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AHHOTAULMS

nepBVI‘-IHbIe Kapanommonatun B AETCKOM BO3pacTe npeactaBnAaloT cobon peakoe, HoO cepbe3Hoe 3a6oneBaHme, KOTOpoe
ABNSAETCS YacTon I'IpMLWIHOVI cepnequﬁ HeaJOoCTaTO4YHOCTUN U Haunbonee yacTomn I'IpVIl-IVIHOVI TpaHCnnaHTauun cepgua y ,que|7|
cTapuwe 1 roga. 3a nocnegHne gecatuneTma ouarHoCTuka Kapgmomumonatmm npoasnHynacb OT TpaauUMOHHBIX KIMMHNYECKNX
noaxoaoB K HOBbIM FreHETUYECKMM U BU3yalnn3alMOHHbIM MeTodaM. B cratbe npeacrtasiieH 0630p NNTepaTypHbIX OaHHbIX
(o] COBpeMeHHOVI KJ'IaCCVI(bVIKaLI,VIVI nepBUYHbIX NeanaTpmnveckmnx KapﬂVIOMVIOI'IaTVIVI, 0COBEHHOCTAX KITMHUYECKOro TeYeHus U
BU3yanunsauunn, Kotopasa ABndeTcAd HEOTbEMITIEMOWN YacTblO ANarHoCTUKM Ha OCHOBE NepBUYHOIO MOpCbObeHKLI,VIOHaJ'IbHOI'O
deHoTUNa.

KnioueBble croBa: nepBUYHbIE KAPAYOMMUONATUW, AETU, KNWHUKE, AUarHoCcTuKa.
KoHnuKT uHTepecoB: aBTOpbI 3a5BNAT 06 OTCYTCTBUN KOHMMKTA MHTEPECOB.

Mpo3payHocTb huHaHCOBOM HWKTO N3 aBTOPOB He MMeeT (hMHAHCOBOW 3aMHTEPECOBAHHOCTN B NPEACTaBMNEHHbLIX MaTepua-
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Abstract

Primary cardiomyopathies in childhood are a rare but serious disease that is a common cause of heart failure and the
most common reason for heart transplantation in children over one year of age. Over the past decades, the diagnosis of
cardiomyopathy has advanced from traditional clinical imaging methods to new genetic and imaging techniques. The article
presents a review of the literature data on the modern classification of primary pediatric cardiomyopathies and the features of
the clinical course and imaging, which is an integral part of the diagnosis based on the primary morphofunctional phenotype.
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BBepgeHue

Cpeaon cepaevHo-cocyancTbix 3aboneBaHuii B AETCKOM
BO3pacTe kapavomuonatum SBMASOTCA OOCTAaTOMHO PenKon
naTornorven, Ho LOBOSIbHO CEPbE3HON B MnaHe daTtanbHOro
nporHo3a. K nepBuYHbIM KapamMoMmnonaTnsiM OTHOCAT rpynny
reTeporeHHbIX 3aboneBaHnin, Npu KOTOPbIX UMEKTCS CTPYK-
TYpHble U/Mnun yHKUMOHaNbHbIE HAapyLLEHUs My1oKapaa npu
OTCYTCTBMU KaKoM-nmbo siBHon npuymHel [1]. Kapgnomuona-
TUW MOTYT BO3HUKATb Y AeTel B obOM Bo3pacTe v iBNATCA
4acTon MPUYMHON (POPMUPOBaAHMA CEPOEYHOM HeaoCcTaTou-
HocTu (CH) 1 TpaHcnnanTauum cepaua [2]. Mo gaHHbIM nuTe-
paTypbl, YacToTa BCTpEYaeMoCTH AETCKON KapauoMmonaTum
coctasnset 4,8 Ha 100 000 mnageHueB n 1,3—1,5 Ha 100 000
neten B Bo3pacte go 18 net [3-5].

Knaccudmkaumsa kapgmommonaTtum

B 1995 r. knaccudmkauma kapgmomuonaTtui, npeano-
XeHHasa BcemupHOn opraHusauven 3gpaBoOOXpaHeHusi, oc-
HOBblBanacb Ha [AOMUHMpYOLWEN naTtouanonormyeckon
KOMMOHEHTE 1, MO BO3MOXHOCTW, Ha 3TUONOrMYECKMX U NaTo-
reHetTnyeckmx caktopax. Kapavomwuonatuv onpepensnuce
Kak 3aboneBaHNs MMOKapAa, CBA3aHHbIE C CepAeYHON Anc-
dyHKumen. OHM kKnaccudrLMpoBanmnch Kak AunaraumoHHas,
rmnepTpoduyeckasl, PecTpUKTMBHasa Kapguomuonatum 1
apuTMoreHHasi kapavomuonaTtusa npasoro xenygodka (IMXK).
B otgenbHble rpynnbl Obiny BblAENeHbl Heknaccuuumpy-
emMble Kapauomuonatumn, Kyaa OTHOCMnMCb hrnbpoanacTos,
HEKOMMaKTHbIN MUOKapA U cneuuduydeckme kapguomuona-
TUKN, B OCHOBE KOTOPbIX Nexanu onpeneneHHble cepaeyHble
N cucTemHble HapylleHus [6]. B nocnepytowem BbisiBneHne
reHETUYECKMX MyTauui NpYBENO K CnopaM OTHOCUTEMbHO
KpuTepues knaccudukaumm. Esponenckoe o6LecTso kapau-
onoroB (ESC) [7] n AmepukaHckas konnerus kapguonoros/
AmepukaHckast accoumauma cepgua (ACC/AHA) [8] npen-
NOXUNW pasnuyHble onpeaeneHns rmnepTpoduUYecKkon Kap-
avomuonatun (FKMI). B ocHose onpenenenuns NKMIMT ESC
npegnaranv opueHTMpoBaTbCA Ha MOPAONOrunio 1 BKINOYaTb
KaK reHeTuyeckune MyTtauuu, Tak U BTOPUYHbIE POPMbI 3a-
6onesanuss. ACC/AHA orpaHunumnsano onpegenenve KM
TOMbKO M3MEHEHUAMM, CBA3AHHBIMU C CapKOMEPHbIMU MyTa-
unamn. Knacengukaums ACC/AHA He moxeT BbiTb YHUBEP-
carbHO NMpUMeHeHa K NonynAumMmn AeTCKON KapavommuonaTum,
NMOTOMY YTO FreHeTUYeckoe TEeCTUPOBaHWE He SBMNSETCH Lin-
POKO pacnpoCTpaHeHHbIM, a pe3ynbTaTUBHOCTb TECTUPOBa-
HWUS NPy OETCKOWN AmMnaTtaumMoHHon kapguomuonatum (AKMIT),
pecTpuktnuBHon kapguomuonatum (PKMIT) n HekoMnakTHOM
muokapae (HKMIT) oveHb Hu3kas [3, 4]. B 2013 r. 6bina pas-
paboTtaHa HoBag knaccudumkauusa kapgmomumonatuin — MOGE
(S), T.K. BO3HMKNa HEOBXOAUMOCTbL ONMCIBaTL AaHHYK HO30-
ONOrnio NyTEM UHTErPaLIMN HECKOMbKNX XapakTepucTumk sabo-
neBaHusi: MOPAOMYHKLMOHANBHOIO )eHoTHMNa, BOBNEYEHMS
OpraHoB, rEeHETUYECKOro NnM CEMENHOro xapakrepa Hacre-

AOBaHUS 1 3TMONOMUK (FEHETUYECKOW NN HE FTEeHETUYECKOW).
MopdodyHKUMOHanNbHLIM heHOTUN ABMSETCS BbICLLUEN KaTe-
ropven B vepapxuu, NOCKOMNbKY CIYXXUT OCHOBOW AnNs Auva-
FHOCTUKN M NneveHuns. Hanpumep, naumeHTbl, He umeroLme
deHoTMNa 3aboneBaHus, XOTS M C Hanuyinem K3BECTHOro
NaTonornyYeckoro reHa, He cymMTarTcs 6onbHbIMK [1].

Oetckne kapanommonatum obblYHO KnaccuduumpyroTcs
B COOTBETCTBUM C heHoTMnmnYeckumn npusHakamm [9, 10].
B pononHeHve k ctaHgapTHbiM cbeHoTunam OKMI, TKMIT,
PKMTI, HKMIy geten BcTpeyaeTcs «CMeLLaHHbIny eHoTumn,
KOTOPbIN 3aTpyaHSIET onpeneneHne OCHOBHOro eHoTuna.
Hanpumep, KM, B ocHOBe KOTOpPOW nexaT capkOMEpHbIe
HapyLUEeHNs, MOXET Ha onpefeneHHoM aTtane 3aboneBaHus
nepexogntb B AKMI1. HekoMnakTHbI MUOKapA MOXHO yBU-
AeTb N30NNPOBaAHHO MNWN B KOMBMHAUMKW C ApYyruMy OeHOTK-
namu, a umeHHo ¢ derHotmunom KM nnn OKMIT [11].

