ipu XM-OKI') coxpansitorcsi B HEOOJBIIOM KOJUYECTBE Ha BCEM

npoTsbkeHnu HabmofeHus nanueHta ¢ 2009 roma u no Hacrosiiee BpeMs (Puc. 15 u
16).

Cusyconsaii pury. O; y Loro Tuma (28 mon 01:44:20)
H 03 9 50 57 ﬂ 003 o 502 137

4l
Beero: 73 (7 3 ac). Jlnesr: 26 (4 3 wac). Homio: 47 (12 3 ac).
FeOBbiii PHTH. OXTHHOYHBIE X€AYI0TKOBBIE SKCTPaCRCTOs 2-ro Tama (27 Hos 21:10:29)
23

529 502 138 82 502 1136

CJ?[M_JLH z

by by
Tk

i —

L= A ] “J%{;

AE
B

G AT VTGt &

ha¢
Beero: 53 (5 5 wmac). [lnese: 31 (4 5 mac). Homsro: 22 (6 2 mac).

Pucynok 15. Xonreposckoe monutopupoBanue JKI' manuenta A., 53 r., nonmumop¢Hbie OTMHOYHBIE
YKETYAOYKOBBIE AKCTPACUCTOJIBI 1 1 2 Thna
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Camycoseri prr, TTapibte xeaynoukoBste nommyophste sxeTpachetons (15 nex 16:46:51)
L [ ]
1+
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HW
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l
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:

— E——

| e
AL W8
e LA —
0N oy 35 o i) . I3HMG A 1Ok
TIpentep apETMER € peISETOMENECKEy HETepsaton of 444 o 696 (5 cpemmeu 303) weex.
Beero: 10 (uezee 1 5 uac). Trew: 9 (1 8 uac). Howsso: | (weree {8 wac).

Pucynok 16. Xonreposckoe monutopupoBanue JKI' manuenta A., 54 1., napHbie noiuMopdHbie
KEIYA0YKOBBIE SKCTPACUCTOIIBI

Xors manueHTty Obut BbIOMHEHBI 2 PYA 1o mnoBoAy mNapoOKCH3MaldbHOM
yctoruuBoit KT, 100,0% antuapurmuueckoro 3gpdekra oT XUPYpPruuecKoro JIeUeHUs

JI0cTUYb He yaanock (Taom. 26).

Tabnuma 26. unamuka xonrepoBckoro MonutopupoBanus IKI Ha npotsokenuu 8 et

Yucno HapyleHUuH puTMa B CyTKH
AT cpeman UCC KD T | KD 2 KD 3 0]
BBINOIHEHAs | —© apHast
THTIA THUIIA THIIA noiaumopgHas K9
2009 67 2181 - - -
27.11.2015 70 73 53 16 -
15.12.2016 81 334 142 60 10

B 2017 Bemonneno CY-OKI, mo maHHBIM KOTOPOTO OOHAPY>KEHBI MO3HUE

noreHnuanb xenynouxos (ITTTK) B 100,0% (Tadmn. 27).

Tabnuma 27. Kputepun no3gHUX NOTEHIIMAIOB KeNyI0UYKOB y ManuenTa A., 55 JeT ¢ apuTMOTeHHOI
JMCIUIa3HEN TPaBoro KeIyA04Ka

ITapameTtp MakcumyM | Munumym | Cpennee B 30mne [1IDK
TotQRSF (I'm) 172 172 172 100,0%
RMS40 (I'n) 5 5 5 100,0%
LAS40 (I'm) 136 136 136 100,0%
HUcnonb3oBancs Gpunastp ¢ yactoToit cpesa 40 ['11, mo3aH1e MOTEHIMATBI )KETYA0UYKOB OBbLIH
obHapyxensl B 100,0% aHanm3upyeMbIX OTBEICHHIA

[To nanHbBIM 3nekTpokapauorpammsl ot 2015 r. onpeaensieTcs CUHYCOBBIM PUTM C
YCC 67 yn./MuH., IpUCYTCTBYET SIICHIOH BOJIHA B V1 - V,, HHBEPTUPOBAHHBIE BOJIHBI T

¢ Vi -V, npu TIBITHIIT (Puc. 17). B nunamuxke yepes 2 roaa no aanasiM OKI ot 2017



123

I. OTMEYAETCS 3MCUJIOH BOJHA B V1 - V), U IMHAMUKAa UHBEPTUPOBAHHBIX BOJIH T ¢ V7 -
Ve npu ITBITHIIT (Puc. 18), Takas nuHaMuKa MOKET TOBOPHTH O MPOTPECCHPOBAHUU

3abosneBanus 1 o BopieueHuu JIK B maronoruyeckuit mpoiiecc.

i il i
4 i
b
o
AUR 5 : R 1 5}, g bad
i
: d I

Pucynok 17. DnexkTpokapauorpamma namuenta A., 53 et ¢ apuTMOTreHHOM JUCIUIa3uel MpaBoro
kenynouka ot 2015 roga
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Pucynok 18. JIByxyeTHsisl AMHAMHKA AIEKTPOKApIUOTpaMMBbl TanueHTa A., 55 et ¢
apUTMOTEHHOM IUCIUIa3ueN MTPaBoro XKeMyl0uKa, OSIBIIEHNE NHBEPTUPOBAHHBIX BOJIH T BO Bcex
IPYAHBIX OTBEIECHUAX

IIpn sH10D®PU ot 04.2009 1. mEayunpoBanbl napokcusmel JKT U3 BBIXOIHOTO
tpakrta [1DK, Beimonnens! nonbiTku PYA ouara XKT - 6e3 a¢gdekra. B 2009 1. BbinosIHEHA
nmriuiantanusa UK/ B pexume VVIR.

C 2010 roma mocine BbIpaxeHHON (HU3UYECKOM HArpy3Ku - MPECHHKOMAJIbHOE
COCTOSIHHE, CO CIIOB TAI[MEHTA, TOYYBCTBOBA cpabarbiBaHue AehuOprIsTopa.

Obpamraer Ha ceOs BHuManue, yro 1 mpuctyn XXT Ob1 B HOUHOE Bpems, a

MOCJEYIOUIUE Yepe3 2 To/ia - OCJE BHIPAKEHHBIX (PU3UUECKUX HATPY30K.
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B 2013 1. 6b11 quarnoctupoBal adcuecc noxka MK]I npoBoamiocs ero neueHue,
0e3 m3BneueHus 371ekTpona U B 2015 I BBINOJHEHO ONEPATUBHOE BMEMIATENBCTBO -
MCCEYEHHE CBUIA IEKTPOJA U yAAJIEHUE NIEKTPOIA.

Ha amOynatropnom stame mnoctosHHo npuHuMmain BADB, unAIl®, mepopanbHbIe
AHTUKOATyJSIHTBI, UHTMOUTOPHI aunentuauanentuaassl - 4. Ha atom ¢one cocrosiHue
cTaOUIbHOE, HAPYIICHUS PUTMa HE PEelUIWBUPOBaNU. ToJdepaHTHOCTh K (PU3NYECKOU
Harpy3Ke - BbICOKasl.

C urons 2017r. nBax bl - Taxukapaus ¢ MUpoKuMH komruiekcamu ¢ YKC no 152
ya/muH (Puc. 19), ¢ monoxxutenbHbIM 3G(HEKTOM OT ANIEKTPOUMITYIBCHON T€paruu, HO C
orcyrcTBUEM 3(d@dexTa oT coTtanona, W Npd OpUEME aMHOJApOHA OTMEYalIoCh
yBenuuenre uHtepBana QT mo 720 mc, B CBSI3M C 4eM KOpAApOH OblLI OTMEHEH. B
TeYeHue 7 IHEH OTMEYaJoCh SBICHHUE INIEKTPUYECKOIO IUTOPMA, B CBI3U C YEM

TpC6OBaJIO Chb 3KCTPCHHOCOIICPATUBHOC BMCIIATCILCTBO.
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Pucynok 19. Dnekrpokapauorpamma nanuenTa A.,55 jet, ycToiunBas skenyI0uKoBast TaXUKapIus,
MaJIblii KpUTEPHUIl apUTMOTE€HHOM TUCIIA3UU MPABOTO JKEIYA0UKa

Crenyer OTMETHUTh, YTO TaxUKapAus C MUPOKUMH Komruiekcamu oT 2017 roma
UMeeT JAPYryio MOpQoJoTH0, HecMOTps Ha moxoxkee oTkioHeHue IOC BHU3 (cM. Puc.
10), uMeroTCSt OTANYMS B TPYIAHBIX OTBEEHUAX V3 - Vg, IO CPAaBHEHUIO C BBISBICHHOH B
2008. 3a mocnenHue 4 roga MOSBWINCH CYNPABEHTPUKYISIPHBIE HAPYLIEHUS PUTMA U
HapyIIEHUs TPOBOJAMMOCTH: TMapoKcu3MaibHas Gopma (GubOpwsmMKu npeacepauni,
napokcuzmanbHas Gopma TII, ITBITHIIL, AB - 61okana 1 cteneHu.

06.2017T. 8 HMUI] um.B. A. AnMa3oBa BBINIOJHEHA PAIMOYaCTOTHAS KaTeTepHas
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abmanusi  JKEIYIOYKOBOM  TaxWMKapAMM B  YCJIOBHUSAX  AJIEKTPOAHATOMUYECKOTO
kaptupoBanuss CARTO 3. UcxogHo: xemynoukoBas taxukapaus ¢ YHCC 150 B munyTy
(Puc. 20 u Puc. 21).

