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NOOpOKAYEeCTBEHHBIX APUTMHI SBIISICTCSI  MHUTpallds BOAMTENS pUTMa, Ha (oHE
KOTOPOT'O JOCTaTOYHO YacTO OTMEYaeTcsi yKopoueHue nHtepBaia PQ, oOyciioBieHHOe
ANEKTPOPU3HOIOTUIECKUM YMEHBILICHUEM BPEMEHH TMPOXOXKIEHHUS HMITyJIbca [0
MHOKap/a >KelyZ0uKoB. B Hacrosiiiee BpeMsi UCIOJIb3yeMbIe BO3pAcTHbIE HOPMATUBBI
JUIUTEIbHOCTH HMHTepBaia PQ 10cTaroyHO MHOrooOpasHbl, HO BCE OHHM ObUIM
pa3paboTanbl A CHHYCOBOTO putMa. CKOpOCTh MPOXOXKICHHUS HMITYJIbCAa U BpPEMsI
3a7Iep’)KKU B aTPHOBEHTPHUKYJSIPHOM y3lI€  SIBIISIIOTCSl JOCTaTOYHO JAMHAMHYECKHUMU
MOKAa3aTeNIsIMH, 3aBUCALIMMU OT MHOTHX (pakTopoB. B nerckoil mpakthke Hau@osee
9acThIM (PaKTOPOM, OTIPEIEISAIONINM ITUTEILHOCTh HHTepBania PQ, sSBiseTcs COCTOSAHUE
BEreTaTUBHON HEPBHOM CHUCTEMBI. Tak Kak BIMSHUE CUMIIATHYECKOTO OTAefla HEPBHOU
CHCTEMBl YMEHBIIAETCs 10 Mepe B3POCICHHSA PEeOCHKa, TO W YacTOTa BCTPEUAEMOCTU
YKOpOYeHHOTO uHTepBaga PQ C yBenudeHumeMm Bo3pacTa TOMKE  YMEHBIIAETCS,
MPOUCXO/IUT «HOPMAITM3AIHS» [UIMTETLHOCTH HHTepBaia PQ.

BeiBoabl. BoiiBienHoe npu OKIT wim XM uccnenoBaHUsIX yKOPOYEHUE
untepBasia PQ Tpebyer auddepeHIMpoBaHHOTO MOAXOAa B OHCHKE  STHOJOTUU
naHHoro spieHus. C  y4eToM HEBO3MOXKHOCTHM TOYHOTO  OMPEAETCHUS NPUYUH
ykopouenust PQ (mo manueiM OKI' w/mmum XM) pekoMeHIyeTcs TpaKTOBaTh JaHHOE
COCTOSIHHE KakK yKopoueHue uHrepBaia PQ, 6e3 ykazanust heHOMeHa, C MOCIeAYOIIM
JTMHAMAYECKUM HAOIIO/ICHUEM.
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Benenne. [[unatanuonnass — kapauomuoniatus  (JAKMII)  ornuuaercs
3HAUUTENBHOM TIE€HETUYECKON TIeTepOreHHOCThI0. {MEHO- U T'E€HOTUIUYECKHE
koppessiiun JIKMIT kpaiine BaHBI 111 pUCK-CTpAaTU(PUKAIIMK U MPOTHO3UPOBAHUS
HEeOIaroNPUATHBIX COOBITHM.

Leap ucciaegoBaHUs — CPABHUTEIBHBIA aHAIU3 KIMHUYECKUX MPOSBICHUN
CEMEWHOM, reHeTuuecku AerepmuaupoBanHon JIKMII, u ciopagudeckoit GopMel.

Marepuana u meroabl. B uccinenoBanue ObUIM BKITIOYEHBI 48 TMAIMEHTOB C
JNKMIT (38,3+12,4 ronma, 34/71% wmyx., NYHA 2,6+0,5; ®BJDK 29,2+10,9%). ¥V
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1-i1 Cpe3n EBpazuiickoit ApurMosiornueckoil Accoruanuu

27\56% manueHToB BhIsiBIeHa ceMelinas Gopma JIKMII. Beem manmenTam npoBeacH
koMIuiekce uccaenoBanuii: DKI'-12, XM, OxoKI', MPT, reneTnueckoe ucciaea0BaHue
(meTonpl NGS + Coanrep).

