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Llenb. YCTaHOBUTbL YaCTOTY MMUOKapAMTa U NEPBUYHBIX (FEHETUYECKM
[eTePMMHUPOBAHHbIX) kapauomuonatuid (KMIT) cpeam naumeHToB kap-
OVONOrMYECKOro CTauyoHapa.

Marepuan u metoabl. [lpoaHananpoBaHbl UCTopun 6one3Hn 671 na-
LEHTa KapAMON0ormieckoro otaenexHus. Pernctpuposany anarHo3 npu
NOCTYM/IEHUM 1 ANArHO3 MPY BbINUCKE, NOCTABAEHHbIA NO pe3ynsTatam
KOMMNIEKCHOro 06cnenoBaHns. Aunardo3sl Gbiny pasneneHbl Ha 7 ka-
TEropwii: runepToHnyeckas 6onesHb, niemMmyeckas 6one3Hb cepaua,
NoOpOK CepaLa, nanonatnyeckve Hapywenusa putma, KMI, muokapant
1 opyroe. Takxe GpUKCMpoBanncb BapuaHt Muokapauta, Tin KMI, Ha-
NYME HapYLLEHWA PUTMA 1 CEPAEYHON HELOCTATOYHOCTMU.
Pe3ynbTatbl. Muokapaut auarHoctnposaH y 194 (28,9%), KMIM y 76
(11,3%), coueTanve KM n mnokapamta y 26 (3,9%) naumeHtos. Cpean
BapWaHTOB MMokapamTa npeobnafanm apuTMUYECKUiA U C Pa3BUTUEM
ounataumm kamep cepaua: 47,4 n 41,2%, cootBeTCTBEHHO. CaMbiMu
MHOrouncneHHbimy 13 KMI ctanu HEKOMNaKTHbIN MUOKapL, 1€BOIO Xe-
nypouka (n=30), punataumonHasa KMI HeBOCNanUTENbHOW 3TUONOrN
(n=13), runeptpoduyeckas KMIM (n=10) n aputmoreHHas KM npaso-
ro xenygouka (n=9). B rpynne ¢ nanonatnyecknMm HapyLLEHNAMI PUT-
Ma B pesynbTate KOMmiekcHoro obcnenosanus y 64,3% 6bin guarHo-
CTUpoBaH muokapauT, ay 19,4% — KMT1.

3aknioyeHune. HYacTota HEKOPOHAPOreHHbIX 3a601eBaHNin MoOKapaa
Cpeay NauMeHTOB KapAMONOrnyeckoro CTaumoHapa Bbicoka U COCTaB-
nset 40,2%. Hannuve y nauveHTOB HapyLUEHU pUTMa, CepAevHOn
HEeAOoCTaTOYHOCTU UK cuHapomMa amnataunmoHHo KM HeoyeBuaHOM

3TVONOMN MOXET ObITb NMPOSIBNIEHNEM HEKOPOHAPOreHHbIX 3abonesa-
HWIA MrMoKapaa, 1 TpebyeT NPOBEAEHNS TLLATENLHOIO KOMIMIEKCHOMO
06cnenoBaHns, HaNPaBIEHHOTO, B T.4., HA UCKJloYeHne nmbo Bepudu-
KaLMio ArarH03a Mnokapamra.

KnioueBble cnoBa: MMOKApAUT, KAPAMOMUONATUS, MANONATUYECKME
HapyLLEHNs pUTMa, PacnpoCTPAHEHHOCTb, 3NMAEMUONOIUS, KAPANOIO-
rMYeCcKuiA CTaumoHap.
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Prevalence of myocarditis, genetic cardiomyopathies and their combinations among patients
of the Cardiology Hospital of the V. N. Vinogradov Faculty Therapeutic Clinic of the Sechenov University

Ruchkin D. V., Nartova A. A., Zaitseva A. ., Lutokhina Yu. A., Blagova O.V., Alieva I.N., Sarkisova N.D., Nedostup A.V.

I.M. Sechenov First Moscow State Medical University. Moscow, Russia

Aim. To establish the prevalence of myocarditis and primary (genetic)
cardiomyopathies (CMP) among patients in a cardiology hospital.

Material and methods. Medical records of 671 patients of the cardio-
logy department were analyzed. The diagnosis at admission and at
discharge was recorded. The diagnoses were divided into 7 following
categories: hypertension, coronary artery disease, heart disease,

*ABTOp, OTBETCTBEHHLIN 3a nepenucky (Corresponding author):
e-mail: ruchkin_d_v@student.sechenov.ru
Ten.: +7 (999) 988-98-24

idiopathic arrhythmias, cardiomyopathy, myocarditis and others. Types
of myocarditis and cardiomyopathy, the presence of arrhythmias and
heart failure were also recorded.

Results. Myocarditis was diagnosed in 194 (28,9%) patients, cardio-
myopathy — in 76 (11,3%) patients, combination of cardiomyopathy
and myocarditis — in 26 (3,9%) patients. Myocarditis with the
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development of arrhythmia and heart dilatation prevailed as follows:
474 and 41,2%, respectively. The most numerous CMPs were left
ventricular noncompaction (n=30), non-inflammatory dilated CMP
(n=13), hypertrophic CMP (n=10) and arrhythmogenic CMP of the
right ventricle (n=9). In the group with idiopathic arrhythmias, 64,3% of
patients were diagnosed with myocarditis, and 19,4% — with cardio-
myopathy.

Conclusion. The prevalence of non-coronary myocardial diseases
among patients in a cardiology hospital is high and amounts to 40,2%.
The presence of arrhythmias, heart failure or dilated cardiomyopathy
may be a manifestation of non-coronary myocardial diseases, and
requires a comprehensive examination aimed, in particular, at ruling out
or verifying the diagnosis of myocarditis.

Keywords: myocarditis, cardiomyopathy, idiopathic arrhythmias, pre-
valence, epidemiology, cardiology hospital.
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AKX — apuTmoreHHas kapavomuonaTis Npasoro xenyaoyka, 'b — runeptoHnyeckas 6onesHs, FKMIM — runeptpoduyeckas kapavomuonatis, MBC — nwemnyeckas 6onesHs cepaua, AKMIM — aunataumonHas kapayo-
muonatusi, KMM — kapavomuonatusi, MPT — MarHuTHo-pe3oHaHcHas Tomorpadus, HKM — HekomnakTHbIi Myuokapg, PKMI — pecTpukTusHas kapauomuonatusi, CH — cepaedHas HelocTaToqHoCTb, AMB — aHpommo-

KapavansHas 6uroncus.

KoueBbie MOMEHTBI

Y10 M3BECTHO O MpeaMeTe UCCIeI0BAHM?
YacTota MUOKAPAWTA U KAPAMOMHUONATUI CUIHHO
BapbUpYET B 3aBUCMMOCTH OT ITOIY/ISLIUIA, B KOTOPBIX
MPOBOIMINCH UCCIIEIOBAHMS.

Yacrora HEKOPOHAPOTreHHBIX 3a00JIEBAHUI MUOKApIa
M MX COUETAHUI Cpey NALMEHTOB KapAXOJIOrNYeCKO-
O CTALIIOHAPa paHee He U3ydallach.

Y10 100aBIAIOT PE3Y/ILTATHI HCCIIENOBAHMS ?
ITokazaHa BBICOKAsl YaCTOTa HEKOPOHAPOIE€HHBIX 3a-
0oJIeBaHMII MUOKApIa U UX COYETAHUI Cpeau MaLy-
€HTOB KapIHOJIOTMYECKOTrO CTALIOHADPA.

