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OBILIASA XAPAKTEPUCTHUKA PABOTDBI

AKTYaJIbHOCTH MPO00JIEMBbI

l'uneptpoduss MuoOKapja sBISICTCS aKTyaJdbHOW TIpoOJieMON JETCKOU
kapauosiorud. @DopMUpoBaHUE TUNEPTPOGUU COMPOBONKIACTCS CTPYKTYPHO-
(GyHKUIHMOHATBHBIMA M3MEHEHUSIMH MHUOKap/a, CIOCOOCTBYIOIIMMH 3aTPYIHEHUIO
JTMACTOJIMYECKOTO HAIOJHEHUS JKeIyJ0uKa 3a CUET HAPYIICHUS €ro paccialieHus
u ymeHblneHus nogarnuBoctu (Arad M. et al. 2007). I'mneptpodupoBanHbIit
MHUOKap/I MOJABEPKEH PUCKY UIEMHUH U3-32 BO3POCIICH MOTPEOHOCTH B KUCIOPOJE
Ui oOecTieyeHs] YBEMYEHHON Macchl UM Harpy3ku. l'umeprpodus u uiemus
MHUOKapJa KeITyJOUYKOB CEp/lla aCCOLMUPYIOTCS C YBEJIMUYEHUEM PUCKA BHE3AIMHON
CMEpPTH, YaCThIMU  HAPYUICHUSIMU  KEIyJIOYKOBOTO  pUTMA, Pa3BUTHEM
MepUAaTeIbHOW ApUTMHUH.

['uneptpoduss MuOKapaa, Kak TMPOSBICHUE OHHAOTEHHBIX MEXaHU3MOB
KOMITCHCAIIMM TEeMOJMHAMUYECKUX HapyIIeHUH, MNpUAaET pa3iudHbIM (popmam
MATOJIOTUM CepJilla PNl OOIIMX YepT, KOTOPBIE OMPEAEISAIOT XapakTep TEUYCHHUS,
IPOTHO3 M IOAXOABI K JiedeHHt0. K HHM OTHOCATCS: CHMMETPHYHOCTH
TUNEPTPOPUU KETyT0YKOB, HANMMUKUE OOCTPYKIIMH, TUACTOIMYECKas TUCPYHKITHS,
HapylIeHUsI puTMa Cepla.

[Ipn muddepeHuranbHOl TUArHOCTUKE TUNEPTPOPUM MUOKapAa y AETeu
paHHEro Bo3pacTa B IEPBYIO OYEPElb UCKIIOYAIOT BPOKIEHHBIE MOPOKHU cepAla U
COCYZOB (QOpTaJIbHbI CTEHO3, KOApPKTAllMI0 M TUIMOIUIA3UI0 a0PThl, CTEHO3
KJIallaHa JIEFOYHOM apTepuu W Ap.), a TAKKE CUMITOMATUYECKYIO apTEepUATIbHYIO
runepreHsuto. B cinydyae HEOOBACHMMBIX TIE€MOJMHAMHYECKUX HapyLIEHUH Yy
pebénka c¢ runeptpodueil KeayJ0YKOB CepAlla BBICOKA BEPOATHOCTh HATUYUS
CEMEHHO-TEHETUYECKON  (MAMOMATUYECKON, TEPBUYHON) THUMNEPTPOPUIECCKOM
kapauomuonatun  (IKMII), nubo cucrtemHoro, MeTrabOJIMYECKOro WM
MOJIMOPTAHHOTO CUHApoMa, accorupoBannoro ¢ ['[KMII (Maron B.J. et al., 2009).

Pacripoctpanénnocts I'KMII B neamaTpuyeckux perucrpax HEU3BECTHA,
OJIHAKO, IO pe3yJibTaTaM MNOMYJAIMOHHBIX HCCIEAOBAaHUN, MOKa3aTelb T'OJ0BOM
3aboneBaemocTt BapbupyeT oT 0,3 mo 0,5 ma 100 000 merckoro HaceIeHHS
(Lipshultz SE et al., 2003; Nugent A.W. et al., 2005). I[lo manHBIM peructpa
KapJMOMHOMNATHH, CHOPMHUPOBAHHOIO Ha CEBEPOAMEPUKAHCKOM KOHTHMHEHTE, B
ctpykrype npuunH 'KMII y nereit Gonbinas yacth ciydaeB (75%) oTHeceHa K
nepBuyHoil  (mauonaruueckord) I'KMII, y ocranpHbix mnanueHToB (25%)
auarHoctupoBaHa  BropuyHas ['KMII, accoummpoBanHas ¢ ApyruMmu
3aboneBanusaMu (James D.W. et al. 2008).

[IpaBunbHass M CBOEBpEMEHHas JUArHOCTUKA TUIEPTPOPUH MHUOKapAaA
HEPEJKO SBIACTCS TPYAHOW KIMHUYECKOM 3a7aueil. B HacTosimee Bpemst 00bInoe
BHUMAaHHE YACISICTCS OMOXUMUYECKUM KPUTEPHUSM, CIIOCOOCTBYIOIIUM paHHEH
JUArHOCTHKE, K YHUCITY KOTOPBIX MOXXET OBITh OTHECEHO U KOJIMYECTBEHHOE
ONpe/eNieHue CoAep)KaHusd B KpoBH N-KOHIIEBOTO (pparMeHTa MO3TOBOTO
Hatpuiiypetudyeckoro nentuaa (NT-proBNP). B nocneanue roasl MNoiaydeHbl
JI0Ka3aTEIbCTBA BOBJICUCHHS CHUCTEMbl HATPUHYpPETHUUYECKUX TMENTUAOB B
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naroduzuonoruro 'KMII (Maron B. J., Venkatakrishna et al., 2004; de Lemos
J.A. et al., 2009; Caroline J. Coats et al., 2013). IIpu nepuunoii ' KMII y nereit
JUAarHOCTUYECKHE BO3MOXXHOCTU JAHHOTO TECTa MPAKTUYECKH HE U3YYEHBI,
ONMCAHbl JIMIIb E€AWHUYHBIE CIIy4al KOJWYECTBEHHOI'O aHajiu3a HW3MEHEHHM
COJIEp>KaHuUsl 3TOT0 TOPMOHA y TAIMEHTOB C 3a00JI€BaHUSIMH, aCCOLIMUPOBAHHBIMU
c runeprpodueil MUOKapaa, TAKUMHU KaK CHHIPOMBI MajbpopManuii u 001e3HH
HakoruieHus: riukoreHa (Tsutomu Matsushita, 2008; Hahn A. et al., 2006). B
CBSA3U C OTHUM TMPEICTABISETCA AKTyallbHbIM HCCIECJOBAHHE HM3MECHEHUI
conepkanusi NT-proBNP B ceiBOpoTKe KpoBH JieTel ¢ runeprpodueit Muokapaa
pa3IMYHOM STHUOJIOTMM B COYETAHHMM C AaHAJIU30M OCOOCHHOCTEW KIMHHUKO-
réMOJIMHAMUYECKOI0  cTaryca  JJIs  ONPENEICHUS  HOBBIX  KPUTEPHUEB
mudepeHnnanbHON TMarHOCTUKY ATUX (OPM MATOJIOTHH CEep/Ilia.

OpnHako, BbISIBJICHHE THIEpTpoUn MUOKapaa y peOeHKa paHHEro Bo3pacTa
€lle HEJAOCTaTOYHO JUIsl IIOCTAHOBKM JWarHo3a. TpyIHOCTH IpPaBUIIBHOU
TPAaKTOBKM PEMOJICTUPOBAHUS CepAlla y TakuX OOJBHBIX COMPSIKEHBI CO
3HAYUTEIBHBIM  YHCIIOM  3THOJIOTMUECKMX  (PAKTOpOB,  OIpPEAEIIIOMINX
dbopMHpoBaHHE M TEUYEHHE THUNEPTPOoPUM MHUOKapAa, pasHooOpazueMm H
MaJOCTIEM(PUUHOCTBIO KIMHUYECKON KapTUHbL. OmuMOOYHas JUAarHoCTUKa B
nonb3y nepsuyHo ['KMII Moxker nmpuBecTH K HENPAaBWIBHOMY KIMHUYECKOMY
BEJICHUIO OOJIBHOTO M HEAJEKBATHOW TEpPAIHH.

CoBpeMeHHbIE BO3MOXXHOCTH KOMIUJIEKCHOTO OOCJIE€IOBAaHUA W JICUEHUS
JeTell paHHEro Bo3pacTa C pa3IMYHbIMU (opMamMu TATOJIOTHH  CEepIla,
NO3BOJIAIOIIME OOECNEeUYUTh BBICOKOE KaueCTBO MX MKU3HHU, aKTyaJu3WpOBaJIU
BONpOChl  nu(pdepeHITNaNbHON TUArHOCTUKU TUnepTpodur MHOKapja, YTO
MPECTABIACTCSI HEOOXOAUMBIM JJIS ONPEACIICHUS] TAKTUKHN BEJICHUS MAIlUEHTOB U
IPOrHO3UPOBAHUS TE€UEHMsI 3a00IeBaHMSL.

ean ucciaenoBanus

OnpenenuTh KIMHUYECKHME M TEeMOJAMHAMUYECKHE TMPOSBICHHUS TpU
paznuyHbIX (OpMax NATOJIOTHHM CepAlla, COMPOBOXKIAIOIIMXCS TUnepTpodueit
MUOKapAa Yy JAeTeill paHHero Bo3pacTa, s yayduieHus auddepeHunanbHoMl
JIMAarHOCTUKH.

3axaum uccaeI0BaHuA
1. VY cTaHOBUTH OCOOCHHOCTH KJIMHUYECKUX MPOSBICHUNA U BapUAHTHI TCUCHHUSI
3a00JIeBaHUH, COMPOBOXKIAIONIUXCS TUTIEPTpodueil MUOKapAa y JeTeld paHHETro
BO3pacTa.

2. OueHnthb JUArHOCTUYECKYIO 3HAYUMOCTh MHCTPYMEHTAIbHBIX
UCCIIEIOBAaHUM KpOBOOOpAIlleHUs] y JeTei paHHEero Bo3pacTa NpU pa3iIMYHBIX
(dopMax MaToyIoruu cep/ia, CONpOBOXKAAIOIIUXCS TUEpTpoduelt Muokapa.

3. Onpenenuts U3MEHEHUsS conepkaHus N-KOHILIEBOTO (pparMeHTa MO3TOBOTO
HaTPUHYPETUYECKOrO MENTUA B KPOBHU y JIETEN pAHHETO BO3pAacTa P PA3IUUHBIX
dbopmax maToJIOruu cepiala, CONPOBOXKIAIOIIUXCS TUIIEPTpOoPHUei MUOKapaa.

4. PazpabGorate anroput™m auddepeHIraIbHON JUArHOCTUKU  Pa3IMYHbIX
dbopM maTtojorMM  CepAla, COMPOBOXKIAIOLIUXCS TUnepTpodued Muokapaa, y
JIeTeld paHHEro BO3pacTa.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Hahn%20A%5BAuthor%5D&cauthor=true&cauthor_uid=17175893

Hay4ynasi HoBU3HA

BnepBele y neTeil paHHero Bo3pacta Ha OCHOBAaHUM KOMIUJIEKCHOTO aHaJM3a
KIIMHUKO-T€MOIMHAMUYECKUX, MHCTPYMEHTAIBHBIX u OMOXUMHUYECKUX
MoKa3areyiel, ONMpeACISIIONIUX KIMHUYECKOEe TEUEHHE M MPOTHO3, YCTAaHOBJICHBI
OCOOCHHOCTH Pa3IUYHBIX (OPM TMATONOTHH CEPAIa, COMPOBOKIAOIITUXCS
runeprpobueld  MUOKapAa, C [enblo  yuoydmeHus — auddepeHuanbHon
JTMarHOCTUKH.

