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CIIMCOK COKPAIIEHUI

atrial natriuretic peptide, mpeacepaHbI HATPUHYPETUUSCKUIN TIETITH/T
brain natriuretic peptide, MO3roBoii HaTPUHYpPETUUECKHI1 TETITU

N-KoHIIEBOM PparMeHT MO3rOBOT0 HATPUNYPETHUUECKOTO MEeNTH 1A
IPaJleHT JaBJICHUS, MM PT.CT.

CKOPOCTb, M/CEK

AMepuKaHCKas accoluanus cepaua

apTepualibHas TUIIEPTCH3US

alaHMHaMUHOTpaHcdepasa

acrapraramMruHOTpaHcdepasa

BPOXJICHHBIN TOPOK Cepa

BBIXO/IHOM TPaKT JIEBOIO KEJIyA04YKa

TTIMKO3aMHHOTTUKAHBI

runeprpopuyeckas KapInOMHOIATUS

JIMacTOINYECKast AUCPYHKIIHS

KEITyT0YKOBAasi SKCTPACUCTOIHS

3aJIHsIs1 CTEHKA JIEBOT'O JKeIy10uKa

KapAMOMHUOTIATHS

KOQpKTaIHs a0PTHI

KapAUOTOPAKAIbHBIN UHJIEKC

KkpeaTtuHpochokrHaza

JaKTaTAETuIporeHas3a

JIEBBIN KETYI0UYEK

JeBasl HOXKKa Ityyka ['nca

JIeBOE Tpecepane

MEXOKETYTOUKOBask IEPETopoIKa

MYKOTIOJIHCAXapu103

MarHMUTHO-PE30HaHCHAasi ToMOorpadus



HMK HEI0CTAaTOYHOCTb MUTPAJIBLHOIO KilallaHa

HVII HATPUHUYPETUUYECKUE TTCTITHIbI

OAII OTKPBITBIM apTEPUAIIBHBIN ITPOTOK

IDK IIPaBbIN KEITYT0YEK

[THIIT IpaBasi HOXKKa my4dka [ ' mca

[IC IICMK MEepPEAHE-CUCTOINYECKOE IBUKEHNE MTEPETHEN CTBOPKH

MUTPAJIBHOI'O KJIallaHa

[TcIDK NepeHsA CTEHKA MPAaBOTo KEIyJ0UKa

CH cepIeUHas HEJOCTATOYHOCTh

TMC TaHJAEMHasi MacC-CIIEKTPOMETPUS

®B dbpakius BIOpoca

O3T dbepMeHTO3aMeCTUTENbHAS TEPATTHSI

XM OKTI xoJTepoBckoe MoHuTOpHrpoBanue KT
XCH XpOHUYECKas cepaeyHas HeJ0CTaTOYHOCTh
[ IUPKATHBIA UHICKC

OKT ANeKTpoKapauorpadus

Ox0oKI sxoKapauorpadpus
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BBEJAEHUE

AKTYaJIbHOCTH MPO00JIeMbI

['uneptpoduss MHOKapha  SBISIETCS  aKTyalbHOHM  mpoOiemMol  JeTCKou
Kapauonorud.  DPopMUpOBaHHME  TUNEPTPOPUM  CONPOBOXKIAETCS  CTPYKTYPHO-
(GYHKIIMOHATBHBIMA ~ M3MEHEHUSIMH MHOKapJa, CHOCOOCTBYIOUIUMH 3aTpPyIHEHUIO
JUACTOJIMYECKOTO HATOJHEHHS KeTyJ0uKa 3a CU€T HapyILICHHUsS ero pacciabieHHs H
yYMEHbILIEHUs MoAAaTANBOCTU [15]. 'unepTpodupoBaHHBI MHOKapA MOJBEPKEH PUCKY
UIIEMUU U3-3a BO3POCHIEH MOTPEOHOCTH B KUCIOPOJIE sl 0OECIICUEHHS YBEIIMUYEHHON
Macchl M Harpy3ku. luneprpoduss M uIIeMUs MHOKapAa >KEIyJOUYKOB cepila
aCCOLIMMPYIOTCA C YBEJIMYEHHEM pPHCKa BHE3aIHOM CMEpPTH, YACThIMH HapyUICHUSMU
KEITYJJOUKOBOTO PUTMA, PA3BUTHEM MEpPLATEIbHON apUTMUMU.

['uneptpoduss MuoOKapna, Kak MpPOSABIEHUE HHAOICHHBIX MEXaHHU3MOB
KOMIIEHCAIIUM T€MOJMHAMHYECKUX HapyLIEHUW, MNpUIAET pa3IUYHbIM  (popMam
NaTOJIOTUH cepla pal OOUIMX YepT, KOTOPbIE ONPEAEIIAIOT XapaKTep TEUEeHHUs, TPOrHO3
U 1noaxonpl K JeyeHuto. K HUM OTHOCATCS CHMMETPUYHOCTh Trumneprpoduu
KEITYJOUYKOB, HATMYME OOCTPYKLMH, JUACTOIMYECKAs] TUCHYHKIMS, HAPYILICHUS] pUTMa
cepaua.

[Ipu nuddepeHnmranbHOM  AUATHOCTUKE TUNEpTpoPuu MHOKapaa y AeTei
paHHEro BO3pacTa B IEPBYIO OYEpPEb HCKIIYAIOT BPOXKIEHHBIE MOPOKU cepAlla U
COCYZOB (2OpTAJIbHBIN CTEHO3, KOAPKTAlMIO W THIOIJIA3UI0 a0pThl, CTEHO3 KJIallaHa
JETOYHOM apTepUH U Ap.), @ TAKKE CUMITOMATHUYECKYIO apTepUaIbHYI0 TUIEPTEH3HUIO.
B ciiyuae HEOOBSICHUMBIX TeMOIMHAMUYECKUX HapylleHu# y peO€Hka ¢ runeprpodueit
KEITYJOUYKOB CepJlla BHICOKA BEPOSITHOCTb HAJUYMsl CEMEHHO-T€HETUYECKON
(unuonatuyeckoi, nepBuyHOM) runeprpoduueckoin kapauomuonarun (I'KMII) mmbo
CUCTEMHOI'0, METa0O0JIMUYECKOr0 WM MOJIMOPraHHOTO CHHAPOMA, aCCOLMUPOBAHHOTO C
['KMII [95].

Pacnpoctpanénnocts ' KMII B neguaTpuyecknx perncTpax HEM3BECTHA, OAHAKO

10 pe3ynbTaTaM MOMYJISIIMOHHBIX UCCIEI0BAaHUN MOKa3aTeNb r010BOM 3a00J€BaEMOCTH
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BapbupyeT ot 0,3 1o 0,5 va 100 000 gerckoro Hacenenus B rof. [81, 130]. ITo nanHbIM
perucTpa KapJuoMHONaTHii, cHOPMUPOBAHHOTO HA CEBEPOAMEPUKAHCKOM KOHTHUHEHTE,
B ctpykrype npuunH ['KMII y npereli Gomnpinas yacth ciyudaeB (75%) oTHeceHa K
nepeuuHor  (mamonatmyeckoir) ['KMII, y ocrampHbix manueHToB  (25%)
nuarHoctupoBana BropuuHas ['KMII, accoummpoBanHas ¢ JpyrumMu 3a00J€BaHUSIMU
[170].

