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Lenb. OxapakTepn3oBaTb nopaxeHue cepaua npu MUOTOHUYECKOW
omctpodum 1 Tuna (MA1), Hanbonee pacnpocTpaHeHHon dopme Ha-
CNEeACTBEHHON NEPBMNYHO-MbILLIEYHOIN NATONOMN Y B3POCHbIX.
Matepuan u metoabl. 48 naunentam ¢ M1 (31 MyxuuHa, 17 xeH-
WKMH, cpedHuii Bo3pacT 39,2+9,3 neT) npoBeaeHbl KAVHUYECKMIA
0CMOTp, Helponcuxonormyeckoe obcnegoBaHue, OLeHKa AMNUa-
Horo npodwunsa, anektpokapanorpadus (SKI), xontepoBckoe Mo-
HutopupoBaHne IKI (XM-3KI) u axokapauorpacdusa (IxoKr).
MpencTaBneHo 4 KAMHUYECKUX Cryyasl, KOTOpble AEMOHCTPUPYIOT fp-
Kune kapavonoruyeckue nposisnenmns MA1.

PesynbTarbl. MMauneHTbl He NPeAbSBASAN Xanob Ha HapyLLEHVs pUTMa,
60511 B 06nacTv rpyaHou knetku, y 7 (14,6%) 6binm xanobbl Ha 0abILLKY
npn GU3NYECKon Harpy3ke. Te Nan NHble GOPMbI HAPYLLEHWS CEPAEYHON
npoBoaMMocTn BcTpeyanucb y 18 (37,5%) nauneHToB, koTopble Gbln
npeacTaBneHbl aTPMOBEHTPUKYNSPHON (AB)-610Kafoi, HapyLLUEHUSMI
NPOBEAEHNS MO BETBAM W HOXKaM My4koB [Mca, BHYTPUKENYL04KOBOW
npoeoammocTu. Mo paHHbIx XM-9KI™ yacToTa cepaeyHbiX CoKpaLLeHuit
<60 ya./MuH pernctpupoanock y 46 (95,8%) nauneHToB, U3 HUX y 2
(4,2%) <30 ya./muH. Y ooHoro (2,1%) nauneHTa BbISIBNIEH puTM Gropun-
nauuii npeacepayin. Mo gaHHbIM IxoKI™ yBennyeHme xenyno04koB BbisiB-
neHoy 3 (6,3%) naupeHtoB, npeacepanii —y 8 (16,7%). Hu y ogHoro 13
nauueHToB ¢pakuys Bbibpoca He bbina <50%.

Cardiac manifestations in myotonic dystrophy type 1

3aknoyeHue. MopaxeHve cepaua ABNSETCS 4acTbiM NPOSBAEHWMEM
MZ1. Monyy4eHHble 3HaHUS U3 NONHOLEHHOIO KapAMONOrM4eckoro obcne-
[0BaHMS MOMyT NOMOYb HE TOJIbKO YNY4LLNTb Ka4€CTBO XN3HW NaLNEHTOB,
HO 1 136exaTb BO3MOXHbIX MOBOYHbBIX 3 PeKTOB Ha3HA4aEMOr0 NeYEHMS.
KnioueBble cnoBa: MWOTOHMYeckas auctpobus 1 Tvna, HapyLleHve
CepAeyHo NPOBOAMMOCTH, KapaAMoOMMonaTus, anekTpoduanonormye-
CKOe nccnenosaHue, uMnaaHTaunsa anekTpokapanocTumynaropa.
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Aim. To characterize cardiac damage in myotonic dystrophy type 1
(MD1), which is the most common form of hereditary primary muscular
pathology in adults.

Material and methods. Forty-eight patients with MD1 (31 men,
17 women, mean age 39,2+9,3 years) underwent clinical exami-
nation, neuropsychological examination, lipid profile assessment,
electrocardiography (ECG), Holter ECG monitoring, and echocar-
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diography. Four clinical cases are presented that demonstrate clear
cardiac manifestations of MD1.

Results. The patients did not complain of arrhythmias or chest pain,
while 7 (14,6%) had complaints of exercise shortness of breath.
Cardiac conduction disorders occurred in 18 (37,5%) patients, which
were represented by first- and second-degree atrioventricular (AV)
block, his bundle and intraventricular conduction disturbances.
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According to Holter monitoring, heart rate <60 bpm was recorded in
46 (95,8%) patients, of which 2 (4,2%) were <30 bpm. One (2.1%)
patient had atrial fibrillation. According to echocardiography,
ventricular enlargement was detected in 3 (6,3%) patients, and atrial
enlargement — in 8 (16,7%). None of the patients had an ejection
fraction <50%.

Conclusion. Cardiac involvement is a common manifestation of MD1.
Full cardiac examination can help not only improve the quality of life of
patients, but also avoid possible side effects of the prescribed treatment.
Keywords: myotonic dystrophy type 1, cardiac conduction disorder,
cardiomyopathy, electrophysiological examination, pacemaker implan-
tation.
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AB — atpuoBeHTpukynspHas(-ble), Al — apTepuansHas runeprenaus, ALl — aprepuansHoe aasnexve, UMT — uHgekc maccsl Tena, KO — KoHeuHo-aracTonmyeckuii 06bem, KAP — KOHeYHO-AMacTONMYeckuii pas-
mep, KCO — koHeuHo-cucTonmnyeckuit obbem, JIXK — nesbiit xenynouek, JIM — nesoe npeacepave, MA1 — muoTonnyeckas auctpodus 1 Tuna, MX — npasbiii xenynoyek, MM — npasoe npeacepave, CL, — caxapHblit
nnabet, CH — ceppeyHas HegocTatouHocTs, CCC — cepaeyHo-cocyaucTtas cuctema, B — dpakuys Beibpoca, XM-3KI — xonTepoBCKoe MOHUTOPUPOBaHWE dnekTpokaparorpamMmsl, XC — xonectepuH, YCC — va-
CTOTa cepaeyHbIx cokpatleruii, IKI — anektpokapavorpadus, 9xoKI — axokapavorpadus, ACE-IIl — Addenbrooke’s cognitive examination Ill, MIRS — Muscular Impairment Rating Scale, MoCA — Montreal Cognitive

Assessment, N — Hopma.

KioueBbie MOMEHTDI
Yo U3BECTHO O MpeaMeTe UCCIETOBAHNSA?
» TlopaxeHue cepala, BCTPEYaOLIEecs y MOAABISIO-
11IeTO YKrcJia MalMeHTOB ¢ MUOTOHUYECKOM TUCTPO-
¢ueit 1 Tuma (M/I1), IBISICTCS BTOPOIA IO YacTOTE
MPUYMHON CMEPTHU MOCJe PEeCnUpaTOPHbIX Hapy-
LIEHUI U HEPEIKO MPEIIIeCTBYIOT Pa3BUTUIO TeHE-
paau30BaHHOI MBIILIEUYHOM CIa00CTH.
KapnuanbHble CUMITOMbI HAaMOOJI€€ YaCTO BKJIIO-
YalOT HapylweHUsT MPOBOAUMOCTHU, TaXUAPUTMUU
U ULLIEMUYECKUE TIPOSIBJIEHUSI, CBOEBPEMEHHAs 11a-
THOCTMKA KOTOPBIX BaKHa, YTOObI CHU3UTh PUCK
JIETAJILHOTO MCXO/a.
Yo 100aBIAIOT PE3YIBTATHI HCCAETOBAHUS ?
Ha BegeHue malnMeHTOB OKa3biBalOT 3HAYMMOE
BJIIMSTHUE OCOOEHHOCTU MX HEMPOICUXOJOTrMYECKO-
ro TIpouiIss, 0COOEHHO BBIPAKEHHOCTH KOTHUTHB-
HbIX HapyLIEHWM, YTO CHUXKAET UX KPUTUUECKOE
OTHOIIIEHUE K CBOEMY COCTOSIHMIO U TPEOYET pery-
JIIPHOTO OOCJIeNOBaHUS CEPIEUYHO-COCYAUCTON CU-
CTEeMBI J1axke TIPU OTCYTCTBUU Xajio0.

Key messages
What is already known about the subject?

» Cardiac disease, which occurs in the vast majority of
patients with myotonic dystrophy type 1 (MD1), is
the second most common cause of death after res-
piratory disorders and often precedes generalized
muscle weakness.