VY ngereil panHero Bo3pacta runepTpodus MUOKApJa BBISBISETCS MPU
nepBuYHOM  runeprpoduueckot  kapauomuomnatuu  (42%),  BTOpPUUHOMN
KapJIMIOMHUOIIATHH, aCCOIMUPOBAHHOW ¢ cuHIpoMaMu Maibdopmaruii (18%) u
MeTrabonuyeckumu 3abosieBanusmMu  (19%), a Takxke IpU  apTepUAIIbLHON
TUMNEpTEeH3UU Ha poHEe aHOMaJTui aopThl U ee BeTBel (21%).

BriepBbie yCTaHOBIIEHO, UTO Yy JieTel ¢ runepTpodueit Muokapaa ¢ 1e610Tom B
paHHeM  Bo3pacTe  cojepkaHue  N-KOHIIEBOIO  (pparMeHTa  MO3TOBOTO
HaTPUIYpETUYECKOTO MENTHAA B CBHIBOPOTKE KpPOBU mpu Hopme 10 200mr/mi
yBenuuuBasiocb oT 270 nr/mn go 25000 nr/mMa u 3aBUCENIO OT KJIMHUKO-
reMOJMHAMUYECKUX TOoKa3aTenaed u (yHKIUOHAIbHOrO craryca. I[loBbillieHHOE
cojepkanrie N-KOHIIEBOrO (pparMeHTa MO3rOBOTO HATPUNYpPETUUECKOTO MENTUIa
B CBIBOPOTKE KpPOBH AaCCOIMUPYETCS C TSDKECThIO TEeMOJUHAMUYECKHX U
(GyHKIMOHATBHBIX HAPYIICHUH U MIPOSIBISIETCS] YBEIUYCHHUEM YPOBHS B CHIBOPOTKE
KPOBH B 3aBUCUMOCTH OT CTaJAUM XPOHUYECKOW CEPICUYHONM HEAOCTATOYHOCTH,
TAaK)KE€ aCCOIMUPYETCS C BBIPAKEHHOCTHIO THUMNEPTPOPUU U  TMPU3HAKAMU
OOCTPYKIIMU B BBIXOJTHOM TPAKTE JIEBOT'O W/UITM TIPABOTO JKEIYI0YKOB.

IIpakTuyeckast 3HAYUMOCTh

Onpenenena KJIMHUYECKas IEHHOCTh W HMH(POPMATUBHOCTH COBPEMEHHBIX
WHCTPYMEHTAJIbHBIX W J1a0OpaTOPHBIX METOJIOB MCCJEAOBAaHUS B JUArHOCTHKE
3a00J1eBaHUM, COPOBOXKAAIOLIUXCS TUNEPTPpOdUEN MUOKapia y A€Tei ¢ 1e0I0ToM
B paHHeM Bo3pacte. [lokazaHo, 4To onpeeneHue coaep>KaHus B CBIBOPOTKE KPOBU
N-koHIIeBOr0 (pparMeHTa MO3TOBOI0 HATPUHYPETUUYECKOTO MENTHaa HE0OXOAUMO
B KaueCTBE JOMOJHUTEIBHOTO METO/a OLICHKU CTENEeHU TSHKECTH KIMHUYECKOTO U
reMOJIMHAMUYECKOTO COCTOSIHUS JETEH paHHETO BO3pacTa MpH pa3IuyHbIX (popmax
MaTOJIOTHUU CEeP/Illa, CONTPOBOXKIAIOIIUXCS TUIIEpTpodueit Muokapa.

Pe3ynbTaThl HCCIICIOBAHUS MO3BOJIMIIA  pa3paboTaTh aNrOpUTM
nuddepeHnnanbHoM JIMarHOCTUKHU 3a00JIeBaHUH, COIPOBOXKIAFOIITUXCS
runeptTpodueit MuoKapaa y JAeTeil ¢ 1e0I0TOM B PaHHEM BO3pPAcTe W TEM CaMbIM
MOBBICUTh D3(PPEKTUBHOCTH JICUEHUS OTUX OOJBHBIX € Y4E€TOM (HaKTOPOB,
ONpeIEAIOIUX PEMOJICTUPOBAHUE CEPILIA.

BHeapenne noJry4eHHbIX pe3yJbTATOB B PAKTHKY

Pe3ynbTaThl ucCcieoOBaHUN BHEAPEHbl B pabOTy KapaUOJIOTUYECKOIrO
otaenenust ®PI'AY «HayuHblil IEHTp 310pOBbs AeTei» Munzapasa Poccuu.

OcHOBHBIE PE3yibTaThl JHUCCEPTAIIMU JOJOXKEHBI W o0cyxaeHbl Ha VIII
Bcepoccuiickom kourpecce «Jletckast kapauonorus — 2014» (12-13 urons 2014 1.,
Mockga), IX Bcepoccuiickom cemunape namsatu npodeccopa H.A. benokonb



«BpoxieHHBIE TOPOKM CepAlla: BO3MOXHOCTUM JUArHOCTUKH, JICYEHHUS U
peabumuramun» (11-12 centsiOps 2015 r., Kazanp), XIX koHrpecce menuarpos
Poccun «AkTyanbHble NpoOJIEMbl IEAUATPUNY» C MEXKAYHAPOAHBIM yyacTtueM (12-
14 ¢pespans 2016r., Mocksa).

y6nukannu

[To teme nuccepranuu ONMyOJMKOBAHO 6 TMe4YaTHBIX pabOT, W3 HUX 4 B
KypHaliax, pekoMmeHaoBaHHbIX BAK MuHucTtepcTBa oOpa3oBaHUM W HAyKH
Poccuiickon @enepanum.

O0beM u CTPYKTYypa AUCCEPTALMH

HMucceprauust uznoxeHa Ha 207 cTpaHWIlaXx MaIIMHOIMCHOTO TEKCTa M
COCTOMT W3 BBEJCHHS, 0030pa JUTEpaTyphl, OMHCAHUS O0bEMa U METOIOB
UCCJICIOBAHUM, TJIaBbl C OIKMCAaHHEM COOCTBEHHBIX HAOIOJICHUM, OOCYXICHUS
MOJIYYEHHBIX PE3YJIbTAaTOB, BBIBOJOB, MPAKTUYECKUX PEKOMEHAAIMNA U CIHCKa
JIUTEPATYPBI, BKIIOYAIOMIETO 9 OT€UECTBEHHBIX U 164 MHOCTpaHHBIX UCTOYHHUKOB.
Pabota nmmtoctpupoBana 53 Tabiuiiamu u 87 pUCyHKaMHU.

COAEPXAHUE JUCCEPTALIMHU

O0beM 1 MeTOBI HCCIIEI0BAHNS

PaboTa BbINIONIHEHA B KapAUOJOTMYECKOM OTHAENEHUU (PYyK. - A.M.H. Ipod.
E.H. Bacapruna) ®I'AY «Hayunslil 11eHTp 310poBbs Aeteit» Munzapasa Poccuun
(nupekrtop - akagemuk PAH, n.m.H., mpod. A.A. bapanoB). UHCTpyMeHTanbHbIE
WCCJIEIOBAHMS TPOBEACHBI B OTACJIEHUU YJbTPAa3BYKOBOW TUArHOCTUKHU (pyK. -
K.M.H. [.B. PeByHEHKOB), WHCTPYMEHTAJIbHOM JMAarHOCTUKU (PyK. — K.M.H.,
O.B. KoxeBHuKOBa), KOMIBIOTEpHOW  Tomorpapuu  (pyk. —  J.M.H.
E.W. 3enukoBu4), oTAENE Ty4e€BOW NTUAarHOCTHKU (PYyK. - K.M.H. — A.B. AHUKUH),
7ab0paToOpun MOJICKYJIIPHOM TEHETUKH M KJIETOYHOM Ouonoruu (pyk. — K.O.H.
K.B. CaBoCTBhSIHOB).

B cooTBeTcTBUM C NOCTAaBJICHHBIMHA 33Ja4aMH Mbl NPOAHAIU3UPOBAIH
MEJIMIIMHCKYI0 JTOoKyMeHTanuioo 105 mamuweHToB (65 ManmbuukoB, 40 neBOYEK) B
Bo3pacte oT 1 mec g0 15 ner, HaxonuBIIUXCS HA oOcnenoBanuu u jieueHuu ¢ 2000
no 2015 rr. Hamu mpoBeneH peTpOoCNEeKTUBHBIM aHamu3 42 UCTOpH OOJIE3HU U
MPOCIEKTUBHOE HaOmoaeHue 3a 63 mauueHtamu. C yyeToM (HEHOTUIUYECKUX
0COOEHHOCTEN OONBHBIX U MEPECMOTPEHHBIX KPUTEPUEB AUATHOCTUKH, HAMH ObLIH
BbIesieHbl nanueHTsl ¢ nepBuyHot 'KMII - 44 (42%) pebGenka, ¢ BTOPUYHOMN
['KMII — 39 nereit (37%) u 22 pebenka (21%), y KOTOPBIX peMOJEIUPOBAHUE
MHOKap/ia acCOUMUPOBAJIOCH C apTepUANIbHONW TurepTeH3uel Ha (oHe aHOMaJIUi
aAoOpTHI U €€ BETBEM.

B wuccnenoBanue BKIIOYEHBI OOJIbHBIE C BBISIBIEHHOW rumneprpodueit
MHOKapJia B Bo3pacTe A0 Tpex jeT. Kpurepuem uckitoueHus: ObUIM MAIlMEHTHI C
runeptpodueil Muokapaa Ha (QOHE IMTENBHOTO MPUMEHEHHS CTEPOUTHOU
Tepanuu; 1eTH ¢ 100pOKaueCTBEHHOM TpaH3UTOpHOM runepTpodueit Muokapaa (ot
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MaTepeil ¢ caxapHbIM JMA0ETOM WJIM MOJIYYaBIIMX TOPMOHAIBHYIO TEpaNuio) U
MAIMEHTHI CO CTEHO30M YCThS a0PTHI W/WJIH JISTOYHOH apTEepHH.

VY Bcex ObUT MTPOBEICH aHAIN3 AaHAMHECTUYECKUX JAaHHBIX ISl OTIPECIICHHUS
BO3pacTa U MpOsABICHUIN Ae0roTa 3a00JieBaHUA, OICHKH CPOKOB MOCTAaHOBKU U
NPaBUIBHOCTH HAIPaBJISIONIErO JUArHo3a, a TaKke OLEHKa *anol. M3ydamock
HaJIM4HME aHATOTHMYHBIX (DOPM MATOJIOTUH CPEIN POACTBEHHUKOB. OIEHKA TSIKECTH
COCTOSIHUSI MPOBOAMIACH TT0 KIIMHUYECKUM MPOSBICHUSIM XPOHUYECKOU Cep/IeUHOM
HegocrarouHoctd (XCH) B cootBercTBuM ¢ Kiaccudukanueit mo H.A. benokons
(1987) ¢ ontenkoit ¢pynkuroHabHBIX Ki1accoB (DK) mo Ross.

N3mepenue  comepxanus ~ NT-proBNP B ChIBOpOTKE KpOBH OBLIO
npoBeieHO y 64 OonpHBIX. 3a00p KpPOBU MPOBOAWICS U3 TepupepruuecKoit
(;oxTeBoii) BeHbI. B chiBopoTKe KpoBH omnpeensui koHieHTpanuu NT-proBNP ¢
MOMOIIbI0 UMMYHOXMMHYECKOTO aHain3a Ha mpubdbope MiniVidas (bioMeriux,
®panius) HabopaMu peareHTOB TOTO e MPOU3BOIUTEIIS.

