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AHHOTAIUA
Kapnunomuonatuun (KMII) — rereporenHass rpynmna 3a0ojeBaHHil cepalla,
XapaKTEepU3YIOIIUXCS CTPYKTYpPHOUM MEPECTPOMKOM MHOKapAa, HENPEPBIBHO
IIPOTPECCUPYIONTUM TEUSHUEM M HeOJaronpusTHeIM mporao3om. ( Mapon B.K,
TosoOun X.A., 2016., Bunskuncon X /1., Jlenau J{.C, U coaBTopsl., 2010).
TeyeHne  KapIMOMHONATHM Yy  JETEH  XapaKTEpU3YeTCs  CKYAHOCTBIO
CyOBEKTUBHOW CHUMITOMATHKA W HEPE3KO BBIPAKCHHBIMA OOBEKTUBHBIMU
nposiBiieHussMu ~ 3a0osieBanus  (PyxenmoBa T.A., 2014). VYpenuueHue
KOJIMYECTBA CIy4aeB KapJUOMHUOIATUM CPEJIU JIETCKOTO HACEJICHUS U BBICOKUU
YPOBEHb CMEPTHOCTH IIPHU 3TOM 3a00JIEBaHUU, a TAKKE OTCYTCTBUE JIOCTATOYHO
YETKUX JIMarHOCTHYECKUX KPUTEPHUEB OIPEIEseT aKTyalbHOCTh MPOOJIEMBI.
(bacapruna E.H., 2015; Myxunaunona /[.3., baxenosa T.®., 2016). Bmecte ¢
T€M, M3y4YCHHE KIMHUKO-UHCTPYMEHTAIbHBIX  OCOOCHHOCTEH  TEUCHHS
KapJIMOMHOIIATHII B 3aBUCHUMOCTH OT BO3pacTa AETEH SIBIISIETCS aKTyaJlbHOU W
MO3BOJIUT pa3paboTaTh MPOTHOCTUYECKUE KPUTEPUU TEUEHHUS 3a00JICBAaHUS U
YIIYYIIUTh MPOTHO3 Y 607bHBIX ¢ KMII.
[lenpt0 wWccnenoBaHMUS SIBUWIOCH HW3YYHUTh KJIIMHUKO-UHCTPYMEHTAJIbHBIC
O0COOEHHOCTH T€UEHUS KapIMOMHOIIATHI Y IE€TeH B 3aBUCUMOCTH OT BO3pacCTa.
B pesynbrare mpoBeIEHHBIX HAMH HUCCJIEIOBAHMM BBISBICHA, 4YTO Haubosee
3HauUMMbIMU (pakTopamu pucka QopmupoBanuss KMII y nereit 3aBucaT ot
BO3pacTa IMOATBEPKIAI0T COBPEMEHHYIO KOHIICTIIHI0 O MHOTO(AKTOPHOCTU H
MOJUT€HHOCTH  JAHHOW  MAaTOJIOTMM. Y CTAHOBJIEHO, 4YTO  KJIMHUYECKas
CUMIITOMAaTHKa y  JeTed ¢  KapJAUMOMHOMATUSIMU  XapaKTepU3yeTcCs
KapIUOMerajqued W  XPOHUYECKHUM  MPOTPEAMEHTHBIM  TEUCHHEM W
MPOTPECCUPYIOLIEH CEPIEUHON HEIOCTATOYHOCTBHIO. BBIPaXKEHHOCTh 3THX
HapyIIEHUH 3aBUCUT OT BO3pacTa OOJBHBIX, BUIA KapAUOMHOIIATAN U JABHOCTH
3aboneBanusi. Paszpaborana mporHoctuueckas Tabnuia, Kotopas Oyjaer
CriocOOCTBOBATh  paHEMy  BBISBJICHUIO  MAIlMEHTOB  BBICOKOTO  pPHCKa

dbopmupoBanuss KMII B 3aBHCMMOCTH OT BO3pacta OOJIBHBIX M IIO3BOJIAT



CBOCBPCMCHHO M a/ICKBATHO IIPOBCCTHU JIeueOHbIe MCPOIIPUATHA, ITO3BOJIAIOIINC

NpCaO0TBPATUTD TAKCIIBIC OCJIOKHCHUS.



ANNOTATION

Cardiomyopathies are a heterogeneous group of heart diseases characterized by
structural myocardial rearrangement, a continuously progressive course and an
unfavorable prognosis. (Maron B.J, Towbin J.A, THIENE G.et al.,, 2016.,
Silnova 1.V 2012; Wilkinson J.D. 2010; Byers S.L., Ficicioglu C., 2014).

Given the increase in the number of cases of cardiomyopathy among the child
population and the high mortality rate in this disease, as well as the lack of
sufficiently clear diagnostic criteria, the urgency of the problem is determined.
(Basargina E.N., 2015; Mukhiddinoza Z.1., 2016). At the same time, the study
of the clinical and instrumental features of the course of cardiomyopathies
depending on the age of the children is relevant and will allow developing
prognostic criteria for the course of the disease and improving the prognosis in
patients with CMP.

The aim of the study was to study the clinical and instrumental features of the

course of cardiomyopathies in children, depending on age.

As a result of our studies, it was found that the most significant risk factors for
the formation of IMS in children depend on age and confirm the modern concept
of the multifactorial and polygenic nature of this pathology. It has been
established that clinical symptoms in children with cardiomyopathies are
characterized by cardiomegaly and chronic progressive course and progressive
heart failure. The severity of these disorders depends on the age of the patients,
the type of cardiomyopathy and the duration of the disease. A prognostic table
has been developed that will contribute to the early detection of patients at high
risk for the formation of IMS, depending on the age of the patients and will

allow timely and adequate treatment measures to prevent serious complications.



AHHOTAIUA

Kapaunomumonatuss  (KMII) wMwuokapn  TapkuOuii  y3rapum — OwiaH
XapaKkTepJIaHyBYM, TYXTOBCHU3 aBXX OJUIN OWIaH KEUYyBYM Ba HOXYII
okuOatIapra oaub KeJyBYH FOpaKHHUHT rereporeH kacaumruaup.( Mapon b.)K.,

Tosoun X.A., 2016., Bunskuncon X.J1, Jlenau J1.C., 2010).

Bonamap opacuma kapAHOMHUONATUSIIAPHUHT YUPAIIMHUHT KYTTAWHIINA Ba yIIOY
KacaJUTMKJA VYJIMM XOJATHHUHT IOKOPWJIMTH, IMyHWHTJCK, AaHWK TaIllXHC
ME3OHJIAPUHUHT WYKIUTH, YOy MyamMmo no3apOnuruau Oenrmiald Oepau.
(bacapruna E.H., 2015; MyxugmunoBa JI.3., baxenosa T.d., 2016). Iy
Owran Oupra, KapaUOMHOMATHSHH Oonamap &mmra OOTJIMK XOoJiga KIWHUK-
HHCTPYMEHTAJl KEUHIN XYCYCHATIApUHM YpraHuil maoi3apd XxucobOiiaHaau, Ba
KaCaJUIMK KEYWIIl MPOTHOCTHK OENTHJIApMHM HILIA0 YUKUIN YIIOy Oemopiap

IMPOTHO3WHHU XAl MMKOHHHHU 6epazu/1.

TagkukoTHaH Makcaj KapauoMUONaTUsSHU Oojanap €mmra OOFJIMK XOJja

KJIINHUK-WHCTPYMEHTAJI KEUHII XyCYCUATIAPUHU YPTaHUIIL.

bu3 ¥yTka3raH TamKWUKOTIAp HATWKACHIAa AaHWKJIAHIWKH, Oojlajmap opacuia
KapJIUOMUOIIATHSI PUBOXKJIAHMINI OMUIM €mra OoFIuMK, Ba Oy ymoy
KACAIUTMKHUHT 3aMOHAaBUN MYyJbTU(AKTOpHal KOHIEHIUSICUHA HUCOOTIANIN.
AHHKTamMMMA34a, KapJIAOMUONATHSUIM Oojaiiapaa KIMHUK CHMITTOMAaTHKA
KapJIMOMeralusi, CypyHKaau MPOrpeIMeHT Ba MPOTrPECCUBIAHNO OOpyBUYHM IOpaK
CTUIIMOBUMJIIUTH OWIaH Ke4yajau. YOy XOJIaTJIAapHUHT HaMOEH OYiuIu
OonmaHWHT &€mura, KacaJUIMKJIMHT IIaKiura Ba JaBOMHUIUIMTHTA OOFIIHK.
Kapauomuonarustauar Oonanap €mmra OOFIMK XOJJ1a PUBOKIIAHUII FOKOPH
xaB( oM 60p OeMopiapHU 3pTa aHUKJIAI MaKcaauaa MPOTHOCTHK >KaJaBajl
Ty3WIIM, Ba yIIOy *aaBaj JaBOJIalll MyoOJIaKaJlapuHU 3 BaKTHIA 3pTa OoIar

Ba OFMP acopaTiapHH OJJIMHU OJHII UMKOHUHH Oepa.
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CIINCOK COKPAIIIEHUN

BCC - BHe3amHas cepaeyHasi CMEPTh

['KMII - runeptpodudeckas KapInOMHOMATHS
JAKMII - nuiataninoHHasi KapAMOMHUOIIaTHS
KMII - kapauomuonaTus

K®K - kpearundochokunnaza

JIAI" - makTaT geruaporenasa

JIX - neBblil )KemygoueK

JIHIII - neBas HOxKa myyka [ uca

JIIT - neBoe mpexacepaue

MIKII - MexoKenyJOuKoBast IEPEropoiKa
MK - MUTpasibHbIN KJ1anaH

MKK - mainioro kpyra KpoBooOpamieHus

HMK - He1oCcTaTto4HOCTh MUTPAIBHOIO KJIallaHa
HTK - HET0CTaTOYHOCTH TPUKYCIUIAILHOIO KilallaHa
OPBMU - ocTpast pecriupaTopHas BUpycHasi HHPEKIUS
I0K - mpaBbIi ety 104eK

[THIII" - mpaBas HOKa nmy4dka [ 'uca

I1IT - mpaBoe npexacepane

PKMII - pecTpukTHBHAsA KapAUOMUOTATHUS



CB - cepaeunslit BBIOpOC

XCH - xpoHuueckas cepJieuHas HeJIOCTaTOYHOCTh

OKT - anexkrpokapauorpadus
OC - skcTpacucTonus

9x0KTr - axokapauorpadus



BBEJIEHUE
AxkryaabHocTh. Kapnuomuonatun (KMII) — rereporenHnas rpynna
3a00JIeBaHUN  cepilla, XapaKTEePU3YIOUIUXCS CTPYKTYpPHOM IepecTpOMKOit
MHUOKapja, HEMPEPHIBHO MPOTPECCUPYIOMUM TEUYCHHEM W HEOJIaronpusaTHBIM
nporHo3oM. KapauomuonaTtuu sBISIFOTCS OJHOW M3 HanOoJiee YacThIX MPUYHUH

cMepTH (B TOM YHCJIC BHE3AIHOM) B geTckoM Bo3pacte. (102,132).

PacnpocTpaHeHHOCTh ~ KapJIUOMHMONATHH  OTHOCUTEIBHO HEBEJIUKAa —
exeroiHo BeisiBIsgeTcs 1,13 cayuas nHa 100 000 HaceneHus, OHAKO BBICOKas
CMEPTHOCTh TpeOyeT YJIydllEHUs JAMATHOCTUKH M JIEYEHHS] ITOW NATOJOTUU
(169). Tak, BBDKMBAEGMOCTh 3a WSTWICTHHH TEPUOJ] COCTaBJISCT IPH
TUIAaTallMOHHON KapauoMuonatuu 54%, runepTpodruyeckoi KapauOMUONaTUI

— 90% u pectpukTUBHOM Kapanomuonatuu — 70% (129).

B GonbmMHCTBE ciiydyaeB AUArHOCTHKA KapJIMOMHUOINATUN OCHOBBIBAETCS Ha
KJIIMHAYECKUX CUMITOMAaX M pe3yibTaTax (DyHKIIMOHAIBLHOTO OOCJIEIO0BAaHMUS, B
NepByl0 ouepenb, d3Xxokapauorpaduu. Ilpu 3TOM UCTUHHAS STUOJIOTHUA

3a00JIeBaHus 9acTo He ycranaBiuBaercs (60, 91,169).

TeueHne KapAMOMHUOINATUM y JETEH XAPAKTEPU3YETCS CKYJIHOCTBHIO
CyOBEKTUBHOM CHUMITOMATHKA M HEPE3KO BBIPAKEHHBIMU OOBEKTUBHBIMU
nposiBieHus MU 3a0oneBanus. [Ipu 3TOM OTCYTCTBYIOT YETKHE KPUTEPHH
JIMarHOCTUKM J@HHOW Tpynmbl 3a0oJieBaHUM, YTO YacTO MPUBOJUT K
HENPABUIIBHON U HECBOEBPEMEHHOU JUArHOCTUKH, MTO3AHETO JICUEHUS, Pa3BUTHUSA
XPOHUYECKON CEpJICYHOM HEAOCTATOYHOCTH, CHWKEHHS KadyecTBa >KU3HU HE

TOJIBKO OOJBHOTO, HO M YJIEHOB €r0 CEMbHU, PaHHEH MHBAIMAU3ALUUA OOJBHOTO

(40, 91).

VYBenMUeHHE KOJWYECTBA CIy4aeB KapAWOMHONATUH CPEIH JIETCKOTO
HACeJICHUSI U BBICOKUI YPOBEHb CMEPTHOCTH TIPH ATOM 3a00JICBaHUH, a TAKXKE
OTCYTCTBHE JOCTATOYHO YETKHUX JAUArHOCTUYECKUX KPUTEPUEB OIPEACIISIET

aKTyaJqpHOCTh  mpoOnembl.  OTCyTCTBHE — ClEUU(UUYECKUX  CHUMITOMOB,

9



JUTUTEIIbHOE OECCHUMIITOMHOE WJIM MAJIOCUMIITOMHOE TEYCHHE, CHUHAPOMBI
CXOIDHBIE 1O KIWHAYECKUM TPOSBICHUSM C W3BECTHBIMU OOJE3HIMH -
UIIEMHYECKON OO0JIE3HBIO Ceplla, MOPOKaMU CEpAIa; M KaK MCXOJ Pa3IuIHbBIX
M0 ATHOJIOTMH KapAUOMHOINATHA TpPH JIUTCTLHOM TEUEHUH - CepIcYHas
HEJO0CTAaTOYHOCTh, 00YCIOBIMBAIOT (HOPMATBHYIO HHTEPIIPETALNIO TIPU3HAKOB U
(GOpMYyIMPOBKY JTHArHO30B, HE COOTBETCTBYIOIIUX HMCTUHHOW TMPHUPOJIC
HapymieHud. B paborax, omyOJWKOBaHHBIX B II€YaTH, MPEUMYIIECTBEHHO
HaXOMST OTPaKCHUE PE3YJIbTAaThl OJHOKpATHOTO obcnenoBanus neteit ¢ KMII u
HEJI0OCTAaTOYHO BHUMAaHUS OTBOJIUTCS MPoOIeMe JUHAMUYIECKOTO HAOMIOACHUS 32
takumu OosbHBIMH (9, 10, 103). Bmecte ¢ TeM, H3YYCHHE KIMHHKO-
WHCTPYMEHTAJILHBIX OCOOCHHOCTEH TEUYEHHS KapAHMOMMOIATUN B 3aBUCUMOCTH
OT BO3pacTa JeTell SABIAETCA aKTyallbHOH © TO3BOJHT pa3paboTaTh
MPOTHOCTUYECKUE KPUTEPUU TEUEHHUs 3a00JIEBaHHS W YIYUIIUTh MHPOTHO3 Yy

oonpHBIX ¢ KMIL.

I.[e.m;: HN3YUYUTH KIIMHUKO-MHCTPYMCHTAJILHBIC OCOOCHHOCTH TEYECHHUS

KapIHMOMHOIIATHH Y IET€W B 3aBUCUMOCTH OT BO3pAaCTaA.
3agaum uccjie0BaHUA

1. Ompenenuts Haubosiee 3HaUUMbIE (hakTOphI pucka pazsutust KMII y nereii B

3dBUCHUMOCTH OT BO3pacTa OOJILHBIX.

2. OnpenenuTh KIMHUYECKUE U TA00paTOPHO-UHCTPYMEHTAIIbHBIE 0OCOOCHHOCTH

TE€YEHHUs KapAUOMHUONIATUN Yy AETEN B 3aBUCUMOCTH OT BO3pacTa.

3. Pa3zpaboTaTh NpOrHOCTUYECKUE KPUTEPUU TCUCHHS KapAMOMHOIIATUN y IeTen

B 3aBUCMMOCTH OT BO3pacTa.

Hay4Hasi HoBU3HAa

Omnpenensl Hanbosee 3HaunMMbIe (hakTopbl pucka Gopmupoanuss KMII y
JeTe B3aBHUCHMOCTH OT BO3pacTa, KOTOPHIE MOJITBEP)KIAIOT COBPEMEHHYIO

KOHICIIOHUIO O MHOFO(I)aKTOpHOCTI/I H ITIOJIMT'CHHOCTHU I[aHHOﬁ MaToJIOTUHU. €CIIN
10



JUIsl JIeTel paHHEro Bo3pacTa HauOoJiee 3HAYUMBIMH SBIISIFOTCS - BO3PACT
ponuTeneil Ha MOMEHT pPOXIEHHS peOeHka crapmie 35 JeT, OTATOIICHHBIN
aKylmepckud  aHaMHe3 Marepu  (OCIOKHEHUST M DKCTparcHUTAJIbHBIC
3a00JIeBaHUsl y MaTepu BO BpeMsi OEPEeMEHHOCTH, aHEMUs, 3a00JIeBaHMsI TOYEK
U Ccepjlia, auIepruuecKue peaxkiuu), To y JEeTe CTapuiero u MoJIpOCTKOBOTO
BO3pacTa - MepeHeCeHHble MH(EKIMOHHBIE U COMYTCTBYIOIIME 3a00JI€BaHUS
(kapuec 3y00B, XpOHHMUECKHUIN TOH3WIUINT, PA3IMYHON CTEMEHU TSIKECTH aHEMUS,
nuddy3HpId 300, 3aTSHKHOM W XPOHMYECKUM OpOHXUTHI, BHEOOJBLHUYHAS
IMHEBMOHUS, XPOHUYECKHH mMHENOHEe)PUT) HaA BCEX ITamax pa3BHUTHS,
reHeTHYeCKre (aKTOPhI, TAKWE KaK HACJICIACTBEHHOCTh W OJIM3KOPOJICTBCHHBIE
Opaku 3HAYUMBI y BCEX JeTel HE3aBHUCHUMO OT BO3pacTa Y CTAHOBJIEHO, YTO
KIIMHAYECKasi CUMITTOMATHKA y JIeTed C KapJAHOMHUOTIATHUSIMU XapaKTepU3yeTCs
KapJuoMerajqued U  XPOHMYECKMM  MPOTPEAUCHTHHIM  TEUCHHUEM |
MIPOTPECCUPYIONIEH CEPIeYHON HEIOCTATOYHOCTBHIO. BBIpaXKEHHOCTh ATHX
HapyIIeHWHd 3aBUCHUT OT BHJA KapJAOMHUOMNATHH W JaBHOCTH 3a00JICBaHUS.
Pa3paboTanbl AMArHOCTUYECKHUE KPUTEPHUHU, KOTOpbIE OYIyT CIOCOOCTBOBATH
paHHEMY BBISBJIICHHIO ITAIIMCHTOB BBICOKOTO pucka (opmupoBarmss KMII u
MO3BOJISIT CBOEBPEMEHHO U aJIeKBAaTHO MPOBECTU MPEBEHTHUBHBIC MEPOTPUSITHS,

IMO3BOJIAIOMINC ITPCAOTBPATUTD TAXKCIIBIC OCJIO0KHCHHA

IIpakTHyeckass 3 HAYMMOCTH PadOThI

[IpakTryeckoMy 31paBOOXPAHEHHUIO MPEACTABICHbI JaHHBIE O (hakTopax
pPHUCKa U KIMHUYECKO-(DYHKIIMOHAIbHBIX 0coOeHHOCTsAX TeueHus: KMII y nereit
B 3aBUCUMOCTH OT Bo3pacrta. llomyuyeHHble pe3ynbTaThl B JajbHEWIIEM
MOCTY>KaT MPENOChUIKON JJIsl pa3pab0TKU METOJOB JICUCHHS U MPOGUITAKTUKH
KMII y nereit B 3aBUCMMOCTH OT BO3pACTa .

Ony0/1MKOBAHHOCTDH Pe3yJIbTATOB UCCJIEA0BAHMIA.

[To TeMe MarucTepckoit AuccepTanuy onyoJIUuKOBaHO / Te3Kuca U 2 CTaThH.

CTpykTypa H 00beM MATHCTPCKOM M CCePTALIUM.

11



Maructpckast auccepTalusi COCTOUT U3 BBENIEHUs, 0030pa JUTEpaTyphl,
[JIaBbl MaTepHUabl M METOABl HCCIEJOBaHUS, PE3YJIbTATOB COOCTBEHHBIX
UCCJIEIOBAHUM M UX OOCYXKJI€HHUSI, BHIBOJIOB, MPAKTUYECKUX PEKOMEHAAIMMN U
cnucka  Juteparypbl.  Jluccepramms  w3iokeHa Ha 113 crpanmiax
KOMITBIOTEPHOTO TEKCTa, WJUIIOCTPUPOBAHA TaOMMIIaMU M JUarpaMMamH,
oubimorpaduueckuii UCTOUYHUK conepXuT 171 ucrounwka, B ToM uucie 169
3apyOEKHBIX.

Bueapenue pe3yabTaroB HcciaenoBaHusi. OCHOBHBIC IMOJOXKEHUS U
pe3yNbTaThl IUCCEPTAMOHHOW paOOThl BHEAPEHBI B KIMHUYECKYIO MPAKTHKY
JIETCKOTO KAapJAHMOPEBMATOJIOTUYECKOTO  OoTAcneHnid KIMHUKU TamlIMU un
PCHIIMIIIL

JInunblil BKJIaJ aBTOpa. Beck Marepural, npeacTaBiIEHHbBIN B IUCCEPTALUU
MoJIy4eH, 00padoTaH, NMpoaHAIM3UPOBAH U OMHUCAH JIMYHO aBTOPOM. ABTOpPOM
CaMOCTOATENLHO pa3paboTaH IUIaH OOCJeIOBaHMs MalMeHTOB. [IpuHUMana
aKTUBHOE y4yacTue B cOope Marepuana (KIMHUYECKOe 00Caeq0BaHUs OOJbHBIX C
kapauomuomnarusamu). [IpoBena HaydHbld M CTaTUCTHUYECKHM  aHAJU3
MOJTYYEHHBIX JaHHBIX.

Anpofdauus MarucTepckoi auccepranmu. Marepuanibl AuccepTaluu
JIOJIOKEHBI W OOCYXJIEeHbl  Ha KadeapaJbHOW ampoOanud TNpU  YYaCTHH
COTPYIHHKOB M CTYAEHTOB Maructpatypel 1, 2, 3 KkypcoB Kkadeapsl
«l'ocniuranbHol nienuarpur Ne 2 ¢ HETPaAUIMOHHBIMHA METOJAMH JICUEHUSD)
(3nos10pst 2017 roma), 3acemanmu IIpoOnemuoit komwmccun  TamlIMU (19

nexadbps 2017 roga)
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I'JIABA |
JUTEPATYPHBIA OB30P
1.1. JanbHeiiniee yKpenieHue 310POBbsS HALLIEr0 HAPOa, odecreyeHne
BOCIIMTAHMS 3PeJI0r0 U TApMOHMYHO Pa3BUTOI0 MOJIOAOI0 IIOKOJIECHHUS
SIBJISIETCSI O/THUM M3 NPUOPHUTETHBIX HANIPABJICHHI rOCY1apCTBEHHOMI
NOJIMTHKH.

B Hacrosmee BpeMs B Hallel CTpaHE YJIEIAETCS CEPbE3HOE BHUMAHHE
CO3JAHHUI0 CaMbIX COBEPIIEHHBIX W COBPEMEHHBIX YCJIOBHH, JalbHEHIIEMY
NOBBIIICHUIO KAauyeCTBAa MEAUUMHCKMX yciuyr. IIpe3naeHT Hamel cTpaHsl
[[TaBkaT Mup3uéeB B KaXKJI0M CBOEM BBICTYIUJIEHHH, HA BCTPEUAX €IIE U e1Ie pa3
OTMEYaeT, YTO AJI1 TOro yToObl Hall HAapoJ ObUI TOBOJIEH MXU3HBIO, MPEXKJE
BCEro, HEOOXOAMMO YJIOBJIETBOPUTH €ro IMOTPEOHOCTH B KAaYECTBEHHBIX
METUIUHCKHUX yCIIyTax.

PedopmupoBanue cheprl 31paBooXpaHEHUs SIBISIETCS OJHUM U3 BaXKHBIX
HaNpaBJICHUN TOCYyJAapCTBEHHOM MOJUTUKH, - ckazan [llaBkar Mupsuées. - B
Halen CTpaHe YACISETCS ocoboe BHUMAaHUE JanbHENIemMy
COBEPIIECHCTBOBAHUIO CHUCTEMBI 3/IPaBOOXPAHEHUS, CTUMYJIHUPOBAHUIO TpyHa
MEIUIUHCKUX PA0OTHUKOB, IIMPOKOMY BHEIPEHUIO COBPEMEHHBIX TEXHOJIOTHI
Y METOJIOB JICUCHHS.

[TocnenoBarenbHO MPOAOIKAETCS CUCTEMHAs padOTa, OCYLIECTBIEHHAs
o pykoBoacTBoM Ilepsoro [Ipe3naenTta Hawei ctpansl Mcinama Kapumosa no
NOBBIIICHUIO YPOBHS M KAauecTBAa JXW3HHU HApOJa, OXpaHE MAaTEPUHCTBA U
JNETCTBA, BOCIHUTAHUIO 3J0POBOTO TApPMOHMYHO PA3BUTOrO  IOKOJICHMS,
NOBBIIICHUIO KA4yeCTBA MEAMIMHCKUX YyCIyr. B pe3ynpTaTe NpPOBEACHHBIX B
rojibl HE3aBUCHMOCTH HIMPOKOMACIITAOHBIX pedopM KapAWHAIBHO U3MEHUJIAChH
cUcTeMa 3/paBooxXpaHeHus. 3akoHoM PecnyOnuku Y36ekuctan "OO oxpane
3I0pOBbsl  TpaxaaH" rapaHTHPOBAaHO  MPEJOCTABICHHE  HACEJIECHUIO

Ka4CCTBCHHLIX MCAUIIMHCKUX YCIIYT.
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Oco0oe BHUMaHUE YACISETCS YBAXEHUIO IMPEICTABUTENEH 3TON
npodeccuu, TOCTOMHOMY CTHUMYJIMPOBAaHUIO HMX CaMOOTBEP)KEHHOTO TpyJa.
[TpunsTeiii 10 HosiOps 1998 rona Ykas Ilepsoro Ilpe3uaenTa nameit ctpanst "O
['ocynapcTBeHHO# mporpaMMe peopMHpPOBAHHUS CHUCTEMBI 3PaBOOXPAHEHUS
PecniyOnuku ~ Y30ekuctan"  MOCHYXWJI  BaXHbIM  (DAKTOpOM  CO3/aHMUS
COOTBETCTBYIOIIEH COBPEMEHHBIM TPEOOBaHUSIM M OOECIIEUMBAIOIICH OKa3aHUE
HACEJICHWI0O BO BCEX PETMOHAX CTPaHbl KBATU(PUIIMPOBAHHONW MEIULIMHCKON
MIOMOIIY, B YAaCTHOCTH, €IMHOM CHCTEMBbI OXpaHbl MAaTEPUHCTBA U JETCTBA.
CorynacHO 3TOMy JOKYMEHTY B CTpaH€ CcoO3JaHa COBpPEMEHHas CHCTEMa
MEJIUIIMHCKON CITYKOBI IO OKa3aHUIO0 MEPBON MEIUIIMHCKOW MOMOIU, KOTOpas
OXBaTUJIA CEJIHCKUE BpaueOHbIE TyHKTHI U TOPOJACKUE CEMEHUHBIE MTOTUKINHUKH.

B mHacrosimiee BpeMsi BBICOKOKAUECTBEHHBIC MEIUIIMHCKUE YCIYTH
OKa3bIBAIOTCSl B CHEIUAIU3UPOBAHHBIX HAYYHO-TIPAKTHUYECKUX MEIUIIMHCKHUX
LIEHTpax B HAIPaBICHUSIX KapAWOJIOTHMH, XUPYPTUH, MHUKPOXHPYPTHH TIJja3a,
yYpOJIOTHH, TEpanuv U MEIUIMHCKOW peaduiauTanuu, 3HAOKPUHOJIOTHH,
MyJIbBMOHOJIOTUU ¥ (PTU3UATPUU, aKyIIEPCTBA U THUHEKOJIOTUH, IEPMATOJIOTHH U
BEHEPOJIOTUM, MEIUATpUU U ApYrux. B 3THUX MEIUIMHCKHUX YUPEKICHUSIX
KaXIbIA IOl MPOBOAUTCA OKOJIO 50 THICAY BBICOKOTEXHOJOTHMYHBIX CIIOMAKHBIX
omepanuid, 6oxee 600 ThICSIYaM TAIMEHTOB OKAa3bIBAIOTCS aMOyIaTOpHBIE
yciyrd. B pe3ynpTaTe akTyalbHbIX HAy4yHbBIX HMCCIEIOBaHUU MO Oojiee 4eM
JBAJIIATH HAIpPaBJICHUAM MEAMIMHBI pa3paboTano cBeimie 1000 meueOHO-
JMAarHOCTUYECKUX CTaHAApTOB.

Tak, korga peub HIET O 3I0pPOBbE HACEJIEHMs, HHTEpecax JIoJeH,
0J1arOCOCTOSSHUM HapojJa, 3TOT BOINPOC Bcerjaa OyAeT ocTaBaThCsi B LIEHTPE
BHUMaHMs. ['TyOOKO CUMBOJIMYHO, YTO 3TH J00pbIE Leau OyayT pealru30BaHbl B
2017 romy, oObsBaeHHoMm Ilpesmmentom Hameit crpanbl  [llaBkaTom
Mup3suéeBbiM ['0/10M auanora ¢ HapoJaOM M MHTEpecoB uenoBeka. (Mup3uées.
[II.M. 5 suBaps 2017 rona.).

Takum 00pa3om, JUIsi COXpaHEHUS M YKPEIJICHUS 3I0POBbSl HACEJICHMUSI, B

YaCTHOCTH JKCHIIMH W JIeTe B pecrmyOJuKe MPOBOJUTCS OTpOMHas padorta,
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COOTBETCTBYIOLAs] COBPEMEHHbIM TPeOOBAHUSAM M OOECleurBarollas OKa3aHHe

HACEJICHWI0O BO BCEX PETMOHAX CTPaHbl KBAIU(PUIMPOBAHHON MEIULMHCKON

IIOMOIIY, B YACTHOCTHU, €AMHONW CHCTEMBI OXPAaHbl MATEPUHCTBA U JETCTBA.
1.2.Kapauomuonaruu y aerei: ¢pakTopbl pucKa, 0CO0CHHOCTH

KIMHHYE€CKOI'o TCYCHUA, THATHOCTHKHA H UCX010B.

[Ipobiema pacnpocTpaHEHUS] CEPJIEYHO-COCYAMCTHIX 3a00J€BaHUN B
HACTOSILIEEC BPEMSI OCTAETCS aKTyaJIbHOW M 3HaunMon. Kak u3BecTHO, OCHOBHOM
MPUYUHOMN MPEXKICBPEMEHHON CMEPTHOCTH, WHBAIMAM3AUM W OTPOMHBIX
TPYAOBBIX TIOTEPbh, SIBJIACTCA CepAcYHO-cocyaucTas marosorus [1, 2, 6, 33].
D10 00YyCIOBIIEHO MHOTO00pa3veM KIMHUYECKUX (HOpM, TPYAHOCTIMHU
JIMarHOCTUKU W JICYEHUS U CKJIOHHOCTBIO K (POPMHUPOBAHUIO XPOHUUYECKOU
CepAECYHOM HeI0CTaTOYHOCTH [7, 8].

Kapanomuonaruu — 310 ocobasi rpynma 0oje3HEell cepila, B OCHOBE
KOTOPBIX JIEKUT TEPBUYHOE MPEUMYIIECTBEHHOE TMOpPAaXXEHUE MHUOKapAa
HEU3BECTHOM WJIM HEACHOW HSTHOJOTHH, OOBEIUHEHHBIX IO OIpPEIeIECHHBIM
KJIMHUKO-aHaTOMUYECKUM TpU3HAKaM: HAJIWYUIO KapAHUOMETaINH, CEpJICYHOU
HEJOCTATOYHOCTH,  CKJIOHHOCTM K  HapylleHusIM  puTMa  cepAla,
TPOMOOAIMOOTUYECKUM OCIIOKHEHHUSIM M 4acToMy (haTabHOMY HCXONY B BHJEC
BHE3aIHOWM cepiaeyHoil cMepTH [28]. DTO rereporeHHas rpymnma 3a0o0JIeBaHHM
CEpACYHOM MBIIIIBI, CBA3aHHAsA C CHUCTOJIMYECKOM U JIHUACTOJIMYECKOU
nucyHKIMEeN W HapylleHueM cTpykTypbl Muokapaa. Yacrtora KMII ocraercs
HEU3BECTHOM, 4YTO BO MHOTOM CBSI3aHO C OTCYTCTBHEM COOTBETCTBYIOIIMX
3HAaHUM y MIUPOKOr0 Kpyra Kak MaToJIOTOAHATOMOB, TaK W MEeAHATpOB. Mexay
teM KIIM moryT ObITh NPUYMHON CMEPTHU HE TOJIBKO HOBOPOKIEHHBIX, TPYAHBIX
u jerel Ooisiee crapmiero Bo3pacra. CormacHo ompenenenuiro BO3, KMII
OTpENeISUTNCh Kak OOJIe3HH MHOKapJa HEBBISICHEHHOW (IEpBUYHBIE) U
U3BECTHOM (BTOpUYHBIC) dTHONOTHH [16, 147].

Ha ceromnsimianii nenp, cornacHo aencrByromerdn MKb-X, Bwiaenstor

CJICAYIOMME BUAbI KapAMOMUOIIATUM:
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1. wunumomatnyeckue (aunatanmonHas - 142.0, oOcTpykTHBHas
runeprpopuyeckas - 142.1, HeoOcTpykTuBHas runeprpoduueckas - 142.2,
pecTpukTHBHas - 142.5);

2. cnerudpuueckne (nHbeknuonnbie - 143.0, merabommueckue - 143.1,
IIpY HapyuieHWsX nuTanus - 143.2, ankorosibHas - 142.6, npu BO3IECUCTBUMN
JIEKapCTBEHHBIX CPEJICTB U JPYTUX BHEIIHUX (akTopoB - 142.7, mpu npyrux
Oonesnsx - 143.8) u T.1. [47, 78, 80].

Onnako B Hacrosiee Bpemss KMII paccMarpuBaroTcsi IpeMMyIIECTBEHHO
¢ kimHnYeckux no3unuii. Cpeaun nepudyHbix KMIT BBIAEISIOT quiaTaliOHHYIO
(AKMII),  runeprpodpuueckyro  (I'KMII), pectpuktuBayro  (PKMII),
apuUTMOreHHYyI0 TpaBoxkenyaoukoByto KMII (umum gucrmazuio -AIDK) wu

Hexnaccupurnmpyemoie KMIT [17, 149].

Kapauomuonatnu ~ ONpeAessitoTCS  HaJU4MeM  CTPYKTYPHBIX U
(YyHKUHMOHAIBHBIX ~ HApyIIEHWH MHOKapJa JKEIyIO0YKOB, KOTOpbIE HE
OOBSICHSIIOTCS OTPAHUYEHUEM KPOBOTOKA BCIEACTBHE HIIEMHUYECKON OO0JEe3HU
CepAlla WM TOBBINICHHOW HArpy3ku naBieHueMm [41]. JlaHHBI TepMHH OBUI
BriepBbIe mpemaoxen W.Bridgen B 1957 1. u ucnosb30Baics Ui 0003HAYCHUS
3a00JIeBaHUN MHOKap/a HESICHOM 3THOJIOTUH, XapaKTEPU3YIOLUXCsI MO BICHUEM
kapauoMmeranuu, wusMeHeHui Ha OKI' m mporpeccupyromuyMm TEYEeHUEM C
pa3BUTHEM  HEJAOCTATOYHOCTH  KpOBOOOpAalIeHUS] U HEOJaronpusiTHHIM

MPOTrHO30M I ku3HH [90].

Ha ceromHs He BBI3BIBACT COMHEHHS TOT (DakT, YTO B YCIOBHUSX
NaTOJIOTUW HAYaJIbHBIC TPU3HAKH KapAHOPEMOICITHPOBAHUS JICOIOTHPYIOT YKE B
JETCKOM W TOJPOCTKOBOM BO3pacTe OCOOCHHO MpH HAJIMYWU Yy MalueHTa
U30BITOYHOTO OTIIOKECHHS KUPAa B COYECTAHUHM C apTEPUAIBLHOW THIEPTCH3HEH
[51, 118, 126]. Manudecranuss KapJUOMHUOIATHH MOXET OBITH B JIFOOOM
Bo3pacTe. Bce mposiBieHUSs MOTYyT OBITh BBIPAXEHBI B pa3HOW CTENCHH.
HekoTophie 1eTH 4yBCTBYIOT ce0sl BIIOJIHE YJOBICTBOPUTEIBHO, HE TIPEABSBIISASL
HUKAKUX Kallo0 U He BbI3bIBAsl TpeBOTY y poautenei [48, 92, 144]. 13 obmux
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CUMIITOMOB MOXET OBITh BSUJIOCTbH, CIA00OCTh, YTOMIIIEMOCTh, HapyIIIEHUSI CHa,
OTCYTCTBUE alleTUTa, NOTIUBOCTh, TOJIOBOKPYKEHHUS, TOJIOBHBIE U MBIIICYHbIC
oomu. Hepenko poauTenn OTMEYarOT H3JIUIIHIOW KallpU3HOCTh peOCHKA, a
WHOT/JIa M CYIIECTBEHHBIC HApyIICHUs IMOBeAcHUS W Bocupusatus [14, 165].
HemocTtaro4HOCTh  KPOBOCHAOXKEHUSI TOJOBHOTO MO3Ta, Pa3BUBAIOIIASCS
BCJICJICTBHE HU3KOU (PpakiMy BbIOPOCA, MOXKET COMPOBOXKIATHCS CYI0POKHBIM
CUHJPOMOM U OOMOPOYHBIMH COCTOSTHUAMH. ECTb CBelleHHS O TOM, UTO MpHU
JUTUTEILHOM TEUCHHM MHUOKApJUTA WIM KapJUOMUOIIATUM Yy JeTeHd OTMEUYaroT

3aJIEp’KKY IICUXOMOTOPHOTO pa3BuTus [92].