Omnpenensitorcst o01mUpHBIE pyOIOBBIE 0N, XapakrepHbie g 30H AJITDK. Ha
30Hy pETUCTpaly JHUACTOIIMYECKUX TMOTeHIHanoB cepuss PY anmimumkanuii (mmon
TPUKYCIIUJANbHBIM KIIAaIAaHOM, 3aJHe-00koBast o001actb) ¢ ycrpaHeHuem KT wu

BOCCTAHOBJICHUEM CTOMKOTI'O CHUHYCOBOT'O pUTMaA.

1-Map (192, 0)

Pucynoxk 20. Bemonaenne paano-dactotHoi adbmanuu B yenoBussx CARTO 3, manuent A., 55 ner ¢
APUTMOTEHHOM JMCIUIa3Uel MPaBOTro KEMyI0uKa, OOIIHpHAs pyOIioBasi 00JacTh

Pucynok 21. BemonHenne paano-dactoTHol abnarun B yeiaoBusix CARTO 3, mamuent A., 55 net ¢
ApUTMOTEHHOM JUCIUIa3HeN MTPaBoOro XKeMylI0uKa, JOTOJIHUTEIbHBIE PAIU0-4YaCTOTHBIE allINIMKALIMY Ha
30HBI TO3/JTHUX NMOTEHIIMAIOB B IEPETOPOIOYHOMN 00IacTu

Bo BpCMsA OIICPATHBHOIO BMCHIATCIILCTBA BBIIIOJIHCHA OSHIAOMHUOKApAHWAJIbHAA

ouoncus. [To nanaeiM OMB BeisiBUIICS Oombinoi kputepuii AJIITK (Puc. 22):



Pucynok 22. JlanHbie 3HI0MHOKapIuaaIbHON Onorncuu: kapauoMuonutsl < 60,0% - 6onbimon
KpUTEPHUI apPUTMOTCHHOM JIUCIUTa3UH IPABOTO KEITyT0uKa

YuurtsiBass ~ coxpaHsomuecs — peuuauBupyromme — ycronuumseie KT, ¢
HerpdextuBHoit AAT Obllo, TMOKazaHO xupyprudeckoe Jeudenue. 06.2017r
umiiantauuss UKJ (Inogen EL ICD DR) B 3KCTpeHHOM NOpSAIKE IO >KU3HEHHBIM
nokazanusM. Ilocne  mocranoBkm MKJ[ k  Tepanmum  Obuin  10OABIIEHBI
MUHEPAIKOPTHUKOU/IBI.

VY nanuenrta A., 55 net, nposinenue 6one3nn AJIITK nauanock B Bo3pacte 46
JeT ¢ pa3BuTus snu3ona ycrouusor JXT B HOouHOE Bpems,B TeueHue 10 yer mmeer
ClIeAyIolMe OCOOCHHOCTH 3a00JieBaHUs: HapacTaollas CUMITOMAaThKa 3a00JjeBaHMUS,
yuamenue KT, cnoxxnoctu nondopa AAT, 0COOEHHOCTH XUPYPTrUYECKOTO JICUEHUS B
Bujie BeinoaHeHnu 2 PYA u 2 UK. I1pu 3toM HeogHokpaTHO Ha XM-OKI' BBIABIISLIIOCH
He3HaunTenbHoe konnuecTBo JKHP, manment rpynmsl pucka no UbC, ¢ nepeHecéHHbIM
MH(DEKITMOHHO-aJUIEPrTIeCKUM MUOKAPAUTOM U CO cheayromumu kpurepusamu A JITTK:

e | GonbIION KpUTEPUI TIO CTPYKTYPHBIM M3MEeHEeHHsM (110 nanHbiM MPT u 9XO-
KT');

e 1 GombIoi KpuTepHii mo nanubiM IMB (octaTounbie kKapauoMuouThl < 60,0%);

e | OOJBIION KpPUTEPHI MO HApPYIIEHUSM MPOIECCOB JEHOJSpHU3aK (SICHIIOH
BoiHaB Vi - V,);

e | Mampli KpUTEpPHMM 1O  HApyWIEHUSM  IPOLECCOB  PENOJISPU3ALNAN
(MHBEepTHUpOBaHHBIE BOJHBI T B MPEKOPAUANIbHBIX TPYIHBIX OTBeAeHUIX Vi - Vg,
nipu Hanmmuuu [TIBITHIIT);

e | Manplif KpuTepwil MO HapyUIEHUSM MPOLECCOB JACNOisSpHU3aluu (HaTIUYue

MMO3JHUX IMOTCHIIMAJIOB )KCJ'IY,HO‘IKOB);
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e | Masblil KpUTEPHIl MO KETYIOYKOBBIM HapyUIEHUSIM pUTMa (HEYCTOWYMBAs WA
ycroiuuBas KT ¢ wmopdonorueit BJIHIIIT u ortknonennem S0C BHU3
(monmoxkutenpHei QRS B orBemenuwsix I, Il u avF u orpumarenpHbIl B
orBeieHuu avl), a taxxke (> 500 2XKOK 3a cyTkn)).

[lo Hamuuuio KpUTEpUEB IMOCTAHOBKH JMAarHo3a, MOXHO CKa3arb 00
"YyTOYHEHHOM'' BapHaHTE IMArHo3a - ApUTMOIE€HHOW JAMCIUIa3UH MPaBoOro Xkeiryaouka (3
OonbIIMX KpuTepuss U 3 ManblX Kputepus). Takxke oOpamiaer Ha ceOsd BHHUMAaHHE
Hajuuue y namueHTa ¢parmenrtanuu mupokoro QRS u ®PPX, nunamuka UBT ¢ V, -
V, Ha V1 - Vi, usmenenne mopgonorun JXXT nocne nepsoii monbitku PUA KT B 2009 1.
- BCE O3TU OCOOEHHOCTH MOTYT TOBOPUTb O 3HAYUTEIBHOM IPOrpEeCCUPOBAHUU
3aboneBanus 1K 3a 8 mer m o BoBimeuenun JIJK, To ecTh 0 3aKIIOUMTSIBHON CTaauu

3a0osieBaHus - OuBeHTpUKYIsIpHO CH.
Ipumep 2

[Tarmentka II., 20 ner, pocma W pa3BHUBajJaCh COOTBETCTBEHHO BO3PACTY.
OTsTOIICHHONW HACJIEACTBEHHOCTH HE UMEEeT, MNpOoPECCHOHAIBHBIM CIOPTOM HE
3aHMMaJach.

[Tatonmorust cepama Oblna 3amojio3peHa 8 JeT Haszaa, B Bo3pacte 12 et npu

NPOBEICHUN CKPUHUHTOBOTO 00cenoBanus B mikoie (Puc 23).
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Pucynok 23. Dnexrpokapauorpamma namuenta 1., 12 ger, CHHYCOBBIN PUTM C 4aCTOTOM
CepACUHbIX COKpalleHni 75 y/MuUH., IPU3HAKY HArpy3KH Ha npasoe npezacepaue. Juddysnsie
HapyUICHUS MPOIECCOB PENOISIPU3anu (MHBEPTUPOBaHHbIC BOJIHBI T B V1 - Vy)

B mae 2010 roma (B Bo3pacte 11 ner) mpu miaHOBOW ToCHUTAIM3ALMHU ObUIH

BBISIBJICHBI HapYIICHUS PUTMa B BUJIE JKENYIOYKOBON MOIMMOP(HON 3KCTPACHUCTOIUU

BbICOKMX Tpafanmii. Jlanabie DXO-KI' (Tabu. 28).

Tabnuma 28. Ilunamuka 3xokapauorpa@uu Ha MPOTSKEHUH 7 JIET y HAIlUeHTKU C apUTMOTeHHOU

JIMCILIA3UEN MPABOTO KEITYT0UKA

CocTosiHue IIPaBOro XEJIyI049Ka

CocCTOsTHHE JIEBOTO KeTyI0dKa

CTpyKTypHbIE
PLAX .
JHara RVOT CTpyKTypHBIE DB% CTpyKTypHBIE HU3MEHEHUs 000uX
MM m3menenus [DK JEK uzMenenus JOK JKEITYI0UKOB
JlokanbHBIC Ha| CHUS
Huddysnas runokunesus 1K ¢ BripaxeHnHas Pyl
. N N COKPaTUMOCTH,
JUACTOIMYCCKOM Meopmanueii, THUIOKUHE3US HIKHEH U
SnBaps . . HapylICHUE
47 aKkuHe3uel u ucrondenueM (1o ~0,2 40 3agHel ctenku JDK. .
2011 CHCTOJINYECKON
cM) MHOKapaa, cokpatumocTtb [DK [TapagokcanpHoE (byHKLIH 0Boux
camwkena (TAPSE - 1,0 cm) nBmxernre MOKII Y
HKEITYTOYKOB
CHmxeHmne
Amnpens 50 Coxkparumocts DK cHmkeHa 32 Axunesus 3CJIK. COKpaTUMOCTH
2012 (TAPSE - 1,0 cm) I'umoxwunesns MOKIT MHOKap/a 000ux
JKEITTOYKOB
AKvHe3Us HKHEH 1
BripaxxenHas muddysHas .
3agHen crenkn JDK, CHIXeHue
runokunesus [1K ¢ N
Hroms . . THIIOKUHE3UsT OOKOBOH COKpPaTHUMOCTH
52 JIUACTOIMYIECKOH eopManuei, 29
2012 . crenku JIK. MHOKap/a 000ux
akuHe3uel u nctondeHueM (10 ~0,2
om) [TapagokcansHoE JKEITYI0UKOB
nsmkenne MOKIT
AKWHe3Us1 HIOKHEH 1
3aaHeit crenku JDK,
Beripaxxennas auddysHas THIIOKHHE3HsI OOKOBOM CHmxeHne
SlHBapn 53 runokuHesus [DK, 29 crenku JDK. COKPaTUMOCTH
2013 TAPSE - 1,0 =>0,6 cmMm, [TapanokcanbHOE MHOKapaa 060ux
TAVS - 8-9 => 3-4 cm/c nexeane MOKII. JKEITyTOYKOB
Huacras crBopok TK
yBenuyeH 10 1,4 cm
BeipaxenHas
muddysnas
THIIOKUHE3US
=>IHUCKHUHE3UA B
CBobOognas crenka [TXK yronmiena o0acTu BEpXyIIKu
A yrowi pXy ’ I'moGansHOE CHIDKEHHE
10 8 MM HEpaBHOMEPHOM BEPXYIICYHBIX U
Jexabpb COKpaTuMOCTH
58 9XOIUIOTHOCTH Ha BCEM 20 CPEIMHHBIX CETMEHTOB
2013 MHOKapJa 000ux
MPOTSKSHUH. MUPKYISIPHO.
KEITYTOIKOB
ITapanokcanbHoe
nexenne MOKIT kak
MIPHU3HAK
reMOJMHAMUYECKOM
neperpysku [DK.
CocTosiHMe noc/ie TPAaHCILIAHTaUuK cepaua 23.09.2014
Juddy3nas runoxunesuns 1K, Hapymenwnit
OkTs10pb 21 napazokcanbHoe apmxenne MXKII 58 Oynakums JIXK - COKpPaTUMOCTH
2014 O6mas coxparumocTh [IDK cHmkeHa COXpaHeHa MHOKapaa 000X

