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ApUTMHYECKHMI CMHIPOM Y JIMII MOJIOIOTO BO3pacTa
C IPOJIATNICOM MUTPAJIBHOIO KJanaHa

CTaBpOI‘IOJ‘leKI/IVI FOCy,D,apCTBeHHbIVI MeOVLIMHCKNA YHUBEPCUTET, CTaBpOI‘lOJ’Ib

Pesiome. Paccmompensl kapouansHbie 1 3KCMPAKapouaibHole Gakmopbl pUcKa pa3eumus apummuii y nayueHmog
€ NPONANCOM MUMPATBHOZ0 KAANAHA. YCMAHO0BIEHO, YO NPOOAEMA HAPYULEHULL CePOEHHO20 PUMMA U NPOBOOUMOCHIU
Y MONIO0bLX NAUUEHINO8 C NEPEUUHbIM NPOJIANCOM MUMPATbHOO KAANAHA AGNACHICA AKMYANIbHOU 6 C8A3U C BbICOKOLL
yacmomoti ecmpeuaemocmu (64,4-90,6%) u pasauunoii npoenocmuueckoli 3nasumocmyio. Kiunuvecku 3nauumoie
apummuy 00HAPYKUBAIOMCA NPEUMYULECINEEHHO 6 X00€ XONMEPOECKO20 MOHUMOPUPOBAHUL JIEKIMPOKAPOUOSDAMMbL, 4
8 pAde Cyuaes — MoabKo NPU YPECRUU4E800HOM INEKMPOPUUONI0UHECKOM Uccaedoganuu. Cmpamugukayus nayuenmos
021 @blOEICHLLSA 2PYNNbL PUCKA NPOSHOCIUMECKI HEONA2ONPUAIMHBIX APUMMULL CIAHOBUIMNCS OCOOEHHO 8AKHOILL C YHEMOM
NPeUMYULECINEEHHO MON00020 803DACMA NAUUEHMO8. UMEHHO HapYUleHUs pUmma U npogoouMOCL ONpedeisom y
3MUX OONbHBIX MAKECHb KIUHUHECKOL KAPMUHbL, KA4eCMBO0 KU3HIL, NPOSHO3 U MpPebyIom peueris 60npoco8 Meouko-
COUUANBHOLL U BOCHHO-6pAMeOHOLL sKcnepmu3bl. [Ipedcmasienst danHble 0 poau MUMPATLHOLL peypeUmanuiL, AHOMAIbHO
PACNOJIOKEHHbIX XOPO, CPYKIMYDHO~DYHKUUOHALBHO20 PeMOOEIUPOBAHUS CepOla, HAPYUEHIT ONUMENbHOCIU UHMEPEana
O-T, no30HUX NOMEHUUATN08 KETYOOUKO8, 8aAPUAOETbHOCU U MYPOYIEHIMHOCIU CEPOEHHO20 PUMMA, OONOJHUMENbHbIX
nymeii nposedenus. Oocyxdaemcs 3HaueHue 8e2emMamugHoLll OUCHYHKUUL, depuUuUma MaeHus, XPOHUYECKUX OHA208
UHGEeKUUU 6 Pa36UMUL KIUHUMECKU 3HAYUMbLX HAPYUEHUIL cepieunoeo pumma u npoeooumocmu. I1pusedenst ceedenus o
BO3MOKHOM YHACUL MONEKY A02C3UU 6 APUMMO2EHE3e NPU NPOIANce MUMpAbHoeo Kaanana. Oxapakmepu3soeaH 6HEULHUL
Oucnaacmu4eckuli eHomun NAyUeHma ¢ NPOIANCOM MUMPATLHOL0 KIANAHA U apUMMU4eckum cundpomom. Opuenmauiis
epaeil Ha CB0eBPEMEHHOE BbIAGNEHIUE KAPOUATbHBIX U SIKCMPAKAPOUATIbHBLX NPOAPUNMOEHHbX PAKINOPOE Y NAUUEHINOE
€ NPONANCOM MUMPATLHOZO KIANAHA NO360UN CBOCEPEMEHHO CHOPMUPOBAINYL SPYNIbL PUCKA NO BO3HUKHOBEHUIO U/UIU
BUOAM aPUIMMULECKUX OCILOKHEHULL.

Knarwueesvie cnosa: nponanc mMumpailbHo2co KianaHa, apummuu, npoapummoeenHole (j)alcmopbt, ducniasus

COeO0UHUMENbHOL MKAHU.

MepBuYHbIN Nponanc mmutpanbHoro knanaHa (MMK),
OMNarHOCTUPYEMbIN 3axokapamorpaduyeckr Nnpm Makcu-
MaJslbHOM CUCTONIMYECKOM CMELLLEHNM CTBOPOK 32 JINHUIO
KOMbLA B NapacTepHaibHOM NPOAOLHOM No3nunmn 6onee
4YeM Ha 2 MM, SIBIIETCH BPOXOEHHbLIM HapyLLEHEM Coean-
HUTenbHOM TkaHu [9, 12]. OnucaHbl BapuaHTbl [MTMK npun
HacneaCcTBEHHbIX 3aBoneBaHusx (cuHapoMbl MapdaHa,
Onepca-[aHno n ap.) n B Ka4eCTBe CaMOCTOATENIbHOIO
OMCNAacTUiYeckoro cmHagpoma. K nocnegHemy OoTHOCATCA
nepBuYHbIN ceMenHbli MK (MIM 157700), nepBuyHbIi
MunkcomaToaHbir MMK (MIM 607829 nnn 610840) 1 cuH-
opom NMMK, onpegensieMblin Npy co4eTaHUM Nponanca
C KJIMHMYECKOW CUMMMNTOMATUKOWN (BeretatuBHaa Anc-
byHKUMS, apTepnanbHas rmnoTeH3uns, opTocTaTmyeckas
HEeLOCTaTOYHOCTb, HApYyLLIEeHUs Cepaoe4yHoro putma u
penonspuaaumn Ha anekTpokapamorpamme — 3KI) [12].

AKTYyanbHOCTb Npobaembl apuTMmuii npu NMK cea3aHa
C BbICOKOW YacTOTOW UX BCTpeyaeMocTu (64,4-90,6%) B
MOJI040OM BO3pacTe U C Pa3NYHON KIMHUYECKOW 3Ha-
yumocTbio [13, 20]. Jons NporHOCTUYECKN 3HAYUMBbIX
HapyLWeHNn pUuTMa U NPOBOAMMOCTU Y MONOAbBIX Nauu-
eHTOoB ¢ [MMK B BuAe Xenyao4koBbIX 9KCTPACUCTON Bbl-
COKUX rpagauuii, NapoKCU3MasbHbIX HAOKENYA04YKOBbIX
1 XXEeNnya04yKOBbIX TAXNAPUTMUIA, aTPUO-BEHTPUKYIAPHBIX
(AB) 6nokap, cmHopomMoB cnabocTu CUHYCOBOrO y3na
(CCCY) n npenBo30yxaeHns Xenyno4ykoB B LESIOM He

npesblwaeT 15-40,6% [1, 14]. BmecTe ¢c Tem cTpatudu-
Kauusa naumeHToB ¢ NMK no aTomy Nnpmn3Haky CTAaHOBUTCS
0COBEHHO BaXXHOW: UMEHHO HapPYLLUEHWS pUTMa 1 MPOBO-
OMMOCTU ONpeaenstoT TAXECTb KIMHNYECKOM KapTUHbI,
Ka4yeCTBO XM3HU, MPOrHO3 1 peLleHne BONpoCcoOB Me-
OMKO-CcoLUManbHON U BOEHHO-BpayeOHO aKCnepTu3hl,
npodeccmnoHanbHom opmeHTaumm [21]. B cBA3u ¢ aTum
KJIMHUKO-NATOreHeTUYECKNIA aHanm3 apuTMnUY4ecKkoro
cuHgpoma y monoabix nauneHtoB ¢ NMMK npepctaBngaet
HECOMHEHHbIV MPaKTUYeCKU MHTEPEC.