Cardiac symptoms most often include conduction
disturbances, tachyarrhythmias and ischemic mani-
festations, the timely diagnosis of which is impor-
tant to reduce the death risk.

What might this study add?
The management of patients is significantly in-
fluenced by their neuropsychological profile, espe-
cially the severity of cognitive impairment, which
reduces critical attitude towards condition and re-
quires regular cardiovascular examination, even in
the absence of complaints.

BBenenne

Muotonuveckass nuctpodus | tuna (MI1) saB-
JISIeTCSl HACJIeNCTBEHHBIM 3a00JIeBAaHUEM C ayTOCOMHO-
JTOMMWHAHTHBIM TUIIOM HAcJeJOBaHMsI, TPUYMHON KO-
TOPOTO SBJISIETCS PKCMAHCUSI TPUHYKIEOTUAHBIX MO-
BTopoB (CTGQG) B reHe DM PK, xonupyromeM MUOTOHUH
npoTenHKUHa3y. [ToMUMO KIacCUYECKUX MBIIIEYHBIX
CUMIITOMOB Yy manueHToB ¢ MJI1 pa3BuBaeTcs mopa-
JKEHUE MHOTUX OPTraHOB U CUCTEM: LIEHTPAJIbHOMI U Tie-
pudepryecKoil HepBHOUW CUCTEMbI, KOXMU, NbIXaTeb-
HOW, DHIOKPUHHOMN U CEpAEYHO-COCYAUCTON CUCTEM
(CCC) [1]. 3aboneBaemocts MJI1 oneHMBaeTcsl Kak
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1 ciyuaii/8 ThIC. HOBOPOXIEHHBIX, a €r0 pacrpocTpa-
HEHHOCTh BO BceM Mupe KoJiebyercst ot 5 no 20 ciy-
yae/100 ThIC. XXWUTeNeH, YTO JeaeT ero OMHUM U3 ca-
MBbIX YaCTO BCTPEYAIOIIMXCS HACAENCTBEHHBIX HEPBHO-
MbILIeYHbIX 3abosieBaHuii [2]. B HacTosee BpeMms
MaTOreHeTUYECKOI Tepanuu He pa3paboTaHo.
ITopaxxeHue cepaiia, HEPenKO MpPEAlIecTBYIOIIEe
Pa3BUTHUIO MbILIEYHOM ciaboctu, Berpevaetcss y 80%
nanueHToB ¢ MJI1 u sBisieTcsl BTOpOI IO 4acToTe
MPUYMHON CMEPTH TTOCJIe PECITMPATOPHBIX HApYIIIEHU !
[3]. M1 MoxeT neGroTupoBaTh ¢ KapAUaIbHBIX MPO-
SIBJICHWH, ellle 10 Pa3BUTHUS MUOTOHWM U MBIIIEYHON



Hapywenusa pumma

cinaboctu [4]. Ipogsaenust co cropoubl CCC moryrt
BO3HMKATb Y MOJIOABIX JIIOAEH U Aaxe aetei [5].

IMopaxenue cepaua y nauueHtoB ¢ M/ 1 mpore-
KaeT KakK IeTeHepaTUBHbBIN MpoLecc ¢ MPOrpeccupyro-
UM (HUOPO30M U KUPOBBIM 3aMEIIeHUEeM COCIMHM-
TEJIbHOM TKAaHW, KOTOPBIA B MEPBYIO OUepedb 3aTpa-
TMBAaET CHEUUATU3UPOBAHHYIO MPOBOISIIYIO CUCTEMY,
a TakXke MePBOHAYAIBHO HEMOpaXKeHHbIE YyYaCTKU MUO-
Kapaa Ipeacepauii U XeiaynoukoB [6]. HapymeHnus
MPOBOMSIIEH CUCTEMBI MPOTPECCUPYIOT U, XOTS U3HA-
YaJlbHO MOTYT OBITh O€CCUMITOMHBIMM, PUCK CUMIITO-
MaTUYEeCKUX apUTMUI KpaitHe BBICOK [7].

Kapauanbabsie cumntoMsl ipy M1 MoxXHO pa3-
JIEJTATh Ha TPY TPYIIITBI: HAPYIIEHUsT CEPAEYHOM MPOBO-
JTUMOCTHY, TAXUAPUTMUU U UIIEMUYECKUE TTPOSIBIICHUSI
[3]. Hapyienus npoBoguMocTu BeTpeuatores y ~40%
MalMEHTOB U MOTYT 3aTPOHYTH JIOOYI0 4acTh MPOBO-
JSIIell CUCTeMbl, OHAKO Yallle BCero 3To my4yok luca
u BosiokHa Ilypkunbe [3, 8]. HedexTsl mpoBonuMo-
CTU OOBIYHO BBISBISAIOTCS HAa CTAaHIAPTHOM 3JEKTPO-
kapnuorpamme (DKI') B Bume yaiuHeHUs] UHTEPBAIOB
PQ, QRS, B T.4. 1 y 6eCCUMITOMHBIX NAlIUEHTOB |3,
8]. Cpenu HagXenygOYKOBBIX TaXMapUTMUI HanbO-
Jiee pacnpoCTpaHEeHbl TpeneTaHue uin GUuOpUILISLUS
TIpeICepanii, KOTOPEIC BEISIBISIOTCS B 25% ciaydaes [9].
JIMarHoCTUKa XeTyTOoYKOBBIX apUTMUIA, TAKMX KaK Xe-
JIyIOUYKOBast TaXuKapaus U (puOpHILISILINS XKEeTyT0YKOB,
KpaiiHe BaxKHa, T.K. MpoduIakTuiecKass UMIUTaHTAIIUS
KapauoBepTepa-aeudpuisaTopa naluMeHTam ¢ IMo-
JTOOHBIMY HaPYIIEHUSIMU MOXET CHU3UTh PUCK JIETallb-
Horo ucxoaa [10]. Apyrue kapauaiabHble MPOSIBICHUS
BKJTIOUAIOT UIIIEMUYECKYIO 0OJIE3Hb cepAlla B BUIE He-
CTaOWIbHOU U CTaOUIBHOI CTEHOKapnuu, WHbapKTa
MUOKapaa B MOJIOIOM Bo3pacrte [3].

OcCBeNOMIIEHHOCTb KapAUOJIOTOB O TOM, YTO JaH-
HbIE TIPOSIBJICHUSI MOTYT OBITh YAaCThIO CUCTEMHOTO 3a-
0oJieBaHMSI, CTIOCOOCTBYET CBOEBPEMEHHOI MOCTaHOB-
Ke AuarHosa y JaHHOM TPYITbI MallMeHToB. B To ke
BpeMsl BceM MalueHTaM ¢ yctaHoBieHHoil M/ 1 Heo6-
XOIIMMO TIPOBOOUTH THIATEJIbHOE OOCIeIOBaHUE B M-
HaMUKe ISl BBISIBJIEHUST PUCKOB CEPhE3HBIX CepIeYHO-
COCYIUCTBIX COOBITHUIA.

B cratbe onucaHbl 061IMe 3aKOHOMEPHOCTHU BbI-
SIBJIIeMbIX U3MeHeHuil ipu uccienopanuu CCC y naH-
HOM TpynIibl OOJIBHBIX U CEPUsT KITMHUYECKUX CITydaeB
nauueHToB ¢ M/I1 ¢ kapnuanbHOIi maTosiorueit. M3mno-
JKEHBI MOAXOAbl K 00CIENOBAHUIO U BEICHUIO MallMeH-
ToB ¢ M1, uMeromux pa3anyHble BApUAHThl Kapau-
AJBHBIX TTPOSIBJIEHUI TAaHHOM MTaTOJIOTUH.