Onekrpokapauorpadpuueckoe (DKL) wucciaegoBaHue MPOBOAWIM  BCEM
naMeHTaM B 12 OOIIENpPUHATBIX OTBEACHUSIX Ha 12 - KaHAJIbHOM
anextpokapauorpadge Mortara ELI 350 (CILA), u qutensHas peructpanus IKIT
no meroay Holter (XM OKI') ocymiecTBisiach ¢ MOMOIIBIO TPEXKaHAIBLHOTO
npudopa Schiller AR4/Oxford Medilog Exel-3 (CLLIA).

Oxokapauorpaduyeckoe uccienaopanue (OxoKI') sBusiercss 1EeHTpaIbHBIM
METOJIOM JMArHOCTUKA M MOHUTOpUpOBaHUs rumneptpodun muokapaa. IxoKID
MIPOBOIMIIACH KAaK TIPH MOCTYIUICHHUH, TaK U B TIpoliecce HaOM0IeH s 3a OOJIbHBIMU
Ha ¢oHe mojmoOpaHHON Tepanuu. IIpu 5TOM HCHONIB30Baach YILTPa3BYKOBas
cuctema skcneptHoro kiacca Vivid E9 (GE Healthcare, CIIIA) ¢ cekTopHBIMH
JaTYuKaMd, paboTalomMMH B JWana3oHe dactor or 5 g0 12 Ml mo
CTaHJAPTHBIM METOAMKAM. YUHUTHIBAasl AETCKUM BO3pPACT U 3aBUCUMOCTb OT POCTO-
BECOBBIX MTAPAMETPOB, OLIEHKA 3XOrpapruecKux napaMmeTpoB cepua MpoBOINUIACk
B OTHOCHUTEJNBHBIX 7 enuHulax. B HOpMe mokaszaresib HE JOJKEH MPEBBINIATH 2
JOMYCTUMBIX OTKJIOHEHUM BhIIIE cpeaHero (Z-score >2) (Kampmann et al., 2000).
3a HEe3HAUYMUTEIbHOE OTKJIOHEHUE OT HOPMbI NIPUHUMANINCh 3HAUYCHUSI Z-score OT 2
10 4, yMepeHHoe - OT 4 110 7, BeIpakeHHOe OoJbIne 7 Z-score.

[Ipy nomo3peHnn Ha COCYAUCThIE AHOMAJIMH BBIMOJHSIACH KOMITbIOTEpHAs
tomorpaduss C KOHTPAaCTUpPOBaHMEM Ha peHTreHoBckoM Tomorpade GE
LightSpeed 16 (General Electric, CIIIA). Tlo moka3zanusiM BBITIOJHSIN aHATU3bI Ha
OTIpEICJICHUE OPTaHUYECKUX KUCIOT U aMHUHOKHUCIIOT METOJIOM TaHJEMHOW Macc-
cnektpometpun (TMC); aHamu3bl MOYM Ha COJCpP)KAHHUE TIMKO3aMHHOTJIUKAHOB,;
HH3UMOJMArHOCTHKY, a TakXKe€ MOJIEKYISIpHO-TeHeTHYecKoe uccienoranue. [Ipu
HEOOXOJMMOCTH OOJbHBIE OBUIM KOHCYJIBTUPOBAHBI HEBPOJOTOM, TCHETHUKOM,
OKYJIUCTOM.

CratucTuyeckuii  aHaliM3  TOJYYEHHBIX  JAHHBIX  MPOBOJAWIU  C
HCIIOJIb30BaHuEM TakeToB nporpamMm Microsoft Excel 2013 u Portable IBM SPSS
Statistics v19. B pabote ncmonbp30BaHbl CASAYIOMNUE CTATUCTUIECKHUE MeTobl: U-
kputepuii ManHa-YuTHH, KO3(QPUIMEHT paHToBoil koppemsauuun CrnupmeHa H



TouHbld TecT @uinepa. BoisBIeHHBIE  pa3auuMs  CUMTAIM CTATUCTUUYECKU
3HauMMBbIMU ITpu p<0,05.

Pe3yabTaThl HCCIEIOBAHUA W UX 00CY:KIEHHE

[lo pe3ynpTaTaM NPOBEACHHOIO HCCIACAOBAHUS HaMU OBLIM BBIIEICHBI
nanuenTsl ¢ neppuuHoil ['KMII - 44 (42%) pebenka, ¢ BropuyHoit ['KMII — 39
nereit (37%) u 22 pebenka (21%) ¢ pemonenupoBaHueM cepana Ha (oHe
apTepuaIbHON runepTeH3ren B CBsI3U ¢ aHOMAIMSIMU a0OpTHI U ee BeTBeil (Tadun. 1).

Taomuna 1

PaCHpCI[CJICHI/Ie HarmMCHTOB B COOTBCTCTBHU C BBHIABJIICHHBIMH JHUAI'HO3aMH

['pynna Ilepuynas [ KMII Bropuynas ' KMII Pemonenuposanue
Cunzapomsl Mertabonuueckue cepaua Ha oHe
Manbdopmaruii | 3a001eBaHUA apTepuaibHOU
TUIIEPTEH3UHU
abc % abc % abc % abc %
Bcero 44 42 19 18 20 19 22 21
MALIUEHTOB
MaJIbYUKH 29 66 8 42 11 55 16 73
JICBOYKHU 15 34 11 58 9 45 6 27

ITanueHTHI ¢ NePBUYHON rHNEPTPOPUIECKON KAPAUOMHUONIATHEH.

[Io pe3ynprataM DONMYISUMOHHBIX HCCIENOBAaHUM I10Ka3aTelb TOJIOBOU
3aboneBaemoct ' KMII Bapsupyer ot 0,3 10 0,5 va 100 000 neTckoro HaceneHusl.
IIpu paccmorpenuun nanueHToB ¢ nepsuuHor ['KMII B rpynme npesamupoBaiu
Magbuuku  (65%). CpemnHuii BO3pacT Ha MOMEHT IME€PBOM TOCIUTAIU3AINH
coctaBui 43,1+7,9 mec.

YuursiBasg, uro ['KMII cuuTaercs npeuMymecTBEHHO HACIIEICTBEHHBIM
3a0oieBaHMEM, HamMH OBbUT TPOCIEKEH ceMelHbI aHamHe3. I[IpoBeneHHbIe
UCCJIEIOBaHMs MOKa3ajiM, 4YTO ClIy4yau aHAJIOTMYHOro 3a00JIeBaHUS BBISBICHBI B
cembsix 22 (50%) manueHTOB, U3 HUX B IIOJIOBHHE CIy4aeB HaOJIIOJAINCh B
poaocnoBHOM Matepu, y 8 (36%) — B posiocinoBHO#M oTtiia, B 3 (14%) cembsix 'KMII
BCTpeyanach o 00euM JTUHUSIM.

[Ipu nepBuunoM oOcrmegoBaHMM 1O MecTy kuTenbctBa ['KMII
nuarHoctupoBana 39 (89%) aeTsM, y OCTaJbHBIX MAIMEHTOB IEPBOHAYATBLHBIM
JIMarHO30M ObLT BPOKJICHHBIN MTO3IHUMN KapuT.

B GonbmnHcTBe citydaeB (57%) OxoKI' npoBeneHo ma nepBoM rojly KU3HU.
Y NonoBUHBI JA€Te MOBOJOM [Jsi YJIbTPAa3BYKOBOI'O HCCIEIOBAaHUS CepJa
CIIY’)KWJIO BBISIBICHHE CHUCTOJIMYECKOro IIyMa 0e3 Kakux-au00 CyObEeKTHBHBIX
nposiBiennii. B 43% cnyuyaeB oOHapyxeHue Truneprpo@uu Muokapaa ObuIo
CIIy4alHOU HaxO0JKON npu [IPOBEICHUU npoUIAKTUIECKOTO
9XOKapAUOTrpauIeCcKOro MCCiIeI0BaHUS.

BrisiBnenne crenuduieckux xanod y OOJbHBIX paHHEro BO3pacTa ObLIO
3aTpyaHuTensHbiM. [Ipu ompoce poauteneit nereit ¢ HEOOCTPYKTHBHON (HopMoOit
['KMII otrmedanuce ObicTpasi yromusseMocTh (52%) u  OIeAHOCTh KOMKHBIX




9

noKpoBoB  (28%). Y manueHToB ¢ OOCTpYKTUBHOW (opmoil 3abosieBaHMS
BBIIIICONMCAHHBIE KaIOOBI BcTpeyanuch vanie (87% u 48% COOTBETCTBEHHO) U B
39% ciyyaeB COUETATUCH C OJBIIIKOM.

[Ipu ocMOTpe OCHOBHBIM CHUMITOMOM OBUI CUCTOJMYECKUN IIIyM, KOTOPBIA
BBICTYITUBAJICS Y OonbmuHCTBA (81%) marmeHToB ¢ HEOOCTPYKTUBHOM M Yy BCEX
nereit ¢ obctpykruBHor ¢opmoit 'KMII. Cumnromsr XCH B gelrote
3aboneBanusi B 61% cnydaeB Oblium BbIpakeHbl He3HauutenbHo (XCH I-Ila
CTajuu), TMOO - OTCYTCTBOBAJIH.

[To manneiM OKI' B 40% ciydaeB BBISBIEHBI NpPU3HAKU TUIEPTpodUn
Muokapza yesoro xenynouka (JDK), pexe - neBeix otaenoB cepamna (11%), ne
CONPOBOK/IAIOIINECS 3HAYUTEIBHBIM YBEJIMYEHHEM BOJbTaxka kKomiuiekca QRS.
[TaTonoruuecku rioy0bokuii 3yden Q, xapaktepubiit ais geteit ¢ TKMII crapiero
Bo3pacta (TuxomupoBa E.A., 2007), B m1aHHOW BO3PACTHOM TpYIIEe BCTpeUascs
JUIIb Y 2-X TanuMeHToB ¢ obctpyktuBHOU ¢dopmorn ['KMIIL. [lpusnaku
MPEXKIEBPEMEHHOIO BO30YKIEHUS KEIyI0YKOB 3apeructpupoBansl y 9 (21%)
nanueHToB. Hapymenus putMma cepana B BUAE KETYTOUKOBOW SKCTPACUCTONHMH Y
nereid panHero Bo3pacta ¢ mnepBuuHod ['KMII Bcrpewanuce B 25% u ObuUin
npeacTaBieHsl npenmyiiectseHHO [ — Il rpamanuei mo Lown.

[To pesynpratam aHamm3a OxoKI' mma nerern ¢ nepBuunor ['KMII
xapaktepHa uzonupoBaHHas (93%), acummerpuuHas (96%) runeprpodus JIK
(Tabn. 2) c BeIpaxkeHHOU (Oosiee 7 Z-score) runepTpodueid Mex KenyI0dKOBOM
neperopoaku (MXKIT) B 52%.

Tabmauma 2

BapuaHTbl CHMMETPUYHOCTH TUIIEPTPOPUHN K OOCTPYKIIMH 5KEITyT0YKOB y JIeTen

panHero Bo3pacta npu nepsuyHor ['KMII

Bcero (n=44) bes Oo6ctpykruBHas Gopma (n=17)
00CTpyKITNH
(n=27) JDK DK JDKAHITK
(n=15) (n=0) (n=2)
abc % abc abc abc abc
CumMerpuuHas ¢popma
JDK 2 45 1 1 0 0
JDKAHITK 0 0 0 0 0 0
AcumMmerpudHas gopma ¢ npenmyiecTBeHHoH runeprpogpuein MIXKIT
MIKII 20 46 15 5 0 0
MIKII+3CJIK 19 43 11 8 0 0
MIKII+3CIDK+TIeI XK 3 7 0 1 0 2
MOIKIT +IDK 0 0 0 0 0 0
AcumMMeTrpudHas ¢popMma ¢ mpenmyiiecTBeHHoi runeprpopueit 3CJIK
3CJIK 0 0 0
3CIAK+MXKIT 0 0 0

3CIIAK+MXKIIHIcIDK 0 0 0 0 0 0
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BaxxHbIM MapKepoM OIIEHKU TSKECTH COCTOSHUS MAIMEHTOB C MEPBUYHOM
['KMII sBnsiercs Halnuue OOCTPYKLIMH BBIXOJHOIO TPAKTa JIEBOTO JKEIYJI0YKa,
YTO paccMaTpuBaercs Kak ¢dakrop pucka ocnoxknenuit [ KMII (Maron M.S. et al.,
2006). Hamu nanHble CBUAETEILCTBYIOT O TOM, YTO B PAHHEM JETCKOM BO3pacTe y
naieHToB ¢ mepsuuHoit [KMII  mpeBamupyer HeoOcTpykTuBHas(64%)
OnmarompusiTHas KIMHUYeCKH ¢Gopma 3aboneBanus (Tabn. 2), AJid KOTOPOM
XapaKTEPHO MEJIEHHO MPOrPECCUPYIOLLEE TEUEHHE.