XapakrepucTtvka apuTMmn4eckoro cuHapomMa. Egnnas
TOYKa 3PEHMS O HaCTOTE HAPYLLUEHUI CEPAEYHOr0 puTMmMa
B Pa3HbIX BO3PAaCTHbIX rpynnax naumeHTos ¢ [MTMK otcyT-
cTByeT. M. Hayakawa n coaBT. [34] coobLuanu 0 MeHbLLEM
MPOLLEHTE BbISIBEHNSA XEY004KOBbIX 3KCTPACUCTON Bbl-
Cokmx rpagaumnin y naumentos ¢ NMK B Bo3pacTte 15-17
NIeT NO CpaBHEHUIO ¢ 60NbHbIMYK BoNee cTapLIero Bo3pac-
Ta. [lpyrve aBTopbl HE OTMEYalT PasNnynii B HacToTe U
TSXXECTU XENYA04KOBbIX aPUTMUM B Pa3HbIX BO3PACTHbIX
rpynnax NMMK [20]. YcTaHoBneHo, 4To y 54,4% naumeH-
TOB MaHudecTaums apuTMMUYeckoro cuHapomMa obina B
noapoCcTKOBOM BO3pacTe, ogHako B 18,9% HabnioaeHnin
nebloT apuTMNYECKOro CUHAPOMa 3aperncTpmMpoBaH B
BO3pacTHOM ananasoHe 18-26 net [15].

XontepoBckoe MoHuTopupoBaHue y 113 naumeHToB
¢ NMK poctoepHo (p<0,05) yalue, 4em IKI nokos, Bbl-
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SABNSNO 3NM304bl CUHYCOBOM Taxmkapaum (22,1 n 5,3%
COOTBETCTBEHHO), cuHycoson aputmuu (50,4 n 0%),
MUrpaumn BoauTens putMa no npencepausm (47,8 n
16,8%); 0AMHOYHYIO, B TOM Yucne napHyto (56,6 n 0%),
rpynnosyto (30,9 n 0%) Hagkenyo04KOBYHO SKCTPaCUCTO-
JNINI0; NAPOKCU3MASTbHYIO HAXKENYO04YKOBYIO TaXMKapanio
(231 0%); oaMHo4HYtO, B TOM Yncne vYactyio (18,6 n 0%),
napHyto (30,1 1 0%), rpynnosyto (15,9 n 0%) xenynou-
KOBYIO 9KCTPACUCTOINIO; HAPYLUEHWS CUHOATPUANIbHOrO
(CA) (13 n 0%) n AB-npoeeneHus (14,2 n 0%); naysbl
acuctonum 6onee 2,5 ¢. (11,5 n 0%). MNporHocTuyeckn
3HaYMMble apPUTMUM OOHAPYXNBANNCh UCKTIOUNTENBHO
B XO€e XONTEePOBCKOro MOHMTOPUpPOBaHusa [15, 22], Ha
4yTO ObII0 O6paLLEHO BHMMaHME B paHee BbINOIHEHHbIX
paboTtax [9, 23].

AnekTpoduamonormnyeckun y 6onbHbix NMMVK sepmndu-
LMPYIOTCH BEretatmBHast ANCPYHKLNS CUHYCOBOIO y3na
(11,5%), BeretatnBHasa ancoyHkums CA-npoBeaeHns
(12,4 %), CCCY (2,7%), cungpom Bonbda — MNMapkmnHcoHa
—Yainta (WPW) (9,7%), cuHgpom Knepka — Jlesu — Kpute-
cko (1,8 %), BeretatmBHas ancdyHkuma AB-nposeneHns
(8,8%), anyannam AB-coeamHenmns (4,4%) [15].

Takum obpasom, amanasoH aputmuii npm NMK oT-
nnyaeTcs pa3Hoo6pa3neM 1 BbI3bIBAET HEOOXOANMOCTb
MCNONb30BaHUS BCEX METOA0B AVNArHOCTUKN, BKIIOYast
ypecnmeBOgHOE 3NeKTPODU3NONOrNYeCcKoe nccne-
[OBaHue.

KapawanbHbie n 9KCTpakapaunasibHble npoapuTMo-
reHHbIe pakTopbl. BOSHMKHOBEHMIO HAPYLLUEHUI cepaey-
HOro putMa u nposogmmocTy npu NMMK cnocobcTByioT
«MexaHunyeckasi CTUMynsaLns» TPUIrePHON akTUBHOCTM
npu peryprutaumm Ha nponabnpoBaHHOM KianaHe;
coYeTaHMe C aHOMaslbHO PACMOMOXEHHBIMU XOpAAMU
(APX); pemogenupoBaHue cepaua v aHgoTenmasnbHas
ONCOYHKUMS; yonHeHne/ykopodeHne nHtepsana Q-T,
nosaHve NoTeHUManbl Xenya04KkoB, HU3K1e Bapuaderb-
HOCTb 1 TYPOYNEHTHOCTb CEPAEYHOI0 PUTMA; HapyLLEeHWe
npoBeaeHNs MMMyJbca NPy CUHAPOMaXx NpenBo3oyxae-
HUS N PaHHEN penonapuaaunmn Xenyaodykos; aedbuunt
MarHus; BeretaTtuBHas AUCHYHKLNS, XPOHUYECKME O4aru
MHpeKUUn.

C n3MeHeHneM 91eKTPUHECKOM akTUBHOCTU KIETOK
NIeBOro npeacepans n3-3a pasgpaxeHus B nepuop, cu-
CTOJIbl NPONabMpPYIOLLEN CTBOPKOM MUTPANbHOIO KanaHa
n/Mnn CTPyEN MUTPanNbHOM peryprutaunm CBsa3biBaloT
BO3HMKHOBEHME HaOXXeNyn04KoBbIX akcTpacucTon [13].
YMepeHHasa 1 TaxXenaa MuTpanbHas peryprutaums cny-
XUT HE3ABUCUMbIM NPEJNKTOPOM BO3HUKHOBEHUS Y
CNOXHbIX XEeNya04KOBbIX HapyLweHun putma [41]. Poct
CTEMNEHUN MUTPANIbHOW peryprutauym oT MUHUMasbHOMN
00 BelpaxeHHoW B 50—100 pas nosblLwan YACo ciyyaeB
apuTMmmnyeckoro cuHgpoma ot 1,9 oo 190 B rog Ha 10000
nauneHToB c NMMK [4].