B KpynHbIX NOMyNAUMOHHBIX WCCNEAOBaHUAX MNOATUMbI
KapanomMmuonaTuin B 4ETCKOM Bo3pacTe Obinu knaccnduumpo-
BaHbl M0 MOPOdyHKLMOHanNsHOMY heHOTMNY Mrokapaa [2].
Mo gaHHbIM paga aBTopoB u3MeHeHusa B cepgue y 50% ae-
Tel 1 NOAPOCTKOB C KapAMoMMonaTnsamMmn Bbinu onucaHbl Kak
nNposiBNeHns AunartaumMoHHoro dgeHotuna, npu atom y 10—
25% o6cnenoBaHHbIX B 3TOW rpynne reMoanHaMu4eckue Ha-
pYyLUEHNSA aHaMHECTUYeCKN BbInun CBA3aHbl C NEpPeHECEHHbIM
OCTPbIM MUOKapauToMm. MnepTpoduyeckuii heHoTn cpeamn
AeTen C KapavomuonatusMu BCTPeYarics HEeCKOIbKO pexe
Nno CPaBHEHUIO C AvnaTauMoHHbIM, 1 cocTtasun ot 35 no 50%
cny4aes [2, 3]. D. Nandi ¢ coaBT. 0TMeyYaloT, 4TO YacToTa Bbl-
asneHusa TKMI 6bina B 3 pasa Bbiwe y AeTen B Bo3pacTe
Mnagwe 1 roga, Yem y geTen cTapLuero Bospacta, npuiem
aBTopamu 6bINoO BbIABMEHO GUMoOAansHOe pacnpeneneHne
BO3pacTa BbISBMeHUs 3aboneBaHWs ¢ NMukamu B BO3pacTe
MeHee ofHoro roga u B 6onee nosgHem getcTee / paHHEM
NnoApOCTKOBOM Bo3pacTe [5]. PecTpukTuBHbIN beHoTun Kap-
AviomuonaTtun BbISBMEH MeHee, YyeM B 5% crnyyaes negva-
TpUYeCKMX kapamomuonaTtuni, npuyem okono 30% nauneHToB
nmMenu cmeLlanHbin peHotmun PKMI/TKMI [12]. HekomnakT-
HbIi MUOKapA, Tak HasbiBaemasa HegudepeHUpoBaHHas
(HekomnakTHas) dopma, BCTpeyanacb B A4ETCKOM BO3pacTe
npubnuantTenbHo y 5% naumMeHToB C KapAMoOMMONATUSIMM
[2]. Mo mMHeHuo psga aBTOPOB, UCTUHHAA 3aboneBaemMocTb
HKMTI1 moxeT ObIThb BbILLE, YEM Mpegnonaranock paHee, T.K.
CTaHAapTU3MPOBaHHbIN NOAXOA K MOCTaHOBKE 3TOr0 AMarHo-
3a nosiBMIICS OTHOCcUTEnbHO HeaasHo [9, 11]. J.L. Jefferies ¢
COaBT. cOOOLLMNM O TOM, YTO, MO AaHHLIM NEeAMaTPUYECKOro
perncTpa kapgnomuonatui, B 23% cnydasx HKMI sctpeva-
nacb Kak M30nmpoBaHHbIn deHoTun, B 59% — Kak cmeluan-
HbIn peHotun HKMIM/AKMI, B 11% — kak cmeLuaHHbIn heHo-
Tvn HKMIM/TKMIT v B 8% cnyyvaax HKMI paccmarpvsanacs
Kak HeonpegeneHHbin peHoTun [9]. Ha camom gene knaccu-
dukaums KapauoMMonaTuin O4eHb CIOXHa, MOCKOMbKY Cry-
Yau MoryT BbITb knaccuduumpoBaHbl kak bonee Yem oguH
TUMN WY NEePEeXoanTb OT OAHOIO TUNa K APYromy.
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3a nocnegHue 25 net 4OCTUrHYT HEBEPOSATHLIN Mporpecc
B BbIACHEHNM TFeHEeTUYECKUX KOMMOHEHTOB Kapavomuona-
TMn. MeHeTnyeckoe TecTMpoBaHMe Mo3BonseT bonee TOYHO
KnaccmdnumpoBaTh NaumeHToB C KapaMomMmuonatusMum B Co-
OTBETCTBUM C MONEKYNAPHOW 3TMOMNOrMen, n3y4mTb natodu-
310MOrMo cneum@mryecknx BapuaHToB reHa, BbISBAATb Nl
6e3 KIMMHMYECKOW CUMMTOMAaTWKN, KOTOpble MOryT UMETL Mo-
BbILLEHHbIN PUCK pa3BuTusa 3abonesanHus [13].

leHeTnyeckoe TeCTMpPOBaHWE MNpW OETCKOW KapAMOMMU-
onaTum — BaXkHas 4YacTb AMArHOCTMKM U Knaccudmkaumn. B
2021 r. b NONy4YeHbl AaHHBbIE MHOTOLEHTPOBOrO UCCMeao-
BaHWS, r4e Ha OCHOBaHMMN FEHETUYECKOro TECTUPOBAHWS Bbl-
ABUINN MaTOreHHbIE U BEPOSATHO MaTOreHHble BapuaHTbl y
32% peten (49/152) c cemeiHON 1 nanonNaTUYECKon AETCKON
kapavomuonatuen [14]. ABTopbl COOOLLAIOT O reHeTUYECKON
HEOOHOPOAHOCTM AETCKUX KapAvOMMOMaTUin ¢ MHOXECTBOM
Pa3nNnYHbIX MPUYUHHBIX FTEHOB U MHOXECTBEHHBIMU MyTaLu-
AMKn B KaxaoMm reHe [14]. Tak, BapuaHT rena MYH7 moxet
ObITb MPUYMHON KaK rMNepTPOUYECKON, Tak 1 AunaTaumnoH-
HOW kapgvomwuonatun. B To e Bpems runepTpoduyeckmn
deHoTMN MOXeT (POPMMPOBATLCS Kak MoA BMWSHUEM reHa
MYH7, Tak n MYBPC3 [15]. Y geTel ¢ kapgnomuonatnamm
ObInNyM 0BGHapy>XeHbl MyTauun B reHax, KOQUPYHLLMX KOMMO-
HEeHTbl capkomepa unu kKoctamepa, Z-AuanasoH, SAEpPHYHo
membpaHy, JecMocoMy, 6enkun, OTBETCTBEHHbIE 3a KarnbLue-
Bblii 0OOMEH 1 MUTOXOHApWanbHble 6enku [14].

CyLuecTByeT HeCKONbKO cnocoboB HacnegoBaHUs Kapamo-
MUOMaTUin, BKMYas ayTOCOMHbIN-AOMWHAHTHBIN, ayTo-
COMHO-PELIECCUBHBIN, X-CLUENMEHHbIN U MUTOXOHOpUanb-
Hbli. AYyTOCOMHO-AOMMHAHTHOE HacrnegoBaHue Haubonee
yacTo Habnwogaercs npu CeMenHOW M30NMPOBAHHOW Kap-
Avomuonartun, AUarHoCTMpOBaHHOW B AeTcTBe. BapuaHThbl
KapguomMmuonaTuin MOryT nepegaBaTbCs MO HACNEACTBY MMM
BO3HMKaTb de novo [2, 3]. BbisBneHne MHOXECTBEHHbIX My-
Tauui B OAHOM MM HECKOMNbKNX reHax OObACHAET NULLb He-
6onbLLOEe KONMYecTBO HabnoaaeMbiX KIMHUYECKMX CriydYaeB
kapavomuonatuin [3]. B negmatpum reHeTnyeckoe TecTmpo-
BaHVe He ABMAEeTCS PYTMHHBIM B ANArHOCTUYECKOM anropuT-
Me KapanomMuonaTtuin. B To e Bpems B nocriegHee aecsitune-
TVe psiA nccneqoBaHWn B 3TOM HanpasneHun NoATBepXaatoT
TOT (paKT, YTO OKOHYaTENbHbIN MOMNEKYNAPHO-FEHETUYECKUIA
AvarHo3 MoXeT ObiTb MOCTaBMEH Yy 3HAYUTENbLHOW 4YacTu
AeTen, Ansa KOTOpbIX NPUYMHA U HACcNeACTBEHHbIM XapakTep
Kapguomuonatum paHee 6binu HeusBecTHbl [16]. Bapbepsl
ANsi TEHEeTUYEeCKoro TeCTUPOBaHUS AETCKOW Kapgmomuona-
TN JOMXHbI ObITb BbIABMNEHbI U YyCTPaHeHbl, YTOObI caenatb
TecTnpoBaHue 6onee JOCTYMHbIM.

KnuHu4eckasn KapTuHa

KnuHuuyeckas kapTuHa Kapgvomuonatum 3aBUCUT OT
Hanuumsa cumntomoB CH, koTopble 0bycrnoBneHbl heHoTH-
noM Kapavommonatum n cTeneHbto ee TsxecTtn [3, 4]. MNpu
kapgnomuonatum npudHakm CH moryT oTcyTcTBoBaTh, a
MOryT MMETb MPOrpeccupytollee TeveHve, MpUBOAsLLEE K
YXYALIEHWUIO CEPAEYHON (PYHKLUNM, BOSHUKHOBEHUIO apUTMUIA,
BMMOTb A0 BHe3anHou cepgeyHon cmeptun (BCC) [17]. Pac-
cMoTpuMm Gornee nogpobHO 0COBEHHOCTU KIMMHUYECKON Kap-
TUHBbI NpU pasHbix eHOTMNAxX NEPBUYHBIX KapAMOMUOMATUIA.