[IpaBunbHas U CBOEBPEMEHHAs IMarHOCTHKA THIEPTPOPUU MHUOKApAA HEPEIKO
SBIISIETCS. TPYAHOW KIMHUYECKOHW 3adaued. B Hacrosimiee BpeMs Oo0JibllIO€ BHHUMAaHUE
yaensercs OMOXMMHYECKUM KPUTEPHUSIM, CIOCOOCTBYIOIIMM paHHEH IUArHOCTUKE, K
YHUCITy KOTOPBIX MOXET ObITh OTHECEHO U KOJUYECTBEHHOE OIPENEICHUE COACPKAHUS B
KpoBH N-KOHIIEBOro (parMeHTa MO3roBoro Harpuilypetudeckoro mnentuaa (NT-
proBNP). B mnocinegnue ronapl IOIMY4YEHBI JOKAa3aTeJIbCTBA BOBJICYEHUS CHUCTEMBI
HaTpuilypeTudeckux nentuaoB B marodusuonoruto ['KMII [34, 40, 106]. [Tpu ['KMII y
JeTell JUarHOCTUYECKHE BO3MOXKHOCTM JAHHOTO TECTa MPaKTUYECKU HE H3YYEHBI,
OMMCAHbl JIMIIb E€IUHUYHBIE Cllydyau KOJIMYECTBEHHOTO  aHalv3a  W3MEHEHH
COJIEp’KaHMsl ATOr0 TOPMOHA Yy JeTedl ¢ 3a00JeBaHUSIMHU, AaCCOIMUPOBAHHBIMU C
runeprpopueil MUoOKapaa, TaKMMH KaKk CHHAPOMBI Maibdopmanuii U 0o0yie3HU
HaKOIUICHUS] TMKoreHa [64]. B cCBA3M C 3TUM MPENCTABISIETCA AaKTyaJbHBIM
uccienoBanne u3MeHeHun conepxkanus NT-proBNP B ceiBopoTke KpoBM AeTen ¢
runeptpopueii MHUOKapAa pa3IMYHOW STHUOJIOTMM B COYETAaHHU C  aAHAJIU30M
OCOOCHHOCTEM KJIMHUKO-TEMOJMHAMHUYECKOTO CTaTyca JJii ONpPENEJICHHUs HOBBIX
KpuTepueB AuddepeHnaabHON TMarHOCTUKY ATUX (POPM MaTOJIOTUH cepALia.

OpnHako BbIABIEHUE TUNEPTPOUU MUOKap/aa y peOeHKa paHHEro BO3pacTa elle
HEJOCTAaTOYHO [IJIi TIOCTAaHOBKM JWarfHo3a. TpyAHOCTH MPaBUIBHON TpPAaKTOBKU
PEMOJICIIUPOBAHMSI CEPALIA Y TaKUX OOJBHBIX COMPSIKEHBI CO 3HAYUTEIBHBIM UYHCIIOM
ATUOJIOTUYECKHUX (DaKTOPOB, OMPEACIAIONMNX (POPMUPOBAHUE U TEUCHUE TUTIEPTPOPUU
MUOKapAa, pa3HooOpa3ueM U MalOCHEIU(UYHOCTbIO KIMHUYECKOM  KApTUHBI.
Ommbounass guarHoctuka B Todb3y mnepBuunod ['KMII wmoxer mnpuBectn K

HCTIPpaBUJIBbHOMY KIIMHHUYCCKOMY BCIACHHUIO OOJBLHOTO H HeaﬂeKBaTHOﬁ TCparunu.
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CoBpeMeHHbIE BO3MOKHOCTH KOMILIEKCHOTO OOCJIEIOBAaHUSI U JICUEHUS AeTel
paHHEro BO3pacTa C pa3iIMyHBIMU (OpMaMu MATOJOTMM CEpAlLA, IO3BOJISIOLINE
o0ecreunTh  BBICOKOE  KadecTBO WX  JKU3HH, AaKTyaJu3WpOBAId  BOMPOCHI
nuddepeHIMaTbHON TUAarHOCTUKK TUNepTpodur MHOKapAa, 4YTO  MPEICTaBIIAETCS
HEOOXOIUMBIM JJIsl OTpEAeTICHUs TAKTUKH BEACHUS TMAlMEHTOB U MPOTHO3UPOBAHUS

TeYeHHus 3a00JI€BaHU.

eab ucciaenoBanus

OnpenenuTs KIMHWUYECKUE U T'€MOJMHAMHUYECKHE MPOSBICHUS NPU Pa3IUIHBIX
dbopmax maToJOrMU Cepjla, CONMPOBOKIAIOIIUXCS TUNepTpodueil MUoOKapaa y Jeren

paHHEero Bo3pacTa, i ylydiieHus auddepeHmaibHON JUarHOCTUKH.

3agauu uccjae10BaHUuA

1. VYCcTaHOBUTH OCOOEHHOCTH KJIMHMYECKUX TMPOSIBICHUI M BapUaHThl TEUYEHUS
3a00J1eBaHUM, COMPOBOXKAAIOUIMXCS TUNEpTpoPuell MHOKapjaa y JeTed paHHEro
BO3pacTa

2. OLEeHUTh JIUAarHOCTUYECKYIO 3HAYMMOCTh WHCTPYMEHTAJIbHBIX HCCIICIOBAHUI
KpOBOOOpAIICHHUs] y JIeTed paHHEro BO3pacTa MpU Pa3TMUHBIX (opMax MNaTOJOTUU
Cep/ilia, COMPOBOXKIAIIIMNXCS TUNIepTpodueit Muokapaa

3. OnpenenuTs HW3MEHEHUS cojepkaHus N-KOHIIEBOro (parMeHTa MO3TOBOTO
HAaTPUUYPETUYECKOr0 MENTHAA B KPOBH y JIET€ pPaHHEro BO3pacTa MPU Pa3IUUHBIX
(dbopmax maToJOruM cepila, CONPoBOXKIAIOIIUXCS TUIIEpTpoPueil Muokapaa

4. Pazpabotate anroputm nudQepeHnranibHON TUAarHOCTUKU Pa3IMYHBIX (HopM
MATOJIOTHH CEP/Iia, COMMPOBOXKIAIONINXCS TUTIEPTpodUet MUOKap/a, Yy JEeTe paHHETO

BO3pacrTa.



Hay4ynasi HoBU3HA

BnepBrie y nmereld paHHEro BoO3pacTa Ha OCHOBAaHWM KOMIUIEKCHOTO aHaau3a
KJIIMHAKO-TEMOIMHAMUYECKNX, WHCTPYMEHTAIBHBIX M OWOXMMHYECKUX TOKa3aTeseH,
ONPENEISIONMX KIMHUYECKOE TEYEHUE M MPOTHO3, YCTAHOBJIEHBI OCOOEHHOCTH
pasnTuYHBIX (OPM TATOJOTUH CEPIia, COTPOBOKIAONINXCS TUTIEPTpodHe Muokapaa,
C 1IeJIbl0 yayuleHus qudpepeHnnanbHoN TMarHOCTHKY.