J.F. Avierinos et al. [26] He oTMe4atoT NpsiMoi CBA3MU
HaNM4us (BbIP@XEHHOCTN) peryprutauum c npucyTcTBm-
€M 1/VUNn xapakTepoM HapyLleHnn putma cepgua. Tak,
YyacToTa MUTPANIbHONM peryprutauum | ctenenn B rpynnax
NMMK ¢ aputmumen n 6e3 TakoBoW cocTaBuia COOTBET-
cTBeHHO 43,1 n 48,5% (p>0,05), Il ctenexn — 56,9 n

51,5% (p>0,05), TOo ecTb 3aBUCMMOCTN BO3HMKHOBEHUS
apuUTMUIA OT MUTPaNbHONM peryprutaumm (B npeaenax ner-
KOW NN YMEPEHHON) HE Onpeaensanock. B cBa3u ¢ aTum
OTCYTCTBME MUTPaNbHOW peryprutaymm HeBO3MOXHO
MCMNONb30BaTb B KAYECTBE HAAEXHOIO NPeanKTopa H1U3-
KOro pucka passuTtns apuTMuni. He 66110 yCTaHOBIEHO U
B3aVMOCBSI31 Takoro «00bLoro» daktopa pucka pas-
BUTUSA CEPAEYHO-COCYAMUCTLIX OCNOXHEHUN npu NMMK,
Kak MUTpanbHasa peryprutaums ll ctTeneHn ¢ xapakTepom
HapyLlueHn cepaevHoro putma [15].

OTuK OaHHble nepeknukarTcsa ¢ nHdopmaumnen ob
OTCYTCTBUN 3DPEKTUBHOCTM MAACTUKU NN NPOTEIN-
pPOBaHMA MUTPANIbHOrO KnarnaHa OJsi CHUXEHUs pucka
BHE3anHom cepaeydHor cmepTtn y nauneHToB ¢ NMMK, Bbi-
PaXeHHOW MUTPanbHOW peryprutaymen n cepbE3HbIMU
Xenyoo4koBbiMy aputmmamm (knacc lib, yposeHb goka-
3aTtenbHocTu C) [24]. D. Corrado et al. [30] coobwanu,
41Oy 60MbLUMHCTBA BHE3ANHO yMepLumx ¢ MK monoabix
noaen 3HaYMMOn MUTPaNbHOM peryprutaumm He 6bio.

B 93,4 % HabnogeHnii nponancy MuTpanbHOro kna-
naHa conytcTBoBanu APX 1 aHomarsbHble Tpadekynbl [18].
Mo obLeMy MHEHUIO, apUTMOreHHbIM BapUaHTOM SIBNSI-
IOTCH MHOXECTBEHHbIE, NPOoAOoSIbHblE N Ha3anbHO-ana-
roHasbHble XOpAbl. Tak, YacToTa Xenya04kOBOW 3KCTpa-
cucTonum gocturana 46% y naumMeHToB C NPOAOSIbHbIMU
APX, B TO BpeMS Kak Npv AyiarOHasIbHbIX M MOMEPEYHbIX HE
npesbiwana 29 u 25% cooTBETCTBEHHO. DNeKTpopn3mno-
JNIOrMYeckne NCCneaoBaHns Nokasanu BbiICOKYIO BEPOAT-
HOCTb PasBUTUA NAPOKCU3MasIbHbIX HAOXKEeNy404YKOBbIX
Taxukapanii, nbpunnaummn u TpenetTaHusa npeacepavn,
B TOM YUMCHE C y4aCTUEM AOMONHUTESbHbIX NYTEN Npo-
BeOEeHMS, Y NaUMEHTOB C ToUYkamMum npukpenneHns APX K
6a3anbHOI YacTu MeXoKenynoykoBor neperopoaxu [3].
APX nHorga paccmaTpmBatoT Kak ONOJIHUTESbHbIE MYTH
npoBeaeHns BO30YXAEHUS, COAepKaLLme B cebe BOTOKHA
[MypKnHbe, 4TO NPUBOAUT K BOBMOXHOMY paccoriacoBa-
HWIO BpEMEHW BO30YXXAEHUSI Pa3fINYHbIX OTAENOB JIEBOrO
Xenynoyka v cnocobCTByeT BO3HMKHOBEHMIO XXenya04Ko-
BbIX apuTmunii [3, 20].

Opyrum obcyxgaeMblM MeEXaHU3MOM apUTMUIA SB-
N9eTca NSMEHEHME 3N1EKTPOPUNINONOrN4eCcKnX CBOMCTB
rnazKoMbILLEYHbIX KNEeTOK 13-3a aedopmMaumm noaocTtu
JIEBOrO Xenyaoyka n epnbposa xopa nog BO3AENCTBMEM
TYpOYyNEeHTHOro BHYTPUCEPOEYHOrO KPpOBOTOKA. [1O-
ABNEHUIO TYPOYNEHTHOCTM NPU 3TOM cnocobCcTByeT
aHoMasibHOEe pacnonoXeHne xopa, KoTopble, COeANHNANA
cBOOOAHbIE CTEHKW JIEBOI0 Xeyao4uka, HapyLuatoT naMu-
HapHbIN TOK KPOBM [3].

M3BecTHO, 4TO peMoaenmpoBaHmne mmokapaay 60sb-
HbIX MK MoXeT 6bITb 06yCNOBNEHO HAacNeaCTBEHHbLIMM
dakTopamun. feHeTNYeCKN [ETEPMUHMPOBAHHOE CO-
€OVHUTENIbHOTKAHHOE PEMOAENMPOBAHME KNAMNaHHOro
annaparta cepaua (nponanc KnanaHoB) UV OTAENbHbIX
kamep (aedopmaumsa 3a CY4ET aHOMASbHbIX XOp4) A0-
BOJIbHO 4aCTO ABASETCS NPUYNHON NENCMEKEPHOI aKTun-
BaALMM UM SNEKTPOreHeTUYECKNX MeXaHN3MOB re-entry.
Mpwn NMMK ¢ Bblpa)XeHHOW peryprutaunen popmmpyeTtcs
nepepacTsXeHne NeBoro npencepans — ycnosme ansg
9HAOrEHHbIX 3NEKTPOPU3NONOTNMYECKNX MEXAHN3MOB CY-
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NMPaBEHTPUKYIISPHbBIX apUTMUIA. 3anyckaTb aHOMasbHY0
AKTUBHOCTb MOXET HaTsbkeHne APX B no3gHen anacrtorne.
OTMeY€eHO, Y4TO NPU N30SIMPOBAHHbLIX MasblX aHOMaINAX
cepaua apuTMun permctpupytotea 'y 21,7% naymeHTos,
npuv Hanudnm apyx — y 33,3%, Tpéx n 6onee — B 50%
cny4yaes [23].