Marepuaj ¥ METOIbI
B uccnenoBanue, mpoBoguMoe Ha 6aze HEBPOJOTUYE-
ckoro otaenenus MHOLL MI'Y um. M.B. JlomoHocoBa,
ob110 BKIIoueHo 48 manmentoB ¢ M/[1 >18 netr. Kpurepuem
BKJTIOUEHUST OBIJIO TEHETUUECKOe TTONTBEPKICHUE TUarHo3a.
Bcem mammeHTaM TMpoBeneH KIMHUYECKUH OCMOTP,
OLIEHKA BBIPAKEHHOCTU MBIIIEYHO CIab0CTH C TTOMOIIBIO
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Ccreuuaau3upoBaHHON IIKAIbl OLIEHKUW MBIIIEYHBIX Hapy-
meHuit (Muscular Impairment Rating Scale — MIRS), rme
1 — HeT MBILLIEYHOI cMaboCcTu, a 5 — BhIpaXKeHHas1 AUCTalb-
Hasl ¥ IPOKCHUMAaJIbHAasl CIa00CTh B KOHEYHOCTSIX, HApYLICHMUS
XONIBOBI.

Bce manueHTBbI OLIEHEHBI HA HaJIMYKMe KOTHUTHBHBIX
HapylIeHUi ¢ MoMolbio AnneHOpyKcekoi mikansl 111 (Ad-
denbrooke’s cognitive examination 111 — ACE-III), Monpe-
aJIbCKOM IIKaJIbl OLIEHKW KOTHUTUMBHBIX (yHKIMK (Montreal
Cognitive Assessmen — MoCA). DMouMoOHaNbHBIN cTaTyC
MalKEeHTOB OLIEHUBAJICS C MTOMOIIBIO IIKaIbI aenpeccun [a-
MUJIBTOHA, IIKAJIbI TPeBOrM beka 1 IlKaJIbl araTuu.

151 BceX MALMEHTOB OIpeneieH MHICKC MAacChl Tejia
(MUMT); B COOTBETCTBUM C KJIacCU(DUKALIMEH OXUPEHUS TTO
UMT (BO3, 1997r): 18,5-24,9 kr/m> — HOpMasbHas Mac-
ca rtena; 25,0-29,9 kr/m? — usbbiTouHas macca Tena; 30,0-
34,9 kr/m> — oxupenue I c1.; 35,0-39,9 kr/M> — oXUpeHUE
II ct.; >40 xr/m? — oxupenue 111 cr.!

Bcem manueHTaM mIpoBeldeHa JiabopaToOpHasi IMarHo-
cTuKa (OLIEHEHBI JIMIMIOrpaMMa U YPOBEHb IIMKMPOBAHHO-
ro remorioouHa) u ucciaenoBanne CCC, Bxiouatoniee DKI,
xonTepoBckoe MoHUTopupoBaHue DKI (XM-DKI) u axo-
kapauorpaduio (9xoKI'), ¢ ucnoap3oBaHUEM 000PYIOBaHMS,
3aKYIJICHHOTO B paMKax nporpaMMbl pa3sutuss MHOLL MI'Y
uM. M. B. Jlomonocosa (per. Ne HUOKTP 123032800008-7).

CTaTUCTUYECKUI aHAIU3 IIPOBOIUIICS C TOMOIIBIO TIPO-
rpammHoro ob6ecriedeHuss SPSS Statistics 26.0 (IBM). Oc-
HOBHOM omnucaTeIbHON CTaTUCTUKOW IS KaTerOpualbHbIX
MepeMEeHHBIX OBLIM YacToTa U MPOLEHTHAs A0Js, ISl KO-
YECTBEHHBIX MEpPEeMEHHBIX — MeauaHa (Me) U MHTepKBap-
TUIBHBIM pasmax (Q25-Q75). st OlleHKU B3aMMOCBSI3U T10-
Kaszareseil UCIoIb30BaJICsd KOPPEISLIMOHHBIN aHanu3 Criup-
meHa. Hyznesylo runoresy orBepraiu npu p<0,05.

Pe3ynbratbl o0cienoBanus nanpentos ¢ MJI1

O06cnenoBaHo 48 MalMEHTOB ¢ TEHETUYECKU MOITBEPK-
JIEHHBIM auarHo3om MJI1.

YV manueHTOB He ObLIO Xajo0 Ha HapylIeHUs pPUTMa,
3MU30IbI MOTEPU CO3HAHUS, 00U B 00JIACTU TPYIHOM KIET-
ku. Tonbko 7 (14,6%) naivieHTOB MPEIbsBISIIA KaJT00bl Ha
OIIBILIKY MPpU (PU3MYECKOil HArpy3Ke, KOTOpasl He Bceraa Oblia
00BSICHUMA CTENEHbIO BHIPAXKEHHOCTH MBILLIEYHOM CJIa0OCTH.

Bcem manmeHTam BbIToJHeHO obciemoBaHne CCC
B 00beMe DKI, XM-OKI u OxoKI, orieHKa TUIUIHOTO TIPO-
¢uns — ypoBHu xonectepuHa (XC) obiero u XC aumnonpo-
TEMHOB HM3KOM U Bbicokoi miotHoctu (JIHIT u JIBII, co-
OTBETCTBEHHO), TPULIMLEPUIOB. Bce maHHbIE, MOTyYeHHbIE
B pe3yJbrare cbopa aHaMHe3a, (PU3UMKaAJIbHOTO 00CIeI0BaHUS
U1 MHCTPYMEHTAJIbHBIX METOIOB O0CIeI0BaHMsI, CyMMUPOBa-
HbI B Tabuuax 1-4.

M3 cocynucThix (paKTOPOB prcKa HauboJjee 4acTo BCTpe-
YaJ0Ch MOBBIIIEHNE Macchl Teja — y 23 (47,9%) mauueHToB,
u3 Hux oxupenue I cr. (MMT 30,0-34,9 xkr/m?) —y 8 (16,7%)".
Caxapubiit 1uabet (CJ1) 2 tuna 661 BeisiBiieH y 6 (12,5%) ma-
LIMEHTOB. ApTepuanbHas rurnepreHsus (Al') 1 cT. oTMevanach
y 5 (10,4%) mauuenroB. Kypuau 9 (18,75%) mauunenros. Hu
y OIHOTO M3 IMALIMEHTOB He ObLIO OMPENeIeHO reMOIMHAMM-
YeCKHU 3HAYMMBIX aTePOCKICPOTUIECKUX CTEHO30B Opaxuole-
(abHBIX apTEPUIA.

Te nnu vHBIE POPMBI HAPYLIEHUST CEPACYHOM TTPOBOIU-
MOCTHU BeTpevyanuch y 18 (37,5%) malueHTOB yKe MpHU IIpo-

' World Health Organization. Obesity: preventing and managing the
global epidemic. 1997, Geneva: WHO.
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Taommna 1

CocynucTbie (hakTOPbI pUCKa U pe3yJbTraThl Ja00OpaTOPHBIX UCCIeA0oBaHUI y mauueHToB ¢ MJI1
IMTokazatenn n (%) Me Q25 Q75 min max
Bospacr, et 36 27 45 18 68
[Mon, myxunH 29 (60.,4)
UMT, kr/m? 23,3 20,4 27,4 15,2 35,0
M36bITouHas Macca Tena (25,0-29,9 kr/m?) 15 (31,3)
Oxupenue I c1. (30,0-34,9 xr/M?%) 8(16,7)
XC o061mii, MMOJIb/IT 4,74 4,02 5,21 2,70 6,70
Tunepxomectepunemust (XC >5,0 MMoITb/i) 17 (35,4)
HbA,., % 5,09 4,80 5,50 4,36 8,81
CJ1 2 tuna (y Bcex HbA . >6,2%) 6 (12,5)
AT L ct. 5(10,4)
Kypenue 9 (18,75)

TMpumeuanue: AI' — aprepuainbHas runepreHsusi, UM T — uHaekc Maccol Tena, Me — meanana, M1 — muotoHuueckas auctpodus 1 tuna, CI —
caxapHblii nuabet, HbA |, — MIMKMPOBAaHHBI TEMOTIOOWH.

Tabmna 2
TTokazarenu OKI y nauuenToB ¢ M/ 1
IMTokazatenn n (%) Me Q25 Q75 min max
YCC, yn./muH 66 60 73 47 106
RR, mcex 890 800 980 565 1260
PQ, mcex 18 16 21 12 24
PQ >20 mcex 12 (25)
QRS, mcex 10 9 11 8 18
QRS >9 mcex 27 (56,3)
QTc, mcex 400 390 412 373 457

IMpumeuanue: M1 — muotonnveckast guctpodust 1 Tuma, YCC — yacToTa cepaeuHbix cokpaineHuii, DKI' — anekTpokaparorpamma.