(TAPSE - 0,9 cm, TASV 9 cm/c)

KEIIyJOYKOB HE
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Cucrommcckas Gymxius TDK Crenxu JIK yrommeHs! BBISIBJIEHO
CenTs10ps 21 (3a cuer MXKII),
2015 CHIDKCHA 59 aunacton. ¢-uust JOK He
(TAPSE - 10 MM, S' - 7 cm/cek). X
HapylieHa
Cucronnueckas ¢ynkust [1DK Crenxu JDK yromuers:
Derpanb 22 59 (3a cuer MXKII),
2016 CHIDKCHA muacton. ¢-mus JOK He
(TAPSE - 9 MM, S' - 6-7 cm/cek). X
HapylieHa
Mmuoxkapn JIXK ne
Uronp ImoGanbHast COKPATUMOCTD rHnepTpOGUpoBa,
24 66 mo0anpHas
2017 Muokapaa [IDK HeMHOro cHuxeHa.
COKPaTHMOCTh
COXpaHeHa

PLAX (parasternal long-axis view) - n3o0paxenue o napactepHaibHOi inHHOM ocu; JIXK - jieBbiit
wemynouek; I DK - npassiii sxenynouek; MXII - mexokenynoukoBas neperoposka; 3CJIDK - 3anuss
creHka JieBoro xenymodka; TAPSE - tricuspid annular plane systolic excursion; TASV - pulsed dopler
peak at the annulus

[Tpu uzyuenun DXO-KI, oOparmiaer Ha ceOs BHUMaHUWE HApacTaHWE M3MEHEHUMU
pa3sMepoB BCEX KaMep CepAla, MCTOHYCHHE CTEHOK MHOKapAa, U3MEHEHHS! CTPYKTYpbI
IDK wm JDK, HapacraHume paunaranuv, a TAakKKe TMOSBICHHE CHUCTOJIUYECKONM U
nuactonudeckont nuchynkuuu DK u JDK.

B TedyeHun oceHM STOro xe roja HaOM0JaIoCh YXYAINICHHUE CaMOYYBCTBUS,
HapacTaHWe TPOSBICHUNA CEPACUYHOM HEJOCTaTOYHOCTH, Ha (oHe mnomuMophHON

KEIyTOUYKOBOW IKCTPACUCTONINH 3apeructpupoBan smu3ox JKT (Puc. 24).
408 1062 539 1359 484 1 743

ey

1]
| |
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Pucynok 24. Dnekrpokapauorpamma nanuenTku I1., 12 et ¢ aputMoreHHoil qucniasueil nmpaBoro
KEITyI0UKa, MAaPOKCU3M MOJIMMOPGHOHN JKEITyI0YKOBOM TaXUKapAUU

B xonne mapta 2011 rona 3adukcupoan mmurensabiii npuctyn KT ¢ YCC no
240 ya/mMuH, cONpOBOKIAOLIMICS HApAaCTAHUEM CEPJICYHON HETOCTATOYHOCTH. J[aHHbIE

XM-DKT (Ta6u. 29).
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Tabmuua 29. lunamuka xontepoBckoro MonutopupoBanust DKI' Ha mpoTskeHnn 7 €T y HalueHTKH ¢
ApUTMOTCHHOW AMCIUIA3Uel IPaBOTo KTy JOUKa

Cpennsis [Napnas
Mara 4ycce KS nonuMopQHas YIKT/HYKT OIY/TIT
Bcero / yac Bcero / yac
yI/MUH KD
HMmnunanTanms kapauoseprepa-gepuopuaasaropa or 16.05.11 ..
JexaGpb HYXT ¢ UCXK ot 57 no 120 yn/muH. TII ¢ YCC cpennsis
2012 51 37 (1 B Hac) 107 (2 B uac) 73 yn/MuH.
CeHT10pb 64 K
2013 eJIy10YKOBbIe HAPYLIEHUS] PUTMA HE 3aPETUCTPUPOBAHBI -
ITapokcu3msl
HEYCTOWYUBOH
Jexabpb S ) HaJKETYI0UYKOBOM
2013 62 353 (19 Byac) | 5(> 1 Buac) raxmapan ¢ UCC
ot 109-123 yn/muH.
33 (2 B 4ac)
[Mapokcu3M TaXUKapIuH ¢ IMHPOKUMEI
HamxemynoukoBas
P KOMIUTeKcaMu, HanOoee BepostHo TTI SKTOMMeCKaS
P 52 1119 ( 49 B yac) ¢ mposenenne 2:1 1 YUCXK ot 175 mo
2014 2 (>1 B gac) aKTUBHOCTH HE
206 yn/MuH. [apokcu3M KymHupoBaH OGHADVIKEHA
WK]JI (qactora 220/ MuH) Py
Tpancniantanusa cepaua ot 23.09.2014 .
Jlexabpb 110
2014 Hamxenynoukopas
CeHT10pb DKTOIMMYECKas
2015 109 YKenmynoukoBbie HapyIIeHHs] pUTMa HE 3apETUCTPUPOBAHBI AKTHBHOCTE HE
HioHb 85 OoOHapyKeHa
2016

VKT - ycroitunBas xenynoukoBas Taxukapaus; HY KT - HeycroliumBas xemynoukoBast
taxukapaus, @I - pubpusiuus npencepanii; TII - Tpeneranue npencepauit

IIpu HeogHokpatHOM XM-OKI' OblTM 3aperucTpupoBasbl: noaumMopdusie KO
(243/gac), napasie nomumopdusie KD (10/gac), HYXKT ¢ UXKC ot 100-151/4gac
(mapokcusmsr 10 1,5 yaca).

B 16.05.2011 romy yuuThiBasg BBICOKMH puUCK BO3HUKHOBeHHsa BCC wu
napokcusMaiibHor KT mnpoBeneHa uMILTaHTaMsT OJHOKAMEPHOIO KapJIHOBEpTEpa-
nedubdbpunstopa.

B cBmu ¢ TmaokensiMm TeyeHuem XCH, mnporpeccupyroliuM —CHHXKEHUEM
COKpaTUTENbHOW  crmocoOHocTH  Muokapaa (Puc.  25),  KuM3HEYrpoOKaroIUMH
HapyLIEHUsIMU  pUTMA  CEpAla, HNOU30JaMu  HECTaOMJIIbHOM  T'eéMOJMHAMUKH,
HEA(P(EKTUBHOCTHIO MEIUKAMEHTO3HOH Tepanuy €IUHCTBEHHO BO3MOXKHBIM METOIOM
JedeHusl SBISIach ajUIOTPAHCIUIAHTALMsl Cepla; MalMeHTKa Obljla BHECEHa B JIUCT

oxuaanus Ha TC.
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Pucynox 25. DnekTpokapauorpamMmma rnanueHTku I1., 14 jet, CHHYCOBBIN PUTM C 4YaCTOTOM
CepACYHBIX COKpAIeHUH 72 ya./MUH., HATMYKE STICUIIOH BOJHBI B V1 - V7 (60NbIION KpUTepuid
apUTMOTEHHOI TUCIUIa3UH MPABOTO JKETyA0UYKa)

3a BpeMsl HaxoXaeHus B jucte oxujaaHuss Ha TC MHOTOKpaTHbIE YXYAIICHUS
COCTOSIHUA: JJIMTEIbHBIC MAPOKCU3MBI TpEIMETaHUs TMPECepAuil ¢ aecTabuan3anuen
reMOJMHAMUKHU, CUHKOTIATbHBIM cocTostHueM, ¢ YCC BeImme 130 ya/mMuH.

[To nanueiM KOpoHapoanruorpaduu (2011, 2016 rr.) kopoHapHbie apTepuu 0e3
3HAYMMOTO0 cTeHo3upoBanus. KpoBorok ynosnersopurensubii. TIMI 111

ExxenHeBHO mamuMeHTKa MNpUHUMANIA: aHTUAapUuTMUuyeckui mnpenapar III k.,
MOYETrOHHBIEC TMpENapaThl, AHTUKOATYJISHTHBIA Npenapar, MNPOTUBOSMUICITUYECCKUN
npenapar.