YctaHoBneHo, 4toy 113 naumenTos ¢ MK n aputmmn-
4YeCKUM CUHOPOMOM MMENIN MECTO AOCTOBEPHO Bonee
BbICOKME, YEM B KOHTPOJIE, Pa3Mep NeBOro npeacepams
(3,3+0,3 n 3,1%£0,2 cM COOTBETCTBEHHO), KOHEYHbIN
cucTonuyecknin paamep nesoro xenypoyka (3,1+0,3 n
2,7%0,1 c™m), TONWWHY 3aHEN CTEHKM IEBOIO XENyao4yka
(8,3%0,9 n 7,4%+0,3 cm) n 6onee HU3KYO dpakLMO Bbl-
6poca neeoro xenyanoyka (65,9+3,2 n 68,4+2,1 %), uto
cBMOETENbCTBYET 06 OTHOCUTENbHOM MMNepPdYHKLMM MU~
okapaa IeBOro Xesnynoyka u ero o6bEMHOM neperpyske,
00yCOBIEHHON, BEPOSITHO, MUTPAJIbHOW peryprutaumen
[15]. ConocTtaBuMble gaHHble nonyyeHsl A.H. 3akmposoi
v ap. [5] npu oueHKe BHYTPUCEPLEYHON rEMOAVHAMUKMA
y naumeHToB ¢ NMMK 1 HapyLleHnsaIMn cepaeyHoro putma.
O6HapyxeHo yBenyeHne nHaekca o6beEma neBoro npes-
cepams, 06bEMa MUTPaAJSIbHOW peryprutaummn, nHaeKca
KOHEYHOro AMacToIMYeckoro o6bLEmMa IEBOr0 XenyaouKka,
TOJILLMHBI MEXOKENYA04YKOBOW MEPErOPOAKM U 3aaHEN
CTEHKM NEBOr0 Xenyaoyka, MHaekca Maccbl Mnokapaa
NIEBOrO0 Xenyaouka.

Hanbonee cepbEé3Hble BapnaHTbl HApYLLUEHWI cep-
[E4YHOro puTmMa — NOAMTOMNHAas 1 rpynnoBas 3KCTpacu-
cTonua, dGmbpunnauna npencepann, XXenyno4ykosas
Taxnkapamsa — oOblHHO OOHapPYXMBaNNCb Y BONbHBLIX C
TAXENON MUTPANbHONW peryprutaumen u gunataumen
neBbIX OTAENO0B cepua [9], oaHaKo Koppenaums Mexay
6a30BbIMU CTPYKTYPHO-(PYHKLMOHANIbHBIMUY NoKa3aTte-
NMU axokapauorpadun n xapakTepom apuTMmMH4eCKoro
cuHAapoMma BeisiBnisinack He Bceraa [15]. Takmm o6pasom,
BbIPXXEHHOCTb CTPYKTYPHbLIX USMEHEHMIN MMOKapAa NMLb
0TYaCTM MOXET ObITb 0ObACHEHA C MO3ULINN YBENNYEHUS
reMoaviHaMmn4yeckom Harpy3ku BCAEACTBUE KNarnaHHOM
peryprutaumn [10].

B03MOXHO, BAMgHME Ancnnas3nm CoeguHUTENbHON
TKaHW — naTtoreHeTnyeckom ocHosbl NMMK — Ha pas-
BUTUE PEMOLENNPOBAHNA Cepala 1 4acToTy apuUTMui
MOXET peannM3oBaTbCsl Yepes3 HapyLlleHne MeTabonmns-
Ma Muokapga. Kackag BMoxmmMmnyecknx MexaHnmsmos,
CNoCcoOBCTBYIOLLMX HAKOMIEHUIO NMPOTEOTINKAHOB "
rMUKO3aMUHOMTMKAHOB B 9KCTPaLLEUIIOISIPHOM MaTpUK-
ce, NpMBOAUT K CTPYKTYPHOW NepecTponke Mmmokapaa.
MmetoTcs coOBLLEHNS O NONOXMUTENBHOW KOppenaunmn
MapHOM XeNya04KOBOM SKCTPACUCTOINN C CbIBOPOTOYHOM
KOHLUEeHTpauue npodmnbpoTmnyieckoro xemokmHa MCP-1
y 60nbHbIX MMK [10]. MNpr BLINOAHEHWM MAarHUTHO-PE30-
HaHcHoM ToMmorpadum cepaua 'y 63% naumeHTos ¢ [MMK
0BOHapy>XeHO No3gHee HaKoMnJeHne ragovHNG B nanui-
NISPHBIX MbIWLAX, 4TO ABASETCS NpuM3HakomM ¢unbpoaa,
npencTaBnaoLWero cobon naeanbHblii apUTMOTEHHbIN
cybcTpart. lNosgHee HakoneHMe ragonvHmS B NanUansip-
HbIX MbILLLLAX YaLlle BCTPeYanoChb B NOArpynne naumneHToB
c NMMK 1 CNOXHbIMUW Xenya04KOBbIMU HaPYLLUEHUAMU
putma [33].

OnHamuka knHmnyeckmx nposisneHnin NMKy monogpix
nauMeHToB B TedeHne 9—16 neT nokasasna nporpeccupy-
IOLLLEE TEYEHME C PEMOOENMPOBAHMEM KaMep cepaua,
YBEJIMYEHUNEM HACTOThIl U CNIOXXHOCTM apuTMuii [16]. Bol-
CKasaHO MHeHMe, 4TO B MpoLecce peMoaeIMpoBaHnA
Munokapga npuHUMaeT y4acTue MHOXECTBO B6enKOBbIX
cybcTaHuui (ropMoHoOB, GPEepMEHTOB, PELLENTOPOB,
daKkTopOB pPOCTa, BHYTPUKIETOYHbIX MOCPELHMKOB),
AKTUBHOCTb KOTOPbIX MOXET OblTb reHeTUYEeCKN OeTep-
MWHUPOBaHa [6]. BansaHmne HacneoCTBEHHbIX HAPYLUEHWN
COEONHUTENBHOW TKaHW Ha PEMOAENNPOBAHME cepaua
M 4acTOTYy apuUTMUIA MOXET peann3oBaTbCs Yepes Ha-
pylieHre meTabonmsamMa Mmokapaa, KoTopoe CBA3aHO
CO CBOWMCTBEHHbIM COEAVIHUTENbHOTKAHHOM ANCMIa3nmn
HapyLleHMEM MeXKNIeTOYHbIX B3anMmoaeincTeuii [6].
CyLeCcTBEHHO, YTO MOBbILIEHWE MIA3MEHHbIX YPOBHEN
Mosekynbl MexkneTodHon agresum 1 tuna (ICAM-1) n
cocyamcTon monekynol agre3vn 1 tuna (VCAM-1) 6bi10
3aPUKCMPOBAHO TONbKO Y 60MbHbIX NMMK npu Hannunm
apuTMunyeckoro cuHgpoma [18]. B aToih cBs3u 3acnyxu-
BalOT BHUMaHMS OaHHble 00 OnpeaensitolemM 3HaYeHm
MoneKkyn aaresum B apuTMoreHese, nosly4eHHble npe-
MMYLLLECTBEHHO B aKcrnepumeHTe [38], n ceeneHus o
pacTtBopuMbIx ICAM-1 n VCAM-1 B kayeCcTBe MapkEPOB
9HAOTENNANBHOM ONCEYHKLMN — NPU TOM YTO POJib 9H-
LOTENVANbHOrO NOBPEXAEHNS B MATOrEHE3E HEKOTOPbIX
apuUTMUIA cYUTaeTCs AokasaHHoM [42].