VY nereil panHero Bo3pacta runepTpodus MUOKap/ia BEISBISETCS MIPU TIEPBUYHON
runieprpoduyeckoir  kapauomuonatuu  (42%), BTOPUYHOW  KapJUOMHUOIATHU,
acCCOIIMMPOBAHHOM C cuHApoMamMu Maibhopmarmii (18%) u merabomudyeckuMu
3a0oneBanusMu (19%), a Takxke npu apTepUaIbHON TMIEPTEH3UU Ha (POHE aHOMAaIUI
aopThl U ee BeTBel (21%).

BriepBbie ycTaHOBJIEHO, YTO Yy JieTed ¢ rurnepTpodueit Muokapaa ¢ aAe0TOM B
paHHEM BO3pacTe coJiepKaHue N-KOHIIEBOTO dparmenTa MO3TOBOTO
HATPUMYPETUYECKOTO TMENTHAa B CHIBOPOTKE KpoBU mipu Hopme 10 200mr/mu
yBenuuuBasiocb oT 270 nr/mn go 25000 nr/mMa u 3aBHCENO OT KIMHHKO-
TeMOJIMHAMUYCCKUX TOKa3areleil " (yHKIHOHAIBHOTO cTaTyca. [loBwImeHHOE
conepkanrie N-KOHIIEBOTO (PparMeHTa MO3rOBOIO HATPUHMYPETHYECKOTO MENTHAa B
CBIBOPOTKE  KPOBH  acCOIMUPYETCI C  TSDKECThIO  TeMOJWHAMHYCCKHX U
(GYHKIMOHATBHBIX HAPYIICHUH W TPOSBISETCS YBEJIMYCHHEM YPOBHS B CHIBOPOTKE
KPOBU B 3aBUCUMOCTH OT CTaIMM XPOHHYECKOW CEpJIEYHON HEAOCTAaTOYHOCTH, TaK KE
aCCOIMHMPYETCS C BBIPAKCHHOCTHIO THMEPTPOPUH W TpHU3HAKAMH  OOCTPYKIIMH B

BBIXOJTHOM TPAKTE JIEBOT'O W/UJIM TIPABOTO JKEIyT0YKOB.

IIpakTU4eckast 3HAYUMOCTh

OnpeneneHa KIMHUYECKas LIEHHOCTh U MH(GOPMATHUBHOCTh COBPEMEHHBIX
UHCTPYMEHTAJBHBIX M J1a0OpAaTOPHBIX METOJOB HCCIEAOBAHHUA B JIHAarHOCTUKE
3a00JieBaHUM, COMPOBOXKAAONIMXCA TUnepTpodueil Muokapaa y nereid ¢ ae0lToM B

PaHHEM BO3pacTe. HOKaBaHO, 4qTO OmIpeACICHUC COACPKAHUA B CBIBOPOTKE KPOBHU N-
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KOHIIEBOTO (hparMeHTa MO3TOBOTO HATPHIYPETHMUYECKOTO TMeNnTuAa HEOoO0XOAMMO B
KQueCTBE JOMOJHUTEIBHOTO METOAA OLICHKM CTENEHU TSHKECTH KIMHAYECKOTO U
TeMOIMHAMHUYECKOTO COCTOSIHUSL JIET€H paHHEro BO3pacTa IMpH pa3iHyYHBIX (popmax
NaTOJIOTUH CEepALla, COMPOBOXKIAIOIIMXCS TUIIEPTPOPUEii MUOKapAa.

Pe3ynbrarsl UCCIIEIOBAHUS MTO3BOJIAIIN pa3zpaboTtatb aNrOpUTM
nuddepeHInaTbHON TUarHOCTUKNA 3a00JI€BaHU, COMPOBOXKAAIOMINUXCS TUnepTpodueit
MUOKapAa y JeTedl ¢ 1e0loToM B paHHEM BO3pacTe M TEM CaMbIM IOBBICUTh
3G (HEKTUBHOCTh JIEYEHUSI OTUX OOJNBHBIX C Y4YETOM (HAKTOPOB, OMPEEITIONIUX
pEMOJENUPOBAHUE CEPALA.

BHeapenne nory4eHHbIX pe3yJabTATOB B PAKTHKY

Pe3ynbTaThl UccienoBaHUl BHEIPEHBI B pa0OTy KapAUOJIOTHYECKOTO OTAEICHUS
OI'AY «HayuHblii IeHTp 310pOBbs AeTein» Munznpasa Poccun.

OcHOBHBIE pe3yibTaThl JUCCEPTALMM JOJIOKEHbI U oOcyxaensl Ha VIII
Bcepoccuiickom konrpecce «Jlerckas xapauosiorusi — 2014» (12-13 wurons 2014 .,
Mocksa), IX  Bcepoccuiickom cemuHape mnamsitu mpodeccopa H.A. benokonb
«BpoXaeHHble  MOPOKM  CEpAlla: BO3MOXXHOCTM  JUArHOCTUKH, JIEYEHUS U
peadbumurtanum» (11-12 centsadps 2015 r., Kazans), XIX konrpecce neauatpos Poccun
«AKTyallbHbIEe TPOOJIEMBbI TIEAUATPUN» C MEXKAYHApPOJIHbIM ydacTueM (12-14 depans

2016r., Mocksa).

Iyonukannu
ITo Teme nuccepranuu OMyoJIMKOBAHO 6 TIEYaTHBIX padoT, U3 HUX 4 B KypHaiax,
pexomennoBanHbix BAK MunncrepctBa obOpazoBannu U Hayku Poccuiickoit

Denepaunm.

O0beM U CTPYKTYpa JUCCEPTALMHA

Huccepranus nznoxeHa Ha 207 cTpaHMIIaX MAIIMHOMMCHOTO TEKCTA U COCTOUT
U3 BBEJICHUS, 0030pa JIUTEPATypPhl, OMTUCAHUSI 00beMa U METOJOB MUCCIICIOBAHUM, TJIaBbI
C OIHMCAaHMEM COOCTBEHHBIX HAOIIOJEHUM, OOCYXKIEHUS TMOITYYEHHBIX PE3yJIbTaTOB,

BBIBOJOB, IMPAKTHUYCCKUX pCKOMCHI[aI_II/Iﬁ N CIIMCKAa JIMTCPpATyphbl, BKIIOYAIOIICTO 9
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OTEUECTBEHHBIX W 164 WHOCTpAaHHBIX HMCTOYHUKOB. Pabora wmmmoctpupoBaHa 53

TabnuamMu v 87 pUuCyHKaMH.
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I'naa I. TUTIEPTPO®US MUOKAPIA ITPU PASJIMYHBIX ®OPMAX
IMATOJIOTUU CEPAUA Y JETEW PAHHEI'O (0630p JuTEpaTyphI)

['unepTpoduss Muokapma y neredl ocTaércs OJHOM M3 aKTyaldbHBIX MPOOJIeM
JETCKOW KapJHOJOTUU W OMPENCISeT TMOBBIIMICHHBIH PUCK CEPACYHO-COCYIUCTHIX
3a00ieBaHUN W CMEpPTHOCTH. WM3BecTHO, YTO pa3BUTHE TUNEPTpodUU MHUOKapAa
COMPOBOXAACTCA  CTPYKTYpHO-(QYHKIIMOHAIBHBIMH ~ HM3MEHCHHSIMH B CEpAIIe,
CIIOCOOCTBYIONTUMH 3aTPYIHEHUIO JUACTOJMYCCKOTO HATOJHEHUS JKEIyJ04YKa 3a CUET
HapyIIEHUs paccialdiaeHus MUOKapaa W/ WM YMEHBIIICHUS €ro MOIaTIUBOCTH.