MHorue cnenuaiucTsl, 3aHUMAaIIIKecs MpodIeMaMu HEKOPOHAPOTEHHBIX
3a0oneBaHul  cepAlla, NOpU3HAIOT (AKT CTAAMMHOCTH  HMHQPEKIHOHHO-
BOCHAJIMTENBbHBIX W3MEHEHUH C TpaHchopManueil MHOKApAHOAUCTPOPHUHU B
OCTpPBI ~ MHUOKapIuT, a 3aTeM IMpd HEOJaronpusTHOM TEUYEHUH B

JAJIATAIMOHHYIO KapAuoMuomnaruto [97].

JKMII — 3-51 mo 9acToTe MpUYMHA CEPACUYHON HETOCTATOYHOCTH U 1-4 1O
4acToTe MpUYMHA nepecanku cepana [44]. Jloaroe Bpemsi BCTpEYaeMOCTb 3TOTO
3abosneBanus oreHnBanack B 1:2700—1:2500, 6a3upysce Ha uccinenoBanun 1984
r., npoBegeHHOM Codd u coaBt. [44]. OnHaKo B HACTOSIIEE BPEMsI CUUTACTCS,
gTo pacnpocTpaneHHocTs JKMII B »3TOM wHccienoBaHun Morjia OBITH
CYIIIECTBEHHO HENO0OIIeHeHa, U B pabore Hershberger u coaBT. mpuBoguTCs
obocHoBanue 1udpel moutu B 10 pa3 Beime — okosio 1:250 B momynsiiuu [72].
VY nereii 3TO 3a00JIeBaHNE TUATHOCTUPYETCS exeroaHo ¢ yacroroit 0,57 na 100
Teic. neted Tonabko B CIIIA; BBISBISIEMOCTH 3TOTrO 3a00JIEBAaHUS B JIPYTUX
cTpanax cxojHas [44, 150].

JAKMII SIBJISIETCSA Hanbosee pacpoCTpaHEHHOMN dhopmoit
KapJIMOMHOIIATUI y IeTei U BCTpevaeTcsl B OOJBIIMHCTBE CTPaH MHUpa B JTHOOOM
Bospacte. JIKMII sBnsiercss ogHOM M3 Hanboyiee KOBApHBIX (HOpPM MATOJIOTHH
MHOKap/a, COMNPSOKEHHOW C BBICOKUM JIETaIbHBIM HUCX0J0M. OJIHOJETHSS
BbDKMBaeMocTh Tipu JIKMII cocraBisier 70-95%, narunetnss — 36—54%, uto
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0OyCJIOBJIEHO pa3BUTHEM pedpaKkTepHON K Tepamuy 3aCTOWHON CepIAeYHON
HEJIOCTATOYHOCTH. 110 JaHHBIM MEXIYHAPOJHOTO MEAUATPUUYECKOrO0 PETUCTPA
KapJAMOMHUOIIATUH, NATWIETHSA BbKUBaeMocTh aetel ¢ XCH cocraBisger 50%
[26, 43, 46, 83, 86]. OgHako Bce CHEIHAINCTHI CXOASTCS BO MHCHHH, YTO, YEM
paHbllie OOHApYXEHO 3a00JieBaHHWE M HAYATO JICUCHHUE, TEM OINTUMHUCTUYHEE
nporHo3. Tak, HamOoJbIIas BBDKUBAEMOCTh HAOIONAETCA Yy JIeTeld paHHEro
Bo3pacta [39, 49, 153]. V nenuarpuueckux OOJBHBIX S-JIETHSISI BEPOSATHOCTD
CMEPTH WJIM TpaHCIUIAaHTalMK cepaua cocrtasusaet 46% [43, 73,75, 152].

Cpemn OonbHbix JKMII 3HauuTenbHO NpeoOiafaroT JMLIa MY>KCKOTO
rmoja B COOTHomeHuu 2,5-3 : 1, a cpeau aererl Manbuuku cOCTaBistioT 60 %
6onpHbIX. JIKMII MoxxeT ObITh MEpBUYHOM (MAMONATUYECKONW) M BTOPUYHOU
(cnenuduueckoit), 00yCIOBICHHONW U3BECTHBIMU NPUUYUHHBIMU 3a00JIEBAaHUSIMH.
['ene3 3aboJyieBaHMs 10 HACTOSIIETO BPEMEHU HEM3BECTEH, U OOJBIIMHCTBO
uccienoBareyiel HacTaMBalOT Ha MHOro(akTOPHOM TeHe3e 3a0o0JieBaHMUS.
HecMoTpst Ha HeoKa3aHHOCTh MPUUYMHHBIX (akTopoB JIKMII, nanbonee yacto
BBIICISAIOT  ciedyromme:  HacnencTBeHHass — OpenpaclnoiokKeHHOCTh — —
JTIOKa3bIBAETCSI BBICOKOM YaCTOTOW HAJIM4YMs CEMEWHBIX (QopM 3a00JieBaHMS
(cemeitnas kapamommonarus),korna JIKMII nuarHoctupyercss y KpOBHBIX
POJICTBEHHHKOB MPOOAH]I0B, UMEIOIINX KIMHUYECKUE MPOSBICHUS 3a00JI€BaHUS
[3, 41]. Cemeitnbie Gopmbl 3a00sieBanus BhIsSBistoTes B 20-34 % ciydae [26,
41, 50, 117], a mnpu 1eIEHANPABICHHOM JJEKTPOKAPAUOTPAPUIECKOM H
sxoKapaAnorpadhuuIecKoM o0clie10BaHUHU MPaKTUYECKU 3I0POBBIX
polncTBEHHUKOB B 9-21 % ciyyaeB OOHapy»KMBAaIOT MPU3HAKKA HAYaJIbHON
(moxmuamdeckor) craguum JIKMII [41, 48]. Cnenyer OTMETHTh, YTO B
nojasisitonieM  OonbmMHCTBE  ceMedHbiX  (opm  JIKMII renernueckue
HapYIIEHUsI COYETAIOTCS C ayTOMMMYHHBIMH, B KaueCTBE ITyCKOBOTO (haKTopa
paseutuss JKMII y nun ¢ reHernueckor MNpenpacnonoRKEHHOCTBI) MOTYT
JNeWCTBOBaTh BHUPYCHl. HapyiieHue TeHepaluu W TMepefadyd  MBIIIEYHOTO
COKpalIEHUs — KIIFOUE€BbIE MOMEHTHI, JISJKAIINE B OCHOBE KIIMHUYECKON KApTUHBI

JAKMII. HecmoTpss Ha pas3inyHble MOJEKYJISPHBIE MEXaHM3Mbl Pa3BUTHSA
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3a00eBaHUs, TMOCJIEACTBUS Ha KJIETOYHOM YPOBHE JOCTATOYHO CXOXH, UYTO
TOBOPUT O €MHOM IMyTH peain3allMyi MaTOJOTHYECKOr0 MPOIECcCa, BHI3BAHHOTO
MYyTalMsIMU Pa3JIMYHBIX T€HOB [S55].

O npuuuHax, B ToM umcie renerudeckux, JIKMII y nereli u3BecTHO
HEMHOTO, TPOTOKOJIbI ~ JICUEHHs] BO MHOTOM  TPEJCTaBISAIOT  COOOi
aJanTUPOBAHHBIE TPOTOKOJBI  JIEYEHUS B3POCIBIX IAIMEHTOB, M HX
s dextuBHOCTH orpanudeHa [104]. JIKMII moxeT pa3BUBaTHCS MO BIUSHACM
reHeTHYeCKuX (MepBUYHAS) WM HETeHETHUYECKUX (BTOpUYHAs) (HaKTOPOB,
4acToTa NEPBUYHBIX (OpM B meauaTpudeckon rpymnmne 60apHbIX gocturaer 70%
[152].

JNKMII xapaktepusyeTcsi CHUKEHHEM COKpATUTEIbHOM  (PYHKIIUU
MUOKapAa, 00yCJIOBJIECHHOMN MIEPBUYHBIM BHYTPEHHUM nedexrom
MOBPEXKIEHHBIX KapJAUOMHUOILIMTOB, KapAUOMETAIHENl 3a CYET BBIPAKEHHOU
TuaTallMk - TOJIOCTEH  cepjia, OCOOCHHO — JIEBOrO  KENIyAouyka.  ITO
COIPOBOXKIAETCSA MPOTPECCUPYIOIEN XPOHUYECKOMN CEepACYHON
HEJI0OCTaTOYHOCTBIO, YaCcTO pedpakTepHON K MpoBOoAUMON Tepanuu [26, 41, 47,
55, 129, 153, 168].

B marorenese JKMII npeanonaraercs poib  ayTOMMMYHHBIX
MEXaHU3MOB, 3aITyCKaeMbIX KapJIUOTPOITHON BUPYCHOU MH(EKIHUEH y OOJbHBIX
C TEHETHUYECKHU JETEPMUHHPOBAHHON CKJIOHHOCTHIO HMMMYHHOH CHUCTEMBI K
AyTOUMMYHHBIM ~ PEAKIMAM. OITO CIHOCOOCTBYET Ppa3BUTHUIO BUPYCHOTO
MUOKapJUTa ¢ XPOHUYECKUM TEUCHHUEM, IIUTOJIU30M, MHOKApAMO(PUOPO30M U
MHOKapauockiepo3oM [12, 47, 48]. Psa aBropos nosararot, uto JIKMII y nereit
SBJIICTCSI TEPMUHAIBHOM MHUOKAPAHOIUCTPOPHUUECKON U  CKICPOTHYECKOM
($a3oil MEpPEeHEeCEHHOTO0 BHYTPUYTPOOHO WJIM B paHHEM JIETCTBE OCTPOToO,
MOJIOCTPOTOWJIA TIEPBUYHO XPOHUYECKOTO (C KIMHUYECKH OECCUMIITOMHOM
HadalbHOW  (pa3oi)  BUpycHOro  Kapauta. [lpudem  dopMHpOBaHHUIO
XPOHMYECKOTO  KapAuTa  CIIOCOOCTBYIOT  BPOXKJICHHBIE  T€HETHYECKU
JNETEPMUHUPOBAHHBIE  JeDEeKThl HUMMYHHOW  CHCTEMBI C  Pa3BUTHEM

ayTOMMMYHHBIX peaKUuid MPOTUB COOCTBEHHBIX KapIMOMUOIIUTOB [12, 47, 48].
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Bonwimoe pasHooOpa3ue TeHOB W OTCYTCTBHE YACThIX MYTAIMA CTaJH
MPUYUHAMH TOTO, YTO T€HETUYECKas CTPYKTypa 3TOTO 3a00JieBaHMs ObLIa Majo
W3y4YeHa, W JOJIM MYyTallMil B KaXXJIOM TI'eHe He ObUIM ompeienceHsl [69, 99].
TonbKkO € pa3BUTHEM METOJOB CEKBEHHPOBAHUSI HOBOIO IMOKOJIEHHS (New
generation sequencing, NGS) cTayii npoBOAUTHCS MTO-HACTOSIIEMY MaCIITaOHbIC
IreHEeTUYECKHE UCCIeoBaHus 3Toro 3abosieBanus [116]. bmaromaps psgy
UCCIIEIOBaHUM OBLIIO MOKA3aHO, YTO MYTAIlUU B T€HE SIBJSIOTCS JTUAUPYIONICH 10
yactote npuunHo JIKMII [99]. Ilo pa3ubim oneHkam, ot 10 go 30% ciyuyaes
JAKMII oOycnoBnensl mytauusiMa B reHe [ TN [164]. 3HaunMoe KOIMYECTBO
OOJIbHBIX C UICHTU(PUIIUPOBAHHBIMU MYTAIlMSIMH TTO3BOJIUIIO TIPOBECTHU TEPBbHIC
OLICHKH MPOTHOCTHYECKOIO 3HAUEHUS BBISBICHUSI MyTalliid B ’TOM IeHe. bBbLIo
MIOKa3aHO, YTO BBDKMBAEMOCTh M OTAAJIECHHBIM MpPOTrHO3 OosibHbIX ¢ JIKMII
MOTYT 3aBHCETh OT TeHeTHdeckoil Qopmbl 3a0oseBanus. OJHAKO H3BECTHO
Takke, 4To MyTaruu B rene TTN 0051aar0T HEMOJIHOM MEHETPAHTHOCTHIO, TIPU
ATOM y OOJILHBIX MAIMEHTOB MYTAaIlUsl B TATUHE YACTO OTSTOIIEHA MaTOT€HHBIMU
BapuaHtamu B Jpyrux cBszaHHbiXx ¢ JKMII renmax [114]. IIpoBenenHsie
UCCIICJIOBAaHUSI B OCHOBHOM KacajuCh B3pPOCJIOM WM CMEIIAHHOW BO3PAaCTHOM
rpynnel nanpednToB ¢ JJKMIIT [71, 161]. Yacrora myrtanuii B rene TTN,
OCOOCHHOCTH TPOSIBJICHUH M HMX MPOTHOCTHMYECKOE 3HAYEHHE B JETCKOM
BO3pacTe HE M3y4yeHbl. [Ipu ceMerHON NUIIATAlMOHHOW KAapJMOMHOTIIATHH Yalle
BCETO BBIBJISIETCS MyTalMsg B IEHE JlaMMHA. B 3TOM ciydae XapakTepHBI
pa3liMuHble HAPYIICHUS CEpACYHOr0 putMma (CymnpamnaBeHTPUKYJSpHAs U
JKEITyI0YKOBasi TaxWKapJus, TpereTaHue TMpeacepauil) U MPOBOJUMOCTH
(cuHmpoM cllabOCTH CHHYCOBOTO y37a, aTPUOBEHTPUKYJsApHAs OJokaja,
OJiokaja JIeBOM HOXKM Tmiydka ['mca), 4To  CO3MaeT MPEANOCHUIKA s
BHE3aIHOM cepjieuHou cmeptu [83, 117].

Cpenun JIKMII noMUHUPYIOT ayTOCOMHO-IIOMHUHAHTHBIE (DOpPMBI, OHU
XapaKkTepU3yrTCsd  KJIMHUYECKOW BapualOENbHOCThIO U T€HETUYECKOU
re€TEPOreHHOCThI0. MyTaluu OCHOBHBIX T€HOB, HAacleAyeMbl€ ayTOCOMHO-

AOMHMHAHTHO, YaCTOTa HMX BLISABJIICHHA IIPU )IHHaTaHHOHHOﬁ KapaAnOMHUOIIaTUH
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npencrasieHsl B Tabmmie [117]. X-crermienHoe HaciaemnoBaHue 3a00JE€BaHUS
xapaktepHo nns  muoauctpodum Jlromenna—bekkepa (ren auctpoduHa
KapTUpOBaH Ha  KOPOTKOM Iuiede X-XpomMocoMbl — Xp2l), a Ttakxke mupu
MbIleyHoON nuctpodun Imepu—/peiidyca (rena smepuna — Xq28). Haubonee
yacTasg X-CUEIUICHHAs NWJIATAllMOHHAs KapAUOMHUONATHSA JETCKOr0 BO3pacra —
cunapom bapta (ren tadaszuna — X(28) [100, 158]. AyTocOMHO-pEIECCUBHBIC
dbopmbI MPEUMYIIECTBEHHO IIPE/ICTABIICHBI MEeTa0O0INYECKUMHU
KapIUOMUOMATHAMU. MUTOXOHAPHUAIBHO, IO MATEPUHCKOW JIMHUU, C BBICOKUM
PUCKOM  HACJIEAYIOTCSl  KapAHMOMHUOINATHH, OOYCIOBJICHHBIE  TOYKOBBIMHU
MyTallMsIMU TEHOB, JIOKAIM30BaHHBIX Ha  MuroxoHapuaibHo JIHK (Tensl
tpancnoptHeix PHK — MTTL1, MTTL2, MTTK, MTTI, MTTG wu ap.; reHub
CyObEeIMHUI] JbIXaTEIbHBIX KOMIUIEKCOB). 3a0ojeBaHMs, CBSI3aHHbIE C
neneuue mutoxoHnapuaneHor JHK (kimaccuueckuit mpumep — CHHAPOM
Kepuca-Ceiipa), B pOJOCIOBHBIX BCTPEUAIOTCS CIOPAIUYECKH U  HE
Hacienyrores [83]. B cBsa3M ¢ 3TMM naHHaAs MATOJOTHS CEPALlA NPUBJIEKAECT
MPUCTAJIbHOE BHUMAHNE KIMHUIIUCTOB BO BCEM MHUpE.

Kpome storo BosnukHoBeHue JIKMII accoummpyercsi reHeTH4eCKUMH
MyTalWsIMU, OPUBOASAIIMMU K HAPYIIEHUIO CHHTE3a OCHOBHBIX KapAualbHBIX
OEJIKOB—aKTHHA, nuctpoduna, nuctpoduH aCCOLMUPOBAHHOTO
TJIMKOIIPOTEMHOBOTO KOMILIEKca, MblmedHoro L 6enka [36, 69, 70, 84].

[Ipeanonaraercst cBsizb 3a00J7€BaHUS C BPOXKIACHHBIM T€HETHUYECKUM
ne(eKTOM MBIIIEYHON TKaHU cepiua, ¢ HapyuleHueM MeTaboauM3Ma MuoKapaa
Ha  KJIETOYHOM  ypoBHE, JedEeKTOM B  CTPOCHUM  MUTOXOHAPHH,
HEJIOCTaTOYHOCTHIO JTAKTaTAETUIPOTeHAa3bI, HapylIeHUEM CUHTE3a
muodmiamentos [3, 12, 41, 80, 153].

HeoOxomumocts netanbHoro usydenus npobnemsl JKMII y nereit, mo
muenuto E.H. bacaprunoii (2003), cBsizaHa ¢ TPyAHOCTSIMU €€ JUATHOCTHUKH,
OCOOGHHO Ha paHHUX OJTamax pa3Buths 3aboneBanus [9]. Yacto
strosorndeckuM areHtoM JIKMII BeICTynarOT BUPYCBHI, 4YTO IOATBEPKAAET

oOHapyxxenue BupycoB Kokcaku B, 9bB, ECHO, HBS AI' undexnuu [36.].
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JAKMII MoxeT pa3BuUBaTBLCA B pE3YyJITATE NEPEHECEHHOTO OCTPOI0 MUOKAPIUTA,
KOI/Ia CHayaja MOpakaeTcs MHUOKApA, a 3aTeéM pPa3BUBACTCAd XPOHUYECKOE
BOCITAJICHHE, KOTOPOE, B CBOIO OYEPEIb, IPUBOAUT K PEMOJICIIUPOBAHUIO CEP/ILIA
u ero nuchyHkuuu [55].

Ponw BupycHoit mHdpeknuu B Bo3HukHOBeHHH JIKMII oGocHOBBIBaeTCs
ClIy4asiMd ~ pa3BUTHUsS ~ 3a00JieBaHMsI  TOCJE  TMEPEHECEHHOW  BUPYCHOMU
UHQEKINY,BbISIBJICHUEM BUpYCHOM puOoHykienHoBor kucioTel(PHK) B
Muokapae 6onpHBIX JIKMIIT u co3ganueM skcnepumenTainbaoi Mmoaenu JJKMIIT
KaK HMcXxojaa BUpycHOro muokapawTta [3,12,41,45]. KnuHuueckue TpOSBIICHUS
BHUPYCONOAOOHOTO 3a00JIeBaHMs TEpes, Pa3BUTHEM Yy OOJbHBIX CHMITOMOB
JAKMII BbIABISIOTCS, IO JaHHBIM Pa3HbIX aBTOPOB, ¢ yacToTo oT 10 mo 52 %
ciyqaeB [12,41,47]. Kpome Toro, depe3 1-5 meT mocie TEPEeHECEHHOTO H
MOATBEP)KICHHOTO  MPU  DHAOMUOKAPAUAIBHOW  OHONCHH  BHUPYCHOTO
Muokapauta y 8—52 % O6onbHbIX pazBuBaercsa JIKMIIL. YV 6onpabix ¢ JIKMII B
42-56 % ciydaeB OOHApYKHMBAIOTCS AaHTHUTENA K KapJAUOTPOITHBIM BHpYyCaM,
ocoOeHHO K HTepoBUpycam Kokcaku rpynmsl B, a Takke sntepoBupycHas PHK
B Muokapzae (50 % ciydaeB), 4TO TaKkKe SIBISETCA KOCBEHHBIM IOKA3aTEJIEM
cBs3u JIKMII ¢ BupycHoit undexuueii [12, 41, 47]. Bueapenune MOJIEKYJISIpHO-
OMOJOTUYECKUX TEXHOJIOTHM (B YaCTHOCTH, TOJMMEPA3HOW IIETHOW PEeaKII|H)
ITO3BOJIMJIO BBISIBUTH POJIb KAPAUOTPOIHBIX BUpYcoB B natorenese JJKMII. Tak,
y JIeTel U MOAPOCTKOB B Bo3pacte OT 1 mHs 10 19 neT, y KOTOPhIX KIMHUYECKU
pa3BUBajach CTOHKas OBICTPO MpOrpeccUpylolias JAWiaTalus JEBOTO
JKETyIoYKa C BBIPAKCHHBIM HAPYIICHUEM €ro CHUCTOJUYECKOM (YHKIUU U
3actoiiHo CH, B 65 % ciiyyaeB BbISBISIICS BUPYCHBbIM reHOM. M3 HUX B 58 %
cinydyaeB — aneHoBupyc, B 30 % — sHTepoBupyc, B 8 % ciaydaeB — BHUPYC
repreca u B 4 % — rutomeraiosupyc [47].

Psan aBropoB momararor, uto JAKMII y nerent sBinsgeTcs TepMUHAIBHOU
MUOKapAUOIUCTPOPUUECKON U CKIepOoTHYECKOW (Pa3oi  MepeHEeCEeHHOro
BHYTPHUYTPOOHO WJIM B PaHHEM JIE€TCTBE OCTPOTO, MOJOCTPOTO WM MEPBUYHO-

XPOHUYECKOTO (C KIMHUYECKH 0€CCUMNTOMHON HaudallbHOU (Da30ii) BUPYCHOIO
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kapauta. [lpudyem GopmMupoBaHHIO XPOHMUYECKOTO KapauTa CIOCOOCTBYIOT
BPOJKJICHHBIE TEHETUYCCKU JIETCPMUHUPOBAHHBIC Je(HEKThl MMMYHHOU CUCTEMBI
C pa3BUTHEM ayTOMMMYHHBIX PEaKIMil MPOTUB COOCTBEHHBIX KApJIUOMHUOILIMTOB
[12, 41, 47].

[Ipenmonaraercss MpOJOHTUPOBAHHOE TOKCUYECKOE KapJIHOJEIPECCUBHOE
BIIUSIHUE KCEHOOMOTHUKOB — COEIMHEHUM MeTaJIoB (MeOu, KaaMmusi, KoOanbTa,
[MHKA,CBUHIIA U JIP.), CMA30YHBIX BEIIECTB, MECTUIIMAOB U JPYTUX BEIIECTB, a
Takke OOJBIIMX 03 MPOTHUBOOIYXOJEBbIX MpenaparoB (aHTPALUKIMHOBBIX
AHTUOMOTUKOB, IIMTOCTATUKOB), ATUJIOBOIO CIHpPTa U €ro METa0O0JIUTOB,
OKa3bIBAIOIIMX IMOBPEKIAIOIICE BO3JICUCTBUE HA MEMOpaHbl M MUTOXOHJIPUU
KapJIHOMHUOLIUTOB. IDTO  COMPOBOXKIAETCA  HAPYLICHHEM  OKHCIUTEIBHO-
BOCCTAHOBUTEIBHBIX U DHEPreTHYECKHX  MPOIECCOB B MHOKapje,
MUOKapAOo(PUOPO30M, HAPYIIEHUEM COKPATHTEIbHBIX MPOIECCOB B MUOKApJE
[3,5, 18, 19, 21, 22, 25, 29, 33, 41, 47].

OnpeneneHHoe  3HAYEHUE  MPUIAETCS  OOMEHHBIM  HapyLICHUSM,
CBSI3aHHBIM C Je(UIIMTOM B OpPraHU3Me aMHUHOKHCIIOT, 0COOEHHO TpunTodana,
BuTamMuHa Bl,cenena, TaypuHa, KapHUTHHA, IPU KOTOPBIX Pa3BUBAETCA
KapJAMOMHUOIIATHsI, HAIOMUHAOIIAs JUJaTalioHnyto [5, 18, 19, 25, 26, 27, 33,
40, 41, 47, 57, 158].

B marorenesze JIKMII npenmonaraercs pojib  ayTOMMMYHHBIX
MEXaHU3MOB, 3aITyCKaeMbIX KapJIUOTPOITHON BUPYCHOU MH(EKIUEH y OOIbHBIX
C TEHETHUYECKH JETEPMUHHPOBAHHON CKJIOHHOCTBIO HMMMYHHOM CHUCTEMBI K
ayTOUMMYHHBIM ~ peakIusM. OTO CHOCOOCTBYET Pa3BUTHUIO BUPYCHOTO
MHUOKapAUTa ¢ XPOHMUYECKUM TEUEHUEM, LHUTOIN30M, MHUOKApAUOPUOPO3OM H
MUOKapauockiepo3oM. Takum oOpazom, muokapaut u JIKMII npencraBisioT
JIBE TIOCIIEZIOBATENIbHBIC CTAIMM ayTOMMMYHHOU 00Je3Hn muokapnaa [12, 41, 43,
47,91].

OnpeneneHHylo  poidb B TPOTPECCHUPYIOIIEM  XapakTepe U

MpOrpaMMUPYEeMON THOENMM KapAMOMHOIIUTOB MOXET WrpaTh amomnTo3,
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BBI3BIBAEMBI  pPAaCTOPMaKMBAHHMEM TE€HOB  alolTo3a MOJ  BIHUSHUEM
anrnoTen3una ll,b-aronuctoB u apyrux ¢axropos [41,153].

HecMoTpst Ha TO, 4TO MPOTHO3 00JIE3HU OYEHb CEPHE3HBIN, B JIUTEpAType
UMEIOTCSI COOOIIEHHSI O 3HAYUTEIBHOM YIYYUIEHUU KIMHUYECKOTO COCTOSHHMS
00JIbHBIX Ha (poHe mpoBoAMMOI Tepanuu [9, 96, 141, 169]. YUactora BHE3amHOU
CMEPTH Yy JIeTel ¢ ATUM 3aboseBanueM Hike — oT 1,5 1o 4%, B GOJIbIIMHCTBE
Clly4aeB MpUYHMHA JIETAJbHOTO HCXO0Ja — apuTMuu. HapymeHus cepiaedHoro
pUTMa HOCAT KaK OpaJuKapIUTUUYECKU (aTpUOBEHTPUKYJISIpHAs 010Kaaa), Tak
U TaXUKapAUTUUYECKUI XapakTep (HeyCTONYMBAs KENyJA0UYKOBask TaXUKaApAUSs).
BmecTe ¢ TeM HapylIeHHs CEpAECYHOIO PUTMA HE SBISIOTCS HE3aBUCHUMBIM
dbakTOpoM pHCKa BHE3alMHOM CMEPTH, TaK KaK OHHU TECHO COIPSKEHBI C
JeBoXenynoukoBot guchynkuuert [115, 136]. Hapymenus mnpoBeneHus
(aTpuOBEHTpUKYIISIpHAS 0JIOKa/Ia, CUHAPOM CJIa00CTH CHHYCOBOTO Yy3Jja, MOJIHAS
Ookajza JIeBOM HOXKKMA Tydyka [mca) Takxke ciyxaT (PakTOpoM pHCKa
BO3HUKHOBEHHUs BHe3amHou cepaeuHoil cmeptu npu JIKMII, oOycioBieHHOM
MyTtanueii B TeHe JjamuHa [117, 128]. BeIpakeHHOCTh KIMHUYECKHUX
nposisieHnid ipu JJKMII BappupyeT OT MUHUMAaIbHBIX CUMIITOMOB, U3MEHECHUAN
OKT', He cOmpOBOXMAIONIMXCS TMOSBICHUEM >KalloO 10 OBICTPO PA3BUBIIUXCS
HapyIIEHUH CEepPACUYHOrO0 PUTMA M BHE3AMMHOW CMEPTH  W/WIM JO TKEIOH
cepeyHoil HemoctatoyHOocTH [98]. OTcyTcTBHE crienU(PUUECKUX KpUTEPUEB
3aTpyaHser paHHo guarHoctuky JKMII, a wyacras wmaHudecranus
3a0oneBanuss Ha (Gone OPBU wim nHeBMOHMM elie Oosiee YCIOXKHSET ee
BbIsiBIcHUE [47]. 3a0oieBaHME XapaKTEPU3YETCsl TSHKEIbIM TEUEHHEM, YacTo
MPUBOJUT K MHBAJIUAHOCTH U COIPSIKEHO C BBICOKMM PUCKOM CMEPTEIBLHOIO
ucxona [9, 47.]. 3aboneBaemocts JIKMII, mo naHHBIM pa3IMYHBIX aBTOPOB,
3HAUWUTEIBHO  PA3HHUTCS, UYTO  OOYCIOBJIEHO, BEPOSITHO,  Pa3IUYUEM
METOJUYECKUX MOAXO0J0B, IPUMEHIEMBIX METOJ0B UCCIIEIOBAHUS, OTCYTCTBUEM
crienu(pUIECKUX KPUTSPUEB TUATHOCTHKH [ 3].

XpoHuUeckast cepAeuHasi HeI0CTaTOYHOCTh npu uauornatudeckon JJKMII

U NIpH JPYTuX 3a00JIEBaHMAX CEpALa — CIOXKHBIA CHHIPOM, B IIaTOICHE3€
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KOTOPOIO CYIIECTBEHHYIO pOJIb WIPaeT HEUPOIHJOKPUHHAS aKTHBALUA
KAaT€XOJIAMUHOB, HATPUMYPETUUYECKUX NENTUIAOB U KOMIIOHEHTOB CHUCTEMBI
PEHHH-aHTHOTEH3MHA. B mocinegHue TOIbl BHUMAaHHUE  HCCIEAOBaTENEH
IIPUBJICYEHO K M3YYECHHUIO POJIM LEJIOr0 PsAAa IPYTUX HENTUIOB: dHAOTEIINHOB,
Helponentruaa Y U UUTOKMHOB, XPOMOTPaHUHA A U Jp. Y CTaHOBJIEHO, YTO MpHU
ceplieuyHoit HepoctarouHocTH y 60onbHbIX JIKMII n3menena skcnpeccus reHoB
MHOTMX KJIACCOB, YTO BEIET K HW3MEHCHHUIO OPraHM3alMM LUTOCKEJIETA H
MUOGUOPHWILI, HAPYIICHUIO Tepeladyd CHUTHajJoB, OOMEHa TMPOTEUHOB W
ADHEPreTUKH B MHUOKapje. Y OOJBIIMHCTBA JETEW TPYAHO ONPEACIHUTH JEOI0T
3a00€eBaHUsl, MOCKOJBKY  4YacTO  OTMEYaercsd  JJINTEIbHOE,  IOYTH
OEecCHUMIITOMHOE €ro TeueHue. Y psga OOoJbHBIX HaONIOJaeTcs HapacTarolas
c1a00CTh, OTCTaBaHUE B MPHUPOCTE MACCHI Tejla W/HUIU (PU3UYECKOM Pa3BUTUHU
[47], oTmeuaeTcsi CKJIOHHOCTh K OOMOpPOKaM, CHHKOIAJIbHBIM COCTOSIHUSIM,
pELUMIUBUPYIOIIMM  NHEBMOHUAM. HOrna  e€AMHCTBEHHBIM  IIPU3HAKOM
3a0oneBaHusi sABIAAIOTCS UM3MeHeHuss Ha OKIT B Buae  HapylieHHs
BHYTPHKEITy JOYKOBOI " ATPUOBEHTPUKYIISIPHON IIPOBOJIMMOCTH,
skcTpacuctonuu. Baxuoit ocobenHocthio JIKMII sBrsieTcsi CKIOHHOCTH K
o0pa30BaHMIO TPOMOOB BO BCEX MOJIOCTAX CEp/la, Yallle B JIEBOM JKEIYJOUKE, C
MOCJICAYIOIMMMH  TPOMOOIMOOIMYeCKUMHU  ocltoxkHeHusMu  [3, 47]. Omnako
4acTOTa WX 3HAYMUTENIBHO MEHBLIE, YEM BO B3pOCIOW mNomynsuud. Yacro
IIPUCYTCTBYIOT MPU3HAKH JIEBOKEIYI0YKOBOM HETOCTATOUHOCTH, 3aCTOM KPOBH
B MaJlOM Kpyre KpOBOOOpAallleHMs, 3aT€M MPUCOEAUHSIETCS IEeKOMIICHCALIMS
npaBoro xenyaouka [3, 47, 98, 101]. Ha »snexrpokapauorpamme
PETUCTPUPYIOTCSI U3MEHEHUS, XapaKTEpHbIE IS TSKENbIX METa0O0JMYECKHX U
TUCcTpo(pruecKux U3MeHEeHn B Muokapze [3, 47].

VY nerent ¢ JIKMII MOryT BBISBIISITBCS pa3/IMUHbIE HAPYLIECHUS CEPACYHOTO
pUTMa: OT MOJMTONHOW W TOJUMOP(GHON SKCTPACUCTOIMH JO MPHUCTYIOB
MEpUATEIbHOW apUTMUN U HEYCTOMYMBOW KETYTOYKOBOW Taxukapauu [47, 59].

XapaktepHbl U3MEeHEeHUsI (a3bl PENoIsIpU3allud B BUE aenpeccuu cermenta ST,
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YIUIOIIEHUSI WJIM MHBEpcUU 3yOnoB T B JEBBIX OTBEACHHSIX O€3 Kakou-mudo
MOJIOKUTENIbHOW TMHAMUKH B 3aBUCMMOCTH OT TPOBOAMMOM Tepanuu [59].

[Ipu »sxokapauorpaduueckom (OxoKI) wuccnenoBanuu oTmedaeTcs
PE3KO0E pacUIMpeHHe MOJOCTEN cepa, 0COOEHHO JIEBOrO Kellyaouka. B penkux
ClIydasiX Mopa)kaeTcsi MPEeUMMYIECTBEHHO MpaBblil kemygouek [9]. Jdunatanus
MOJIOCTEH  ceplla 3a4acTyl0 NPHUBOJUT K Pa3BUTHIO OTHOCUTEIHHOU
HEJIOCTATOYHOCTH ATPUOBEHTPUKYJIIPHBIX KJIaaHOB, TUChHYHKITAH
NAaMWUISIPHBIX MBI,  BaXHbIM — 3XOKapAHOrpapUUecKUM  TOKa3aTeseM,
xapaktepabiM Uit JJKMII, sBnsercs 3HAUMTENbHOE CHIDKEHHE (pakiuu
BBIOpOCA JIEBOTO JKENyJA04YKa, KOTOPOE€ MOXKET ymeHbiathes y aetedt ¢ JIKMII
o 50-30 % (mpu HOpMe 65-70 %), YTO CBHACTEILCTBYET O IIOJHOM
Hed(PEKTUBHOCTU KOMIIEHCATOpHOTO MexaHuzma @Ppanka — CrapiauHra u
pE3KOM CHWKEHMHU cokparumoctu Muokapjaa [10]. B cnyuae JIKMII umerorcs
SApKHE JUArHOCTHUYECKUE MPHU3HAKU 3a00JIEBAHMS CEpJIlla: JIEBBIM KEITyJ0ueK
uMeeT cdepudeckyro ¢GopMmy, OOBIYHO pacIIMpPEHbl BCE KaMephbl Cepala,
TOJNIINHA CTEHKH JIEBOTO JKEIyJOYKa HOpMallbHasi WM YMEHBIICHHAS, B
CHUCTOJIy BCE€ CETMEHTBI JIEBOTO KEIYJ0YKa COKPAIAIOTCS, XOTS BO3MOXKHBI
ciiydan oOHapy»XeHHUs PyOIlOBBIX U3MEHEHHN MHOKapja. YBEIHMYCHHUE MPaBbIX
OTJIICJIOB CEpJIla MOXKET OBITh KaK MEPBUYHBIM H3-32 BOBJICUCHHS IPABOTO
JKEIyJ0UYKa, TaK U CIEICTBUEM Pa3BUBAIOIICHCS JIETOYHOM THNEPTEH3UU. B TO
e BpEMSs CEpJICUHBIN BHIOPOC MOXKET OBITh OJM30K K HOPMAJIbHBIM 3HAYCHUSAM
M3-32 HEPEJIKO HaOI0JaeMON CHUHYCOBOM TaXWKapJIuW U OOJBIIOTO KOHEYHO-
JIMACTOJINYECKOTO0  00beMa, OO0ECHEeYMBAIOLIEr0  JOCTATOYHBIE  3HAUYCHMS
yIapHOTO 00beMa Jaxke Mpu HU3KOM ¢pakiuu BeiOpoca. [Ipu uccinenoBanuu B
JOTNIIJIEPOBCKOM PEXKUME TMPUMEPHO y OJHOW TPETH OOJbHBIX BBISBIISIIOTCS
JICBOXKEITYZIOYKOBBIE TPOMOBI B 0OJaCTH BEPXYIIKH, WHOTJA B TIPABOM
KEITYJ0UKE U B MpeAcepausix. BaxkHbIM MPOTHOCTHYECKUM (haKTOPOM SIBJISIETCS
COCTOSIHUE COKPATUTEIBHON CIIOCOOHOCTH JIEBOTO JKEJIYJ0UKA U TeMOJUHAMUKU
Majoro Kpyra KpoBooOpaiieHus (JaBJI€HHE B JIETOYHON apTepHH, MPaBOM

npeacepanun M KOHCYHOC AUACTOJIMYCCKOC HaBJICHHC B IIPpaBOM )KCJ'IYJ]O‘IKG).
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[Ipu sHIOMHUOKApAMAIBHOW OMOTICMU BBISIBISIETCS PACHpPOCTpaHEHHAs (CBBIIIE
30 %) HeoOpaTuMas anbTepalys MUOKap/aa C 3aMECTUTEIbHBIM CKIEPO30M WJIH
OTHOCUTEJIBHO MAaJIOM BBIPAKEHHOCTHIO KOMIIEHCATOPHOM rumneptpodhun u
OTCYTCTBHEM JKCCYIATUBHBIX WU TMPOJU(DEPaTUBHBIX MPOSBICHUN AKTHBHOCTH
BOCHAJIMTENIbHON peakiuu, aTpodus cBbiie 50 % KU3HECTIOCOOHBIX KIIETOK
COKpATUTEIbHOI0 MUOKapa P OTHOCUTEIBHO HEMPOIOKUTENBHON JaBHOCTH
3a00yeBaHusl. XapakTepHbl YHHUBEPCAJIBHOE MNOPAXKEHUE SECPHOrO amnmapara
KIETOK, Au((dy3HOE OTIOXKEHHE [EMO3UTOB COJIEH Kalblius B MaTpHUKCE
MUTOXOHJAPUM, paCHpPOCTPAHECHHBIE PA3PhIBbI HEKCYCOB B PA3IMYHBIX y4acTKaxX
muokapaa [61]. Ilpu koponapoBenTpukyiorpapuu B ciaydae JJKMII wgacto
BBISIBIIIIOTCSL  TpyOble  U3MEHEHHS  CETMEHTAapHOM  COKpPaTUMOCTH, €€
TFeTEPOTeHHOCTh, OTCYTCTBUE THUIEPKOHTPAKIIUU, 3HAYUTEIBHOE YBEIUYCHUE
byHKunoHaIBHBIX 00beMOB JIDK, pe3koe CHIKEHHE €ero reMOJIMHaAMHUYeCKOn
MIPOU3BOJUTEIILHOCTH C BO3MOXKHOCTBIO TPOMOOOOpPA30BaHUs, OTUYETIMBOE
yXyJIIEHUE AuacTonueckor ¢pyHkiuu. Habmomaercst THHUYHOE AJ1s1 CHHApOMa
MaJjioro BhIOpOCa 3HAUYUTENFHOE YMEHBIIIEHUE PA3HUIIBI MEXKITY CUCTOIMYECKUM
U TUACTOJIMYECKUM 00BEMOM JIEBOTO XKenyaouka [47, 63, 76, 77].