CnepoBaTtenbHO, GopMUpoBaHne apuTMmMYecKoro
cuHapoma 'y monoabix naumeHToB ¢ [NMMK conpsxeHo He
TOJIbKO CO CTPYKTYPHO-(PYHKLMOHANbHBbIMW OCOOEHHO-
CTAMM Cepaua, HO U C COCTOAHMEM 3HOoTenus. BnonHe
BEPOSTHO, 4TO nexawas B ocHoe NMMK coeanHutenb-
HOTKaHHas AMCNAa3nsa co CBOMCTBEHHLIMU €l MHOXe-
CTBEHHbIMUW MOJIEKYNSPHBIMY AedekTaMn KOMMIOHEHTOB
COEOVHUTENBHOM TKaHU 1 (PEPMEHTOB, YHaCTBYIOLLMX B
nx 6uocuHTE3e 1 GubpunnoreHese, npegonpenenser
peEMOAENVPOBaHNE MUOKapAa, HapyLleHne SHAO0TENN-
anbHOW OYHKLMN U B LLESIOM NPOLLECC CTAHOBNEHUS U
NpPoOrpeccnpoBaHns 3NIEKTPUYECKON HeCTabUNbHOCTU
Muokapaa.

Y 37% naumeHToB ¢ nepBuyHbiM NMMK pernctpupy-
I0TCS HapyLeHns paMTenbHoCcTn nHTepeana Q-T. Mpwu
9TOM B OOJIbLUMHCTBE Cly4aeB yOJIMHEHME/YKOPOYEHME
MHTEpBana npotekaeT 6eccnumnTomMHo. MNpeobnagaHve
6eccuHKkonanbHbIX GOPM YOIMHEHUS/YKOPOYEHUS UH-
TepBana Q-T aBngeTcs, N0-BUANMOMY, OLHON N3 NPUYUH
BbICOKOW YacTOThbl BNEPBbIE BEPUDULIMPOBAHHbIX ClTyYaeB
€ro OTKJIOHEHUS. HacToTa NaTonorMyeckoro nHTepeana
Q-T cywecTBEHHO BO3pacTaeT B Cly4yasx MUKCOMa-
TO3HOW AereHepauum CTBOPOK MUTPASIbHOrO KianaHa
(66,7%) Nno cpaBHEHWUIO C OTCYTCTBMEM MMKCOMAaTO3a
(16,7%, p=0,027). MukcomaTtoadHasa gereHepaums NMMVK
MMEET TakXXe NPOrHOCTUYECKYIO 3HAYMMOCTb B OTHOLLE-
HUW HapyLUeHNn pnnTenbHocTM nHTepeana Q-T (OP 3,79;
95% AW 1,2-11,8), Toroa kak ansa NMVIK 6e3 mnkcomaTosa
CTBOPOK NMoaobHOM B3anMOCBSA3WN He ycTaHoBeHo (OP
0,29; 95% AN 0,1-1,4) [19].

PacnpocTpaHEHHOCTb HapyLleHUn NMPOLAOSIKNTENb-
HocTu uHTepBana Q-T y naumeHToB ¢ NMMK MOXHO 06b-
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SICHUTb HECKOJTbKUMW NpuynHamMn. Bo-nepsbix, natono-
rMein MOHHbIX KaHaNoB: HAaCNeACTBEHHbIE KaHanonaTum,
NPOSIBNSIOWLMECS CUHAPOMAMU YASIMHEHHOIO NN YKOPO-
4yeHHoro nHtepsana Q-T, B onpenenéHHon Mepe Takxe
ABNAOTCA BHYTPMCEPAEYHBIMU aHOMANUAMUN. 10 MHEHMIO
B.M. flkoBneBa n gp. [23], reHeTnyeckas 4eTepMUHn-
POBAHHOCTb 9IEKTPOreHes3a HapyLLleHUn cepaeyHoro
puTMa 1 NPOBOAMMOCTU NMPU COeANHUTENIbHOTKAHHOM
avncnnasum cepaua Urpaet posib NEPBUYHON NMPUYNHBI
1 HeobX0AMMOro YCNOBUS Pa3BUTUS HECOBEPLLEHHOro
anekTpodu3nonormyeckoro npouecca. Bo-BTopbix, Ha-
nyremM Mop@donorn4eckmx N3MeHeHn cepaua B Buae
NMMK, cnocobCTBYIOWNX PEMOAENNPOBAHNIO CEPALA,
MEXTKaHEBON aCUMMETPUN, HEPABHOMEPHOMY MpPO-
BEOEHMIO UMMNYNbCa, MOSBAEHMIO PAHHUX WU NO3OHUX
NOCTAENONAPU3ALNIA U, B-TPETbUX, FEHETUYECKN NPeao-
npeaenéHHbIM 4epUUNTOM MarHus.

B nocnegHue roabl ons BbIBAEHUS NALMEHTOB,
NPeapPacnoioXeHHbIX K XXenya04KoBbIM apUTMUSM, UC-
nonb3dyetcs OKI BbLICOKOro pas3peLlueHunsi, Npu BbINos-
HEeHUN KOTOPOro Y BOJIbHbIX C COeAVNHUTENbHOTKAHHOW
aucnnasuen cepaua nos3gHve NoTeHumanbl Xenyao4koB
PErNCTPUPYIOTCA 3HAYUTENBHO Yalle, YEM Y 3[40POBbIX
nogen (24-62,9% n 2,6—-5% cooteeTctBeHHO) [8, 39]. MNpwn
HaIM4YMM NO3OHMX NOTEHUMaNoB y naumeHTos ¢ NMMK 6onee
4acTO BbISIBNAOTCS XeyA04KOBbIE 3KCTPACUCTOJSIbl, B TOM
4yncne BbICOKNX Fpagaumii, HeyCTOMYMBas NapoKCcn3malsib-
Hasi Xenyao4koBad Taxmkapams, CoHeTaHme Xenyao4KOBOM
3KCTPACUCTONNU N XENYA04KOBOW Taxnkapaum [8, 43].