Hanuuue y mauypeHToB MIMONaTUYECKUX HAapyIIeHWA
pUTMA, CEPAEYHON HENOCTATOYHOCTH WJIM CUHAPO-
Ma IWIATALMOHHOM KapAMOMUOIATUM HEOUYEBUIHOM
STUOJIOTMHA MOXKET ObITh IIPOSIBJIEHMEM HEKOPOHAPO-
TeHHBIX 3a00JIEBAHKMII MUOKapaa, U TpeOyeT MpoBe-
JEHUS TLIATEIbHOIO KOMIUIEKCHOTO OOC/IEI0BAHMSI.

Key messages
What is already known about the subject?
The prevalence of myocarditis and cardiomyopathies
varies greatly depending on the studied populations.
The frequency of non-coronary myocardial diseases
and their combinations among patients in a cardiolo-
gy hospital has not been previously studied.

What might this study add?
High incidence of non-coronary myocardial diseases
and their combinations among patients of a cardiolo-
gy hospital was shown.
The presence of idiopathic arrhythmias, heart failure
or dilated cardiomyopathy in patients may be a mani-
festation of non-coronary myocardial diseases, and
requires a comprehensive examination.

Bgenenue

Bone3nu Muokapna 0ObeIUHSIOT IIUPOKUI CIIEKTP
3a00JieBaHuIi cepala, He CBSI3aHHBIX C KOPOHAPHBIM aTe-
POCKJIEPO30M, TUIEPTOHUEH WK MOpaKeHUEeM KJlaraH-
HOro anmapara. B 3aBUCUMOCTH OT MexaHU3Ma Pa3BUTHS
TOPaXEHUS CepAEeYHON MBIIILBI HEKOPOHAPOTEHHBIE 3a-
OoJieBaHUS MUOKapaa MOAPA3NEIIIIOTCS HA MUOKAPIUTHI,
kapauomuonartuu (KMIT) u muokapavonucrpodbun [1].
B Hacrosieii ctatbe peusb noiiaer o Muokapautax, KMIT
U UX COYETAHUSIX.

ITon MUOKapAUTOM MOHUMAIOT BOCHAIUTEIBLHOE
3a0o0JieBaHMe MMOKapaa MH(MEKIMOHHOM, TOKCUYECKOI
(B T.4. IeKapCTBEHHOM), ajllIepruyeckKoit, ayTouMMyH-
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HOU WJIM HESICHOW 3TUOJIOTUU, C IIUPOKUM CIEKTPOM
KJIMHUYECKUX CHUMITOMOB — OT OECCUMIITOMHOTO
TEUEHHUS A0 KapAUOTEHHOro IIOKA U BHE3AaITHON cep-
neyHoit cmeptu [2]. KMIT paccmarpuBaroTcst Kak 3a-
0oseBaHUSI MUOKapAa HESICHOW WJIM TeHETUYeCKOU
MpUPOABI U BKIOYaloT runeprpoduueckyo (I'KMIT),
nunataimonHyo (JKMIT), apuTMOoreHHy1o, pecTpuK-
tuBHyto KMII, a Takxke Hekaaccuuuupyembie hop-
MbI, TaKMe Kak HeKoMIakTHbII Mmuokapa (HKM) neBo-
ro xxenynouka (JI2K) [3].

HaHHbIA pa3aen KapaAUOJOTUW TMpeacTaBIsIeT
OOJIBIIION MHTEPEC: TTPU BBOIE COOTBETCTBYIOIINX KITIO-
YEBBIX CJIOB B CTPOKY MOKCKAa B MEXIYHAPOMHBIX MO-
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HWICKOBBIX CUCTEMaX BUIHO, YTO 3a TMOCJEeIHEee NeCITU-
JIeTUE 4YacToTa MOMOOHBIX 3alPOCOB U MyOJMKalUA
BO3pOCJia MPAKTUYECKU SKCIIOHEHIUaIbHO. BMecTe
C TeM, CBEJIEHUS O PacCIPOCTPAHEHHOCTU MUOKAPAUTOB
u KMII noctatoyHO pa3HOPOIHBI U CUJIBHO pa3jinya-
IOTCS B 3aBUCUMOCTH OT TOMYJISILIMI, HA KOTOPBIX MPO-
BOIWJIUCH 3TU ucciaeqoBaHus. [IpenMyliecTBeHHO —
9TO JJaHHbIE HALIMOHAJBHBIX PETUCTPOB, IIe (PUKCUPO-
Bajach MpUUYMHA rOCMUTaIM3alUu B cTalimoHap [4, 5].
ITpu 5TOM OTCYTCTBYIOT JAHHBIE O YACTOTE MUOKApAUTA
u KMII cpenu mauueHTOB cTalMOHapa KapAuOJOTH-
yeckoro npoduiisi. DTU CBeAeHUS MPENCTaBISIOTCS
HaM OCOOEHHO BaXXHBIMU, TTOCKOJIbKY MO3BOJISIOT IMO-
BBICUTb HACTOPOXEHHOCTh KapAOJIOTOB B OTHOIIIEHUU
nuarHoctuku MuokapautoB u KMII. K coxaneHuto,
MUOKApIUT HEPEAKO OCTaeTCs HEepPaclO3HAHHBIM,
Y TIALIMEHTOB BBIMUCHIBAIOT U3 KapAUOJIOTUYECKUX CTa-
LIMOHAPOB C NUArHO30M UIUOMATUYECKUX HAPYIIEHUN
putMma unu cuaapoma JKMII HesicHOI 3TUOJIOTUH, HE
YTOYHSISI HO30JIOTUYECKUIA AUArHO3.

Llenb — yCTaHOBUTH YaCTOTY MUOKApAUTa U Mep-
BUYHBIX (TEHETUYECKU NeTepMUHUpPOBaHHBIX) KMII
cpeayd MalUeHTOB KapAUOJOTMYECKOTO CTallMoHapa.

Marepuaj u METObI

B uccrenoBanve 6bUT BKITIOUeH 671 maldeHT oTmese-
HUS KapauoJiorumyeckoro nmpodwis: 285 (42,5%) KeHIIMH
u 386 (57,5%) MyXuuH, cpenHuil Bo3pacT 59,641+16,76 ner.
BonbHbIe HabMIOOAMUCh B OTACCHUY Kapauojaorun Makyinb-
TETCKOI TepareBTUYecKo KinHuKU uM. B. H. Bunorpano-
Ba B nepuoza ¢ 08.07.2011r mo 02.12.2019r. U3 obiero yucia
GOJIbHBIX, TOCITUTAIM3UPOBAHHBIX B OTIEIEHUE 3a yKa3aH-
HBII TIepuoa BpeMeHH, clydaiftHbIM oOpa3oM (IIpy MOMOIIU
reHepaTtopa cIydailHbIX yKces) Obuto 0ToOpaHo 5% uctopuit
0O0JIE3HU.