['uneptpodust Muokapa npuaaéT pa3InyHbIM 3a00JI€BaHUSIM Pl OOIIUX YEpT,
KOTOPBIE OIPEACISIOT XapakTep TEUEHHUs, MPOTHO3, MOAXOAbI K JjedeHuio. K HuM
OTHOCATCS CUMMETPUYHOCTb THMNEPTPOPUHU, HATUYUE OOCTPYKUIHH, AUACTOIUYECKas
TuChYHKIWS, HAPYIICHHS] pUTMa Cep/ra.

KapanomMuonuTel BBICOKOCIICIIMATU3UPOBAHEI M HE CIIOCOOHBI Pa3MHOXKATHCS
MPOCTHIM  JICJICHWEM, TI03TOMY THUIEepTpodus MHUOKapJa MPOUCXOAUT 3a CUET
YBEIMYCHHUS BHYTPHKJICTOYHBIX CTPYKTYp H HapacTaeT macca He TOJBKO
KapJMOMHOIIUTOB, HO U COCJAMHHUTEIIbHONW TKAaHM CepJIa, TJAJKOH MYCKYJIaTyphl
COCYZIOB, HYTO COMPOBOXKIACTCS YMCHBIICHWEM JHUACTOJMYECKOW IMOAATIMBOCTH
KETyJouKa W JWAJATAIlMOHHOTO pe3epBa KOPOHAPHBIX COCYIIOB. 3aTpyIHEHUE
JTMACTOJINYECKOTO HAIOJHEHHS JKeNyI0YKa — paHHUN MPU3HAK TUNEPTpoPuu cepua,
CBS3aHHBIM C HapyIICHHWEM pacciabieHuss MHOKapJa W YMEHBIIEHUEM €ro
MOJIATIIMBOCTHU B AxacTose [15].

['uneptpodupoBaHHBIA MHUOKApA OOJBIIE TMOABEPKEH PHUCKY HIIEMHH H3-32a
BO3pOCIICH TOTPEOHOCTH B KHCIOpOAC JUISl OOCCICUYCHHMS] BO3POCIICH MacChl H
Harpy3ku. lumeprtpoduss u wuImeMuss MHUOKApJa KEITYJOYKOB AaCCOIMHUPYIOTCS C
YBEIMYCHHEM PHCKa BHE3AITHOM CMEPTH, YaCThIMH HApPYIICHUSAMHU IKEITYTOYKOBOTO
pUTMa, pa3BUTHEM MEPIATEIbHOW apUTMUHU.

Knaccudumupys 3aboneBanusi, XapakTepu3yomuecs: Tuneprpopueit Muokapaa y

JIeTell paHHEro Bo3pacTa, B mepByro odepenpr uckitoyator BIIC (aopTanbHblil cTEHO3,
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KOapKTallMI0 W TUIOILIA3UI0 AOpThl, CTEHO3 KJalaHa JIETOYHOW apTepuu U Ap.),
apTepUaIbHYIO THIIEPTEH3HIO.

B ciydae HEOOBSICHMMBIX TE€MOJAMHAMUYECKUX HApyIICHUH Yy peOéHka ¢
runepTpodueit KemyJ0uKOB BBICOKA BEPOSATHOCTh HAJHUUs CEMEHHO-T€HETHYECKOM
(unmonarnueckoit) 'KMII nubo cucreMHOro, MeTabOIM4eCKOro MM MOJMOPTaHHOIO

cunapomMa, accouunpoBanHoro ¢ I'KMIT (puc. 1.1).

F'neptpoduathesoroBkenyaoukadr)a

CucremHbie,®

CapkomepHbler Meraﬁcl::;v:;cuueml
MmyTauuuel
v noAuopraHHbieEuHAPOMBI,E
accoyuuposaHHbie

eTKMNE

Funepmpoduyeckas CUHOPOMBIRICCOUUUPOBAHHbICRTT
Kapouomuonamusel eunepmpodgueliBiesozoBicenydoyKkakl

MMavamn DT MM A Al

Puc. 1.1 I'uneprpoduueckast KapJUOMHONATUS U CUHJIPOMBI, aCCOLIMMPOBAHHBIE C

runepTpodueit MuoKapaa JIeBoro xemyaouka [95]

1.1. CoBpemeHHO€e npeacTaBJieHHe 0 THNEPTPOGUIECKON KapAMOMHUONIATHH Y

nerei. Uctopusi OTKpBITUS

Tepmun «xapauomuonatus» Obul mpenioxken W.Bridgen B 1957 roay [25] u
J0JITO€ BpeMsi B 3apyOCKHOM W OTEUECTBEHHOW MEIWIIMHE WCIOJIb30BaJICs IS
OTHMCAaHMs TIEPBUYHBIX 3a00I€BaHUN MUOKapaAa HeICHOU dTrojiorun. OaHAKO, BIIEPBBIC
['KMII omucan Liouvilli Bo ®@panmmu B 1869 romy (Liouville, 1869, mutupyercs B
Marian, 2007), u toiasko B 1950-x romax ee 3aHoBO OTKpbLIM B bputranum Brock u
Teare [161,28].

B 1951r 6puranckuii matosoroanatom Donald Teare onucan acCHMMETpUYHYIO

rUNepTpopui0 MHUOKapAa, OOHAPY)KEHHYI0 TpU ayTOlCMh Yy & MalMeHTOB,
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NPUHALIEKABIIUM K 6 CeMbsM M yMEpPLIMM B DPE3YJIbTaT€ BHE3AIHON CEepACYHOU
cmeptd. [IpuM TUCTONOrMYECKOM HCCIAEAOBAaHUM MHOKapja Obul OOHapyKEeHbI
pa3HOHAIIPaBJICHHbIE MBIIIECYHBIE BOJIOKHA, PA3/I€JIC€HHbIE COCIUHUTEIbHON TKaHbio.
y’Ke€ TOTJIa 3TO OMKCAHUE CEPUU CIy4daeB MPOJEMOHCTPUPOBAIO OCOOEHHOCTH JaHHOTO
3aboneBaHus:  OecripuuumHHas — runeptpodust  jgeBoro  kenymouka (JDK) ¢
J€30pUEHTALIMEN KapAUOMUOLMTOB, CEMEHUHBIA XApaKTEP U aCCOLMALUIO C BHE3AITHOU
cepaeuHoi cMepThio [161]. [Tocne BbIxo1a JaHHOW IMyOIMKAIMK, a TaK ke HaOIt01eHUI
psoa  Opyrux aBTOPOB  OTMEYAETCsd  PacTyIlMid  HMHTEPEC K  BBIABISIEMOMN,
IPEUMYILECTBEHHO Yy B3POCIBIX, OOCTPYKLIHMU BBIXOAHOTO TPAKTA JIEBOTO MKEIyJ04YKa
(BTJIK) 0Ge3 mnopaxenus aopTtasbHOro kiana€Ha. C MOMEHTa NEpBOrO OINUCAHUS
CIly4aeB BHE3AMHOW CEpIEYHOM cMepTH Yy OOJBHBIX C runeprpodueil Muoxkapia,
CYILECTBOBAJIO MHOKECTBO Ha3BaHUNI 3a00JIeBaHUs: UUOIIATHYECKUM
runepTpopudeckuil cybaopTanbHblii creHo3 [24,161], MblmieyHblii CyOaopTabHbBIN
creHo3 [138], runeprpoduueckas oOCcTpykTUBHAsA Kapauomuonatus [149] — uto yxe
TOrJa OTPaXajao KIIMHUYECKYIO FeTepOreHHOCTh posiBiaeHuii I KMII.