CuuTaloT, 4TO NPOBEAEHME aHaNM3a BapmabenbHOCTH
CepAeYyHoro putma nokasaHo 6onbHbIM MNMMK ¢ uenbio
onpeneneHnsa oCobeHHOCTEN BEreTaTMBHOIo roMeocTa-
3a, BNMSIOLLErr0 Ha XapakTep HapyLLIEHW pUuTMa cepaua.
MmeloTca faHHble 0 HU3KOM BaprabenbHOCTY CepaeyHHOoro
puTMa, TO ecTb 0 npeobnagaHnm agpeHeprn4eckon ak-
TUBHOCTM Yy Monoabix naumeHToB ¢ NMK, yTto aensetcs
CBUAOETENLCTBOM BbICOKOIO p1CKa pasBuTUS MPOrHOCTU-
yeckn 3Ha4YMMbIX apuTtmuii [20, 43].

TypOyneHTHOCTb CEPAEYHOIr0 PUTMA, XapakTepuayto-
Las KpaTKOBPEMEHHbIe konebaHns OnHbI CUHYCOBOIro
umkKna, cnenyloLume nocne Xenyno4koBonm aKcTpacu-
CTONINU, OLIEHMBAET BarycHble BANSHUS NOA00HO 6apo-
pednekTtopHoi yyBcTBMUTENBHOCTU. H. Gunduz et al. [31]
yKasbIBalOT HA CHUXEHHYIO TYPOY/IEHTHOCTb CEPAEYHOrO
putma y naumneHtoB ¢ NMMK, ogHako H.Y. Chen [29] He
yOanoch BbISBUTL Y 60J1bHbIX NMMK B3aMMoCBA3u mexay
TYPOYNEHTHOCTbIO CEPAEYHOIr0 PUTMa U XKENyA04KOBbIMU
apUTMUSAMMU.

Taknum 06pa3om, yanMHeHne/yKopoYeHne nHrepeana
Q-T, HanM4Me NO3OHUX NOTEHLMASIOB XEeyA04KOB, HU3-
Kyt0 BaprabenbHOCTb M MaToI0rM4eckyio TypOyneHTHOCTb
CepaeyHoro putMma cnenyeT Ucnonb30BaTbh B Ka4eCTBE
[OMONIHNTENbHBIX NPEANKTOPOB NPOAPUTMOreHHON aK-
TUBHOCTM M1okapaa y Mmonogbix nauneHtos ¢ NMK.

Y 60nbHbIX NMMK gononHUTENbHbIE NYTU MPOBEAEHNS
obHapyxwuBatoTca B 8,3-32,5% cnyyaeB, 4To B 3 pasa
yaule, 4em B 06Len nonynaumn [15, 20]. CoobLiaeTcs,
yT1o cuHgpom WPW saBnsetcsa $akTopoMm, NOBbILLAKLLAM
npu NMMK puck BHe3anHo cmepTn [35, 36].

[MnoTesa B3anMOCBA3N MexXay CUHAPOMamMuM npea-
BO30OYXXOEHUS XENyA04KOB N NErkKMMU popmMamm reHe-
panM3oBaHHOro 3aboneBaHns COeANHUTENIbHOM TKaHW
OCHOBbIBAETCS HAa NAaTOreHeTU4eckor 6IM30CTHN NPOoLLEC-
coB, npuBogAWmMx 1 k NMMK, 1 Kk aHoManMamMmn NPOBOASILLIEN
CUCTEMbI KaK aedekTam pasBUTUS PasiyHbIX CTPYKTYP
cepaua B nepmog aMOpnoHanbLHOro opraHoreHesa [17].
CunTaetcs, YTO BO3HMKHOBEHME AOMNOJHUTENBHbIX aTPUO-
BEHTPUKYJIAPHbIX COEAMHEHWNIA CBSI3aHO C NEPUOAOM 06-
pa30BaHus aTPMOBEHTPUKYNSPHbIX GUOPO3HLIX KoseL,. B
pesynbrate HapyLleHnsa nx GopM1MpoBaHNS y B3POCIIOro
cybbekTa COXPaHATCSA MbllLEeYHbIe BONOKHA, Coean-
HAOLWME Npeacepavs 1 Xenyao4km TONMbKO Ha paHHUX
cTaguax ambpuroreHesa. OHM COCTaBNSAIOT aHAaTOMUYe-
CKYIO OCHOBY AOMOJIHUTESNIbHBIX aTPUOBEHTPUKYNSPHBIX
coegnHeHni [32].

BbisBneHo Takxe vyactoe codetaHme NMMK n APX ¢
anekTpokapauorpapuyeckum CMHOPOMOM PaHHEN pe-
nonspusaumm xenyno4ykos. Mpu codetanHum NMMK n cuH-
ApomMa paHHe penonsapuaaLmm XXenyaoykoB HapyLLIeHNs
cepaeyHoro putMa BbisensitoTcsa B 92,3% cny4yaes [3, 20].

B uenom cuHapombl NpenBo30yXaeHNs U paHHen
penonapmsaummn Xenyaoykos 4OCTATOYHO 4aCTO CO-
nytcTBytoT NMK, 4TO cnenyeT yyuTbiBaTh B NporpamMmme
amarHoctnyeckoro obcnenoBaHUs AaHHOM KaTeropum
NaLneHTOB.

C yyeToM dakTa npsiMoro y4acTmsi MOHOB MarHusl B
npoueccax konnareHoobpa3oBaHus npegnonaraeTcs
naToreHeTnyeckas posb geduumta MarHus B passmutum
MMK [12]. MarHnin perynmpyeT KasmeBble 1 KasbLMEBbIE
VOHHbIE KaHasbl, KOTOPbIE OTBE4YaloT 3a NPOLLECChl BO3-
OyXOEHNSA-TOPMOXEHWNS KAPAMOMUOLIMTOB M BXKHbIX A5
CoKpalLLleHMs M1okapaa 6eKoB, K YACIY KOTOPbIX OTHOCAT-
CSl Npexze BCEro 3aBMCUMbIe OT afeHO3nHTpudocdaTa
BbINPSMUTESNbHBIE KaJIMEBbLIE KaHasbl, y4aCTBYIOLIVE B
CO30aHUM OENCTBYIOWEro noteHyyana. Perynauma Bo3-
OyOVIMOCTUN HEPBHBIX N MbILLIEYHbIX TKAHENn NPOUCXOANT
yepes «BbINPSAMUTENbHBIN 3 dekT» (T.€. NyTEM yBENU-
YyeHus nputoka K* BHYTpb KNEeTOK), KOTOPbIM OCHOBaH Ha
onokupoaHun Mg?* TpaHcnopTta K* 13 kneTtku. 3aBucu-
MbIi OT Mg Kanuii-aktmBmpyembiri kKaHan A1 KOHTponMpyeT
COKpaLleHMe rMaaknx MblllL, Mpu BbICOKOM ypoBHe Ca?*.
Mpn HepocTaTke Mg akTMBHOCTL 3TUX 6E/IKOB HapyLLAeTCs,
KapaMOMUOLMTEI CTAHOBATCS CBEPXBO30YAVMbBIMU, YTO U
CTUMYNNPYET PasBUTUE HapyLLEHUI puTMa cepaua. Kpome
TOro, neduumT Mg cnocobCTBYET HApPYLLEHWIO FOMeocTasa
Kanma B Kapamo-MnuouuTtax 3a CHET USMEHEHUS aKTUB-
HOCTU TEX XE€ KaJIMEBbIX BbINPAMAAOLLMX KaHanos, Na+/
K*-ATd-a3 n ap. [2]. YcTaHOBNEHO, 4TO AePULT MarHUS
CNocobCTBYET NOSABIEHMIO MPEVNMYLLECTBEHHO Xeya04-
KOBbIX apuUTMuiA y naumeHToB ¢ NMMK [11, 27].