[dvnataunoHHas kapavomuonaTtusi XxapaktepusyeTcs au-
natauwuen nesoro xenyaodka (J1XK) n ero cuctonunyeckom amc-
dyHkumen. Mpu atom deHoTune kapavomuonaum 75-80%
AeTen UMetT NpuaHaky 1 cumntombl CH, ¢ ocobeHHocTAMM
B 3aBMCUMOCTM OT 3Tana 3abonesaHus 1 Bo3pacTta pebeHka.
MaHnudecTauus 3aboneBaHnsi MOXeT ObITb B NtoOOM Bo3pac-

Te [17]. Ha paHHux aTanax 3aboneBaHne NpoTekaeT Marno-
unn 6eccuMnToMHO, CyObLEKTVBHbIE NPOSBNEHUA Hepeako
OTCYTCTBYIOT, AE€TN HEe NpeabsaBnsioT Xanob. MsmeHeHus B
cepaue 4YacTo BbISIBMNAIOT CyYariHO Npu NpodrnakTnyecknx
ocMoTpax unu npu obpalleHnn K Bpady Mo Apyromy MoBo-
Ay, 4TO 0ObACHAET No3gHee BbISBMEHWe naTonorum y psga
naumeHToB. Y MrageHueB 1 AeTen MnajLuero Bo3pacra Be-
AYWUM KNMHUYECKMM CMMNTOMOM SBMSAETCS 3agepxka u-
3M4€CKOro pa3BuTWS, ofblLLKa, KOTOpas n3Ha4yarnbLHO NosiBns-
eTcsa npu Pu3nYeckon Harpyske (KOpMeHumn), NoBbILLEHHAs
NoTNMBOCTb, 6ECMOKONCTBO, OTKa3 OT rPYAHOrO KOPMITEHWS,
renatoMmeranuvs, gucnentuyeckne aeneHuns. B Gonee crap-
Lem BO3pacTe OOHVMM M3 NEPBbIX KMMHUYECKUX CMMMTOMOB
MOXeT ObITb BbICTpas yTOMNAEMOCTb, OAbILLKa Npu uranye-
CKOW Harpyske, roriloBOKpy>keHune, CUHKONarbHble COCTOAHUS,
CHWXKEHWe TornepaHTHOCTU K dusmdeckum Harpyskam. [pu
€CTEeCTBEHHOM TeYeHUn 3aboneBaHns Bce KNMHNYECKNEe CUM-
nNTOMbI Nporpeccupytot [18, 19] .

[na onpeneneHunsa dyHKUMoHanbHoro knacca (PK) CH y
AeTen paHHero 1 AOLLKOMbHOro Bo3pacTa MCNoMb3yeTes Krac-
cudmkaumm Ross, Ana onpegeneHns ctagmm MOXHO UCMOofb-
30BaThb knuccudukaumio, npeanoxerHHyto H.A. benokoHs. B
LLKOMBbHOM U MOAPOCTKOBOM BO3pacTe Ans onpeaenexuns K
n tskectn CH moxeT ObITb Mcnonb3oBaHa HauuoHanbHas
knaccudmkaums xpoHudeckor CH, B ocHoBe KoToponm ne-
xuT knacendmkaums NYHA (New York Heart Association)
n knaccudpmkaumnsa B.X. Bacunenko n H.[l. Ctpaxecko [20].

MMnepTpodmyeckaa kapguomuonaTuss — 9TO [eHeTu-
Yeckoe ayTOCOMHO-AOMWHaHTHoe 3aborneBaHve cepaey-
HOM MbILLLbI, KOTOPOE XapakTepusyeTcs W30rMpOBaHHON
nporpeccupyioLlert runeptpocumen neesoro w/unu npasoro
Xenygoyka B OTCYTCTBMM APYroro CEpaeyHoro Unn cuctem-
HOro 3aboneBaHus, TUMUYHBIMU TMCTOMATONOrMYECKUMMN U3-
MeHeHnaMu (pubpos n HapyLueHne CTPYKTYpbl MUOLMTOB),
HanMyMem AMacTONMYECKON U CUCTONUYECKON ANCEYHKLMM
XKenyao4koB, BO3HUKHOBEHMEM >KM3HEYrpoXarwLwwmnx apuT-
muin [19, 21]. NartoreHHas myTtaumsa npu KM wHuuunpyet
NOXW3HEHHbIW MPOLECC PEMOJENUPOBaHUS B MUOKapAe,
KOTOPbIV MPOSBASETCH Pa3nUYHbIMU KIMUHUYECKUMWN CTaamns-
Mu 3abonesaHunsa [22]. bonesHb M3Ha4YanbHO Ha4YMHaeTCH C
«HermnepTtpocdumdeckon MKMI», koTopasi xapaktepuayercsi
otcyTcTBMem runeptpocun K y nuy ¢ myTaumamu, Bbi3bl-
BawLWuMn gaHHoe 3abonesaHue (ctagusa 0). Jluua Ha aToMn
CTagun OMpeaenstoTCa Kak «reHoTUM-MoNoXmTenbHbln/de-
HOTUM-OTpUUATENbHLIA» (reHoTun +/deHoTun—). Takum na-
LUMeHTaM pPEeKOMEHAYIT CTaBUTb OMAarHo3 «AOKNMHUYeckas
FKMI» unn «FKMTIT 6e3 knuHnyeckux npusHakos» [23].

Cragus | 3aboneBaHnsa onpegenseTca pasButmeM rmnep-
Tpochbun JDK. B nepyto ovepenb BO3HUKAKOT runeptpodums
mexokenygo4vkoson neperopogkn (MXKIM) B BbiBogHOM oTAe-
ne JIX ¢ obctpykumen BoixogHoro Tpakta JIXK unu 6es Hee,
rMNepPKOHTPaKTUNLHOCTL JIXK, CHWXeHne TonepaHTHOCTU K
usnmyecKkon Harpyske unv nepemexarowasca 6onb B rpy-
An. Ha aTom atane moryT BO3HWMKaTb aputMuun. JTa cTagus
HauYMHaeTCs NMPUMEPHO Y MOMOBWHLI NALMEHTOB K TPETbEMY
AECATUNETMIO XKU3HN N MPUMEPHO Y TPeEX YeTBepTen — K Lue-
ctomy pgecatuneTuio [22]. Puck BCC, kak npaBumno, HU3Kuwn,
HO MOTyT BO3HMKaTb NOTEHLMArbHO 3N10Ka4YeCTBEHHbIE apuT-
MUK, 0COBEHHO Yy NaLMEHTOB C MyTauMel B reHe CepaevHoro
TponoHuHa T [23].

Ha Il ctagnm 3aboneBaHuns npoucxoauTt AarnbHewllee
yBenuueHne TonwmHel cTeHok JIXK ¢ passutnem ¢pubposa.
[emoguHamMuyeckMMmn npusHakamum Ha 3TOM cTagun ABns-
IoTCA BapnabenbHOCTb cokpaTuTenbHonm dyHKkumm JDK ot
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HU3KON OO HOpMAanbHOW, AuacTonuyeckas OUCHYHKUMS OT
nepeon rpagaumm OO0 PEeCTPUKTMBHOIO BapwaHTa. Bcnegn-
CTBME Aunarauum nonocTen npeacepavi MoryT perncrpu-
poBaTbCs IKCTpacucTonus, pmubpunnauns npeacepann. Mpu
HanMyMnm OBCTPYKUMM Ha ypOBHE ManuNAPHbIX MbILL, MO-
XeT chopMmupoBaTbCA anvkanbHas aHeBpuama. KnmHnyeckue
AaHHble HebrnaronpuMATHOro pemMoaenpoBaHNsa MOTyT LUNPO-
KO BapbMpoBaTh — OT MErkvMx A0 TSXKenbiX NposBneHnn [22].

Cragwms |l npeacraensieTr cobort HeobpaTUMyHO «KOHeY-
Hyl0 cTagmio» 3aboneBaHns C BbICOKOW CMepTHoCTbio. CTa-
Onsi xapakTepuayeTcs KpariHen cteneHbto pubposa JK, npo-
rpeccupoBaHuemM aunatauum JDK, aunataumen npegcepann,
CMCTONMMYECKOW M ANacTonuMyeckon AMCAhYHKUMEN, CBA3aH-
HOW C remoguMHaMM4eckon OeKoMMeHcaumnemn, OCMNOXHEHUS-
MU, CBSI3aHHbIMK C pedpakTepHon 3acTonHon CH, Beayu-
MU K TpaHCcnnaHTaumm cepaua unm cmeptu [24].

Y 6onblUMHCTBA NaLMeHTOB 3aboneBaHne Ha4YMHaeTcs B
Bo3pacTe oT 20 go 50 net [25], ecTb rpynnbl NAUMEHTOB, Y
KoTopbIX AebioT 3abonesaHus HauMHaeTCd B AETCKOM BO3-
pacte [4, 5]. Y 6onbwuHcTBa aeten NKMI npotekaet Gec-
CMMNTOMHO. ECnv cMnTOMBI NPUCYTCTBYIOT, OHM Yalle BCEro
ABMSIOTCA pe3ynbraToM 06CTPYKUMM BbIXoAHOro TpakTta JDK.
Bce naumeHTsl ¢ FKMI nogsepxeHbl pucky BCC, koTopas, K
coXarneHuo, MOXeT ObITb eAMHCTBEHHOW (hopmMon nposiBre-
HWs 3abonesaHuna [26]. Hannune nnm TaxecTb 06CTpyKUmMM
BbIXofHoro TpakTa JIK He koppenvpyeT ¢ prckom BHe3anHon
cmepTtu [19]. B 1917 . Obinv onybnukoBaHbl pedynsraTel Me-
TaaHanusa KnuHudecknx daktopos pucka BCC npu KMI
B [IETCKOM BO3pacTte. ABTOpbI NoKa3anu, 4TO HeyCcTonyMBas
xenypoukosas Taxuvkapamsa (KT), HeOObACHMMBI 0BGMOPOK
B aHaMHese U KpawHsAs cTeneHb runeptpodum JIK (makeu-
MarnbHasa TonwmHa cteHkn JIXK > 30 Mm mnnu z-score > 6)
MoryT 6bITb npeanktopamyu BCC y pgeten. Tem He MmeHee,
aBTOPbI OTMETWIK, YTO AoKa3aTenbHas 6a3a Ansa oTAenbHbIX
(HhaKTOPOB prCKa He ABMSETCA AOCTAaTOYHO CUNBHON, HEOOXO-
AVIMbI KpYMNHbIE NPOCMNEKTMBHbIE NCCNEAoBaHMsA cTpaTnudunka-
uun pucka BCC y getent ¢ TKMI [27].