B uccienoBaHuu aHAIM3UPOBATUCH T0J, BO3PACT, AUA-
THO3 TPU MOCTYIJIEHUU, TUArHO3 MpPHU BBIMKCKE, 4aCTOTa
pPacXoXIeHUs [MarHo3a Mpu MOCTYIUICHUU U IUarHo3a npu
BhINUCKe. JInarHo3sl ObLIM KJacCU(pUUUPOBAHBI B 7 MOJ-
rpynm: runeproHudeckas o6osnesnb (I'b), umemnueckas
6one3Hb cepaua (MbC), mopok cepana, uanonaTuiyeckue
HapyueHus putma, KMII, muokapnut u apyroe. B mox-
rpymnmny “apyroe” BOIUIM AUArHO3bl, HE COOTBETCTBYIOLINE
npenpaymuM 6 moarpymnmnaM. [ToOMUMO OIIEHKHM 4YacTOTHI
BBISIBJICHUSI MMOKApAUTa, (GUKCUPOBAJICS €ro KIMHUYECKUI
BapuUaHT (ApUTMUYECKUIA, C pa3BUTUEM IMWIaTaAllMU KaMep
cepaia, MHOAPKTOMOAOOHbBIN, UIIEMUYECKUI U JIaTeHT-
HbIit). Y Bcex MalMEeHTOB TakXke OLEHUBAIUCh OTCYTCTBUE
WU Hanuuue cepaeyHoit HepoctatouHoctu (CH) u Hapy-
LIEHUI pUTMa.

JlnarHo3 MuoOKapauTa CTaBUJICS Kak Mopdosoruye-
CKU, TaK ¥ C MPUMEHEHUEM HEMHBA3MBHBIX METOIOB 0bcCJe-
noBaHUs. Y 22 OOJbHBIX TMAarHO3 MUOKapAUTa YCTaHOBJIEH
C NMPUMEHEHUEM SHAOMUOKapAUaTbHOU Ouoncuu (DMB)
MpaBoro Xenaynaodyka. Y OCTaJbHbIX AWAarHOCTUKA MHOKap-
NITa OCYIIECTBIIsIaCh MPU MOMOIIM aIrOpUTMa HEMHBA3UB-
HOU NMarHOCTUKU 3TOro 3a0o0JieBaHUsI, KOTOPbIi ObLT pa3-
pa6otaH u BayuauposaH B @TK um. B. H. Bunorpanosa [6].
B ocHoBe gaHHOrO ajaropuT™Ma JEXUT KOMIUIEKCHbBIM aHaIn3
KJIMHUYECKUX JaHHBIX MalMeHTa U HEMHBAa3UBHBIX MapKe-
poB Muokapauta. OLieHUBaeTCsl HaJlMuue aHaMHECTUYECKOM
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TpUakl (CBs3b Ne60Ta 3a00IeBaHMS Cep/lia C TepeHeCceHHOM
nHdeKIMeil; ocTpoe Havajao 00JIe3HU; TaBHOCTH OOJIE3HU
<1 roma), CUCTEMHBIX UMMYHHBIX TIPOSIBICHUI (COITYTCTBY-
fomre 3ab0IeBaHUSI ¢ UMMYHHBIM MEXaHU3MOM Pa3BUTHS,
Takve Kak OpoHXuagbHas acTMa, 9K3eMa, BaCKYJIUT U ZIp.),
TUTTMYHBIX UTSI MUOKAPIUTA U3MEHEHWI TP MarHUTHO-Pe-
30HaHcHO# Tomorpacduu (MPT) cepaua ¢ KOHTpacTHBIM
YCWICHNEM, BBICOKUX TUTPOB aHTHKAPAUATbHBIX aHTUTEN.
B xavecTBe MOMOTHUTENHHBIX TPU3HAKOB HCITOJIB30BAINCH
OTCPOUYEHHOE CyO3MUKApIUaTIbHOEe HAKOTUIEHWE KOHTPACT-
HOTO TIpeTapaTa TIpu KOMTBIOTEPHOI ToMorpaduu cepaia
U HAJIMYVe TeHOMAa KapIUOTPOITHBIX BUPYCOB B KPOBH.

Huarno3 aputmoreHHoit KMII mpaBoro xenymouka
(AKITX) ctaBUICS B COOTBETCTBUY C MOTU(PUIIMPOBAHHBIMHU
kputepusivu 2010t [7]. TKMII nnarHoctupoBanach mpu Ha-
JINYUM TUTIepTpodUn MUOKapaa ot >15 MM mpu 1o6oM Me-
TONEe BU3YyaTIN3allMK B OTCYTCTBUE IPYTUX MPUIWH (B TIEPBYIO
ouepenb, meperpy3ku masieHuem) [8]. Amarnos HKM JI2K
CTaBUJICSI HA OCHOBAHUU CYIIECTBYIOIINX BU3YaTbHBIX KPU-
tepueB [9-12]. Hammune HKM y GonplmmHCTBa MAllMEHTOB
OBIJIO TIOATBEPKIEHO C TTOMOIIBIO ABYX METOIOB BU3yaTn3a-
uu: axokapauorpacduu, MPT cepaua uau MyJlsTUCTIAPAb-
HOIt KoMnbloTepHoit Tomorpaduu. Auarnoz AKMII craBui-
Cs TIpY HAIWMYWW JWIATaldil KaMep cepana (Kak MUHUMYM,
JIX) co cHmkenureM dpakiuu Beiopoca <50% B oTCyTCTBHE
OUYEBUIHBIX TIPUYUH Il 3TOro, Takux kak UBC, rumepro-
HUs uau mopoku cepaua [13]. Mcxomabrit quaraos3 JKMIT
paccMaTpuBacs KaK CUHIPOMHBIN, €T0 3TUOJIOTHS OTTMcCaHa
B pe3yJbTaTax UCCIeNOBaHUSI.

AHanmM3 MaHHBIX TTpoBoawMIcs B TiporpamMme IBM SPSS
Statistics v. 26.0. JJucKpeTHbIE ITepeMEeHHbIE OTOOPaXKeHbI
B BHUIIEe aOCOIOTHBIX 3HAYEHUI 1 TIPOLIeHTOB. HernpeprIiBHBIE
TepeMeHHbIe TIPENCTaBIeHBl KaK CpemHee apupMeTuIecKoe
+ cpemHeKBagpaTUYHOE OTKJIOHEHWE, T.K. pacrpeneseHune
MTOJTyYeHHBIX 3HAUYEHU ObUTO HOPMaTbHBIM. CTaTUCTHUECKH
3HAYUMBIMU pa3nuiust cautanuch mpu p<0,05.

Pe3ynbTaThi

CTpyKTypa IMarno3a npy nocTymieHun

Bosee nosioBuHbl (54%) nauyeHTOB ObLINA TOCIH-
TaJU3UPOBAHBI B OTIEIeHNE KapAUOJIOTUHN TIO TTOBOIY
I'b — 217 (32%) u UBC — 148 (22%), uTO B TOJHOM
Mepe COOTBETCTBYET BBICOKOW 4acTOTe ITUX 3aboJe-
BaHUil B poccuiickoil momyasuuu. Ha Tpetbem mec-
Te B CTPYKTYpe OUarHo3a IpH IOCTYIUIEHUU CTOSI-
JIM UAMoNaTUYecKue HapymeHus putma — 98 (15%).
C numarHo3zaMu “kKapauoMuonaTtusi” U “MUOKApaAUT”
noctynuin 76 (11%) n 62 (9%) GOJNBHBIX, COOTBET-
cTBeHHO. HanmeHblllee KOJUYECTBO OOJBHBIX, BCETO
5% (n=34), ObUIM HAIpaBJEHbI HA CTALMOHAPHOE JIe-
YeHHWe B CBSI3UM C JIEKOMIIeHcaIMell TTOPOKOB cepllia.
C 3ab6071€BaHUSIMU, KOTOPbIE HE OTHOCSITCS HU K OJHOM
U3 BBIIIENIEPEUYNCIIEHHBIX KaTerOpuii, ObIJIO TOCITUTA-
nu3upoBaHo 36 (6%) GoabHbIX. COCTaB 3TOM TPYIIILI
MaluueHTOB OyAeT pa3oOpaH B CTPYKType AMarHosa Ipu
BBITTUCKE, T.K. TIPU MOCTYIIJIEHUU Y MHOTMX OOJBHBIX
JIMarHo3 ObLT He siceH (PUCYHOK 1).