Tabmna 3
TTokazarenu XM-OKI y martmento ¢ M/ 1
IMTokazatenn n (%) Me Q25 Q75 min max
Ccpennecyrounast YCC, ya./Mux 69 64 75 44 97
max YCC 3a cyT., ya./MUH 123 112 134 67 168
min YCC 3a cyr., yi./MuH 46 40 53 27 68
YCC <60/50/40/30 yx./MuH 46 (95,8)/37 (77,1)/13 (27,1)/2 (4,2)
YCC >80 ya./mMuH 4(8,3)
Yucno skcrpacucrosuii >2000 1(2,1)

Iayser >2000 mcex 7(14,6)

TTpumeuanue: M/I1 — muotonnyeckast nuctpodus 1 Tuma, YCC — yacTtoTa cepaevHbix cokpanieHunii, XM-DKI — XontepoBckoe MOHUTOPUPOBA-

HUE 2JICKTPOKaApAUOTrpaMMBI.

BeneHun craHnaptHoit DKI, koTopble ObUIM TTpencTaBIeHb
aTPUOBEHTPUKYJISIpHON (AB)-00kanoii 1 cT., HapylIeHUAMU
TPOBENEHMs TI0 BETBSIM M HOXKaM TTydka [wca, HapyiieHu-
SIMA BHYTPUXKETYIOYKOBOU TpoBomumocTu. [lpw aHanmze
cepievHbIX nHTepBaioB: PQ mpessbiran 20 mcexk y 12 (25%)
MaIMeHTOB, HO B IIEJIOM COCTaBJIsiT He >24 Mcek, QRS mpe-
Bbian 9 mMcek y 27 (56,3%) maumeHTOB, HO B LIEJIOM COCTaB-
qs1 He > 18 mcek, QTc He npesbiman >500 MceK HU Y OTHOTO
W3 MaIeHTOB.

JnmurensHOCTD MHTepBaia PQ Oblna cBsizaHa ¢ BO3pacToM
(R=0,465, p=0,001), ypoBuem obmero XC (R=0,327, p=0,026)
" TuKupoBaHHoro remontoonHa (R=0,339, p=0,034).

Mo nanubiM XM-OKT 'y 2 (4,2%) nomumo AB-Gokast
1 cr. 6pUT 3adbmKCUPOBaHBI 213016 AB-6mokaner 2 ct. Mo-
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ourtir 1, a Takke y 1 (2,1%) manmeHTa ObUIa BBISIBJICHa CHHOAY -
puKkynsipHas 6;okama 2 ct. YacToTta ceprevyHbIX COKpaIIeHMit
(UCC) <60 yn./mMuH peructpupoBanoch y 46 (95,8%) naiu-
eHToB, <50 yn./muH y 37 (77,1%), <40 yn./muu y 13 (27,1%),
<30 yn./muHy 2 (4,2%) (kmuHuueckue ciaydau 1 u 2). CpenHe-
cyrounast YCC 6wuta >80 yn./muH y 4 (8,3%) manmeHToB, HO
B TIOIABJISTIONIEM YHCTIe CiTydaeB He TpeBbinana 90 yu./MuH.
Cpennecyroudass YCC He mokasana B3aUMOCBSI3U C COCYIIUC-
THIMU (DaKTOpaMM prcKa.

Tonbko y 1 (2,1%) natmeHTa ObUT BBISIBICH PUTM Tpe-
TeTaHusl TIPEeNCcepanii PaBWILHON (HOPMBI C YaCTOTOM TIPO-
BemeHus 4:1

KonmdecTBO HaIKeTyTOYKOBBIX U KETYTOUKOBBIX IKC-
Tpacuctonuit He nipeBbimanio 2000 3a UCKIIOYEHUEM OTHOTO
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Tabmna 4

ITokazarenu OxoKI' y nauueHToB ¢ M/11
KonunuectBo nauueHToB (n=48) n (%) Me Q25 Q75 min max
KIP JIXK, cm 4,90 4,50 5,10 4,00 6,10
KCP JIX, cm 3,20 2,90 3,40 2,50 3,90
KJIO JIK, M 84,5 72,0 102,0 58,0 178,0
KCO JIXK, mn 35,5 27,0 42,0 21,0 84,0
OB JIXK, % 61,5 58,0 64,3 53,0 68,0
Pasmep ITX, cm 2,60 2,40 2,80 1,67 3,70
O6bem JIIT, M 45,0 39,0 53,0 23,7 109,0
O06wem JITT >60 M 8 (16,7)
Mnowans 11, cm? 14,0 13,0 16,0 10,0 21,0
Mnouans ITIT >18 cm? 4(8,3)

[Mpumeuanue: KJIP — koHeuHo-auactonmueckuit pasmep, KO — koHeuHo-auactonmyeckuit 00beM, KCP — KoHeuHo-cucTonmueckuil pasmep,
KCO — koHeuHo-cucroanyeckuii oobem, JIXK — nessiit xenymouexk, JIIT — neBoe npencepare, M1 — muotonnueckas auctpodus 1 tuna, K —
nipasbiii xkenynouek, [1TT — npasoe npencepane, @B — dpakums Briopoca, DxoKI — axokapauorpadusi.

nanyeHTa (KiamHudeckuit cmydaii 2). [Mayssr >2000 Mcexk ObI-
Ju 3apeructpupoBanbl y 7 (14,6%) naiMeHTOB U ObLIM eIu-
HUYHBIMU 32 UCKJTIOYEHNEM TpeX MAIMeHTOB (KIMHUYECKue
ciayyvau 1, 2, 3).

[Mo mannpiM Dx0KI yBennueHme KOHEYHO-IUACTOTH-
yeckux pasmepa 1 oobema (KIP u K1O) neBoro kemymouka
(JIZK) Tak ke, Kak 1 pazmepa mpaBoro xenaynouka (1K), 6s1-
JIO BBISIBIIEHO TOJIBKO Y OMUCAHHBIX MALIMEHTOB B KIMHUYE-
ckux ciydasix 1, 2, 3), B TO BpeMs Kak yBeJIUdeHUe Tpeicep-
Wi BcTpeuanock vaie. CHikeHMe dpakiunu Beiopoca (DB)
He HabJI0aaI0Ch.

O6beMm neBoro mnpencepaus (JIIT) 6pu1 yBenuueH y 8
(16,7%) mauueHTOB, U3 KOTOPBIX y ABYX cocTaBui 90 mi
(kmuunueckuit caydait 1) u 109 mu (KIuHUYECKU CIy-
yaii 3). Pazamep JIIT ObLT MOJOXUTENBHO CBSI3aH C BO3pac-
ToMm (R=0,325, p=0,027) u ungekcom Maccel Tena (MMT)
(R=0,654, p<0,001). IMnomans npaBoro npexncepaust (IT1T)
OblIa HE3HAYMMO YBEJIMYEHA TOJbKO y 4 (8,3%) maiueH-
TOB M TaKXe MMeJia B3aMMOCBsI3b ¢ Bo3pacToM (R=0,308,
p=0,042) u UMT (R=0,519, p<0,001).

[anee mpencraBieHbl HauboJee MoKa3aTedbHbIE KITU-
HUYECKUE CIIydau, KOTOPbIe EMOHCTPUPYIOT SIpKUe Kapauo-
sjornyeckue nposieneHns MJ/I1, a Takxke 0003HaAYalOT TPy -
HOCTH, C KOTOPBIMU BCTPEYAIOTCS BPAYM MPU BENEHUN TAKUX
MaIMeHTOB.

Knunnyeckuii ciayyaid 1

Wndopmamusa o nanuente. [Mauuent L., 42 rona, Bo
BpeMsI TUTAHOBOTO OOCJIEIOBAHUS B YCIOBUSX HEBPOJIO-
TMYECKOTO OTHEJEHUSI ¢ OCHOBHBIM auarHozoM MJI1,
B3pocnas ¢opma, ¢ 1e0oToM 3aboieBaHus B 36 JIET,
OBLT HampaBJIcH Ha KapAMOJIOTMIecKoe 00CIIeIOBaHMeE.
TMTamuenTt He oTMeuan xanob co ctopoHbl CCC, B T.u.
nepeboeB B paboTe cepliia, CHHKOITE, OPTOITHOD.