B 6onbLlunHCTBE cnyvaeB 3aboneBaHve BbISBMAETCS Chy-
YanHO npu obcnenoBaHMM AeTen No NoBody CUCTONMYECKO-
ro wyma B cepgLe unu B CBA3M C BO3HMKaoWwmumn 6onamu B
obnactun cepgua npu dusmdeckon Harpyske [17, 21]. Hau-
bonee vacTble KnuHU4YeckMe MposiBreHus 3aboneBaHus —
ofbllKa npy r3nYeckon Harpyske, 6onesblie oLyLleHns B
rPyAHOW KneTke, HapyLleHnst putma cepgua (cepauebrerne,
nepebon), ronOBOKPY>XEHWE, CUHKOMarbHblE COCTOSIHUSA.
MpucTynbl ronoBOKPY>KeHUs, peskon cnaboctun, nepexons-
e B 06MOPOKM, BO3HMKAIOT, Kak NpaBuIio, Ha oHe hurau-
Yeckow Harpysku. OCHOBHbIM ayCKynbTaTVBHBIM MPU3HaKOM
KMl aBnsetca cuctonuMyecknid WymMm no Tuny «crescendo
decrescendoy, ycunenue wyma npv npobe Banbcanbsbl nnm
B nonoxeHun ctosd [19, 21]. ApuTMUYECKUn CUHOPOM onpe-
AenseTt KMMHUYECKoe 1 NPOrHOCTUYeckoe 3HavyeHne 3abone-
BaHus. Aputmun npu TKMI Bbi3biBaOTCA Kak NepBUYHBIMM
MYTaUMOHHbIMY adbdpekTammn (HapyLleHue KanbLmeBoro o6-
MeHa, BbI3blBaloLLee TPUITEPHYIO aKTUBHOCTb 3a CYET arnek-
Tpuyeckon noctaenonspusaumm [28]), Tak u BTOpUYHbIMUY 3¢0-
dekTamm (runeptTpodnsi KapanoMUOLIMTOB, YBENUYMBAIOLLASA
aBToOMaTn3M MmoumuToB 1 rnbpos Muokapaa, sanyckaroLni
mexaHusm reentry [23]). Cnektp aputmuii y geten ¢ FKMI
4Ypes3BblYaNHO LUMPOK, 3TO MOTyT ObITb Kak BpagnaputTMumnu,
Tak 1 TaxuaputMmmn. TaxmapuTMmm NposiBNAIOTCA NapOKCU3-
Mamu TpeneTaHuv npeacepavin, CynpaBeHTPUKYNSPHON Ta-
xuvkapguen, sannamm XKT. Yctonumnsasa XKT asnaeTtca ogHUM
13 rmaBHbIX (PaKTOPOB puUCKa BHe3amnHoWn cmMepTu n Tpebyet

HemeaneHHoro BMeLLaTenscTBa [26, 29]. OcTtaHoBKa cepaua
UNN BHe3anHas cMepTb MOryT ObiTb €AMHCTBEHHBIMUN KIUHK-
YeCKUMU NMPOSIBIEHVAMN Yy paHee 300poBoro pebeHka. Y ge-
TeW cTapLuero Bo3pacta MOXeT HabnogaTecs nporpeccupy-
owas ancdyHkums n gunartaums JIXK ¢ nepexogom B OKMI
1 xpoHuyeckyto CH [30].

Maumentol ¢ TKMI B geTckom Bo3pacTe MMEKT CBOU
0COBEHHOCTN B KIMMHUYECKNX XapaKTepucTUkax, reHoTune u
cepaeyHoO-CoCyancCThiX ncxodax. B atonm rpynne naumeHToB
bonee BeposTHO pasBuUTUE capkoMepHon GomnesHu, Gonee
BbICOKMI PUCK XEMyQo4KOBbIX apuTMuii 1 Bonee Bbicokas
yactoTta Tskenon CH (ocobeHHO y geTen o roga), Yem y
nauMeHToB, Y KOTOpbIX 3aboneeBaHue AMarHOCTUPYEeTCs BO
B3pocrnom Bospacte [30].

PecTtpukTnBHas kapguommonatusa — a1o pefgkas dopma
3aboneBaHns cepaeyHoOn MblIWLbl, ANS KOTOPOW XapakTep-
Hbl HOPMarbHbIA UM YMEHbLUEHHbIN 06bem obounx >xeny-
AOYKOB, CBA3aHHbIN C pacwmpeHnem oboux npeacepaun,
HopMarnbHas TonwmHa cteHkun K, HapyLueHne HanonHeHus
XKenyaoykoB C PeCTPUKTUBHOW hr3nonormen n HopMarnsHOWn
(MM NOYTM HOpPMAarnbHOM) «CUCTONUYECKOW DYHKLMEN».
Cpeon apyrnx nepBMYHbIX KapanoMuonaTui, AnarHoCcTMpo-
BaHHbIX B geTctee, PKMI1 nmeet 6onee BbiCOkMe nokasare-
nn cmepTHocTu: 63% B TeyeHne 3 neT nocrie NOCTaHOBKU
awarHosa n 75% B TedeHne 6 neT nocrne nocTtaHOBKU Ou-
arHosa; TpaHcnnaHTaums cepaua sSBnseTcs eQnHCTBEHHbIM
abdheKTNBHBIM MeTOAOoM nedeHns [12]. MNoyTn YeTBepTh Na-
umeHToB ¢ PKMIT umeloT cemerHbii aHamMHe3 kapauomuo-
natum [17].

Knunnyeckas kaptuHa PKMIT B geTckon nonynsuyum mo-
XeT CUNbHO BapbMpoBaTb OT BECCUMMNTOMHOIO TeYeHUs A0
npaso- n/vunu nesoxenygodvkoso CH ¢ neroyHow runep-
TeH3nen. B aHamHe3e moryT ObiTb YacTble pecnupaTopHble
Hdekunn [12]. HenepeHoCMMOCTb (PU3NYECKOW Harpysku
aBnseTcs paHHum cumntomom PKMI, nockonbky ysenu-
YeHWe YacToTbl CEePAEYHbIX COKpaLLEeHW MOXET MpUBECTU
K 3HAYUTENbHOMY CHWDKEHWIO AMaCTONMYECKOro HamnorHe-
HWUS XXenyao4vkoB M cepgedHoro Bbibpoca [31]. BueHTpu-
KynsipHas cuctonuyeckas yHKUMs O0ObIMHO OCTaeTcst HOp-
MarnbHOW A0 MOo3AHUX cTaaun 3aboneBaHus. KnuHudyeckas
kapTnHa PKMI xapakTepusyetcs ofblLLUKOW, MIOXUM anne-
TUTOM, acuMTOM, nepudepuyeckumMmn oTekamm 1 renatomMe-
ranven. lMporpeccupylollee yBenuyeHne npeacepani mo-
XeT NPMBECTN K BO3HWUKHOBEHWIO MPEACEePAHbIX apuTMUiA n
TPOMOOIMOONMYECKUX OCnoXHeHu. Cnegyetr OTMETUTD,
4YTO KNUHMYeckas oueHka geten ¢ PKMI 3atpygHeHa us-3a
HecneunUYHOCTN AaHHbIX, YTO NPMBOAMUT K HEKOTOPOW 3a-
OepXKe B NOCTaHOBKe NpaBunbHOro AvarHosa [12]. BHesan-
Has cMepTb BO3HMKaeT npumepHo y 25% aeten ¢ PKMI, npu
3TOM eXerofHas CMepTHOCTb cocTaBnseT 7%. Ee ocHoBHOWM
NPUYMHON ABMAKOTCA UWeMUsa cepaua, aputMmnm n Tpombo-
ambonunyeckne ocrnoxHeHns [12].

HekomnaktHocTe JIK npepcraBnsiet cobon reteporeH-
Hyl0 DOPMY KapAMOMMONaTUM, XapaKTepu3yLLYCa Ypes-
MepHOW Tpabekynaumen nesoro MM oboux XenyaoykoB C
rny6oknmn MexTpabekynspHbIMn yrnybneHnsmm, vaile Bce-
ro nopaxatoLuyto BepxyLuky JK [32]. [lo HacTosiLero Bpeme-
HW B Hay4YHOM coobLLecTBe NpoaoIiKaeTCst ANCKYCCUS O TOM,
ABMAETCH NV AaHHas KapanoMuonaTus oTAenbHOW eauHuLen
unn mopdonormndeckum derHotunom [32, 33]. Matodman-
onorna HKMI 0o koHua He u3y4yeHa, CyLecTBYHT pasHble
Teopun obpa3oBaHns oOWMPHBIX Tpabekyn. OAHOW U3 HUX
ABMAETCH OCTaHOBKa HOpPMaribHOro 3HAOMWOKapANanbHOro
Mopd)oreHe3a C OTCYTCTBMEM YNNOTHeHUA Tpabekyn, 4To
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nNpmBOANT K hOPMUPOBaHMIO rnnepTpabekynapHOro coToBo-
ro mumokapaa [32].