CTpyKTypa IMarno3a npy BbIMMCKe

B pesynbrate obcienoBaHus AMAarHO3 U3MEHUIICS
y 132 (19,7%) natmeHToB.
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Puc. 1 CrpyKrypa IMarHo30B CPEIN MALMEHTOB KapAUOIOTHIECKOTO POQUIs.
IMpumeuanue: I'b — runeproHuyeckas 6oae3nb, MBC — uiemuyeckast 6oies3Hs cepata, KMIT — kapauomuonatusi.

ITpu BbIUCKe U3 cTaimoHapa yactota I'b, UBC,
KMIT u mopokoB cepalla CylecTBeHHO HE TTOMEHS -
Jack. [1pu 3ToM coctaB rpynm nauueHToB ¢ UbC u I'b
ocTajcs MPEXHUM, B TO BpeMs KaK COCTaB TPYIIIbI
KMII, HecMOTps1 Ha MpexXHee KOJIUYECTBO OOJIbHBIX,
W3MEHWICS: Y YaCTU MALIMEHTOB ObLI MOCTABJIEH Oua-
THO3 MUOKapIuT (n=26), KpOMe TOTO, B JTaHHYIO IPYII-
My BOIEa psij MalMeHTOB, KOTOPbIE MCXOMHO OBbLIU
TOCMUTATU3UPOBAHBI C TUATHO30M “UAMOTATUYECKUE
HapyueHus putMa” (n=19), UbC (n=2), Muokapaur
(n=4, U3 HUX y 2 MAllMEeHTOB MUOKAapAUT COYETaJICS
¢ KMII), a takxe OIMH MallMeHT M3 KaTeropuu “mapy-
roe”.

HaubGonee 3HauuMMble M3MEHEHUSI MpeTepriena
rpyImna UAMONaTUYECKUX apuTMuii. B pesynbrare pas-
BEPHYTOr0 AMAarHOCTUYECKOTO moucka y 63 (64,3%)
W3 HUX OBIJT BBIIBICH MUOKapout, v 19 (19,4%) — pas-
quunbie KMIT: HKM (n=8), TKMII (n=4), AKILX
(n=4), pectpuktuBHasgs KMII (PKMII) (n=1), an-
tpauukianHoBasg KMII (n=1), ankoronpHas JKMII
n=1),y1(1,02%) —Tbuyl (1,02%) — UBC, ko-
TOpble OBLIM paclieHeHbl KaK MPUYMHBI HapyIIeHUS
putMa. Kpome Toro, tpoum (3,06%) nanueHTaM ObLIT
MocCTaBjIeH AUarHo3, BXOASIIWI B KaTeropuio “apyroe”
(TTR-amusionno3 (n=2), CHHAPOM MpPeaBO30YyXIeHUS
xenynoukoB (n=1)). Takum obpa3omM, B pe3yabTaTe
KOMILIEKCHOro obcienoBanus y 87 (88,78%) Goib-
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1 Apurmuueckuii (47%)

2 C punatanmeit kamep cepaua (41%)
Bl Umemnuecxkuii (8%)

4] Vudapkrononobusiit (2%)
JatenTHBI (1%)

@ Sunomuokaput JIEbdnepa (1%)

Puc. 2 KnuHuyeckue BapuaHTbhl MUOKAPIUTOB.

HBIX ObLJIa YCTAHOBJIEHA TUOJIOTUS HAPYIICHU pUTMa
v uib y 11 (11,2%) GONBbHBIX OHU COXPAHWIM CTaTyC
UIMOTIATUIECKUX.

Muokapaut 6b1 AuarHoctupoBaH y 194 (28,9%)
00JbHBIX (pUCYHOK 2). CpenHuii Bo3pacT MalMeHTOB
¢ Muokapautom coctaBui 50,55%14,6 ner. IIpeobaa-
Jan MyXXduHbl (60,8%), Bo3pacT My>KYMH M XEHILIUH
cocraBuia 47,71£14,06 u 54,95+14,44 ner, coorBer-
ctBeHHo (p=0,001). ¥ 158 (81,4%) nmaumeHTOB MUOKAap-
IUAT UTYpUpOBaJI B KauecTBE OCHOBHOIO IMAarHo3a,
B OCTQJIbHBIX CIy4yasiX OH COYeTaycs C APYruMuU 3abo-
JIEBAaHUSIMU, B OCHOBHOM, ¢ paznuyHbiMu KMIT — 26
(13,4% ort Bcex nmanueHToB ¢ Muokapautom). CH mpu-
cyrctBoBasia y 120 (61,9%) GOJNBHBIX ¢ MHUOKAPIUTOM.
PaznuuHble HapylleHUs pUTMa PEeTUCTPUPOBATIUCH
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B KMII 6e3 muoxkapauta
KMIT ¢ Mmuokapautom
Puc. 3 Coueranue KMII u Mmuokapaura.

[Mpumeuanue: AKITXK — aputMmoreHHast Kapauomuonarus mpaporo xenynodka, [ KMIT — runeprpoduyeckas kapauomuonarust, JKMIT — nunata-
unoHHast kapauomuonarusi, HKM — nekomnakthblii Muokapa, PKMIT — pecTpukTiBHast KapIUOMUOTIATHSI.

y 86,1% GonbHbIX. CleayeT OTMETUTh, YTO MalMeHThl UHBI — 9 (60%). CpenHuii BO3pacT My>KUMH U XKEH-
¢ MUOKapIMTOM OTIMYAJIUCh IO BO3PACTy OT OCTalb- winH 53,17+18,26 u 57,11£12,87 1et, COOTBETCTBEHHO.

HBIX OOJBHBIX, TOCITUTATN3UPOBAHHBIX B KapIuoJo- Cpenu pa3IMYHBIX BapUaHTOB MUOKapAuTa TpH-
TrMYecKoe OTIAeJeHUE, OHU ObLIU TOCTOBEPHO MOJIOXKE: CYTCTBOBaIU MHMAPKTONMONoOHbIN (2%), TaTeHTHbIM
50,55%+14,6 vs 63,33%16,18 net (p<0,001). (1%), a y onqHOI maLMEeHTKH, BOLUEIIIEH B KATETOPUIO

ApuTMUYECKUIT BapUaHT MUOKapAUTa ObLT caMbiM  “Ipyroe”, ObLI MarHOCTUPOBAH (hUOPOITACTUYECKUI
MHOTOYMCJIEHHBIM, Ha €ro JOJI0 MPUXOAUTCS Mpak- 3HaoMuokapaut JIEddaepa, moaTBepXKIeHHbBIH MOp-
TUYECKH TIOJIOBMHA MaiueHToB — 92 (47,4%). Cpenu G oJOrMYeCKU.