AytoummyHHble peakuuu npu JKMII xapakTepu3yroTcsi BBICOKUM
TUTPOM HHUPKYJIUPYIOMIUX AHTUTET K COKPATUTENIbHBIM (aKTUHY, MHO3UHY
MHUOKap/a KeTyJA04YKOB, MPEACEPAUN M CKEJETHBIX MBIIII) U PETYISATOPHBIM
Oenkam (TpOMOHMHY © TpormomMuo3uHy). Kak OHOXUMHUYECKHUN MapKep
MOBPEXJEHNUS  MHOKApJla MOXHO  BBISIBUTH  IOBBIIICHUE  AKTUBHOCTH
Kapauocnenudpuyeckoro uzodpepmenta MB-dpakiun kpeatuHdochokrHa3bI
[47,92].

OnpeneneHre KOHILIEHTpAlMK B IUIa3M€ KPOBU SHIOTENMHA-1 momoraer
YCTAHOBHUTH JUArHo3 CEpJCYHON HEIOCTATOYHOCTM HA PaHHUX CTaAusX
3a00s1eBaHus, a KOHIICHTPAIUs [IepeOpabHOTO HATPUIYPETUIECKOTO TIEeTITH/IA B
KPOBH SIBJISIETCSI TIPEAUKTOPOM PUCKaA JieTaabHOro ucxona y OonbHbIX JIKMII
[92]. [IpoBeneHHbIE  AJUTENIBHBIE  KaTaMHECTHYECKHE HaOJII0ICHHS

CBUJICTEJILCTBYIOT O HeoOxoaumocTH paznmuuarh [JKMII ¢ meyieHHbIM, OBICTPO
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MPOTPECCUPYIONUM ¥ OnaronpusiTHBIM — TedeHuem [26, 73]. Temrmbl
IPOTPECCUPOBAaHUS 3a00JI€BAaHUSL OMPEACISIIOTCS HE CTOJBKO XapaKTepoOM
MIPOBOJANMOM TEpANHUM, CKOJBKO TSKECThIO MAaTOJIOTMYECKOrO IMpolecca B
CEpPACYHOMN MBIIIIIIE.

I'KMII npencraBiasier coboil Hacieayemoe 3a0oJjieBaHUE CepAeYHOM
MBIIIIIBI, XapaKTePU3YIOIEeCs BhIPAKEHHON TUIIEPTPOPHUEil MPEeUMyIIeCTBEHHO
neBoro xenynouka (JIOK) c orcyrcTtBuem aunatanuM Kamep cepamna 0e3
MPU3HAKOB JPYrol KapJAualibHOW NATOJOTUM WJIM CHUCTEMHBIX 3a00JIeBaHUMH,
OTBETCTBEHHBIX 3a pa3Butue rumeptpoduum [37, 68, 108, 109]. B cpemnem
pacnpoctpaneHHocTs ' KMII onenuBaetcs kak 1:500 wemorek [17, 108, 109].

Exeronnas cmeptHOoCcTh 001bHBIX ' KMII kostebnercs B mpeaenax ot 1 o
6%: y B3pochbix OonbHBIX coctaBisier 1-3 % [159], a B pgerckom u
MOJIPOCTKOBOM BO3pacTe, Y JIUI C BHICOKUM PUCKOM BHE3aIHOM cMepTH - 4 - 6 %

[151]. Kak npaBwmio; cmepts y OonbHbix ['KMII HOCHUT BHE3amHbli,
ApUTMUYECKUN XapakTep W MOXET OBbITh TNEPBBIM U  €IUHCTBEHHBIM
MPOSIBIICHHEM 3a00JICBaHMS.

I'KMII 3aHmmaer mnepBo€ MECTO MO PACHPOCTPAHEHHOCTH CpEaU
3a00JIeBaHUM CEePCUHON MBIIIIIBI B IETCKOM MPAKTUKE U OTHOCHUTCS K Hanbosee
KoBapHO#l ¢opme kapauomuonaTtuii [35, 36]. Exeromnas yactora ciyuyaes
3aboyieBanus y jaerei kojednercs ot 0,24 no 0,47 ma 100 000 [85, 135.].
BapuaGenpbHOCTh JaHHBIX O YACTOTE€ THUNEPTPOPUUYECKON KapAHMOMHOIATHU Y
JeTeid B ITUX MCCIIEIOBAaHUSX BO MHOIOM CBSI3aHAa C pa3iMuMeM KPUTEPHUEB
JWAarHOCTUKHU. OJTO TSDKEJIOE HWHBAIMAM3UpYIOIee 3a00JeBaHUE, HMEIOIIEe
HEOIaronpusITHBIA Ui KU3HU mporHo3. [logasmstomee 6oibmuHCTBO ['KMIT
UMEIOT TEHETHYECKYI) JTHOJIOTHIO — 3TO caMas 4YacTO BCTpEYArOIAsCS
HacnencTBeHHass kapauomuonatus [105]. OHa reHeTHYeCcKHM TIeTEpOreHHa,
BMECT€ C TE€M JaXe TCHETHUYECKas TEeTePOTeHHOCTh HE MOXET OOBSICHHUTH
ocobeHHOcTe ee kinuHUYeckoM Kaptunbl [36, 103]. T'uneprpoduueckas
KapJAUOMUOIIATUS ABJISETCS BEAYIIEH NPUUMHONW BHE3AITHOW CEPAECHYHOU CMEpPTH

y gereil [137]. Ilpu oTtom 3a00n€BaHUM MPOUCXOAUT CTPYKTYPHOE H
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GyHKIIMOHATBFHOE TIOPAXKEHUE MUOKAP/A C YBEIMYCHUEM €0 TONIIUHBI (MACCHhI)
C U3BECTHBIM WJIW MPEATIONAraéMbIM T€HETUYECKUM ePEeKTOM Oenka capromepa
KapJIMOMHOLIUTOB, HACJIEAYEMOE€ ayTOCOMHO-IOMHHAHTHO C Pa3JIMYHBIMU
MICHETPAHTHOCTBIO W JKCHPECCUBHOCTBIO MPU  OTCYTCTBUM  CHCTEMHOU
TUNEpTEeH3UH, OO0Je3HEel HaKOIUICHUS, TUIOTHUPEO03a, aTepOCKIECPOTUYECKOTO
KOPOHApOCKJIEPO3a, MOPOKOB KIAMAHOB, BPOXKIEHHBIX IOPOKOB CcepAlla H
JIPYTUX COCTOSHUHM, KOTOpbIe OBl MOTIH OOBSICHUTH YBEIUYCHHUE MACCHI
muokapza. [102]. 3aboneBanue B Te€UE€HUE JOJITOrO0 BPEMEHH MOXET MPOTEKATh
OECCUMIITOMHO, W BHE3amHasi CMEPTh CTAHOBUTCA €ro MEPBBIM M MOCICAHUM
nposineHueM [137].

I'KMII wnacnemyercs mno 3akoHaM MeHaenss 1O  ayTOCOMHO-
JOMUHAaHTHOMY Tuiy. Popma 3a00JeBaHHs y MPOOAHJIOB U UX OJIDKANIIMX
pOACTBEHHUKOB coBnagatoT B 60% ciydyaeB. ['eHbl, OTBETCTBEHHBIE 3a
3a0o0sieBaHue, JTOKAIU3yIoTCa Ha 6 XxpomocoMe (15 reHoB) U Ha TTMHHOM IIJIede
14 xpomocomsl [122, 137]. U3MeHeHus TeHOB mpeacTaBieHbl Oosiee yem 400
MHUCCEHC-MYTallUIMH, OTBETCTBEHHBIMHU 32 PETYJSITOPHBIEC, CTPYKTYPHBIE WIIH
(GyHKIIMOHATBHBIE XapaKTEPUCTUKUA TOHKUX WJIM TOJICTBIX HUTEH KapAuaibHBIX
capKoOMepoB (TspKEnas 1enb -MUO3WHA, aKTUH, TUTUH, MUO3UH-CBSI3bIBAIOIIHIA
nporend C, tpomomuosuH T um ap.). Camo mo cebe YuCIO MyTalluid W
ompeaensier KaMHU4YecKyro BapuatuBHOCTH ['KMII. bosiee mosnoBuHBI Beex
reHeTH4ecku  uaeHTuguiumpoBanHpix  ciaydaeB [KMII  ompenensitores
MyTalMsIMU 3 TEHOB, OMNpENesomuX Jae(exThl TKETON menu B-MHUO3UHA,
MHO3MH-CBA3bIBatoIIEro nporenHa C, kapauanbHOro TpornonuHa T. Ipyrue 13
I€HOB OTBETCTBEHHBI 32 HEYACTHIE CiIydau Ne(HEKTOB TUTUHA, O.-TPOMIOMHUO3UHA,
0-aKTHMHA, KOPAUAIBLHOrO TponoHuHA I, nérkoit nenu muozuHa. Ho cpenn nroneit
C KIMHUYECKH M HMHCTPyYMEHTaJbHO juarHoctupoBaHHoM ['KMII w
MOABEPIIINXCS MOJIEKYJISIPHO-TEHETUYECKOMY TECTUPOBAHUIO, AHOMAJIMK T'€HOB
BbIsIBJICHBI TONbkO B 50-80% caywaes [109, 113, 132, 133, 134, 135, 171].
PaccrpoiictBa BHYTPHUCEPACYHON FEMOJIUHAMUKH, COIIPOBOXKIAIOIIINE

TUNepTpOPuUI0  MHUOKapAa  KEIYJOYKOB,  XapaKTEPU3YIOTCA  Pa3BUTHEM
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OOCTPYKITMU BBIXOJHOTO TpakTa JieBoro xemynodka (BTJIXK), nuacronmaeckoit
muchynkmuert (), wMuTpanbHON perypruTanmen, IuiaaTaldd  JIEBOTO
NpeAcepaAnsi, JIETOYHOW TUMNEPTEH3MH W aCCOUMUPYIOTCS C MOBBIIIEHUEM
npoaykiuu BNP. Bonpoc o pomm stux mapkepos npu ' KMII menee nsyuesn,
4yTO TpeOyeT COMOCTABJICHHUS HAPYIICHHH CTPYKTYphl MHOKapJa C YpOBHEM
BNP, a takxke omnpeneneHue BO3MOMXKHOCTH HCIIOJIb30BaHUS 3THUX MapKepOB B
ouienke 3¢ dextuBHOCTH TpoBoaMMOIl Tepanuu ['KMII. Onucana koppemsius
ypoBHss  NT-proBNP ¢ wuHaekcom  mMacchl ~ MHOKapaa,  TOJIIHMHOMN
MEXOKEITY0UYKOBOM NIEPETOPOJKH U 33JHEN CTEHKHU JIEBOro kemynouka [143], a
TAK)K€ MWCIOJB30BAHUE JAHHOTO MapKepa [Js OLEHKH pPHUCKAa pPa3BUTHS
BHE3aIHOM cepaeuHor cMeptH [94, 125] . YcTaHOBIEHO TakXe, UTO U3MEPEHUE
YPOBHSI 3THX MapKepoB 11€JIecO00pa3HO W MHPOPMATUBHO B IEIUATPUUYECKOM
npaktuke. [lokazano, uro y aereit ¢ JIKMII ypoens NT-proBNP koppenupyet
CO CTaJMell ceplieuHOM HeaocTaToyHOCTH [92]. OmHaKo MaHHBIX IO OICHKE
BIIMSHUSL CTPYKTYPHBIX U (YHKIIMOHAIBHBIX (HaKTOPOB, CTUMYIUPYIOIINX
cekpenrio 1 BNP y nereit mpu I'KMII Bce eme HenoctatouHo. OnpeaeaeHHbIE
TPYAHOCTH OOYCJIOBJIEHBI Te€M, 4TO KpoMe HacieactBeHHod ['KMII,
runepTpopuo MuOKapAa B JIETCKOM BO3pacTe€ HEPEIKO HMUTHUPYIOT
METa0OJIMYECKUE, HEPBHO-MBIIICUHbIE OOJIE3HH, a TaKkKe CHHAPOMBI
Manbpopmaruii U 3a00J€BaHMs, CONMPOBOXKIAIOIIUECS  apTePUATBHOU
TUIIEpTEH3UEN. BceleacTBue 3THOIOTHYECKOW TE€TEPOr€HHOCTH, BHU3yalu3allus
yronenuss creHku JIK, HomKHO MOOYyXJaTh K CHUCTEMAaTHYECKOMY IOUCKY
MPUYUHBI PEMOJICTUPOBAHUS MHOKapJa U BBIABICHUIO 3a00JieBaHUM, B TOM
gucie accouuupoBaHHblix ¢ ['KMIIL. bonemioe BHuUMaHuWe yaensiercs
OOBEKTHBHBIM KPUTEPHUSIM, CIHOCOOCTBYIOIIMM OOJi€€ paHHEW AMArHOCTUKE, K
YUCITY KOTOPBIX MOXKET OBITh OTHECEHO U KOJWYECTBEHHOE OIPE/CICHHE
conepxkanusi B kpoBu NT-proBNP. B cBsa3u ¢ stum uzmepenue NT-proBNP

HEO0OXOIMMO JIJIs1 OIIEHKH U3 MaTO(PU3UOIOTUUECKOTO U KIMHUYECKOTO 3HAYEHUS

npu ['KMII [166].
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[Tomaratot, 4to 60J€e THKETOE TEYCHUE KapIUOMHUOTIATHH, OTICHUBAEMOE
0 YacTOTE CEepJCYHO-COCYJIUCTOM JIETAIbHOCTH, HAPYIIEHUI MO3TOBOTO
KpOBOOOpAIIEHHs, TPOrPECCUPOBAHUIO 3a00JIEBaHUS U BBIPAKEHHOCTHU
cuctonmyeckor nuchynkmuu JIK, game nabmomaercs y 6ompHBIX ['KMII ¢
MyTalMsIMA ~ CapKOMEpPOB, Ye€M CpeId TMalMEeHTOB ©0€3  BbISBICHHBIX
reHeTnueckux nedexro [122]. Ilpuyem, OonbHble ¢  Oojiee 4YeM OJHOM
MyTanuen (npumepHo 5% BceX CiIy4yaeB) HUMEIOT Oojiee TSHKEJIOE TEUYECHHE
00Jie3HU, OCOOCHHO MPH HAJUYUU TPOMHBIX MYTAIlMi U TOMO3UTOTHOCTH [112,
166]. MyTaruu Te€HOB, KOJUPYIOIMUX MOJIEKYJIbI, KOTOPHIE B3aUMOJCHCTBYIOT C
OenkaMu capkomepa, B TIOCIEAHHE TOJbl JACTAIBHO M3YyYalOTCS Ha HX
B3aumMocBs3b ¢ KMIT [112, 122, 166].

[To nmaHHBIM HCCIIEIOBaHUM, MPOBEACHHBIX CPEIX B3POCHBIX, YacTOTa
CMEPTHOCTH Y MYXYHH Tropa3/io BbIile, 4eM y keHiuH [109]. V nereit stu
3aKOHOMEPHOCTH MPUHLMIHNAIBHO OTJIMYAKOTCA M BO MHOIOM 3aBUCAT OT
Bo3pacrta. Tak, B Bo3pacte 8—-10 jer cMeEpTHOCTH BBIIE y JEBOYEK IIO
CPaBHEHMIO C MajbyuKamu, nocie 11 yer yBennumBaeTrcsi CMEPTHOCTb CpPElr
MaJIBYMKOB, U TOJBKO MOCJHE 15 JET CMEPTHOCTh CPEeIH IOHOILIEH CTAHOBUTCS
BBIIIE, YEM Y JIEBYIIIEK. MaKCUMaJbHBI PUCK CMEPTH Y IEBOUYEK MPUXOIUTCA HA
Bo3pact 10—11 mer, y manpuukoB — 15—16 jeT. bojee moaoBuHBI CMEpPTEIbHBIX
nucxonoB HactymnaeT BHe3amHo [108]. CmepTh OT cepaedHOl HETOCTATOYHOCTH
npu TUNEepTpoPUUecKoil KapIUOMUOTATHUH Yy JeTell HabmomaeTcs peko.
dakTopaMu puUCKa HEOJArompusiTHOTO MPOTHO3a SBIAIOTCA CHUCTOJMYECKas
W/WIK TUacToandeckass TucPyHKIMs. 3a CUCTOIUYECKYI0 TUCHYHKIIUIO JIEBOTO
KEITyJ0uKka y OOJMBHBIX C TUIMEPTPOPUUECKON KapAMOMHOIATHEH MPUHUMAIOT
cHmkenne (pakuu BeiOpoca <50% B mokoe. Kak mpaBuio, cuctoimyeckas
TUCHYHKIIMSI COYETACTCS C YBEIMYECHUEM TOJIOCTH JICBOTO KEITYJ0UKa U JIEBOTO
npeacepaus, awiaranuedn sesoro npeacepaus  >50 M.  CHUXKEHHE
CUCTOJIMYECKON (DYHKIIUU JIEBOTO JKEIyJ04Ka accoruupyercs ¢ Gudpo3om

MHOKap/a.
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[Io MHEHHMIO HEKOTOPBIX HWCCIEOBATENCl, Takue OOJbHBIE HMMEIOT
HEONAronmpusITHBIA ~ MPOTHO3 C  JICTAIBHBIM  HCXOJOM OT  CEpJICYHOU
HeJI0CTaTOYHOCTH B TeueHue 3 set [105]. JInactonuueckas TUCPYHKIHS JIEBOTO
KEeTyJqouka, ompenensieMas TpH Jgomiuieporpaduu B BHIE PECTPUKIIUU
HAIlOJIHEHUSI, TAaKXe JIOCTOBEPHO CBHJIETEIBCTBYET O HEOIAronpusiTHOM
nporHoze 3abosneBanus [151]. dubpo3 MuoOKapnaa SBISETCS HE3aBUCUMBIM
(bakTOpOM, ONPEACIISIONIM HEOIArONPUITHBIA UCXOM MPU TUTIEPTPOdHUIECKOn
kapauomuonatuu. Ilpu Bo3HUKHOBeHMHM (PUOpO3a JETalbHBIA HMCXOJ H3-3a
CEp/ICUHON HEIOCTAaTOYHOCTH pa3BUBaeTcs B cpeaneM yepes 3,1+1,7 roma [113].

Kak npaBuno, runeprpodusi coueraercs ¢ GuOPO3HBIMU U3MEHECHUSIMU B
MHOKapJi€, YTO YBEINYMUBAET BEPOSITHOCTh BOZHUKHOBEHHUS KM3HEYTPOKAOIINX
HapyleHu cepaedHoro putma. Bmecre ¢ tem, no muenuto P. Elliot u coasr.,
IKCTpEMajbHas THUNEPTPOPUS  MEAOKEIYJAOYKOBOM  TMEPErOpoOJKH  HUMEET
3HAYCHUE KaK MPEIUKTOP BHE3AMMHON CEPIeUHON CMEPTH TOJIBKO B KOMOMHAIIMU
C npyrumu (pakTopaMH pUCKa: HEOOBSICHUMBIE CHUHKOIIBI, BHE3aTHAs CMEPTh B
CEMEWHOM aHaMHE3€, HEYCTOWYMBasi JKEIyJAOYKOBas TaxXWKapaus, HE
aJICKBaTHBI OTBET apTEPUAIILHOTO JaBJICHUS (CHIKEHUE) Ha (PUBHYECKYIO
Harpy3Kky. HemocTositHHas  KeJIyJO4YKOBash ~ TaxuKapAus IO  JIaHHBIM
XOJITEPOBCKOTO MOHHMTOPUPOBAHMU  SIBJIACTCS TJIABHBIM  (DaKTOpOM  pucCKa
BHE3AITHOM CepAeYHON CMEPTH Yy JAETeH ¢ runepTpoduueckoil KapIMoMuonaTrei
[111]. KenymoukoBass TaxuapuTMHS BO3HHUKAET M3-3a OECIOPSIOYHOTO
pacripeiesieHuss MUOIIUTOB, (huOpo3a U HErOMOT€HHOW BHYTPUMHUOKAPAUATIBHOM
aktuBauuu [102]. AHoMmanbHas TUNOTEH3WBHAS pEaKIUs Ha (PU3HUYECKYIO
Harpy3Ky BbIABISIETCS Y 1/3 OONBHBIX THMEPTPOPUUIECKON KapAHMOMUOMATHEH.
Kak npaBumo, mjisi Takux TAlUEHTOB YK€ B COCTOSHUM TIOKOSI XapaKTEPHO
CHUXKEHHE JIMACTOJUYECKOTO AapTEepUAIbHOTO [aBJICHUSI M COOTBETCTBEHHO
MOBBIIIIEHHBIE 3HAYEHUS MTyJILCOBOTO AaBiienus [102].

B 3aBHCUMOCTH OT HaJaW4uUs UM OTCYTCTBUS TPAIUCHTA CUCTOINYECKOTO
nasnenuss B mnonoctu JIK, TKMII pasgensitor Ha OOCTPYKTHUBHYIO W

HEOOCTPYKTUBHYIO, UTO MMEET Ba)XHOE MPAKTUYECKOE 3HAUEHUE MpU BBHIOOpE
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TaKTUKU JICYCHHUSL. v OONBIIMHCTBA  MAIUEHTOB runeptpodus
PEUMYIIECTBEHHO BOBJIEKAET MEXOKETYIOUYKOBYIO MEPEropoaKy B 0a3zaabHBIX
otnenax JIXK, Ho yacTo pacnpocTpansieTcst Ha O0KOBYIO CTEHKY, 3a/IHIOI0 CTEHKY
u Bepxymky JOK [108]. Cramnapraas 12-xananenas OKI' B Hadane 3aboneBa-
HUS MOXET ObITh HOpMaibHOW (6% B 00CIEAOBaHUSIX COOTBETCTBYIOIIUX
KOTOpT TMAIlMEHTOB), HO OOBIYHO BBISBISIOTCS pa3MYHble KOMOMHAIIMU
npusHakoB runeprpoduu JIK, anomanmu ST — u T-BoJHBI, TATOIOTHYECKUIA
Q-3ybenr [111] OKI sBasercs Takke YYBCTBUTEIBbHBIM — XOTS H
Hecrenu(pUIeCKUM — PaHHUM MapKepoM 3a00JieBaHus y pOJACTBEeHHUKOB [111].
YacroTa apuTMui, BBISIBIAEMBIX NpHU MIATENbHOM JKI' MOHUTOpUHIE, 3aBUCUT
OT BO3pacTa. ACHMIITOMHAas HEYCTOMYMBAs JKEIyJAOYKOBas TaXHUKapIus
(HYXKXT) ¢ wacroroit 120-200 yn/mun pazsuBatorcs y 25% B3pociasix ¢ ['KMII
[111]. TTapokcu3MaiibHBIE HAKETYJOYKOBBIC APUTMUU PETUCTPHPYIOTCS BO
BpEMS JNTUTENBHOTO 3JIEKTPOKapIMOrpauueckoro MOHUTOPUHIa HE MEHEE, YeEM
y 38% mnammentoB [111]. ¥ OGonbmmHCcTBa O0sbHBIX ['KMII peructpupyercs
CUHYCOBBI ~ pUTM, OJHAaKO IMpH  aMOyJaTOPHOM  MOHHUTOPUPOBAHHUU
ANEKTPOKAPIMOTPAMMBI  OOBIYHO BBIABIISIETCSI BBICOKAsl 4YacTOTa AIU30/0B
CYNpPaBEHTPUKYJISIPHON Taxukapanu (23—26%), :kel1yJ0uKOBOI SKCTPACUCTOINN
(77-86%), wHeycTOHYMBON KemymoukoBOiM Taxukapauu (14-26%) [109.].
Ouopwusanus npeacepauit (POII) perucrpupyercs B 24-30% ciaydaeB u yaiie
HAOJMIOJaeTcsl 'y  JIMI[ CTaplliero Bo3pacTa WU C  YBEJIMUYEHHBIM JIEBBIM
npeacepauem [109,158]. @Il saBnsercs Haubosiee dYacTo BCTpeuaeMoi
ycroiunBoi aputmueil npu 'KMII u  00bIYHO €€ NOosIBICHUE OIpaBIbIBACT
IIPUMEHEHUE arpEeCCHBHBIX TEPANEBTUYECKUX IOAXONOB. OTa apUTMHS
OTHOCUTEIBHO XOPOUIO MEPEHOCUTCS MPUOIU3UTENBHO TPETHIO OONBHBIX U HE
aBisieTcs He3aBHUCUMBbIM mpeaBecTHUKOM BCC [162]. TunuyHbIMH SIBIASIOTCS
Mop(dooruueckue M3MEHEHHUS: aHOMaIMs apXUTEKTOHUKH COKPATHTEIbHBIX
AJIEMEHTOB MUOKapja (runepTpodus U JTU30PUEHTAIUS MBIIIEYHBIX BOJIOKOH),
pa3BUTHE buOpOTHIECKIX M3MEHEHUH, MaToJIOT U MEJIKHX

MHTpaMHUOKapAHaIbHBIX cocynoB [132, 133]. [Inama3zoH KIMHHUYECKUX
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NpOSIBICHUM  KpailHE BEIUMK - OT OECCUMIITOMHBIX [JI0 HEYKJIOHHO
IIPOTPECCUPYIOIINX, CONMPOBOXKIAIOIMMXCS THKEIOW CUMIITOMATUKON U TPYAHO
MOJAJIAIOIINUXCA MEIUKaMEHTO3HOMY JieueHuto ¢opm. [lpu 3TOM mnepBbM u
CAVMHCTBEHHBIM TPOSBIICHUEM 3a00JICBaHUS MOXKET CTaTh BHE3aIHas CMEPTh.
CumnToMbl  0OJE3HM pa3HOOOpa3Hbl W MaJOCHEeUU(PUYHBI, CBA3aHBI C
reéMOJIMHAMUYECKUMHU  HapylICHUSIMU (mnacronuueckas — AUCHYHKIUA,
TUHAMAYECKAass OOCTPYKIHMS TMyTeld OTTOKa, MHUTpajbHAs pPErypruTaiusi),
uIeMuen MUoOKap/a, MaTojJoruei BEreTaTUBHON PEeryJisiiiii KpOBOOOpaIIeHUs U
HapyIIeHUEM 3JeKTpOo(U3HOIOTHUECKHX TpoleccoB B cepaue [133, 135].
Hanbonee 4dacThiMu KIMHUYECKUMH TPOSBJICHUSMU SIBISIOTCS  OJBIIIKA,
pa3HooOpa3Hbie OOJIEBBIE OIMYIICHUS B TPYJHOM KIETKE KapAHAITHYECKOTO
U\  CTCHOKAPJUTHYECKOTO XapakTepa, HapyIIeHUS pUTMA CepACYHOMN
nesTeabHoCTH (1epedou, yuamméHHoe cepaleOueHne), roIoBOKpYyKeHue, rpe-, u
CUHKOMAJIbHBIE COCTOSHUS. Y OOJBIIMHCTBA CHUMIITOMAaTHYHBIX OOJBHBIX
HaOJII0/IaeTCsl  COYETAHME  HECKOJBKMX  JKajloOd  BIUIOTH JI0  IOJIHOTO
cuMmrntomokomiuiekca [137, 151, 154]. B Hactosmee BpeMs HaOogaeTcs
MOBCEMECTHBIN POCT YMCIIa 3apPETUCTPUPOBAHHBIX CIIy4aeB 3TOW MATOJOTUM Kak
3a CUET BHEJPEHUS B MPAKTHUKY COBPEMEHHBIX METOJIOB UMAarHOCTUKH, TaK H,
BEPOSITHO, B CBSI3U C MCTHMHHBIM yBelnudeHueM uucia 6omapHbix ['KMII [133,
134, 135].

['KMII moxeT AuarHoCTUPOBATHCS B JIOOOM BO3pacTe OT MEPBBIX JHEU
JI0 TOCJHEOHEW JeKaabl JKM3HM HE3aBUCMMO OT TOJla H  PacoBOM
MIPUHAJJICKHOCTH, OJHAKO 3a00JIeBaHUE BBISIBISCTCS MPEUMYIIIECTBEHHO Y JIUII
MOJIOJIOT0  TpyAocmocoOHoro Bo3pacta [133] uro ompenenseT ocoOyro
COIIMAJIbHYI0 BaXXHOCTh JTOM MpoOiemMbl. Y OOJBIIMHCTBA MAIlMEHTOB
rUnepTpodusi MPEUMYIIECTBEHHO BOBJIEKAET MEXIKETYTOYKOBYIO MEPErOPOJIKY
B OazanpHbIX oTaenax JIK, HO wacTo pacmpocTpaHsieTcss Ha OOKOBYIO CTEHKY,
3aHI0I0 CcTeHKy u Bepxymky JIK [87].  CymectByeT OO0JBIIOE YHUCIIO
IXOKapauOoTpahUUeCKX  HMHACKCOB, KOTOPHIE  TO3BOJIAIOT  MPOBOJIHTH

MOJIYKOJIMYECTBEHHYIO OLIeHKY rumneptpoduu JDK, HO AJis 1HarHOCTHYECKUX
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Henel eIWHCTBEHHBI HanOoyiee peJeBaHTHBIN MapaMeTp — MaKCUMajbHas
tommuHa crenku JIDK Ha mro6om ypoBHe.

MarnuTHoO-pe30HaHCHAs KOMIIbIOTEpHasi ToMorpadgusi — HauOoiee
TOYHBIM METOJ OLEHKH MOP(OJIOTHIECKHX U3MEHEHUH B cep/lLie, TTO3BOJISIOMINI
BepU(DUIIMPOBATH TE€TEPOrC€HHOE YTOJIIECHUE JIEBOTO KeIy/louka. [ 'eneTnueckas
JIMarHOCTUKAa — TEeHEeTHMYECKUH aHaiu3 mpod KpoBu y OonbHbIX ¢ ['KMII
IIO3BOJIAET BBISIBUTH XapakTEep MyTalMy, YTO BaXXHO JJISI OLEHKM IPOTHO3a
3aboneBanus [28, 36, 48, 63].

CnegymiuM  HauMEHee  paclpOCTPAHEHHBIM  CpeOud  BCEX  THIIOB
KapJIUOMHUOMIATHUIT ¥ XapaKTEPU3YIOMMUMCS JUACTOIMYECKON JucyHKIIHUEH
MUOKapaa sBisieTcss pecTpukTuBHas  kapauomuonatusi (PKMII). 3to
3a00JIeBaHUE MHOKAp/a, KOTOPOE XapaKTepU3yeTCs OrPaHUYECHUEM HAIOJIHEHUS
U CHIKEHHEM JMACTOJIMYECKOTO OOBbEMa OJHOIO MM OOOUX IKENyI0YKOB
cep/illa ¢ HOPMaJIbHOM WJIM MOYTH HOPMAJILHOM CHUCTOJIMYECKOW (PYHKIUEH U
tonmuHON cTeHKu. Teuenne PKMII BappupyeT B 3aBUCHMOCTH OT IATOJIOTUU U
JedeHus, HO 4dacto HeOmarompustHoe. PKMII moxer mnpeactaBisite coOoi
HIMPOKUM  CcHeKTp 3a00JeBaHUM, XapaKTEPHU3YIOMIMXCS PECTPUKTHBHBIMU
n3MeHeHusiMu Muokapaa. PKMIT MoxeT ObITh MIHONATHYECKOM, CEMEHHOM MiH
Pa3BUTBCA B PE3YJbTATE PA3JIMYHBIX CUCTEMHBIX PACCTPOMCTB, B YACTHOCTH,
aMUJIOWU03a, CapKOWA03a, TIeMOXpOMaTo3a, 303MHO(DHINM, KapLMHOUIHOU
OoJIe3HU Cep/la, CKICPOICPMHUH U aHTPAIIMKIMHOBON MHTOKCHKarmu [13, 38].