B negmatpuyeckon npaktuke naumeHtsl ¢ HKMI mo-
ryT UMETb MPU3HAKU OPYrnX MEpPBUYHbIX KapauomuonaTui,
BPOXAEHHBbIX MOPOKOB cepaua W HapyweHui putma [33].
B nonynsumu getem M nogpocTKOB C KapAMOMMONATUSIMU
30,4% HKMIT umetot xapaktepuctukm OKMIT; 18,7% — xa-
paktepuctukn FTKMI; 17,9% — xapaktepuctukm kak OKMIT,
Tak u FKMI1. Tonbko 32,2% geteln n NnoapoCTKOB UMEKOT Npu-
3Haku nsonuposaHHoro HKMI [34]. MeHeTnyeckoe TecTnpo-
BaHue BbigBnaeT myTtauum B 30—45% cnyyaes, yalle Bcero
0GHapy>KunBaTCs capkomepHble myTauun [35].

Mo paHHbIM psga aBTopoB, TpeTb aeter ¢ HKMI nmetot
6eccuMnTOMHOE TeyeHue, AMarHo3 yCTaHaBnMBaeTCs Cny-
YaHO Npu pyTUHHOM o6GcrnegoBaHMKU. Y OCTanbHbIX Nauu-
€HTOB B KIMHWYECKON KapTUHE MOTYT BbISIBNSATLCS NPU3HaKM
3actonHon CH, pasnuyHble aputMmmn n TpomGoambonum [32].
B npocnektuBHom HabntogeHun 242 neteirt ¢ HKMI npu nep-
BUYHOM obcnenoBaHun y 25% naumMeHToB Obinv BbISIBMEHbI
npusHaku 3actorHon CH, y 17% — obHapyxeHbl apuTMumn
unu 661no Nogo3speHne Ha Hux, y 19% — BbisBNeHbl naTonorn-
yeckue Wymbl B cepaue, a 37% Oeten He MMenu Npu3HakoB
cepaeyHo-cocyancTbix 3abonesaHuin [36]. MNMonoxuTenbHbIN
CeMeliHbIN aHaMHe3 Mo KapAMoMuonaTun NpUCyTCTBOBarn B
23% Bcex cny4aeB u Tonbko 25% aTOM Mmoarpynnbl MMenu
cemenHbln aHamHe3 no HKMI. Y 6onbluMHCTBa NaumMeHToB
apuTMUM BO3HWKIW B Xo4e nocnegytowero HabnogeHus, B
cpegHeM 4vepe3 27 Mec. nNocne nepBuMYHOro obcneaoBaHus
(ananasoH ot 1 oo 143 mec.). OCHOBHbIMU haKTOpaMm pucka
cMepTu unu TpaHcnnaxTaumm y geten ¢ HKMI 6binn Hanu-
yne CUCTonM4eckon ANcAyHKUMM n/nnn aputmmnm. 3a 19-net-
HWU nepwopg HabnogeHns BCC npousowna B 6,2% cny4aes,
n3 kotopbix y 95% naumeHToB Obina cuctonuyeckas auc-
dpyHKUMSA, a y 60% — 3apeructpmpoBaHHas aputmus [36].

Mo gaHHbIM perncTpa 4eTCKon KapamomuonaTum, 4eTn ¢
nsonunposaHHbIM heHoTnom HKMIT 6e3 HapyweHus remo-
ANHaMUKN nmetoT 6onee GrniaronpuATHLIV UCXOA, YeM OETU C
HKMM ¢ deHotunom OKMIT n TKMI1. Tem He meHee getu ¢
nsonunposaHHbIM deHotunom HKMI TpebytoT nocTosiHHOro
HabnoaeHns n3-3a BO3SMOXHOMO NporpeccmpoBaHus 3abone-
BaHMA 4O accouMmMpoBaHHOro heHoTnna kapgnomuonaTum ¢
pucKkom netanesHoro ucxoga [9].

OnarHocTuka

Busyanusaums siBnsieTcs HEOTLEMIIEMOMW 4acTbio Npo-
uecca OuarHocTUKM K knaccudmkauum kapamoMmmonaTtuin Ha
OCHOBE NEPBUYHOTO MOPEOMYHKLMOHANBHOrO ¢eHOTMNA.
[N CKpUMHWHra, AMarHoCTUKKM, cTpaTudUKaumMm pucka, npo-
rHo3a W reveHus kapguvomuonatum TpebyeTcsi MynbsTUMO-
AanbHas Busyanusauus [37, 38].

Oxokapguorpadusa — HaAeXHbIN ANarHOCTUYECKUIA METOL,
ONarHocTukM  Kapavomuonatumn. 3Ixokapauorpadmyeckme
KpUTEpPUM B NeavaTpum MOryT pasnunyatbCsi B 3aBMCUMO-
CTM OT TMNOB KapauMomuonaTtuin. [Ans onpegenexHus mopdo-
yHKUMOHaNbHOro deHoTMNa Kapavomuonatum  OBbIMHO
M3MepPSOT  pasmMepbl, 06beMbl U TOMLWUHY CTEHOK Xemny-
poukos / MXKT1, natTepHbl BonH E n A, BpemMs HanonHeHuns
JDK, aTpMOBEHTPUKYNSPHYIO CUHXPOHHOCTL M T.4. [Ons Bbl-
SABMNeHus guacTtonumyeckon yHkumm JIK Ha paHHUX cTagusax
3aboneBaHus LenecoobpasHo ncnonb3oBaTk TKAHEBOE AOr-
NNepoBCcKOe MCCNeaoBaHMe CKOPOCTUM ABWXEHUst hunbpos-
HOro KornbL@a MUTPanbHOrO U TPUKyCnMaanbHOro KnamnaHoB.
AHanua cuctonuyeckon yHkumm JDK MOXHO npoBecTu no
nokasartensamMm CokpaTuMocCTu xenyao4kos (dP/dt), aecdopma-

unn JIXK [2, 39]. B neguartpum Heobxoammo onpeaensite OT-
KINOHEHMS OT HOPMbI C Y4ETOM BECO-POCTOBbIX MoKasaTenen
pebeHka B nmocregoBaTenbHbIX YNbTPa3BYKOBbLIX MCCNeno-
BaHWAX ANs NOATBEPXOEHUSA NPOrpeccmpoBaHus, ctabunb-
HOCTM nnu perpecca 3abonesaHus [40, 41]. OctaHoBMMCSA
6onee nogpobHO Ha MHTepnpeTauun ynsTpasByKOBbIX Napa-
METPOB 1 MOPAODYHKLMOHAMNBHBLIX M3MEHEHWIN NPY Pa3HbIX
heHoTMNax KapgnommonaTumn B JETCKOM BO3pacTe.

MepBuyHbIM AnarHocTudeckum kputepvem AKMI asns-
eTca gunatmpoBaHHbin JDXK ¢ cuctonuyeckon ancdyHkumen
[3]. Momumo gunataumm JIXK, kK ogHomy M3 mopdonornye-
CKMX NMPU3HAKOB OTHOCAT cchepucpmkauumto ero nonoctu. Pac-
LwmpeHne dpmbposHoro KomnbLa mutpansHoro knanaHa (MK),
Bcrneacteme aunartaumm nonocten JK unm JIK ¢ neBbim
npeacepauem (JM), obycnosnusBaeT pasBuUTUE MUTParnb-
Hou peryprutaumun. MNpu nporpeccrpoBaHMn 3aboneBaHus
B naTonoruvyeckui npouecc, nommmo JDK, BoBnekaetca u
MK, KOTOpbIN MMEET BCe NPU3HAKN Aunataummn U CHMKEHUS
COKpaTUTENbHOM CMOCOBHOCTM C COMYyTCTBYHOLEN peryp-
rmtauven Ha TpukycnuganbHom knanaHe (TK), BTOpuyHOR
Kak No OTHOLUEeHWIo K aunataumm konbua TK, Tak u no oTHo-
LIEHMIO K MOBLILUEHUIO OABNEHNA B CUCTEME Maroro Kpyra
KpoBoobpalyeHusa. Adunatauma v gncdyHkums MK nmetor
NMPOrHOCTNYECKOE 3HAYEHNE N KOPPENUPYIOT C YXYALIEHUEM
PYHKLMOHANBbHOIO COCTOSIHUS WM NPOrpeccupyowent Hepo-
cTatoyHocTblo JTXK [42].

CHuxeHune KoHTpakTunbHocTu JIXK npuBoanT K ymeHbLue-
HWIO ygapHoro obbema n ceppedHoro Bbibpoca. HenonHoe
OMOPOXHEHME XKeNyao4KoB YBENMYMBAET KOHEYHOE AMACTO-
nuyeckoe aasnexune (KOO) v KOHEYHBIV CUCTONNYECKNA 00b-
em. lMoebiwenHoe KOO B JIXK nepepaetca Ha cocyaucTyto
CeTb Nerkmx, YTo NPUBOAUT K MOBbILLIEHHOMY rngpocTaTuye-
CKOMY [aBIeHMNI0 B CUCTEME Maroro Kpyra KpoBoobpalleHus,
KOTOpOEe BMOCMEeACTBUM MOXET MPUBECTM K OTeKy nerkvx. B
npaBon YacTu cepaua NoBbILLEHHOE AaBreHne nepegaeTcs B
CMCTEMHbIV BEHO3HbIWN KPOBOTOK, Bbl3blBasA nepudepmnyeckmnii
OTeK 1 3acTo B 60ONbLLIOM Kpyre KpoBoobpalleHus [2, 42].