HacnenctBeHHbIli aHaMHe3 T0 3a0o0jeBaHUSIM
CCC He OblI OTATOLLIEH.

PesyastaTsl usuxaasHoro ocmorpa. Poct: 180 cm,
Bec: 95 kr, UMT: 29,3 kr/M’ (M30BITOYHAS Macca Tefa).
CI, AT, kypeHue oTpulLiall.

IIpu mIpoBeneHUM HEBPOJOTMIECKOTO OCMOTpa —
4 6amma mo MIRS, 4TOo COOTBETCTBOBaJIO HAJTUYMIO
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MUCTAIBHON W TIPOKCUMAaIbHOW cl1abocTu, (pyHKIIMS
XOIbObI OblJ1a HApYILLIEHA.

Heiiporicuxonornuyeckoe TeCTUpOBaHUE BBISIBU-
JIO CHUKEHUE KOTHUTUBHBIX MYHKIMIA (25 6aaioB mo
MoCA mipu N>26, 82 6amna mo ACE-III, rne N<88
C YYBCTBUTENbHOCTBIO 94%, crientuduanocTteio 89%
CBUIIETENLCTBYET O AeMeHuMu [11]), a TakkKe anmaTUio
(33 6anmna nmo mkane anatuu, N<30 [12], npu sTOM
KJIMHUYECKHU 3HAYMMBIX IETTPECCUU U TPEBOTHU BBISIBIIE-
HO He ObU10. [TanMeHT moyyns Beiciiiee 00pa3oBaHue,
CaMOCTOSITEJIbHO ce0sT 0OCITY>KMBaJI, HA MOMEHT 0bcJie-
JIOBaHUs He paboTal.

JunarHocTiaeckas ouenka. ITokazarenu munumorpam-
Mbl (ypoBHU XC obuero, XC JIHII, XC JIBII, tpu-
IIMLEPUIOB) ObLIK B Ipenesax Hopmsl [13].

ITo mpanHbpiM DKI: yBenuyeHue MpPOMOKUTENb-
HocTtu KoMmiuiekca QRS mo 16 mcek (N<9), putm tpe-
TeTaHusl TIPeICePInii TPaBUJIbHON (DOPMBI ¢ YaCTOTOM
nposenennst 4:1, YCC 47 yn./muH, 6J0Kama TpaBoit
HOXKW W TepelHell BETBU JIeBOM HOXKM Tydyka [wca.
ITo nanubiM XM-OKI' B TeueHUe UcCCAEIOBaHUS PEru-
CTPUPOBAJIOCH TpereTaHue MpeAcepauii MpaBUIbHOMN
u HernpaBwibHOU opmbl. CpenHsist YCC 3a cyT. cocra-
Bwia 34 yn./muH, muaumanbHass YCC — 14 yn./mMuH,
MakcumanbHasg YCC — 63 ya./MUH, HapylleHue IIPOBO-
JMIMMOCTH B T€UYEHME BCETO MCCIIENOBAHUS IO TUITY CUH-
npoma PpenepuKa: MojxHas MmorepeyHast 01oKana cepi-
11a ¥ JUIMTENIBHO TepcrucTupytomas ¢gopmMa TUITUIHOTO
TpeneTaHus npeacepauii (pucyHok 1 A). ITays >3000 mc
3aperucTpupoBaHo 468, u3 Hux >4000 mc — 36.

ITo nanubiM DOx0KI He3HauuTelbHOE paciliu-
peHue nosoctu JIZK: KOHEYHO-CUCTOJIMYECKUNA pa3-
Mep — 5,7 cm (N<35,5), KOHEYHO-CUCTOTUYECKUIA 00b-
eM (KCO) — 64 M (N<32), KIO — 161 ma (N<128),
®B — 59%. YBenuuenue pasmepa IIK mo 3,2 cm
(N<3); oopema JIIT 1o 90 Mt (N<60); mnowanu IIT no
20 cm? (N<18).

3akiiouenne. Ha ocHOBaHWU BBISIBICHHBIX M3-
MEHEHUI KapAuOoJ0roM PEKOMEHIOBAHO MPOBENICHUE
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A B

Puc. 1 Jlemoncrparus Haxonok XM-OKI u OxoKTI y manmentos ¢ M11: A) cunnpom @penepurka: momHas norepeyHast 6J0Kana cep/iia u Tperera-
Hue npeacepnuii; b) AB-6nokana Il cr., 2:1.; B) runeprpodus muokapaa JI2K, pacumpenue kopHst aopthl; 1) AB-61okana 11 ct. Mo6wuri 1.
[Mpumeuanue: AB — atproBeHTpukyisipHas, XM-DKI — xonreposckoe MmoHuTopuposanue DKI, DKI' — snekrpokapauorpadus.

SKCTPEHHON HMIJIAHTAUUU 3JEKTPOKAPAUOCTUMY-
JISTOpa, OJHAKO TMAllMeHT KAaTeropuyecKu OTKa3ajics
OT TIPOBENECHUS XUPYPTUUECKOTO JIEUCHUS, BEPOSTHO,
BCJIEACTBUE UMEIOUIUXCS KOTHUTHUBHBIX HapylIeHUM
1 0COOEHHOCTE! HEeHpONCUXOJOTUYECKOrOo MPOGUIIS.

IToMuMoO SIBHOU AuccouManuvu MexXny KIWHUYEe-
CKOW KapTUHOW W JAHHBIMUA MHCTPYMEHTAJIBHOM Aua-
THOCTUKM JAHHBIA KJIMHUYECKUI Cllydail JEMOHCTPU-
pYET BJIMSHUE HEWPOICUXOJOTUYECKUX HapylIeHUN
nainueHToB ¢ M1 Ha pUHSITHE UMU PEIIEHUI B OT-
HOIIIEHUU BaXXHBIX BOIMPOCOB COOCTBEHHOIO 3I0POBbS
U XKU3HU.

Knunauveckwuii cyvaii 2

Nndopmanmua o nammente. Ilauuent E., 38 ner,
B paMKax roCIuTaJu3aluy B HEBPOJOTMYECKOM OTE-
JieHuu ¢ nuarHoszom M/I1, B3pocnast ¢popma, ¢ nedro-
TOoM 3aboyieBaHUs B 29 JIET, MJIaHOBO MPOXOAU Kap-
nuosoruyeckoe oociaegonanue. IlalnyeHT He oTMevan
xkano6 co cropoHbl CCC, B T.U. orpaHUYeHUl huznue-
CKOI aKTMBHOCTM 3a CYET OABIIIKU WU AUCKOMDOPT-
HbIX oulyleHuil B rpynu. Ilepebou B pabote cepala,
CMHKOIIE, OPTOITHOA U OTEKU TOJIeHEeN OTpuLiall.

HacnenctBeHHbI aHaMHEe3: MaTh yMepJia B BO3pac-
Te 54 JIeT BCIeACTBUE BHE3AITHOM cepaeuHOoit CMEpTH.

PesynsraThl usukaasHoro ocmMorpa. Poct: 180 cm,
Bec: 100 kr, UMT: 30,9 kr/m? (oxupenue I ct.). C/,
AT, KypeHue oTpuLa.

IIpu npoBeaeHUM HEBPOJOTMUECKOTO OCMOTpa —
3 6anna o MIRS, 4To cCOOTBETCTBOBAJIO HAJUYUIO
JNUCTaIbHOI MBILLIEUHOM ¢J1abOCTH.

ITo pesynabraTaM HEWpPOICUXOJOTUUYECKOTO Te-
CTUPOBAHUSI KOTHUTUBHBIN CTAaTyCc He ObLT U3MEHEH,
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a cpeaud SMOIMOHAJbHBIX HapYLIEHUN oTMedasnach
TOJIBKO TPEBOXHOCTH (28 0asioB MO IIKaje TPEeBOrU
beka nipu N<21), He HabaOOATOCH NENpPEcCCUr U ama-
Tuu. [TalmeHT mosy4ns1 Beicuiee 0Opa3oBaHue, Ha MO-
MEHT o0cjienoBaHus padboTal.

JuarHocTuyeckas ouenka. B nunumorpamme Obl-
JIM OOHaApYyXeHO TOBbIlIeHUue YpoBHs obuiero XC mo
5,3 MMOJTB/J1.