B nepBbix cooOuieHusax noauepkuBaioch Hannuue ooctpykiuu BTJDK go tex
1op, NOKa HE CTajJ0 OYEBUAHBIM, YTO 3TOT (hakTOp MOxkeT orcyTcTBOBatTh [105]. C Tex
nop Ob110 BhIZIeNIeHO 2 ocHOBHBIX THIa ['KMII, ¢ obctpyknueit u 6e3 Hee.

B TedeHue NIUTENBHOrO BPEMEHH HE CYIIECTBOBAJIO €IUHOM KiaccU(UKaIIH,
OJIHAKO, CTaj0 $ICHO, YTO HM ACUMMETPHUYHOE YTOJILEHHWE CTEHOK, HU HaJIU4ne
OOCTPYKLIUU - HE SIBJSIOTCS 0053aTelIbHBIM YCIOBHEM Ul YCTAHOBJIEHMsI JUarHosa
['KMII. B nacrosimiee BpeMsa usBectHo, yTo ['KMII — Hanbonee yactoe MOHOT€HHOE
3a00JieBaHUE B KapIUOJIOTUU U caMasi paclpoCTpaHEHHAas MpUYMHA BHE3AITHOW cMepTH

y MOJIOABIX JiroAeH [96, 151].

1.2. Kinaccupukanusi KapAUuOMHONATHIA

Onpenenenve wu  knaccudukarus — kapauomuonatuit  (KMII)  Bcerma
npejcTaBisijia coOOM CIOXKHYIO U JOBOJBHO HEMOHATHYH0 Temy. B 1995 rony
skcriepramu BO3 Obuta mpemnokena knaccudukanus KMIT [142]. Kacatenpro 'KMIT

OBLIO MPHUHSTO, YTO ATO 3a00JIeBaHNE MUOKAP/a, XapaKTepU3YIOIIeecs] aCHMMETPUIHOMN
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WIH CUMMETpHUYHOM runeptpodueit muokapaa JDK c¢ obs3arenbHbIM BOBJIEUYEHHEM B
npouecc MIXKII, HapylieHHeM IUAcTONMYECKOW (DYHKIMH, a TaKKe pa3BUTHEM IIpH
oOCTpyKTHUBHOM opMe rpanueHTa gasiaeHus mexay JOK u aopToi.

B 2003 roxy cozman Mexnaynaponnsiii Komurer (ACC/ESC), 06benuHuBIINIA
aMepuKaHCKUX u eBporerickux skcneptoB no 'KMII, u omy6nukoBaHo cooOieHue,
CYMMHPOBABIIIEE OCHOBHBIC TIOJIOKECHHMSI, BKITIOUAsI CTPATETHIO JICUCOHBIX MEPOTIPHSITHIA
[10]. B 2006 ronpr AMepukaHckas Accouuarus mo 3adoieBaHusiM cepiana (American
Heart Associacion) BbIMyCcTHJIa JOKYMEHT, B KOTOPOM pacCMaTpUBaeTCi 3HAUYCHHE
pa3BUBAIOILIEHCA B IMOCJIEIHHE TOJbl MOJIEKYJISPHOM T'€HETHKH C LEJIbI0 OOBSICHEHUS
ATUOJIOTUM 3a00JIEBAHUM CEPJIEYHON MBIIIIIBI, PAHEE CUMTABIINXCS HUAUONATUYECKUMHU
[93]. Cormacno pokymenty «Kapaumommonatum — 3TO TeTEpOT€HHas TIpyIa
3a00JIeBaHUN MHUOKap/Aa, CBSI3aHHBIX C MEXaHUYECKOM W/WIM  3IEKTPUYECKOU
nucyHKIMEW, KOTopble OOBIYHO, HO HE BCErja, BBIPAXKAIOTCA HEaJeKBATHON
runepTpopueld WM Auiataiued U UMEIOT pa3IudyHbIe MPUYUHBI, Yallle TeHETUUECKUE.
MoryT mopaxaTh TOJIBKO CEpJIe WM SBISTHCA YaCThIO CHCTEMHOTO 3a00JIEBaHMUS.
Yacto BeAyT K JIETaJbHOMY HCXOAY WJIM WHBAIUAW3ALMU BCIEACTBUE CEPIACYHO-
COCYIUCTOU HEJOCTATOYHOCTH.

KMII kmaccudumupytoT Ha 2 TPYNIbl: MEPBUYHYI0 — MOPAKAETCS TOJIBKO
CepJilie, U BTOPUYHYIO — KOTJla MOPAKEHUE Cep/la SBJISETCA CIEICTBUEM CHCTEMHOIO
3a00ieBaHUsl C TIOJIMOPTaHHBIM  BOBJeYeHUEM. [lepBuUYHBIE KapAMOMUOTIATHU
MO/IPA3JICTISAIOTCS HAa TeHETUYECKUEe, MPUOOPETCHHBIE U CMEIIAHHBIC - TEHETUYECKHE U
npuoOpeTeHHsbIe (cM. Tabi.1.1).

B 2008 romy espomeiickoe Kapamomornueckoe CoobmectBo (European
Society of Cardiology) omy0iMKoBaqO yCOBEPIIEHCTBOBAaHHOE OIpeaeIeHue |
kiaccudukanmo KMII, mo maHHBIM KOTOPOTO «KapIUOMHUOTATHH — TPEICTABISIOT
co00# CTPYKTypHbIE U (YHKIHMOHAJIbHBIC 3a00JICBaHUS MHOKap/a TMpPU OTCYTCTBUU
apTepuaIbHOM THUMNEPTEH3MH, KOPOHAPHOTO AaTEepPOCKIEPO3a, MOPAKEHUN KIIAaHOB
Cep/illa WM BPOXKIACHHBIX MOPOKOB CEPJIa, KOTOPHIE MOTJIH Obl OOBSCHUTH HATHYHE

JAHHBIX HAPYILIEHUW».
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Tabmuma 1.1
Kiaccuduxanys nepBUYHBIX KapAMOMHUOTIATHH.
T€HETUYECKHUE CMEIIaHHbIC [IpuoGpereHHbIC
I'uneprpoduyeckas JUIaTallMOHHAs BocnanurensHas
ApuUTMOTeHHAas AUCIUIA3Us peCTpUKTUBHAS Taxorry60o
MIPABOro KEIYyJ0uKa
HexoMmnakTHbBIN MUOKapA [IepunopranbHas
(mocnepoioBas)
bone3nu HakorieHus WNHayunpoBaHHbIE
TJIMKOT€HA TaxuKapauen
MuToXOHIpHaIbHbIE Hetu, poxxieHHBIE OT MaTepei
KapJIMOMUOTIAaTHHI C CaxapHbIM 1Ma0ETOM
Hapymienune npooaumoctu
HoHHbIe KaHATIONATUH

MoaudunupoanHas B.J.Maron, et al., 2006a [23].