HUX ObLIO HECKOJIBKO 00JIblie XeHIuuH — 50 (54,3%). MuokapauT ObLT MOpdOIOTUYECKN BepUPUIIUPO-
CpenHuii Bo3pacT 00JbHBIX B 3TO# moarpyime cocta- BaH y 22 (11,3%) u3 194 maiueHTOB ¢ MUOKAPAUTOM.
Bua 52,79t14,87 net (ot 18 no 78 ner), npudyeM xeH- OCHOBHOI NpuuMHON mpoBeaeHuss DMDb sBisioch
IIIMHBI ObUIM CTaplle, 4yeM MYX4YuHbl — 55,4%15,27 vs pa3BuTUe AeKOMIIeHCUpOBaHHOI xpoHuueckoit CH
49,69%13,93 net (p=0,06). CO CHUXXEHHOMU (bpakiueil BbIOpoca HESICHOU 3TUOJIO-

Ha BropoM Mecte mo yacrore meia mMuokapaut ruu — 17 (77,3%), Takke B psnae ciaydaeB DMbB Gbuia
¢ paszButueM cuHapoMa HKMII. Dror BapuaHT ObI  BBIMOJHEHA MallM€HTaM C PE3UCTEHTHBIMM K MeIMUKa-
BoisiBlicH y 80 (41,2%) mauuentoB. Cpeau 9THX MallM- MEHTO3HOM Tepamuu UIMOMaTHYECKUMU HapylleHU-
€HTOB Tpeobaagan MyXKIUHBl — 68 (85%). Cpennuit  ssmu putma — 4 (18,2%) u onnomy (4,5%) GoasHOMY
BO3pacT manueHToB — 46,75+14,04 net (ot 24 no 80 ¢ momo3peHreM Ha 303MHOGWIBbHBINA MHOKapauT. [1o
jget). CpeaHuii BO3pacT MAlMEHTOB XEHCKOrO IMoJjla pe3yJibTaTaM MPOBEIEHHOTO UCCIENOBaHUS MUOKap-
52,25+14,73 ron, a myxxuuH — 45,78+13,79 net, cra- AUT MOATBEepAUJICS Y Bcex malueHToB. IlalueHThl, Ko-
TUCTUYECKH JIOCTOBEPHBIX Pa3IMUMil TT0 BO3pacTy He TOPBIM IS Bepu(UKAIIMM MUOKAPAUTA BBITIOJIHSIACH
0oOHapyKeHO. OMDbB, ObLIM JOCTOBEPHO MOJIOXKE, YeM MallMEHThI, MUO-

Ha Ttperbem MecTe B CTpYKType BapMaHTOB MMO- KapaWUT KOTOPBIM OBLI MTOCTaBJIEH MPU IMOMOIIU aJro-
KapauTa 1ei UIIeMUYECKUT MUOKApAUT, Ha AOJI0 KO- pUTMAa HEMHBA3UBHOW AMArHOCTUKU — 44,12+14,33 vs
Toporo npuxonuyioch 8% (n=16). Bospact 6onbHbIX 51,43+14,51 ner (p=0,028), y HUX 3aKOHOMEPHO Yallie
ObLT cTaplle, YeM B IPYTMX MOATPYIIAxX, ¥ COCTaBWJI TpucyTcTBoBaja xpoHudeckas CH — 95,5 vs 57,6%
55,67%14,7 ner. Cpeau nauueHToB npeobnaganu xkeH- (p<0,001), a TakKe TOCTOBEPHO Yallle ObUIO JUATHO-
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CTUPOBaHO codyeTaHue Muokapauta u KMIT — 27,3 vs
11,6% (p=0,043). Ilo yacToTe HapyLIEeHUI PUTMA ITU
MalueHThl He pasindanack — 86,4 vs 86,0% (p>0,05).

JduarHo3 “kapauomMuonaTtus” TPU BBIITUCKE
61 moctabieH 76 (11,3%) nmaumentam. Ux cpen-
HUil Bo3pacT cocraBua 47,12+16,16 ner, oHU ObI-
JIU JOCTOBEPHO MOJIOXE OCTaJbHBIX MAallUEHTOB —
47,12+16,16 vs 61,24%+16,17 (p<0,001). Bonee aByx
TpeTeil coCTaBUIM MYXYMHBI — 53 (69,7%), Ko-
TOpble OKa3aJUCh JOCTOBEPHO MOJIOXKE XEHIIUH:
43,89%15 vs 54,57%£16,58 roma. CH mnpucyrctBoBa-
na 'y Tpex uyetBepreit (76,3%, n=58), a HapyluieHUs
putMa — y 85,5% (n=65) 6onpHbIX. Cpenu maiu-
eHToB ¢ KMII caMbIM¥ MHOTOUMCIEHHBIMU OBLIU
6osnpHbIe ¢ HKM — 30 (39,5%). Ha BTOpOM MecTe
(n=13; 17,1%) no uyactore uux namueHTsl ¢ JKMII
HEBOCTAJIUTEIbHON 3TUOJOTUU, KOTOpPbIE HE ObI-
JIU OTHECEHBI K KaTeropuu “mMuokapaut”: y 8 u3
HUX Oblna BepuduUIIMpoBaHa MepBUYHAsI TeHETUYEC-
cku gerepmuHupoBaHHas JIKMII, ewie y 5 mauueH-
ToB HKMII umena Tokcuyeckyo atuooruio. Y 10
(13,2%) nauuenToB Ob1a guarHoctupoBaHa 'KMII,
y 9 (11,8%) — AKITXK ny 5 (6,6%) — PKMII. Ee
y 9 (11,8%) yenoBex B JaHHOW TPyIIe MPUCYTCTBO-
Banu uHele KMII wiu coueranue Heckoabkux KMIT:
nmemuyeckass KMII (n=3), kapauoMuonaTtusi Kak
nposiBieHue 00Jie3HU HakKoruieHus (n=2, B T.4. |
cllyyaif reHeTU4YeckKu BepudUIUMPOBAHHOU OoJie3-
Hu HaHoHa), aHTpanukiauHoBas KMII, couetaHue
HKM u AKITX (n=2), coueranue HKM u I'KMII
(n=1).

OtnenpHO oneHuBanoch coyetanue KMII ¢ Muo-
KapauToM (pucyHok 3). ComnyTCTBYIOIIMI MUOKapAUT
ObUT OOHapyXeH Oosiee yeM y TpeTu 0osbHbIX ¢ KMIT
(n=26, 34,2%), coctaBuB 3,9% oT 00IIero yucia na-
uueHToB. Cpenu 30 maunentos ¢ HKM y 16 (53,3%)
YeJI0oBeK MPUCYTCTBOBaN MHoKapauT. Eie Bwille ero
MpOLEHT OblI cpenu manueHToB ¢ AKITXK: 7 (77,8%).
Cpenu 8 nmanueHToB ¢ nepsuyHoii JIKMIT tonbpko y 1
(12,5%) 60onbHOTO OBLT TMATHOCTMPOBAH MUOKAP/IUT,
y 2 (40%) ¢ AKMII ToKkcHuecKoil 3TUOJIOTMU TIPU-
CYTCTBOBAJIM KOCBEHHBIE MPU3HAKU COMYTCTBYIOIIIE-
ro BocCHajJieHUs1. ¥ 000UX MallMEeHTOB C COYETAaHUEM
AKITK 1 HKM 65110 Mopdonoruuecku Bepudu-
LIMPOBAHO HAJMYKE COIMYTCTBYIOIIETO MHOKApAUTA.
Y 6onbHbIX ¢ TKMIT 1 PKMII naHHBIX 32 COITYyTCTBY-
IOIIUIA MUOKAPAUT MOJy4EHO HE OBLIO.