[MTanmreHTy OBUIO BBHITIOTHEHO CTAHAAPTHOE WH-
ctpyMeHTaibHOoe ucciaenoBanue CCC. Ilo nan-
HeiM DKI': yBenuuyenue uHtepBasioB PQ mo 23 mcek
(N<20) — AB-6mokana 1 ct., QRS nmo 18 mcex (N<9),
YCC 46 yn./mMuH, G0Kama nMpaBoil HOXKHM U Tepel-
Hell BeTBM JieBOW HOXKU myuka [uca. [To maHHBIM
XM-BKT: cunycossliii put™, cpentsis YCC coctaBuia
3a cyT. 44 yn./muH, muanmanbHast YCC — 27 ya./MuH,
MakcuManbHass YCC — 67 ya./MuH, BbIsIBIeHO 2965
ONIMHOYHBIX HAIXKEJTyTOYKOBBIX 3KCTPACUCTOJ, 7 BbI-
CKaJIb3bIBAIOIIMNX XKETYyTOYKOBBIX KOMILUIEKCOB, PEru-
cTpupoBaiuch nay3sl >2000 Mc Ha hoHe HapylIeHUs
AB-nipoBoauMocTu B KosqudecTBe 2777. AB-610kana
I cT. B TeueHue Bcero mccienoBaHus, AB-0mokana
I ct. Mo6uTir [ mperMy1iecCTBEHHO B BEUepHEe U HOU-
HOE BpeMsi, OTMeYaIiCh repuoanl 2:1 (pucyHok 1 bB).

ITo manHbiM Dx0KI OBLIIO BBISIBIEHO HE3HAYM-
TeapHOe paciupenue nojgoctu JIZK: KO — 140 mn
(N<128), KCO — 55 mn (N<32), ®B — 61%. O6bem
JIIT cocraBun 64 M (N<40), B ocTaJIbHOM Ge3 3HAYM-
MBIX 0COOEHHOCTEIA.

3akmouenne. JIaHHBIN KIMHUYECKUI cayvaii ne-
MOHCTPUPYET HaJIMuKe BbIPAKEHHBIX HapYIIeHUI cep-
JIEYHO! MPOBOIMMOCTUA W PUTMA Cepllia, TPEOYIOIUX
XUPYPTAYECKOTO JICUEHUSI, Y MalieHTa 0e3 KaKux-a1u0o



Hapywenus pumma

xkanob co ctopoHsl CCC. [TauueHTy NpoBEAEHO WH-
Ba3UBHOE 3J1eKTPOGU3UOIOTUUECKOE UCCIeNOBaAHUE
W YCTaHOBJIEH 2-KaMePHBIN 2JIEKTPOKAPINOCTUMYIIS -
TOp, YTO B COOTBETCTBUU C PEKOMEHIAIMSIMU 110 Opa-
IuapuTMusM Poccuriickoro KapamoIorniyeckoro ooiie-
ctBa U EBporneiickoro odiecTBa KapanojaoroB UMeeT
ypoBeHb foKa3areiapbHocTH IB [14, 15].

Knunnyeckwuii cayyqaii 3

Nudopmanus o maumuente. [Tauuent P., 48 ner,
¢ MJI1, B3pocnas ¢popma, ¢ gedbroToM 3ab0eBaHUs
B 20 sieT, Ipu TIJIaHOBOM OOCJIEMOBAHUM OTMEYasl Ha-
JIMYME ONBIIIKU TP MUHUMAaJIbHOW (U3NIeCcKOi
Harpyske, HeCUCTeMHOE TOJIOBOKpYyxXeHue. Hacien-
CTBEHHBII1 aHaMHe3 1o 3abosieBaHusIM CCC ObLT 0TS -
TOIIIeH: y OTIIAa MalMeHTa ObIa HEeYTOUHEHHasl TaTo-
JIOTUd cepana.

PesynbraThl (pusukanabHoro ocmorpa. Poct: 175 cwm,
Bec: 100 xkr, UMT: 33 kr/m? (oxupenue I c1.). Kypuib-
1K, ycTaHoBJAeH auarHo3 CJI 2 tTuma. ApTrepuanibHoe
napieHue (AJl) 661710 B Ipenesax HOpMBI.

[Tpu mpoBeneHN HEBPOJIOTUIECKOTO OCMOTpa —
5 6auioB mo MIRS, 4To COOTBETCTBYET HAJIMYMIO BbI-
paxkeHHOI OUCTaJbHON U MPOKCUMAJIbHOM c1aboCTH,
BCJIEZICTBME YEro 3HAUYMMO HapylleHbl XOnb0a U CIo-
COOHOCTB K CAMOOOCITY>KMBAHUIO.

Hab6ntonanuch BblpaxKeHHbINA KOTHUTUBHBINA Je-
durut (20 6ammoB mo MoCA npu N>26, 72 6asia no
ACE-III, tme N<82 c uyBcTBUTENBLHOCTBIO 84%), crienu-
dmanocThio 100% CBHIETEIHCTBYET O IEMEHIINM) U Ta-
K1e 5MOLMOHAIbHbIe HapylIeHUs, KaK aenpeccus (14
6ayoB no mkane nenpeccuu lamunerona, N<7), tpe-
Bora (22 6asuta no 1mkaie TpeBoru beka, N<10) u ana-
U (52 6asia no mkane arnatuu, N<30).

Jlnarnocruyeckas omneHka. [1o maHHBIM JUITUIO-
rpaMMbl oOpalajgo Ha ce0s BHUMaHUE CHUXEHUE
ypoBHs1 XC JIBIT — 0,45 MMOJIb/J1, TIPY 3TOM YPOBEHb
o6m1ero XC 6bLT 2,9 MMOJTB/JI.

ITo manneiM DKI: cunycosbslii putm, HCC 70
ya./MuH, muddy3Hoe HapylleHue pernojsipu3annu. [1o
naHHbM XM-DKTI': Ha ¢hoHe CuHYycOBOro puTMa Opaau-
Kapnust B HouHble yachl, cpenHsis YCC 3a cyT. cocTaBu-
na 49 yn./muH, MuanManbHass YCC — 32 ya./MuH, Mak-
cnmanbHasg YCC — 110 yao./MuH, 3aperucTpupoBaHo 84
JKEJTYTOUYKOBBIX 9KCTPACUCTOJ, U3 HUX 2 mapHbie. [1ay3
JUUTeNIbHOCTBIO >2000 MC 3aperucTpupoBaHo 13, U3 HUX
2 MOCTIKCTPACUCTOIIMUYECKUE.

ITo nanHbM OX0KI BBISIBIEHO paclIMpeHMe BCex
kamep cepaua. JIZK: KIO — 178 mn (N<128), KCO —
84 mut (N<32), ®B — 53%, TodIIMHA MEXKEITyI04-
koBoit meperopoaku JIZK — 1,5 cm (N<I1), TonmuHa
sanHeit creHku JIXK — 1,6 cm (N<1), YBenuueHue pas-
mepoB IT2K no 3,7 cm (N<3); nepenHe3zaagHero pazMepa
JIIT oo 5,1 cm (N<4), oobema JIIT mo 109 v (N<60);
mwromanu ITIT no 20 cm? (N<18). Tuneprpodusa muo-
kapna JI2K, kapauomeranusi, pacliupeHre KOpHs aop-
Tl (pucyHOK 1 B).
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3akmouenne. OCOOEHHOCTU HEUPOIICUXOJIOTHYIC-
CKOT0 MpoduiId B JaHHOM CJIydac BHOCHJIM HETATHB-
HBII BKJIAJ B COCTOSTHUE TAlleHTa, a TAKKe B YPOBEHbB
€ro KOMITJIACHTHOCTH K JICUCHUIO.