14.12.2013 »smm3oxq KT ¢ CHHKONAIBHBIM  COCTOSIHUEM, ITPOBEJICHBI
s PeKTUBHbIE pPEaHWMAIIMOHHBIE MEPONPUSITHUS, BOCCTAHOBJICH CHHYCOBBIH PUTM C
YCC 60. JInHamMuka COCTOSHMS CBHJETEIBCTBOBAIIA O  IPOTPECCHPYIOLIEH
JIEKOMITCHCAIIUM C BBICOKMM PHCKOM DPa3BUTHS WHKYPpaOEIbHOTO COCTOSIHMSI, YTO
NOTPeOOBAIO MOAKIIOUCHUS MEXaHUYECKOW MOJIEPKKU 110 dTana TPaHCIUIAHTAIMKU U
27.12.13 Obua mpoBeneHa uMmruiantanus cucrembl OKMO.

17.01.2014 - wMIUTaHTaUsI CHUCTEMBI  IKCTPAKOPIOPATHHOU  MOACPKKH
kpoBooOpaiiennss EXCOR (OuBeHTpuKyIspHBIA 00X0).

23.09.2014 BeImoJIHEHA OPTOTONMWYECKAs TpaHCIUIAHTAIMS  cepAala 1o
OMKaBaJIbLHOM METOAWMKE B  YCIOBHUSX HMCKYCCTBEHHOIO KpOBOOOpalieHus U

kapauorieruu (Puc. 26).



132

| ] i 1
A A ~ LA ) A A vl
M = Nl | o N = L o e o e o |
s e A e ] e e | e i e

_II : ) || i { ) \ uz 1 1

\ \ A\ A A\ A A
S A e A e N AL e A A o N AU e e T Al i o~

1M fi | |~ (1 v
sl 7 N At T Nl i) SO B WREIG gk VAP

138 ek | 2 | ‘ ' ‘ 3| | ! ’ |

A e “VA——J\--' .'-u~--"v-. ‘u—»m——-'vl B e S N /'\AN‘, - \N\_l ity s vy -1 - \\,\_I e e Tt i
g e
e | {EEEE i [HEREHE, BHERES:

v P ATARIREE U0 SHER | 5 48 S5 1 s RHER | SR7a N AR PR L

3 3 3 1 : % i Frs
i A [ S B G5 R B B S

[ # p
AUL+
uLe , , ] A e i i 4 : :
T S 388 T o ) il — i | PP RS Do | P N N e e N AN A

AUF { \ R A 1 A\ A A A
{ \ A \ \ A" FAY \
EINGERLNIINE A AN e e LA R, DA O e e S P i i e SRS e SO

Pucynok 26. Dnekrpokapauorpamma marueHTku [1., 16 jet, mocie TpaHCIUIaHTAMK CEPALA.
Her nHaGmonaeMbIxX paHee MPU3HAKOB apUTMOTCHHOW UCIIA3HH PABOT0 KeTyAouKa (M3MEHEHUH J1e-
U PETIOJISIPU3ALIIH)

TeyeHne paHHETO MOCICONEPAUMOHHOTO MEPHOJA MPOTEKAIO C SBICHUIMU
YMEPEHHOMN CEpIIEYHO-COCYIUCTON HEJAOCTAaTOYHOCTH, IIPOBEJICHA
MMMYHOCYIIpecCcHUBHas Tepanus 1o cxeme. Bemonnensl 3 OMb: OMb Nel or 7.10.2014
roJa BbISIBAJIA KIETOYHOE OTTOPKEHUE, TEMOJMHAMUYECKM HE3HAYMMOE, 4YTO
noTpedoBajIo MylbC-TEPANNI0 METUINPEIHU3OIOHOM C MOJOKUTEIbHON TUHAMHUKOM.
[Io maHHBIM KOHTpOJIBHOM DOMb Ne2 — kpu3 ocTtporo orrop:keHus KynuposaH. [lo
naHHbiM OMBbB Ne3 oTTop keHuss MMOKap/ia HET.

B nanpHeimemM ObUM TOCHEAYIOIIME TOCHUTANIM3ALMKU ISl  BBINOJHEHUS
JabopatopHOro  KOHTpojsi, mpoBeneHus OMb, DOXO-KI' wu  koppekuuu
UMMYHOCYTIpecCUBHOU Tepanuu. [Ipu 1abopaTopHOM KOHTpOJIE - MapKephbl BOCTIAJICHHS
orpunarenbHeie. [Io XM-OKI' - cMHYCOBBIM PUTM, >KM3HEYTPOKAIOLIUX HAPYIIECHUN
putMa He BbIsiBlieHO. [1o ganubeiM D XO-KI': cokpatutensHas cnocooHocts JIXK u TDK
COXpAaHEHA, 30H T'MIIO- ¥ AKUHE3UH HET, KIJIAITaHHBIA anmnapar UHTAKTEH.

[Tocne TC ObLIO BBINOJHEHO THCTOJIOTMYECKOE W HWMMYHOTHMCTOXMMHYECKOE
UCCJIEJIOBAaHMS MHOKap/a, MO JaHHBIM KOTOPOrO ObUIO BBISBICHO MOpa)KeHHE 000MX
xemynoukoB: JOK (Puc. 27) u IDK (BK AAIDK) (Puc. 28). IlpoBeneHo reHeTnveckoe
MCCIIEOBAaHNE BCEX KOAMPYIOIIMX 3K30HOB reHa PKP2, mMeromoM nByHarpaBieHHOTO
cekBeHHpoBaHus, BbisiBUBIIee MyTanuio K 859R wu T23321 B rene mmakoduivHa

(PKP2). OGHapy>xeHHBIE MyTalllH, HauOoJIee BEPOSTHO, SBIAIOTCS npuunHon A JIITK.
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Pucynok 27. buonTar jeBoro xenyaouka: 0cTaTouHble MUOIUTHL < 60% rpu MOpPOMETpHUUECKOM
aHaM3e B COUYCTaHUU C (PUOPO3HBIM 3aMeIIEHHEM CBOOOAHOI CTEHKH JIEBOTO JKEIY04Ka, OKpacKa 110

reMaTOKCIJINH-3031H X4

Pucynok 28. bronTar mpaBoro jkenynodka: 0CTaTouHbIe MUOIUTHI < 60% TIpr MOP(POMETPHIESCKOM
aHaJIM3e B coueTaHuu ¢ GruOPO3HBIM 3aMeIIeHHEeM CBOOOTHOM CTEHKH MPABOTO KeMylA04ka, OKpacka 1o

reMaTOKCUIINH-3031H X4, (000N KPUTEPHIA 110 SHIOMHOKAPIHATBEHOM OHOTICHH)

Y naHHOW MalMEHTKH HAOMIONAIOTCS CIEAYIOIINE KPUTEPUU JTUATHOCTHUKHU

AJIITDK:

1 OonbILION KPUTEPHIA 11O CTPYKTYPHBIM U3MEHEHUIM (110 JaHHbIM DXO-KT');

1 Oonbioi kpuTepuii no faHHbIM DMBb (ocTarounble KapaUOMUOLUTHL < 60%);

1 GosbIION KpUTEpUN MO HAPYUICHUSIM JICTIOISPU3ALIMN/TIPOBEACHUS (ITICUIIOH
BOJIHA);

1 Oonplioil  KpUTepuil 1O HAPYHNICHUSM TMPOLIECCOB  PENOSIpU3alUN
(naBepTUpOBaHHBIC BOJHBI T B MPEKOPAMAIBHBIX TPYAHBIX OTBEACHHUIX Vi - V3,
npu Hannuuu [TBITHIIT);

| MasibIil KpUTEPHIA MO KEITYIOUKOBBIM HAPYILICHHUSIM pUTMA (HEyCTOMYMBAs WU
ycroitunBas KT ¢ wmopdonorueir BJIHIIIT u orkionennem S0C BHU3
(monoxutenpHblii QRS B orBemenusx I, Il mw avF wm orpumarensHbIii B

otBenenuu avl), a Taxke (> 500 JXKOK 3a cytkm).
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[To HanMuMIO KpUTEPUEB MOCTAHOBKM JHMAarHo3a, y MalUMeHTKu c 12 Jer
HaOmronaeTcsl 'yTOUHEHHBIM' BapHaHT JMAarHo3a - ApUTMOTCHHas AMCILIA3Us MPaBOToO
xemynouka (4 Oompmmx Kputepus W 1 mansiid kputepuil). duarno3 AJIDK Obut
MOCTABJICH Yepe3 IOl OT MOsABICHUS NepBbIX Npu3zHakoB Ha OKI' u pa3zBuTuem
KiInHu4Yeckoil cumnromaruku. [Iposisnenne 6one3nu AJIITK nayanocs B Bo3zpacte 12
JIET C U3BMEHEHU MPOIIECCOB PENOJIAPU3AIMU B IPABBIX IPyAHBIX 0TBeAeHUAX Ha DKI u
HapyUICHUN pUTMA B BHJIEC KEIYJOYKOBOM MOIMMOPGHON 3KCTPACUCTONIUUA BBICOKUX
rpajanui, ¢ OBICTPHIM HapacTaHUEM KIMHUYECKOW CUMIITOMATUKU U CTPYKTYPHBIX
M3MEHEHU MUOKap/a (3a 2 rona cHmkenue @B B 2 paza), HapacTaHUE apUTMUYECKOTO
CUHApPOMAa CO 3JI0KAYECTBEHHBIM TEUEHUEM, CIOXKHOCTAMH Tmondopa AAT wu
HeoOxomumocTeio ToacTtanoBku MKJI. Ilo mToram Bcex oOciemoBaHMii, ITOCTAHOBKHU
muarHoza AJIIDK, mnpoBeneHHOMY JIEYEHUIO MallMeHTKa Oblla BKJIIOYEHA B
MEKIyHapoHbI MHOroneHTpoBoil peructp AJIIK. JlaHHBIA KIMHUYECKUN MpUMED
JIEMOHCTPUPYET YHUKaIbHOE codeTaHue 4 OONbIIMX KPUTEPHUEB, 3JI0KAYECTBEHHOTO
Te4YeHHs 3a00JIeBaHMs, PA3BUTUS CEPJICYHON HETOCTATOYHOCTH, uTO ToTpedoBasio TC, B