ITauueHTHI ¢ BTOPUYHON TMNEePTPOPUIECKON KAPAUOMUONIATHEH.

B npomnecce muddepeHurpoBaHHOTO MOAXO0Aa B TIOMCKE MPUYHUHBI
TUNepTpoPuu MUOKAp/a, JAUATHOCTUPOBAHHOM Y JIeTel B paHHEM BO3pacTe, HaMu
obu10 BbIsIBIEHO 39 (37%) mammentoB c¢ BropuuHoil ['KMII, u3 Hux 19 - c
cuHApoMaMu Maibhopmaiuii, 20 - ¢ MeTaboIMYecKUMH 3a00JIeBaHUSIMU (Ta0I1. 3).

Tabmauma 3
Pacnipenenenue namnuenToB ¢ BropuuHoid ' KMII B cOOTBETCTBUY C BBISIBICHHBIMU

HO30JI0rusiMu

Hozonorns Cunapomel MaibpopManuit

Manpuuku (n=8) | JeBouku (n=11) Bcero (n=19)

abc % abc % abc %
Hynan 4 33 8 67 12 63
LEOPARD 3 60 2 40 5 26
Kapano-darmo-koxHbIi 1 50 1 50 2 11
Merabonunueckue 3a00JIEBaHN
Masnbunku JleBouku Bcero
(n=11) (n=9) (n=20)
abc % abc % abc %
Bbonesns [Tommne 5 56 4 44 9 45
Bone3nr Danon 3 100 0 0 3 15
Myxkononucaxapunos I tumna 0 0 3 100 3 15
(I'yprep)
GMI1 raarano3unmaos 0 0 1 100 1 5
Hapymienue -oxucnenus 3 100 0 0 3 15
JKUPHBIX KUCIIOT
KapautnnoBas 0 0 1 100 1 5
HEJI0CTaTOYHOCTD

- HAUMEHTHI ¢ CHHAPOMAaMH MaJib(opManuii

[Ipu orbGope OONBHBIX C CHHAPOMAMH Manb(opMmalluii, BHUMaHHE ObLIO
oOpalleHo Ha coueTaHue TrHUnepTpopuu MHOKapAa U (HEHOTHIMHYECKUX
OCOOCHHOCTEM, TaKMX Kak: BBICOKUN JI00, IBYCTOPOHHEE CYy>KEHHE BHCKOB,
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TUIEPTENOPU3M, SMUKAHT, MTO3, HU3KO MOCAKEHHBIE YIIIHbIE PAKOBHUHBI, & TAKXKe
Ha Haimmuue aeGopManuu TPYAHOW KIETKH, 3aJCPKKH pOocTa W (HU3UIECKOTO
pa3BUTHS, MUTMEHTHBIX HM3MEHEHUU KOXKHBIX ITOKPOBOB, KOTOPBIC SIBISIOTCS
XapaKTEePHBIMUA TpU3HAKaMH ATUX ¢GopM maTtojiornd. Ha oCHOBaHWM 4ero HaMu
OBLTM JMAarHOCTUPOBAaHBI 3a0oneBaHuss W3 cemeiicTBa RAS-matwmit (tabm. 3).
YacroTa cunapoma Hynan, Bnepssie onucanHoro kak penotun Tépuepa (Turner)
C HOPMAJIbHBIM KapuoTunom, oueHuBaercss kak 1 Ha 2000 poxa€HHBIX neTen
(Noonan J.A., 1968); cunnpom LEOPARD u xapano-¢danuo-KoxHbIA CHHIPOM
SBJIIOTCS PEIKUMHU 3a00JIEBAaHUSIMU, U TOYHBIX JIAHHBIX O PACIPOCTPAHEHHOCTH
OonbpHBIX B HacTosimiee Bpems HeT (Sarkozy A., 2008, Roberts A., 2006).

Cpennuit BO3pacT Ha MOMEHT MEPBOM TOCIUTAIU3AIMH B KapAHOJIOTUYECKOE
otaenenue HII3/[ cocraBuin 38+11,7 mMec u, B oTiIM4Me OT JETEM C MEPBUYHOMU
['KMII, Bo3pacT BbIsSIBICHHS Truneptpodun MHUOKapAa Obul 0osiee paHHUM.
HacnenctBeHHBIN XapakTep MPOCIEKEH B ceMbiX 5 (26%) maiueHToB.

l'uneprpopuss muokapna B 21% cioydaeB Obula  BH3yaJIM3UpPOBAHA
BHYTPUYTPOOHO, Y OCTAJIbHBIX JIETEH 00CiIeJOBaHNE TPOBOIUIOCH HA TIEPBOM TOTY
KU3HH W ObUIO OOYCIIOBIEHO JHUOO TSXKECThIO KIMHUYECKUX MPOSBICHUN
ceplieyHo HeaocTaTtouHOCTH (43%), OO BBISIBIEHUEM CHCTOJIMYECKOTO ITyMa
(26%). Ilpu mnepBuyHOM OOCIIETIOBAHUU IO MECTY >KUTEIbCTBA MPABUIBHBIN
MuarHo3 ycraHosieH auib 3 (15%) netsim, B 69% ciiydaeB IMarHOCTHUpPOBaHA
I'KMII, B 16% - Bpoa€HHBIN MOPOK CEplia.

Pogutenn B OONBIIMHCTBE CllydaeB OTMEYanu OBICTPYIO YTOMIISIEMOCTH
(84%), motnuBocTh (63%), a Takke Hamuuue onbimku (36%) y peOeHka.
OOparranu BHUMaHUE KaJI0Obl POJUTENEH HAa OTCTaBaHUE JIETEH B MCUXO0-PEUEBOM
1 MOTOpHOM pa3zButuu (42% u 32 % COOTBETCTBEHHO), KOTOPhIE OTCYTCTBOBAIH Y
nanueHToB ¢ nepsuyHoi [ KMII.

IIpu ocmoTpe y Bcex OOJBHBIX OTMEYAJICS CHCTOJIMYECKUH IIyM, Yy
MIOJIOBUHBI JIETEH OMpeensiach remaroMeranus. Tspkenoe TedeHne 3a00JeBaHus
HAIIUIO OTPa)KEHHE B BBIPAKEHHBIX T€MOJWHAMUYECKUX HAPYIICHUsIX, Tak B 74%
ciydaeB BoisiBieHbl cumnToMbl XCH Ila cranuu, B 16% - IIb ctagun.

XapakTepHbIMU OKT M3MEHECHUAMHU OBLIH HApYLIEHUS
BHYTPHKEITyT0YKOBON MPOBOAUMOCTH, B 25% cilydaeB - KOMOMHUpOBaHHbIe. B
ornuune ot mamueHTtoB ¢ nepBuuHo ['KMII, DKI' mpusnaku runeptpodun
MHUOKapja >XeIyJ04YKOB Yy JETe ¢ CUHApoMaMu Maibhopmaruii Obutn Oojiee
BoIpaxkeHbl. Y 47% OOJIbHBIX PErHUCTPUPOBAIUCH  «HMHGAPKTOMOJO0O0HBIC)
W3MCHEHUS B BHJIe (popMuUpoBaHKs KOMIUIeKca TUTa QS B pa3IMYHBIX OTBEICHUSIX.
[TosiBEeHME XKETYAOUKOBOM YKCTPACUCTOINN pa3IMUHbIX rpaganuii B 50% cioydaen
Pa3BHBAJIOCH B MPOIIECCE JMHAMHYECKOTO HAOTIOACHMS.

[To pesynbratam sxokapauorpaduueckoro oOciaeqoBaHUs y OOJBIIMHCTBA
neteit (52%) BBISIBJICHO COYETaHHWE THMIEPTPOPUU MHUOKApAa 0OOUX KETyI0YKOB
(Tabn. 4). B OounbiieM 4uciie cilydaeB OTMEUaaach BbIpaXKEHHAs TUNEPTPOdUs
MIXKII (68%) u ymepenHnasi — 3agHeit creHku jeBoro xenyaouka (3CJIK) (50%).
Hecmotpss Ha panHuii Bo3pacT, y 15 w3 19 mnamueHToB peructpupoBaiach
oOctpykTuBHas (opma 3a0oyieBaHUs, B TOM YUCIE y 5 AeTe ¢ OOCTpyKIHeu
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BBIXO/IHBIX TPAKTOB OOOUX JKEIyJ04yKOB (Tabi. 4). XapakTepHO YMEHBIIIEHUE
nosioctu JDK, munartamust JeBOTO Tpeacepausi, TeMOIWHAMUYECKH 3HAYMMast
HEJI0OCTaTOYHOCTh MUTPAJIBLHOTO KJlalaHa.

Tabnuna 4

BapuaHTbl CUMMETPUYHOCTH TUIEPTPOPHUHU U OOCTPYKIIMH JKETYT0UKOB TIPU

CHUHIpOMAax Masb(opmariuii

Bcero (n=19) bes OO6CTpyKTHBHAS dbopma
obctpyknuu | (n=15)
(n=4) JDK oK JDKAHITK
0=9) |@=1) |@=5)
abc % abc abc abc abc
Cummerpuanas popma
JIK 2 11 0 2 0 0
JDK+ Tl K 3 16 0 1 0 2

AcummerpuyHas popma ¢ npenmMyIiecTBeHHOM runeprpodueir MIKII

MIKII 1 5 1 0 0 0
MIKIT+3CJIK 5 26 1 4 0 0
MIKIT+H3CJDKH eI DK 4 21 0 1 0 3
MIKIT +ITcI DK 3 16 1 1 1 0
AcummerpuyHas popma c mpeumyiecTBeHHoi runeprpopueit 3CJDK

3CJIK 0 0 0 0 0 0
3CIIK+MXKIT 1 5 1 0 0 0
3CIIK+MXKII+HIcI DK 0 0 0 0 0 0

OTU MayMeHTshl HYXIAIOTCS B MPOBEACHUHM 0OJiee WHTEHCHUBHOW TEparuw,
BKJIFOYAsi HEOOXOJIMMOCTH OMEPATUBHOTO JICUCHUsSI (MUIKTOMHUS) B TIEPBOM JeKaje
*Ku3HU. JleTanbHbI UCXOJA, BCJIEACTBUE OCIOXHEHHUS, BO3HHUKIIETO IMpHU
MPOBEJECHUN 30HIUPOBAHUS MOJOCTEHN cepalla, 3aperucTpUpoBad y 1 manueHnrta c
cunapomom HyHaH.

- NAIUEHTHI C MeTA00JIHYeCKUMH 3200J1eBAHNSIMH

K penkum 3aboneBanusiM, accouunpoBanHbiM ¢ ['KMII, Takxke oTHOcSTCS
OoJie3HHU, CBsI3aHHBIE C HaApyIICHUsSIMH MeTabojm3Mma. B Hame wuccienoBaHue
BkitoueHo 20 gereit ¢ BropuuHod ['KMII, cdopmuposabmieiics Ha ¢oHe
OOMEHHBIX HApYIIEHWH, JUarHo3 KOTOPbIM TOJATBEPKACH MOJIEKYJISIPHO-
reHeTuyecku (tadi. 3).