PecTpukTrBHBIE KapIMOMHOINATUN BKIKOYAIOT TPYIILY Pa3HOPOIHBIX IO
ATUOJIOTUM M MaToreHe3zy 3a0osieBaHUM, OOBEIUHEHHBIX HAIMYUEM  OOILIEro
naTo(pU3NOIOTHIECKOTO IIPU3HAKa: HapyLICHUA JINACTOJINYECKOTO
paccialieHusi pUTHIHBIX CTEHOK JKeNTyI0YKOB BCIIEJACTBUE PACIpPOCTPAHEHHOTO
SHAOMHUOKapaUuaIbHOr0 (ubdpo3a WM WHPWIBTPAIMU CTEHOK >KEIIyJI0YKOB
Pa3TUYHBIMUA MATOJIOTUYECKUMHU CYyOCTaHIIMSIMHU (aMHJIOMI03, TEMOXPOMATO3 |
ap.). OTO MNPUBOIUT K 3aTPYJHECHHUIO JUACTOJMYECKOTO HAIOJIHEHUS
JKEIyIOYKOB, HApYLICHUI0 BHYTPUCEPACYHOM TE€MOJMHAMUKM U CEPACHYHOU

HenocrarouHoctu (CH) [13, 36, 47, 97]. PKMII xapaktepu3yeTcsi HapylnieHHEM
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nuactommyeckoro HamosHenus JDK w/mmm TDK, ymenpmieHnem ux oObema,
HOPMAJIBPHOW WJIM TIOYTH HOPMAJIBHOW CHCTONMYECKON ¢yHkumend [34].
Otuonorus 3a0o0jieBaHus B HACTOsIEEe BpeMs HeusBecTHa. B mociennee Bpems
OMyOJMKOBaHBI JaHHBIE O TEHETHUECKOHN JI€TEPMUHUPOBAHHOCTH OOJIE3HH, YTO B
OTIPEJICTICHHONW CTETEeHM JI0KA3bIBACTCS HAJIMYHMEM HE TOJBKO CIIOPAJAMYECKHX,
HO M ceMelHbIX ¢opm 3aboneBanus [15, 121, 146]. PKMII moxeT nmopaxathb
o0a XKelyao4yKka, XOTS OOBIYHO MPEBATUPYIOT MPU3HAKK 3aCTOS KPOBH IIO
OonpIIOMY Kpyry KpoBooOpamieHusi. Hapyienus nuactonuueckol (GyHKIUU
HAOMIOMAIOTCA TPH  PA3IMYHBIX THUNAX TMOpakeHuss Muokapnaa. HawmbGonee
BBIDOKEHBl ~ OHU NpU TUNEPTPOPUU MHUOKapAa PpPa3IMYHOIO TIeHe3a H
PECTPUKTUBHBIX MOPAKEHHUIX CEPACYHOM MBIIIBL. [ MOCIeqHUX XapaKTEpPHO
MOBBIIICHUE >KECTKOCTH WJIM CHW)KEHHE MOAATIMBOCTU (compliance) CTEHKH
KEJIyI0YKOB, BO3HMKAIOLIEe BCIEACTBUE (uOpo3a 3HIOKapJa WIM MUOKapaa
pa3IMYHON  3THOJOTMH  (PHAOMHOKAapAuanbHbIl  (GuOpo3,  cucTeMHas
CKJIEPOJEPMHUSI) 151 MH(UIBTPATUBHBIX 3a0oseBaHUI (ammI0MA03,
HACJIEICTBEHHBIH TeMOXpOMaTro3, Oomyxoiu) [45]. VYBennyeHue pUTHAHOCTH
CTEHOK  JKENyI0YKOB T€MOJUHAMUYECKH  CONPOBOXKAAECTCS  CHHIPOMOM
PECTPUKLMH, PE3KUM YBEIUYEHUEM JUACTOJIMYECKOIO JABJICHMS B JKEIyI0UYKaX,
YTO 3HAYUTEIBHO 3aTPYNHSIET UX HaoJHEHue. /(s moaaepkanus ageKBaTHOIO
yAapHOro 00beMa KPOBH HEOOXOJMMO 3HAYUTEIbHOE YBEIUYCHHUE IaBJICHUS
HaIlOJIHEHHUSI YW KOHEYHO-JUACTOJIMYECKOIO JABJIECHHMS B IKEIyJOodKaxX. ITO
INPUBOJAUT K TIOBBIIIEHUIO HArpy3Kd Ha TMpEeACcepaus, HX CHCTOIMYECKOU
Neperpy3Kke M MOBBIILICHUIO BHYTPUIPEACEPAHOrO AaBiieHus. [3, 88, 97]. B to
XKe BpeMsi B OOJBIIOM Kpyre KpOBOOOpallleHUs BBISBISETCS apTepuaibHas
CUCTOJIMYECKAs TUIOTEH3HsI, OOYCIIOBJIEHHAs CHUHJIPOMOM MAaJIOrO CEpPAECHYHOIO
BbIOpoca. CHIDKEHHE YJIapHOTO 00beMa KPOBU CBSI3aHO C YMEHBIICHUEM
JIMACTOJINYECKOTO HAITOJTHEHMS JKETyJ0YKOB IIPU COXPAaHEHHOW COKPAaTUTEIbHOM
CIIOCOOHOCTH MHOKApJa >KENyI0YKOB, O YEM CBHUACTEIbCTBYIOT HOpPMaJbHbIC
BEJIMYMHBl KOHEYHOI'O JIMAaCTOJMYECKOro oObeMa W COXpaHEHHas (paKius

BbIOpoca (Ooniee 50%). [edekT nuacTosibl MPUBOAMT K PA3BUTHUIO TUIIMYHOM
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JAACTOJIMYECKOU CEepACYHOU HEIOCTAaTOYHOCTH (penakcallMOHHOM
HEIOCTATOYHOCTH  JKEIYJIOYKOB M  CUCTOJMYECKOM  HEJOCTATOYHOCTH
npeacepauit). CHHIPOM  Majgoro CepACYHOro  BbIOpOca  3HAYUTEIHHO
ycyryomsercs npu (U3UIECKON Harpyske, 4TO MPOSBISIETCS B HECITOCOOHOCTH
cep/illa aJeKBaTHO yBEIMYMBATh MUHYTHBIH 00beM KpoBooOparmieHus [47, 88,
97]. Ilo pmanHbiM aBTOpOB, KiauHMKa PKMII ckianpiBaeTca M3 CHUCTEMHBIX
MIPOSIBJICHH OCHOBHOTO 3a00JIEBaHMSI M MPHU3HAKOB JICBOMPABOKETYTOUKOBOM
win OuBeHTpUKYyJsipHOUM muactonmyeckol XCH. IlpeoOnamanue mnopaskeHUs
JIEBBIX OTAEJOB CEPALA COMPOBOXKIACTCA MPU3HAKAMU JIEBOXKEITYIOUYKOBOMU, a
3aTeM OMBEHTPUKYJISIPHOU ceplieuHON HeaocTaTouHOCTH. CO BPEMEHEM K 3TUM
MpPU3HAKAM MPUCOEAUHSAIOTCS KIMHUYECKUE MPOSBICHHS MPABOKETYI0YKOBOM
HEJIOCTATOYHOCTH (OTEKH HOT, I[MaHO3, TemaTOMerajius, aciuT, HaOyxaHue
menHsix BeH) [3, 11, 28, 47, 169]. Juarnoctuka PKMII ocHoBana Ha
m3MeHeHusix OKI'  (HU3KHH BOJIbTaX KeIyJoukoBoro komiiekca QRS;
Hecnenuduueckue usMeHeHus cermeHta RS-T u 3ybua T; Onokany JeBoit
HOKKHM TIydka ['mca; HapylIeHUsl CepJIEYHOrO pUTMA; IMPU3HAKHU MEpPErpy3KH
npeacepaAnil); peHTreHorpaguu (HOPMaJIbHbIE WM YMEHBIICHHBIE pa3Mephbl
ceplilla, 3acToi KpPOBH B MalloM Kpyre KpoBooOpamienus). OJHako
sxokapauorpadusi — ocHOBHOM Meron auarHoctuku PKMII (BwisiBasieTcs
YTOJIIEHUE DHJIOKapJa C YMEHBIICHHEM pPAa3MEPOB IMOJIOCTEN KEITyJ0YKOB;
pasnuyHbIe BapuaHTHl TapaaokcanbHoro nerkenus MXKII; mpomabupoBanue
MHUTPAIBHOTO M TPUKYCHHAAIBLHOTO KJIAMAHOB; BBIPAXKEHHAS JAUACTOJIWYECKAs
TUCHYHKIMS MUOKapIa KETyI0YKOB MO PECTPUKTUBHOMY THUITY C YBEJINYCHUEM
MAaKCUMAJIbHOM  CKOPOCTHM  PaHHETr0 JIMACTOJIMYECKOTrO  HAMOJHEHUS H
YMEHBIIICHUEM [IJTUTEILHOCTH H30BOJIIOMUYECKOTO pacciabieHuss MHOKapia,
HaJIM4Me BHYTPUCEPJICUHBIX MPUCTEHOUYHBIX TpoMmOOB). PammonyxnmmnHas wu
PEHTIC€HOKOHTpACTHAasi  BEHTPUKYyJorpadusi  0OHApYXHBAaeT  HOPMAIbHYIO
TOJIIMHY CTEHOK XKEITyJAOYKOB, OTCYTCTBHE HX JWJIATalluM, B HEKOTOPBIX
CJIy4asiX YMEHBIIIEHHE TIOJIOCTH JIEBOTO KETyJ0UKa, MHOT/Ia HaJTu4he Tpomba u

OOJUTEPALMIO TMOJOCTH JIEBOTO JKENylOo4YKa B O0JacTH BEpXYILIKH cepAla,
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HOpMaJbHYIO (Qpakiuio BbIOpOca JEBOro xkemyaouka. Jlns Bcex BHIOB
PECTPUKTUBHOMN KapAUOMHOIIATUN XapaKTEPHO HaJau4ue B
HAOMUOKAPIUATBLHOM OHONTAaTE MHTEPCTUIHAIBHOTO (prdpo3a (IpOrU3BOAUTCS
IIPU HEBO3MOXXHOCTH auarHoctupoBatb PKMII ¢ momompro Ipyrux mMeTomoB
uccnenoBanus) [20, 47, 88, 97, 146]. HdonmiepoBckas 3Xxokapauorpadus
MOKa3bIBa€T OCOOCHHOCTU OTPAaHUYCHHMS IMACTOIMUYECKOTO HAMmoJIHeHus [61].
Bce BbllEyKa3aHHOE CBUIETENBCTBYET O BBICOKOW HWHBAaIUAW3ALUUA U
CMEpPTHOCTM  JE€TEH, CTPAjJalolNX KapJAHNOMHOMNATUSIMH, HEIOCTaTOYHAas
3¢ (HEeKTUBHOCTH CYIIECTBYIOIIUX METOJOB JICUCHUS ONMPEACIAIOT aKTyaIbHOCTh
BBISIBJICHUSI HOBBIX 3BEHBEB NMPUYUH (POPMUPOBAHUS, OCOOEHHOCTEH KIMHHKO-
(YHKIIMOHAJIBHOTO TEUEHUS U pa3pabdOTKU KPUTEPUEB paHHEW AMArHOCTUKU

KMII y nereit B 3aBUCHMOCTH OT BO3pacTa
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BriBoasbI K ri1ase |

Taxum 00pa3zom, aHAINU3 NOCIEAHUX JIUTEPATYPHBIX JaHHBIX MTOKA3bIBAET,
YTO KapJAMOMHUOIIATUU SBIISIOTCS TETEPOTCHHOM TPYIMION 3a00JEBaHUNA Ceplia,
XapaKkTepU3YIOIIUXCA CTPYKTYPHOM NEPECTPOUKONM MHUOKAPIA, HENPEPBIBHO
IPOrPECCUPYIONINM TEYEHHUEM U HeOJaronpusaTHbIM MpOrHo3oM. JlaHHoe
HAIIPaBJICHUE SBIAECTCS MAJOU3YYEHHOM B 3aBUCHUMOCTH OT BO3pacra JETeu U
CBUJCTEIBCTBYET O HEOOXOAMMOCTH UCCIEOBaHUM, HANpaBICHHbIX Ha

pElIeHNE TaHHON POOJIEMBI.
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I'TABA 11
MATEPHUAJIBI U METOAbI UCCJIEJOBAHUA

JIns penieHust MocTaBieHHBIX 3a7a4 B Teuenue 2017-2020 rr. mpoBeaeHbl
ucciuenoBaHuss Ha  0a3ze  KIMHMKA — TalIKEHTCKOTO  MEIUaTpUUYECKOro
METUITMHCKOTO WHCTUTYTA U PecrmyOIuKaHCKOM CIIeHATM3UPOBAHHOM HAy4YHO-
MPaKTHYECKOM MeIuIMHCKOM 1eHTpe Ilegumatpuu (mupexktop mpodeccop

Axmenosa J[.1.)
2.1. O0urasi XapaKTepuCTUKA 00CJIeI0BAHHBIX 00JIbHBIX

Bcero mamu obcnemoBano 72 OONBHBIX C JHArHO3aMM JHIISTAIIHOHHAS,
runepTpopuyecKkas U peCTPUKTUBHAS KApJUOMHUIATHS, TOCHUTAIU3UPOBAHHBIX
B KapAUOPEBMATOJIOTUUECKUE OTACJICHUS YUPEKICHUM. Bospact
oOce0BaHHbBIX JeTeil BappupoBai oT 1 rojga 110 18 et u B CpelHeEM COCTaBUII
7,7+0,6 ner.

Jlns paccMOTpeHUs] KIMHUYECKHX ocoOeHHoctel TedyeHus KMII B
3aBUCUMOCTH OT BO3pacTa OOJIbHBIX MBI paclpeAeiuiu o0cieoBaHHBIX Ha 5

rpynn (puc.2.1):

I'pyune1 gereii

T2 meren ¢ KMMII
B BOJPACTE OT
1 roma mo 18 meT

-~ - -, i -
| | | 12 {16, 7%
27 (37,504) 9{12,5%) ;ﬂ;ﬁ J ﬁgﬂi}i’f) 18
meTeH AETEH A3 AL 1O cTapuero (25%) 2 Te H
paHHeTo AOWEOA EHOT S — e ) N0, POC TEOED
E0TpacTa 0 BD3 pacTa BOIPACTa FO3PACTA 10 BO3 pacTa
\ i "

h
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Puc. 2.1. Pacnipenesienne aereii mo Bo3pacry

HauOompmmM OBIIO KOJMYECTBO OOJIBHBIX PAaHHCTO MU IIOAPOCTKOBOI'O

Bo3pacTa (37,5% u 25% COOTBETCTBEHHO).

Ha pucynke 2.2 mnpencraBiieHa MoJIOBas U BO3PACTHAs XapaKTEPUCTUKA

00CJIeIOBAaHHBIX JICTEH.

100,00%
90,00%
80,00%
70,00%
60,00%
50,00% 46,75%
40,00% |
30,00%
20,00%
10,00%

0,00%

25%

6.25% 10,00%
, o

6,25%

3-6 Jer 7-10 aet 10-14 ner 14-18 aer

H MaZIbiMKU B AeBOYKMU

Puc. 2.2. PacnipenesieHue geTeH 1o BO3PACTy M MO MOJTY

Kax BugHo w3 pucynka 2.2 , cpeau gereit 1 m 2 rpynn  3aboneBaHue
yale BCTpeyanoch y aeBouek (46,75% u 15,62% cooTBercTBeHHO),a B 1,3 u 5
rpynmnax Oputo Oosbiie ManbyukoB (30, 25% u 25% COOTBETCTBEHHO), B 5-
TpyIIIe KOJIUYECTBO JACBOUYECK U MATBYMKOB OBLJIO OJIMHAKOBBIM U COCTaBHUJIO TIO
25% . HaunbGonpmmM OBUIO KOJMYECTBO OOJIBHBI3 PAaHHETO M IMOAPOCTKOBOTO

Bo3pacTa (37,5% u 25% COOTBETCTBEHHO).
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Pacnpenesienne aereu

Tao6auna 2.1

M0 BO3PACTy B 3aBHCHUMOCTH OT (opmbl

3a00J1eBaHNS
Ioka3aTenn Irpynma 2rpymnma 3rpynna 4rpynna Srpymma
(1o 3 Jer) (3-671eT) (7-10 nmet) | (10-14 ner) | (14-18 ner)
n=27 =9 n=12 =6 n=18
['KMII 3(23,1%) - 4(30,8%) 4(30,8%) 2(15,4%)
JIKMIT 24(45,3%) 9(16,98%) | 7(13,2%) 2(3,8%) 11(20,8%)
PKMII - - 1(16,7%) - 5(83,3%)
90,00% 83,30%
80,00% —
70,00% —
60,00% —
50,00% —
40,00% —
30,8 30,80%

30,00%

20,00% -

10,00% -

0,00% -

16,98%

,00%

0 I,OO%

1rpynna

2rpynna

mIKMn

3rpynna

® IKMN

PKMN

4rpynna

Srpynna

Puc.

3200/ 1IeBAHUSA

2.3. Pacnpenesienne

AeTel B 3aBHCUMOCTH OT (opMBI

Pacrnipenenenue aereit mo Bo3pacTy B 3aBUCUMOCTH OT (hOpMbI 3a00JIeBaHUs

MoKa3ajo, 4To y JeTe paHHero Bo3pacrta yaiie Bcrpeuaetcs JIKMIT (45,2%),

toraa kak [ KMII B HaubonbiieM TpoOIeHTe 3apeTUCTPUPOBAH Y IETEH MIIAIIIETO

W CTaplIero MmKOJbHOro Bo3pacta (rmo 36,4%

COOTBETCTBEHHO). Hambomnbliiee

kommdectBo ciydaeB PKMII Opimi y nereit B moapoctkoBoM Bospacte (83,3%). B
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ocTalbHBIX Bo3pacTHeIX rpymmnax KMII peructpupoBamuck ¢ HeOONBINONM

pazuuteit (puc.2.3. u tab.2.1).

Komrmiekcroe oOcenoBaHue OOJBHBIX BKJTFOYAJIO: coop
AHAMHECTHUYECKUX JAHHBIX — CEMEHHBIM aHaMHE3, AaKyIIEePCKUWA aHaMHE3
MaTepy, HACJEACTBEHHAs MPEAPACION0KEHHOCTh K TEM WJIM  HHBIM
3a00JIeBaHUSIM, aHAMHE3 KXU3HHU peOeHKa, MEPEHECCHHbBIE 3a00JI€BaHUS; CPOK H
XapakTep Hadaja 3a00JieBaHUS, OILIEHKA OOIIEr0 COCTOSHHUS U (PU3MUYECKOIro
pa3BUTHSAL.

JlnarHo3 cCTaBWICS HAa OCHOBaHUHU >Kall0o0, OOBEKTUBHOTO OCMOTpa,
71a00paTOPHBIX U MHCTPYMEHTAIBHBIX METOJIOB UCCIEeIOBaHUS (KIMHUYECKUE U
OMOXMMHUYECKHUE aHaJIu3bl KPOBH, peHTreHorpadus rpyaHoil knetku, IKI' u
Ox0-KI cepama).

AHanus AHAMHECTUYECKHX, KIIMHUKO-TTa00PaTOPHBIX "
MHCTPYMEHTAJIbHBIX JaHHBIX IIOKa3aj, 4YTO BCEX OOJbHBIX HE3aBUCUMO OT
HO30JIOTUM OO0BEIUHWIIO Hamuyue Ha MoMeHT uccienoBanus XCH. Cpennss
JIaBHOCTH 3a00JIeBaHus cocTaBmia 15,6+2,8 mecsiies.

2.2. Metoabl ucc/ie10BaAHMS
Metonpl WCclieOBaHUSI BKIIOYAIM OILEHKY OOIIEro COCTOSHHS OOJIbHBIX,
KOTOpasi OILICHUBAJaCh MpPHU MOCTYIUICHUM W B JWHAMUKE 3a00JieBaHUSA C

IMOMOIIBIO CIICAYIOIIUX MCTOIOB UCCCICAOBAHUA!

- cOop xasnob 6oJILHOTO U CcO ciIoB Matepei. [Ipu a3Tom ocoboe BHUMaHUE
oOpamasioch Ha Hamuuue xapaktepHsix g KMII xano6. IlepBsiMu
npu3HaKaMu 3a0o0JieBaHUs SIBWJIOCh HAYWiIMEe OOIMX JKalo0 (BSJIOCTD,
0JIEMHOCTh, Ype3MepHasi MOTJIMBOCTb, OBICTPAst YTOMIISIEMOCTb MPHU (U3UUECKOM
Harpy3ke (H-p, TpH KOPMJICHHHM TpPYIbI0), OTCTaBaHWE B (PU3HUECCKOM

PAa3BUTHHIO, 4 TAKXKC HAa USMCHCHHA CO CTOPOHBI APYTI'UX OPraHOB U CUCTEM.

- OOBEKTHBHBIH OCMOTP U BBISBICHHE KIMHUYECKUX CHMITOMOB Y
0onpHbIX ¢ KMII BKiItOYanu: omneHKy oOIIEro COCTOSHUSL, OCMOTP, MEPKYCCHUIO

JUISL ONpeNeNieHue TPaHUI] OTHOCUTEIBHOW M aOCOJIOTHOW TYIOCTH CEpla,
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AyCKyJIbTallUIO CEp/lad, N3YyYCHUC HYACTOTHI U XapaKTCpa ITyJibCa, OIPCACICHUC
MCCTOIIOJIOKCHHUC U XapaKTCPa BCPXYHMICUHOI'O TOJIYKA, U3MCPCHUC rokasarejiei

apTepuanbHOTO AaBieHue (AJl).

B Xo0ae HCCJICIOBaHUMN MBI HCIIOJIB30BaJIN cilcayromue

HHCTPYMCHTAJIbHBIC MCTOAbI UCCIICAOBAHUA.

JKI' aiMarHocTHKa B CTaHJAPTHBIX, YCWICHHBIX NPEKApAUAIbHBIX U
IPYAHBIX OTBEACHMSIX [UIsi  MOJdydyeHus  uHpopmanmuu o  PyHKIMAX
MpoBEJEHUsI, BO30yXaeHuss U aBTomatusma cepaua. OKI' uccrnenoBanue
MPOBOJUIOCH MPHU TOCTYIUICHMM peOeHKAa B OTACJIICHHE, TEepeld BBIHUCKON
OOJBHBIX JAETeM €O cTalMoHapa, U 4epe3 6 MecsAUeB MOCie MPOBEIECHHOIO
jgedyeHud. 3a mnokazarenu HopmanbHOW OKI' y gerell NpUHSUIM TaHHBIE
H.A.benokour u M.B.KybGeprep u M.K. OckonkoBoii B BO3pacTHOM
WHTEpBAJIE  JIONIKOJIBHOTO U IIKOJBHOTO  BO3PAacTOB U JIaHHBIC

P.A.KantoxHOl B MOJPOCTKOBOM MEPUOIE JETCTBA.

Jns 3anmucu Tpex CTaHJAPTHBIX OTBEACHUM AIEKTOPJbl HAKIIAJBIBAIM Ha
paBoil pyke (KpacHasi MapKUPOBKa), Ha JIEBOU pyke ((KENTas MapKUPOBKA) U Ha
JeBO Hore (3en€Hasi MapKUpPOBKa). DTH 3JEKTPOAbl MOMAPHO MOAKIIYAIA K
aneKTpokapauorpady Il perucTpalud  KaKJoro U3 TpeX CTaHAapTHBIX
OTBEICHUN. YeTBepThId JJIEKTPOJ YCTAaHABIMBAJICS Ha MPABYIH HOTY JUIA
MOJKIIOYEHHS 3a3eMIISIFOLIIETO TPOBOJA (U€pHAsT MAPKUPOBKA).

CranpapTHble OTBEIEHHUS OT KOHEUHOCTEW MBI PETUCTPUPOBAIU B

CJICYIOIIEM 0 TAPHOM MOIKIIOUEHUH dJICKTPOIOB:
I oTBenenue — npasasi pyka (-) u neBas pyka (+).
IT orBenenue — npasas pyka (-) u jieBas Hora (+).
IIT oTBeneHue — ieBast Hora (+) u JieBas pyka (-).

3naku (+) u (-) 0003HAYAIOT COOTBETCTBYIOIIEE TIOJIKIIFOUCHHUE DJICKTPOIOB

K pa3HbIM MOJIFOCAM rajbBaHOMETPa (MOJOKUTEIHLHOMY U OTPHUIIATEIILHOMY ).
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Jlnsg 3amMcu TpeX YCWJIEHHBIX OIHOIIOIIOCHBIX OTBEJACHHM OT KOHEYHOCTEH

ANEKTPOABI MOAKIIIOYAINCH K IPABOU, JIEBOW PYKE U JIEBOU HOTE.
aVR — ycuneHHOe OJHOMOJIIOCHOE OTBEACHUE OT MPABOMl PYKH;
aVL — ycuieHHOe OJJHOIIOIFOCHOE OTBEJICHUE OT JIEBOU PYKH;
aVF — ycuneHHoe 0IHOMOIIOCHOE OTBEACHUE OT JIEBOW HOTH.

O0o03HaueHNE YCUJICHHBIX OJIHOIOJIOCHBIX OTBEIACHUUA OT KOHEUHOCTEH

MIPOUCXOJIUT OT MEPBbIX OYKB aHTTUHUCKHUX CJIOB: “a” — aKTUBHBIN, YCUICHHBIN
“V” — CUMBOJI HANIPSKEHUS

“L” - neBbIii

“R” - mpaBbIii

“F” — Hora

[Ipu 3anucu otBenenuss aVL nud@epeHTHbIN (aKTUBHBIN) 3JIEKTPOJ
HaXOAUTCS Ha JIEBOU pyke, MHIU(DDEepeHTHBINH - 00BEAUHSAI IPABYIO U JIEBYIO
HoTy; aVR — nuddepenTHpiit HaXoAUTCs HA MPaBoOM pyke, UHAU(DPEPEHTHBIN
— 00BEeAMHSLT JIEBYIO PYKY U JIeBYI0 HOry; aVF — nuddepeHTHsIi 251ekTpoa Ha

JeBoit Hore, HHAU(GEpPEeHTHBIN — 00BEAUHSIT MPABYIO U JIEBYIO HOTY.

I[J'ISI 3aIlIMCHU MMCCTU TI'PYAHBIX OTBCI[GHI/Iﬁ QJICKTPOAbI HAKJIAAbIBAJIMCHL Ha

CICAYIOIINC TOYKH:

e OtBeneHne V; — aKTUBHBIA DJJIEKTPOJl PACIOJOXKEH B YETBEPTOM
MeKpeOephe 1o MPaBOMY Kparo IPyIUHBI.

e OtBencHue V, — aKTUBHBIA 3JIEKTPOJ PACIOJOKEH B UYETBEPTOM
Mexpedepbe 1o JIEBOMY KParo TPYAUHBI.

e OrtBencHre V3 — aKTHBHBIA JJIEKTPOA HAXOAUTCA MEXAY BTOPOM M

YeTBEpPTOH Mo3ulirel, mpumepHo Ha ypoBHe |V pebpa.
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o OrtBenenne V, — aKTUBHBIN AJIEKTPOJ YCTAHOBIIEH B MATOM MeXpeOephe
I10 JIEBOM CPENMHHO-KIIOUYNYHOMN JTUHUU.

e OrtBenenre Vs — akTUBHBIA DJEKTPOJl PACIOJOXKEH Ha TOM XKe
TOPU30HTAILHOM YPOBHE, UTO U V4 MO JIEBOHM MepeHel MOAMBIIICUHON
JIMHUH.

e OrtBenenne Vg — aKTUBHBIA 3JIEKTPOJ HAXOJUTCA Ha JIEBOM cpeaHei
NOJAMBIIIEYHONW JIMHUM Ha TOM K€ TOPU30HTaJIbHOM YpPOBHE, 4YTO M
ANEKTPOABI OTBeICHUHN V41 Vs,

e OrtBenenne V7;- Ha mnepecedyeHMM TOpPU3OHTAIBHOTO YpPOBHS 4-TO
OTBEJECHUS U 3aJHEN ITOAMBIIIEYHON JINHUH.

e OrtBenenne V8- Ha mnepeceueHMH TOPU3OHTAIBHOIO YPOBHS 4-TO
OTBEJICHHS U CPEIUHHO-JIONATOYHOM JIMHUU.

e OrtBenenne V9- Ha mnepecedyeHUM TOPU3OHTAIBHOTO YPOBHSA 4-TO
OTBEJICHUS U IMapaBepTeOpaTIbHOMN JIMHHH.

B oOCHOBHOM peructpupyroT 6 TpyAaHbIX oTBeAeHud: ¢ VI mno V6.
OtBenenuss V7-V8-V9 HezacnyKeHHO peIKO HCIOIB3YIOTCS B KIMHHUYECKOM
MIPaKTHKE, TaK KaK OHM JAIOT 00jee MOJHYI WH()OPMAIIHIO O MATOJIOTHICCKUX

mporieccax B MUOKapie 3aaHel (3a1He-0a3a1bH0i) CTEHKH JICBOTO KTy I09Ka.

Uccnenosanne npoBoauiaock nocie 10-15-MUHYTHOTO OTIbIXa U HE paHee
geM 4epe3 2 4 moclie nprema nuiy. bolibHOM JToKeH OBITh pa3jeT A0 Mmosca,
FOJIEHHM JOJDKHBI OBITH TakKXe OCBOOOXKIEHBI OT oOxexkabl. 3anuch OKI
MPOBOAMUTCSE OOBIYHO B ITOJIOKEHUH OOJILHOTO JieXKa Ha CIIMHE, YTO IO3BOJISET
JOOUTHCS MAaKCUMAJIbHOTO pacciabyiieHusi Mbliiiil. J[Jisi yiydiieHus KadecTBa
OKI' m yMeHbLIEHHS KOJMYECTBA HABOIAHBIX TOKOB CJEAYET OOECIEUHTh
XOpOIIMA KOHTAaKT JJIGKTPOJOB ¢ Koxkeid. Jlms 3Toro  HEOOXOAMMO:
MpeABaAPUTEILHO 00€3KUPUTH KOXKY CITUPTOM B MECTaX HAJIOXKEHUSI DJICKTPOJIOB;
MPpU  3HAYUTEIIBHOW BOJIOCUCTOCTA KOXH CMOYWUTH MECTa HAIOXKEHHS
AJIEKTPOJIOB MBUIBHBIM PACTBOPOM; IIOJT DJIEKTPOJbl MOIJIOKHUTH MapJICBbIC

MPOKJaAKHu, cMoueHHble 5 — 10% pacTBOpoM XJjopuaa HATpHsl, WIH MOKPBITH
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QJICKTPOAbI CJIIOCM CHGHH&HBHOﬁ TOKOHpOBOI[HI]_[eﬁ MMacCcTbl, KOTOpPAA IO3BOJIACT
MAaKCUMAaJIbHO CHU3UTb MCIKIJICKTPOJIHOC COIIPOTHUBIICHUC. B HACTOAIICC BPEMA
MHOTI'HC HUCCICOAOBATCIIM OTKA3BIBAIOTCA OT IIPHUMCHCHHUSA MAPJICBLIX IIPOKIIAOOK,
KOTOpBIC B IIpOoHECCC HCCICIAOBAHMA 6I>ICTpO BBICBIXAKOT, YTO PE3KO
YBCIMYNUBACT OJJICKTPHYCCKOC  COIIPOTHUBJICHUC KOXH, HW IIPCANOUYUTAIOT
HCIIOJIB30BAaTh JJICKTPOAHYIO IMACTy WJIH, I10 KpaﬁHCﬁ MCEpC, OOMJIBHO CMaynBaTh

KOy B MECTaX HaJIOXKEHUS JIEKTPOJI0OB PACTBOPOM HATPUS XJIOPHUA.

Bnauane 3anuceiBanu OKI' B crangaptasix otBeaenusix (I, I, II), 3atem B
YCUJICHHBIX OTBeJeHUsIX oT koHeyHocTed (aVR, aVL u aVF) u rpyassix
orBeaeHusax (V1— V6). B kaxaom OTBEIECHHHM 3alUCHIBAIOT HE MeHee 4
cepaeunbix HUKIOB PQRST. OKI' peructpupyror, Kak npaBuio, Mpu CKOPOCTH
nBkeHus oymaru 50 Mm/c. MeHbIyro cKOpocTh (25 MM/C) UCTIONB3YIOT MpH
HeoOxoaumoctu 6oiee quutenbHol 3amucu DKI', Hampumep s TUarHOCTUKH

HapyLIEHUN pUTMa.

Cpazy nocine OKOHYaHUsI UCCIEOBAHUS Ha OyMa)KHOU JICHTE 3aluChIBAIIN
dbammwinio, WM W OTYECTBO TAlMEHTa, €ro BO3pacT, JaTry MW BpeMms
uccienoBanus, Homep uctopuu 6omnesnu. Jlenta ¢ KT gomxHa ObITH pazpezana
MO OTBEACHUSM W HAaKJIeeHa Ha CHCHHAIbHBIM OJaHK B TOM K€
MOCJIeIOBATEIHLHOCTH, KOTOpas Obliia peKkoMeHjoBaHa aJisi cheMku DKI'.

Ix0-KI' wucciaenoBanusi mnposeaeHsl B kinHuke TamlIMU u
PCHIIMIIII na anmapare wMapku «Acuson 128 xp» (CIIA). U3mepsiuch
OCHOBHBIE MOpP(POMETPUYECKHE XAPAKTEPUCTUKU CEpIla U MaruCTPabHbBIX
COCYJIOB B  COOTBETCTBMM C  pPEKOMEHIAIMAMHM U  pa3pabOTaHHBIMU
HopMaTuBamu Y3U — cnenuanucToB. ITOT METOA HE TpeOyeT Kakoul - Jubo
noAroToBkU. [IpoBOAMTCS B TOJOXKEHHWH JieKa HA CIMHE W/WIM Ha OOKy, HE
BBI3BIBAET HEMPHUATHBIX OIIYIIEHUN (pa3Be 4YTO OT JAaBJEHUSA JaTYUKOM Ha
IPYJHYIO CTEHKY U MCIOJb30BaHUs CIIEMAIBHOTO Telist). Bpems uccinenoBanus
30-60 MuHYT. 3aKIIOUCHHE BBIJIACTCS HA CIEHHAIBHOM OJaHKE C yKa3zaHueM
pe3yJbTaTOB CTaHJAPTHBIX HW3MEPEHUNW M omnucaHueMm wucciegoBanus. I[lpu
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anmapaTHOW BO3MOXHOCTH MUMEET CMBICI 3aMucaTh UCCIEIOBAHUE HA OOBIYHBINA
KOMITBIOTEPHBIA JTUCK. ITO TO3BOJIUT MPH HEOOXOJAMMOCTH TOIYYUTH BTOPOE
MHEHHUE 0 MPOBEICHHOMY HCCIIEIOBAHNIO, KAPTUHOK M PACIEYaTOK ISl 3TOrO
HEJIOCTATOYHO, T.K. CEpPJlle CTPYKTypa AMHAMUYECKasi, U BaXKHO OIICHUBATh €ro
paboTy UMEHHO B BUJICO PEKUME.

Ha ocHOoBaHuM M3MepsieMbIX BEJIMYMH PACCUUTHIBAIMCH TOKA3aTENM KOHEUHO-
JTUACTOJIMYECKOTO W KOHEYHO-CHCTOJIUYECKOTO OO0BEeMa JIEBOTO KEITyJ0uKa
(KOO u KCO JIXK, mn) o dopmyne L.Teichhols, yaapusiit 06bem (YO): KJ1O-
KCO (mi), muryTHbII 00beM kpoBooOparmieHuss (MOK): YOXUCC (n/mMun),
dpakius Beiopoca YO:KI1O (%). st olleHKU CUCTONMYeCKOM (PyHKIIUU cep/iia
uccienoBanu: ¢pakuuo BeiOpoca (DB), pasmep nesoro xkemynouka (JIDK) B
cucrony (KCP), pasmep JIK B nuactrony (KJIP), KkOHEUYHBIN CUCTOJIMYECKUN
o6beM JneBoro kenynouka (KCO), KOHEUHBIH JUACTOIMYECKUM O0OBEM JICBOTO
xenynouka (KJO), ynapusiit 06bem kpoBu (YO). [l o1ieHKu AMacTOIM4eCcKOM
byHKUMM ompenessii pazMepsl JieBoro mnpeacepausa (JIII), makcumanbHyro
CKOPOCTh TPAaHCMUTPAIBHOTO TIOTOKa B (a3zy paHHEro JIUacTOJMYECKOTrO
HamojHeHusT  JieBoro  kenyaouka  (E),  MakcumanbHyr0O  CKOpPOCTH
TPAaHCMUTPAIBHOTO TOTOKa B (hazy CHUCTONBI Tpeacepauit (A), OTHOIICHHE
MaKCUMAaJIbHBIX CKOPOCTEH TPAaHCMUTPAIBHOTO TIOTOKAa B (a3bl paHHEro
nuactosmyeckoro HanosiHeHus JDK u cuctonbl npencepnuii (E/A). BaxHbim
MoKasaTesieM, IMO3BOJISIOMKUM OOBEKTUBHO OTCIICKHBATh YBEIHMYCHHE Kamep
ceplilla MpU TUHAMUYECKOM HAOJIOJEHUH, SBIISETCS WHACKC C(EpUYHOCTH,
KOTOPBIM pPACCUUTHIBACTCSA IO YETHIPEXKAMEPHOMY H300paKEHUIO cepjlia B
JTMACTOJIy W SIBJISIETCS OTHOIIICHHWEM TPOJOJBHOTO pa3Mmepa MOJOCTH JIEBOTO
XKenynouka (OT BEpXYIIKM cepllla A0 JIMHUM KJIalmaHHOTO KOJbIA) K
MaKCUMaJIbHOMY TIOTIEPEUYHOMY pa3Mepy B CPEIHEN TpeTH JIEBOTO Kelryaouka. B
HOpME HHACKC chepudHOoCcTH cocTaBiseT 1,8—1,6. CHIKEHHE 3TOrO MOKa3aTels
B JIMHAMHKE 110 1,5 ¥ HUXKE CBUIIETENBCTBYET O MPOTPECCUPYIOLICH ITUIIATallUN
neBoro xenyaouka. [Ipu JIKMII ormeuaeTcs nuiiaranus Bcex MOJOCTEN cepalia,

najgaer (¢pakuus BbIOpoca JIEBOTO OJKENIyJo4Ka. Takxke TMpu JTaHHOU
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VCCIIEIOBAHUH BBISIBIBSUINCH KJIAIMAHHBIE HAPYIICHUS B BUJIE€ HEIOCTATOYHOCTH U
CTEHO03A.

Pentrenorpauss rpyaHoOM KJIETKH MPOBOJIWIACH B MPSIMOU MPOCKIUH,
W, 10 TIOKa3aHWUSM, B OOKOBOW TPOEKITMH, OIEHUBAIUCH BUI W Mopdomorus
MHEBMOHUYECKOW  MHQUIBTpAIMM;  HEPABHOMEPHOCTh  ITHEBMATHU3AIINH;
HaJMyue WHTEPCTULHAIBHBIX HU3MEHEHUM; aTEJIEKTa30B U KapAUOMETaIUuU IO
3HAQYECHUIO KapAUOTOPAKAJIBHOIO MHJIEKCA COTJIACHO T'pajlalliy, MPEII0KEHHOU

FO. H. KoncrantunoBbim (1963).
Kapnunoropakaneusiii unjaexc (KTH) Beruncnsiercs mo popmyie:
KTH = ((MR+M1)-100%) / bazanvustii ouamempa 2pyoHoll Kiemku

rae Mr+MI - nonepeunblit TuaMeTp cep/ila, paBHbI cyMMe MEepPIeHIUKYISPOB,
ONMYIIECHHBIX HA CPEOHIOI JIMHUIO W3 CaMbIX OTHAJEHHBIX TOYEK IIPaBOrO H
JIEBOTO KOHTYpoOB cepana, T. €. KTU - 310 oTHOIIEHNHE MONepeyHoro auaMmerpa
cepiana K OazalbHOMY JAMaMETpy TpyAHOW KieTku B mporeHtax. FO. H.
KoncrantunoB (1963) Beigensier 3 crenenu yenuuenuss KTU: HopmanibHas
BenuunHa He npebinaeT 50%, yBenudenue I crenenu - 50 - 55%, 11 crenenu -
56 - 60%, III crenenu - 6onee 60%. Onpenenenne KTU sBnseTcs mpocTeIM U
yIOOHBIM METOJOM JUIsl OLIEHKM pa3MepoB cepaula B AuHamuke. Cremyer
IIOMHUTb, YTO Y HOBOPOXKJIECHHBIX U JIETEH C O0KUPEHUEM B CBS3U C JIEKAYUM

nosnoxxenrem cepana KTU B Hopme MokeT cocTaBisTh 10 53 - 55%.

Cratucruyeckue  MeToabl. J[Id1  CTaTUCTHYECKMX  pacyeToB
ucnoas3oBanu crangapTHeie (MS Excel 2002, Statistica 6,0) u crneuuaibHO

pa3paboTaHHbIE TPOTPAMMBI.
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BbeIBOABI K TJ1aBe 2

Takum o0pa3oM, Uil BbISBICHHS (PAKTOPOB pUCKA U HU3YUYECHMS
O0COOCHHOCTEHW KIMHUYECKOTO TEYEHHS B 3aBHCHUMOCTH OT Bo3pacta KMII y
neTe OosbllIoe 3HAYEHHE MMEET KOMIUIEKCHOE O00CIIeJOBaHME, BKIIIOYAIOIINE
KJIINHUYECKO-aHAMHECTUYECKHE, (byHKIIMOHATbHbBIE u nabopaTopHbIe

apaMeTpsl.
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I'nasa |11

Pe3yabTaThl COOCTBEHHBIX HCCJIEI0BAHNM

3.1 OcHoBHbIE pakTOpBI, ciocobcTBYOMUE pa3suTuio KMII y nerei

Ha 310poBbe U Onaromnonyyue JtOJ€H Ha CETOAHSIIHUN JIeHb BIIUSIOT
MHOTO (DaKTOpOB, OHU MOTYT OBITh MO3WTUBHBIMUA WJIM HETATUBHBIMU. Takwe
(bakTopsl HA3bIBAIOT ONPEICISAIOMUMU (MU JIETEPMUHUPYIOIIUMH), WU
JIeTepMUHAHTaMH 3710poBbs. Cpeau (akTOpOB, BIUAIOMIUX HA 30POBbE, €CTh
TaKhe, KOTOPbIE HaXOAATCs BHE c(ephl BIUSHUS YEIOBEKa, HAllpUMEpP, BO3PACT,
MOJI, HACIEJCTBEHHOCTh, (akTop nuTaHusa. OJHOBPEMEHHO CYIIECTBYIOT
(hakTOpbl, KOTOPHIC JIIOJU MOTYT KOHTPOJIMPOBATh, HapuUMep, PpakTopsl 0Opaza
KU3HU. B 11€70M, OHM ONpenemnstoTcsl Kak OWOJIOTMYECKUE JIETCPMUHAHTHI.
BaxxHoi1 1eTepMUHAHTOM 310POBBS SIBISIETCA OKpYy»Karomias cpeaa. B Hactosmee
BpeMs Ha (POHE PKOJOTMYECKOTrO HEeOJIaromnojydus B pe3yJbTaTe BO3JEHUCTBHS
MATOTEHHBIX XUMHUYECKUX U (U3UYECKUX (DAKTOPOB OKpYyKalOUEHd Cpebl
napajyieIbHO € POCTOM 3a00J€BAEMOCTH HM3MEHWJIAch CTPYKTypa CEpAECYHO-
COCYJIUCTBIX 3a00JICBaHMM Yy ACTEH C TEHACHIMEH K YBEIIMYCHHIO YaCTOTHI
METa0OMYECKUX HapylIeHud B MuoOKapae. HemamoBaxHOW neTepMUHAHTOM
3JI0pPOBbsI ABJISIETCS COLMAIbHAs cpefa (COLMOKYIbTYPHbBIE YCIOBHS, B KOTOPBIX
pacTyT JeTH, HAUWHAs C paHHET0 BO3pacTa, 00yuYeHHEe, BOCIIUTAHNUE).