TedueHue 4 JIET OT Hadaja 3a00JIcBaHMs.
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CIIACOK COKPAIIIEHUI

AAT — anTHapuTMUYECKas TEpaIus;

AK/JITK — aputMoreHnHas KapAMOMHUOMATHS / IUCIIIA3Us IPABOTO XKEIyA0UKa;
BAB — 6eTa-aapeHo00KaTophI;

BK — GonbIioit kpuTepuii;

BJIHIIT" — 6nokazna jieBoil HOoxku myuka ['uca;

BITHIIT" — Gnokana npaBoii HOXKKH myuka I 'uca;

BO3 — Bcemupnaa Oprann3zanus 31paBOOXpAHEHUS;
Bl — BO3MOXXHBIN THArHO3;

BTIDK — BbIXOZHOM TpaKT MPaBOro KEJIyA0UKa;

BCC — BHe3anHas cepaeyHas CMepTh;

I'b — runepronnyeckas 00JIe3Hb;

['KMII — runeptpoduyeckas KapIuOMUOTIATHS;

I'JIDK — runeptpodus 1eBOTro KenyaouKa;

JAKMII — nuimatanmoHHas KapAXOMHUOIIATHS;

KA — xeny10ouKkoBast apuTMus;

KKT — xenya04HO-KUILIEUHBIN TPAKT;

KHP — xenyno4koBbie HApYLIEHUS PUTMA;

KT — xenmynoukoBast TAXUKaApAUS;

KD — xemyno4koBasl 3KCTPaCUCTOJINS;

AKOK — kKeny10uKOBBIN SKTONMMYECKNN KOMILIEKC;
NATI® — uHruOUTOop aHrMOTEH3UHIIPEBPAIIAIONIET0 (ePMEHTA;
NBC — umemuyeckas 00JI€3Hb CEPILIA;

NBT — unBepTupoBanHas BoiHa T;

UK]] — umnanTanus kapauoBepTepa-aedudpuuiiaTopa;
KATI' — koponapoaunruorpadus;

KIIO — KOHEYHO-IUaCTOINUECCKUI 00BEM;

KMII — kapauomMuonur;

KII/] — xputepuii MOCTAaHOBKMU AUArHO3a;
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JDK — neBblii keny104€eK;

JIIT — neBoe mpeacepaue;

MK — mainbii kpurepui;

MPT — MarauTHO-pe30HaHCHasi ToMorpadus;

MBA3T — MukpoBoIbTHas anbTepHanus 3youa T;

HBITHIII" — nenonnas 6o0kaga npaBoil HOXKKHU mydka ['uca;
HBJIHIIT" — HemonHas 60Kaja JeBoM HOXKKH Imydka ['uca;
HKT — neycroinumnBas xeimya04KoBast TAXUKapIHs;

HMMNII — Hanuonanbueiit Menumuackuii Mccnenoarensckuii LlenTp;
H2XKK— He3ameHnMbIe (3CCEHINAIbHBIE) JKUPHBIE KUCIIOTHI;
[TBJIHIIT" — nonnas 610kaja JeBOM HOXKHU Imy4ka ['uca;
[IBITHIIT" — monHas 6y10kaia mpaBoil HOXKKH my4ka [ 'uca;
DK — mpaBblii x&eny104ex;

[1/] — morpaHu4HbIN IUATHO3;

[N DK — no3aHre noTeHIUAIBI )KETYJ0YKOB;

[IIT — npaBoe npencepaue;

P® — Poccuiickas ®@enepanys;

PUKA — pagmodacToTHas KareTepHas abyamus;

CH — cepaeuyHas HeJOCTATOYHOCTb;

CPT-JI — cepneunasi peCUHXpOHU3UPYIOIIAs TePaIus;

CC3 — cepaeuHo-cocyaucThie 3a00JIeBaHUS;

CVY-OKI' — curnan ycpeaHéHHas dJIeKTPOKAPIUOTPaAMMa;
YIKT — ycroiunBas Keay104KOBasi TAXUKapAus;

VY] — yTOUYHEHHBIN TUArHO3;

TC — TpaHCIIaHTAIUs Cep/lia;

T®H — TonepaHTHOCTH K PU3NUECKON HATPY3KE;

OI'bY — DepnepanbHoe ['ocynapcTBEHHOE bIOKETHOE YUpEKICHUE;
OXK — PuOpHILIAIMS KETYJOUKOB;

®OH — ¢usndeckas Harpy3Ka;

®I1 — pubpmtAnus npeacepaui;
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OPPX — ¢peHomMeH paHHEN penosipru3alny Kely109KOB;
OpYK — dparmenTanus y3koro komriekca QRS
OpllIK — ¢parmenTanus mmpokoro komrmiekca QRS
OIL — denepanbHBIM HEHTP;

XM-OKI' — xonrepoBckoe MoHutopupoBanue JKI';
XOBJI — xpoHunueckasi 0OCTpYKTHUBHAs 00JIE3HB JIETKHX;
XCH — xpoHunyeckas cepaeuHasi HeJOCTaTOYHOCTb;
HCC — yacroTa cepIeUHbIX COKPAIICHUM;

OKI' — anekrpokapauorpadus;

OMb — sn0MUOKapANabHAST OUOTICHS;

OHM — snektpuueckas HeCTaOMIBHOCTh MUOKAP/IA;
OOU — 31eKTpoPU3NOIOTHIECKOE UCCIIETOBAHMS;
3XO-KI' — sxokapauorpadus;

RyR2 — puaHouHOBBIEC pEIICTITOPHI.
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HNPUJIOKEHUE

Ipunoxenune A

Tabmuna A.1 Kpurepun muarnoctuku AJIITK 2010 roma [Marcus F.et al. 2010]

Kpurepun quarnoctuku AJITIDK 2010 roga (Marcus F. et al.).

|. ImoGanpHas UM pernoHanbHas AMCHYHKIMS U CTPYKTYpHBIC U3MEHEHUS ™

Bonbiive kputepuu:
C nomoupio 2D-5XO-KT'
PernonapHas akuHe3us1, JUCKUHE3US WA aHEBPH3MaA
U 1 u3 cnenyronux kputepues (03AHETUACTOINYECKUX ):
— PLAXRVOT > 32 MM (kopperupoBaHsiii k pasmepy tena [PLAX/BSA] > 19 mm/mm?)
—PSAXRVOT > 36 MM (KopperupoBaHHbIii kK pazmepy Tena [PSAX/BSA] > 21 MM/MMZ)
— wiu ppakumoHHOE U3MeHeHue momaau < 33%
C nomonipto MPT:
Pernonapnast akuHe3ust Uiy JUCKUHE3US WK JUCCUHXPOHU3M cokpatenus [1K
U 1 u3 cnenyromux KpuTepuen:
— OTHoIIeHHEe KOHEYHO-IuacToandeckoro oorema 1K k mmomanu mosepxunoctu tena (BSA) >110
mL/m? (MyxuuHbl) uaa >100 mL/m? (>KCHILIMHBI)
—mm OB ITXK < 40%

C nmomomnipto anruorpapun [DK:

Pernonapnas akunesus1, AMCKUHE3Us WK aneBpusma [ DK

Marsle Kputepuu:

C nomoursio 2D-DXO-KT™

PervonapHast akuHe3usl WU TUCKUHE3US
U 1 u3 cnenyronux Kputepues (I03HEIUACTOINYECKUX ):
— PLAXRVOT > 29 mm g0 <32mMm (kopperupoBaHHblii kK pazmepy tena [PLAX/BSA] > 16 no 19
MM/MM®)
— PSAXRVOT > 32 g0 <36 mm (kopperupoBaHHbIi kK pasmepy Tena [PSAX/BSA] > 18 mo <21
MM/MM®)
— Wi (QpakMoHHOE U3MeHeHue miomanu >33% no < 40%

C nomoursio MPT:
PervonapHast akuHe3ust WM TUCKUHE3US M TUCCUHXPOHU3M cokpateHus [DK
N 1 u3 cnenyrommx KpuTEPUEB:
— OTHoIIeHNE KOHEYHO-uacTonuueckoro oobema [10K k mnomanu nmosepxuoctu tena (BSA) >100 mo
<110 mL/m? (MyxuunHbl) uiaa >90 o <100 mL/m? (’KEeHIIHBI)
— i @B IDK >40% no <45%

Il. XapakTepucTka TKaHU CTEHKU

Bonbive kputepuu:
Ocrarounple KapauoMUOIUTEl <60% mpu MophOMETpUYECKOM aHaiuu3e (WU MPEANOI0KUTEITEHO
<50%) c ¢ubpo3HbIM 3amenieHueM cBoOOMHOHN creHku Mmuokapnaa DK B >1 oOpasme, ¢ unu 6e3
’KUPOBOTO 3aMelieHus TKaHu npu OMb.
Mauible KpUTepHuH:
Octarounsle kapauoMuouTsl 60%-70% npu MoppoMeTpruueckoM aHaau3e (WM MPearnoIoKUTEIbHO
50%-65%) ¢ ¢ubpo3HBIM 3amMerieHreM cBOOOIHOM cTenku muokapna [DK B >1 obpasue, ¢ wim 6e3
KUPOBOT0 3aMEIICHUS TKaHU 1Tpu DMB.
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I1l. I3menenus penonspusanuu

bonpmue kpurepuu:
HuBepTupoBaHHble BOJIHBI T B MpaBbIX NpeKOpAUalbHbIX 0TBeAeHUAX (V1-V3) U HUXKe y NAllMeHTOB >
14 ner, npu orcyrcteuu [IBITHIIT > 120 mcek.
Mauible KpUTEpHUH:
WuBepTHpoBaHHBIE BOJIHBI B 0TBeAeHUAX V1-V7 y nanueHTtoB > 14 ser (npu orcyrcrsuu [IBITHIIL)
i B V4-Vs.
WuBepTHpoBaHHbBIE BOJIHBI B OTBeACHUSIX V1-V4 y nanueHToB > 14 ner, npu Hanuuuu [IBITHIIT .