YuuTeiBass ~ peOKOCTh  NATOJOTHMH,  PACOPOCTPAHEHHOCTbH  MHOTHUX
3a00IeBaHUN HEM3BECTHA W 3a4acCTyl0 TMPEJCTaBlIeHA CIMHUYHBIMU CIIyYasMU.
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Nudopmanust o yacrore 0osne3nu [lommne BapbUpyeT B HIMPOKUX Ipeaenax — OT
1:14000 o 1:300000 B 3aBUCUMOCTH OT CTPaHbl U 3THUYECKON MPHHAIIEKHOCTH
(Baecthmann M. Et al., 2013). CornacHo AaHHBIM JuTepatrypbl, 601e3Hp Danon
nuarHoctupytroT y 1—5% Oonbubix ['KMII, Torma kak mnepuunass ['KMII
perucTpupyroT ¢ yacrorod 2 cimydasd Ha 1000 mMonom0oro B3pOCIOro HACEJICHUA
(E.B. Ilpeiiaep u np., 2012). Ilo naHHBIM TEAUATPUUYECKOTO aAMEPUKAHCKOTO
peructpa B 20% ciyuyaeB 'KMII y nereil coueTaeTcsi ¢ HapylIeHHEM TPaHCIOpPTa
KApHUTMHA WU  JAe(PEKTOM OKUCIEHUS KUPHBIX KHUCIOT, HapylICeHUEM
okuciutenbHoro (GochopmwiupoBanus (19 Colan 2007). Yactora GM-1
ranrmo3ugo3a okoiso 1:40000, HO Takke OTIIMYAETCS B 3aBUCUMOCTHU OT CTPAHbI U
STHUYECKON mNpHHAMIIC)KHOCTH. Mykononucaxapuno3 | Tuma BcTpewaeTcs ¢
gactoToit 1: 40 000 — 1 : 100 000.

CpenHuil BO3pacT NepBOM rOCIUTAIN3ALNN B KAPAHOJIOTHYECKOE OTAEICHUE
HII3/ cocraBun 25,7+8,5 mec. Hecmotpst Ha orcyrctBue ciydaeB ['KMII y
POJICTBEHHHKOB, HACJIEACTBEHHOCTh ObLJIa OTATOLIEHA 110 HATMYUIO MJIAJIEHYECKHUX
CMEpTEN B CEMbAX 6 MAlMEHTOB.

[IpaBUNBHBIN TUATHO3 M0 MECTY JKUTEIHCTBA MOCTABJICH OJHOMY PEOCHKY C
O6onesnpto [lomMmne W ogHOMY ¢ HapylIeHHEM [3-OKHUCIEHUS >KUPHBIX KHUCIOT.
Jlnarto3el, ¢ KOTOPBIMHU JApyIH€ JI€TH HANpaBIE€Hbl B KapAUOJIOIHMYECKOE
ornenenne HI[3/I, npencraBiensl b0 runeprpopuyeckor (55%), mmbo
nunataioHHoM (35%) KapAMOMHONIATUAMH.

O6cnenoBanue OosbiMHCTBA feTeil (80%) MO MeCTy KUTENbCTBA OBLIO
OOYCIJIOBJIEHO TSKECThIO COCTOSIHMSI C MEPBBIX JTHEW MU3HHU M MPOTPECCUPYIOIIUM
TeueHueM 3aboneBanusi. Y 1 pebenka c 6one3nbto [lommne runeprpodus Muokapaa
BBISIBJICHA BHYTPHYTPOOHO.

[Ipu ocMoTpe peOeHKa Ha MOMEHT IMOCTYIUIEHHS B KapAHOJIOTHYECKOe
ornenenue HI[3]] oOpamana BHUMaHNUE BBIPAKEHHOCTh KaK KapAUalbHOM, TaK U
IKCTpPAKAPAUATHHON CHUMIITOMATHUKH, YTO IO3BOJISJIO  3aMOJ03PUTh BTOPUYHBIN
reHe3 TUIepTpopuu MUOKapa.

[Ipu BbIsIBIEHUU y peOeHKa paHHEro Bo3pacTa runeprpoduu Muokapaa B
COUETAHUU C CHHJIPOMOM «BSIJIOTO peOEHKa», TUIlepcalvBalliy, MONEPXUBAHUS,
TPYJHOCTEN BCKapMJIMBAHHUSA, MAaKpPOIJIOCCUH, ICEBAOTUNEPTPOPUN CKEIETHBIX
MBI, MOBBIICHUS YPOBHS KpeaTuHdochOKHHA3ZEI (KOK),
acapratamuHotrpancdepaza  (ACT), ananunamuHoTpancdepazsl  (AJIT),
naktataeruaporerassl (JIAI'), cHuxeHus coiepkaHusi U AaKTUBHOCTU KHCJION
anb(a-TaoKo3uaa3bl B IUIa3Me KpOBH Oblla JAMArHOCTUPOBAHA MIlaJIeHYecKas
dbopma 6oite3nn [Tomrre.

Hpyras peakas TaTOJOTHs, KOTOpas Tak)Ke OTHOCHUTCS K OOJIe3HSIM
HaKOIUJIEHUsI TJIMKOreHa, Oone3nb Danon, 3amomo3peHa HaMu Ha OCHOBAHHH
coueTaHus TUNEPTPOUU MHUOKapAa W CIA0OCTH CKEJIETHBIX MBI, CHIDKCHUS
OCTPOTHI 3PEHHS] U KOTHUTUBHBIX (DYHKITUH, HAPYIICHUS PUTMA W TPOBOIUMOCTH
cepiala, CHHIPOMA  ILMUTOIM3a  KapJUOMHOLMTOB, MHOLMTOB  CKEJIETHOM
MYCKYJaTypbl M renatouuToB. JluarHo3 Obul MOATBEPXKIIEH IOCHE BBISABICHUS
myTanuii B rene LAMP-2, orBeTcTBeHHOM 32 60s1€3Hp Danon (Nishino 1., 2000).
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[Ipu BbIsiBIEHUMM y peOEHKa paHHEro BO3pacTa TMIEpTpoPUU MHUOKapAa,
rpyObIX 4epT JHIla, BBIPAXKEHHBIX JOOHBIX OYrpoB, KOPOTKOM IIEH, TYCTHIX U
ECTKUX BOJOC Ha TOJOBE, TYyCThIX OpoBed, 3amaBilied MEPEHOCHUIIE,
«BBIBEPHYTBIX» HO3JPEH, TOJICTBIX TI'y0 M $3bIKa, HU3KO IMOCAXKEHHBIX YLIHBIX
PAaKOBHH, OrPAHMYEHHSI TOJBMXKHOCTH B CycTaBax («TYTOIOABUKHOCTHY),
MOBBIIICHHS] YPOBHS TNIMKO3aMUHOTJIMKAHOB B MOY€ U CHHYKEHUS COJIEPKAHMS OL-
L-unypoHuaspl, yCTaHOBJIEH OUAarHo3 Mykomnohucaxapuno3 | Ttuma (cuHmpom
I'ypnep).

B mpouecce nuddepenunansHoro amarsoza ¢ cuHiapomom ['ypiep
BBISIBJICHA Jipyras penkas narosnorus, GM-1 ranrmmo3nno3. OOpaiiajia BHUMaHUE,
KpoMe (PEHOTUIUYECKUX OCOOEHHOCTEH, TSKECTh COCTOSIHUS peOeHKa C MEPBBIX
JHEH JKU3HU, TPYIHOCTH BCKApMIIMBaHUA, AU(PQy3Has MbIIIEUYHAs THIOTOHUS,
MaKpOTIJIOCCHUSI, PErpecc IMCUXO-MOTOPHOTO pPAa3BUTHA, TMOSBIECHUE KIOHUKO-
TOHUYECKUX cyaopor. BaxueiM npu auarHoctuke GM-1 ranrnmosmposa Obul
pE3yNbTaT OCMOTpPA OKYJIMCTA U BBISBICHUE BUIIHEBO-KPACHOTO IMATHA HA TJ1a3HOM
JHE B 00JIaCTM  KEJNTOro IMATHA (CUMIOTOM  «BHILIHEBOI»  KOCTOYKH),
00pa30BaBIIETOCA B PE3yJbTaTe OTJIOKEHHSI TaHTJIUO3UI0B B KJIETKAaX CETYATKH.
[TonTBepkieHMEM JuarHo3a SBISJIOCH OIpenejeHHe HHU3KOM aKTUBHOCTH b-
raJIaKTO3UAa3bl B JIEMKOLWUTAaXx M MOCIEAYIOIIEE IPOBEACHUE MOJIEKYISIPHO-
IE€HETUYECKOT0 UCCIIETOBAHUS.

Coueranue y peGeHKa MbIIIEYHOW TMIOTOHUM, MUONATHH, KapJIUOMETaluu
IIPU OTCYTCTBUU OCOOEHHOCTEH (peHOTHMA, MO3BOJISIIO 3aM0JA03PUTh HapyILICHUS
OoOMEHa J>KMPHBIX KHUCIOT. JIMarHo3bl «KapHUTHUHOBAs HEJOCTATOYHOCTH» M
«HapylIeHHE [3-OKUCIEHMS >KUPHBIX KHUCIOT» Yy TNALUKUEHTOB B 3TOM Cllydae
NOATBEPKIAAINCH OIPENCIICHUEM COACPKAHNA OPraHWYECKUX M aAMHHOKHUCIIOT
kpoBu metonoM TMC.

Poputenu nerell ¢ HapylieHusMH MeTaboiM3Ma oOpalllaid BHUMaHUE Ha
obicTpyto yromisieMocTh pebenka (100%), minoxyro npubaBky wmaccel (90%),
onpimky (80%), mnepuopanbHblii 1HMaHo3 (90%), dYacThie pecnupaTOpHBIE
3aboneBanus (75%), oTcraBaHue B CUX0-MOTOpPHOM pa3Butuu (80%).

IIpu ocMoTpe mnanuMeHToB B Kapauoiorudeckom otaenennn HI(3/]
orMevanuck: Taxukapaus (70%), rematomeranust (75%), Taxunnos (65%), oTeku
(25%), BbIpaxkeHHast KapAauomeranus u cepaeunbiii ropo (75%). Cumnromer XCH
B 60% cnydaeB cootBeTcTBOoBaiM XCH Ila craauu, B 35% — IIb craaum.

[Ipu ananuze »sneKkTpokapAuorpadUYecKux HapylmleHUH y OONbHBIX C
MeTa0OoJMYECKUMH 3a00JI€BaHUAMHU Yallle, YeM Yy nanueHToB ¢ nepsuuyHor ['KMII
U CHHIpPOMaMU Maib(opMalliii, BBIIBISUINCH pa3iMyYHbIE HApYLICHHs pUTMa
cepala:  cympaBeHTpuKyisipHas  dkctpacuctonus  (30%),  xedynoykoBas
AKCTPACUCTOJIUS BbICOKUX rpaaanuit (20%), napokcusmanbHas Taxukapaus (10%).
Cnenyer BBIACIWTh TUTAHTCKUM BodbTax KoMmiwiekca QRS, roruueckuit
3a0CTPEHHBIA BBICOKOAMIUIMTYAHBIM 3y0enr T B TIpyAHBIX OTBEICHUAX H
ykopoueHHbI untepBan PR y nmereit ¢ Gonesnsto Ilomme, uro oOycnoBieHo He
WCTUHHON runepTpodueil KapJMOMHOLIUTOB, & UHPUIHTPATUBHBIMA U3MEHEHUSIMU
CEpJCYHOM MBIIIIIBI 32 cueT oTjioxkeHus rimkoreHa (Rapezzi C et al., 2013). ¥V



15

MaIMeHToB ¢ 601e3HpI0 Danon xapakTepHbI 1ehOpMUPOBaHHbBIE KOMITTEKCH QRS,
32 CYET YBEJIMYCHHUS CKOPOCTH TIPOBEICHHS (CHHApOMA MPEXKIACBPEMEHHOTO
BO30YKJICHHS )KEITYT0UKOB).