CoriacHO  TIOCTaBJICHHBIM  3ajJayaM HaMH  H3y4eHbl  (DaKTOpHI,
cnocoOctBytoue pazpututo KMII y gereit B 3aBUCHMMOCTH OT BO3pacTa.
N3yuyenue 3Ha4eHUs COIMATBLHO-9KOHOMUYECKUX (PaKTOPOB MOKA3aJl, YTO OHU C
OJIMHAKOBOM YaCTOTOM BCTpPEYAIOTCS BO BCEX BO3PACTHBIX Tpynmax (T1ab.3.1)

Tadauua 3.1.1
CpaBHUTe/IbHASI XAPAKTEPUCTHKA COIHAJIbHO-IKOHOMUYECKHX (PAKTOPOB

y aereit B 3apucuMoctu 0T (popmbl KMII

IHoka3zarenn \ Irpynma \ 2rpynna ’ 3rpynna ’ 4rpynma ‘ Srpynma ’
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(mo 3 mer) | (3-61eT) (7-10 (10-14 (14-18
n=27 n=9 JIET) JIET) JIeT)
n=12 =6 =18
ConunaabHBIN 5 - - 5
YpOBEHb HU3KHI (18,5%) (27,8%)
OTtcyTcTBHE 10 2 3 2 7
MOCTOSIHHOT'O (37,03%) (22,2%) | (25%) | (33,3%) | (38,9%)
WCTOYHUKA JT0X0Ja
MHoroaeTHbIE 10 2 4 1 7
cembu (0oiee 3-x | (37,03%) (22,2%) | (33,3%) | (16,7%) | (38,9%)
neTei)
HeOGnaronpustHbIit 5 - - - 2
IICUXOJIOTHUECKHI (18,5%) (11,1%)
KJIUMaT B CEMbE
[TomyueHHbIE pe3yNbTAaThl HMCCICAOBAHUN IMOKa3bIBAIOT, YTO CPEIH

BBIABJICHHBIX ACTCPMHHAHT 3A0POBbsA, OKa3bIBAIOIHX HeOJ1aro IMPHUATHOC

Bo3nelictBue Ha (popmupoBanue KMII, Gombinyt0 posib UrpaeT COLMATbHBIMN
dbakTop, BKIIOYAIONMIUNA COIMAIbHBIA YpPOBEHb CEMbHM, MHOTOJETHOCTh U
HeOJIaronpusiITHLIN KJIMMAaT B CEMBE.

Nzyuenue daxtopoB pucka 601apHbIX ¢ KMII B 3aBUCMMOCTH OT BO3pacTta
CBUJICTEJILCTBYET O TOM, UTO 3a00JICBAaHUE B BBICOKOM  IPOICHTE
PETUCTPUPYETCSI B CEMBAX C OTCYTCTBHEM IOCTOSIHHOIO HCTOYHHMKA J10XOAa
(37,03%) wm S-rpymmel  (38,9%),

ncuxonornyeckum kiaumatoMm (18,5%) u (11,1%) m B MHOTOAETHBIX CEMbSIX

cpenn gerei 1 HEOJIaronpUsITHHIM

(6omee 3-x nereit) (18,5% u 11,1% cOOTBETCTBEHHO).
Taoauna 3.1.2.

Ouenka meguko-onosornyeckux gpaxkropos y aereit ¢ KMII B 3aBucumoctu

0T BO3pacTa

ITokazarenu lrpynna 2rpynna | 3rpynna | 4rpynna | Srpynna
(mo 3 mer) | (3-61er) (7-10 (10-14 (14-18
n=27 n=9 JIET) JIET) JeT)
n=12 n=6 n=18
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Manpunku

30% 10% 25% 10% 25%
JleBouku
46,75% 15,62% 6,25% 6,25% 25%
Bo3spact poaureneit 7 2 3 1 4
crapiie 35 Ha (25,9%) (22,2%) (25%) (16,7%) | (22,2%)
MOMEHT POXKICHHSI
pebeHka
br3kopoACTBEHHBI 3 2 2 - 3
it Opak (11,1%) (22,2%) | (16,7%) (16,7%)
HacnenctBennas 5 2 3 3 1
OTSTOIIEHHOCTD (18,5%) (22,2%) (25%) (50%) (5,6%)

AHalM3 MEIUKO-OMOJIOrMYecKuX (paKTOPOB MOKa3all, UTO 3a00JIeBaHUE HE

CBA3aHO C IIOJIOM M BCTPCUACTCA KaK CpCIAr ACBOYCK TAK M MAJIbYUKOB. CpGI[I/I

neredd 1 u 2 rpynn 3a0o0JieBaHUE Yallle BCTpEeUasioch y AeBouek (46,75% u 15,62

% COOTBETCTBEHHO), @ B 1, 3 u 5 rpymnmax Obu1o Oosibiiie Manb4ukoB (30% ,

25% u 25% COOTBETCTBEHHO), B S5-TPYIINE KOJIMYECTBO JIEBOUEK W MAIbUHUKOB

OBLT0O OJMHAKOBBIM M COCTaBWIIO 10 25%. HanOosapmmM OBLUIO KOJIHUYECTBO

OOJBHBIX paHHETO U MOJIpocTKOBOrO Bo3pacta (37,5% u 25% COOTBETCTBEHHO).

Bo3spact matepeii oOcinenoBaHHbIX geTeil konedancs ot 17 mo 40 ner.

Bo3pact KeHIIMHBI HAa MOMEHT POXKIIEHUS JAHHOTO peOeHka crapiue 35 ser

MOJKCT KOCBCHHO CBHACTCIBCTBOBATE O HAPYIICHHUU COCTOSAHHA COMATHUYCCKOI'O

Y PENPOAYKTUBHOIO 3I0POBBS Y OTHUX JKEHIINH, N03TOMY pa3Butue KMII Takxke

ObLJI0 00YCIIOBIIEHO ATUM ToKa3zaTeneMm. KonumdecTBo matepeii crapiie 35 ner

HA MOMEHT pOXJIEHUS JaHHOTO peOeHka ObUT TMOYTH pPaBHBIM BO BCEX

BO3paTCHBIX rpynmnax (25,9% cpenu aereit 1-rpynmnsi,

IPYIIIIBI,

Cpelu AeTeil S-Tpymibl)

22,2% cpean nereu 2-

25% cpeau pereit 3-rpynnsl, 16,7% cpenu nereit 4-rpynmnsi, 22,2%

[IpeapacnonokeHHOCTh K ILEJIOMYy psay 3a0o0JieBaHU T'€HETHYECKU

ACTCPMUHHUPOBAHA.

H&CJ’ICI{CTBGHHOCTB H Cpcaa BLICTYIIAOT B KaA4YCCTBC

ATUOJIOTUYECKHUX (DaKTOPOB M UTPalOT pojb B MATOreHe3€e J000ro 3a00sieBaHus
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YCJIOBCKA, OAHAKO J0JI UX YYAaCTHA IIPU KAKIAOM 3a00J1€BaHU U CBOs, IIPHUYICM,

4yeM OO0JIbITe 1011 OHOTO (haKTOpa, TEM MEHBIIE BKJIA JPYTOro.

Cpenu obcnenoBanHbix y 950% geredt  4-rpynmbsl  OJHUM U3

npeapacnoyaralomux (pakTopoB sl pa3BUTHS OOJIE3HU ChITpajia  POJb

HaCJICACTBCHHAs OTATOIICHHOCTD. BJII/IBKOpOI[CTBCHHIﬂe 6paKI/I TAKIKC

perucTpupoBajach B UETBIpEX TIpynmax 3a HCKIOYeHHueM 4-Tpynmbl, U B

0O0JIbIlIEM KOJIMUECTBE cpeau aeteit 2 rpynmsl (22,2%) (1ab.3.2).

Taoauna 3.1.3

I[aHH])Ie AKYIIECPCKOIro anHamMHe3a MaTepeifl IleTeﬁ B 3aBHCHUMOCTH OT

PEeruoHa nmpokKuBaHus

[Tokazarenn Irpynna | 2rpynma | 3rpynma | 4rpynma | SrpyImma
n=23 =9 n=12 =6 n=18
[IpexneBpeMeHHbBIE 2 - - - 3
POJIBI (7,4%) (16,7%)
Beikuaslmm 3
(25%)
['ecto3 I mosioBUHBI 12 2 2 1 8
(44,4%) | (22,2%) | (16,7%) | (16,7%) | (44,4%)
['ecto3 Il mosoBUHBI 4 1 2 1 4
(14,8%) | (11,1%) | (16,7%) | (16,7%) | (22,2%)
AHeMus BO Bpemsi 20 4 6 3 10
OEepeMEeHHOCTH (74,1%) | (44,4%) | (50%) (50%) (55,6%)
CpouHbi€ pojb 12 6 4 2 3
(44,4%) | (66,7%) | (33,3%) | (33,3%) | (16,7%)
KecepeBo ceuenue 1 - 3 - -
(3,7%) (25%)
Aboprt 1 - - - -
(3,7%)
JKCTPAreHUTAIbHAA
NaToJIOTUs
['unepToHnyeckas 1
00J1€3Hb (16,7%)
1 - - - -
3aboseBanus CCC (3,7%)
1 - -
Xp.muonoHehpuT (11,1%)
OPBU 27(100%) | 9(100%) | 12(100%) | 6(100%) | 18(100%)
XPpOHUYECKUH 16 2 3 - 8
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| ToH3HLIHT | (59,3%) | (22,2%) | (25%) | | (44,4%) |

CraTucTUYECKHl aHAJIU3 MMOKAa3bIBAET, YTO B PA3BUTUU KapAHMOMHOMATHI
NPEUMYIIECTBEHHOE MECTO MPUHAUICKUT 3a00JEBaHUAM, CBS3aHHBIM C
o0pa3oM >KM3HH U CO 3JI0pOBbEM OYAYLIUX POAMUTENECH U MaTepu B IMEPHUO]
OoepemeHHocTu. HMccnmenoBaHusi MOKa3ajad, 4YTO OJHOM M3 MEIHKO-
OMOJIOTUYECKUX JCTEPMUHAHT, OKa3bIBAIOIIEH CYIIECTBEHHOE BIUSHUE Ha
pasButue CC3, sABISETCS TaKXKE OTATOUIEHHOCTh AaKYIIEPCKOr0 aHaMHe3a
MaTepen.

Hamu  u3ydensl  maTepuHckue  (akTopbl  puUCKa  Pa3BUTHS
KapauoMuonatuii.  JIns  OIEHKM  MPOTHOCTUYECKUX  HEOJArompUsITHBIX
aHAMHECTUYECKUX JAHHBIX PacCMATPUBAIUCH: BO3PACT MATEPH, COMATUYECKAS
MaTOJIOTHUsI OEpPEeMEHHOM >KEHIIUHBI, HaJTu4Yhe WHOEKIIMOHHBIX 3a00JeBaHUN BO
BpeMsi OEpEMEHHOCTH, XapaKTep TeUeHUs OEpeMEHHOCTU. AHAIN3 COCTOSHUSA
3I0pOBbsi  OCPEMEHHBIX JKEHIIUH TMPOBOAWICS C TO3UIHUU  KOHIICTIINH
MIEPUHATAIIBHOTO PHUCKA.

[Ipr aHamM3e HKCTPAr€HUTAIBHOM IMATOJIOTUHA YCTAaHOBJIEHO, 4TO 17
OepeMeHHbIX OJKkeHIMH 1 rTpynnel (62,96%) cTpamamu CcoMaTHYECKUMU
3a00JIeBaHUSIMU, CO3JAIOIIMMHU PUCK TUIOKCHM IUIOAA. DTOT MOKa3aTelb y
Marepe JeTred ocTanbHbIX Tpymm coctaBuin 33,3%, 58,3%, 50%,72,2%
COOTBETCTBEHHO. Hepenko y >keHIIMH HaOJII0JaIoCh COYETaHUE HO30JIOTHH.
OTArOmIEHHBI  PENPOAYKTHBHBIM  aHAMHE3 y  JKEHIIMH B BHJE
CaMOITPOM3BOJIBHBIX BBIKUIBIINICH HaOmomancss Toiabko B 3-rpymme 25%
ClIy4asix, IPEKIEBPEMEHHBIE POJbI - PETUCTPUPOBAINACH B 7,4% ciydasx B 1-
rpymre, 16,7% cnyyasx B S-rpymre.

HebnaronpusTHbIN aKyIepckuii aHaMHe3 ObLT 0oJiee XapaKTepeH /s IeTer
1 rpynmbl: GepeMEeHHOCTh MpoTeKana ¢ npedkinamicueil y 44,4% wmarepelt, Ha
dbone anemmu y 74,1%. VY HuUX ke OTMEUYEH HambOoiee BBICOKUN MPOICHT

poxnaeHuss HepoHomeHHbIX neTei  (7,4%). Y Bcex KeHmUH OepeMEeHHOCTh
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npotekaia Ha ¢one OPBU B mepBoii mosoBUHE WM BO BTOPOM MOJIOBUHE, Y

16,7% matepeit

ConyrcrByromue 3a00/1eBaHUS

Taoauna 3.1.4.

y aeteid ¢ KMII B 3aBUCHMMOCTH OT BO3pacra

AHeMus lrpynna | 2rpynna | 3rpynna | 4rpynma | Srpynma
Pa3IM4YHOMI n=27 n=9 n=12 n=6 n=18

CTeleHn
Her 9 (33,3%) |4(44,4%) | 8(66,7%) 4(66,7%) | 14(77,8%)
ler 13 (48,1%) | 4(44,4%) | 4(33,3%) 2(33,3%) | 3(16,7%)
2cr 5(18,5%) |1(11,1%) |- - 1(5,6%)
3a0osieBanne lIrpynna | 2rpymma | 3rpynna | 4rpynma | Srpynmna

n=27 n=9 n=12 n=6 n=18

[THeBMOHMS 1 (3,7%) 1(11,1%) | 1(8,3%) 1(16,7%) | 1(5,5%)
benkoBo 16 (59,3%) | 3 (33,3%) |4(33,3%) |- 6(33,3%)
JHEpreTuyecKas
HEJl.
TJIOMEpPYJIOHEPPHUT | - 1(11,1%) |- - -
SHIICaTONaTHSI 1 (3,7%) - - - -
Xp.nmuenoneppur | - 2 (22,2%) | - - 3(16,7%)
Xp.TOH3UJUTAT - 1(11,1%) | 3 (25%) 3(50%) | 3(16,7%)
XO0IEIUCTUT 3(48,1%) |- 2 (16,7%) |- 1(5,5%)
HuddysHelii 306 | - - - - 1(5,5%)
Punut 6 (22,2%) |1(11,1%) |1(8,3%) |1(16,7%) | -
[TaxoBo- - - 1(8,3%) |- -
MalIOHOYHAas
IpbDKa

Jlnst nuarHocTuky U paHHero BbisiBiieHns KMII umeer Gosblioe 3HaueHue

AHAMHCCTHYCCKHC JaHHBIC O IICPCHCCCHHBIX 3a00JI€BAaHUAX U HUX DTHOJIOTHS.

N3yuenune

HaIn4us

COIIYTCTBYIOIIHX

3a00JIEBaHUM

cpenu

oOcJieTOBaHHBIX JeTel IMoKa3ajo, 4To y AeTed panHero Bo3pacta ¢ KMII mo

MPUOPUTETHOCTH BCTPEYAEMOCTH HAOIIOJAINCH CJEAyIoNUe 3a00JIeBaHUS:

OCJIKOBO AHEpreTudeckas HeaoCcTaTOYHOCTh (59,3%) u xonenuctut (48,1%),
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pa3IMYHOM CTeneHu Tsbkectu aHemust (66,6%), punuT (22,2%), NHEBMOHUSA
(3,7%) w oHuedamonatus (3,75%), Torma Kak cpeam AETEH S-TPyIIbI
BCTpPCUAINCh  Cleaylomue 3aboieBaHusi :  OCIKOBO  JHEpreTudeckas
HegocTaTro9HOCTh (33,3%), pasmuuHoit cremeHu TshkecTH aHemus (22,3%),
nHeBMoHus (5,5%), nuddy3usbiii 300 (5,5%), xpounyeckuid TOH3WLIUT (16,7%),

xponudeckuii nuenaonepur (16,7%), xoneuuctur (5,5%).

CpCI[I/I I[GTGﬁ OCTAJIBHBIX T'PYIIII 3THU 3a00J1eBaHH BCTPCUAINCH PCIKC HUIIU

BOBCC OTCYTCTBOBAJIH.

CpaBHUTENBHBIN aHAINW3 IOKa3aj, 4TO (PAaKTUUECKH BCE YKa3aHHBIE
COIYTCTBYIOIME  3a00J€BaHUS  NPEBATUPYIOT y  JETEl  paHHEro W
HOJIPOCTKOBOTO BO3pacTa. TOJBKO XPOHMYECKHH TOH3WUIUT OOJbLIE BCEro

HaOJII0/1aJIOCh y JIETEH cTapllero mKoJIbHOTo Bo3pacTta (50%).

Takum o0pazom, u3yuenue QaxtopoB pucka pazsutuss KMII y nereit
MoKas3aj, 4yTo JUIs JIETe paHHEro Bo3pacTta HauOosiee 3HAYMMBIMU SIBIISIOTCA -
BO3paCT poAMTENIed Ha MOMEHT pOXIeHHs pebeHka crapmie 35 Jer,
OTSTOILIECHHBIN aKylIepCKUi aHaMHe3 MaTepu (OCIOKHEHHUS U
IKCTpareHUTAIbHbIE 3a00JIEBAHMS Y MaTepyU BO BpeMsi OEPEMEHHOCTH, aHEMMUS,
3a00JIeBaHUs TMOYEK U Cep/lla, ANIEPTUYECKUE PEAKIUH), a Y IeTel CTapIlIero u
MOJIPOCTKOBOTO BO3pacTa - MEPEHECEHHbIE MH(PEKIMOHHBIE U CONMYTCTBYIOIIHE
3a0oneBaHusl (Kapuec 3yOOB, XPOHUYECKUU TOH3WILIUT, PA3IMYHON CTEICHH
TSDKECTH aHemusi, Iu(@y3HbId 300, 3aTSHKHOM M XPOHUYECKUU OpPOHXUTHI,
BHEOOJIbHUYHASI TMHEBMOHUSI, XPOHHYECKUN TMHeToHeDpUT) Ha BCeX HTamax
pazButus. ['eHetmueckue GakTopbpl, Takue€ KaK HACJIEICTBEHHOCTb U

OJIN3KOPOJCTBEHHbIE OpaKkH 3HAUMMBbI y BCEX JIETEH HE3aBUCUMO OT BO3pacTa.

3.2. KnuHuKo-PpyHKUMOHAIbHbIE 0COOEHHOCTH TEYEeHUsSI KapAUOMHUONATHIA

y AeTeil B 3aBHCMMOCTH OT BO3pacra
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N3yuenune KITMHUKO-()YHKITMOHATTbHBIX 0COOEHHOCTEH TEUCHUS
KapJAUOMHUOIIATUM B 3aBUCHUMOCTH OT BO3pacTa CBUACTEIILCTBOBAJIO O TOM, YTO
CUMIITOMBI COOTBETCTBOBAIM (POpME KapAMOMHOIIATHH.

Taoauna 3.2.1

OcHOBHBIE KAJT00bI 00JIHLHBIX

Kanoodbl lrpynna | 2rpynma | 3rpynna | 4rpynma | Srpynmna
n=27 n=9 n=12 n=6 n=18

bnennocts 26 (96,3%) |9 (100%) |12 6(10%) | 17(94,4%)

(100%)

Wxrepuunocts | 1(3,7%) - - - 1 (55,6%)

CnabocTb 100% 100% 100% 100% 100%

4acThle 100% 100% 75% 83,3% 55,6%

IPOCTYABI

OJIBIILIKA 96,3% 66,7% 75%% 66,7% 94,4%

HENPUATHBIE 10(37,03%) | 3(33,3%) | 5(41,7%) | 4(66,7%) | 15(83,3%)

OLLlYILICHHE U

oonmu B oOnactu

cepaua

AHanmu3 kajno0 HaApYUIEHUH CEpIEeYHON JIEeATENbHOCTH  MO3BOJIUI
BBIJICJINTh TPU OCHOBHBIX KIMHUYECKUX CUHIAPOMA - ACTEHO—BETETAaTUBHBIM,

KapIHAJIBHBIA U KapAHUOPECTIMPATOPHBIN.

Cpenu >xanod HamboJiee pacnpoCTpaHEHHBIMU ObLIM 0OIasi c1abocTh,
OJIBIIIIKA, YACThI€ TPOCTY/IHBIC 3a00JICBAHNS, HEMTPUATHBIC OLIYIIECHUS WU 0OJIH
B obmactu cepama. Ilociaegnee Hambojee OBLIO XapaKTEpHO IETAM Ooliee
CTapIIero Bo3pacra.

[IpusHaku cepaeyHON HEIOCTATOYHOCTH, KOTOphIE HAOIIOIaINuCh Y
HalX OOJBHBIX SIBJISIIOTCS KJIMHUYECKUM SKBUBAJICHTOM CHCTOJHUYECKOM
TUCPYHKIIMM JIEBOTO >Kenyaouka. Bo3HukHOBeHue W mporpeccupoBanne CH
CBSI3aHO CO CHIDKEHHEM CEPJIEYHOT0 BBIOpOCa (C CUCTONMYECKON TUCHYHKITUECH )

N C 3aCTOCEM KpPOBH B JICTOYHBIX WM CHUCTCMHBIX BCHAX BBIIIC 0CJIa0JICHHOTO
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oTHena cepaua. OTH NPU3HAKKM KOHKOPJAHTHO CBSI3aHbl C JUHAMHUKOU
3aboneBanus. CepeuHasi HEIOCTATOYHOCTH MPOSBIIATIACH B BUJE BBIPAXKEHHOI
OJIEAHOCTH KOKU C YMEPEHHBIM MEPOPAJIbHBIM IMAHO30M, HAJTMYMEM BIIAXKHBIX

XPHUIIOB B JICTKUX W OABIIIKH.

Bce mnpusHaku cepieyHOW HENOCTaTOYHOCTH B BHJE OJIETHOCTH KOXKHBIX
MIOKPOBOB, OJIBIIIKH, BJIQXKHBIX XPUIOB B JETKUX HAOMIONATUCh y JEeTEH MpH

Bcex popmax KMII.
Tabauna 3.2.2

Yacrora BCTPEYACMOCTH CTCIICHHU cepueqﬂoﬁ HEA0CTATOYHOCTH Y JaeTen ¢

KMII

Crenenu lrpynma 2rpynmna 3rpynna | 4rpynma | Srpynmna
n=27 n=9 n=12 n=6 n=18
CCH 1 1 (3,7%) - 1(8,3%) |1 (16,7%) | 1(5,56%)
CCH 2A 12 (44,4%) 5(55,6%) 9(75%) | 5(83,3%) | 6(33,3%)
CCH 2B 14(51,85%) | 3 (33,3%) 1(8,3%) - 10(55,6%)
CCH 3 - 1(11,1%) - 1(5,56%)

AHanu3 KIMHUKO-MHCTPYMEHTAJIBHBIX ITOKa3aTese

YTO y BceX OOJIbHBIX HE3aBUCMMO OT BO3pacTa

NPU3HAKAMH XPOHUYECKOM CEepAeYHON

creneHu. Tak,

CBHUJICTEJILCTBOBAI O TOM,
3a00JieBaHUE MPOTEKATIO C

HenoctarouHoctd (CH) paznuunbie

A cremens BcTpeuansach B OOJBIIEM KOJUYECTBE B 4- TpyIme

(83,3%), Torna kak cpeau aeredt 3-rpynmnsl 3To coctaBuwiio 75%. |l B crenens CH
— BCTpevanach Oombine cpenu gered 1 wm S-rpymmer (51,85% u 55,6%
cootBeTcTBeHHO). [Ipu3naku CH Il crenenu 6bun TonpKO y Aereit 2 u 5- rpynn

(11,1% u 5,56% cOOTBETCTBEHHO).

Tadauna 3.2.3
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AycKyJbTanus Irpynna | 2rpynna | 3rpynna | 4rpynna | Srpynma
Jlerkux n=27 n=9 n=12 n=6 n=18
xectkoe apixanue | 14 (51,9%) | 9(100%) | 9(75%) 5(83,3%) | 11(61,1%)
XpHuribl 13 (48,1%) | - 2(16,7%) | - 5(27,8%)
Cepneunsie mrymsl | 27 (100%) | 9(100%) | 12 (100%) | 6(100%) | 18(100%)

OI[I/IH N3 IIPU3HAKOB CGpI[G‘-IHOﬁ HCAOCTAaTOYHOCTH BJIAXKHBIC XPHUIIBI B JICTKUX

HaOJIIOAANIUCH Y IETeH paHHEro, IIKOJIBHOTO U MOAPOCTKOBOTO Bo3pacTta (48,1%,

16,7% wu 27,8% COOTBETCTBEHHO). A y JieTed [OIIKOJBHOTO M CTapIlero

IOKOJIBHOI'O BO3pacCTa B JICTKUX HC BBICITYINNBAJINCH BJIAKHBIC XPHIIbI.

Cucronuueckuit ITYM BBICITYHIMBAJIOCHh BO BCCX BO3PACTHBIX I'PYIIIIAX.

OKI': napymenus | lrpynna 2rpynna | 3rpynmna | 4rpynna | Srpynna
puT™Ma n=27 =9 n=12 =6 n=18
Taxukapaus 9(33,3%) |- 1(8,3%) 1(16,7%) | 1(5,6%)
Bbpaaukapus 1(3,7%) - 3(25%) 2(33,3%) | 3(16,7%)
CHHYCOBas 1(3,7%) - - 1(16,7%) | 1(5,6%)
apUTMUS
CHUHYCOBasI 2(7,4%) - - - 2(11,1%)
TaXHAPUTMUS
ITo TUTY | - - 3(25%) 2(33,3%) | 4(22,2%)
IKCTPACHUCTOJINN
[Mapoxcu3manbhas | 1(3,7%) - - - -
TaXHKapIUs
OKT™:
IPH3.TIePErpy3KU
9(33,3%) |4 6(50%) 4(66,7%) | 4(22,2%)
ITeperpyska JOK (44,4%)
ITeperpyska [DK 2(7,4%) - 2(16,7%) | - -
2(7,4%) 2(22,2%) | - - -
[leperpyska JDK u
DK
[Teperpyska JIII wu |- - 1(8,3%) |- -
I1I1
[Meperpy3ka JIK u | 1(3,7%) - - - 2(11,1%)

JIII
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OKT': runeprpodust

OTJIEJIOB CEPIIIE

I'unieprpodus IDK | 1(3,7%) - 2(16,7%) | - -
['urieprpodus JOK | 2(7,4%) 3(33,3%) | 1(8,3%) 1(16,7%) | 2(11,1%)
[ureprpodus DK | 1(3,7%) - - - 3(16,7%)
u 111

[ueptpodus  JIK | 8(29,6%) | 3(33,3%) | 5(41,7%) | 2(33,3%) | 4(22,2%)
u JII1

I'uneptpodus JIK | 5(18,5%) | - 1(8,3%) 1(16,7%) | -

u [10

OKTI" 6okamsl

Henomuas Onokana | 9(%) 1 2(16,7%) | 1(16,7%) | 8(44,4%)
[THIIT (11,1%)

brmokaga  3ammeit | 1(3,7%) - - - -

BeTBu JIHIIT

bnokana mepenneit | 1(3,7%) 1(11,1%) | - - -

ety JIHIIT

Y nmerel Ha SIEKTPOKApAMOTPaMME PETHUCTPUPOBAINCH W3MEHEHUS,
XapaKTepHbIE IS TSHKEIBIX METa0OJMYECKUX U TUCTPOPUUECKIMX U3MEHEHUH B
MHOKapae. Y JIered 1-rpynmnsl BbISABIEHBI PAa3IUYHbIE HAPYLIEHUS CEPIEYHOIO
pUTMa M TIPOBOJUMOCTH Takue Kak: Taxukapaus (33,3%), Opaguxapaus (3,7%),
(3,7%), (7,4%),

napokcuaManibHas Taxukapaus(3,7%), neperpyska JIDK (33,3%), meperpyska

CHHyCOBas  apUTMHUS CUHyCOBas  TaXHWapUTMUS
DK (7,4%), neperpy3ka oboux xemymaoukoB (7,4%) , nmeperpyska JOK u JIIT

(3,7%).

A'y nereit 2-rpynmnbsl He HAOMIOJANUCh HApYLUICHUS CEPAEUYHOTO pUuT™Ma. Y
neredl 3-4-5-rpynm  Kpome BBIIICTIEPEUUCIICHHBIX HapyLIEHUH CEeplIeYyHOro

pUTMa TAaKXKC BBIABJICHBI OKCTPACHUCTOJIBI.

Yacro nHabOmromamach TPU3HAKK YMEPEHHOW TUIEPTPOPHUH JIEBOTO
V]
xenynouka (76,8%), pexxe — rurnepTpodusi mpaBoTo KETyJ0uKa U Meperpyska

JIT w IIIT (20,4% wu 8,3% cooTBeTcTBeHHO). Hapsigy ¢ 3TUM MOXeT
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PETHCTPUPOBATLCS HU3KUM BOJBTAX KoMmIuiekcoB QRS B cranmapTHBIX

OTBCACHHUAX.

[TomryueHHble pe3yNbTaThl 3IEKTPOKApAUOrpadUIeCcKuX 00CIeT0BaHUs
JeTel ¢ KapAMMHOINATUAMH YKIaJbIBAIMCh B HeCKOJbko OKI' — cHMHApPOMOB:
taxukapauueckut  (100%), Barotonumueckuid (70%) u aucTpoduyueckuii
cugpombl (90%). AHanu3upys MOJIydEHHBIE PE3yIbTaThl, CIEAYET OTMETUTb,
YTO TaXUKApJUYECKUW ¢ BaroTOHUYECKUM CHUHAPOMBI OTpa)karolue B
OCHOBHOM, HapylleHrue (yHKIIMH aBTOMAaTH3Ma Cep/lla SBISIOTCS 00paTUMBIMU
WU3MEHEHUSIMU U PACLIEHUBAIOTCS KaK KOMIIEHCATOPHAs PEaKIUs Ha BO3JIEHCTBHE
HeOMaronpusTHHIX  (HakTOpoB OKpykaromiedt cpenbl. Cpenau neTed ¢
KapauomMuonatuen mpu nposeaeHun OKI' y Bcex oOTMedaeTcs MNpU3HAKU
runepTpoduu JEBBIX OTAEIOB CEepAla MW MEXKEIyI0YKOBOH IEepPEeropoiKH,
TaxuKapaus, y OOJbHBIX ObUIM 3apErMCTPUPOBAHBI APUTMUM, HapyIIeHUE (Pa3bl
penoJyiipu3aluy, HenoJiHasg OJIoKajna MnpaBod HOXKM mydya ['mca, mpusHaku
neperpy3ku I1I1 u JII1, a taxke npusnaku runeprpoduu JOK. Hapsay ¢ atum
pPETUCTPUPOBANICS HU3KUM BONbTaX KoMmiiekcoB QRS B craHmapTHBIX
oTBeicHUsX. HapylleHuss nmpoBOAMMOCTH MPOSIBISIIMCH B OJOKagax BETBEU
IIPENCEPAHO-KETYJOUKOBOIO ITydKa, 4Yalle MepeJHe-BEpXHE BETBH, YTO
COMPOBOXKIAETCS PE3KUM OTKJIOHEHHEM 3JIEKTPUUECKON OCU cepla BJIEBO, WU
B aTPUOBEHTpUKYJsipHOW Onokaae |-l cremenu. PaszBute Osokaapl JeBOM
HOXKKM ITy4Ka ['Mca CBS3BIBAIOT C YaCTHIM OOHapyXeHueM (PUOPO3HBIX 0YaroB B
CyOsHIOKapAUAILHOM CJI0€ MHOKapJa B MECTE MPOXOKICHHS JIEBOW HOXKKHU
nyuka I'mca. Yacrora ee oOHapyXeHHUS KOPPETUPOBAIH C BBIPAKEHHOCTHIO
aunaTanMu - JeBoro  kenynouka  (I=t0,64) U cTemeHbIO  cepaeyHOI
HegocTaTOuHOCTH (I=+0,6) U SIBUIUCH TJIOXUM MPOTHOCTUYECKUM IMPU3HAKOM.
JleTsim ObLTM XapaKTepHbI U3MEHEHUs (Da3bl PENOJIIPU3AINH B BUIE JCIPECCHH

cerMeHTa ST, yIuiouieHus: Wi UHBEPCUH 3yOL0B T B JI€BBIX OTBEACHUSX.
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OOnapyxeHHble TUCTpOoUUYECKHE H3MEHEHHs B MHOKapae Ooiee

HC6JIaFOHpI/I$ITHBI B IPOTrHOCTHUYCCKOM OTHOIICHWH, TaK OHHU IPHUBOIAAT K

CHMXXCHHUIO Q)YHKHI/IOHEUIBHOFO COCTOsSIHMA MHUOKapJa.

ooabHOM X., 171er. Purm

Puc.. DJuexktpokapaumorpamma
npeacepanbiii, YCC- 73. buokana jeBoil nepeaneil BerBu myuka I'mca.

Henosnasi 010kafa npaBoit HOKKH my4uka I'mca.
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Puc. Boabnoit 3., 15 ger. I'KMIIL. 3Jaekrpokapauorpamma.

Hapyuienune purma, KeJry1049K0Basi IKCTPACHCTOIHSI.

Puc.. boavnoit 3., 15 qaer. PKMIIL. DJuekrpokapauorpamma.

Hapyuenune purma, KeJry104K0Basi IKCTPACUCTOTHUS.
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Puc. boabnoii O., 15 aer. Daexkrpokapamorpamma. Hapymenue

PUTMA, KEJTYA0IKOBaAdA IKCTPACUCTOJIHUA.

Puc. boabnou /I. 7 ser. I'mmeprpodusi mpaBoro mpeacepausi 4 NpaBoro

keaynouka. Hemosnast 0,10kana JieBOM M IPaBoOi BeTBH Iy4YKa ruca

I[Ipu mnpoepenun DOxoKI' y ngereil moOMUMO CHIKEHHUS TJ00albHOMN

cucrosmueckord (pynkruu JDK, mpuMmepHO y TOJOBHHBI OOJBHBIX ¢ Ooee
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TSDKEJIBIM  TEUYEHHEM BOCHAJIUTENIBHOTO IIpolecca B CEPACYHOW  MBIIIIE
ONPEAEISIINCH JOKAJIbHBIE HapyLIEeHUs1 cOKpatumocTu JIK B BUAE TMIIOKMHE3NH
Y AKUHE3UU OTHEJIBHBIX €r0 CErMEHTOB. TakKe BBIABILUIMCH 3HAYUTEIIBHBIE
nunatanu JOK n quchyHKIMM KIIarmaHHOTO amnmapaTa (MamiUIIpHbIC MBIIIIIHI,
KJIAIIaHHbIE KOJIbIIA) O0OHapy>KUBAIHCH IIPU3HAKU OTHOCHUTEJIbHOM
HEIOCTATOYHOCTH  MUTPAJIBHOIO  KJIallaHA, MUTPAJIBHOM  perypruTanui,

HCAOCTAaTOYHOCTh TPUKYCHHUAAJIBHOI'O KjallaHa, MW 3aMCTHOC YBCIWMYCHUC

pasmepos JIII.
IxoKT' TK lrpynna 2rpynna | 3rpynna | 4rpynna | Srpynna
n=27 =9 n=12 =6 n=18
3(11,1%) |4 3 (25%) 1(16,7%) | 6 (33,3%)
lcr (44,4%)
4(14,8%) |1 1(8,3%) |- 3 (16,7%)
2cr (11,1%)
Jcr - - - - -

[Topaxxenue TK 1 cremenu peructpoBasiach cpenu Bcex nerel. Ho Oosbiie
BCEr0 y JIeTeH MOIIKOJbHOro Bo3pacta. (44,4%). Ilopaxenue TK 2 crenenu
Takke Obuto Oombie cpemu aeredt 1-2-3-5-rpymm (14,8%, 11,1%, 8,3% u

16,7% cOOTBETCTBEHHO).

Irpynma 2rpynma | 3rpynna | 4rpynna | Srpynmna
Ix0Kr MK n=27 n=9 n=12 n=6 n=18
ler 7(25,9%) | 4(44,4%) | 3(25%) 1(16,7%) | 8 (44,4%)
14 (51,9%) |3 4 (33,3%) | 1(16,7%) | 6 (33,3%)
2cr (33,3%)
3cer 2 (7,4%) - -

ITopaxkxenue MK 1 cTerneHu oJMHAKOBO YaCTO BCTPEUAIOCHh CPEAU BCEX JIETEH.
Opnako MK 2 cremenun Ob10 OOMbIE Cpeny NEeTel paHHEro Bo3pacTa u
coctaBuio 51,9%.

MK 3 crenenu peructpoBajiach TOJIbKO y AeTel paHHero Bo3pacta (7,4%).
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Puc.. boasHnoii A., 2 roxa. ¢ IKMII. IxoxkapauorpamMmma. a-ToTajbHasi

ITHIIOKUHE3UA

crenok JIK;

‘leTl:IpeXKaMepHOﬁ NNO3UIIHuMU.

Puc.. boabnou M.,

O-nuiaramusi  BcexX Kamep

cepauna B

13 ger ¢ IKMII. HMK 3 crenenu. Anaaranus

JIEBOI0 TpeJcepaMsi W NPaBbIX OTAeJ0B cepana. O0mas cucToImyecKas

(pyHKUMA MOHMIKEHA. JXOKaApPAUOrpaMMa

Pentrenorpadgms | lrpynna 2rpynna | 3rpynmna | 4rpynmna | Srpynna

rPpyAHO# KJIeTKu | =27 =9 n=12 n=6 =18
7(25,9%) |3 2 (16,7%) | 2(33,3%) | 9(50%)

3aCTOM B JIETKUX (33,3%)

THEBMOHWSI 8(29,6%) |1(11,1%) |- - 2(11,1%)

IpaBoro

THEBMOHHUS JIEBOTO | - - - - 1(5,6%)
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MHEBMOHHUS 00€enx

1(5,6%)

JIETKUX
[TneBpur - - - - 4(22,2%)

27 (100%) |8 8 (83,3%) | 5(83,3%) | 18(100%)
Kapauomeramus (88,9%)

[Ipu pEHTreHOJOTUYECKOM MCCIEIOBAHUM BCEX TPYII OOHApY>KEHbI

YBEIIMUCHUE

pa3sMepoB cepaua npeummyinectBeHHO 3a cuer JDK y nmerenn B

HayaJIbHOW CTaguM 3a00JIeBaHUs | YBCIIMYCHUC BCCX OTACIOB Cepaua.