V. N3MeHeHus Aenonspu3aun/mpoBeIeHUs

Bonbiine kputepuu:
DICUIIOH BOJHA (BOCIIPOM3BOJAMMEBIC HU3KOAMIUIMTYIHBIE CUTHAIBI MEXIy KoHIIoM QRS komruiekca
110 Hayaya BojHbl T) B mpaBbIX MpeKopAHaabHbIX oTBeAeHUAX (V1-V3).

Mausible KpuTepHu:

[To3auue norennumansl npu CY-OKI >1 u3 3 mapameTpoB B OTCYTCTBUM MpojoiukutensHocT QRS
>110 mcex npu cranaaptHoit KT
[MpomomkureasHocTh GunbrpoBanHoro QRS (fQRS) >114 mcek.
[MpomomxurensbHOCTh TepMuHANbHOTO QRS<40 pV  (IpomomKUTenbHOCTh  HU3KOAMIUIUTYIHOTO
cUrHana) >38Mcek.
CpenHeKBaApaTHIHBIN BOJIbTaX TepMuHAIEHOTO QRS <20 pV.
[TponomxuTensHOCTh TEPMUHANIBLHOM akTuBanuu QRS >55 Mcek, u3MepeHHas oT 3a3yOpUHbBI S BOJHBI
1o okoHuanus QRS, Bxmouas R’ B V-V, wim V3 ipu orcyrersun [TBITHIIT .

V. Aputmuu

Bonbiive kputepuu:
HeycroituuBas wnu ycroituuBas XT ¢ mopdonorueit BJIHIIIT u ortkimonennem O0C BBepx
(orpunarensHbii unu HeompeneneHHbld QRS B orBemenusx Il, Il u avF u monoxuTenbHbIN B
oTBesieHnH avl).

Maible KpUTepuu:
HeycroituuBas nnm ycroitunBas KT ¢ kondurypanueit KT Beixonnoro tpakta [IDK, ¢ Mmopdonorueit
BJIHIII' u otknonennem DOC BHU3 (monoxutenbHbli QRS B orBemenumsax I, Il m avF u
OTPHUIIATENILHBIN B OTBEACHUH avL) win HeonpeaeIeHHON OCH.
Bonee 500 sxeny109KOBBIX 3KCTPAaCKCTON 3a 24 yaca mpu (XM DKI).

V1. CeMeliubIii aHaMHE3

boapmme kpurepuu:
AJIIDK, noaTBepkaeHHAs MO CYIIECTBYIOIIMM KPUTEPHAM Y POJACTBEHHUKOB NIEPBOU JIMHUM.
AJIDK, nmoaTBep:k/ieHHass MAaTOJIOr0aHaTOMUYECKH MPU ayTOICHM WM ONEpald Y POJICTBEHHUKOB
[IEPBOH JINHUM.
WNnentuduxanus maToJornyeckoil MyTalMu acCOLMMPOBAHHONW WJIM BO3MOKHO aCCOLMMPOBAHHON ¢
AJITDK npu oGcniegoBaHUM MAIMEHTA.

Maunsble KpuTepuu:
Anamue3 AJIIDK y poacTBEHHMKOB NEpPBOM JIMHUU, OJHAKO, HEBO3MOKHO IPAKTHUYECKH YCTAHOBUTH
OTBEYAET JIU OH HACTOSIIUM KPUTEPHUSIM.
Cewmelinblii anamMHe3 BC y poacTBEeHHUKOB nepBoi inHUM <35 net ¢ npennonaaraemon AJIIDK.
ANIDK, mnoaTrBepKAeHHAs MAaTOJIOrOAHATOMUYECKHM WJIM 10 CYLIIECTBYIOIIUM KPUTEPHUSIM Y
POJCTBEHHUKOB BTOPOU JTMHUH.
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Tabmuua A.2. YyBCTBUTENBHOCTD U CTIEHU(PUIHOCTH KPUTEPHEB BU3YaTU3allMH IPABOTO KETyA0UKa
(Marcus F. et al. 2010).

Meton | Kpurepuu [Tokazarenu 3nauenust | UYyBcTBU- Cuernu-
TEIbHOCTh | (PUUHOCTH
PLAXRVOT (B muactomny) > 132 MM 75% 95%
KopperupoBanHnsblii k pazmepy >19
(]‘5) tena [PLAX/BSA] (B mactony) | yu/a
J]} PSAXRVOT (B auacroiy) >36 MM 62 95
i KopperupoBanHnsblii k pazmepy 9
EI Tena [PSAX/BSA] (s nuacrony) | =21 MM/M
9 @OpakMOHHOE U3MEHEHUE
g mromamm T1K <33% 55 95
- PLAXRVOT (B nuactomy) >99 MM 87 87
K >
KoppernpoBaHHBIi1 K pazMepy
r
tena [PLAX/BSA] (B quactoiny) =16 S128
M MM/M
A
b PSAXRVOT (8 nuacroiy) >32 MM 80% 80%
bl =
v KopperupoBanHblii kK pazmepy ~18 <20
tena [PSAX/BSA] (B muacroiy) ML
OpakLIMOHHOE U3MEHEHUE o o 0
nomam TDK <40% 76% 76%
5 Otnomenne KO ITXK k BSA
0 (My»X4HHBI) >110 76% 90%
J]} (>KEHIIMHBI) MIT/M? 68% 98%
m >100
lg MIT/M?
1\{} @B TIK <40%
T Otnomenne KJIO IDK k BSA:
]X' (My>KYHHBI) >100 79% 85%
b (’KEeHIITHBI) MI1/M? 89% 97%
u >90 Mt/m°
OB ITX <45%
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Ipuaoxenne b (Pucynkn)

50 46 (55,4%)
45 .-. —
40 _-_l —
s 35 -
= -
= @ -
= --
o 25 S—
= ~ifs- ¢ I'pyrma Nel (n=33)
Q
(@]
£ -
S 5 15 (32,6%) - A Ipyrma Ne2 (n=7)
- 11 (23,0%) 12 (26,1%) a8
10 ol -l '.'- ﬁﬁ— & ['pymma Ne3 (n=6)
- =
Axunesus [DK Huckunesus DK [TuccunxpoHusm KonunuecTso
cokpamenuit [DK BBIIOJIHEHHBIX
IDX - npasslii skemynouex HCCle0BaHui

Pucynok 1. BetpedaemMocTh HapylIeHH COKpaTUMOCTH MUOKapa IPaBoro sKelya04uka y
MalHAEHTOB ¢ apUTMOI€HHON AMCINIa3UEN IIPABOrO JKEIy104YKa BBISABICHHBIX C IIOMOLIBIO MATHUTHO-

Pe30HaHOCHOI ToMorpaguu
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60
48 (57,8%)
50
_'_
2 40 I —
H
=
g
: 27 (32,5%) *
g — ¢ ['pynmna Nel
3 —_— . (n=38)
=
E * A I'pynma Ne2
2 20 +— * —— (n=6)
. & ['pymma Ne3
8 (9,6%) -‘- (n=4)
10 +— "' - e
- - ==
SsSS===
0 e : ——— e : =S

Kapnnomumonuts < 60%, B Kapaunomuormrsr 60-70%, B Ywucno mamueHToB ¢
>1 owmornrare >1 Ownorratre BBINOJHEHHON DMb
(bonboii kpurepuit) (Maurslit kpuTepHii)
OMBb — sHaOMUOKapIMaTbHAs OUOTICHS

Pucynok 2. BctpedaeMocTs KpUTEpHEB TOCTAHOBKY JUArH03a apUTMOTEHHOM TUCIUIa3uei
IPaBOTO JKEJTyI0UKa MO JaHHBIM dHJIOMHOKapIuanbHoi onorncun (N=48)
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40
35 (42,2%)
35 g
29 (34,9%
20 9 (34,9%)

25 -

|
*

15 ~

T
NIZIITY

¢ I'pymma Nel (n=31)

KomnuectBo IIaveHTOB
N
o
1

A Ipymma Ne2 (n=3)

P IIIITIITY

5 +— 3 (3.6%) 3(3,6%) = ['pymma Ne3 (n=1)
. - N - I

BT B otBenenusx VBT B otBenenusx VBT B oTBegeHUAX KomnuectBo
(V1-V3),>14  V1-V6 > 14 ner 6e3 V1-V4 >14 ner npit~ BBIIBJICHHBIX

nert, 6e3 [IBITHIIT MBITHIIT IBITHIIT KpUTEpUEB

(bompmoii (Mamnsrit kputepuit  (Mauslii KpuTepuit HM3MEHEeHHUS

KpHUTepHii) Nel) Ne2) TIPOIIECCOB
penospu3aim

BT — unBeptupoBanHas BonHa T, [IBITHIIT — nosHas 61okazia npaBoit Hoxku my4dka ['uca