Y OaHHOW KaTeropuu OeTew BbISBISETCA CHWDKEHWe ae-
dopMaumoHHbIX ceoncTs JDK, B nepByto ovepedb CHUXeEHne
aedopmaumm JDK B npogonsHoM HanpaeneHun. Ha rpynnax
aeten ¢ OKMIT npoBegeHo Bcero nuilb HECKOMbKO UCCneno-
BaHWA, B KOTOPbIX MPOrHOCTUYECKOrO 3HAYeHUS BENUYUHBI
rnobanbHon gedopmauun JIXK B npogonsHOM HanpaeneHum
noka He yctaHoBneHo [39].

Oxokapauorpaduyeckoe WUCCnefoBaHWe HABMSETCA OC-
HOBHbIM METOAOM BM3yanusauuu, UCMonb3yembiM npu o6-
cneposaHun naumeHTta ¢ FKMI ans ncknioveHns CTpyKTyp-
Horo 3aboneBaHus cepaua, a Takke Ans OueHKkn mMopdo-
norum n dyHkumn muokapga [38]. FKMIT xapaktepusyetcs
ACUMMETPUYHON MM cUMMeETpUYHOW runeptpodmen JIXK c
yBenu4eHnem ero maccol. l'vneptpodumsa MK y B3pocnbix
onpeaenseTcs TOMLWWHOW CTEHKN, PaBHON UMW MpeBbILato-
wen 15 MM B OOHOM MIN HECKOMNbKNX CermMeHTax Muokapaa
JDK, a Tarke paBHon unu npessbiwatoLen 13 MM y poacTBeH-
HUKOB MaLMEHTOB MEepBON cTeneHwn popactea [7, 23, 43]. Y
aeten runeptpodusa MuMokapaa onpegenseTca no z-score
> 2 B nonynsauMm COOTBETCTBYHOLLEro Bo3pacTta v nona [41].
Mneptpodmsa npu FKMI 06b14HO acummeTpuryHa, Npu 3ToM
Hanbornee BbipaxXeHHas runeptpodusa 3aTparmeaet Gasanb-
Hyto yactb MXKT1. WHorga runepTtpodwms muokappa orpa-
HMYMBaeTcs Apyrummn obnactaMu Muokapaa, Takumu Kak
BEpXyLlUKa, CpefdHsAs 4acTb u 3agHsas creHka JDK. Kpome
Toro, y naumneHToB ¢ MKMI1 npucyTCTBYIOT AONONHUTENBHbIE
npu3Haku, KoTopble, XOTS U HecneunguyHbl, MOryT NOMOYb
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B AnarHoctuke. K Takum npusHakam OTHOCHAT aHOManuu na-
NUANAPHBLIX MbIWL, (rMnepTpoduyeckme, pasgBOEHHbIE UMK
TpexpasaenbHble, C anvkanbHbIM NPUKPENeHnem), ToXHbIe
CYXOXUNWS, pacLLenyHbl Uy KpUnTel MMOKapAa, aHEBPU3MbI
unn aHomanuu MK 1 nogknanaHHoW CTPyKTypbl (YANUHEH-
Hble cTBOpkM MK c/6e3 cuctonuueckoro ABWXEHWUS Bnepen
(SAM)) [38]. CucTonuuyeckoe OBWXEHME NepenHen CTBOPKM
MK moxeT cnocobcTBoBaTh 06CTPYKLMM BbIXOAHOIO OTAena
JDK (BOJTXK). Hannumne obetpykumm BO JIXK onpenensietca
KaK NMMKOBbIN rpagueHT Bbiwe 30 MM PT. CT. M NO3BONSIET pas-
nuyaTb OBCTPYKTUBHYO N HEOBCTPYKTMBHYIO KMIT, 4TO nme-
€T BaXHOe TepaneBTUYecKoe M NMPOrHOCTUYECKOEe 3HaYeHne
[43]. MopaxeHune MK BcTpevaetcs B 28—44% Bcex crnyyaeB
"’KMIT, yawe Bcero B cpefHew 1 anukanbHoW ero YacTsx [44].

OueHka cokpatuTensHoun dyHkuun K nnm dpakumm Bbl-
6poca (PB) JIX asnsetca BaXxHbIM NPeAUKTOPOM MPOrHo3a
3abonesaHus. Ppakums Beibpoca JTK noBbileHa Ha nepBbiX
KnuHnyecknx ctagmax FKMIT u cHwkeHa Ha TepMUHanbHOM
ctagum [23]. MaumeHTsl ¢ ®B JK <50% umetoT nporHocTu-
Yeckun HebnaronpusTHOe TeYeHne 1 ANs HUX, B COOTBETCTBUM
C NOCNegHNMN PeKoMEeHAALMSAMU aMepPUKaHCKOW Konnernu
Kapamornoros, AOMKeH ObiTb paccMOTpeH BOnpoc 06 um-
nnaHTauumn kapguosepTepa-gedubpunnaropa ¢ npodunak-
Tn4eckou uernbto [43].

Ons TKMI xapakTtepHa gvactonuyeckas OUChYHKLMS,
KOTOpas MOXeT npedlecTBoBaTb (DEHOTUMMYECKOW runep-
Tpohun y reH-NonoxuTenbHbIX nauMeHToB [45]. OueHka ava-
CTONUYECKON (PYHKUMM Y AETel ABMSAETCA CIOXHOM 3agaden,
Tak Kak BOCNPOM3BOAMMOCTb M COMNMacoBaHHOCTb pesyrbra-
TOB Mexay uccriegoBaTensMy OrpaHuyeHbl, a pesynbrathbl
NoxXo CBSi3aHbl C WHBA3WBHOW reMOAMHaMMKON U 4acTo He
No3BONSIOT pasnuuuTb eHoTunbl KapanomuonaTtum [46].
Onactonuueckyto anccyHkumo npu FTKMI yacto BbisiBNS-
0T MO YBENUYEHWIO NPEACEePANN U UBMEHEHMNIO CKOPOCTHbIX
nokasatenen npv AONMMAEPOBCKON BU3yanu3aumn TKaHew.
MakcumanbHas TonwmHa cteHkun JDK, anametp J1M n rpagm-
eHT Ha BOJK 6binv BKMOYEHbl B MOAEMb MPOrHO3MPOBaHUS
pucka BCC y naumeHToB ¢ 'KMIT [7]. Ha cerogHswHWiA aeHb
OTCYTCTBYIOT YeTKME MOPOroBble 3HaYeHWUs HOPMATUBHbLIX
nokasatenen gecopmauun JDK ns-3a otcytcTeus crtaHgap-
Tn3auun. Hecmotpsa Ha atoT dakTt, A. Tower-Rader ¢ coasT.
rnokasanu, 4To TOMbKO HapyLleHune rnobansHoW NPOAOIbHON
aedopmauum JIXK Gbino cBa3aHO ¢ XyAWUMMU ncxogamum rnpu
FKMI y B3poCnbIX NaumMeHTOB, a nokasarenu LMpKYNspHON
Aedopmauumu, potaummn n ckpyyumnsaHma JIXK 6einm He gocTto-
BEpHbIMK B 3TOM acnekTe [47]. B neguatpum Takme nceneno-
BaHWs ManoyucreHHbl. Pag aBTopoB nokasanu, 4To 'y geTen
C reHOTUN-No3nTUBHOM U deHoTun-HeratmeHon TKMIT yxe
HabntogaeTca noBbileHHas poTtaums 1 ckpyduBaHue JTXK,
npu 3TOM anukanbHas poTauus MMeeT XOPOLUYH YyBCTBU-
TENbHOCTb M CNeundUYHOCTL ANS NPOrHO3MpoBaHUsA op-
MUPOBaHNUS rMNepTpodun Mnokapaa n MoxeT ObiTb paHHUM
MapKepoM nporpeccupoBaHus 3aboneBaHns. ABTOPbI YTOY-
HSIOT, 4TO Npu anukansHow chopme MKMI anvkanbHas po-
Taums cHmwkeHa [48]. Takum obpasom, MexaHuka BpaLleHus
ABMAETCA MNOTEHUManbHbIM MHCTPYMEHTOM AN CKPUHWHIA
FKMI y geten n MHorooGeLLaoWmMM HanpaBneHnem garnb-
HeWLwnx nccnenoBaHuin B atom obnactu [39].

Oxokapauorpadusa urpaeT BaXkHy0 pofb B AMarHOCTUKe
PKMTI. BblpaxeHHoe 6uaTpuanbHOe pacliMpeHue C Hop-
MarbHOM UMW He3HauuTenbHO CHwkeHHon ®B JDK paccma-
TpUBaETCH Kak NaTOrHOMOHWYHbIA NPU3HaK 3TOW Kapanmomu-
onatun. [ing PKMI1 xapakTepHO Hanuyve pecTpUKTUBHOIO
AMacTONUYEcKOoro HamnonHeHUsi, HopMarbHbIA pasMep n oT-

cyTcTBuMe yBenuyeHnsa maccol JIK, HopmanbHasa gyHKums ne-
BOrO U NPaBOro XenyAo4YKOB U OTCYTCTBMUE Kakmx-nubo apy-
rMX KapAavanbHbIX UNy nepukapamanbHbiX HapyweHuii [49].