Kapanomeranus

XapaKTepu30BaIach

3HAa4YUTCIIbHBIM

YBEIIMYCHUEM

kapauotopakainsHoro unaekca (KTH) u npessiman 55% u gocturan no 80%.

VY 31,94% OonpHBIX OOHAPYKEHBI MPU3HAKK BEHO3HOTO 3aCTOSl B JIETKUX. Y

JIeTe| MOAPOCTKOTO BO3pAcTa HaOIIOaTUCh THEBMOHUH U TUIEBPUT.

Puc. PeHTreHorpamma rpyiHoi KJIeTKH B PSIMOM npoexkuuu 00bHou X., 4

rona. Kapanomeramuas KTH- 0,76
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Raxmatullaev=Bu
Apr 09 2013 M Kardio IB N-

IMAGE MAY NOT BE TO SCALH
Puc.. boabnoii P., 4 roga, JAKMII. Pentrenorpamma rpyaHoil KJIeTKH B

NMPSAMON NMPOEKUMH.

20158 T %54 1.02.2019 Y

Puc. boabnoii 4 ner. IKMII. BpouxonneBmonusi. Kapanomerasnus.

PenTrenorpamma rpyiHo# KJIeTKU B IPAMOM NMPOEKIIMH.

IHoxa3arenn nepudepuyecKon KpoBM y AeTel

[Tokazarens Irpynna 2rpynmna 3rpynna 4rpynma Srpynna
n=27 =9 n=12 =6 n=18
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I'emormobuH, /1 104,3+2,7 101,6 £3,5 116,3+2,0 128,5+ 5,3 112,8+3,7
OPUTPOLUTHI, 10° 3,9+0,1 3,6+0,1 4340,2 3,7+0,6 3,98+0,2
TpoMOOIUTHI 193,4+17,3 199,1+11,1 198+ 1,3 235,£16,0 183,3+£21,6
JIeWKOIUTHI 8,3+0,7 7,9+0,8 6,1+0,6 5,6+0,1 7,5+0,5
[Tanoukosinepubie 1,9+1,3 1,0+0,6 1,0+0,5 2,0+0,1 0,8+0,3
CerMeHTOsIIEpHBIC 44,9+3.5 56,4+6,4 43,3+3,2 45,5+0,5 61,7£2,6
D03UHO(UITBI 2,3+0,3 2,0+0,9 3,0+0,5 3,0+£2,0 1,8+0,4
JIumpormTer 52,4+£3,1 36,2+5,5 49,0+3,3 50,0£1,0 32,6£2,6
MOHOHOIIUTEI 3,15+0,4 5,2+£0,9 4,3+0,6 1,5+0,5 3,4+0,4
COD, mm/c 6,0+0,5 5,8+ 0,5 5,7+0,9 6,0+0,1 8,3+2,1

N3yuenue nokaszareneil nepudepuyeckord KpoOBH YKa3bIBa€T, UTO Yy J€TEH

PAaHHCTO M JOHIKOJBHOI'O BO3paCTa PCTUCTPHUPYIOTCA HU3MCHCHHA B BHJC

HHM3KOTO T'E€MOTJIOOMHA. Cp@I[HI/IC MOKa3aTeJIl IeMOrjIoOMHa COOTBETCTBOBAJIM

YMCPCHHOMY CHMKCHHUIO WM aHCMHH JIETKOM CTEIICHM.

IToka3zareinp Irpynnma | 2rpynma 3rpynna | 4rpynna | Srpynna
n=27 =9 n=12 =6 =18

4l 348+15 27619 |253+14 |257+2,0 |29,0+1,6
ITynbc 124,3+4,9 | 108,4+7,6 |94,8+51 |84,7+9,6 |100,1+5,4
Cucromnueckoe | 90,4+1,0 | 95,6429 91,7£1,1 |91,7£1,7 | 93,9+1,2
All

Muacrommueckoe | 57,4+0,8 | 59,4+1,0 58,8+0,9 |59,2+0,8 | 60,6+0,6
All

3.3. KiiluHUKO-UHCTPpYMeHTaIbHbIe 0cO0eHHOCTH TeueHuss KMII

y AeTeil B 3aBHCHMMOCTH OT (popMbI 3200/1eBaHHUS
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N3ydyenne ocoOeHHOCTEH KIMHUYECKOTO TEYEHHUS KapIuOMHOMATHIA
CBUACTEIHCTBOBAIO O TOM, UYTO CHMIITOMBI COOTBETCTBOBAIU (popme
KapIHOMHOIIATHH.

AHaJIM3 TOJYYEHHBIX HaMU pe3yJbTaToB o0OcienoBaHHbIX Aetedt ¢ JIKMII
yKa3blBaeT Ha OecCMMITOMHOE Haudano 3aboneBanus y 50,9%, cHuxeHHE
TOJICPAHTHOCTH K ¢u3nueckuM Harpy3kaM y 84,9% nereil. Y Bcex OOJIbHBIX
(100%) m=ezaBucumo oOT Bo3pacta u  (opmer KMII 3aboneBanuro

MpEeIIeCTBOBANIM NIEpeHECeHHbIe BUpYCHbIE HHDeK1uu (58,5%).

[Ipu ocmotpe gereir ¢ JJKMII ormeuanuch BbIpakeHHas OJEIHOCTh KOXKH
(96,2%), taxukapaus (90,6%), opromuos (37,7%). Ilynec ObuT ciaboro
HamojHeHusi, d4acto aputmuueH (90,6%), HaOMIOJANOCh  CHUIYKECHHE
CUCTOJIMYECKOTO W TYJIbCOBOTO apTEPHAILHOTO JaBlieHUs. BepxylieuHslii
TOYOK OBLIT OC1a0JIeH, pa3IMTOM, HHOTIa BRIpAXKEH cepieuHbIi TouoK (32,1%)
U mpekapauanbHas myibcanus (24,5%). I'panuiipl cepiiia paciiMpeHbl BO BCE
croponsl (100%), ocobenHo BieBo, | ToH ocinabiieH ¥ MPUTITYIIEH, YMEPEHHBIM
akueHt |l Ttona (84,9%), Il ToH mHOrma pa3nBOEH HaJ JIETOYHOW apTepuei
(26,4%). Y nereii npu AeKOMIICHCAIIUHU BhICIyIIMBalics natosuorudeckuii 11 Ton
(28,3%). Ha Bepxymke cepama W B V' TOUKE 4YacTO BBICIYIIUBAJICS
CUCTOJIMYECKUN IIYM OTHOCHUTEIBHOM MHUTpaibHOM HemoctaTouHOCTH (84,9%)),
OOyCJIOBJIEHHBIN pacHIMPEHUEeM KOJbIla MHTPAJIBHOTO KJIAllaHa, a TaKke
HECMBIKAHUEM CTBOPOK MUTPAJIBHOTO KJIallaHa M3-3a UX OTTATHBAHUSI BMECTE C
MOJKJIAMIaHHBIM aIlapaToM BHYTPh MPU 3HAYUTEIHHOM JUIATAUKM TOJOCTH
JIEBOTO JKEITyI0UKa. Ha6nrogamich MIPU3HAKU JIEBOKEIYIOUYKOBOM
HegocTtaTouHocTH (92,4%), 3acTOl KPOBM B MaJIOM Kpyre KpOBOOOpaIEHUS.
[Ipu3Haky AeKOMIEHCAIIMU TTPABOTO KEIIyJA04YKa BBISBICHBI y 7,6% OOJIBHBIX C
JAKMII. HUccnenoBanus nokasanu, uyto 9 gereut (16,98%) ¢ AKMII nepenecnu
Muokapaut. [lpu 3ToM, auartHo3 Obul BepupUIUPOBAH MPUMEPHO uepe3 1 roa
Mocje  TMEePEHECEHHOTo  Muokapauta. [losHOe  BBI3IOpPOBJIEHUE — MpH

noctMuokapautruaeckoit JIKMII 1okyMeHTHPOBAHO y OJTHOTO peOeHKa.
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Baxnoit ocobennocteio JIKMII sBisieTcss CKIOHHOCTh K OOpa30BaHUIO
TpoMOOB BO BCEX IMOJOCTIX CEPALA, Yalle B JEBOM JKEIyAOYKE, C
MOCJIETYIOIIUMHU TPOMO0IMOOIMUEeCKUMU ocliokHeHUsIMU. J{narnoctuka JIKMII
3aTpyJHEHa, TaK Kak 3a00JieBaHHE HE UMEET ClIeuu(puuecKux KpUTEpHEB, a
yactas maHudectanusa 6one3nu Ha pone OPBU unu mHeBMOHMM ele Ooliee
ycioxHsier auarHoctuky. Ha OKI[' BbISIBUAM  pa3iuyHble  HapyHICHUS
cepaeuHoro putma oT nojuronHod OIC (5,6%) n0 napokcu3MalibHOU
taxukapaun  (1,89%). Hapsany ¢ npusHakamu TUnNEpTpopuu  JIEBOTO
xemynouka(33,96%) w  meperpy3ku  seBoro  mpeacepaus  (39,6%)
pPETUCTPUPOBANICS HU3KUM BONbTaX KoMmiuiekcoB QRS B craHmapTHBIX
OTBE/ICHMUSIX.

Kmmanueckas xkapruna JIKMII onpenernsinace Tsxectero CCH Ha MOMEHT
UCCJICIOBAHMUSI U XapaKTEepHU30Bajach MNpPU3HAKAMH JIEBOXKEIYJOUYKOBOU WM
TOTaJbHOM HenocTaToyHOCTU. (CepaedHass HENOCTaTOYHOCTh IMPOSBISUIACH B
BUJIC BBIPAXKEHHOW OJIETHOCTU KOXHU C YMEPEHHBIM IMEPOPATIBHBIM I[MAHO30M,
HAJIMYHMEM BJIAKHBIX XPUIIOB B JIETKUX U OJIBIIIKH.

Ay nereii ¢ 'KMII 3a0oseBanne ObLJIO CIPOBOLMPOBAHO MHTEHCUBHOMN
bu3nYecKoil Harpy3Koi, KOTOpOE MPOSBIISIIOCH TPUCTYIIAMU PE3KOM Cl1ab0CTH,
OJIETHOCTHIO U TOJIOBOKPYKEHUSIMU.

B xome oOcnemoBanusi y aBoux jnerei ¢ guarHozoM ['KMII Obuim
cemeiinpie cnydau. Y 7 npered  (53,8%) 3aboneBanue n1e0rOTHPOBAIIO
MaHU(ECTHO: BHE3AIMHOM OCTAaHOBKOHM cepAua - y 1 O0JIBHOr0; CHHKONAJIbHBIM
COCTOSIHUEM TpHU (PU3UUECKON Harpys3ke - y 5 aeTeil; CUMITOMaMU CepAcHYHOM
HEJIOCTATOYHOCTHU C POKIEHUS — OJIBIIIKA TPU KOPMJICHUH U TIJI0Xas MpuOaBKa B
Bece - y lmamMeHTa , WX MOXHO CBSI3aTb C OCTPbIM HapyIICHUEM
KPOBEHAIIOJIHEHHSI JIEBOTO JKEJIYA0YKAa W YBEIMYEHUEM TPAIUEHTA JIaBJIICHUS B
pe3ynpTaTe OOCTPYKIMHM, YTO TMPUBOAUT K pe3komy mnageHuto CB wu
KPaTKOBPEMEHHOM HIIEMUM MO3ra. A OCTaJbHBIE JIETU B TE€UYEHHUE psijia JIET
YYBCTBOBAJIM CE€O0Sl BIIOJIHE YJOBJICTBOPUTEIHLHO U TPOW3BEIU BIICUATICHUE

(1)I/ISI/I‘ICCKI/I AKTHBHBIX.
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Kimuanueckue nposienenuss CCH npu 'KMII 3akmrouanuce B yCUiIeHUU
BepxylieyHoro toiuka (61,5%), cucroamueckoro nryma ¢ MakCuMymom B 3—4
Mexpebepbe cieBa OT rpyauHbl (84,6%), ycuimMBaroumierocs B OopTocTase, Ha
BBIJIOXE U Npu 1poOe Banbcanbie.

VY 23,1% 60apubix Ha OKI' BBISBICHBI JKEMyI0YKOBBIE SKCTPACUCTOJINU,
y 30,8% runeprpodus JOK u JIII, usmenenus: aspl penonspuzanuu B BUIC
nenpeccun cerMeHTa ST W BbIpaKeHHOM wWHBepcwH 3yOma T BIJIOTH 110
pEerucTpalii TUTAHTCKUX OTpHIAaTeNbHbIX 3yO1oB T B oTBeaeHusx oT V1 1o
V6.

PectpuxktuBHass KMII BeisiBiena y 6 (8,3%) OonbHBIX. COCTOSTHUE ATHX
neTeil  ObUIO  KpailHe TsDKENbIM 32  CYET  BBIPAKEHHOW  CeplIeuHOM
HEJJOCTATOYHOCTH.

IIpu ocmotpe nereit ¢ PKMII y Bcex gereli OTMEYAIUCh BBIPAXKEHHAs
taxukapaus (100%), oxsimika (100%), yromnsiemocts (100%) u ciabocTs npu
Maneimend ¢uzndyeckord Harpyske (100%), HaOyxaHwe IIEHHBIX BEH W
OTCYTCTBUE HX cmajaeHue Ha Baoxe (83,3%), mynbc cinaboro HamoJHEHUs
(66,7%). Y 83,3% manueHToB IpaBas U JeBas I'PAaHUILI Ceplla HE U3MCHEHBI,
BEpXHss T'paHUIla cMerieHa BBepx, | ToH ociabieH, || TOH akieHTHpOBaH Hax
JIETOYHOM apTepuen, HaJ BEPXYIIKOW BBICIYIIMBAJINUCH PUTM TPEXUIEHHOIO
NPOTOAMACTOIUYECKOTO rajona. Y TOJOBUHBI OOJNBHBIX  HAOIIOJATUCh
yBenuuenne nedenu (50%), mueBput (50%), aciuT BIJIOTH 10 aHOcapku. Ha
OKI peructpupoBanuck xenynoukoBbie IC (50%) u runeptpodus I1I1 (50%).
V 83,3% 60apHbIX Ha DXOKI BeisiBUIM HMK 1 HTK paznoii ctenenu.

IToka3aTesn TKaHeBBIX (DEPMEHTOB U KAPAMOMAPKEPOB

B 3aBUCUMOCTH OT popmbl KMII

No | [Tokazarenu I'KMII JAKMII PKMII
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1 |JIAL, En/n 270,3+ 76,2*** | 293,64+ 59,8 351,24+ 148,5
(mopma JIJIT" 225-450)

2 | KOK, En/n 123,5+ 58,9 102,6+£31,5%** | 57,5443, 2%**
(Hopma 24-190 En/m) | ***

3 | Kpeatunkunaza MB (| 10,6+4,6%** 19,244 2%** 15,6£9,5%**
>24 U/L)

[Tpumedanue: *** - 1OCTOBEPHOCTh OTHOCHUTEILHO TOKA3aTeNeH 3I0POBBIX

nereii (P<0,001);

[Tpu 3aboneBaHusAX cepAlla  CIOKHBIM CHHAPOMOM, B IaTOTEHE3e
KOTOPOI0 CYIIECTBEHHYIO DOJIb WUIPaeT HEUPOIHIJOKPUHHAS aKTUBALUA
KAaTEXO0JAMUHOB, HATPUUYPETUYECKUX IENTHIOB U KOMIIOHEHTOB CHCTEMBI
PEHUH-AaHTUOTEH3MHA, SBJAETCS XpPOHUYECKas CcepleyHas HEIO0CTaTOYHOCTb.
XpoHHUECcKasi cepjeyHas HEeJIOCTaTOYHOCTh B  OOJBIIMHCTBE  CIy4aeB
pasBuBaercs u npu KMIL. B mnocinennue roasl BHUMaHUE HCCIEAOBATENICH
IIPUBJICYECHO K M3YYECHHUIO POJIM LIEJIOr0 psAfa IAPYyTrUX MENTUIOB: YHAOTEIHNHOB,
Helponentuaa Y U MUTOKUHOB, XpPOMOTpaHUHA A U Ap. YCTaHOBIIEHO, YTO IIPH
cepaeuHol HepocTaTouyHOoCTH Y 00ibHBIX JIKMII n3mMeHeHa sKkcrnpeccHs TeHOB
MHOI'MX KJIACCOB, YTO BEIET K W3MEHEHMIO OPraHM3allMM LUTOCKEJIEeTa WU
MUODUOPWIIII, HAPYLICHUIO TIepeadyd CUTHAJIOB, OOMEHa TMPOTEUHOB W
DHEPIeTUKUA B MUOKApJE.

Kak 6unoxumuyecknii Mapkep MOBPEXICHUSI MUOKap/ia MOKHO BbISIBUTb
MOBBIIIEHUE aKTUBHOCTH Kapauocnenudpuyeckoro uzopepmenta MB-dpakimn
kpeatuHdochoknnaspl. Hamu mpoBeneHbl J1a0OpAaTOPHBIE HCCIEIOBAHMS,
BKJIIOYAIONIME U3YyYEHUE aKTUBHOCTHU TKAHEBBIX ()EPMEHTOB U KapJIUOMapKEPOB
y JETeW C KapJIUOMHUONIATUSIMH.

Jlist oneHku cocrosiHus Muokapaa y aereit ¢ KMII namu 6b11 npoBeneH
aHalIM3 TKAaHEBBIX W KapauocneuuPuueckux (PepMEeHTOB B 3aBUCHUMOCTU OT

(bOpMI)I 3a6OJ'IeBaHI/IH, KOTOpBIﬁ YKa3bIBaJI HA HAJINYHUC TaAKUX KC aHAJIOTMYHBIX
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M3MEHEHUM JTUX IIOKA3aTeNield, KaK U B 3aBUCHUMOCTH OT MECTAa IPOKMBAHUS
nerei. Cnenyer ormerutb, uto y jgered ¢ PKMII mnokasatenu TKaHEBBIX
dbepmentoB JIAI', KOK-MB O0Obuin J0CTOBEpPHO BBIIIE IO CPABHEHHUIO C

HOPpMaJIbHBIMU 3HAYCHUAMMU.

Takum  oOpa3zom, KIMHMYECKas  CHMIITOMAaTHKa y  JeTed ¢
KapJAHMOMHUOINATASAMU  XapaKTEPU3yeTCs KapIUOMETalned MW XPOHUYECCKUM
IPOTPEANCHTHBIM TECYCHUEM u IIPOTPECCUPYIONICH CepJICTHOMN
HEJI0OCTAaTOYHOCTHIO. BBIpaXXKEeHHOCTh 3THX HApYIICHHH 3aBUCUT OT BO3pacTa
OONBHBIX, BHAA KAPAUOMHOINATUM U JAaBHOCTH 3aboieBaHusa. Y JAeTei
MOJIPOCTKOBOTO BO3pacTa HamOoJiee YacCThIMH KIIMHHYECKHUMH TIPOSBIICHUSMH
SBJIIOTCSL OJIBINIKA, Pa3HOOOpa3Hbie OO0JIEBBIC ONIYIICHUS B TPYJAHOU KIIETKE
KapJIHaJITHYecKOr0 U\WJIM CTEHOKAPAUTHIECKOTO XapaKTepa, HapyIICHUsI PUTMa
CEepACUYHOM  JACSATEIHLHOCTH (mepebou,  yyami€HHoe cepaleoneHue),
TOJIOBOKPYXKEHHUE, TIPe-, U CUHKOMAJIbHbIE COCTOSHMS, a IS JETel paHHEro

BO3pacTa XapakTepHO OECCHMIITOMHOE TeYCHUE 3a00JICBaHUSI.

3.4. IIpornocTuyeckne pakTopbl pucka (POPMHUPOBAHUS U KPUTEPUH
auarHocTuku KMII y nereii B 3aBMCMMOCTH OT BO3pPacTa

JlaHHbBIE TOYYEHHbIE NMPU U3YYEHUM MATEPUHCKHX M JAPYTUX (PaKTOpOB
pUCKa,  KJIMHHUKO-T1a0OpaTOPHOM  XapaKTEpUCTUKU  HCIOJB30BaHbl IS
NOCTPOEHUSI JIMarHOCTHYECKOW TaOMMIbl MPOTHOCTHYECKUX (AaKTOpOB. bbuin
3aJjaHbl TIOPOTH, JOCTHKEHHE KOTOPBIX MPH CYMMHPOBAHUHU JUATHOCTHUECKUX
koapdurmentor (JK) mo3Bonsier mpornozuposath pazsutue KMII y npereil.
JlormycTHMBIN TMPOILIEHT OMMOOK 3adaH W3 pacuyeta He Oonee 5% (Pp<0,05).
Bennuuna moporossix cymm JIK cocraBuna +13 u -13. MHbopMaTuBHOCTD
npu3Haka (J) onpenesnsiim Kak CyMMy HH()OPMATUBHOCTEH BCEX €ro Tpaallyid.
[lpuznak  cumrtamu  wuHopmaTtuBHBIM  mpu  JK>2,0 u  J>0,25.
ManoundopMaTuBHBIE NPU3HAKK OBUIM HCKIIOYEHBI U3 paccMmorpenus. [lpu
OLICHKE peOeHKa Mo Moiay4yeHHoi Tabnuie cymmupytoresa JK npucyrcrByrommx

npu3HakoB. Ecnu 4uciio momyuusioch Oodbie 13, TO BEpOSITHOCTD TOMAaHUS
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nanenta B rpynmy O0oneHbIX ¢ KMII coctaBumna 95%, ecnu 6ombimie 17-99%.
Ecnu nonyyenHoe yucino 13  HMXKe — BEpOSITHOCTh NMOMNAJAaHMs MALMEHTAa B
rpynne 6e3 KMII cocraBuna 95% a ecnu 17 u amke — 99%.

Kax BuaHO u3 T120. 3.4, u3 dakropoB pucka Hanbombieit JIK xapakrepen
JUISL  OTATOIIEHHOCTH MAaTepUHCKOTr0 aHaMmHe3a (OCTphIX pPEeCIHUpPaTOPHBIX
uHpeKui BO BpeMs OEpPEeMEHHOCTH, MEPTOPOKICHUS U  BBIKUIBIIIN),
HACJIEJICTBEHHAs! MPEAPACIIONOKEHHOCTb, OJIM3KOPOICTBEHHBIN OpaK.

N3 xnmuHuYecKux MpU3HAaKOB BbicOoKas nHpopMatuBHOCTh JIK xapakTtepHa
Il TakuxX mnokaszatenel kak Hanuuue CH, pacmmpeHue rpaHul] cepaia,
onplmka. M3 KoMOpOMAHBIX COCTOSTHUN HAWOOJBIIMA MPOrHOCTHYECKUI PUCK
dbopmupoBanuss KMII ycTaHoBeH 1151 XpOHUUYECKUX 04aroB MHGEKITNI

N3  peHTreHoJIOrMuyecKuX MpU3HAKOB  HauOoJiblliee 3HAYEHHE B
nporuo3upoBanuu pazsutusa KMII urpaet ponb yBenuuenne KTTU

N3  QyHKIMOHAIBHBIX TMPU3HAKOB HWMEET 3HAYCHHUE YJIMHEHHE
AIEKTPUYECKOW CHUCTOJBI JKeIymoukoB (nHTepBanga QT) oT AOMKEHCTBYOIICH
HOpMBI, JWJIaTaldsg Kamep, cHibkeHue (pakiuu BeiOpoca JIXK nHmke 40%,
runeprpodus JUK, runeprpodus MIKII, obctpykuus BeiBogHoro tpakra JDK,
HapylleHne auacToimyeckor (yHkiuu, kianaHHas peryprutauuu (TK w/mmm
MK) 1 rTUnOKMHE3UH CTEHOK JIEBOTO KEITy0UKa

N3 nmabGopatopHblx  KpuTepueB  HauOosnee  MHGOPMATHBHBIMHU
MOKA3aTeNsIMU PUCKA SIBWJINCh aHEMUSl, MOBBIIICHUE AKTUBHOCTU TKAHEBBIX W
Kapauocnenupuyeckoro (HepMeHTOB, MPOTPECCUPYIOIIEE YBEIUUYECHHUE YPOBHS

OHAOTCIINHA.

Taomuna 3.3.

JInarHocTrudeckasi Ta0JIMIA MPOrHO3UPOBaHNSI (POPMUPOBAHUSA U
kputepuu nuarHoctuku KMII y nerei

[Ipu3Haku BapuanTsl K J

1 2 3 4
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ConuanbHO-3KOHOMUYECKHE (DAKTOPBI XapaKTepHBIE JIJIS AETEeH 5 TpymIbl

HebnaronpusTHbINA KIMMAT B CEMbE na +16 3,24
HET -3 0,43
MHOroaeTHOCTD na +8 2,51
HET -4 0,28
Huskuii conmanbHbIA ypOBEHD na +6 0,96
HET -5 0,74
OO6pazoBanue na +3 0,35
HET -2 0,43
Menuko-6uonorndeckue (HakTopsl 17151 BCEX BO3PACTHBIX TPYIII
HaciencTBEHHOCTD OTATOIIEHHOCTD a +13 5,59
bruskopoacTBeHHBIN Opak na +11 1,69

MaTepI/IHCKI/IC (baKTOpBI XapaKTCPHBIC IJIA IIGTCfI PaHHCTO BO3pacCTa

Bocmanurensabie 3a001€BaHUA ITOJIOBBIX a +4 0,27
OpraHoOB

BoIkubIg B aHaMHE3€ na +16 3,21
OTAronIeHHbIN aKylEepCKUil aHaMHE3 na +7 0,52
OPH Bo BpeMs OepeMeHHOCTH na +8 0,62
Yrpo3a npepeiBanms OepeMEHHOCTH na +9 0,38
[Tpesknamrcus 1 MoJ0BUHBI na +7 1,51
[Tpesknamricus 2 MOJIOBUHBI na +8 0,83
Anemus Bo cpemsi 6epeMeHHOCTH na -1 0,31

ComnyrcTByromiue 3a00aeBaHus ASTEH TOAPOCTKOBOTO
AHeMHSs pa3IMYHON CTEICHU na -2 0,26
XpoHuYecKue oyaru UHQPEKIUi na +5 0,45
Huddy3ubiii 300 na -4 0,35
KnuHnyeckue mokasaTenu I BCeX BO3PACTHBIX TPYIII

cep/cYHas HeJJOCTAaTOYHOCTh na +16 3,58
Opplmka na +11 0,69
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[Inano3 za +4 0,3
pacuMpeHue rpaHull cepana na +8 19
CUCTOJIMYCCKUN IITyM na -3 0,16
yBenmuuenue KTTU na +6 0,55
JlabopaTopHble KpUTEpUU
AneMus a +3 0,86
[ToBwrmenue JIJI' a -3 0,7
[ToBeirenne KOK a +8 0,94
IToBbmienne KOK- MB a +10 3,26
[ToBbIIIIEHNE DHIOTEINHA a -10 4,92
Cumxenune PCb na -4 0,35
DYHKITMOHAIbHBIE KPUTEPHH
HwuskoBospTaxkuocts DKI a +3 0,86
V 1IsIMHEHUE 3JIEKTPUUECKON CUCTOJIbI a +5 0,31
xemynoukoB (uatepBaia QT) ot
JTOJDKEHCTBYIOIIEH HOPMBI.
Jlunaramnust kamep na -10 0,96
['uneptpodus JIK na +7 1,09
['uneprpodus MXKII na +9 2,94
CHmwxenue dpakuuu Beiopoca JOK Hmke na -10 0,92
40%,
OOcTpykumst BBIBOIHOTO TpakTa JIK na +8 0,26
Hapymenue nquactonudyeckoi GyHKIUN na -8 0,95
Knanannas perypruranuu (TK n/mmm MK na +7 1,25
['MmoknHEe3Un CTEHOK JIEBOTO JKEITyI04YKa na -6 0,98
CUCTOJIMYECKOMN TUCHYHKIUU na +4 0,36
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[TapanokcanbHbix ABMKeHUN HA MOKII na -5 0,2

BriBoasb! k ri1ase |1

[IpoBeneHHBIE HAMM MCCIIECJOBAHMS IIO3BOJIMIM BBIIBUTH HamOojee
3HaunuMble ¢akTopbl pucka gopmupoBanuss KMII y nmereit B 3aBHCMOCTH OT
Bo3pacrta. [lomydeHHbIe pe3ynbTaTsl OATBEPKAAOT COBPEMEHHYIO KOHLEIIINIO
O MHOTO()aKTOPHOCTH W MOJIMT€HHOCTH AAHHOM mnartojiorud. PaspaboraHHble
JUArHOCTHYECKHUE TaOmuibl OYyIyT CIOCOOCTBOBaTh pPAHEMY BBISBICHHIO
HAIMEHTOB BBICOKOTO pucka GpopmupoBanusi KMII 1 no3BoisT CBOEBPEMEHHO U
aZ€KBaTHO  NPOBECTH  IPEBEHTUBHBIE  MEPONPUATHSA,  IO3BOJIIOIINE

NpCaO0TBPATUTD TAKCIIBIC OCJIOKHCHUS.
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3AKJIIOYEHUE

[IpoGnema pacrnpocTpaHEeHUsS CEPAEYHO-COCYAUCTHIX 3a00JieBaHUM B
HACTOSIIEE BPEMS OCTAETCS AKTyaJbHOW U 3HaUMMOW. Kak M3BECTHO, OCHOBHOM
MPUYUHON MPEXKICBPEMEHHON CMEPTHOCTH, WHBAIMAM3AUM W OTPOMHBIX
TPYAOBBIX IOTEPh, SBIIETCA CepAeYHO-coCyaucTas marosnorus [1, 2, 6, 33].
OT0 00YyCIOBIEHO MHOTOOOpa3ueM KIMHUYECKUX (OpM, TPYIHOCTSIMH
JMArHOCTUKU W JICYCHHS] U CKIOHHOCTBHIO K (OPMHPOBAHUIO XPOHUYECKOM
CEpICUHON HEI0CTaTOYHOCTH [7, 8].

B nmnocnennee pgecsAtuiieTMeé MHOTHE aBTOPhl OTMEUAIOT YBEIUYCHHE
yactotel KMII y nereii. Kapanomuonatuu — 310 ocobas rpyrma OoJie3He
cep/ia, B OCHOBE KOTOPBIX JICKUT MEPBUYHOE MPEUMYIIIECTBEHHOE MOPaKEHUE
MUOKapJia HEWU3BECTHOM WM HESICHOM OSTHOJIOTHH, OOBEIUHEHHBIX TIO
OMpeIeICHHBIM KJIINHUKO-aHAaTOMHYECKUM MIPU3HAKAM: HaJINYUIO
KapJIUOMETaJIuK, CEePACYHON HEJOCTATOYHOCTHU, CKJIOHHOCTH K HApYIICHUSAM
puTMa cepjia, TPoMOOAIMOOTUYECKUM OCJIOKHEHUSIM U 4acToMy (aTaibHOMY
MCXOy B BUJIE BHE3ATHOM CEpJICUHON cMepTH [28].

TeueHne KapAMOMHUONATUM y JETEH XAPAKTEPU3YETCS CKYJIHOCTBHIO
CyOBEKTUBHOM CHUMITOMATUKA M HEPE3KO BBIPAKEHHBIMU OOBEKTUBHBIMU
nposiBlieHusiMu  3a0oseBanusi.  [Ipu 3TOM OTCYTCTBYIOT YETKHUE KpPUTEPUH
JUArHOCTUKU JaHHOW Tpynmbl 3a00J€BaHU, YTO 4YacTO TMPUBOJIUT K
HEMPaBWIHLHON U HECBOEBPEMEHHOMN JUArHOCTUKHU, MMO3HETO JICUCHUSI, PA3BUTHUS
XPOHUYECKOM CEepJACUYHOM HENOCTATOYHOCTH, CHI)KEHHUS KadeCTBa >KWU3HU HE

TOJIBKO 6OJ'II>HOFO, HO N YJICHOB €TI0 CCMBH, paHHeﬁ HMHBaJIMAN3a1IUN 0O0JILHOTO

(40, 91).

YBenM4eHUEe KOJIMYECTBA CIIy4aeB KapAUOMHMONATHU CPEIM JIETCKOro
HAceJIEeHUS! U BBICOKHI YpOBEHb CMEPTHOCTH IPH ATOM 3a00JIEBaHUH, a TAKXKe
OTCYTCTBHE JIOCTaTOYHO YETKUX AUArHOCTUYECKUX KPUTEPUEB OIPEAEIIAET
aKTyallbHOCTh  mpoOnembl.  OTCyTCTBHE — ClEeUU(UUECKHMX  CHUMIITOMOB,
JUIUTENIbHOE OECCUMIITOMHOE WM MAJIOCUMITOMHOE TEYEHHE, CHUHAPOMBI
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CXOIDHBIE 1O KIWHAYECKUM TPOSBICHUSM C W3BECTHBIMU OOJE3HIMH -
UIIIEMUYECKON OOJIE3HBIO CEepIla, MOPOKAMH CEPJIA; M KaK MCXOJ Pa3THMYHbIX
0 DJTHOJIOTMH KapIWOMHOIATHH TPH AJUTCIBHOM TEYCHHUH - CepiaeyHas
HEJI0OCTaTOYHOCTh, 00YCIOBIMBAIOT (POPMATILHYIO HHTEPIIPETAITUIO IPU3HAKOB U
(GOpMYyIMPOBKY JTHArHO30B, HE COOTBETCTBYIOIIUX HMCTUHHOW MPHUPOJIC
HapymieHnii. B paboTax, omyONMMKOBaHHBIX B TIE€YaTH, MPEUMYIIECTBEHHO
HaxOoJST OTpaKEHUE pe3yJIbTaThl OJTHOKpATHOTO oOcieaoBanus Aetedt ¢ KMII u
HEJ0CTATOYHO BHUMAaHUS OTBOJUTCS MpoOIeMe TMHAMUYIECKOTO HAOTIOACHUS 32
takumu OosbHBIME (9, 10, 103). Bmecte ¢ TeM, H3YYCHHE KIMHHKO-
WHCTPYMCHTAJLHBIX OCOOCHHOCTEH TEUCHHS KapAHMOMHOIATHH B 3aBUCUMOCTH
OT BO3pacTa JieTed ABJISETCS AaKTyalbHOM M TO3BOJIUT  pa3paboTaTh
MPOTHOCTHYECKUE KPUTECPUU TEUCHUS 3a00JIEBaHMS W YIYUYIIUTh MPOTHO3 Y

oonpHBIX ¢ KMIL.

[lenbto  umcciaegoBaHUS — SIBUJIOCH U3YUYUTh KJIIMHUKO-
WHCTPYMEHTAJIbHbIE OCOOCHHOCTHM TEYECHHS KapAHMOMUONATHUH Yy JeTel B
3aBUCHUMOCTH OT Bo3pacta. Bcero Hamu oOcnemoBano 72 nereit ¢ KMII,
FOCIUTAJIN3UPOBAHHBIX B KapauopesmaTosornueckue ornenennss PCHIIMLII u
kmnankn TamlIMU. B xome wuccinemoBaHus 0O0C/IEIOBAHHBIX OE€TH OBLIA
pa3ziesieHbl B 3aBUCUMOCTH OT BO3pacTa Ha MATh Tpynm: 1-Tpymiy COCTaBUIU
(37,5%) - netu panHero Bo3pacra, 2-rpymmy (12,5%) - 60onbHBIE AOMIKOIBLHOTO
Bo3pacta, 3-rpynmy (16,7%) OonbHbIE MIAAIIETO HIKOJBHOIO BoO3pacTa, 4-
rpynny (8,3%) - OonbHBIE CTapUIEro HIKOJIBHOrO Bo3pacTa, S-rpynny (25%) -
OONMBHBIX  MOAPOCTKOBOTO  BO3pacta. Bo3pacT o0cienoBaHHBIX — JeTel
BappupoBa oT | roma gmo 18 ner m B cpenmHem cocrtaBun 7,7+0,6 ner.
Pacnpenenenue aerei mo BO3pacTy W IMOJy MOKas3ajao, 4YTo cpeau aereit 1 u 2
rpynn  3a0oJieBaHME dalle BCTpedasoch y naeBouek (46,75% wu 15,62%
COOTBETCTBEHHO), a B 1,3 u 5 rpynmnax Obuto 6ombiie manpuukoB (30%, 25%
u 10% COOTBETCTBEHHO), B 5-TpyMIe KOJIMYECTBO JEBOYCK U MATLYMKOB OBLIO

OJIMHAKOBBLIM U cOCTaBWIO MO 25% . Hanboapimum ObLIIO0 KOJIUYECTBO OOJILHBIX
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paHHEro U MTOJAPOCTKOBOTO BO3pacTa (37,5% u 25%
cooTBeTCTBeHHO). HanOonpmum  OBIJIO  KOJMUYECTBO OOJBHBIX PAHHETO H
noApocTKoBOTO Bo3pacta (37,5% u 25% cooTBercTBeHHO).Pacnipenenenue aerei
M0 BO3pacTy B 3aBUCHUMOCTH OT (pOpPMBI 3a00J€BaHUS TOKA3aJio, 4TO y JeTei
panHero Bospacta yamie Bcrpeuaercs JKMII (45,2%), Ttorma kak ['KMII B
HauOoJIbIIIEM  MPOLIEHTE 3apEerUCTPUPOBAH y JAETed MIAQAIIEr0o W CTapIlero
mIKoIbHOTO Bo3pacta (o 36,4% coorBercTBeHHO). Hambomblee KOIM4ecTBO
ciryyaeB PKMII 6b111 y nieteit B moapoctkoBoM Bo3zpacte (83,3%). B ocTanbHbIX
Bo3pacTHbix rpynnax KMII peructpupoBaiuch ¢ HEOOJBIION pa3HULIEH.
KommnekcHoe oOcnenoBanue OOJIBHBIX BKIIOYANO: COOpP aHAMHECTUYECKUX
JAHHBIX — CEMEWHBIN aHAMHE3, aKyLIEPCKUI aHaMHE3 MAaTepH, HACJIEICTBEHHAs
NPEAPACIONIOKEHHOCTh K TEM WM HMHBIM 3a00J€BaHUSAM, aHAMHE3 KU3HH
pebeHKka, nepeHeceHHbIe 3a00JIEBaHUs; CPOK M XapaKTep Hadaja 3a0o0JieBaHus,
OLIEHKA 0OILEro COCTOSIHUS U (PU3HMUECKOrO pa3BUTHSI.