CooTBeTCTBEHHO BOCMOIHEHWE AedurumTa Mg HopMma-
NN3yeT YPOBHU Kanns 1 aKTUBHOCTb BCEX MEPEYMCIIEHHbIX
BbilLe OenkoB, 4TO N CrnocoOCTBYET CHUXEHUIO pucka
BO3HMKHOBEHNSA apuUTMUIA. BnaronpusatHein addekT neye-
Hua marHmem npu NMK gan ocHoBaHWe pekoMeHaoBaThb
npenapatbl MarH1s He TONIbKO B KA4eCTBE CTUMYIATOPOB
KonnareHoobpa3oBaHus, HO U s NIeYeHUss apuTMuUYe-
ckoro cuHgpoma [9, 12].
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B reHese HapyweHun putma n NPOBOANMOCTU Y
6onbHbix MMK BeayLLyo pofib UrpaeT U BereTatMBHas
OMNCOYHKUMS, ABNSIOLLAACS, KaK nonaratoT, 001mMraTHbIM
NPOosiIBNEHNEM COEOVHUTENBbHOTKaAHHOM ancnnasum [20].
Y 6onblumHcTBa NauneHTos ¢ NMK BbiaBnseTcs cumna-
TUKOTOHUSA, pexe BCTPEeYalTCsa CMeLlaHHble GOopMbl,
penko — BarotoHus [20, 37]. BbicOkuiA TOHYC cumnaTtum-
4eckOro 1 napacumnaTnyeckoro 3BEHbEB PErynaunm
y NauMeHTOB C AUCNNAa3ueENn COeaNHUTENbHON TKaHN
XapakTepeH 419 HAAXKEeNyA04YKOBOM 3KCTPACUCTONMN, a
MOBbILLEHHbI CUMMNATUYECKNI TOHYC C HEAOCTAaTOYHbIM
napacumMnaTU4eCKumM BANSHUEM — ONSA XENYyA04YKOBbIX
3KTOMNYECKNX PUTMOB. [pn 3TOM Hanbonee BblpakeHHbI
BeretaTuBHbI ancbanaHc Habnwaancsa y naumeHToB C
XEeNnyno4yKOBOM 9KCTPACUCTONMMEN BbICOKUX rpagaumn
[11]. OTpaxkeHneM U36bITOYHbIX CUMMNATUHECKUX BINAHNIA
CUYMTaAETCH U HaCTO perncTpupyemasa y naumeHTos ¢ NMK
cuHycoBas Taxmkapaus [13]. O 3Haunmor ponu BereTta-
TUBHOW OUCOYHKLMN B PA3BUTUN HAPYLLEHNI CEPAEYHOro
putmMa n nposogmumocTtn npu NMMK ceBmnaeTenbCTBYIOT 1
[JaHHbIE O HANTIMYNW BEFETATMBHOMO XapakTepa HapyLLEeHNR
y abCcoNoTHOro 60JbLMHCTBA 6OJIbHBIX C ANCHYHKLMNEN
cuHycoBoro yana n/unn CA-nposeaeHuns, AB-yana n AB-
nposeneHus [15].

CKNOHHOCTb onpeaeneHHon Yyactn 60nbHbix NMMK k
XPOHNYECKMM MHPEKUMOHHLIM 3a00/1eBaHNAM CBS3bI-
BaAlOT B TOM YMCJIE C KOHCTUTYLMIOHANIbHO-AETEPMUHNPO-
BaHHbIMW HaPYLLEHMSAMN UMTOKMHOBOI O 6anaHca, B 4acT-
HOCTM C HEeAOCTaTOYHOCTbIO MPOAYKLNU MHTEPDEPOHA-Y
1 dakTopa Hekposa onyxonu a [1]. YcTaHOBNEHO, 4TO
XpPOHMYyeckme ovarn MHOEKUMN (TOH3UNUT, raiMopuT,
OPOHXUT) KaK MOTEHLMaNbHO NPOAPUTMOreHHble dak-
TOpbl OOCTOBEPHO Yawe BcTpeyatoTcsa B rpynne NMMK
C MPOrHOCTUYECKN 3Ha4YMMbIMn aputMmusamn (38,8%,
p<0,05) [22]. PaHee P. Andrew et al. [25] oTmeTunun, 4TO
XPOHMYECKME XONEUUCTUT U TOH3UMNUT CNOCOOCTBYIOT
pasBUTMIO KapaMomMmnonaTuii BCNeACTBUE ANTENbHOIO
AHTUTEHHOrO BO3OENCTBMA Ha KPOBEHOCHbIE COCYabl U
BTOPMYHOIr0 HapyLleHus 61oaHepreTndeckoro obmeHa
B KapAMoMMoLMTaXx.

CTtaHOBUTCS O4EBUOHOW HEOOXOOMMOCTbL y4acTus
OTOPUHONAPUHIonora, raCTPO3HTEPOIOra, APYyrnx cne-
LMannCcToB B BeaeHn monogdbix nauneHTos ¢ NMK. Bbli-
aBfieHne B koropTe naumeHToB ¢ NMMK yxe Ha Ha4yanbHOM
aTane o6cnenoBaHMs aKCTpakapamanbHOM naTonorum,
CnocoOCTBYIOLLEN MOSBNEHNIO apuTMKiA, obecrnedrBaeT
Jlevaullero Bpaya nporpaMmMon ansi OLEeHKM pucka Hapy-
LUIEHMIA CEPAEYHOIO pUTMa 1 NPOBOAMMOCTW.