K 0co0eHHOCTSIM yIbTPa3BYKOBBIX IapaMETPOB cCepAlla MOXKHO OTHECTH
runepTpodro MUOKap1a 060ux kemynodkoB (75%) (Tabi. 5) u ee BRIPaXKEHHOCTD
(bonee 7 Z-score) Kak MEXIKETyIOYKOBOW meperopoaku (55%), Tak u 3amgHel
cteHku JeBoro kemymouka (40%). Ilpu stom wame (65%) ompenensnach
CUMMeETpHUUHas HeoOCcTpykTuBHAs opma BropudHoit ['KMII (Taba. 5).

Tabmura 5

BapuaHTbl CHMMETPUYHOCTH TUTIEPTPOPHUH U OOCTPYKLIUU SKETYTOUKOB MPH

META00INYECKUX 3a00JI€BAHUAX

Bcero (n=20) bes OO6cTpyKTUBHAS dbopma
obcTpykuuu | (n=7)
(n=13) JDK DK JDKHIDK
(=3) | (0=4) | (n=0)
abc % abc abc abc abc
CummerpuyHas popma
JDK 2 10 2 0 0 0
JDK+TIeITXK 11 55 5 3 3 0

AcummerpuuHas ¢popMma ¢ npeumyuiecTseHHo! runeprpopuein MKIIT

MIKII 0 0 0 0 0 0
MIKIT+3CJDK 0 0 0 0 0 0
MIKIT+H3CJDKHIcIDK 4 20 3 0 1 0
MIKIT +ITcI DK 1 5 1 0 0 0
AcummerpuuHas ¢popMma ¢ npeumyiecTBeHHou runeprpodpueit 3CIJDK

3CJIK 2 10 2 0 0 0
3CJIIK+MXKIT 0 0 0 0 0 0
3CIIK+MXKIT+HIcIDK 0 0 0 0 0 0
3CJIKHIcIK 0 0 0 0 0 0

JIJisi malueHToB ¢ OOCTPYKTHBHOM (popmoil Oblila XapakTepHa OoOCTpYKIUS
KaK JIEBOT0, TaK M MPaBOro keimynoudka. CieayeT OTMETUTh HaOII0JaeMOE TOJIbKO
y nered ¢ MeTaboiIMuecKUMU 3a00JIEBAHUSAMM COYETAHHUE BBIPAKEHHOU
runepTpodun MUOKapJa 00OUX KeITyAOYKOB, IUJIATAIMU MOJOCTH KEIyI0UYKOB U
CUCTOJIMYECKOHN TUCHYHKIIUU.
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TskecTh COCTOSIHUS U MPOTPECCUPYIOIIEee TeUeHUE 3a00JIeBaHUs BBIICIISIIO
MalKMEeHTOB ¢ HapyILlIeHHEeM MeTaboau3Ma U3 unciia 00abHbIX ¢ BTopuuHoi ['KMII,
Y HAIIO OTPaKEHUE B BBICOKOM Ipo1ieHTe (55%) cilydaeB JIETaJIbHOTO UCXO/A.

IHauueHTHI ¢ peMoAeMpOBaHUEM cepaua HA GpoHe apTepuaILHON
THNEePTEH3UM.

OmmbOKKM Tpu HWHTEPIPETAIIUU STHUOJIOTHH THUIEPTpodUH MHOKapa,
BBISIBJICHHON y peOeHKa paHHEro BO3pacTa, U HEMPaBWIbHBIC JAUArHO3bl, C
KOTOPBIMH JICTU HAIIPaBIISUIUCh Ha 00CJICIOBAaHUE U JICUCHUE B KapAUOJIOTHUIECKOE
otaenenue HII3JI, sBUIMCh OCHOBOM MJIsI BKIIFOUCHHS B HCCICIOBAHUE JETEH C
peMoJIeTupOBaHKEM cep/illa Ha (OHE apTepUaIbHOU TUNepTeH3un (Tadi. 6).

Tabmauia 6

Pacnipenenenre manueHToB ¢ peMOJICTUPOBAHUEM CepAla Ha (POHE apTepHaTbHON

TUIICPTCH3HUH 110 HO30JIOTUAM U I1I0JTY

BCETO
Hozonorusa MaJILYUKU NE€BOYKH 5

abc %

Koapxkramus aopTsl 13 3 16 7
(TunuyHast)

Koapxkramus aopTel 4 0 4 18
(arunuyHast)

CTeHO3 MOYeUHBIX apTepuid 0 2 2 9

Cpennuii Bo3pacT J€T€i Ha MOMEHT TMEpPBOM TOCHUTAIM3AIMUA B
kapauosioruueckoe otaenenne HII3/[ cocraun 19,7+7,5mec.

[Ipn ananu3e naHHBIX aHamMHeE3a pPOJACTBEHHUKOB, ciaydaeB ['KMII He
3a()UKCHUPOBAHO, OJHAKO B CEMbSIX 4 TAIUCHTOB OBLIM OTMEYEHBI CIIy4au
TpOMOOIMOOJUK JIETOYHOM apTepuH, KapAUOCKIEpOo3a, 3acCTONHON cepaeuHon
HEJIOCTATOYHOCTH B MOJIOJIOM Bo3pacTe (110 40 ner).

ITo mecTy XWTEIbCTBA NETSAM TUATHOCTUPOBAIH JIMOO KapIHOMHUOTIATHIO
(82%), mubo wapmut (18%), mpu otom Hepenko (36%) HazHAYANHCH
KOPTUKOCTEPOU/IBI.

[TpuunHO¥ panHero (10 1 roma >Ku3HM) 00paIleHUs K KapAUOJIOTy SBUIACH
TSOKECTh COCTOSTHUSI peOeHKa 3a CUeT BBIPAKEHHOCTH CHMIITOMOB XPOHHYECKOU
CeplIeyHON HeAocTaToYHOCTH. PomuTenn oOpammanv BHUMaHUE Ha OBICTPYIO
yromisieMocTh (95%), 6J1eMHOCTh KOXKHBIX TTOKPOBOB (91%), motmuBocTs (91%),
10Xyt prbaBKy B Bece (68%), onpimky (54%).

[Ipu ocmotpe B kapauonormyeckom otaeneHun HI[3/[ y Bcex neren
OMpENCISUIA  apTEPHAIIBHYI0  TUNEPTCH3UI0, O  TSHKECTH  COCTOSHHUS
CBUJIETEIBCTBOBAIO BBIPAKEHHOE PACHIMPEHUE T'PAHUIl OTHOCUTENIBHOW TYHOCTH
cepua ¢ popMupoBaHueM cepaedHoro ropoa (82%), yuyamennoe npixanue (73%),
renatomeranusi (77%). CHUCTOIMYECKUH IIyM OTJIMYAJICA BBIPAKEHHOCTHIO U
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uppaayanyed Ha KpyIHbIE COCyAbl M B MEXKJIOMATOYHYIO 00JacTh, YacTo
MPUTITYIIIEHHOCTh TOHOB.

[Ipu omeHke AIEKTpOKapAUOTpapUUEeCKHX JAHHBIX HE  BBISIBICHO
cnenuprUUecKux N3MEHEHUH, OTMEYATUCh TPU3HAKU TUIIEPTPOUU JIEBBIX OT/AETIOB
cepaua, 0e3 HapylIeHUu pUTMa U TMPOBOAMMOCTH cepana. Obparano BHUMaHHUE
ObICTpOE 00paTHOE pa3BUTHE HAPYIICHUH B TIOCICONEPAIIIOHHOM TIEPHO/IE.

[Io pmamHBIM  3XOKapauorpaduu  perucTpUpoBajach CHUMMETpPHYHASI,
HE3HAUUTEIHbHO BbIpaxkeHHasi (Z-score 2-4) runepTpodus CTEHOK JIEBOTO
KEITyJ0UKa ¢ CUCTOJIMYECKON MuchyHKIMEeH MUOKapAa W JuilaTalued MmoJjJoCTeu.
Crnenyer OTMETUTD, YTO TAaKOE COUYETAHHE HE XapaKTEPHO JJISI PEMOJICTUPOBAHMS
ceplilla Kak Mpu TUnepTpopuyeckor (TUMMYHA acUMMETpU4Has TUnepTpodus,
YMEHBIIIEHUE TOJIOCTH U JuacTtoiudeckass JucyHKIMs), TaKk W IpHU
JTUIATAllMOHHON —KapauoMuomnaTuu (TUNWYHA Jwiatanus O0e3 rumnepTpoduu
MUOKap/a, CUCTOIMYeCKast TUCPYHKITUSA).

Teuenne 3aboneBaHus y JAETel C pEMOJEIUMPOBAHHEM cepaua Ha (oHe
apTepuajIbHOM  TUNEPTEH3UM  XAPAaKTEPU30BAIOCH  JOOPOKAYECTBEHHOCTHIO,
OBICTPBIM OOpPATHBIM Pa3BUTHEM T€MOJWHAMUYECKUX HAPYIICHUN M KIMHUYICCKUX
NpOosIBIICHUH Ha (DOHE OMEPATUBHOTO U MEIUKAMEHTO3HOTO JICUCHHS.

Ouenka ypoBHsi N-KOHIIEBOT0 (pparMeHTa HATPUHYPETHUECKOTO
nentugaa (NT-proBNP) B cbiBOpoTKe KpPOBH y 1eTeil paHHEro BO3pacrTa npu
Pa3JUYHBIX (pOPMaAX NATOJOTMH CEPALA, CONPOBOKAAIIUXCH runeprpoduen
MHOKAap/A.

Cnenyer OTMETUTH, 4YTO TIpaBUJIbHAS W CBOEBPEMEHHAs JIMAarHOCTHKA
OPUYUHBI TUNEPTPOUU MHOKap/a HEPEIKO SBIACTCS TPYAHOM KIMHUYECKOM
3ajaueil. B Hacrosimee BpeMst Oo0JbllIO€ BHUMAHHUE YIENSETCA IOUCKY
OOBEKTUBHBIX KPUTEPHUEB, CHOCOOCTBYIOIIMX OoJee paHHEM UM  TOYHOMU
JUArHOCTHKE, K YHUCIY KOTOPBIX MOXET OBITh OTHECEHO W KOJUYECTBEHHOE
OTIpe/ieTIeHNE COACPKAHMsI B KPOBU HATPUMYPETUUECKUX MEeNTUA0B. 3BeCTHO, 4TO
B KayecTBE MapKepa TUMEPTPOPHUH JIEBOTO >KEITyJ0uKa MPUHATO HCIOJIB30BaTh
NT-proBNP (Luchner, 2000).

[ToBbrmennie ypoBHss NT-proBNP B cbIBOpoTKEe KpOBU OBLIO BBISIBIEHO Yy
BCEX JICTEH, BKJIIOUYEHHBIX B HcCcClieoBaHUE. Y mauueHToB ¢ nepBuuHor ['KMII,
3HaueHus NT-proBNP npesbimanu Hopmy (a0 200mr/mi), HO ObUIM HUXKE, YEM B
ocTalbHBIX Tpynmax coctamisist 540 mr/mm (321; 963 nr/mut) U HE3HAYUTEITHHO
MEHSUTHCH Ha (hOHE MPOBOAUMOM Tepanuu (Tadi. 7).