JlnarHo3 cTaBWJICS Ha OCHOBAaHMM >XKaJo0, OOBEKTHBHOTO OCMOTpA,
71a00paTOPHBIX U UHCTPYMEHTAJIBHBIX METOJOB UCCIEN0BaHUS (KIMHUYECKUE U
OMOXMMHUYECKHUE aHaJIu3bl KPOBH, peHTreHorpadus rpyaHoil knetku, IKI' u
Ox0-KT" cepara).

AHanu3 AHAMHECTUYECKHUX, KJIMHUKO-TA00PaTOPHBIX "
WHCTPYMEHTAJIbHBIX JAaHHBIX MOKa3aj, YTO BCEX OOJbHBIX HE3aBHUCHMO OT
HO30JIOTUM 00beIUHWIO Haimuuue Ha MoMmeHT ucciuenoBanuss XCH. Cpennss
JTaBHOCTH 3a00JIeBaHusI cocTaBmia 15,6+2,8 mecsiies.

[Tonmy4yeHHble pe3ysbTaThl HCCIAEAOBAHUM MOKAa3bIBAIOT, 4YTO CpeIu
BBISIBJICHHBIX  JICTEPMMHAHT 3/I0pPOBbs, OKa3bIBAIOIIMX HEOJIAronpUsTHOE
Bo3nelictBue Ha (popmupoBanue KMII, Oonpuiyto posib UrpaeT COUMATIbHBIN
dbakTop, BKIIOYAIOIINKA YPOBEHb OOpa30BaHUsI POAUTENICH, COIUATHHBIN
YPOBEHb CEMbH, MHOTOJETHOCTh M HEOJAronpusATHBIM KJINMaT B CEMbE.
N3yuyenue QakropoB pucka OonbHbix ¢ KMII B 3aBUCHMOCTHM OT BO3pacrta
CBUACTEIBCTBYET O TOM, YTO 3a00jieBaHWE B BBICOKOM  IPOLIEHTE

PETUCTPUPYETCA B CCMBAX C OTCYTCTBHECM IIOCTOSAHHOI'O HMCTOYHHKA J0XO0da
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cpemu nmerer 1 (37,03%) wu  S-rpymmer  (38,9%), HeOGmarompusATHBIM
ncuxosiornyeckum kinumatom (18,5%) u (11,1%) u B MHOTOJIETHBIX CEMBSIX
(6onee 3-x nereit) (18,5% wu 11,1% coorBercTBeHHO). Bo3pact matepeit
oOcnenoBaHHBIX jaeTed kojebascs ot 17 mo 40 ner. Bo3pacT KeHIIMHBI Ha
MOMEHT pOXJICHHS JIaHHOrO peOeHka crapuie 35 JIeT MOXET KOCBEHHO
CBUJETEIBCTBOBATh O  HAPYUIEHUHW  COCTOSIHUSL ~ COMATHYECKOTO U
PENPOYKTUBHOTO 3J0POBbs Y 3THUX KEHIIUH, TOATOMY pa3zButue KMII Takxke
ObLJI0 00YyCIIOBIEHO ATHM MoKa3zaTeneM. KoaudecTBo matepeid crapiie 35 yer
HA MOMEHT pOXICHHS JaHHOro peOeHka ObLI IMOYTH pPaBHBIM BO BCEX
BO3paTCHBIX rpynnax (25,9% cpeau nereit 1-rpynnsl, 22,2% cpenu nered 2-
rpynmnsl,  25% cpeau aereit 3-rpynmnsl, 16,7% cpenu nereit 4-rpynmnsi, 22,2%
Cpelu AETei S-rpynibl)

[TpenpacnonoXeHHOCTh K LEIOMYy psiay 3a00JIeBaHUNA Te€HETHYECKU
neTepMuHupoBaHa. HacneAacTBEHHOCT, M Cpella BBICTYNAlOT B KauecTBE
ITHOJIOTHYECKHUX (PaKTOPOB M UTPAIOT POJb B MATOTeHe3e JII000T0 3a00IeBaHMs
YeJI0BEKa, OJIHAKO JI0JI1 UX y4YacTHUsl MPH KaxaoM 3a00JIEBaHUU CBOS, IIPUUEM,
yeMm Oousbliie A0dsI OAHOTO (hakTopa, TeM MeEHbIIe Bkman apyroro. Cpenu
oO0cnenoBanHblx y 50% nmereit 4-rpynmbl OAHUM W3 MPEapacloiararoniux
dakTopoB Il pa3BUTUS  OOJIE3HM  cChirpaja pojib  HaclleJCTBEHHas
OTATOIEHHOCTh. bBNM3KOpOACTBEHHBIE OpakW TakXKe PEerucTpPUpOBaAIach B
YeThIpEX IPyMNIax 3a UCKIIOUEHUEM 4-TPYIIbl, U B OOJIbIIEM KOJUYECTBE CPEIU
nereit 2 rpynnsl (22,2%). Ilpm aHamm3e S3KCTpAreHUTaIbHOM MAaTONOTUU
YCTaHOBJIEHO, 4TO 17 OepemeHHBIX >keHUH 1 rpynmel (62,96%) crpaganu
COMaTHYECKUMU 3a00JIEBAHUAMHU, CO3JAIOUIMMHU PUCK THIOKCHM IUIOAA. DTOT
MOKa3zaTeab y Mareper Aerel ocCTalbHbIX Tpymnn coctaBun 33,3%, 58,3%,
50%,72,2% cootBercTBeHHO. Hepeako y >keHIIMH HaOII0JalIOCh COYETaHUE
Ho30Ji0THi. HebmaronpusTHpIN aKymepckuii aHaMHe3 ObLT 00Jiee XapakTepeH s
nereid 1 rpynmbl:  OepeMEHHOCTh TpoTeKana ¢ mpedknamicueit 'y 44,4%
Mmatepeii, Ha ¢oHe anemuu y 74,1%. Y HUX K€ OTMEuUeH HauOOsIee BBHICOKHIA

MPOLIEHT POXKJEHUS HEIOHOIIECHHBIX JETel (7,4%). Y Bcex >KEHIIUH
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oepemeHHOCTh TpoTekana Ha pone OPBU B mepBoii monoBruHE WM BO BTOPOiA
noJjoBUHE, y 16,7% Marepei

AHanu3 KIMHUKO-UHCTPYMEHTAJBHBIX TOKa3aTelei CBUAETEIbCTBOBAI O
TOM, YTO y BCeX OOJIbHBIX HE3aBUCHUMO OT BO3pacTa 3a00JIeBaHME MPOTEKAIO C
NpU3HAKAMU XpPOHWYECKOM cepaeyHoil  HemocratouHoctH (CH) pasznmuunble
crerienu. Tak, |lA crenens BcTpedanach B OoJibllieM KOJMYecTBE B 4- rpymre
(83,3%), Torna kak cpeau aerei 3-rpynmsl 3To coctaBuwiio 75%. |l B crenens CH
— BCcTpevanach Oombine cpenu gered 1 u S-rpynmber (51,85% u 55,6%
cootBeTcTBeHHO). [Ipu3naku CH Il crenenu 6bun TombKO y Aeteit 2 u 5- rpymnn
(11,1% u 5,56% cootrBercTBeHHO). [Ipu3HaKu cepieuyHON HEIOCTATOYHOCTH,
KOTOpble HAOMIOJAMUCh HAOMIONAMUCh Yy HAmMUX OOJBHBIX  SBJISIOTCA
KJIIMHAYECKUM 3KBUBAJEHTOM CHCTOIMYECKON TUCHYHKIMH JIEBOTO KEITYyJOUKa.
Bo3nukHoBeHne u nporpeccupoBanre CH CBSI3aHO CO CHMKEHHEM CEPAECHYHOIO
BbIOpOCa (C CHCTOJIMYECKON MUCHYHKIMEH) U C 3aCTOEM KPOBU B JIETOYHBIX U
CUCTEMHBIX BEHaX BbIIIE OCIA0JIEHHOTO0 OTAeda cepaua. OTH MpPU3HAKH
KOHKOPJAHTHO CBSI3aHbI C IMHAMUKOM 3a00JI€BaHNS.

N3yuenne 0COOEHHOCTEN KIMHUYECKOIO TEUEHUs KapJAHOMUONATUI
CBUJIETEIILCTBOBAJIO O TOM, YTO CHMIITOMBI COOTBETCTBOBAIU (popMme
KapJAUOMUOITATHH.

AHaJIU3 MOJTYyYEeHHBIX HAMU PE3yIbTaTOB 00cieaoBanHbIX Aete ¢ JJKMII
yKa3blBaeT Ha OECCMMIITOMHOE Hadajo 3aboineBanus y 50,9%, CHMWKEHHE
TOJIEPAHTHOCTH K (u3mdeckuM HarpyskaM y 84,9% nereit. [lpu ocMoTpe nereit
¢ JAKMII ormewanuces BbIpakeHHass OyienHOCTh Koxu (96,2%), Taxukapaus
(90,6%), optomuod (37,7%). Ilynbc ObLT cnaboOro HAMOJHEHHUS, 4YacTo
aputMuueH (90,6%), HaOMI0IAI0Ch CHUXKEHHUE CHUCTOJIMYECKOrO0 U IMYyJIbCOBOIO
apTepuaIbLHOTO JaBJICHHS. BepXyIiedHplii TOMYOK OBLT OCIIa0JIeH, pa3iuTOM,
WHOT/Ia BbIpaxkeH cepaeuHblil Tomuok (32,1%) u nmpekapauanbHas MyiabCalius
(24,5%). I'panunbl cepama pacuupensl Bo Bce ctoponbl (100%), ocobeHHO
BIEBO, | TOH ocnmabnen u mpurayiieH, ymepeHHsii akieHnt |l tona (84,9%), Il

TOH WHOT/Ia pa3/BOCH Haj JierouyHou aprtepueit (26,4%). A y nereit ¢ 'KMII
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3a0oyieBaHne ObUIO CIIPOBOLIMPOBAHO MHTEHCHUBHOW (PU3WYECKOM  HAarpy3KoHu,
KOTOpPO€ TMPOSIBSUIOCH NPUCTYMaMH PE3KOM  cliabocTu, OJIETHOCTBIO |
TOJIOBOKPYKEHUSMH.

B xome obcnemoBanus y nBoux nereir ¢ auarHozom ['KMII Obum cemeitnbie
ciydan. Y 7 nererr  (53,8%) 3aboneBaHue JeOOTHPOBAIO MaHU(]ECTHO:
BHE3aITHOM OCTAHOBKOW cepiia - y 1 OOJbHOTO; CHUHKOMAJIBbHBIM COCTOSIHUEM
npu (U3MYECKONM Harpyske - y S5 JeTeil; CHMIOTOMaMH CEpJACYHOMN
HEJI0OCTATOYHOCTHU C POKIEHUS — OJIBIIIKA TPU KOPMIICHUH U IIJI0Xas MpuOaBKa B
Bece - Yy lmamumeHTa, HMX MOXHO CBSi3aThb C OCTPHIM HapylLIEHUEM
KPOBEHAIIOJIHEHMSI JIEBOTO KEIYyJOYKa U YBEJIMYEHUEM TPAJIMEHTAa JABJICHHS B
pe3yibpTaTe OOCTPYKIMH, 4YTO TMPUBOAUT K pe3komy mnangeHuto CB wu
KpaTKOBpeMeHHOU niemuu mosra. [Ipu ocmorpe nerenr ¢ PKMII y Beex nmerei
oTMeuanuck BeipakeHHas Taxukapaus (100%), ogsimka (100%), yromiisieMocTb
(100%) u cnadocth mpu Manenmein dusndeckoit Harpyske (100%), HaOyxanue
HIEHHBIX BEH U OTCYTCTBHE MX crnajeHue Ha Baoxe (83,3%), mynbc ciaboro
HarnosiHeHust (66,7%). YV 83,3% naieHToB mpaBasi v JieBasi TpaHUIlbl Cep/Iiia He
W3MEHEHBI, BEpXHsSs TpaHWIla cmenieHa BBepx, | ToH ocnabnen, |l Ton
AKLIEHTUPOBAH HAJ| JIETOYHOM apTepHel, HaJl BEPXYLIKOU BBICIYIIUBAJIUCH PUTM
TPEXUIEHHOTO MPOTOIMACTOJIMYECKOTO Trajona. Y TOJOBUHBI  OOJIBHBIX
HaOmonanuch ypenuueHue neuenu (50%), miaeBput (50%), acuut BIUIOTH A0

aHOCAPKH.

[TomydyeHHble pe3ynbTaThl IEKTpOKapaAnorpaguueckux odciaenoBaHus JIeTel ¢
KapAMOMHUONATUSAMU  YKJIaAbIBaJIUCh B Heckoiabko OKI' — cuHapomoB:
taxukapauueckui  (100%), Barotonmueckuid (70%) u gucTpoduyeckuii

curpomsl (90%).

[Ipy pEHTreHOJOrMYeCKOM HCCIEIOBAaHUM BCEX TPYNN OOHAPYKEHBI
YBEIIMUEHUE DPa3MEpPOB cepaua npeumyliectBeHHo 3a cuer JUOK y nmerent B

Ha4yaJIbHOM CTaJauu 3a0oJieBaHUsA U YBCIIMYCHUEC BCCX OTACIOB Cepala.
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Kapaunomeranus XapaKTepHU30BaIach 3HAYUTEIbHBIM YBEIUYECHUEM
kapauotopakainsHoro unaekca (KTH) u npessiman 55% u gocturan g0 80%.
VY 31,94% OonbHBIX OOHAPYKEHBI MPU3HAKK BEHO3HOTO 3aCTOSl B JIETKUX. Y

JIeTel MOAPOCTKOrO BO3pacTa HaOIIOAaTUCh THEBMOHUU U TIEBPUT.

Jlnst olleHKH cocTosiHUSL Muokapya y aeteit ¢ KMII namu Obu1 mpoBejieH
aHaJdu3 TKaHEBBIX M Kapauocnenuduueckux (EepMEHTOB B 3aBUCHUMOCTH OT
dbopmbl 3a00JIeBaHMs], KOTOPHIM YKa3bIBal Ha HAIMUKME TaKUX K€ aHAJIOTUYHBIX
W3MEHEHUN ATUX MOKAa3aTeNIe, KaKk U B 3aBUCHMOCTH OT MECTa IPOKUBAHUS
nere. Cnenyer ormeruth, uro y gerert ¢ PKMII mokaszarenm TkaHEBBIX
dbepmentoB JIJAI', KOK-MB Obuin J0CTOBEpPHO BBIIIE IO CPABHEHHUIO C
HOPMAJIbHBIMU 3HAYCHUSIMH.

[IpoBeneHHbIE HAMU HCCIEIOBAaHUS TIO3BOJIMIIA BBISIBUTH HamOoJiee
3HauuMble (aktopbl pucka ¢opmupoBanus KMII y nereit. [lomydeHubie
pe3yJbTaThl MOJITBEPKIAIOT COBPEMEHHYIO KOHIEIIIUIO 0 MHOTO()AKTOPHOCTH U
MOJIMTEHHOCTH JTaHHOM maToyioruu. Pa3paboTaHHbIe TMAarHOCTUYECKHUE TaOIUIIbI
OyayT cnocoOCTBOBaTh PaHHEMY BBISIBICHUIO MAIMEHTOB BBICOKOTO PpPHCKa
dbopmupoBanusi KMII u 1o03BOJISIT CBOEBPEMEHHO M aJCKBaTHO ITPOBECTH
IIPEBEHTUBHBIC ~ MEPONPUATHUS, [O3BOJSIOLIIME IPEAOTBPATUTH  TSXKEJIbIE

OCJIOKHCHUA.
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BbIBO/1bI

1. Hanbonee 3naunmbiMu akTopamu pucka GopmupoBanuss KMII y
JeTed 3aBUCAT OT BO3pacTa IOATBEP)KIAIOT COBPEMEHHYIO KOHIEHIMI O
MHOTO(aKTOPHOCTH U TOJMTEHHOCTH NAaHHOW maTojoruu. Jyis nerelt paHHETro
BO3pacTa HauOoyiee 3HAUMMBIMHU SIBJISIIOTCS - BO3pAcT POAUTENEH HAa MOMEHT
poxkJeHuss peOeHka cTapuie 35 JeT, OTATOLIEHHBIM AaKyIIepCKUil aHaMHE3
MaTepu (OCIOKHEHUSI M SKCTpareHUTaIbHbIE 3a00J1€BaHMs Y MaTepud BO BpeMs
OepeMEeHHOCTH, aHeMHMsl, 3a00JIeBaHMsA I[IOYEK M CepAlla, aJICprUYecKUe
peakuuu), a y JAETed CTapliero ¥ MOAPOCTKOBOIO BO3pacTa - MEPEHECEHHBIE
MH(PEKINOHHBIE U COMYTCTBYIOIINE 3a00JeBaHus (Kapuec 3y00B, XpOHUYECKUI
TOH3WJUIMT, PA3JIMYHON CTENIEHU TSHKECTH aHeMus, Tudy3HbIN 300, 3aTSHKHON U
XPOHUYECKUA  OpPOHXUTHI, BHEOOJbHUYHAS  IMHEBMOHMS, XPOHUYECKHI
NUeNIOHe(PPUT) HAa BCEX ATamax pa3BUTHA. ['eHeTmueckue (PakTopbl, TaKHe Kak
HACJIEICTBEHHOCTh M OJM3KOPOACTBEHHBbIE Opaku 3HAUMMbl y BCEX JETel

HC3aBHCHUMO OT BO3pacTa.

2. KivHnueckass cuMOTOMaTHkKa y JeTed ¢ KapAUOMHOINATUAMHU
XapaKTEpPU3yeTcsl  KapAHOMEralMed W  XPOHUYECKUM  MPOrPEIUEHTHBIM
TEYECHHEM 17} IPOTPECCUPYIOLEN CepACUYHOU HEJIOCTaTOYHOCTBIO.
Bblpa)keHHOCTh 3THUX HapyLIEHUWH 3aBUCUT OT BO3pacta OOJIbHBIX, BHUAA

KapaAUuOMHUOIIATHUH U JaBHOCTHU 3a00JIcBaHMUs.

3. Pazpaborana mporHoctuyeckas —Tabnuila, KOTopas  Oyner
CIIOCOOCTBOBAaTh  paHEMy  BBISIBJICHUIO  MAIMEHTOB  BBICOKOTO  PHUCKa
dbopmupoBanus KMII B 3aBucuMocTH OT Bo3pacTta OOJBHBIX W TIO3BOJISIT
CBOEBPEMEHHO M aJICKBATHO MPOBECTU JIEYCOHBIE MEPONPHUATHUS, TTO3BOJISIONINE

NpCAOTBPATUTD TAKCIIBIC OCIIOKHCHUS
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HNPAKTUYECKHUE PEKOMEHJIALIUN

1. IIpu omenke ¢akropoB pucka gopmupoBanuss KMII y nereli panHero
BO3pacTa HapsAy C HaCJIEACTBEHHOW MpEeApacIOIOKEHHOCThIO YUYHUTHIBATh
JAHHBIE aKYLIEPCKOTO aHAMHE3a, a Yy JIETE€W CTapIIero BO3pacTa IepEeHECEHHbIE
MH(EKIIMOHHBIE U COMYTCTBYIOIIME 3a00I€BaHUs HA BCEX ATAMax *KU3HU.

2. [IpoBoauTh  pa3bsCHUTENbHYIO  paboOTy  CpeAu  HaceJIeHHs IO
npeaynpexaeHuo panHux (1o 19 ner) u mo3gHux OEpeMEHHOCTEW M POJIOB
(ctrapme 35 ner), a Takke OJIU3KOPOACTBEHHBIX OPAKOB.

3. VYcunuTe aHTeHAaTAIbHBIN YXO0/ 3a O€pEeMEHHBIMH KEHIIMHAMU U YXOJ 32
JETBMHU C IPOBEACHUEM: MEPONPHITHI 10 BHEAPEHUIO MPUHLMUIIOB 30POBOrO
NUTaHUs U NpoPUIAKTUKE AeduuuTa iona, kenesa, (oJIMEeBOW KUCIOTHI U
IPYrUX Makpo- M MHKpPO3JIEMEHTOB, BUTaMUHaA /J[; Hajuiexalmero yxonaa H
pexxuMa THS Uis OepeMEHHOM JKEHIUUHBI, KOpMsIILEed MaTepy U JeTe Ha Bcex
JTanax Uux pocTa v pa3BUTHSL.

4. Yeunute  paboTy Ha NEPBUYHOM  3BEHE  3/IpaBOOXPAHEHHUS IO
NpOo(HUIAKTUKE, TUArHOCTUKE W CBOEBPEMEHHOMY JIEYEHUIO XPOHHYECKHUX
ouaroB HMH(pekuuu (kKapueca 3y0OB, XPOHMYECKOTO TOH3WLUIMTA), a TaKKe

JEeTCKUX MHMEKITUM.
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CIIMCOK OIIYBJIMKOBAHHBIX PABOT

Ne| HammenoBanue tpyioB Pykonu | HammeHnoBaHue xypHaIoB damunnu
cuwm | (rog,Ne) Y COaBTO
neyar- poB
HBIC

1 | BiusiHue nerepMUHaHT TE3UC Matepuasnbt Axmeno

3I0POBbsI HA PA3BUTHE pecnyOnukaHckoil HayuHo- | Ba [I.W.,
KAPJITMUOMHOITATUN V MpaKkTU4YeCKor KoHpepeHuu | AXmeno
JIETEN «CITEHIUAJINBUPOBAHH | Ba H.P.,
A MEJINLINMHCKASA Tynsran
ITOMOIIB, oBa H.3.
OKA3bBIBAEMAA JIETAM
B PETMMIOHAX
PECITYBJIMKA
VY3BEKHMCTAH:
PE3VJIbTATHI 1
[TEPCITEKTUBBI, Tamkent
2018 1, 27 HOs10DHA,
10-11ctp
2 | KIIMHUKO- TE3UC “TIEAUATPUA Axmeno
NHCTPYMEHTAJIbHBI COXACHJA EII Ba H.P.
E OCOBEHHOCTHU OJINMMJIAPHUHI'
TEYEHUA IOTYKJIAPU”
KAPIMOMUOTIATUN Y PECITYBJIMKA UJIMUM-
JIETEW PAHHEI'O AMAJINN AHXXYMAHU,
BO3PACTA Tomkent, 17 -18 anpen,
2018, 155-156¢ctp
3 | OCOBEHHOCTHU TE3UC Forcipe
TEUEHUA 2019, volume 2, supplement
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PECTPUKTHUBHBIX scientifc and practical journal
KAPJITUOMUOITATUI ¥V for students and young
JIETE. scientists
MaTepUAIIbl BCEPOCCUNCKOTO
Hay4HOTO (hopyma
CTYACHTOB C
MCKAYHAPOJIHbIM YHaCTHUCM
«CryneHyeCkas Hayka —
2019» CaHkT-
[lerepOypr,115cTp
CTPYKTYPA TE3UC “IIEANATPUA Axmeno
HAPYIIEHWN PUTMA COXACHUJIA ElII Ba H.P.
CEPI[E‘{HOP'I OJIMMJIAPHUHI'
JAEATEJIBHOCTHU Y IOTYKJIAPH”
JIETEM C PECITYBJIUKA NJIMUU-
JTNJTATAITMOHHOM AMAJINI AHXKYMAHU,
KAPI[I/IOMI/IOHATI/IEfl Tomxkent, TomkeHT, 3 maii,
2019, 98-99ctp
ITPOI'HOCTHUYECKOE TE3UC Marepuansi AXME]]
3HAYEHUE pecnyOnukanckoil HayyHo- | OBA
OHAOTEJIMHA Y npakTudeckor koudepeniuu | 1.1,
JIETEH C «CTIELINAJIN3UPOBAHH | AXME]]
KAPINMOMUOITATUAM A MEJINIMHCKAS OBA
u [IOMOILIb, H.P.,
OKA3BIBAEMAS JETAM | CABUP
B PETMOHAX OBA
PECITYBJIMKA @.b.

Y3BEKNCTAH:




PE3VJIbTATBI U
[TEPCITEKTUBBI, TamkenT
2018 1, 27 HOs16ps1, 13CTp

OCOBEHHOCTHU TE3UC MATEPUAJIBI 8 CBbE3JIA
TEUEHUA [MEAVATPOB Axmeno
[TMITEPTPO®UYECKUX Y3BEKNCTAHA Ba H.P
KAPJIJMOMUOITATUI ¥V «OKA3AHUE
JIETEN MEJUIINMHCKON

[IOMOII JETAM HA

OTAIIE

PE®OPMIMPOBAHUA

CHUCTEMBI

3JIPABOOXPAHEHUA

PECITYBJIMKHA

Y3BEKMCTAH» 15-16

okTs10pst 2019r 84 ctp
KIIMHUKO- cratbss | HAYUHO-
NHCTPYMEHTAJIbHbBI [TPAKTUYECKUI Axmeno
E OCOBEHHOCTHU XKYPHAII ITEJUATPUN Ba JI.1.,
TEUEHU A Ne3 2019 Axmeno
KAPJITMOMHUOITATUI ¥V Ba H.P,,
JIETEV PAHHEI'O U
ITOJIPOCTKOBOI'O
BO3PACTA
OAKTOPBI PUCKA cratbsi | HAYYHO- AxmMeno
PA3BUTHUA [IPAKTUYECKUIA Ba H.P.,
KAPJITUOMUOITATUI ¥V XYPHAII ITEJJUATPUN Axmeno

JIETEN Ne4 Ba JL.1.,
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2018 Cabupos
ad.b.,
Tynaran
oBa H.3.,
Mawmatk
yJIOBa
P.1
OCOBEHHOCTHA TE3HUC HAVYYHO- Axmeno
TEYEHUA [MPAKTUYECKAA Ba H.P
KAPJITMOMUOITATUI ¥V KOH®EPEHIIUA
JIETEN B «HAYKA, MEJJUIIMHA U
3ABUCHUMOCTHU NHHOBALMS» 2020

OT BO3PACTA

93




CIIMCOK UCHOJIb30BAHHOM JIUTEPATYPBI

1. Andeposa O.I1., Ocun A.fl. OcoOeHHOCTH BETETATHMBHOW PETYJSALUU U
WHTETPUPOBAHHBIX TMOKa3aTele aganTUpoBaHHOCTH cepauna. CoBpeMeHHBIE
npo0emMbl Hayku u oopazoBanusa.2012;2.C-113.

2. AmuneBal *, boposkoB H.H., KoBameBa I'.B., ApxuBb BHYTpEHHEU
meauuHbINe 3(5) 2012 C-34., Kysuenos B.A., I'adpapos B.B.// [Ipodunaktuka
3a0o0eBaHul U yKperieHue 310poBbsi. — 2012. — Ne4, — C.33-37.

3. AwmocoBa, E. H. Kapauomuonarun / AmocoBa. E. H. — Kues: Kuura
mitoc, 2012.C — 421,

4, ApxunoBa E.H., bacapruna, E.H. [lumarHoctuka cepaedHoOu
HejocTatouHocTu y nereit / bacapruna E.H., , XKaposa O.I1.. — M., 2014. — C.
25272

5. AxmenoBa JI. M. Ponp HEKOTOPBIX MHUKPOA3JIEMEHTOB B aJanTaldd
HOBOPOJKJICHHBIX B paHHEM HEOHATaJbHOM Tiepuoje : HayyHoe uznanue / J1. U.
AxmenoBa, b. b. IBakoBa, A. I1I. Ap3ukynoB // BroiieTens accoluanuu Bpadei
V30ekncrana. - Tamxkent, 2010. - N2. - C. 34-36.

6. Amyposa JI.T. OcobeHHOCTH poCTa U pa3BUTHUS MEPBBIX 5 JIET B pErHOHAX
V36ekucrana. ABropedepar... aUCCEPTANMHUAOKTOpPAa MEJA HayK., TalllKeHT,
2016.C-34 .

1. BapanoB A. A., Ansounkuit B. 10., BanoBa A. A., Tepneuxas P. H.,
KocoBa C. A. TenaeHuuun 3a00J1€Ba€MOCTH U COCTOSHUE 3J0POBBSl JETCKOTO
HaceneHus Pocculickonn ®@enepaunu. Poccuiickuil meauaTpuyuecKuil >KypHall.
2012; 6.C. 4-10.

8. bapanoB A. A., Ansounkuii B. 0., MonecroB A. A., KocoBa C. A.,
bounape B. U., Boakos U. M. 3a6oneBaemocTs aerckoro Hacenenus. 2013; 49

(4).C- 278-281.

94



Q. bacapruna E.H. Kapamommomatun y [erel, CONPOBOXKAAIOIINAECS
CHUHIPOMOM XPOHHUYECKOM CEepJeYHOM HeA0CTaTouHOCTH: ABTOped. muc. ...
JOKT. Men.Hayk. — M., 2013.C — 46.

10.  bacapruna E.H., 'acanoB A.T'., bepmoga T.B., bakanos M.I., lBanos
A.IL, KynpusinoBa O.0O. CocTosiHHE MAaTPUKCHBIX METAJIONPOTEUHA3 U UX POJIb
B (OpPMHUPOBAHMM XPOHUUECKOW CEpJIEYHON HEJOCTATOYHOCTU Y JIeTeH C
IUIIaTaluoHHON Kapauomuomnatued Ilenmatpuueckas Qapmakanorus/ 2011/
TOM 6/ Ne 35.C.85.

11.  benosepos, 0. M. Jlerckas kapmuonorusi / bemosepos HO. M. — M.:
ME Inpecc-undopm, 2011. — C. 260-268.

12.  benoxons H.A., Kybeprep M.b. bone3nu cepania u cocyioB y AeTei. —
M.: Menunmna, 1987. — T. 1. — C. 436-437.

13.  bensesa, JI. M. Ileguatpus: xkypc aekuuii / JI. M. bensieBa. —M.: Men.
aut., 2011. — 568 c.

14.  bepesneBa H. A., Copokuna T. E., AeprsinoBa H. C., I'pomsixo O. E.,
ApcenbeBa E. H., Kyctosa O. B., Bamakmanze H./I., bacapruna E.H., [Tunenuc
B. I'. AprepuanbHoe 1aBieHHE U MOIUMOP(U3M I€HOB PEHUHAHTMOTEH3UHOBOM
CUCTEMBI y JeTeill ¢ rumneprpoduueckoir kapauomuonatueit  Poccuiickuii
neauaTpuueckuit xypuan 2012 6 C-10.

15.  bepmoBa T.B., I'acanoB A.I'., UBanoB A.Il., bacapruna E.H., bakanos
M.U., 3ypaboBa P.b. Ponp MaTpHKCHBIX METaUIONPOTEHWHA3 B MpOIEccax
PEMOJICIMPOBAHUS CepAlla y JAETed C PECTPUKTUBHOW KapJAUOMHUONATHEHN
Bomnpocsr coBpemennoii neguatpuu /2013/ TOM 8/ Ne 55, 6.C-37 5.

16.  by6nosa H. U, XKakora [I. A. , Kack JI. H.,. ITapcerora T. C,. [Iponbiruna E. A.
Kapmomuonarin y neteii. XKypaan Apxus natanorun 2010, Tom 72, N 6.

17.  byb6nosa H.W., XKakora JI.A., Kack JI.H., Kapauomuonaruu y nereit. ]|
Mennpaktuka-M, 2012. — C.257-275.

18. Bunemc E. A. MUKpO3JIEMEHTO3bI Y JIETCKOTO HACEJICHUSI METaroJInca:

AMUAEMHUOJIOTHYECKAs] XapaKTepUCTUKA M BO3MOKHOCTH npodunaktuku / E. A.

95



Bunemc, JI. B. Typuanunos, M. C. Typuanunosa // Ilegmarpuss (OKypnan
umenu [.H.Cnepanckoro). - M., 2011. - N1. - C. 96-101.

19. Bunemc E. A. CpaBHUTENbHBIA aHaIU3 MHKPODJIEMEHTHOTO COCTaBa
BOJIOC TOPOJACKUX >kuteneit 3amagHoi Cubupu : HayuHoe usnanue / E. A.
Bunemc, H. B. Toramze, JI. B. TypuanunoB, T. f. Kopuuna // I'uruena u
canutapus. - M., 2015. - Tom 94 N7I'5015. - C. 99-103.

20.  BopoObeB, A. C. Kimmanueckas sxokapauorpadus y 1eTed U MoAPOCTKOB
/' A. C. Bopobses, T. JI. byraeB. — CII6.: Cnenuanbsnas nurepatypa, 2012. —
423.C-14.

21. TIpomoBa O. A. MuororpaHHas poJib Makpo- M MHKpPODJIEMEHTOB B
IOCTPOEHUU KOCTHOW TKaHM : HayyHoe u3nanue / O. A. I'pomoma, U. IO.
Topmmn, O. A. JlumanoBa // I'maekonorus. - M., 2014. - Tom 16 N2. - C. 50-
56.

22. TpomoBa O. A. DileMEHTHBIE OCHOBBI MOJEKYJISPHOW (apMaKoIOruu
HEHUTPODUKOB MPHUPOTHOTO MPOUCXOKACHUSA. MUKPOITEMEHTHl KaK KOMITOHEHT
HEHPONPOTEKTOPHBIX JIMraHAoB : HayyHoe wu3manue / O. A. I'pomoma //
Hesponorus. - Tamkent, 2010. - N1. - C. 2-6.

23. JI.A. UBanoB, C.®. I'nycaeB//Poccuiickuii BECTHUK TNEPUHATOJIOTHU WU
neauarpuu, 3, 2012 33-38 c.

24.  Esponeiickoe bropo BO3, EBpomneiickas 6a3a maHHBIX "370pOBbE IS
Bcex", 2012; WHO, 2013.

25.  EpemeiimBumm A. B. OcoOeHHOCTH coaepaHUS MHUKPOIJIEMECHTOB B
ouocyOcTparax geredt (B Bo3pacte [-3 7€T) B YCJIOBHUSX aHTPONOTCHHOM
Harpy3ku : HayuHoe u3nganue / A. B. EpemeiimBunu, A. JI. @uparo, E. A.
bakaeBa // ['uruena u canutapus. - M., 2012. - Ne2. - C. 20-22. - bubnuorp.: 8
Ha3B.

26. W.B. JleontbeBa- Poccuiickuii BECTHUK TEPUHATOJOTUU W TEIUATPUH,
2018; 63:(2)) c 7-15.

27. W.B. JleoutheBa, E.I'. Anumuna, E.A. Huxomnaesa, E.Il. Kamauanosa,

N.B. 3onkuna,B.C. CyxopykoB, B.B. [laBeiakuH- KnumHuueckoe 3HaueHHUE
96



HapyILIeHUH MeTaboar3Ma KapHUTHHA B Pa3BUTUN KapAHMOMHUONATUN y neTeit //
Poccuiickuii BECTHUK EPUHATOIOTUH U nieauarpuu, 1, 2013 34-39 c.

28. Uekuna C. C., byoneBuu T. E., KpaBuyk XK. II., Pymsanesa O. A.
Kapmunomuonatuu y  gereu (0030p  smrepatypel)  ['omenbckuid
rOCyJAapCTBEHHBIA METUIMHCKUM yHuUBepcuteT I[IpoOiembl 310poBbs U
skojoruun JleontheBa, M. B. Jlekiuu 1mo Kapauoiordd JeTCKOro Bo3pacta /
Jleontnera U. B.. — M.: ]I Mennpaktuka-M, 2011. — C. 257-275.

29. HMmakoBa b. b. OcobeHHOCTH  HEOHATAIBHOTO  IlepuoAa U
MHUKpPO3JIEMEHTHOIO COCTaBa KpPOBU y HOBOpokIeHHbIX ¢ MO m 3BVYP :
HayuyHoe uznanue / b. b. Mnakoma, X. A. XycanoBa, I'. P. Ansuiosa, /. A.
OprambaeBa // BromneTeHs acconuanuu Bpauel Y30ekucraHa. - TallikeHr,
2013. - N3. - C. 47-49.

30. KapacbkoB AM, OcueB AI'. T'uneptpoduueckas KapJuOMHONATUS
C OOCTpYKIIMEH BBIXOJAHOTO OTJENa JIeBOro kemyaoudka. HoBocuOupck:
Huzaitnnayku; 2012. C-187

31. Kapauomuonaruu y nerer(o03op muteparypsl)C. C. WBkuna, T. E.
byonesnu, K. II. KpaBuyk, O. A. Pymsuuesa //IIpoGnembl 310pOBbsI H
skojorum -2012. C. 22-28.

32.  Kyaps O.H. BereratuBHoe obecnieueHre cepeuHO-COCYIUCTON CHCTEMBI
MpU OPTOCTATUYECKOM TECTUPOBAHUU cHOpTCMEeHOB. bromnerens Culupckoit
Mmeaunuuel. 2010; 9: 75-81.

33. Kymumxansa H. K. MukposneMeHTsl - Ba)KHOE MHUTAaHWE IS Cepila :
HayuHoe uzganue / H. K. Kynumkansn // Inabet. O6pa3 xusznu. - M., 2014. -
N4. - C. 16-19.

34.  Jlenap ®apaxyrauHouu CabupoB,dnpBupa bakuneBna ®pososa, ['y3ensb
ArzamoBHa MyxaMmeriinHa, «JlunatanuonHas KapauoMmuonaTus». BecTHHK
COBpeMEHHOM! KinHnYeckor Meauiuubl 2012 Towm 5, Beim. 3.C-58

35. JleontneBa U. B., JlutBunosa U. C., Jlanunenko H. B., Bepuenko E. T'.
«DaKkTophl pPHICKA JKU3HE YrPOKAEMBIX COCTOSHUW TpU TUMIEPTpOodUUECcKOn

KapJIMOMUOIIATHH Yy feTei». BecTH. aputmosnoruu. 2011; 18.C- 26-27
97



36. Jleonthera M. B.. — Jleknuu mo KapauOJOTHH JETCKOTO Bo3pacta M.:
NI Mennpaktuka-M, 2011. — C. 257-275

37. JleontheBa U.B. Jlekiun 1o KapauoJIOTMH JETCKOrO BO3paCTa.
«['uneprpoduueckas kapauomuonartus». M 2011; C-203— 257

38. JleontneBa, M. B. IIpoGiieMbl COBpeMEHHON IWArHOCTUKH W JICUCHUS
JTUIaTallMOHHBIA Kapauomuoriatun 'y aereit/U. B. JleonTeeBa. — Poccuiickuit
BECTHUK NepuHaroioruu u neauarpuu 2018;63(2)- C.-7-15

39. JleontnseBa U.B., Hukonaesa E.A. KapauoMuonatuu npu BpOXKIACHHBIX
HapyleHusx Merabonm3ma y naereil. Poc BecTtH mepunaton u nenuarp 2016;
61(2): 17-27. DOI: http: 10.21508/1027-4065-2016-61-2-17-27.