Oo6cyxaeHne

B HacrosiiieM McclieioBaHUM YCTaHOBJIEHA BbI-
cokasl yacToTa Mruokapautos (28,9%) u KMII (11,3%)
cpeny maluueHToB Kapauonorunyeckoro npoduist. Cym-
MapHasi 4yacToTa HEKOPOHapOTreHHBIX 3abosieBaHUI
Muokapaa coctasuia 40,2%. B mepeueHb TMarHo30B
MPYU BBITIMUCKE MBI HE BKJIIOYAIM MUOKAPIUOAUCTPO-
(bun, MOCKONBbKY TaHHBIN TMATHO3 He ObLI MOCTaBJICH
HUM OIHOMY W3 IMAllMEHTOB B Hallleil BHIOOPKE, €CIIN He
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OTHOCUTb K 3TO# TpyIIe 3a00jieBaHUN TTOpaXkKeHUs
MHMOKapaa TOKCUYECKON 3THOJIOTUUM (aJKOTOJIbHAS
JKMII, antpauukiauHoBass KMIT).

[TomyyeHHYI0O 4acTOTy BCTpPEYaeMOCTH MMOKap-
JIATOB CJIOKHO CONOCTAaBUTb C IPYITMMU NAaHHBIMHU, T10-
CKOJIBKY TIOMYJISIIIMUA, B KOTOPBIX OHA OIlIEHWBAJacCh,
oueHb pasHoponHbie. [To manubsiM 2017T B Mupe ObLIO
3aperucTpupoBaHo 1,8 MJIH MalMeHTOB C MUOKapAU-
TOM, a YUCJIO CMEPTEJIbHBIX UCXOIOB JAHHOTO 3a00JIeBa-
HUs cocTaBuiio 46,486 Toic. yenosek [14]. Yactora BbI-
SIBJICHUST MUOKapAUTa HEYKJIOHHO PACTET, YTO CBSI3aHO
C YCOBEpIIIEHCTBOBAHUEM ITOIXOJ0B K €ro Mopdosoru-
YECKOW MMarHOCTUKE (MMMYHOTMCTOXMMUYECKOE MC-
CJIeloBaHKe) U C TIOSIBJIEHMEM HEWHBA3UBHBIX METOIOB,
takux Kak MPT cepaiia u ucronb3oBaHUe pa3TnIHbIX
O6romapkepoB. UKcCIO 3aperucTpUpOBaHHBIX ClIydyaeB
MMOKapauTa Ha 1 MJTH YeJIoBEeK MOCTETIeHHO YBEeJINIu-
Jock ¢ 95 B 20051 no 144 B 2014r [5]. B Bo3pacTe ot 35 no
39 neT MUOKapaUT IUATHOCTUPYETCS ¢ YacToToi 6,1 Ha
100 TeIC. Y My>*)uuH U 4,4 Ha 100 TbIC. y XeH1uMH. [To Ha-
IIMM JaHHBIM MUOKAPIUT Yallle BCTPeYaIcs Yy My>KUMH.
Ilo maHHBIM JUTEpaTyphl yacToTa npoBeneHuss SMb
U1 BepuduKauuu Muokapauta B nepuon ¢ 1998 mo
2013rr, HECMOTpPSI Ha yBeJIWYEHUE YaCTOThI TOr0O 3a00-
JIEBaHMSI, CYIIECTBEHHO HEe M3MEHWJIACh U Jaxe Tpoje-
MOHCTPUPOBAJIa TEHAEHIINIO K HEOOIBIIIOMY CHYKEHUIO
(-0,15%), 4TO TakKe OTpakaeT BKJIaJ HEMHBA3UBHBIX
METOIOB AUAarHoCTUKM [15].

W3 momyisiiimoHHbBIX UCClIeNOBaHUN U3BECTHO, UTO
MuoKapaut siBisietcst npuunHoit CH y 4% manueHToB,
TOCIIUTAIM3UPOBAHHBIX B CTallMoHap. B HacTosem
HCCIeTOBAaHUM Ha JOJII0O MUOKapIUTa B CTPYKTYpe TIPH-
yuH CH npuxomutcst 22,9%. EcTb naHHbIE 0 4acToTe
BBISIBJICHUSI MUOKApIUTa B TeparieBTUIECKUX CTAI[NO-
Hapax: Cpeay 3TOi TPYIIIbI TAIMEeHTOB OHA COCTABIISIET
nopsiaka 10% [1], yTo HeEMaJIo ¢ Y4€TOM TOIO, HACKOJIb-
KO pa3zHOOOpa3eH KOHTMHTEHT OOJbHBIX, TOCTTUTAIM -
3UpyeMbIX B oTaesieHue Tepanuu. Cpeau MalueHTOB
PEeBMAaTOJIOTMYECKUX M MH(MEKIIMOHHBIX CTAallMOHAPOB
YyacTOTa MUOKApAUTa elle Bhiiie u gocruraet 20% [16].
C y4eTOM 3THX JaHHBIX MOJydyeHHas uudpa B 28,9%
TIPECTaBIISIETCS BITOJIHE PEAIbHOM.

[TocTaBUTH MMarHO3 MHOKapAWTa TaKoMy 0OJIb-
IIOMY KOJIMYECTBY TMAllMEHTOB IMO3BOJIMJI KOMIIJIEKC-
HBII AUMarHocTudeckuii monxoxa. [ns Bepudukamuu
muokapauta B 22 (11,3%) cnyyasix npuMeHsiiach ODMB,
B OCTaJIbHBIX CITy4asiX MUAarHo3 CTABWJICS TPU TTOMOIIN
KOMIUIEKCHOTO aJITOPUTMa HEMHBA3UBHOI TMarHOCTH -
KU, OMKMCAHHOTO B pasnene “Marepuanbl U METOAbI”,
KOTOpPBINA 00JIaaeT BBICOKOW YYBCTBUTEIbHOCTBIO
U cenUIHOCTHI0. MOXET 1MoKa3aTbesl, YTO JaHHBIN
TTO/IXOJI 3aBBIIIAET YMCIIO UCTUHHBIX CIy9aeB MUOKap-
JITa, OJHAKO 3TO HE TaK: B IOCJENHUE TOAbl 0cO000e
BHUMAaHME YAEISIeTCS] UMEHHO HEeMHBA3UBHBIM METO-
JlaM TUarHOCTUKU MMOKapauTa, MOCKojabky OMb na-
JIEKO He BCEr/a JIOCTYITHA JaXke B CaMbIX OCHAIEHHBIX
kuHuKax. B EBporieiickom permcrpe KaparoMHorna-
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TU M MUOKapAUTOB, TPEIBapUTEIbHBIE PE3YJIBTAThI
KOTOpPOTO ObUTM 03ByYeHbl Ha EBpomeiickoM KoHrpec-
ce kapauoJioroB B 2019r, MuokapauT O0bL1 BepudUIIM-
poBaH MOP(MOJOrMYECKU TOJBKO y 38,2% maLKeHTOB.
B ocTanbHBIX ciiydasix 1MarHo3 ObLI MOCTaBJIEH Ha OC-
HOBaHUM KJIMHUYECKUX KPUTEPUEB MUOKAPIUTA U/ WIIN
naHHbix MPT, 4To mpenycMOTpeHO OeicTBYIOIIUMU
pEeKOMEHALMIMU MO0 NUarHOCTUKE MMUOKapauTa [2].