Knuauyeckwmii coryvaii 4

Nudopmammsa o nanuente. [Tanuent K., 23 ner,
¢ MJI1, nerckasg ¢opma, Ha MOMEHT IOCTYIJIEHUS
B HEBPOJIOTUYECKOE OTHEJIeHUE XKaao0 CO CTOPOHBI
CCC ne ormeuan. M3 aHaMHe3a U3BECTHO, UYTO B BO3-
pacte 6 JieT y malMeHTa ObUTIO BBISIBJICHO HapylleHUe
CepleYHOl TPOBOAUMOCTUA TIPU OTCYTCTBUU IPYTUX
TIPOSIBJIEHU T 3a00JIeBaHUS, B T.4. MUOTOHUM U MBIIIIEY -
Hoit cnaboctu. MI1 Obljla AMarHOCTHPOBaHa B BO3pac-
Te 22 JeT, T.0., 3aJiepKKa MOCTAHOBKU BEPHOTO TMArHO-
3a coctaBuia 16 netr. HaciencTBeHHBIN aHaMHe3 ObLT
OTSITOIIEH TI0 OTIIOBCKOI JIMHUW — HEYTOYHEHHOE T10-
paxkeHue cepalia.

Pe3ynbrathl ¢dusukagabHoro ocmorpa. UMT Obli
B npenenax HopMbl. Kypenue, CII u A" orpunian.

[Tpu nmpoBeneHNM HEBPOJIOTUIECKOTO OCMOTpa —
2 6amna mo MIRS, 4To COOTBETCTBYET OTCYTCTBUIO
KIMHAYECKU 3HAYMMOI MBIIIIEYHO CJTab0CTH.

Heiiponcuxosornueckoe TecTupoBaHue He BBISIBU-
JIO CHVDKEHMSI KOTHUTUBHBIX (DYHKIIMIA, OTHAKO TPUCYT-
ctBoBasu aenpeccus (12 6amios no mkane [aMuabsToHa,
N<7) u anmarust (36 6anioB no mikaie anatuu, N<30).
CamocTosTeIbHO cebsl 0OCIyXuBaJl, UMeJl CpeaHee
npodeccroHaaIbHOE 00pa3oBaHue, He paboTall.

Junarnocruyeckas omnenka. [Tokazarenu numnumo-
IrpaMMBbI OBLTH B TIpeNeTax HOPMBI.

ITo nanubiM DKI: HapylIeHUEe BHYTPUXKETYI0YKO-
BOTO MPOBENeHUS IO TIpaBoii HOXKe Imyuka [uca, He-
3HAYUTETbHOE YBEJIMUYEHUE MPOJAOKUTEIHHOCTH KOM-
miekca QRS o 10 mcex (N<9), UCC 62 yu./muH. TTo
nmaHHbiM XM-OKI': peructpupoBasach MOCTOSIHHAS
AB-6no0kana I ct., onHokpatHO AB-6s0kana Il ct. Mo-
outu II (pucynok 1 I'). Cpennsas YCC 3a cyt. cocTa-
Buaa 62 yn./muH, MunuManbHass YCC — 39 yu./MuH,
MakcuMmanabHast YCC — 117 yo./MuH.

ITo nanHbIM DXx0KI 3HAYMMBIX CTPYKTYPHBIX M3-
MEHEHUIA He BBISIBJIEHO.

3akmouenne. OCOOEHHOCTBIO TAaHHOTO KJIMHUYE-
cKoro ciyuyas gapiasercd aedoT M1 ¢ kapauaibHO
MaToOJIOTUM B JETCKOM BO3pacTe Mpu OTCYTCTBUM Ka-
KUX-JIMOO APYTUX MIPOSIBICHNIT 3a00IeBaHMUSI.

O06cyxaeHue

KapauanbHble nposiBieHuss y mauueHToB ¢ M/ 1
ropasno yaiie NpeacTaBleHbl HAPYIIEHUSIMU MPOBO-
IUMOCTH, B TO BpeMsl KaK HapylleHUsI puTMa cepiala
B MIPEACTAaBJICHHON BbIOOPKE ObUIU €AUHUYHBIMU.

OnucaHHble KJIMHUYECKUE Clydyau, KaKk U 0O0Jb-
IUMHCTBO MauueHToB ¢ M1 He uMenu odopmiieH-
HBIX aJ100 BBUAY KOTHUTUBHBIX HAPYUIEHUH, a TaKXKe
0COOEHHOCTEl HEUpONCUXOJOTUYEeCKOro Mpoduis,
B YaCTHOCTU HAJIMYUSI OENPECCUU U allaTUU, KOTOpbIE
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Tabanna 5
Yacrora mpoBeneHUsI MHCTPYMEHTAIbHBIX UCCIIENOBaHUi Y maureHToB ¢ MJI1

HUccnenoBanue
BKT

OcMOTp Kapauonora

Yacrora nmpoBeneHus

He <1 pasa/roxn

He <1 pasa/rox

JlunuaHblii poduib He <1 pasa/3 roma

XM-BKTI ITepBoe uccaenoBaHue TIPU YCTAHOBJIEHUW TUArHO3a
JHanee:
TIpu BHOBB MosiBUBLIMECs M3MeHeHUsIXx Ha DKI — cpasy,
um ipu cummntoMax co croporsl CCC u Bospacte >40 et — 1 pa3/3-5 net
OxoKTI' ITpu n3menenusx Ha DKI cpasy,
unm ipu cummnToMax co croporst CCC u Bospacte >40 et — 1 pa3/3-5 ner
MPT cepnua ITo moxazaHusIM 1OCJIe OCHOBHOTO 0JI0Ka 00C/IeIOBaHI
50U Mo nmoxasaHusiM MocJjie OCHOBHOTO 6J10Ka 00CIe10BaHUi
V3ITI' BUIA [To nokazaHusiM (CMHKOIIE, U3MEHEHUS! BELIIECTBa TOJIOBHOTO MO3Tra COCYIMCTOTO reHe3a)
CMAZL Mo moka3zanusim (cUHKOTIEe, U3MEHEHWSI BEIeCTBA TOJIOBHOTO MO3Ta COCYIUCTOTO TeHe3a)
IMpumeuanue: BIUA — Opaxuonedanbubie aprepun, M1 — muotoHuueckast aucrpodust 1 tuna, MPT — marHuTHO-pe3oHaHCHas ToMorpadus,

CMA]l — cyrouHoe MOHUTOpUpOBaHue aprepuanbHoro nasineHuss, CCC — cepmeyno-cocymucrast cucrtema, Y3/ — ynbsTpa3BykoBast JOMILIEPO-
rpadusi, XM-DKI' — XonTepoBckoe MOHUTOpUpPOBaHUE 3yeKTpokaparorpaMmmbl, DKIT — anekrpokapauorpamma, 9xoKIT — sxokapauorpadusl,

DDU — anekTpoHU3HONOrHYECcKOe HCCIeTOBaHKe.

MOTJIM OBl 1aTh Bpayy BO3MOXKHOCTb 3allOM03PUTh BO-
BJIEUEHUE B MATOJIOTUYECKUI TIpoliecc cepialia, 4To
TpeboBaso 0l mpoBeneHus oodcnaenoanust CCC.

BaxHo ormeTuth, yto MJI1 MOXeT neOTUpPOBaThH
KapAuaJbHBIMU TIPOSIBJICHUSIMU €11Ie 0 Pa3BUTHUSI MUO-
TOHUM U MBIIIEYHON C1abOCTH, B T.U. Y MOJIOIBIX JIIO-
Jieit, Kak TIPOIeMOHCTPUPOBAHO B TIPUBEIEHHBIX KITU-
HUYEeCKUX ciydasx. Takke oOsi3aTelleH TINATeTIbHBIN
cOOp HAacJIeNCTBEHHOr0 aHaMHe3a, OCOOEHHO Bax-
HO CTIpallvBaTh MallMEHTOB O BHE3AaITHOM cepneyHOn
CMEepTHU Y POJACTBEHHMKOB. 3a4acTyl0 3TO MOXET yKa-
3bIBAET Ha BO3MOXXHOCTb HAJIMUMSI CEPIEYHOM aToJI0-
MW y CaMOT0 MallMeHTa.