I'KMII omnpenensiack Kak «IOBBIIIEHHAS TOJIIMHA WA Macca MKEIyJO4YKOB
cep/illa MpU OTCYTCTBUM COCTOSIHUM HArpy3KH, JOCTATOYHBIX JIJISI TOTO, YTOOBI BHI3BATH
HaOJI0/IaeMble HApYLIICHUS». OTO OMNPEACJICHUE JIy4dllle OTpakaeT TEPMHHOJIOTHIO,
npuMeHsieMyto B nenuatpuu [48,56]. JuddepeHimpoBka Ha TEPBUYHYIO U BTOPUUHYIO
KMII ymyckaercs. HexkoOMIIakTHBI MHOKap[ JIEBOTO JKENyJAO4YKa M KapAUOMHONATHS
Takoiy00 oTHECEHbI K HEKJIaCCU(PUIUPYEMON KapAUOMHOIIATHH.

B xonme 2011 rogma unenst paboueit rpynmel ACCF/AHA (Amepukanckas
Acconmarusi 1o 3a0oJieBaHHMEM cepiia) oQopMIIIM PEKOMEHAAIMU MO0 BOIpOcCaM
HOMEHKJIATypbl, OJMHUJIEMHUOJIOTUH, JTHOJOTUM, MAaTO(U3UOIOTUU, JTUATHOCTHUKH,
BapuaHTOB TeuyeHuss U JedeHus ['KMII, ocHoBaHHBIX Ha JETaJbHOM aHAJINU3E
pe3yJIbTaTOB MHOTOILICHTPOBBIX HcclenoBanuil. 110 cCoOBpeMEHHBIM MpEICTaBICHUSM
[59] TKMII saBnsercs NPEUMYIIECTBEHHO TE€HETUYECKH  OOYCIOBJICHHBIM
3a00JIeBaHMEM MBIIIIBI CEPAlla, XAPaKTEPU3YIOIMIMMC KOMILJIEKCOM CHelnu(pUuIecKux
MOpGh0o-GYHKIIMOHATBHBIX W3MEHEHUM, B TOM YKCJIE HApYyIICHUEM JUACTOJIMYECKON
byHKIIUU cep/iia, OTCYTCTBUEM TUIaTaIluH kKeTyaoukoB [89, 95, 96,109] u HeykIIOHHO
MPOTPECCUPYIOIMM  TEYEHHUEM C  BBICOKOM  YIPpO30M  Pa3BUTUA  TSKEIBIX,
JKU3HEYTPOXKAIOIIMX ApPUTMHUM W BHE3amHOW cmeptu. Ha OCHOBaHMM KIIMHUKO-
bu3HoIOTNYECKON KiIacCU(UKAIMU B 3aBUCUMOCTH OT 3HAYEHUU TpaJMeHTa JIaBIICHUS,

corjlacHo pekomeHaanusM Hpro-Mopkckoil acconuanuu KapJIUoJoroB, BBIICISIOT 4
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craquu [ KMII: I — rpagueHT naBieHHs B BBIXOJHOM TPAKTE JIEBOTO KEITyAOUYKa HE
ooJiee 25 MM PT.CT., KajmoObl OTCYTCTBYIOT; Il — rpanguenT nasienus B BTJDK menee 36
MM PT.CT., OJbIIIKA TIpH (pusnueckoit Harpyske; III —rpaguent naBnenus menee 45 MM
pT.CT., ofbIika, Oonm B cepane; [V — rpanuent naBnenus 45 u Gosee, oabInika, 001 B
cepalle, HapylIeHUe FreMOJUHAMHUKHU.

CormacHo mocneaauM  pekomermanusiMm  (2014r) Espomeiickoro oOrmiecTa
KapauoJioroB 1o auarHoctuke u Jedenuto ['KMII, 3aboneBanue orpeaensercs
HaJIM4YMeM yBenuueHus ToiammHbl creHku  JDK, koropas He oObscHseTcs
UCKJIIOYUTEILHO  TOBBIIICHUEM HArpy3kd JaBjieHueM. JlaHHoe ompejieneHue
MPUMEHHUMO K JAETSAM U B3POCIIBIM.

B nameii ctpane nenuatpuueckas kinaccudpukamus 'KMIT npennoxena U.B.
JleontheBoit (Tabm. 1.2) B 2002 r. [7], HA OCHOBAaHUM KOTOPOW BBIJICISACTCS BHU/I
TUNepTpoPuu - aCUMMETPUYHAS WIM CUMMETPUYHAsS;, BBIPAKEHHOCTb OOCTPYKIIUU -
HEOOCTPYKTHMBHasi U OOCTPYKTHBHAas,; a TaK >k€ KiuHuueckue ctaauu: 1. Cragus
KOMITeHCaluu (5kasio0 HET, TOBBIINICHUE TPagueHTa JaBJIEHUS OTCYTCTBYET, Yallle
BBISBJISIETCS CIIY4ailHO TPU MEIUIIMHCKOM OCMOTpa WM OTATOIICHHOM CEMEHHOM
anamuese); 2. Cragus cyOkomIeHcaluu (4acTo MOSIBISIOTCA KaJIOObl Ha mepedou B
paboTe cepjla, Kak MPaBHIIO, YUYalllEHHOE CepleOMeHne, MOTYT IMOSBIATHCS O0Iu B
o0JlacTi cep/la, CUHKOMAIbHBIE COCTOSIHUSI OTCYTCTBYIOT, rpagueHT AasieHust 20-60
MM  pr.ct.). 3. Cramgus AcKOMIICHCAIMd  (CONMPOBOXKAAIOMIASICS  OJIBIIIKOM,

CUHKOMAJIbHBIMH COCTOSTHUSIMU, HApacTaHHEM >kajio0, TpaJueHToOM JaBiieHus Oosiee 60

MM PT.CT.).
Tabmuma 1.2
Knaccuduxanus 'KMIIT

Bun runeptpoduu | BeipaxkeHHOCTh I'pannent  naBnenus | KnuHudeckas ctagus

OOCTPYKTHBHOTO (cTeneHb) MM PT.CT.

cunaapoma (hopma)
AcuMMeTpUyHas OO6cTpyKTHBHAS Ict. o 30 Komnencaruun
CummMmeTtpuuHas HeobGcTpykTuBHas 2ct. ot 30 10 60 CyOkoMIieHcauu

3cr. 6oitee 60 JlexoMITeHCaIKu
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I[HH IMOATBCPIKACHUA JTHUAIHO3a HGO6XOI[I/IMO o6pa1uaTL BHMUMAaHHUC Ha

OTSATOIIEHHOCTh CEMEHHOT0 aHaMHe3a 10 JJaHHOMY 3aboJieBanuto [89, 98].

1.3. Pacnipocrpanennocts I'KMII y nereii

[Ipobnema wu3yuennss ['KMII y gerelt mnpojoipKaeT COXpaHATh CBOIO
aKTyaJbHOCTb, YUYMTBIBasi BapuUaOENbHOCTh KIMHUYECKOW KAPTUHBI, HaJIU4YUE
COBPEMEHHBIX  METOJOB  JMArHOCTUKH, BKJIIOYas  MOJEKYISIPHO-TEHETHYECKOE
oOcje0BaHMe, a TaK K€ OTCYTCTBUE JOCTATOYHOTO KOJIMYECTBA JIAHHBIX 00CIIEIOBAHUIMA
JeTeld, 0COOEHHO paHHETO JETCKOTO BO3pacTa.