CJ0XHOCTh MOCTAHOBKU JUAarHo3a “MuoKapautr”
CBs3aHAa C MHOTooOpa3reM U, OMHOBPEMEHHO, HECTIeL-
(buyHOCTBIO €ro KIIMHUYECKUX NposiBiieHuiA. s ycner-
HOI IMAarHOCTUKHU CJIEMYeT HE TOJIbKO MOMHUTH 00 3TOM
3a00JIeBaHUU, HO U YCHEIIHO UIEHTU(MUIMPOBATh TPy~
bl PYCKA TAIIMEHTOB, Y KOTOPBIX BHICOKA BEPOSTHOCTH
HaJIMYUS MUOKApIUTa. DTO HE TOJIBKO OCTPOE Hayallo,
aHaMHeCcTUYecKas CBs3b 1e0I0Ta 3a001eBaHus C TIepeHe-
CEeHHOI MH(bEKIMel 1 HaIMIue CUCTEMHBIX UMMYHHBIX
MPOSIBJICHUI, HO U OTHeJIbHbIe (DEHOTUIIBI MAIIUEHTOB.
Cpenu KIMHUYECKUX (hOpM MUOKApAWUTA B HACTOSIIEM
WCCIIEIOBAHUM C OOJIBIIIMM OTPHIBOM TIPEO0IaIai apuT-
MUYECKUil BapuaHT Muokapauta (47,4%) 1 MHUOKapIuT
¢ pasutuem JKMII (41,2%). CyiiecTBeHHOE U3MEHe-
HUE CTPYKTYPhI TUArHO3a MPU MOCTYIUIEHUU B TOJIb3Y
MMOKapAUTa OTMEUEHO, B MIEPBYIO OYEpeb, B MOATPYIIIIE
C WAMOMATUYECKUMU HapYyHIEHUSIMUA pUTMa (MUOKap-
JIUT TUArHOCTUPOBaH y 64,3% malueHToB). DTO CBUIE-
TEJILCTBYET 00 0CO00I HACTOPOXKEHHOCTU B OTHOILIEHUU
MUOKapAuTa Mpu OOCAeNOBAHUM MALUEHTOB C Hapy-
meHustMu putMa u/uwim cudapomoM JIKMIT HesicHoI
stuojoruu. CylIeCTBEHHO pexXe BCTPevaauch Opyrue
BapuaHThl MUOKapIWTa, TaKWe KakK WIIEeMUYEeCKUH,
WH(apKTONOA0OHBIN WK JaTeHTHBIN. MIHOrna Ha mep-
BBII B3LISI OYEBUIHBINA AU bepeHINaTbHBIN TUarHo3
MNBC u muokapauTa Toxe MOXKET IPeACTaBIsATh Cyllle-
CTBEHHbIE CIOXHOCTU. Cpenu MpoaHaIu3upPOBaAHHBIX
UCTOpUIA 0OJIe3HU OBLT Cilydyaid coyeTaHus MUOKapauTa
u UBC, npu KOTOPOM COCTOSTHUE TMALIMEHTKU ABAXKIIbI
ObLIO OIIMOOYHO paclieHeHOo: B TepBblii pa3 UBC Obuia
VHTEPIPETUPOBAHA KAaK OCHOBHOE 3a00JIeBaHUE, OTHAKO
OBLT YIYIIEH AMAarHo3 aKTUBHOTO MUOKapauTa, BO BTO-
poii pa3 nporpeccupoBaHue MBC 6bL10 paclieHeHO Kak
obocTtpeHue Muokapaura [17].

Yro kacaetcsa yactotel KMII, To pacnpocTtpaHeH-
HOCTb 3TOI TPYIIbI 3200JI€BaHUIA B MOMYJISILUU U, TEM
OoJiee, cpeny MalMeHTOB KapaIUOJOrMYeCKOro CTaluo-
Hapa, TOMOMJIUHHO Heu3BecTHA. [1onoOHbIe cBeneHUS
MPEeACTaBIEHbI MO KaXI0MYy KOHKpeTHOMY Tuity KMII
U, ONSATb-TaKW, CUIBHO Pa3HSTCS B 3aBUCUMOCTU OT
BBIOOPKM MAallMEHTOB, HA KOTOPO MPOBOIWIOCH UC-
cinenoBaHue. B HacTosieii padote yactota KMIT co-
ctaBuia 11,3% OT Bcex KapAMOJIOTMYECKUX MAIIMEHTOB,
YTO MPaKTUYECKU BTPOE MEHbIIE, YeM YacTOoTa MMO-
kapauta. B EBpomnelickoM peructpe Kapauomuorna-
TUI U MUOKApIWUTOB CUTyallus OblLTa oOpaTHas: B Xole
BKJIIOYEHUS] MALlMEHTOB B PETUCTP ObLIO NOCTATOYHO
ObIcTpOo HabOpaHo ~3 Thic. nanueHToB ¢ KMII, B TO
BpeMsI KaK 3arulaHMpoBaHHbIX 600 MallMeHTOB ¢ MUO-
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KapauTaMU TaK W He yAaaoch HabOpaTh, HA MOMEHT
MPEeICTaBIeHUs TaHHBIX UX YUCJI0 He nocturio u 500
yesoBek (n=472). BeposiTHO, OoJiblliee KOJIUYECTBO Ma-
LIMEHTOB C MUOKapAWTOM B HallleM CTallMoHape o0y-
CJIOBJIEHO MTPUMEHEHMEM KOMILIEKCHOTO MOAX0a K €ro
JMMarHOCTUKE, OCHOBAHHOTO HAa COBOKYITHOCTU KJIWHU-
YECKHUX, JJAOOPATOPHBIX U UHCTPYMEHTAIbHBIX TaHHBIX.

ITo yacrote otnenpbHbix KMII Halm naHHbIE B 1ie-
JIOM He MpOoTUBOpeyaT MUPOBbIM. CaMbIM MHOTOYHUC-
JIeHHbIM BapuaHToM u3 KMII y mauueHToB Kapauoso-
rudeckoro crauroHapa crtanr HKM (39,5%). B oOwueii
MOMYJISLIMU B3POCHIBIX, COITIACHO PSIy UCCIEAOBAHUIA,
HKM Ttakxe crout Ha nmepBoM Mecte cpenu KMIT:
ero yacrora gocrturaer 1,3% [18]. [lanee B cTpyKType
KMII nmanueHTOB KapAuOJOTMYECKOro cTallMoHapa
uget JKMII HeBocnanmutenbHoit stuonorun (17,1%).
ITpu aTom HKM Takxe yacto npotekasn ¢ (heHOTUIIOM
JAKMII. YacTtoTa HEMOCpeaCcTBEHHO TAHHOTO 3TUOJIO-
ruyeckoro BapuaHTta JIKMII He udydanach HU B 001IEi
MOMYASIUMU, HU CPEAu MalleHTOB, TOCHUTAIU3UPO-
BaHHBIX B KapAMOJOTUYECKU cTarmoHap. Ha TpeTh-
em Mecte — ['KMII, yactota KOTOpo¥ B MOMYISLUU
BappupyeT oT 1:200 mo 1:500 yemosek [19]. YacToTa
I'KMII cpenu maueHTOB KapAUOJIOTHYECKOro npodu-
s ¢ KMIT B Hamem uccaenoBanuu cocrasuia 13,2%.
AKIIX crout Ha yeTBepToM MecTe B cTpykType KMII
(11,8%) u He cunbHO otcTtaeT oT [KMII, sBnssich 3ako-
HOMEPHBIM OTpaKeHUEM TOro, 4To yactora 3Toit KMII
B MIOMYJISILIUOHHBIX UCCIENOBAHUSIX HEPEIKO 3aHIKEHA
13-32 OOBEKTUBHBIX TPYAHOCTEN B TUArHOCTUKE 3TO-
ro 3abosieBaHUsI, oAHAKO MoxeT gocturath 1:1000, yto
BriojiHe cornoctaBumo ¢ 'KMIT [20, 21]. Hdanee 3ako-
HOMepHO uaeT caMas penkas u3 KMIT — pectpukTus-
Has (6,6%), UCTUHHAS YacTOTa KOTOPOIi, B CBSI3U C He-
0O0JIBIIION pacnpOCTPaHEHHOCThIO, HE YCTAHOBJIEHA.