Pucynok 3. BctpeuaeMocTh HHBEPTHPOBAHHBIX BOJIH T Cpeyl MaiueHTOB C apUTMOTEHHOMN
JMCTIIa3uel PaBoTro JKeJIy10uKa MO JaHHBIM AJIEKTpOKapaAnorpaduu
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%0 7 83 (100,0%)
80 - 77 (92,8%) i.
L . -
. .
59 (77,6%
TR o T
: . d - .
2507 i - . _
° I * ¢ I'pymma Nel (n=55)
% 40 - * ‘ A ['pynma Ne2 (n=13)
= ‘
= . - & ['pynma Ne3 (n=15)
Sa | e e i
4 . ——
20 1 e '-' p———,
ey, e ﬂv'-\
T -, WA
10 - WA = W
N/~ N /2
KIK >500 KT Oobee
KOJINYECTBO
MaleHTOB
JKOK — sxemynoukoBBIit SKTONMHUECKUH KoMIuteke, KT — jxemymoukoBast TaXuKapans

Pucynok 4. BrisiBiieHue K€y T0UKOBOM 3KCTPACUCTOIUU U JKEITYA0YKOBOM TaXUKapIuU y
MaLMEHTOB C Pa3JIUYHBbIMUA BAPUAHTAMM JUArHO3a apUTMOT€HHON JUCIUIA3UEH IIPaBOT0 XKEIyA04YKa
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Ipunoxenue B

Tabnuna B. 1. Jlokanu3zanus THBEpTUPOBAHHBIX BOJIH T y MAIIMEHTOB, Y KOTOPBIX HE U3MEHWINCH
IIPOLIECCH] PENOJISIPU3ALIUH

I'pynusie otBenenms DKI

Hccnenyemsie
TPyIIIbl (VARVA V-V, Vi-Vs V-V, Vo-Ve Va-Ve
'pymna 1 (n=55) 6 nai.(10,9%) | 2 nan.(3,6%) 2 man.(3,6%) | 1 mar.(1,8%) | 1 mam. (1,8%)

I'pymma 3 (n=15)

1 mar.(6,7%)

Tabnuma B. 2. JlunamMuka HBEPTUPOBAHHBIX BOJIH T B T€UEHHUE 2X JIET y MAIMEHTOB C YBEIUICHUEM
KOJIMYECTBA OTBEICHUI, B KOTOPBIX OH PETUCTPUPOBAIICS

1 oTBeneHME 2 OTBEACHUS 3 oTBeICHUS
Uccnenyembie rpymnmnbl ITatenTsI
Ucxomuo | U/32r. | Ucxomuo | U/32r. | Ucxomuo | U/3 2.
V1-V3 Vi-V, 1 (1,8%)
V-V, Vi-V; 1 (1,8%)
Vi-V, Vi-Vs 1 (1,8%)
_ V3-Vg V-V 1(1,8%
I'pynma 1 (n=55) ViVs ViVe 1 ELS% g
Vi-V, Vi-V, 1 (1,8%)
Vi-V, V3-Vg 1 (1,8%)
0 V3-Vg 1 (1,8%)
prnna 2 (n:l3) Vl-V3 Vl-V4 1 (7,7%)

Ta6muua B. 3. lunamuka BT B TedyeHue 2X jeT y NallMEHTOB ¢ YMEHbILIEHHEM KOJINYECTBA
OTBEJCHUH, B KOTOPBIX OH PETUCTPUPOBAIICS

Uccrenyembie 1 orBenenue 2 OTBEIECHUSI 3 oTBeIEHUS 4 orBeneHus ITarneHTHI

TpYyIIIbI Ucxonuo | Y/32r. | Ucxoguo | U/32r. | Ucxoano | Y/32r. | Ucxonuo | U/3 2.

Vi-V5 Vi-V, 1 (1,8%)

Vi-V; Vi-V, 1 (1,8%)

V1-Vg Vi-V5 1 (1,8%)

Vi-V, 0 1 (1,8%)

Vi-V, V-V, 1 (1,8%)

Flggf‘;;‘)l ViV, 0 1(1,8%)

Vi-V, V-V, 1 (1,8%)

Vi-V, V-V, 1 (1,8%)

Vi-Vs Vi-V; 1 (1,8%)

Vi-Vs Vi-V, 11,8%)

V1-Vs Vi-V, 11,8%)

prnna 2 Vl-V4 Vl-V3 1 (7,7%)

(n=13) Vi-V, V-V, 17,7%)
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IMpunoxenue I

Tabnuma I'. 1. Jlokanuzanus ¢deHOMEHa paHHEN PEToSIpU3aliU KETyI0YKOB Y TAI[IEHTOB C
APUTMOTCHHOM JAUCIUIa3UeN TPaBOro JKeJy0YKa MOBTOPHO MO JaHHBIM 3JIEKTPOKAPIUOTPAMMBI

Uccnenyemsle rpynnsl Orsenerns OKI [TanmenTsr

| 1 1l avk avL avFk | Vi | Vo | V3 V4 Vs | Vg

+ + 1 (1,8%)

+ | + + 1 (1,8%)

+ + 1 (1,8%)

+ + + 1 (1,8%)

I'pymma 1 (n=55) + + 1 (1,8%)

+ + + 1 (1,8%)

+ + 1 (1,8%)

+ + 1(1,8%)

+ + 1(1,8%)

I'pynma 2 (n=13) + | + + + + 1 (7,7%)

+ | + 1 (6,7%)

+ + + 1 (6,7%)

+ | + + 1(6,7%

I'pynma 3 (n=15) — " 1 56,7%;

+ | + + 1 (6,7%)

+ + + 1 (6,7%)

Tabmuua I'. 2.VI3menenue nokanu3anun (peHoMeHa paHHEW PeroJiipU3aliy JKEITyI09KOB Y MAI[EeHTOB C
apUTMOT€HHOH JUCIUIA3UEN NIPABOro JKEIYJ0YKa B TEYEHHE 2X JIET 10 JaHHBIM JIEKTPOKAPAHOIPAMMBI
1 orBeneHUE 2 OTBEIEHUS 3 oTBegEeHUN

Hecnepyemie rpymmbl Hcxonmno | U/32r. | HcxomHo Y32r. HcxonHo Uz 2r. HaupeHret
_ Vs-Vs 0 0 I, avF,V, | 2(3,6%)
[pynna 1 (n=55) 0 11, avR [VoVe 0 2 (3,6%)
I'pynma 2 (n=13)
I'pynma 3 (n=15)

*KypCcHBOM BBIJI€JIEHBI OTBEJIEHUS, B KOTOPBIX nepectan peructpuposaics OPPX;
** )KUPHBIM LIPU(TOM BbIJICJIEHBI OTBEJICHUS, B KOTOPBIX nosiBuics OPPXK.

Tabmuua I'. 3. Jlokanu3ammst peHoMeHa paHHEW PEnosipU3aliH JKEITYyI09YKOB y TAIIHEHTOB C
apUTMOT€HHOM JHCIIIa3uel MPaBoro JKeJly104Ka MOBTOPHO IO JJAHHBIM XOJITEPOBCKOTO
MoHuTOpHrpoBanus KT’

OtBenenns DKI
Orsenermi SKI LTI 10 [ avR | avl [ avE |V, [V, [ Vs [ Vs | Ve |V, | [1awentst
+ + 1(1,8%)
+ | + + + |+ 1 (1,8%)
+ | + + 1 (1,8%)
+ | + 1 (1,8%)
I T + |+ | + 1 (1,8%)
I'pynma 1 (n=55) + + 1 (1,8%)
+ + 1(1,8%)
+ + 1 (1,8%)
I T + |+ | + 1 (1,8%)
+ + |+ | 118%)
I'pymma 2 (n=13) + + + |+ 1 (7,7%)
+ |+ 1(6,7%)
_ + + |+ | 1(67%)
I'pynma 3 (n=15) T " TR B " 1(6.7%)
+ | + + + + + + 1 (6,7%)
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Ta6muma I'. 4. Jlunamuka peHOMEHA paHHEH PENOJIAPU3AIH JKEITYI0YKOB B TEUEHUE 2X JIET, C

YBCJIMYCHHUECM KOJIMYCCTBA OTBGHGHHﬁ, B KOTOPLBIX 3apCruCTPUPOBAH 3TOT IOKA3aTCJIb
Hccnemyemble 1 orBeneHne 2 OTBEAECHHUS 7 OTBEIECHMIA
ITarneHTHI
rpynmbl Hcxomno Y/z32r. Hcxomno Y/z32r. Ucxomxuo Yz 2r.

I, 1, avF, | 11, I, avF, 0
Vs5-Vs V-V 1(1,8%)

I'pynma 1 (n=55) I, 1, I, I, 0
avF,Vg avF,Vs-Vg 1(1.8%)
0 I, avR 1 (1,8%)
avF, Vs- |1, 11, avF, 1(6,7%)

_ Vs Vs3- Vs
I'pymma 3 (n=15)

0 I, 1, avR, 1(6,7%)
avF, V-V, 70

Tabmuua I'. 5. Ananu3 penomeHa paHHEH PeroIpU3aINH HKETYA0UYKOB Y MAIUEHTOB, Y KOTOPHIX B
JMHAMUKE OH IIepecTajl perucTpupoBaThCs

" 2 OTBEIECHUS 3 oTBEECHUS 6 oTBeIEHUN I
CCTICAYCMBIC TDYIITIAT Ucxomuo Y/32r. Hcxonuo Y/32r. Ucxomuo Y/32r. ALHCHTET
I'pynma 1 (n=55) V-V 0 1 (1,8%)
_ I, 11, avR, 0 o
I'pynma 2 (n=13) avF, Ve-Ve 1 (7,7%)
I'pynma 3 (n=15) I, I, avF 0 1 (6,7%)
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Ipuioxenue /1

Tabmuma /1. 1. U3meHenue nokanm3anuu GparMeHTHPOBAHHOTO Y3KOTo KoMmiuiekca QRS y manmeHToB ¢ apuTMOTeHHOM TUCIIIA3HEH MpaBoro
YKETYJI0UKa B TEUCHHUE 2X JIET M0 JAHHBIM JIEKTPOKAPANOTPAMMBI

Jnarsos 1 oTBencHME 2 OTBecHUE 3 oTBeneHHUE 4 oTBeAcHUE MauerTer
Hcxomamo Y/32r. | Ucxomuo | U/32r. HcxomaHo Y/32r. HcxoaHo Y/32r.