I'KMII - yacroe ayTocOMHO-IIOMHHaHTHOe 3abosieBanue [141,86], kotopoe
ABJISIETCA OJHOM W3 HamboJiee paclpoOCTpaHEHHBIX (OPM TEHETHYECKUX 3a00JieBaHUM
cepamna. OaHako, TOYHAs YacTOTa BCTPEUYAEMOCTH y JETed HE YCTaHOBJIEHA, YTO
3a4acTyl0 CBSI3AHO C OECCUMIITOMHBIM TEYEHHEM W, COOTBETCTBEHHO, OTCYTCTBHEM
HEOOXOJMMOCTH OOpallleHU 3a MEAUIMHCKON momoinbio. [lo JaHHBIM pa3IUYHBIX
uccienoBanuii B CeBepHoii Amepuke, EBpome, Asum u Adpuke cooOmaercs o
PacIpOCTPAaHEHHOCTH HEOOBsICHUMOTo yBenuueHus: toimuabel JDK B quamazone 0.02-
0.23%  cpemn  B3pocmbix  [35,37,63,88,92,100,101,102,121,123,127,173]. B
MeINaTPUIECKUX peecTpax, pacupoctpaHeHHOCTs [ KMII y nereit HemsBecTHa, HO MO
JAHHBIM TIOMYJIAIIMOHHBIX HMCCJIEAOBAaHUN TOKa3aTedb TOJ0BOM 3a00JIeBa€MOCTH
BapbupyeT oT 0,3 mo 0,5 ma 100000. B xpymHO# momyiasiiiMOHHOW 0a3e JaHHBIX B
Agctpanuu u CIIA Obuto mOKa3aHo, YTO 4acTOTa PACTIPOCTPAHECHHOCTU BAPBUPYET OT
0.47 no 1.24 na 100 000, u onu coctaisitoT 0koJio 25% Bcex tunnoB KMII [81,130]. B
Aprentune, yactota I'KMII cpeau nereil, moceTUBIINX KapIUOJIOTUUECKOE OT/ICIICHHE

nerckoro rocnutans coctaBuia 1.1 % Bcex pereit ¢ 3a0oneBanusmMu cepama [29].
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1.4. Dtnonorua 'KMII

I'enernyeckass npupoma ['KMII B Hacrodmiee  BpeMsa  SIBJISETCA
OOLIECNPU3HAHHON W TakXe HMEETCS MHOIO JIaHHBIX O MPEUMYIIECTBEHHO
HacleCTBeHHOM xapaktepe [53,87]. Ha ocHoBaHMM McCaeq0BaHUN ObLIIO YCTAaHOBJICHO,
yT0 OO0JIee MOJIOBUHBI BCEX ClTydaeB 3a00J1€BaHUsI HOCAT ayTOCOMHO-IOMUHAHTHBIN TUIT
HACJICJIOBaHUS C HETOJHON MEHETPAHTHOCTHI0. OCHOBHBIM B 3THOJIOTUU U MATOreHE3a
['KMII sBasitoTcst MyTalud B Te€HAX, KOJMUPYIOIIUX O€JKKW capkoMepa U €ro
CTPYKTYpHBIC 3JIeMEeHThI MuobuIaMeHTsl. [166,120,27,74,82]. Ha ceromHsmHui 1eHb,
okosio 1400 mytaruit [146] uneHTUGUIMPOBAHHBIX, HE MEHEE, YeM MeXIy 9 reHamu,
0 TOCIACAHUM JIaHHBIM - Mexay 14 renamu [10], ObLIM ompeneiieHbl B KadyecTBE
orBeTcTBeHHBIX 3a pa3Butue ['KMIIL.  Bonbmee konudectBo wmytaruit (30-50%)
npuxoautcss Ha MYH7, kotopslii koaupyeT Oenok - Tsokenod mnenu (-muo3uHa (-
MHC), naxonsummiics Ha xpomocome — 14ql1.2-q12, yuciao BbI3bIBAEMBIX MyTaIuil
oonee 60. Jlanee MYBPC3, muo3un-cesassiBatomuii 6eok C (MYBPC), xpomocoma
11p11.2, gactora mytaruit 15-20%, myramuii 6onee 15 [97,57]. Taxxke Oomblioe
KOJIMYECTBO MyTalnuii nipuxoautcs Ha reH TNNT2, cepaeunas nzodopma tporonuHa T
(cTnT), 1932, yacrota mytauuii 15-20%, uncino myrtauuii 6osee 20. OcranbHble cilydyan
npuxosaTcs Ha Apyrue capkomepHbie renbl TNNI3, cepaeunas uzopopma tpomnonuna I
(19p13.4), TPM1, anbda-tponnomuosun (15q22.1), MYL2 perynaropHas cyObeanHHIIA
jerko nenu muosuHa (12923-q24.3), MYL3 — ocHOBHasi cyObeauHUIIA JIETKOW 1eTH
muosuna (3p21.2-p21.3), ACTC cepaeunas uzodpopma anbda-aktuna (15q14); a Tak xe
reHbl, KOAUPYIOUIUE KIETOUYHYI0O MEMOpaHy U MUTOXOHJpHallbHble Oenku [22,59,23.].
I'enpl, BoBieueHHble B paszButue gerckod ['KMII, umeroT cxoxyrw 4acTtoTy u
pacopoCTPaHEHHOCTh, KaK y B3pOCIbIX NaUeHTOB [73]. B He3aBUCUMOCTH OT MyTalui,
MalMeHThl € TIOJIOKUTEIBbHBIM  PE3yJbTaTOM  MOJICKYJISIPHO-TEHETHYECKOTO
WCCJICIOBAHMUSI WMEIOT 00JIe€ BBICOKMU PHUCK CEpJECYHO-COCYIUCTON CMEPTHOCTH,
MHCYJIbTA, XyAlIero pyHKiuoHanbHoro kiuacca CH, auacTonu4yeckoil u CUCTONMYECKON

muchynknuu JIDK 1 94TO OTCpOUYEHHBIN MCXOJ BCETAa XYXKe Yy MalHMeHTOB-HOCHUTEEH
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oonee uem 1 myramuum [23]. OnHako, JaHHOE YTBEp)KIEHUE HE OBLIO JOKAa3aHO s

neren [73].

1.5. Makpockonnuyeckue n3menenus npu I'KMII

3a0oneBaHuE MOXKET NPOSABIATHCS OT HE3HAYUTENbHOW JI0 BBIPAXKEHHOU
runepTpopuu, OT MHUHHUMAIBHOTO JO BBIpaAXKEHHOTro ¢GuOpo3a, OT OTCYTCTBUS O
BBICOKMX 3HAaY€HUH OOCTPYKUMM BBIHOCSAUIETO OTHAENA JEBOTO M PEAKO IPaBOro
KEJITYJOUKOB, a TaK K€ UMETh Pa3IMYHbIE MOP(POJIOTUUECKHE BAPUAHTHI.