ITpusnaku CH oTMeueHBbI y Tpex 4YeTBepTeit maiu-
€HTOB, a HapyIIEeHUs] pUTMa MPUCYTCTBOBAIU y >85%
6osbHBIX ¢ KMII. Takum o6pa3om, Haau4yue Hapyiie-
Huit putMa u CH ¢ HeoueBUIHOI 3TUOOTUEN TpeOy-
0T UCKJIIOUEHUSI HE TOJbKO MUOKapauta, Ho u KMII.
Bonee Toro, Heylb3s UCKIIOYUTH COYETAHUE DTUX NBYX
3a00JIeBaHUIA.

Hanuuue onHoBpeMenHo KMII u muokapnuta
B HACTOSIIIEM WCCIEIOBAaHUM TUAarHOCTUPOBAHO y 26
MalMeHTOB, YTO COCTaBJIsIeT TPETh OT IMAllMEHTOB
¢ KMIT u 3,9% ot o61ieit BBIOOPKU. DTU MAIIUSHTHI
MPEACTaBISIOT 0cO0bIil uHTepec. MI3BeCTHO, UTO reHe-
TUYECKU U3MEHEHHbI MUOKapI MOXET SIBJISIThCS Oya-
TOTIPUSITHBIM CYOCTPAaTOM [IJIs1 IPUCOECAUHEHUS] MUO-
KapIuTa, a BOCIaJIeHUE, B CBOIO OYEPENlb, CIIOCOOCTRY-
et nporpeccupoBanuio KMII [22-24]. TIpu AKIIK
YacTOTa COMYTCTBYIOIIET0 MUOKapAuTa MpPEeBbILIAET
70%, moka3zaHo, YTO MUOKApIUT YTSIXKEIsIeT TeueHue
atoii KMII, a ero ajgekBaTHOe JieueHUE AOCTOBEPHO
yiydiiaeT nporHo3 [25]. B Hamieil BoIOOpKe YacToTa
muokapauta npu AKITK 6b11a 6J11M3Ka K 9TUM JaHHBIM
u coctaBuna 77,8%. [lpu HKM Takke mokazaHa He-
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COMHEHHas PoJib COMYTCTBYIOIIEro Muokapaura. [1pu
nanHoit KMII oH BcTpeuaeTcs Oosiee yeM y MOJOBU-
Hbl MALMEHTOB U HETaTUBHO CKa3bIBAETCS HA TEYEHUU
1 ucxomax 3aboiyieBaHus [26]. AHajmorunuHas uudpa
(53,3%) mosyyeHa 1 IIpy aHaJIM3€ Halleil KOrOPThI Ma-
nuenTtoB. JJKMII Hepenko siBisieTcs: CIeACTBUEM MUO-
KapauTa, OMHAKO TIPU MEPBUYHOM, TeHETUYECKU AeTep-
muHupoBaHHoit JIKMII, npucoearHeHre MuoKapauTa
MOXKET TaKXe UMETh 3HaYEHMUE.

Myrtanuu B reHax DMD v DYSF 3a cuet HapylLIeHUsI
CTPYKTYPbl MEMOPaH KapaIXOMUOIIUTOB Jeat0T MUOKAPI
B OOJIbLIEI CTeNEeH! MOIBEPKEHHBIM WHGMUIIMPOBAHUIO
KapauoTpoMHbIMU BUpycamu [27]. B cBoro ouyepens, mpu-
coenuHeHue K nepsuuHoii JIKMIT Muokapnura crnoco0-
CTBYET OBICTPOMY MPOTPECCUPOBAHUIO CUCTOJIUYECKOMN
TUCGHYHKIIMA U MOXET MPUBECTU K TMOEIU MallMeHTOB
[28]. B onucaHHOI BHIOOPKE MUOKAPAUT MTPUCYTCTBOBAI
Jquinb y 1 u3 8 maumrentoB ¢ nepsuyHoit JJKMII. TTpu
T'KMII paHHBIX O COIYTCTBYIOIIEM MUOKapauTe B JIW-
TepaType MeHbIIIe, HO B OMHOM KCCJIEIOBAaHUM ObLIO Ha-
IISIAHO TIOKAa3aHO, YTO Y MAallUEHTOB C JEKOMIIEHCUPO-
BaHHoil CH mMuokapauT BCTpedyaeTcsl JOCTOBEPHO vallie,
yeM y mauueHtoB ¢ [KMIIT 6e3 mposiBieHuit HemocTaTou-
HOCTU KpoBooOpaieHud [29]. B Hamieit rpynne naiueH-
TOB He ObLTO HU OMHOTO cirydas couetanust [ KMIT u muo-
KapanTa; 3T0 CBUIETEbCTBYET O TOM, UTO JJI JaHHOM
KMII MeHee TUMTMYHO TPUCOETMHEHUE MUOKAPANTA, XO-
TsI, OTYACTU, ITO MOXET ObITH OOYCIOBJIEHO OTHOCUTEIb-
HO HEOOJIBIIMM Pa3MepPOM BBIOOPKU.

ITomumo mpucoenVMHEHUST MUOKApaIuTa K YXke
umetromeiicas KMIT onucana u obpaTHasi cuTyauus,
Korjga y nmeteit ¢ octpbiM Muokapautom npu JHK-
JMUATHOCTUKE ObUIU OOHAPYXXEeHbI MyTallMU B Te€HAaX, OT-
BETCTBEHHBIX 3a pa3BuTue pasnmuuHbix KMIT [30]. B3a-
WMHO€ BJIUSIHUE TEHETUYECKON OCHOBBI U BOCHATIECHUS
MPEeaCTaBISIeTCS €NMHBIM KOHTUHYYMOM, TPEOYIOIINM
JNagbHEeUIero u3ydyeHus.

Hakoneln, couyetanue cpaszy Heckoiabkux KMII
¥ MUOKapIWTa y OJHOTO MallUeHTa He SBJISIETCS Kasy-
WCTUYECKU PEeNKUM W TaKOW BapUaHT TakKXke JOJIKEeH
MPUHUMATBCS BO BHUMAHUE MPU MTOCTAHOBKE HO30J10-
TUYecKoro nuarHosa. PaHee Obuta omucaHa cepusi Ciiy-
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Kapaa cpeay MalMeHTOB KapIMOoJOTUIECKOTO CTallio-
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