[Tpu sToM y nereit pu 0OCTpyKTHUBHOM (hopme 3abosieBanusi, ypoBeHb NT-
proBNP B ceiBopoTKe KpoBH ObLT cTaTUCTHYSCKH 3HaAUMMO (p<0,01) BbImIE (1566,5
nr/mi), 4em npu HeoOcTpyktuBHOU (352 mnr/mun). KoppensuuoHHbIN aHAN3
BBISABUJI 3HAYMMYIO0 TIOJIOKUTEIBHYIO CBs3b KOHLeHTpauuid NT-proBNP B
CHIBOPOTKE KPOBH C TMPU3HAKAMU OOCTPYKIMH BBIXOJHOTO TpakTa JIEBOIO
xenynouka (co ckopoctbio (V), M/cex (1=0,72, p<0,05), ¢ rpagueHTOM JIaBJICHUS
(PG), mm pr.ct. (r=0,73, p<0,05), ¢ TONIIMHONW MHOKapjaa JICBOTO KeIyaoukKa
(MXII (r=0,71, p<0,05), 3CJIX (r=0,51, p<0,05) u cragueit XCH.
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Ta0muma 7

KonnenTtparus NT-proBNP (Me (25;75 neprieHTHIb) y MallueHTOB B

HCCIIEyEMBIX IPyNIax

Ho3zosorus NT-proBNP, nir/mn
o neuenus Ha ¢one neuenus
yepes roj
Ilepsuunas ['KMII 540 (321; 963) 620 (410; 1215)

ITepuynas ' KMII 6e3 o6cTpykunu

352 (270; 540)

[Tepuunas ' KMII ¢ ob6cTpyknueit

1566,50 (717,2; 3156)

Cunapomsl Manbpopmanuit

1250 (520, 4830)

1340 (674, 5160)

Merabonnueckue 3a00JeBaHUs 2551 (1122;9342)

1573 (821, 5716)

971 (417; 2219)
475 (240; 938)

PemonenupoBanue cepaua Ha  (oHe

apTepHalbHON THIIEPTEH3UH

VY nereli ¢ cunapomamu Manbhopmaiuii yposeHb NT-proBNP B ceiBopoTke
KpOBH B cpefHeM 1o rpynne coctaBui 1250 nr/mi, mpocturas 13000 nr/mi nipu
ooctpyktuBHOM (dopme ['KMIL. V nereil, HampaBiIEHHBIX Ha OINEPATUBHOE
JedeHue (MUIKTOMUIO), OMPEACIsUINCh CTaTuCTHUecKu 3Hauumo (p<0,05) Gosee
BbicOkMe ypoBHH (0T 6800mr/mMn go 10558mr/mi). BeisiBieHHas 3HaunMas
nosioxkuTenbHas kKoppessiuus ypoBHs NT-proBNP ¢ Tommunoit 3CJIK (r=0,68;
p<0,05), mepenueri crenku mnpaBoro skemynouka (IIcIDK) (r=0,82; p<0,05),
MpU3HaKaMu OOCTPYKIIMM BBIXOJHOTO TpakTa JieBoro skemymouka (V, w/cek
(r=0,58; p<0,05); PG, mm pr.cT. (1=0,69; p<0,05;), cramueit XCH (r=0,84; p<0,05)
U KapAauo-TopakaibHbIM HHIEKcoM (r=0,76; p<0,05). 3a BpeMs AMHAMUYECKOTO
HaOmoaeHusT HopManm3aluu KoHueHTpaiuu NT-proBNP B chiBopoTke KpoBU Y
HUX HE HaOJI01aJI0Ch.

VY mauuMeHToB ¢ HapyleHUusIMH MeTabonu3Ma cpeaHuil yposenb NT-proBNP
(2551 mr/mi) B CHIBOPOTKE KpOBU ObLIT cTaTUCTUYECKH 3HauuMoO (p<0,05) Bblle,
yeM y 6osbHbIX ¢ niepeuuHOil ['KMII u ¢ cunnpomamu Manshopmaruii. CoriaacHo
pe3ynbTaTy KOppesLUOHHOTO aHallu3a, 3HauuMasi B3auMOCBsI3b cojepxkanus NT-
proBNP momydyeHa ¢ TsSKeCTblO TI'eMOJMHAMHUYECKUX HApPYLIEHUH, KOTOPbIE
ounenuBasiuch o craguu XCH (r=0,6; p<0,05), kapano-TOpakaJibHOMY HHAECKCY
(r=0,43; p<0,05), cremeHun HEIOCTATOYHOCTH MUTpasbHOro kiamaHa (p<0,05;
r=0,73) u cuctonn4eckoi nucPyHKIMH JeBoro xemynouka (= -0,58; p<0,05).

VY manuentoB ¢ Oose3Hpto [lomme mpu mepBoi TroCIHUTAIM3ANNN YPOBEHb
NT-proBNP B cwiBopoTke kpoBu BapwsupoBan oT 17760 mo 25000 nr/ma u
3HAUMTEIBLHO TIPEBBIMIAN TMOKa3aTenau napyrux mnamueHtoB (p<0,05). Ha done
KOMIUIEKCHOT'O JICYEHHUSI NapajuieabHO CcO CHUXeHHeM YypoBHs NT-proBNP B
CBIBOPOTKE KPOBM OTMEYAJIaCh HOPMAJM3alUsl CHUCTOIMYECKOW  (DyHKIMH
MHOKapJa u cHuxenue craaun XCH.

VY namueHTOB € peMoJeTUMpOBaHMEM cepAlla Ha (oHE apTepuanbHOU
runepren3nn coaep:kanue NT-proBNP B CbhIBOpOTKE KpPOBH BapbUPOBAIO B
npeaenax 820 — 6400 nr/mMi U COOTBETCTBOBAIO HAOJIOJaEMOMY Yy MAIlMEHTOB C
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XCH (41 Mangat J, 42 Apxunosa E.H.). B cragum nexommneHcamnuu cepacuyHon
HenocTtaTouHoCcTH Mennana ypoBHS NT-proBNP B ceIBOpoTKe KpOBHM cOcCTaBisIa
1573 nr/mn (621; 5716 nr/mi), a €ro MaKCHMaJIbHO BBICOKHE 3HAYCHHS B
OTIENpHBIX chydasx pocturamd 21000mr/mu. B auHamuke, Ha ¢oHE Kak
MEIMKAMEHTO3HOT0, TAK M ONEPATUBHOIO JICUEHUS OTMEYAIIOCh CHUYKEHUE YPOBHS
NT-proBNP BIIOTh 10 HOPMBL.

CnenyeT OTMETHTb, YTO THUNEPTpOoPHUs MHUOKapaa y JAeTed MOXKeT
MPEACTaBIATh KaK caMocTosiTelibHOe 3aboieBanue (nepBuyHas ['KMII), tak u
OBITH COCTABJIAIONIEH OOJILIIOTO CHEKTpa pa3iudHbIX natojorui. Heobxomumo
KaKk MOXXHO Ooiiee paHHee MpoBeaeHHe AU(epeHIIUaTbHON TUAarHOCTUKU IS
OIIpEe/eNICHUs] TAaKTUKU BEJCHMS NAIMEHTOB M IPOTHO3UPOBAHMS 3a00JICBaHUS.
BrisiBnenue runeptpoduu MUOKapAa y A€Tel paHHEro Bo3pacTta 00s3pIBacT Bpaua
B JIMarHOCTMYECKOM IIOMCKE IPUHMMATh BO BHHMAHHME KAaK BHEKapAHAJIbHBIC
nposiBiieHUs! (0COOEHHOCTH ()EHOTHUIIA, HEBPOJOTHUYECKYI0 CUMITOMATHKY), TaK U
naHHble UHCTpyMeHTaIbHbIX (DX0KI', OKI', peHTreHorpamMmmel) u 1ab0paToOpHBIX
oocnenoanmii (ACT, AJIT, JIAI', KOK).

Takum oOpa3om, BIIEpBbIE y JETEH paHHEro BO3pacTa HAa OCHOBAaHUU
KOMILJIEKCHOTO aHaJli3a KIWHUKO-TEMOJIMHAMHYECKUX, HHCTPYMEHTAIbHBIX U
OMOXMMHMYECKUX  TOKa3aTejled  yCTaHOBJEHbI OCOOEHHOCTH  3a00JIeBaHUM,
CONMPOBOXKJAIOIIMXCA TrunepTpodueid MHUOKapAa MNOpu  pa3MyHbIX  (popmax
NATOJIOTHH CepALA.

Ha ocHOBaHuMM NpPOBEJEHHOIO HCCIENOBAHUS OBUIM BBIJEIECHBI BaXKHbBIE
pasnuuus Mexay nepsuyHod u BropuyHou ['KMII, a takxke ommcana rpymnmna
NAIMEeHTOB C runepTpoduell MUoKapaa Ha (oHE apTepUaIbHON TUIIEPTEH3UH, YTO
MOMOXKET BpadyaM BbIOpaTh TMPAaBWIbHYIO TakKTUKy B auddepeHimaibHo-
JUArHOCTMYECKOM IOMCKE MPUYHMHBI TMNEPTPOUU MHUOKapJa, BbISBICHHON Y
JIeTEel PaHHETO BO3paCTa.

BriBoabI

1. Y npereil panHero Bo3pacta runepTpodus MHUOKApAA BBISBISETCS MpH
nepBUYHONW runepTpoduyeckor kapauomuonatun (42%), BTOPUUHOU
KapJAMOMHOIIATUH, ACCOLMUPOBAHHON ¢ cuHapoMaMu Maibhopmaruii (18%)
U Mertabonnueckumu 3aboneBanusiMu (19%), a Takke mpu apTepuanbHOU
TUNEPTeH3UU Ha (OHEe aHOMAJIMI aopThl U ee BeTBel (21%).

2. [lepBuunas runeprpoduyeckas KapAHUOMHUONATHS B TIOJOBHUHE CIydacB
JMarHOCTUPOBaHA Ha TMEPBOM TOJYy JKU3HHU; MOBOJIOM JUJIsl OOCIIE€TOBaHMS
CIIY>KUT CUCTOJIMYECKHUH IIIyM MPU OTCYTCTBUU Kajlo0; MPU3HAKU CEPACUHON
HE0CTaTOYHOCTH B 61 % ciydaeB yMEpPEHHO BBIPAKEHBI, Y OCTAJIBHBIX
OTCYTCTBYIOT. XapaKTE€pPU3yETCs MEUIEHHO ITPOrPECCUPYIOLUM TEYEHUEM.

3. BropuyHnas runeprpodudeckas KapIUOMHUONATHs, AacCOLUMUPOBAHHAS C
cuHApoMaMu MaibhopMalMii U MeTabOJMYEeCKUMH  3a00JIeBaHUSIMU,
BBISIBJIEHA B TEPBbIE MECALbl KU3HU WM BHYTpUyTpoOHO (84% u 13%);
NOBOJIOM K  OOCIEAOBaHUIO  CIOYKUJIM  TNPU3HAKKM  CEpACUHOMN
HegocTaTouHOCTH ymMepeHHO (84% u 60%) u 3nauutensHo (16% u 35%)
BBIPAKEHHBIE; XApPAKTEPU3YETCA MPOTPECCUPYIOLIMM TEYEHUEM; YacTOTa
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JIETANbHBIX UCXOJIOB MO MCTEUEHUU 3-X JIET HaOmroAeHus: coctaBuia 5% u
55% CcOOTBETCTBEHHO.

.Ilpu mepBuyHON TUNEPTPOPHUUECKON KapAUOMUONATHM Yy JeTell daiie
ompenenseTcs HeoOCcTpykTuBHas (64%) dopma, acummerpuuHas (96%)
runepTpopus JEBOTO JKEMyJ0uka 3a CYET BBIPAKEHHOTO YTONIIEHUS
MEXKEITYJOUYKOBOM EPETOPOJKH (Z-score>T7). JlaHnHbIe
aNeKTpoKapauorpadun HecienupUIHbL.