0 IL111,avF 1 (1,8%)

0 I, V, 1 (1,8%)

Tpynna 1 I, 111, avF 0 1 (1,8%)

I, avR, V,-V; 0 1 (1,8%)
I'pynna 2
I'pymnma 3

* KypCHUBOM BBIJICJICHO YBETUYMIIOCH KOJTMYECTBO O0TBeIeHUH ¢ 3apeructpupoBanHbiM OpVYK y 2 nmanuentos (3,6%) B rpynne 1. B rpynnax 2 u
3 muaamuku @pYK He ObLIO;

*% JKUPHBIM MIPUPTOM BBIICICHOYMEHBIIUIOCH KOJIMYECTBO OTBeAeHUH, y 2 manueHToB (3,6%) B rpynne 1. B rpynnax 2 u 3 auHamuueckue
W3MEHEHUS HE TTPOU3OIILIH.
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Tabmuua /1. 2. JIlunamuka pparmeHTHpOBaHHOTO y3Koro Komiiekca QRS uepes 2 roga no 1aHHbBIM

AJIEKTPOKAPANOTPAMMBbI
Hccnenyemsie Oreenenns OKI ) T
TPYIIbI | 1 1l avR avL avlk | V1 | Vo | V3 | V4 | V5 | Vg 1
+ + + 1(1,8%
I'pymma 1 (n=55) o — . 1 El 8%;
I'pynma 3 (n=15) + + + 1 (6,7%)

Tabmuma /1. 3. Jlokanu3zamust pparMeHTUPOBAHHOTO y3Koro kKomruiekca QRS y marueHToB ¢
apUTMOTEHHOH UCIUIa3uel MpaBoro >KenyA04yka MOBTOPHO IO TaHHBIM XOJITEPOBCKOTO
MoHuTOpHpoBaHus JKI'

Hccnenyemsle Otenenus OKI MawsenTs:
TpynIibl | 1 11 avR avlL avF Vl V2 V3 V4 V5 Vs
+ + + 1 (1,8%)
I'pynma 1 (n=55) + | + 1 (1,8%)
+ + + |+ 1 (1,8%)
I'pymna 3 (n=15) + + + + + + + |+ |+ |+ |+ |+ 1 (6,7%)

Tabnuua /1. 4. lunamuka pparMeHTUPOBAHHOTO y3KOoro komruiekca QRS B TeueHue 2x Jer ¢
YBEJIMYEHUEM KOJIMYECTBA OTBEICHUMN, B KOTOPBIX OH PErUCTPUPOBAJICS MO JAHHBIM XOJITEPOBCKOTO
MoHuTOoprpoBanus KT’

2 OTBEIECHHUE 3 oTBemEeHUSI 4 oTBeneHn
JI dpYK II
ORATHBAIA TP HcxomHo Yz 2r. HcxomHo Y3 2. Ucxomuo | U/32r. AUHACHTBL
0 V4-Vs 1 (1,8%)
0 I, 111, avF 1 (1,8%)
1—‘ 1 = 1 1 1
pynma 1 (n=55) 0 I, avF, | 1(1,8%)
V,-V3
_ I- 111, avR- | I- 111, avR- 1 (6,7%)
Tpymma 3 (0=15) | 3 E Vv | avE, Vi Ve
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Ipusoxenue E

Tabmumna E. 1. U3menenune nokanu3anuu pparMeHTHPOBAHHOTO IIMPOKOTo KoMIwiekca QRS y marueHToB ¢ apuTMOTreHHOH AHUCIIa3ueit
MPABOTo KEJIYJ0UKa B TEUCHHE 2X JIET M0 JAHHBIM 3JIEKTPOKAPAUOTPAMMBI

Hccnenyemsie
TPYIIIBI

1 oTBezEeHUE

2 OTBEIECHUSI

4 oTBeneHus

5 oTBeneHuit

6 orBeneHHt

7 oTBeACHUN

Hcxonno Y/32r.

Hcxonno

Y/32r. | UcxomHo

Yz 2r.

Ucxomnno | U/32r.

Ucxonno | U3 2.

Hcxonno

Y3 2r.

ITarmeHTHI

I'pynna 1

I, 11, 1,1, avR,
avlL, V,- avlL, V,-
Ve Ve

1 m. (1,8%)

11,
avF

1 %. (1,8%)

V-V,

I- 111, avR, avL,

1 %. (1,8%)

Vi-V; Vi-V,

I m. (1,8%)

11, 111, avL
V4-Ve

o

1 oe. (1,8%)

I- 111, avL
avk

o

1o (1,8%)

Vo-V,

[e]

1o (1,8%)

I'pynna 2

I, 111, avR-
avk

o

Im (7.7%)

I'pymma 3

I,
avF

1 M. (6,7%)

0 Vs-Ve

1 M. (6,7%)

avF, Vs-

I- 11,
avR-

\

12 otB.

1 M. (6,7%)

1- 111
avR- avF 0

I m. (6,7%)

* HUPHBIM HMIPUPTOM BBIJICIICHO YBEIUYMUIOCH KOJMYECTBO OTBeIeHUH y 6 manueHToB (7,2%): B rpymnme 1 y 3 manuentos (5,5%), B rpymme 3 y
3 marenTtoB (20,0%), a B rpyrme 2 TMHAMHYECKHE W3MEHCHHSI HE POU3OIILIH;
**KypCHBOM BBIJICJIEHO YMEHBIIWIOCh KOJUYECTBO OTBeJIEHHH, y 6 mauuentoB (7,2%): B rpynne 1 y 4 nmauuentos (7,3%), B rpynme 2 y 1
nanuenTa (7,7%), B rpynme 3 y 1 naruenTta (6,7%).




Tabmuua E. 2. Jlokanuzanust ¢pparMeHTHPOBAHHOTO MIMPOKOro Komiuiekca QRS y manueHToB ¢
APUTMOTE€HHOM MCIUIa3Uel MPaBOro kely109Ka MOBTOPHO Mo JaHHbIM JKI

Hccnenyembie OtBenenus DKI IMamuenTst
TPYIIIIBI | | 11 avR avL avF Vl V2 V3 V4 V5 VG
+ + + + + + + 1 (1,8%)
+ + 1(1,8%)
I'pynma 1 (n=55) + + + |+ + 1(1,8%)
+ + 1(1,8%)
+ + + + + + + 1 (1,8%)
+ + 1(6,7%)
I'pynma 3 (n=15) + + 1(6,7%)
+ + + + + + + + + + + + 1 (6,7%)

Ta6muma E. 3. Jlokanuzanusi ¢pparMeHTHPOBAHHOTO IIMPOKOro komiuiekca QRS y manueHTos ¢
APUTMOTEHHOM JAMCIUIa3UeH MPABOTO JKEMyI0YKa MOBTOPHO IO JAHHBIM XOJITEPOBCKOTO

MoHuTopupoBanusa IKI'

Uccnenyemsie OTtBenenus DKI Mauuerts!
TPYIIIBI ]| avR |avk | avF | Vi | Vo | V3 | V4| Vs | Vg
+ + + + 1(1,8%)
+ |+ + 1(1,8%)
+ 1+ | + + + + 1(1,8%)
+ 1+ | + + + + + + | + + + + 1(1,8%)
+ + 1(1,8%)
_ + + 1(1,8%)
I'pynma 1 (n=55) " " 1(18%)
+ | + + 1(1,8%)
+ | + + 1(1,8%)
+ |+ + 1 (1,8%)
+ 1+ | + + + + + + | + + + + 1 (1,8%)
+ | + + + + 1 (1,8%)

Tabnuua E. 4. JIByxieTHss AMHAMHUKA pparMeHTUPOBAHHOTO HIMPOKoro koMiuiekca QRS ¢
YBEJIMYEHUEM KOJIMYECTBA OTBEIECHUN, B KOTOPBIX OH ObLI 3apETUCTPUPOBAH IO TAHHBIM
XOITEPOBCKOro MoHUTOpUpoBanus KT

Hccnenyemble 2 OTBEIEHUS 3 oTBEAECHUS 5 oTBeneHU 9 oTBenEeHUI armeTs
TPYIIIBI Ucxomno | U/32r. | Ucxomuo Y32, Ucxonuo Y/32r. Ucxomuo Y/32r. H

0 I, I, avL 1 (1,8%)
Vi-Vs 12018 1(1,8%)
0 NI 1(1,8%)
0 1, avF 1(1,8%)
0 I1, 11, avF 1 (1,8%)
0 I1, 11, avF 1(1,8%)
I'pymmna 1 0 V,-V; 1 (1,8%)
(n=55) 0 LN 1(1,8%)

I, I,
avR- avF, 12 ots. 1(1,8%)

ViV,

I, 111,
I, 1l avF, V,- 1(1,8%)
Vs
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Ipuioxenue K

Tabmuma XK. 1. Cpenane BenmuunHbl aucnepcenn natepBaia QT Habmomaembie yepes 2 roua y
MAlUEeHTOB C APUTMOT€HHOM JUCIUIa3uel TPaBOro sKelya0uKa

Ilokazarenu qucnepcuu
QT I'pynmna 1 (n=55) I'pynna 2 (n=13) I'pynna 3 (n=15) 3uauenne p
QTmin mc 400 (370-420) 380 (340-400) 350 (350-380) p =0,003
QTmax mc 440 (400-470) 400 (380-440) 400 (370-410) p=0,003
DispQT mc 40 (30-60) 30 (20-40) 40 (20-50) p=0,22
Bceero n=55 n=13 n=15 -
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