Crpatudukaius NaueHTOB MO YPOBHIO CEPACYHO-
COCYIMCTOTO pUCKa JOJDKHA OBITh peain3oBaHa HEBPO-
JIOTOM Y€ Ha HavyaJlbHOM 3Talre OLEHKU COCTOSTHUS
rmanueHTa, 4YToO0bl MMETh BO3MOXHOCTH OIPENEIUTh
YPOBEHb CJIOKHOCTU KapIUOJIOTUIECKUX MCCIIeI0BaHMI
B COOTBETCTBMM C MPAKTUIECKUMM KIMHUIECKUMU ITy-
TaMmu (Tabauna 5). CoracHO KIMHUYECKUM PEKOMEH-
nJauusaM nanveHTam ¢ M1 1 nokazansl npoeneHue DKIT
1 OCMOTp KapauoJsiora 1 pa3 B Tofl, a Mpy HAJIMIUU U3Me-
HeHnuit OKI, cumntomoB co ctoporsl CCC uaum Bo3pac-
Ta >40 et takke XM-OKI u OxoKI' — kaxneie 3-5 net
[7]. Cyrounoe MoHutopupoBaHue A/l 1 yasTpa3ByKoBOe
Jonruieporpaduyeckoe uccienoBanue opaxuonedantb-
HBIX apTepuii 1ieJecoo0pa3HO MPOBOAUTH MAllMEHTaM
C XajlobaMM Ha CUHKOIIE, a TaKXKe TIPU BBISIBICHUU M3-
MEHEHUI BelllecTBa TOJIOBHOTO MO3ra COCYIUCTOIO Ie-
He3a 10 JaHHBIM MarHUTHO-PE30HAHCHOW ToMorpa-
(buu, KoTOpBIE HE YKIIAIbIBAIOTCS B MPOSIBJICHUST OCHOB-
Horo 3200JIeBaHUS.

[TockosibKy 3HAaHWSI B OTHOIIEHWUM TPUMEHEHMS
(apmakosiornueckoi Tepanuy y JaHHOM TPYIIIbI Ta-
LIMEHTOB OTPAHWYEHBI, LIEJIECO0OPAa3HO paccMaTpUBaTh
BO3MOXHOCTh paHHEe! MMIUIAHTAIllMU KapauoBepTepa-

neubpuwIIiaTopa B paMKax MepBUYHONA MPpodUIaKTU-
KU BHE3AITHOM cepaeuHoii cMepTH [6, 7, 12, 16].

B otimume ot HapyIeHui puT™Ma cepaia, oo 3Mu-
nmemuoiornn aucynkum JIK 1 cepmeyHoil HemocTa-
toyHocTu (CH) y mauuentoB ¢ MJI1 Mano u3BeCTHO
[17]. PacnpocTtpaHeHHOCTh cumnTomatuyeckoii CH
y nauueHToB ¢ MJIl comtacHO NaHHBIM JUTEpaTy-
pol konebaetcs ot 0,1 1o 7,1% [7], omHAKO CUMITTOMBI
CH MoryT ObITh HEIOOILIEHEHBI U3-3a OTPAHUYEHHOTO
YPOBHS (DU3NYECKON aKTUBHOCTU JAHHBIX MAlIMEHTOB.
PexoMennoBaHo HauuHaTh JeyeHrne CH kak MoOXHO
paHbllie, B YaCTHOCTU, UHTUOUTOPAMU aHTUOTEH3UH-
MpeBpalaInero ¢hbepMeHTa U aHTATOHUCTAMU peliel-
TOpoB aHTHOTeH3uHa I, KoTopble MOTYT OKa3biBaTh
aHTuduopoTUUeckuii addexrt [18].

AT He xapakTepHa 1js1 mamueHToB ¢ MJI1 [6],
HO MpPU HEOOXOOAMMOCTHU TMallMEHTaM B KauyecTBe I'd-
MOTEH3UBHOW Tepanmuy Ha3HAYalOTCs MUHTUOUTOPHI
AHTMOTEH3UHIIpEeBpallalollero gepMeHTa U aHTaro-
HUCTBI PELIENITOPOB aHTMoTeH3uHa I, kKak u B ciayyae
CH [18].

MoxeT ObITh PEKOMEHIOBAHA OLIEHKA JTUITUIHOTO
npodwis, T.K. TUIIEPXOJIeCTEPUHEMMUS SIBISIETCS OTHUM
U3 MOAUGMUUIUPYEMBIX COCYIMCTBHIX (DAKTOPOB PHUC-
Ka, KOTOpYIO 1ieJlecoo0pa3Ho MpOBOAUTH pa3 B 3 roja,
a B CJlyyae BBISBJICHUSI OTKJIOHEHUI HeoOxonuM OoJiee
YacThIif KOHTPOJIb Moka3zateneit [7]. bojee Toro, Biaus-
HUE CTATUHOB Ha COCTOsSIHUE NmaureHToB ¢ M/ 1 usyue-
HO HEIOCTaTOYHO, TO3TOMY BpauaM HEOOXOAUMO TIIa-
TEJbHO CJIEAUTh 32 BO3MOXHBIMU OCJIOXHEHUSMU CO
CTOPOHBI MBIIIEYHOU TKAHU MPU HA3HAYEHUU NAHHOU
rpyImel mpenaparoB. B KauecTBe ajbTepHATUBHI CTa-
TUHAM BO3MOXHO PacCMOTPEHUE MPUMEHEHUSI UHTU-
ouropoB PCSK9 (proprotein convertase subtilisin/kexin
type 9, mpomnpoTenHOBas KOHBEpTa3a CyOTWJIM3UH-
KekcuHoBoro tuna 9) [19].
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Hapywenus pumma

M3 xoppurupyemMbix COCyIUCTbIX (haKTOPOB pUC-
Ka y MalMeHTOB TakXke oTMe4yeHO moBbilieHne UMT,
KOPPEIUPYIOLIEro ¢ KapAUaJIbHbIMU MPOSIBICHUSMU.
B cBs3u ¢ gaHHBIM HaOIONEHWEM JAHHON TpyIne ma-
LIMEHTOB CJIelyeT PeKOMEHI0BaTh YMEPEHHbIE a3p00-
HblE HArpy3kKu, MOCKOJbKY OHM MOBBIIIAIOT MBIIIEY-
HbI TOHYC [7], 271aCTUYHOCTB COCYIUCTOM cTeHKH [20,
21] 1 MOryT cMOCOOCTBOBATH CHUXKEHUIO Beca.

JaHHbIle 00 WMeEIOIIMXCS KapAaualbHbBIX MPOSIB-
JICHUSIX Y TIPUYMHAX WX Pa3BUTUSL BaXKHBI IJIs Mpe.-
YIpexXneHusT mo0ouYHbIX 3¢h(hEKTOB JieKapCTBEHHBIX
MpernapaToB, Ha3HAYaeMbIX IO OCHOBHOMY 3aboJjieBa-
HUIO WU COMYTCTBYIOIIEH MaTOJIOTUU, B YACTHOCTU MPU
JIEYEHUU BO3HUKAIOIIMX UH(PEKIIMOHHBIX OCIOXHEHUI,
KOPPEKILNU MCUXO3IMOIIMOHAIBHBIX HapylleHui. Tak,
B KadyecTBe mpenapaTa MnepBoil JTUHUY i1 00JIeTYeHUS
COLMAJIbHO OrPaHUYMBAIOIIAX CUMIITOMOB MUOTOHUU
WCITOJB3YIOT MEKCWJIETUH, KOTOPBIA SIBIASETCS aHTU-
ApUTMUYECKUM TIpernapatoM kiacca 1B, Ho ero Ha3Ha-
YeHUe CJIeqyeT COIIaCOBbIBATh C KapAWOJIOrOM IMpY Ha-
JIMYMU HapyLIEHWI puTMa y narueHTa [7].

Eiw€ onHuM mpemapaTom, TPeOYIOIIUM COIJIaco-
BaHUS C KapAuOJIOroM, SIBJSETCS KapbaMamnas3emnuH.
IIpenapaT He MpUBENEH B OCHOBHBIX PEKOMEHAAUSIX
1o JieyeHuto mauueHtoB ¢ M1, Ho 3avactyio bury-
pUpYeT B HayYHBIX MyOIMKAaIMSIX BBUAY OOJIbILIEH 10-
CTYITHOCTHU MO CPaBHEHUIO ¢ MeKCUJIEeTUHOM [22, 23],
OJTHAKO Y €ro Ha3HauyeHue TpeOyeT OLIEHKU PUCKOB CO
cropoHbl CCC, MOCKOJBbKY OH MPOTUBOIOKA3aH MpU
AB-06yiokafgax u Apyrux HapylueHUsIX CepAeYyHOl Mpo-
BonuMocTH [21].
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