HapyweHue anactnyHocTy xenygoykos npn PKMIT yee-
nunumeaet KOO HanonHenus JDK, koTopoe nepepjaetca B
npegcepaous BO BpeMs guacTonbl. Mockonbky npeacepams
TOHKOCTEHHbIE N PacTSXXMMble, BUAMMbIM Pe3yrnsTaToM SBns-
eTCcs 3aMeTHOe yBenuyeHne npeacepann, KOTopoe He Bbi3Ba-
HO aTPVMOBEHTPUKYMAPHOW peryprutaumen nnm obcTpykumnen
MUTPanbHOro M TPUKYCMUAANbHOrO KnanaHoB. YBenuveHve
npegcepaui, xapaktepHoe ana PKMI, o6bi4HO pacno3HaeT-
CS1 N0 BbIPaXXEHHOMY BraTpransHOMy yBEMUYEHNIO, KOTOPOe
yKkasblBaeT Ha AMacTONMYecKkoe HapylleHue, yBenvyeHune
xecTtkocTu kak XK, Tak n JIXK [12].

OwnarHoctka HekomnakTHoro Muokapga JIXK octaetcs
CMNOXHOW 3afa4en 3a UCKIIYEHNEM CaMbIX TSXKENbIX CryyYaes
[50]. Oxokapauorpadumsa npu HKMI sBnseTca metoqom Bu3y-
anusaumm NepBon NUHWM, KaK Ans KONMYECTBEHHOW OLIEHKN,
TaK 1 Ana nokanusauuu Tpabekyn: Yalle BCEro nopaxarorcs
BepXyLUKa 1 nateparnbHble cermeHTbl [37]. 3a nocnegHue 30
net 6bINKn NpeanoXeHbl pa3nuyHble aXoKapanorpaduyeckue
KpuTepum, 4ToObl OTIMYUTL HEKOMMNakTHbIN Muokapg JTXK ot
(hM3MONOrM4ecKoro yBennyeHnss TpabekynsapHoOCT U Apyrux
dopm kapamomuonatmmn. Tak, ¢ nomoLbio IXoKIm MOXHO mn3-
MepUTb pPaccTosHME OT NOBEPXHOCTW anvkapga 40 BnaavHbl
Tpabekyn (X) n pacctosiHMe OT NOBEPXHOCTWU anukappaa Ao
BepLwuHbl Tpabekyn (Y) B npoekumsx no kopotkom ocu. OT-
HoweHne X/Y < 0,5 B kOHUE AMacTonbl SBASIETCA AnarHo-
cTuyeckum npusHakom HKMI [37]. B 2019 r. 6binu npeano-
XeHbl PoTTepgamckue kputepun, codeTtawlme B cebe kak
TPaaMUMOHHBIE KpUTepun Tpabekyn («kputepumn Jenni»), Tak
1 TonwmHy neperopoakm [32]. CornacHo aTnuM KpuTepusam, K
ynbTpasBykoBbiM ocobeHHocTam HKMIT oTHOCAT: atunmyHoe
cerMeHTapHoe MwuokapamanbHoe ytonuweHue JDK unm MK
6naropgapsa rmnepTtpabekynsaunm ¢ ABYXCMONHLIM NaTTEPHOM;
yTonuieHHbI HekomnakTHbIi (NC) aHOokapAananbHbIA crom
¢ kKoMnakTHbIM (C) TOHKUM 3nuMKapAauanbHbIM CrOeM; COOT-
HoweHne NC/C > 2 B neBo napactepHanbHON No3uumm no
AnvHHon ocu JIXK; cermeHTapHas unu obwas AnchyHKUMSA
cepAaua; oTcyTCTBME cenTanbHow runeptpodum (<12 mm) [32].

Mcnonb3oBaHue cnekn-tpekuHr 3OxoKI nomoraer Bbi-
ABUTb CYOKNMHMYecKy AucdyHkumio Muokapga [37], a
pasnuyHble WCCNefoBaHWA MnokKasanu AMarHOCTUYECKYH
LEeHHOCTb 3TOro metoda ansa avdpdepeHumaumm HKMI ot
3gopoBoro cepaua [51]. B neanatpum npoeeaeHo Bcero 4 nuc-
cnepgoBaHMA No oueHke gedopmaummn myuokapga npy HKMIT,
BO3pacT naumeHToB BapbupoBan oT 7,2 o 12,1 net. B atux
nuccrnefoBaHnsx 3HadeHus rmobanbHon pedopmauun JHK
BapbupoBanun ot —14,9% fo —24,6%. B 3aBUCMOCTU OT UC-
cnegyembix cermeHToB. Onucanbl criydan HKMIT, rae 6bino
OBHapy>XeHO yMeHblueHne anukanbHon poTauun [39]. Ho-
CTOBEPHbIX AaHHbLIX O €r0 NMPOrHOCTUYECKUX KPUTEPUSAX HET,
HeobxoauMbl JanbHeNLIne NCCenoBaHuA.

Hapsgy ¢ OxoKT, Bcem nauneHTam ¢ kKapamoMmonaTtusamm
crnegyeT NpoBOAUTb MarHUTHO-PE30HaHCHY Tomorpaduio
(MPT) cepgua onsa yTodHeHus Mopdonornyeckoro eHotu-
na [37]. [loMMMO BbISIBNEHMS YBENUYEHHbIX Pa3MepoB Kamep
cepaua, TOMNWUHBI ero CTEHOK U MacCbl Xenygo4koB, AaH-
HbIl METOZ MO3BONAET NPOBECTU (PYHKLUMOHAMNBHYIO OLEHKY
nokasatenen Muokapa, BKIo4as CKOPOCTb KPOBOTOKA, Ha-
NYKe LWYHTOB M aHOMAanbHOMO OBMKEHNSA PErMOHapPHbIX CTe-
HoK. Kpome TOro, Bo3MOXHa OLEHKa CTPYKTypbl MUOKapAa:
xapaktepuctuka TkaHen ¢ubposHoro pybua, MHTepCcTULm-
anbHoro mbposa, oTeka u rmnepemMmnn, YTo MOXET NMOMOYb
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onpegenutb aTnonoruio kapamomuonatum. MPT nosbiwaet
TOYHOCTb U3MEPEHUSA ABWKEHWS, pasmepa n dyHkummn MK
[2, 37].

MPT cnenyeT BbINOMHATL NO KpaHEn Mepe oauH pas y
Bcex naumeHToB ¢ [KMIT, Tak kak 3TO MeToq 30/10TOr0 CTaH-
AapTa Ans OueHKM BUBEHTPUKYNAPHbIX 0ObEeMOB, CUCTOMK-
YeCKOoW (PYHKUMM U XapakTepucTukM TkaHu. [lo3gHee KOH-
TpactupoBaHue ragonuHmem (late gadolinium enhancement,
LGE) wuacto Bctpevaetcs npu OKMIT 1 cBugetenbcTByeT 0O
MuokapamansHom umbpose [52]. LGE nocTtosiHHO onuckiBa-
€TCS KaK CUMbHBIA U HE3aBUCUMBIN NPeanKTOp MCXOQ0B Npu
OKMI, a ero otcyTcTBME CBA3aHO C OOpaTHbIM pemMogenu-
poBaHMeM, YTO MOBbLILIAET BbIXMBAEMOCTb nauneHToB [37].
Cnenyet otmetuTb, YTo LGE gemoHcTpupyeT Bo3pacrtato-
LLYI MPOrHOCTUYECKYI0 LIEeHHOCTb No cpaBHeHuto ¢ B JIK
Aaxke y NaumeHTOB C NErkon Unmn ymepeHHOM CUCTONNYECKON
ancdyHkumen [52]. G. Casas n J.F. Rodriguez-Palomares B
nutepaTtypHoM 0630pe, MOCBALLEHHOM MybTUMOAANbHON
BM3yanu3auuun npu KapguoMmmonaTmsax, npeacTaBuiin OCHOB-
Hble MPOrHOCTUYECKNe AaHHble Buayanusauuv npu OKMI:
®B JIK < 35%; cuctonuueckas gmcdyHkums MK (PB <
45%); 3HaunTenbHasa (BTOpUYHas) MUTpanbHasa HegoCTaTou-
HOCTb; Mporpeccupylolias guactonmyeckas AUCHYHKLUS;
HapyLleHne mexaHukn JDK; Hanuume, pacnpocTpaHeHue, xa-
pakTep v nporpeccupoBaHve LGE; noBbiweHHblE 3HAYeHUsI
kapTupoBaHma T1 n BHeknetoyHoro obvema (extracellular
volume, ECV) [37].

MPT crtana 3onotbim cTtaHgapTom ansi oueHku KM u
OOMKHa BbINONMHATLCA BceM nauyueHtam [38]. NMomumo Gonee
TOYHOrO M3MepeHns TonwmHbl cteHku JIXK n ®B JDK, MPT no-
3BONSET XapakTepu3oBaTb CTPYKTYPY Mmokapga ¢ NOMOLLbIO
nocnegosatensHocTel LGE, kOTOpbI ABMNSETCS YacTon Ha-
xopkon npu F’KMI (okono 60% naumeHToB) 1 Koppenupyet
C Hann4ynem MmokapamansHoro ubposa [53, 54]. Kak n npu
OKMIM, Hakonnenne LGE npu F'KMI1 accounnpyetcs ¢ He-
GnaronpusiTHeIMK ucxogamu n ocobeHHo ¢ puckom BCC [53].
KonnuyectBeHHoe onpepeneHne LGE, paccumMTaHHOoe Kak
npoLeHT oT o6Lwer maccbl JIXK, cTano BaXkHbIM NPeAMKTOPOM
BCC, kak npu oBCTPYKTUBHOW, TaK 1 Npu HEOOBCTPYKTUBHON
KM [53, 54]. Mpu 3HaveHusax LGE > 15% ero moxHo pac-
cMmaTpuBaTb kak mapkep pucka passutua BCC [43]. Hanpo-
TUB, UCXOAb! Y MALNEHTOB C HU3KMM KonmyecTBom LGE (<5%)
conocrtaBuMbl ¢ ncxogamu 6e3 LGE [54].