Ocob6eHHOoCTV ANCNIacTUYEeCKOro peHoTuna naum-
eHta ¢ TMK n aputmundeckum cuHgpomom. MNepcnek-
TUBHBIMUW NPEACTABNAOTCS 1 PE3YNbTaThl NOMCKaA B3au-
MOCBSI31 HYaCTOThl U XapakTepa HapyLLUEHU CepaeyYHOro
pUTMa C «BHELLUHUM>» AMCNIAaCcTUYECKUM PEHOTMMNOM [6,
15]. lfeHeTn4eCKN LETEPMUHMPOBAHHAS U/WUN BPOXOEH-
Has aHOManna CTPYKTYpPbl N GYHKUMN COEaUHUTENBHOM
TkaHu, nexauwas B ocHoBe NMK, cnocobcTByeT dop-
MUPOBaHWIO Y A@HHOM KaTeropuu 60bHbIX ANCMNACTUN-
yeckoro ¢deHoTtuna [20]. XopoLlo N3BECTEH «BHELLUHUN
Bua» 6onbHoro NMVIK — acteHn4ecknii TMn KOHCTUTYLLAN,

HapyLLeHne 0CaHKn, CKonmoTuyeckasa gedopmanms no-
3BOHOYHMKA, BOPOHKOOOpasHas aedopmaumns rpyaHom
KNETKM, KPbIIOBMAHbIE NTONATKU, apaxHOO4AKTUINS, TN-
nepmMoBuIbHOCTbL CYyCTaBOB, NPOAONBHOE NI0CKOCTONME
n ap. [1, 9]. 3ameyeHo, 4To B HeHOoTUMNe NnaumeHToB C
MMVIK n aputMmnyecknm cnHgpomMmom npeobnagatoT acte-
HMYECKMI TUM KOHCTUTYLWMN, CKONIMO3 U TMNepMobunb-
HOCTb cycTaBoB [15]. [peacTaBnstoT MHTEPEC AaHHbIE O
JONIMXOCTEHOMENUN U apaxHOAAKTUINN KaK O NPeanKTO-
pax nbpunnaunmv npeacepaminy nnL, cTapLumMx BO3pacT-
HbIX FPYMM, a Takxe 06 accoumaunm BOPOHKOOBpa3Hom
nedopmaLnm rpygHon KNeTkn U runepmModunbHOCTU
CYCTaBOB C BEretatMBHON AncdyHKUMen npoBoasaLLen
CUCTEMbI CeEpALA — NPEUMYLLECTBEHHO Y MOJIOAbBIX Na-
umenTOoB [7, 15, 28].

Bonpoc o npnynHax B3anMOCBA3N KOCTHbIX NpU-
3HaKOB AMCNIas3num COEAVHUTENbHON TKAHU U apuT-
MUMYecKOro cnHapoma y nauyueHtos ¢ NMK, BeposaTHo,
MOXET OblTb PACCMOTPEH C MO3ULNIA HACNeACTBEHHbIX
dubpunnuHonaTtuii. B 4acTHOCTM, MyTaLMM FEHOB TPaHC-
dopmupytoLLero dakrtopa pocTa -peLenTopos, Conpo-
BOXJaloLWMecs NOBbILLEHHON €ro KOHUEHTpaunen Ha
pasHbIX aTanax aMmoOpuoreHesa, crnocobHbl Bbi3BaTb HE
TOJIbKO CTPYKTYPHbIE N3MEHEHUNSI KOCTHOM CUCTEMBbI, HO
U NSMEHEHUS CTPYKTYPbl N QYHKUMN COEONHUTENBHOMN
TKaHu ceppua [7].

BrnonHe o4eBNAHO, 4YTO BbISIBIIEHME BHELLHMX AMCNa-
CTMYECKUX MPU3HAKOB, aCCOLMNPOBAHHBIX C aPUTMUSIMU,
MOXHO MCMNOIb30BaTb B KAYECTBE CKPUHUHIA /19 onpe-
OeneHns TakTUKK JanbHerwero obcnenoBaHus.

Takmm 06pasom, 3HAYMMOCTb aPUTMOJIOTNYECKOTO
acnekTta npobnembl y naumeHToB ¢ nepBudHbIM MMK
YypesBblHaMHO BbiCOKA U onpeaenseTcs GakTtom 60b-
LWWOM 4acTOThbl €ro BbIABEHUSA B NONynauuu nogen
MOJ1040r0, @ 3HA4YMT, TPYLOCMNOCOOHOr0, NPU3bLIBHOMO U
[EeTopoaHoro Bospacrta. JuanasoH apuTtMuii, BbiISBNS-
emMbix B cnydaax NMMK, otnnyaetcsa pasdHoobpasmem. Y
OOHMX NaUNEHTOB cepaeyHble apUTMnM UMeLoT A06po-
KaQ4eCTBEHHbIN XapakTep, HE OTpaxasCb Ha Ka4yecTBe
XXN3HW; Y APYrUX BbI3bIBAKOT KapamanbHbI ANCKOMDOPT,
yXyALaT Ka4eCTBO XU3HU, CYLLECTBEHHO HE BAMAS
Ha NPOrHO3; y TPEeTbUX (3a4acTylo BHE HYETKON CBA3MU
C CyOBHEKTUBHOW NEPEHOCUMOCTbIO) HOCAT MOTEHLUMU-
asibHO XM3Heyrpoxatowuin xapaktep. B yactu cnyvaes
HapyLIeHUs puTMa 1 NPOBOAVMOCTU MaHUDECTUPYIOT
BHE3arnHom cepae4yHon cMepTblo. B aTOM CBS3M OPUEH-
Taumsa Bpader Ha BbISIBIEHME KapAualbHbIX U 9KCTpa-
KapamanbHbIX MPOAPUTMOreHHbIX GakTOPOB, HEKOTOPbIX
0COBEHHOCTEN AnCnIacTU4Yeckoro GeHoTuna no3BoanT
ONTMMN3VPOBATb TAKTUKY BEOEHUS, MPOrHO3, PELLUEHVE
BOMPOCOB 3KCMEPTU3bI, 4TO, B CBOIO O4EPENb, YMEHBLUUT
BEPOSATHOCTb Pa3BUTUSA TAXENBIX aPUTMUYECKUX OCIIOX-
HEHUIM y Mmonoapbix naumeHTos ¢ NMK.
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A.V. Yagoda, N.N. Gladkikh
Arrhythmic syndrome in young people with mitral valve prolapse

Abstract. Cardiac and extracardial risk factors of arrythmias in young patients with primary mitral valve prolapse are
considered. The problem of cardiac arrhythmias and conduction in young patients with primary mitral valve prolapse is relevant
in connection with high frequency (64,4-90,6%) and different prognostic significance. Clinically significant arrhythmias
are mainly detected during Holter monitoring of the electrocardiogram, and in some cases only during transesophageal
electrophysiological study. Stratification of patients to risk prognostically unfavourable arrhythmias is particularly important
given the predominantly young age of the patients. Disorders ofg rhythm and conduction in these patients determine the severity
of clinical picture, quality of life, prognosis and require solving issues of medical-social and military medical examination. The
data about role of mitral regurgitation, false tendons, structural and functional heart remodeling, pathological QT interval, late
potentials, variability and ieart rate turbulence, accessory atrioventricular myocardial connections, autonomic dysfunction,
magnesium deficit, chronic infection in pathogenesis of disorders of cardiac rhythm and conduction in young patients with
mitral valve prolapse are presented. Provides information about the possible role of adhesion molecules in arriythmogenesis
in cases of mitral valve prolapse. External dysplastic phenotype of patient with mitral valve prolapse and arrhythmic syndrome
is characterized. Orientation of doctors on timely detection of cardiac and extracardiac proarrhythmogenic factors will allow
time to form the groups of patients with mitral valve prolapse at risk for appearance and|/or types of arrhythmic complications.

Key words: mitral valve prolapse, arrhythmias, proarrhythmogenic factors, connective tissue dysplasia.
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