PesyabraThl. Y 20 (43%) nanueHTOB BBIABIECHBI MATOI€HHBIE MYTallUd B F€HaX:
LMNA (n=6), LAMP2 (n=3), TTN (n=2) u no oo mytaiuu B SDHA, ILK, SCN5A,
DSP, NEXN, SCN1B, RBM20, CRYAB, SLC25A4. Bozpact manudecranuu JIKMII y
HocuTeel MmyTanui coctaBwi 36,3£11,5 ner (VS cnopamwueckas ¢opma 46,9+12.4
roga; p=0.001). JlamHble WCCICIOBAaHWA BKIIOUWIA B  KOPPEISAIIUOHHBIN,
perpeccuonnbiii 1 ROC-ananu3. KadecTBeHHBIC TPU3HAKY aHATTM3UPOBAIN C HOMOIIBIO
¥2 W To4yHOro Kputepuss Pumiepa. B pesynpTare aHammsza orpeneneHbl 3HAYAMEBIC
paszivuus NPU3HAKOB Y MAIlMEHTOB C TEHETUYECKH AeTepMHUHUpOoBaHHOW LKMII:
$hubpo3 Muokapaa, mo gaHsM MPT (3°=5,64; p=0.017), cuukone u CJIP.B aHamHe3e
(x*=21,7; p=0.0001), dpparmentaumst QRS (x*=6,36; p=0.011), AB’ Gnokags! (1°=12,2;
p=0.001). BoisiBnensl nonoxkurenbHble koppemsinuu (p<0,01) mexay mapokcuzMamu
ycrorunBoii KT m tectom MATB (K=0,41), a tarke unrepBaiom PR (k:=0,39);
orputiateibHas koppeasuusa ¢ 6-MTX  (Ks=-0,34). IIpusHakud cO 3HAYUMOCTBHIO
pazmuunii meree <0,05 BrIOUWIM B perpeccMoHHYHO Moxaens (F=12,2; p=0,01), B
pe3yiabTaTe  aHadW3a  BBIABWIM  HE3aBUCUMbBIC  TPEAWKTOPHI  T€HETHYCCKH
nerepmunarpoBannoit JIKMII: AB Gnokana 1-3 cxs (3=0,60; p=0.01), uanexkc ¢uodpo3a,
no panHeiM MPT (>25%: B=0,51; p=0.03), ®BWJIK ($=0,56; p=0.025) u cunkorme
(B=0,60; p=0.01). ITpu npoenenun ROC-ananm3a cCBOIO 3HAYMMOCTb MOATBEPAUIIM JIBA
daktopa: PR wuntepBan (AUC 0,702; 95%:JA1:+0,502-0,858; p=0,045) u wunHmekc
¢dudpoza (AUC 0,746; 95% U: 0,591-0,90; p=0,06).

BobiBoabl. [lamuenTsl ¢ ceMeNHOM, \TeHETUYECKU JeTepMuHrupoBaHHOon JIKMII
UMEIOT 0oJiee paHHIOI MaHHU(]ecTaluio 3a60JiIeBaHMs, IPOTPECCUPYIOINIECE CHUKEHUE
OB JDK, kIMHUYECKH 3HAYUMBIE< HapylIeHUs cepAeyHoro putma u AB
MPOBOJIUMOCTH, BhicOKkHi puck BCC.
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BBe)IeHI/Ie. (DI/I6pI/IJIJI$IHI/I$[ HpGI[CCpJII/Iﬁ ABJIACTCA OJHMM U3  YaCThIX
OCJI0KHEHUM apTepHaHBHOﬁ TUIICPTCH3UU. Hpoueccm pEMOJCIUPOBAHUA H
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