Takum obpasom, «bonblion o6bem» LGE 6bin BknoyeH
B KayecTBe KpuTepus nNpoUNakTU4eCcKoW WMMnaHTaummn
KapgnoBsepTepa-gedunbpunnaropa B amMepuKaHCKue peko-
MeHpauun ans nauymeHTtoB ¢ [KMIM. CornacHo gaHHbIM pe-
komeHgaumam, MPT nauneHtam ¢ T'KMI HeoGxoammo npo-
BOOWTL Kaxable 3-5 neT Ans OLEHKM MporpeccupoBaHus
3aboneBaHus [43]. Kaptuposanume T1 u T2 n ECV nossonsitot
NPOBOAWTL KONMMYECTBEHHbIN aHann3 CTPYKTypbl MUoKapaa 1
AaBnsATCa 6onee YyBCTBMTENbHBIMW MOKa3aTenamu Ans 06-
HapyxeHus ubposa, yem LGE [37]. Tem He meHee Heob-
XOOQUMbI fanbHenwme nccnegoBaHnsa Ans noaTBEPXOEHWS
NMPOrHOCTNYECKOrO 3Ha4YeHUs NocrneaoBaTenbHOCTEN KapTu-
poBaHus, YTOObl MOMHOCTLIO BKMOYMTL MX B MOBCEOHEBHYHO
KINVHUYECKYIO NMPaKTUKY.

MpumeHeHne MPT, no cpaBHEHWIO C TpaHCTOpaKarbHbIM
OxoKT, npn PKMIT no3sonseT xapakTtepu3oBaTb COCTOSHNE
Muokapga (pnbpos nnu aHomarbHble OTIIOXKEHUSA B UHTEP-
CTULMM) U AMarHocTMpoBaTb AaHHOe 3aboneBaHue yxe Ha
paHHWX cTagusax [37].

MPT cnegyet npoeoauTe Bcem nauuneHtam ¢ HKMI. Cy-
LLIeCTBYET HECKOMbKO PasfnuyHbIX METOAO0B, KOTOpble Obinn

npegnoxeHsl anga amarHoctnkn HKMIT ¢ ucnonb3oBaHvem
MPT [37]. Tak, S.E. Peterson c coaBT. npeanoxunu B kaye-
ctBe mapkepa HKMI ncnonb3oBaTb KOHEYHO-AMACTONUYE-
ckoe oTHoweHne NC:C = 2,3, namepeHHoe B NpoeKuusix no
ONMMHHON OCU Ha MecTe C Haubonee BblpaXeHHbIMU Tpabe-
kynamun, a R.B.Stacey n coaBT. — KOHeYHO-CMCTONMUYECKOE
oTHoweHne NC:C > 2 B npoekuusix no KopoTkon ocu [55, 56].
M.Grothoff n coasT. ckoMGUHMPOBaN U pacLUNPUI KPUTEPUN
MPT onsa guarHoctukm u guddepeHumaunm HKMIT ot gpy-
rMX KapaMoMnonaTu, NCNonb3ys YeTbipe OCHOBHbIX KpUTe-
pus: NPOLEHT HEKOMMNAKTHOW Macchl Muokapaa JK (>25%),
obLllee KONMMYECTBO HEKOMMAKTHOM Macchl Muokapga JDK
(>15 r/m?), cooTHoweHne NC:C = 3:1 no kpalHen mepe B
O[HOM M3 cermeHToB 1-3 nnun 7—16, 3a Uckno4eHnem anu-
kanbHoro cermenTa 17, un cootHoweHne NC:C B cermeHTax
4-6 2 2:1 [57]. o gaHHbLIM psiga aBTopoB, HakonneHve LGE
npn HKMI BcTpevaetcs pexe, vyem y nauyueHTtoB ¢ AKMI
unu FKMI, He Bcerga cBsizaHO ¢ Hanbornee runepTpabeky-
NSAPHBIMW CErMEHTaMm 1 SBMSETCH MOLLHbBIM U HE3aBUCUMbIM
npeavkTopom HebnaronpuaTHoro ucxopa [58]. Cnepyet oT-
MEeTUTb, 4TO NaumeHTbl ¢ HKMIT ¢ coxpaHeHHon @B JTXK n oT-
pyuatensHbiM 3HavyeHnem LGE umeroT oTnnyHbIA NPOrHo3, B
TO BPEMSI KaK MaumeHTbl C MONOXMTENbHbIM 3HavyeHem LGE
MMEIOT NOBbILLEHHbIN pUCK He3aBucumo ot ®B JDK [58].

KomnbtotepHasa Tomorpadgmsa (KT) — ato meton Bu3ya-
nM3aummn BTOPOro YpOBHSI, KOTOPLIN Hanbonee noneseH A5
onpegerneHns aHaTOMUYECKUX HapyLLUEeHWI, aHOManuim Kopo-
HapHbIX apTepun, OLEHKN Nepukapaa Ha npeameT Kakux-nm-
00 NPM3HAKOB KOHCTPUKLMW Y MaLUMEHTOB C BO3MOXHbIM
pecTpukTuBHBIM doeHoTmnom [2]. KT cepaua 06b14HO MCnorb-
3yeTcs 4N UCKMYEeHUs neMmyeckor 6onesHn cepaua, Ko-
TOopas B AETCKOM BO3pacTe BCTpedvaeTcsd penko. HepgasHue
nccneqoBaHusa nokasanu cnocobHoctb KT ¢ oTCpoYeHHbIM
yCUNEeHNEM BbISIBNSATb MUOKapAMarnbHbin prubpos ¢ adpdek-
TMBHOCTbIO, cpaBHumon ¢ LGE no MPT [59]. B 2021 r. 6binn
ony6nmKkoBaHbl AaHHbIE KPYNHOro NONynsLMOHHOIO NCCNEeAo-
BaHWs, KOTOPOE Nnokasaro, YTo NOBbILWEHHas Tpabekynaums
JK, nameperHasa ¢ nomowpto KT, cBA3aHa C NOBbILLIEHHON
4YaCTOTOW Cepbe3HbIX HebnaronpusTHbIX CepAeYHO-COCy-
ancTbix cobbituin B obwen nonynauum [60]. MNauneHToB €
KapguomMuonaTusaMy ¢ MAOXUMKW OKHaMu axokapauorpadgum
1 npotuBonokasaHusamm kK MPT MOXHO BM3yanu3npoBaTb C
nomotubto KT.

KateTepusauus cepaua pegko ucnonb3yeTcs Afs OueH-
KM Mopdponormm QeTckux kapavomuonaTtui. JaHHbii meToq
CMYXWT ANst OLEHKN reMOAMHaMUKW, pacyeTa COnpoTuBre-
HWMS NEroYHbIX COCYAOB, MOMyYeHUs 3HAOMMOKapANanbHON
Guoncun ana AuarHoCTUYECKMX Lienem 1 nNeYeHns naumeHToB
C NoAJaoLLMMUCS NEYEHNIO NopaxeHuamu [2].

Mpn amarHoCcTMKe MEepBUYHbIX KapauoMuonaTuin  He-
06X0QMMO UCKMIOYNTL BTOPUYHLIM XapakTep W3MEHeHuW B
mMuokapge. Ecnn cywectBytowme metodbl Bu3yanv3aumun
He MOryT OTBETWUTb Ha 3TOT BOMPOC, 3HAOMUOKapAManobHas
6uoncua (3MB) NnoMoXeT yCTaHOBUTL MPUYUHBI BTOPUYHBLIX
kapgnomuonatun [2]. OgHMM 13 NCX0O0B MUOKapAMTa ABNs-
etrca BocnanutenbHaa OKMII. 3onotbim cTtaHgapTtom ava-
FHOCTUKN OCHOBHbIX NPUYMH MUOKapAUTa U BOCNanuTensHON
KapganomMmonaTum SBNAeTcs rmcTonormyecknii, UMMYHOMMCTO-
noruyeckmn aHanus obpasuos OMB. MNepcuctupytowme Bu-
pycHble MHMPEKLMN N MHDEKLNOHHO-aCCOLIMNPOBaHHbIE MK
NOCTUH(EKLMOHHBIE BOCNAnNUTerNbHbIE MPOoLEeCcCh MUoKapaa
MOTyT ObITb KMOYEBBIMW MNATONOrMYECKUMU MexaHu3Mamm
nporpeccmpoBaHus Muokapauta B kapavomwuonatuio [1]. C
nomoLbio AMB MOXHO oBHapyXuTb, Hampumep, Hanuyve
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OTNOXEHUI amunonga unu xernesa, 4tobsl NOATBEPANTL UMK
UCKMIOYNTb HekoTopble BTOpuyHble PKMI, BbISBUTL ovaro-
BOE N UHTepcTMLUManbHoe pubposHoe 3aMelleHne Muokap-
Aa npu F’KMIT [2].

3akno4yeHue

MepBUYHbIE KapauomuonaTum B [OETCKOM Bo3pacTe
npeacTaensaoT coboit peakoe, HO cepbe3Hoe 3aboneBaHue,
KoTopoe YacTo npuBoauT k CH u saBnsietcs Hamubornee va-
CTOWM NPUYMHON TpaHCNnaHTauuu cepaua y OgeTen craplie
1 roga. KnuHuyeckas kapTuHa kapaMoMuonaTuii B 4eTCKOM
BO3pacTe LUMPOKO BapbUpyeT OT 6ECCMMNTOMHOM 40 3aCTOM-
Hor CH n BHe3anHom ocTtaHoBKK cepaua. [AnarHoctuyeckune
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