.IIpu BTOpHMYHON THUNEPTPOPUUECKON KApJAUOMHUOIATHH Yy JETeH ¢
CUHApOMaMu ManbGopMalvii B TOJIOBUHE Cly4aeB  HaOII0JaeTcs
runepTpodusi MUOKapJa 000UX KeIyJA0UYKOB, MPEBATMPYET OOCTPYKTUBHAS
(79%), acummerpuunas (74%) dopma, c BeIpaKE€HHON THUIEpTpOPUEH
MEXIKEITyTI0UYKOBOM meperopoaku (Z-score>7), TpeOyroIias MpOBEICHHS
MUPKTOMUM B mnepBoil nekane xu3Hu y 40% mnauuentoB. IlpusHaku
HapyLIEHUsl BHYTPHXKEIYJOYKOBOM ITPOBOJMMOCTH OTMEUAKOTCS Yy BCEX
MalMEHTOB.

.Ilpu BTOpHMYHON rUNEPTPOPUYECKON KapAUOMHOINATUU y JEeTed C
MeTabonuyeckumMu  3abosieBaHusMH B 75% ciaydaeB  HaOmomaeTcs
runepTpodus MHOKap1a o0oux KEITyT0YKOB, IIPEBAINPYET
HeoOcTpykTuBHas (65%), cummerpuuHas (65%) dbopma, ¢ ymepenHoun (Z-
score OT 4 10 7) W BBIpaXEHHOW runeprpoduell 3aJHell CTEHKUA JIEBOrO
KeIlylouka M MEeXOKeNTyJloukoBoM mneperopoiku. llpusnaku ¢enomena
NpeaBO30YKACHUS KEITYA0UYKOB PETUCTPUPYIOTCS Y MOJIOBHUHBI MTallUEHTOB.

. [loBprieHue YPOBHSA N—koH1EBOTrO dbparmenTa MO3I'0BOTO
HATPUNYPETUUYECKOTO MENTUAA B CBIBOPOTKE KPOBH BBISIBJICHO Y MAallEHTOB
BCEX TIpyHI M B3aMMOCBS3aHO CO CTaJAMEH XPOHMYECKOW CEepACHYHOU
HegocrtarouHoctu (p<0,05). YV nerelt ¢ mepBUYHON rurnepTpoduuecKon
KapJMOMHOIIATUEN U C CUHIApoMaMu Maibhopmaluii cojaepxanue N —
KOHLIEBOrO  (pparMeHTa  MO3TOBOIO  HATPUMYPETHUYECKOTO  MEeNTHAA
KOPPEJIMPOBAJIO C BBIPAKEHHOCTHIO TUIIEPTPOPUN MHOKApIa U MPU3HAKAMHU
OOCTPYKIIMHU BBIXOJIHOT'O TPaKTa JIeBOro *)enynouka (p<0,05).

. Ilpu BbIsIBIEHUU y peOeHKa paHHEro BO3pacTa CUMMETPUYHOU, YMEPEHHO
BBIPAKEHHOM runepTpodun Muokapa, uckiountensio JOK 6e3 npuznakoB
O0OCTpYKIIMH, CJENYET HCKIIOYUTh PEMOJICTUPOBAHME CepJla BCIEICTBUE
Harpy3KH JaBJeHUEM (apTepUaIbHON TUIEPTEH3HH ).

IIpakTHyeckue peKoMeHaal U

BrisiBienue rumneptpodun Muokapaa y neTrei paHHEero Bo3pacTa Tpedyer
UCKIIIOUCHUSI PEMOJICIMPOBAaHUS cepaia Ha (QoHEe apTepualbHOU
TUIIEPTEH3UU. BaXXHBIM JUAarHOCTUYECKUM KPUTEPUEM IPU HTOM CIIYKHUT
BBICOKOE apTepHalibHOE AaBJeHHE MO0 Ha pyKax, MO0 Ha pyKax M HOrax,
HEpeaKo Ha (poHe MPU3HAKOB CEPJICYHOM HEIOCTATOYHOCTH U JUCHYHKIIUU
MUOKapaa. B mepByio odepenb cieayeT UCKIOYUTh KOAPKTALUIO aOpThI, B
TOM YHCIIE€ aTUNUYHYIO (OpIOLIHOTO OTHEeNa), MaTOJOTHI0 TOYeK U
MOYEYHBIX apTePUH.
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[Tpu BbIsIBIIEHUU TUNIEPTPOPUN MUOKApJA Y PEOCHKA BHYTPUYTPOOHO WIIH B
paHHEM JETCKOM BO3pacTe, OTCYTCTBUU CBSI3U C JUIUTEIbHBIM IPUMEHEHUEM
CTEpOHIHON Tepamuu W POKICHHEM OT MaTepu C caxapHbIM TuabeToM,
UCKIIFOYEHUH HOPMAJIBHOTO aJalTalMOHHOTO OTBETAa HA IOBBIIIEHHYIO
Harpy3Ky JlaBIe€HHEM, HauOojiee BEpPOSTHBIM  SIBISETCS  JTMArHo3
runepTpoduyeckas KapAUOMHUOTIATHS.

[Ipu momo3peHNH Ha THUOEPTPODYUUYECKYIO KapIAHOMHOIATHIO y peOeHKa
paHHEro  BO3pacTa  IMOMHMO  TIIATEJIIBHOTO  aHaAW3a  KJIMHUKO-
MapaKJIMHUYECKUX TMPOSBICHUHN CIEAyeT NPUHUMATh BO BHUMAHHE JaHHBIC
aHamMHe3a, Tpu cOope KOTOPOrO HEOOXOJIMMO BBISIBUTH  CIIy4au
MJIQJIEHYECKOM, BHE3allHOM CMEPTH B POJOCIOBHOM U  HaJu4yue
aHAJIOTUYHOTO 3a00J1eBaHus y OJU3KUX POJICTBEHHUKOB OOJILHOTO.
OtcytcTBHe OCOOCHHOCTEH (PEHOTHIIA, YKA3bIBAIOIIMX HAa BEPOSTHYIO
CUHAPOMAJIbHYI0  TATOJIOTUIO,  OTKJIOHEHWH  KaKk  OMOXMMHUYECKHUX
nokazareneir kpoBu (AJIT, ACT, KOK, JIAI'), Ttak u coxaepxkaHus
OpraHUYECKUX U AMUHOKHUCIIOT, ONPEAEIIEMbIX METOJIOM TaHIEMHOW Macc-
CIIEKTPOMETPUHU, HATTUIUE TUNEPTPOPUUECKON KapAUOMHUOTIATUN Y OIU3KUX
POJICTBEHHUKOB OOJBHOTO CBHUAETEIBCTBYET B TOJb3y IEPBUYHOU
TUNIEPTPOPUUYECKON KapAUOMHUOTIIATHUH.

Ha ocHoBaHum coueranus runepTpopuu MHOKapJa U OCOOEHHOCTEH
dbenoTuna (BbICOKHUH 7100, TBYCTOPOHHEE CY>KEHHE BUCKOB, THIIEPTEIOPU3M,
AIUKAHT, NITO3, HU3KO MOCAXKEHHbBIC YIIHBIE PAKOBUHBI, & TAKXKE HA HATUYHE
nedopmali TpyIHON KIIETKH, 3aJIEPKKU pocTa U (PU3MUECKOTO Pa3BUTHS,
MUTMEHTHBIX HW3MEHEHUN KOXHBIX TIOKPOBOB), HauOoJiee BEPOSTHHIM
cienyet cuntath ' KMII BTropruHO#, acconimupoBaHHOM ¢ 3a00€BaHUEM M3
cemerictBa RAS-nmatuit (cunapom Hynan, LEOPARD, xapauo-darmo-
KO>KHBIW CUHJIPOM).

[Ipy koMmOuHaLMM TUOEPTPOPUU MHOKApJa C CHHIPOMOM «BSJIOTO
pebeHKa», HaJIWMYheM  MakKporjoCCHHM, CHMITOMOB  CEpACYHOM U
JIBIXaTeJIbHOM HEAOCTATOYHOCTH, MOBbIMeHUsS ypoBHS KOK, ACT, AJIT,
JIAI' B mna3me KpoBW, TpeOyeTcs HUCKIIYEHHE MIIaJICHUYeCKON (HOpMBbI
oonesun Ilomme. B ciydae BBISBICHUS WM3MEHEHUH  COIEp>KaHUS
OpraHMYEeCKUX W AaAMHHOKHUCIOT KPOBH, BEpOSITHO HapylieHue oOMeHa
KUPHBIX KUCIOT. [Ipy MOBBINIEHHH YPOBHS TJIMKO3aMUHOTJIMKAHOB B MOYE
BEPOSTECH IMArHO3 MyKomnoyucaxapuao3 [ tuma.

OnpeneneHue cofepKaHusg B CHIBOPOTKE KpPOBU N-KOHIIEBOTO (pparMeHTa
MO3rOBOTO HATPUWYPETUYECKOro TMeNnTHaa HeoOXOIMMO B KauyecTBe
JOTIOJIHUTENIBHOTO METOAA OLEHKH CTENEHU TSHKECTH KIMHUYECKOTO U
reMoauHaMHu4eckoro coctosHust nereu ¢ I KMII.

Jletn ¢ BbISIBICHHOW TuUnepTpodueil MUOKapJa B paHHEM BO3pacTe
HYXKJIAalI0TCSI B 00CJIEIOBAHUU U JIMHAMHYECKOM HAOJIOJIEHUU B YCIOBHUAX
MHOTOIPO(PUIBHOTO JIEYEOHOTO YUPEXKIECHHUS, Te HUMEETCS COBpEeMEHHas
WHCTPYMEHTAJIbHAS, nabopaTopHas TEXHHKA 17| BO3MO>KHOCTh
B3aMMOJICHCTBUSL B IPOLIECCE NMArHOCTHYECKOTO MOMCKA U JATbHEWIIEro
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BEJICHUS TMAalMEHTOB CIEUUAIUCTOB pa3IMYHBIX Mpoduiel (reHeTHKOB,
OKYJIUCTOB, 3HIOKPHUHOJIOIOB, HEBPOJIOT0B, KAPAUOJIOTOB U JIp.)
CBoeBpeMeHHasi TMOCTAaHOBKA JuarHo3a HeoOXoAuMa i MPaBUIBHOTO
JICYEHMSI, YTO MOMOKET M30€XaTh B YaCTU CIIy4aeB JIETAJbHOTO MCXOAa U
YIYUYIIUTh KQYECTBO KU3HU MAIMECHTOB.
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Cnucok coxkpameHui

NT-proBNP N-KoHIIEBOU dbparmeHT MO3T'0OBOT'O
HATPUNYPETUYECKOTO MENTH/IA

PG TPaJVCHT NABJICHUS, MM PT.CT.

\Y CKOPOCTb, M/CEK

AJIT amaHMHaMUHOTpaHchepasa

ACT acnapraramMuHoTpaHcdepasa

['KMII runepTpoduieckas KapIuOMUOATHS

3CJIEK 3aJIHs CTEHKA JIEBOTO KEJIyI0YKa

KK kpeatuHdochokrHaza

JIAT JIAKTaTAEruaporesasa

JDK JIEBBIN KETYI0UEK

MIKII MEOKETYI0YKOBasl [IEPErOPOIKa

[TcIDK MEPEAHAS CTEHKU MPABOT0 KEIIYI0YKa

TMC TaHJIEMHAasi MacC-CIIEKTPOMETPUS

XM OKTI XONTEPOBCKOE MOHUTOpUpOBaHue DK

XCH XPOHHUYECKAsA CEPACUYHASA HEAOCTATOYHOCTD

OKT ANeKTpoKapauorpadus