40. JleoHTheBa n.B., Hwukonaena E.A. MuToXOHIpraIbHBIE
Kapauomuomnartu. Poc BectH nepunaron u neauatp 2016

41. JIumapenko M.P, CmupnoBa T.B. Tumxosen O.U. — J[unaranuonHas
KapAMOMHUOMNATHA B MPAKTHKE JIETCKOro Kapauoiora // 310poBbe peOEHKa.
2010-91-94 ¢

42. M.B. Typanpuyk, I'.A. HoBukl, A.S. I'yakoBa - T'mmeptpoduueckas
KApJUOMHOIIATASL B CTPYKTYPE BPOXKICHHBIX MMOJUOPTAHHBIX CHUHIPOMOB Y
NALMEHTOB paHHEro JETCKOTO BO3pacta//Bompockl COBPEMEHHOU
neauatpun/2011/ TOM 10/Ne 3 166-169c.

43.  Muxaiinos B.C.1, bykaesa A.A.1u np, MOJIEKYJISIPHO-
T'EHETUYECKUN AHAJIM3 TEHA TTN V JIETEU C JUJIATALIMOHHOM
KAPJIMOMMOITATUEN// Knun. n skcriepument. xup. XKypH. nm. axkan. b.B.
[Tetposckoro. 2018. Ne 1. C. 70-76.,

44.  MouceeB B.C., CymapokoB A.B. bone3nu cepana: PykoBomctBo st
Bpaueil. — M.: Yuusepcym Ilabmumunr, 2011. — 463 c.

45. Moucees B.C., Kuskbaes [I'.K. Kapaumomuonatnu u MUOKapAUTHL.—
M.: I'DOTAP- Menua,2012.—-352 c.,uiI.18

46. Mypamko E. B. Kapauwosorus u peBMaToJIOrHsi JETCKOTO BO3pacTa:

[Ipakt. pykoBoacTBO no aerckum oosesnsm. T. III. M.: Mennpaktuka-M, 2004.

98



47.  Myradpean O.A. Kapauomuonatun y nereit u noapoctkos / Myrtadbsia
O.A..— CII6.: quamekr, 2011. — C-272 .

48. Myradesa O.A. Kapauomumonaruu y nereid u mnoapoctkoB. — CII6.:
Hwnanexr, 2012. — C. 93-132.

49. Myradesa O.A. Kapauomuonatuu y geredl u monapoctkoB. O.A.
Mytadpsan. CII06.: Juanext, 2003.

50. Haropuas H.B., bopmioroa E.B., Komomko H.H., Jlybomas A.B.,
JlaBpunenko A.A. IlepBuuHas runeptpoduyeckas KapAUOMHOIATUS Yy JETeH.
3n0poBbe pedenka, 2013 1 44 C.120

51. OiinotkunoBa O.I. Opranuzanus NpoUIAKTHYECKUX MEPONPUATUN
Py  KOPPEKIIMM AHTPOMOTEHHBIX M HJKOJIOTMYECKHX (DAKTOPOB pPa3BUTHUA
HenH(peKIMoHHbIX 3a0oneBanuii. OPI'3/IPAB: HOoBOCcTH, MHEHHS, OOy4YEHHE.
Bectauk BIIIOY3. 2017. Ne 1. C. 45-52

52.  Ocue A.I'. *« HaiinenoB P.A. ¢« KperoB E.W. « O6enunckas H.P.
Kypbaros B.Il T'mneprpoduueckas oOCTpyKTUBHAs  KapAUOMHOIATUS
AnbpMaHax KIuHA4Yeckor meauiuHbl. 2015 Anpens-mait; 38.C- 95-104 :95 3

53. OcobeHHOCTH TEYEHHs] KapAHMOMHOMATUN, OOYCIOBIECHHBIX MYyTAIUSIMU
reHa tpononuHa [FOmenko M.B. , lllnsaxTo E.B., HoBuk I'.A., KocTtapera A.A.,
I'ynkosa A.4.. 2013.C.39

54. Ilymxuna B.H., Bapenuosa N.A. BapuaGenbHOCTb CEpACYHOTO pUTMa Y
IOHOIIIEH C Pa3HbIM TUIIOM I'€MOJIMHAMUKH. JKoJorus uenoBeka. 2012; 11: 38—
43

55. Poccuiickuii MeIUKO-OMOJIOTHUECKU BECTHUK UMeHHM akamemuka W.I1.
ITaBnoBa, Nel, 2013 r. 151 -156 3otoBa JI.A

56. PykoBoacTBo mo Hewmemuueckoi kapauonornu / J[.B. AGenbaseB [u
np.]; mox pea. H.A. Illoctak. — M.: I'90TAP-Menaua, 2009,

57.  Caaroa I'.M. KapauomuonaTus y neteil 1 BO3MOKHOCTU MPUMEHEHUS |-

KapHUTHHA JJISI TEPaeBTUYECKOM KOPPEKIMU. 3I0pOBbE MaTepu U peOEHKA.

2014.-No2.- C.16-19.

99



58. Cnsurosa H. A., bacapruna E. H., Psa6ues /. B., CaBoctrsinoB K. B.,
[TymkoB A. A., Xypkosa H. B.,PeBynenkos I'. B., XKaposa O. I1. AkryanbHOCTb
reHeTHYEeCKOM Bepu(UKAIMM HEKOMIAKTHOM KapJAHMOMUONATUU Yy JICTEH:
KIIMHWYECKHE ciiydan. Bonpockl coBpemenHoi neauarpuun. 2018; 17 (2): 157—
165. doi: 10.15690/vsp.v17i2.1883.
59. CenoB A.B., Haperoponues .A..CymumoB B.A., HeunBa3uBHbIC
AMEKTPO(PHU3NOIOTHIESCKIE MAapKEePhl BBICOKOTO PUCKA (haTaJbIHBIX COOBITHH y
OOJILHBIX C TUJIaTallMOHHON KapAuOMHOIIATHEN Poccuiickui
KapauoJsiornueckuil sxypHai Ne2(142) 2017 cr-51.
60. CumpHoBa W.B. VYnpTpa3BykoBass JHarHOCTHKa HEKOMIAKTHOTO
MUOKapza y aeteit: ABroped. muc. ... kana. mei. Hayk. — M.; 2012.23 c.
61. CropaBoyHHK IO 3XOKapAHOrpaduu: nep. ¢ HeM./Y. Bunkencxod,
N.  Kpyk.—M.: Men. out., 2008 —240 c.,un
62. CremanoBa I'.K., JImutpueBa C.M., Ycrunora M.B. BapuaGenbHOCTB
CEepICYHOTO pHUTMA B pa3IWYHBIE CE30HBI ToJa Yy IOHONICH-IKYTOB.
JlaapHEeBOCTOUHBIN MeIUIIMHCKUM XypHa1.2010; 2: 105-108.
63. Cyxapea ['.D./lnarnocTuka pa3nUYHBIX BapUAHTOB KapIUOMHOMATHI Y
JeTel: HOBBIM B3IV Ha cTapylo TmpoOiemy. TaBpuyeckuii Meauko-
buonornyeckuii Bectauk 2012; 15(4): 45-62
64. Typouna E.C. Bnusaue 3arps3HeHmss arMoc(pepHOTO  BO3IyXa
B3BEIICHHBIMH  BEIIECTBAMH HA COCTOSIHME€ 3JIOPOBBSl JeTel  ropojaa
bupobumxana // W3Bectuss Camapckoro Hay4yHoOro IieHTpa Poccuiickoit
akagemuu Hayk, T. 12, No 1(7). 2010. C.1710-1714.
65. Typ6ouna E.C. Bnusnue 3arpssHeHuss aTMocpepHOro BO3IyXa Ha
3a00JI€BaEMOCTh ~ PECITUPATOPHBIMH ~ OOJIC3HSAMHU  JIETEH-JIOMIKOJILHUKOB T.
bupobumkan: ABToped. auc. ... 1-pa Men.HayK. bupobumxkan —, 2012. 138 c.
66. VYmapora M. K., bacapruna E. H., CunsroBa 1. B. CBsi3b XapakTepucTuk
HEKOMITAKTHOTO CJIOS MHOKapJia ¢ PUCKOM HACTYIUICHHS JICTATLHOTO MCXO0/a H
pa3BUTHS TPOMOOTHYECKUX OCJIOXKHEHUN TpPU TUJIATAITMOHHOM (DEHOTHUTIE

HCKOMIIAKTHOI'O MHOKapJa y )IeTeﬁi PE3YJILTATBEI KOT'OPTHOI'O MCCICIOBAHMA.
100



Bomnpocer  coBpemenHoit  memmatpun.  2016;15  (2): 161-167. doi:
10.15690/vsp.v15i2.1534.

67. Xypacekuna H.B., Anekcangpoa JI.A., UemepoBa JI.d. Bo3spacTtHas
JVHAMMKA PETYJSIMM CEPIEYHOro puTMa y ydamuxca. BectHuk Yysamickoro
rocyIapCTBEHHOTO mejarornyeckoro yuuBepcutera um. M., Sxosnesa. 2010;
4: 204-209.

68. OmnbBupa bakmeBna ®pomosa.,.Onp3a WnxamoBHa Myxurosa.,Uynmnan
Haunesna Tapudymmmna. KapaumomuonaTuu: HBOMIONMS — B3MVISIAOB  Ha
npobiemyJleuedbnoe neno 1.2013. - C. 3

69. Ackerman M.J., Priori S.G., Willems S., Berul C., et al.; Heart Rhythm
Society (HRS); European Heart Rhythm Association (EHRA).HRS/EHRA
expert consensus statement on the state of genetic testing for the
channelopathies and cardiomyopathies: this document was developed as a
partnership between the Heart Rhythm Society (HRS) and the European Heart
Rhythm Association (EHRA). Europace. 2011; 13 (8): 1077-109.

70.  Ackerman MJ, Priori SG, Willems S, et al. HRS/EHRA expert consensus
statement on the state of genetic testing for the channelopathies and
cardiomyopathies this document was developed as a partnership between the
Heart Rhythm Society (HRS) and the European Heart Rhythm Association
(EHRA). Heart Rhythm. 2011;8(8):1308-1339. doi:
10.1016/j.hrthm.2011.05.020.

71.  Akinrinade O., Alastalo T.P., Koskenvuo J.W. Relevance of truncating
titin mutations in dilated cardiomyopathy. Clin Genet. 2016; 90 (1): 49-54. doi:
10.1111/cge.12741.

72.  Akinrinade O., Koskenvuo J.W., Alastalo T.-P. Prevalence of titin
truncating variants in general population. PLoS One. 2015; 10 (12): e0145284.
doi: 10.1371/journal.pone.0145284.

73.  Alexander P.M., Daubeney P.E., Nugent AW., Lee K.J., Turner C.,
Colan S.D. et al. Long-term outcomes of dilated cardiomyopathy diagnosed

during childhood: results from a national population-based study of childhood
101



cardiomyopathy. Circulation 2013; 128: 2039-2046. DOI. 10.1161/
Circulationaha.113.002767

74.  Ali SK, Abu-Sulaiman R, Agouba RB. Noncompaction cardiomyopathy:
a new mechanism for mitral regurgitation with distinct clinical,
echocardiographic features and pathological correlations. J Saudi Heart Assoc.
2015;27(2):71-78. doi: 10.1016/ j.jsha.2014.07.002.

75.  Alvarez J.A., Orav E.J, Wilkinson J.D., Fleming L.E., Lee David J.,
Sleeper L.A. Competing risks for death and cardiac transplantation in children
with dilated cardiomy—opathy: results from the pediatric cardiomyopathy
regis—try.  Circulation  2011;  124(7): 814-823. DOI: 10.1161
/Circulationaha.110.973826

76.  Am J What explains black-white differences in survival in idiopathic
dilated cardiomyopthy in 356,222 men screened for the Multiple Risk Factor
Intervention Trial.Epidemiol 2012; 139.P- 166-72.

77.  Amzulescu MS, Rousseau MF, Ahn SA, et al. Prognostic Impact of
Hypertrabeculation and Noncompaction Phenotype in Dilated Cardiomyopathy:
A CMR Study. JACC Cardiovasc Imaging. 2015;8(8):934-946. doi:
10.1016/j.jcmg.2015.04.015.

78.  Arbustini E, Narula N, Dec GW, et al. The MOGE(S) classification for a
phenotype-genotype nomenclature of cardiomyopathy: endorsed by the World
Heart Federation. J Am Coll Cardiol.2013;62(22):2046-2072. doi:
10.1016/j.jacc.2013.08.1644

79.  Arbustini E, Weidemann F, Hall JL. Left ventricular noncompaction: a
distinct cardiomyopathy or a trait shared by different cardiac diseases? J Am
Coll Cardiol. 2014;64(17):1840-1850. doi:10.1016/j.jacc.2014.08.030.

80.  Arbustini E., Narula N., Tavazzi L., Serio A., Grasso M., Fa—valli V. et
al. The MOGE(S) classification of cardiomyopathy for clinicians. J Am Coll
Cardiol 2014; 64(3): 304-318. DOI: 10.1016/j.jacc.2014.05.027.

81. Arunamata A, Punn R, Cuneo B, et al. J Am Soc Echocardiogr.

2012;25(1):112-120. doi: 10.1016/j.echo.2011.09.0109.
102



82.  Auerbach S.R., Richmond M.E., Lamour J.M., Blume E.D., Addonizio
L.J., Shaddy R.E. et al. BNP levels predict outcome in pediatric heart failure
patients post hoc analysis of the pe-diatric carvedilol trial. Circ Heart Fail 2010;
3(5): 606-611. DOI: 10.1161/Circheartfailure/109.906875

83.  Baars H.F. van der Smagt J.J., Doevendans P.A. Clinical Cardiogenetics.

London: Springer, 2011. DOI: 10.1007/978-1- 84996-471-5_4.

84. Baba Y., Kubo T., Yamanaka S., Hirota T., Tanioka K., Ya—masaki N. et
al. Clinical Significance of High-Sensitivity Cardiac Troponin T in Patients
With Dilated Cardiomyopathy. Int Heart J 2015; 56(3): 309-313. DOI:
10.1536/ihj.14-335.

85.  Barriales-Villa R, Centurion-Inda R, Femandez-Femandez X, Ortiz MF, Perez-
Alvarez L Rodriguez G I, Hermida-Prieto M, Monserrat L Severe cardiac conduction
disturbances and pacemaker implantation in patients with hypertrophic cardiomyopathy.
Rev Esp Cardiol 2012;63.P-985-988.

86. Bollen ILA.E., van der Meulen M., de Goede K., Kuster D.W.D., et al.
Cardiomyocyte hypocontractility and reduced myofibril density in end-stage
pediatric  cardiomyopathy. Front Physiol. 2017; 8: 1103. doi:
10.3389/fphys.2017.01103. eCollection 2017.

87. Bonow RO, Frederick TM, Bacharach SL, Green MV, Goose PW,
Maron BJ, Rosing DR. Atrial systole and left ventricular filling in hypertrophic
cardiomyopathy: effect of verapamil. Am J Cardiol. 2012;51(8).P-1386-91.

88.  Braundwald Heart Disease.A textbook of Cardiovascular Medcine. — 6th
ed. —2012. — P. 1775-1792. 15.

89. Brescia ST, Rossano JW, Pignatelli R, et al. Mortality and sudden death
in pediatric left ventricular noncompaction in a tertiary referral center.
Circulation. 2013,; 127(22):2202—-2208. doi:
10.1161/Circulationaha.113.002511.

90. Bridgen W. Uncommon myocardial diseases — the noncoronary
cardiomyopathies // Lancet. — 1957. — Vol.2. — p.1243-1249

103



91. Byers S., Ficicioglu C. Infant with cardiomyopathy: When to suspect
inborn errors of metabolism? World J Cardiol 2014; 26; 6(11): 1149-1155. DOI:
10.1080/08916930802031546.

92.  Calabrese F, Rigo E, Milanesi O etal. Molecular diagnosis of myocarditis
and dilated cardiomyopathy in children: clinicopathologic features and
prognostic implications. Diagn. Mol. Pathol. 2012. 11.P- 212-221.

93.  Cardiomyopathy: results from the pediatric cardiomyopathy registry. J
Am Coll Cardiol. 2014; 63 (14): 1405-13.

94. Caroline J. Coats, Mathew J. Gallagher, Michael Foley, Constantinos
O’Mahony, Christopher Critoph, Juan GimenoA et al. Relation between serum
N-terminal pro-brain natriuretic peptide and prognosis in patients with
hypertrophic cardiomyopathy. European Heart Journal. (2013) 34, 2529—2537
doi:10.1093/eurheartj/eht070.

95. Colan S. D., Lipshultz S. E., Lowe A.M. et al. Epidemiology and Cause-
Specific Outcome of Hypertrophic Cardiomyopathy in Children. Findings From
the Pediatric Cardiomyopathy Registry. Circulation 2013; 115.P- 773-781.

96. Daubeney P.E.F., Nugent A.W., Chondros P. et al. Clinical Features and
Outcomes of Childhood Dilated Cardiomyopathy: Results From a National
Population Based Study // Circulation. — 2013. — V. 114. — P. 2671-2678.,
97. Davies, M. J. The Cardiovascular System / M. J. Davies, J. M. Mann //
Systemic pathology. — 2014. — Ne 10. — P. 1409-1416.

98. Dec GW,Fuster V . Idiopathic dilated cardiomyopathy. N Engl J Med
2013:331.P-164-75.

99. Dellefave L., McNally E.M. The genetics of dilated cardiomyopathy.
Curr Opin Cardiol. 2010; 25 (3): 198-204.

100. Diegoli M., Grasso M., Favalli V., Serio A., Gambarin F., Klersy C. et al.
Diagnostic work-up and risk stratification in X-linked dilated cardiomyopathies
caused by dystrophin defects. J Am Coll Cardiol 2011; 58: 925-34. DOI:
10.1016/j. jacc.2011.01.072.

104



101. Dimas V.V., Denfield S.W., Friedman R.A. et al. Frequency of cardiac
death in children with idiopathic dilated cardiomyopathy/ // Am. J. Cardiol. —
2015. — Ne 104(11). — P. 1574-1577

102. Elliott P., Anastasakis A., Borger M., Borggrefe M., Cecchi F., Charron
P. et al. 2014 ESC Guidelines on diagnosis and management of hypertrophic
cardiomyopathy The Task Force for the Diagnosis and Management of
Hypertrophic Cardiomyopathy of the European Society of Cardiology (ESC).
Eur Heart J 2014; 35(39): 2733-2779. DOI: 10.1093/eurheartj/ehu284.

103. Elliott P., Anderson B., Arbustini E. etal. Classification of
cardiomyopathies: a position statement from the European society of cardiology
working group on myocardial and pericardial diseases // Eur. Heart J. 2013. V.
29. P. 270-276.

104. Everitt M.D., Sleeper L.A.,, Lu M., Canter C.E., et al.; Pediatric
Cardiomyopathy Registry Investigators. Recovery of echocardiographic
function in children with idiopathic dilated cardiomyopathy: results from the
pediatric cardiomyopathy registry. J Am Coll Cardiol. 2014; 63 (14): 1405-13.
105. Forsey J., Benson L., Rozenblyum E. et al. Early changes in apical
rotation in genotype positive children with hypertrophic cardiomyopathy
mutations without hypertrophic changes on two-dimensional imaging. J Am Soc
Echocardiogr 2014; 27:2:215—221.

106. Franaszczyk M., Chmielewski P., Truszkowska G., Stawinski P., et al.
Titin truncating variants in dilated cardiomyopathy —prevalence and genotype-
phenotype correlations. PLoS One. 2017;12 (1): e0169007.

107. Gati S, Papadakis M, Papamichael ND, et al. Reversible de novo left
ventricular trabeculations in pregnant women: implications for the diagnosis of
left ventricular noncompaction in low-risk populations. Circulation.
2014;130(6):475-483. doi: 10.1161/Circulationaha.114.008554.

108. Gersh B.J.,, Maron B.J., Bonow R.O., Diarini J.A., Fifer M.A.Link
M.S. et al. 2011 ACCF/AHA Guideline for the Diagnosis and Treatment of

Hypertrophic Cardiomyopathy: A Report of the American College of
105



Cardiology Foundation/American Heart Association Task Force on Practice
Guidelines. Circulation 2011; 124: 1304-1377

109. Gersh BJ, Maron BJ, Bonow RO, et al. 2011 ACCF/AHA guideline for
the diagnosis and treatment of hypertrophic cardiomyopathy. A report of the
American College of Cardiology 2017. P.1215-7

110. Gesuete V., Ragni L., Picchio F.M. The "big heart" of carnitine.G Ital
Cardiol (Rome) 2010; 11: 9: 703—705.

111. Ghosh S, Avari JN, Rhee EK, Woodard PK, Rudy Y. Hypertrophic
cardiomyopathy  with preexcitation: insights  from noninvasive
electrocardiographic imaging (ECGI) and catheter mapping.
J CardiovascElectrophysiol. 2017;18(11). P.1215-7

112. Gigli M., Begay R.L., Morea G., Graw S.L., et al. A Review of the Giant
Protein Titin in Clinical Molecular Diagnostics of Cardiomyopathies. Front
Cardiovasc Med. 2016; 3: 21.

113. H an-Na Kim., MD, MPH; James L. Januzzi Jr, MD Natriuretic Peptide
Testing in Heart Failure. Circulation 2011; 123: 2015—2019.

114. Haas J., Frese K.S., Peil B., Kloos W., et al. Atlas of the clinical genetics
of human dilated cardiomyopathy. Eur HeartJ. 2015; 36 (18): 1123-35.

115. Halliday B.P., Cleland J.G., Goldberger J.J., Prasad S.K. Personalizing
Risk Stratification for Sudden Death in Di—lated Cardiomyopathy: The Past,
Present, and Future. Circulation 2017; 136(2): 215-231. DOI: 10.1161/
Circulationaha .116.027.

116. Herman D.S., Lam L., Taylor M.R., Wang L., et al. Truncations of titin
causing dilated cardiomyopathy. N Engl J Med. 2012; 366 (7): 619-28. PubMed
Central PMCID: PMC3660031.

117. Hershberger R., Siegfried M. Update 2011: Clinical and Ge—netic Issues
in Familial Dilated Cardiomyopathy. JACC 2011; 57(16): 1641-1649. DOI:
10.1016/j.jacc.2011.01.015.

118. Hu G, Qiao Q, Tuomilehto J, Balkau B, Borch-Johnsen K, Pyorala K. For

the DECODE Study Group. Prevalence of the metabolic syndrome and its
106



relation to all-cause and cardiovascular mortality in nondiabetic European men
and women. Arch Intern Med. 2016;164. P.1066-1076.,

119. Hussein A, Karimianpour A, Collier P, Krasuski RA. Isolated
Noncompaction of the Left Ventricle in Adults. J Am Coll Cardiol. 2015;
66(5):578-585. doi: 10.1016/j.jacc.2015.06.017.

120. Jefferies JL, Wilkinson JD, Sleeper LA, et al. Cardiomyopathy
phenotypes and outcomes for children with left ventricular myocardial
noncompaction: results from the pediatric cardiomyopathy registry. J Card Fail.
2015;21(11):877-884. doi: 10.1016/j.cardfail. 2015.06.381., 12 12.

121. Kaski J., Syrris P., Burch M. et al. Idiopathic restrictive cardiomyopathy
in children is caused by mutations in cardiac sarcomere protein genes // J. Heart.
—2011. — V.94, Ne 11. — P. 1478-1484.

122. Kaufman B.D., Auerbach S., Reddyetal S.. RAAS gene polymorphisms
influence progression of pediatric hypertrophic cardiomyopathy / // HumGenet.
—2012. — Vol. 122, Ne 5. — P. 515-523

123. Kim L., Devereux R., Basson C. Impact of genetic insight into Mendelian
disease on cardiovascular clinical practice // Circulation. — 2011. — Vol.123.
— P. 544-550

124. Kindel S.J., Miller E.M., Gupta R., Cripe L.H., Hinton R.B., Spicer R.L.
et al. Pediatric cardiomyopathy: importance of gemnetic and metabolic

evaluation. J Card Fail 2012; 18: 396— 403. DOI: 10.1016/j.cardfail.2012.01.017

125. Kitaoka H., Kubo T., Okawa M., Takenaka N., Sakamoto C., Baba Y. et
al. Tissue Doppler imaging and plasma BNP levels to assess the prognosis in
patients with hypertrophic cardiomyopathy. J. American Society of
Echocardiography. 2011; 24: 1020—5.

126. Kleindorfer, D. Sociodemographic groups at risk: race/ethnicity / D.
Kleindorfer // Stroke. 2013. - Vol. 40, suppl 1. - S. P.75-78

127. Latus H., Gummel K., Klinge K., Moysich A., Khalil M., Mazhari N. et

al. Focal myocardial fibrosis assessed by late gadolinium enhancement
107



cardiovascular magnetic resonance in children and adolescents with dilated
cardiomyopathy. J Cardiovasc Magn Reson 2015; 17: 34. DOI: 10.1186/
$12968-015-0142-0.

128. Latus H., Gummel K., Klinge K., Moysich A., Khalil M., Mazhari N. et
al. Focal myocardial fibrosis assessed by late gadolinium enhancement
cardiovascular magnetic resonance in children and adolescents with dilated
cardiomyopathy. J Cardiovasc Magn Reson 2015; 17: 34. DOI: 10.1186/
$12968-015-0142-1

129. Lipshultz S.E., Cochran T.R., Briston D.A., Brown S.R., Sam—batakos
P.J., Miller T.L. et al. Pediatric cardiomyopathies: causes, epidemiology, clinical
course, preventive strate—gies and therapies. Future Cardiol 2013; 9: 817-848.
DOI: 10.2217/fca.13.66 .

130. Lipshultz S.E., Orav E.J., Wilkinson J.D. et al. Risk stratification at the
time of diagnosis for children with hypertrophic cardiomyopathy: a report from
the Pediatric Cardiomyopathy Registry Study Group. Lancet 2013; 382: 9908.P.
1889-1897.

131. Losi MA, Nistri S, Galderisi M, Betocchi S, Cecchi F, Olivotto I,
Agricola E, Ballo P, Buralli S, D’Andrea A, D’Errico A, Mele D, Sciomer S,
Mondillo S. Echocardiography in patients with hypertrophic cardiomyopathy:
usefulness of old and new techni—ques in the diagnosis and pathophysiological
assessment Cardiovasc Ultrasound 2010;8:7.

132. Maron B.J. Hypertrophic cardiomyopathy: A systematic review. JAMA
2012; 287.P.1308-1320.1, 24.

133. Maron B.J., McKenna W.J., Danielson G.K. et al. Hypertrophic
Cardiomyopathy (Clinical Expert Consensus Document).Eur Heart J 2013; 24.P.
1965-91

134. Maron B.J., Towbin J.A., Thiene G., Antzelevitch C., et al.; American
Heart Association; Council on Clinical Cardiology, Heart Failure and
Transplantation Committee; Quality of Care and Outcomes Research and

Functional Genomics and Translational Biology Interdisciplinary Working
108



Groups; Council on Epidemiology and Prevention. Contemporary definitions
and classification of the cardiomyopathies: an American Heart Association
Scientific Statement from the Council on Clinical Cardiology, Heart Failure and
Transplantation Committee; Quality of Care and Outcomes Research and
Functional Genomics and Translational Biology Interdisciplinary Working
Groups; and Council on Epidemiology and Prevention., Rusconi P., Wilkinson
J.D., Sleeper L.A., Lu M., et al.; for the Pediatric Cardiomyopathy Registry
Investigators. Differences in Presentation and Outcomes between Children with
Familial Dilated Cardiomyopathy and Children with Idiopathic Dilated
Cardiomyopathy: A Report from the Pediatric Cardiomyopathy Registry
StudyGroup.CircHeartFail.2017;10:€002637.d0i:10.1161/Circheartfailure.115.0
02637.

135. Maron BJ, Gardin JM, Flack JM, et al. Prevalence of hypertrophic
cardiomyopathy in a general population of young adults. Circulation. 2016. V.
115. P. 180-181

136. Miner E.C., Miller W.L. A look between the Cardiomyocytes: The
Extracellular Matrix in Heart Failure // Mayo. Clin. Proc. — 2016. — V. 81, Ne
1.—P. 71-76.

137. Moak J.P., Kaski J.P. Hypertrophic cardiomyopathy in children.
Heart 2012; 98: 1044-1054. DOI: 10.1136/ heartjnl-2011-300531.

138. Moon J.C., Mogensen J., Elliott P.M. et al. Myocardial late gadolinium
enhancement  cardiovascular  magnetic  resonance in  hypertrophic
cardiomyopathy caused by mutations in troponin | // Heart. — 2015. — Vol. 91,
Ne 8. — P. 1036-1040.

139. Moya A, Sutton R, Ammirati F, Blanc JJ, Brignole M, Dahm JB, Deharo JC,
Gajek J, Gjesdal K, Krahn A, Massin M, Pepi M, Pezawas T, Granell RR, Sarasin F,
Ungar A, van Dijk JG, Walma EP, Wieling W, Abe H, Benditt DG, Decker WW,
Grubb BP, Kaufmann H, Morillo C. Olshansky B, Parry SW, Sheldon R, Shen WK,
Vahanian A, Auricchio A, Bax J, Ceconi C, Dean V, Filippatos G, Funck-Brentano C,

Hobbs R, Kearney P, McDonagh T, McGregor K,Popescu BA, Reiner Z, Sechtem U,
109



Simes PA, Tendera M, Vardas P, Widimsky P, Auricchio A, Acarturk E, Andreotti F,
Asteggiano R, Bauersfeld U, Bellou A, Benetos A, Brandt J, Chung MK, Cortelli P, Da
Costa A, Extramiana F, Ferro J, Gorenek B, Hedman A, Hirsch R, Kaliska G, Kenny
RA, Kjeldsen KP, Lampert R, Molgard H, Paju R, Puodziukynas A, Raviele A, Roman
P, Scherer M, Schondorf R, Sicari R, Vanbrabant P, Wolpert C, Zamorano JL
Guidelines for the diagnosis and management of syncope (version 2009): the Task
Force for the Diagnosis and Management of Syncope of the European Society of
Cardiology (ESQ. Eur Heart J 2017:30.P.2631 -2671

140. Musumeci M.B., Spirito P., Cauti F.M., Autore C. High risk for sudden
death identified by electrocardiographic loop recording in a patient with
hypertrophic cardiomyopathy without major risk factors. Am J Cardiol 2011;
107: 10.P.1558-1560

141. Nugent AW., Daubeney P.E.F., Chondros P. et al. The epidemiology of
childhood cardiomyopathy in Australia / N. Engl. J. Med. — 2013. —Vol. 348,
Ne 17. — P. 1639-1646.

142. Oechslin E, Jenni R. Left ventricular non-compaction revisited: a distinct
phenotype with genetic heterogeneity? Eur Heart J. 2011;32(12):1446-1456.
doi: 10.1093/eurheartj/ehg508.

143. Park J.R., Choi J.0., Han H.J., Chang S.A., Park S.J., Lee S.C,, et al.
Degree and distribution of left ventricular hypertrophy as a determining factor
for elevated natriuretic peptide levels in patients with hypertrophic
cardiomyopathy: insights from cardiac magnetic resonance imaging. Int. J.
Cardiovasc. Imaging. 2012; 28: 763e772. — 7.

144. Park MK, Troxler RG. Pediatric cardiology for practitioners.4th ed. St.
Louis, Mosby: 2012.P- 289-290

145. Peters F, Khandheria BK. Isolated left ventricular noncompaction: what
do we really know? Curr Cardiol Rep. 2012;14(3): 381-388. doi:
10.1007/s11886-012-0255-0.

146. Pinto J.,Parvatiyar M., Jones M. Troponin T mutation that causes infantile

restrictive cardiomyopathy increases Ca2+ sensitivity of force development and
110



impairsthe inhibitory properties of troponin // J. Biol. Chem. — 2017. — V.
283, Ne 4, — P. 2156-2166.

147. Prasad K. Williams L Campbell R, Elliott PM, McKenna WJ, Frenneaux M.
Episodic syncope in hypertrophic cardiomyopathy: evidence for inappropriate
vasodilation. Heart 2018; 94.P-1312-1317

148. Registry Study Group. Circ Heart Fail. 2017; 10: e002637. doi:
10.1161/CIRCHEARTFAILURE.115.002637.

149. Report of the 1995 World Health Organization/International Society and
Federation of Cardiology Task Force on the Definition and classification of
cardiomyopathies // Circulation. 2012. V. 93. P. 841-842.

150. Roberts A.M., Ware J.S., Herman D.S., Schafer S., et al. Integrated
allelic, transcriptional, and phenomic dissection of the cardiac effects of titin
truncations in health and disease. Sci Transl Med. 2015; 7 (270): 270ra6. doi:
10.1126/scitransImed.3010134.

151. Roberts W.C., Epstein S.E. Sudden death in hypertrophic
cardiomyopathy. A profile of 78 patients. Circulation 2013; 65.P- 1388-94.

152. Rusconi P., Wilkinson J.D., Sleeper L.A., Lu M., et al.; for the Pediatric
Cardiomyopathy Registry Investigators. Differences in Presentation and
Outcomes between Children with Familial Dilated Cardiomyopathy and
Children with Idiopathic Dilated Cardiomyopathy: A Report from the Pediatric
Cardiomyopathy Registry Study Group. Circ Heart Fail. 2017; 10: e002637. doi:
10.1161/CIRCHEARTFAILURE.115.002637.

153. Silva J.N., Canter C.E. Current management of pediatric dilated
cardiomyopathy // Curr. Opin. Cardiol. — 2010. —Ne 25(2). — P. 80-87.

154. Soor G.S., Luk A., Ahn E. et al. Hypertrophic cardiomyopathy: current
understanding and treatment objectives / // Journal of Clinical Pathology. —
2012. — Vol. 62 (3). — P. 226-235

155. Spirito P., Maron B.J.,Roman M.J. «Prevalence of hypertrophic
cardiomyopathy in a general population-based sample of American indians: the

Strong Heart Study». Am J Cardiol 2014; 93. P-1510-1515
111



156. Spirito P, Maron BJ, Bonow RO, Epstein SE.  Occurrence  and
significance of progressive left ventricular wall thinning and relative cavity
dilatation in hypertrophic cardiomyopathy. Am J Cardiol. 2015; 60 (1).P.123-9
157. Stanton C, Bruce C, Connolly H, et al. Isolated left ventricular
noncompaction syndrome. Am J Cardiol. 2009;104(8):1135-1138.doi:
10.1016/j.amjcard.2009.05.062. Engberding R, Stollberger C, Ong P, et al.
Isolated non-compaction cardiomyopathy. Dtsch Arztebl Int. 2010;107(12):206—
213. doi: 10.3238/arztebl.2010.0206.

158. Steward C.G., Newbury-Ecob R.A., Hastings R., Steward C.G., Newbury-
Ecob R.A., Hastings R. et al. Barth syndrome: an X-linked cause of fetal
cardiomyopathy and stillbirth. Prenat Diagn 2010; 30: 970-976. DOI:
10.1002/pd.2599.

159. Sukhareva GE. Diagnosis of different variants of cardiomyopathies in
children: a new look at an old problem. Tauride Medical BiologicalBulletin
2012; 15 (4).P.45-62.

160. Syed IS, Glockner JF, Feng D, Araoz PA, Martinez MW, Edwards WD,
Gertz MA, Dispenzieri A, Oh JK, Bellavia D, Tajik AJ, Grogan M. Role of
cardiac magnetic resonance imaging in the detection of cardiac amyloidosis.
JACC Cardiovasc Imaging 2010;3:155-164.

161. Tayal U., Newsome S., Buchan R., et al. Phenotype and clinical outcomes
of titin cardiomyopathy. J Am Coll Cardiol. 2017; 70 (18): 2264-74.
d0i:10.1016/j.jacc.2017.08.063.

162. Their felder L., Watkins H., MacRae C. et al. Alpha-tropomyosin and
cardiac troponin T mutations cause familial hypertrophic cardiomyopathy. A
disease of the sarcomere. Cell 2012; 77: 701-12.8

163. Uribe S, Cadavid L, Hussain T, et al. Cardiovascular magnetic resonance
findings in a pediatric population with isolated left ventricular non-compaction.
J Cardiovasc Magn Reson. 2012;14(1):9. doi: 10.1186/1532-429X-14-9.

164. Verdonschot J.A.J., Hazebroek M.R., Derks K.W.J., Barandiar n Aizpurua

A., et al. Titin cardiomyopathy leads to altered mitochondrial energetics,
112



increased fibrosis and long-term lifethreatening arrhythmias. Eur Heart J. 2018
Jan 25.

165. Wang ZX, Xu L, Wang YL et al. Mentality and behavior of children
suffering from viral myocarditis. Zhonghua ErKeZazZhi (Chinese journal of
pediatrics). 2016. 44: 122-125

166. Watkins H., McKenna W.J., Thierfelder L etal. Mutations in the genes for
cardiac troponin T and alphatropomyosin in hypertrophic cardiomyopathy.N
Engl J Med 2011; 332: 1058-64

167. Wicks E.C.Elliott P.M. Genetics and metabolic cardiomyopathies. Herz
2012; 37: 598-610. DOI: 10.1007/s00059-012- 3659-0 .

168. Wilkinson J., Landy D., Colan S, Towhin J., Sleeper L.A., Orav E.J. et al.
The Pediatric Cardiomyopathy Registry and Heart Failure: Key Results from the
First 15 Years. Heart Fail Clin 2010; 6(4): 401-413. DOI:
10.1016/j.hfc.2010.05.002 .

169. Wilkinson J.D., Sleeper L.A., Alvarez J.A. et al. The Pediatric
Cardiomyopathy Registry: 1995-2007 // Progress in Pediatric Cardiology. —
2013. — V.25, Ne 1. —P. 31-36

170. Willerson, J. T. Cardiovascular medicine / J. T. Willerson // Cohn JN. —
2013. — P. 871-886.

171. Xiaoping Li, Chengzhi Chen, Feng Gan, Yang Wang, Ligang Ding and
Wei Hua. Plasma NT pro-BNP, hs-CR P and big-ET levels at admission as
prognostic markers of survival in hospitalized patients with dilated
cardiomyopathy: a single-center cohort study. BMC Cardiovascular Disorders.
2014, 14: 67.

113