MaxkpocKOIU4YecKkoe  HUCCleoOBaHHE  OOBIYHO  BBIABISET  BBIPAKEHHYIO
runeprpopuro  JOK ¢ ymeHbmieHmeM  pasmepa  nosocted.  ['mnmeprpodus
IIPEUMYILIECTBEHHO IOPAKAET MEPErOpOJKY JKEIyI0YKOB, U IO 3TOW NPUYMHE PAHEE
3a00JIeBaHME HOCUJIO Ha3BaHHME ACHUMMETPUYHON runeptpoduu meperopoaku [69].
HecMoTtpst Ha 31O, TUNEpTPOPUS MOKET OBITh CUMMETPUYHOW WM MOPAXKATH APYIrHe
OTIEJbl, HAIpUMEpP, 3aJHIOK CTEHKY, BEPXYIIKY WIA CPEIHHA CETMEHT JIEBOIO
x)enmynouka [52,83,118,172].

Y nerel B MaTOJOTMYECKUM MPOLECC TAKKE MOKET BOBIIEKATHCS W IPABBIN
xkenynouek (IDK) [20]. Iloutu 5% mammenToB ¢ I'KMII mporpeccupyior a0
TEPMUHAIBHOW CTaJUM JWJIATAMOHHOW KapAMOMHOIIATUU C BBIPAXKEHHBIM (pruOpo3om,
MCTOHYEHUEM CTEHKM MHUOKapJa M pacliMpeHueMm mnojoctu [66]. JleBoe mpencepaue
YBEIMYEHO B pa3Mepe KakK CIEACTBUE MOBBILIEHHOTO KOHEYHOTO JHACTOJIMYECKOTO
nasiyienns B JOK, uto Be3piBaerca /] u MUTpanbHOM perypruTanuen.

IlepeaHe-cUCTOINYECKOE IBHXKEHHE MEPEIHEN CTBOPKM MUTPAIBHOIO KJIallaHa
(IICA IICMK) npensTcTByeT HOPMaJIbHOMY 3aKPBITHIO €TI0 BBIXOJHOTO OTBEPCTHUSL, YTO
MPUBOJIUT K JIETKOW WM yMmepeHHoul peryprutamuu [111]. MutpanpHblil kiamad y
TaKMX TAlUMEHTOB HMMEEeT W3MEHEHUsi B pa3mepe W (¢Gopme, YTO PACLECHHUBAIOT Kak
NEepPBUYHBIC HAPYLIECHUS NPU JaHHOM 3a00jeBaHuU. Pa3mMep BBIXOJHOTO OTAENa JEBOTO
KEITyJ0uKa, THIEPANHAMUYECKOE COKpPAIEHWE W W3MEHEHUS MUTPAJIBHOIO KiarnaHa

MPUBOJAT K OOCTPYKIIUH.
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1.6. Mukpockonuueckue u3meHenusi ¢ 'KMII

KacarenbHo ~ u3MeHeHMH  TpU  MHUKPOCKOMMYECKOM  MCCJIEIOBAaHUU
OTJIMYUTENIbHBIM MPU3HAKOM SIBIISIETCA TUIEPTpOodUsi MUOKapAa JIEBOro U (WJIK) pexe
IDK u aHOManusi apXUTEKTOHUKH COKPATUTENbHBIX 3JIEMEHTOB, MPOSBISIOMIAACS B
BBIPQXEHHOW HEYIOPSAJOUYEHHOCTU (Zie30pHeHTanus 0osee yem 5% TKaHM MUOKapaa)
OTJENbHBIX U CTPYNIHUPOBAHHBIX KapJUOMUOIMTOB (MBIIIEYHBIX BOJOKOH) ((peHomeH
«disarray»), KOTOpble BMECTO HOPMAJIBHOTO JIMHEWHOTO PACIIONOKEHHS pa30pocaHbl B
pa3IMyYHBIX HamnpaBieHUsX. KJIeTKku U BOJOKHA TEpAIOT HOPMalbHBIM Mapaiean3M U
MOTYT pacroyiaraTeCsi JaXke MNEepHeHAMKYJIIPHO JpYyr K Jpyry. YBEJIUYECHHE
COCUHUTENIBHON TKAaHU MPUBOJUT K HHTEPCTUIHAIBHOMY (QHUOpPO3y M YTOJLICHUIO
CTEHOK B OCOOEHHOCTH MEJKHUX MHTPAMHOKApIUAIbHBIX COCYJOB C COKpAIEHUEM HX
npocBeta [55]. ®ubpo3 u 3aMelieHre pyoIoBON TKaHBIO HEKPOTU3UPOBAHHBIX KIIETOK
3aMEeTHee B yJacTKax ¢ 00jee BbIpaKEHHOU runepTpoduei.

B 2011r. Seidman wu coaBt. [150] BBISIBUIM, 4YTO TaKHe€ MapKepHI,
npeauecTByomme (GUOPOTUYECKMM HU3MEHEHUSIM, KaK MPOKOJUIareH ChIBOPOTKH,
3HAUMTEIBHO BBINIC Yy TAnMeHToB ¢ pa3BepHyTot ' KMII u Hocutenelr myranumii (¢ 110
CUX MOp HE MPOSBUBIIMMCS (DEHOTUIIOM), YEM B I'PYIIIIE KOHTPOJIS, YTO YKa3bIBAaET Ha
NOBBILICHUE CUHTE3a KOJIJIareHa.

Hapyiienue cTpykTypbsl MUOKapAa, MHTEPCTULHMAIBHBIA (QUOpO3 M HIIEeMus

TaKXe SBJIAIOTCA OCHOBOU ISl Pa3BUTHUSL ADUTMHUIA.

1.7. Knuanuyeckast kapruna I'KMII y nerei

[Ipu T'KMII wumeroTcs He TOJIBKO TEHOTUNMHYECKHE U (DEHOTUITUYECKUE
Pa3HOPOJHOCTH, HO TAaKXKE pa3nuuuds B Bo3pacTe Hadama, (GopMe KIUHUIECKUX
NpOSIBIGHUA W HCXOJe 3a0oJjieBaHUsA. 3adacTyl0 BO3pacT Ha MOMEHT Hauaja
MPOSIBJICHUM OMpeesieT MporHo3 [36] mo JaHHBIM MPOBEACHHOTO HCCIIEAOBAaHUS B

CILIA (1990 — 2003rr).
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Knunnueckne mnposisnenus ['KMII nomumopdusl u  HecnenupudHbl. Y
HOBOPOXK/ICHHBIX M JIETEH MEPBOro roja >KU3HU C OOJIbIIed BEPOSTHOCTHIO PA30BLETCS
3aCTOMHAs cepleyHas HEJIOCTaTOYHOCTb, B TO BpEMs, KaK y Jerel Oosiee cTapliero
BO3pacTta 3a00JieBaHNe, KaK MPaBUIIO, MOXKET MpoTekaTh OeccumnToMHo. Koncynpranus
KapJIMoJIora MPOBOJIUTCA B CBS3U C BBICIYIIMBAHHEM IlIymMa HaJa 0OJAcThIO cepAlla,
BBISIBJICHUEM KapJIMOMETajJuy MO JIaHHBIM PEHTTEHOJOTUYECKOTO HMCCICAOBAHUS WIIU
Hapyumenuit Ha OKI' [29].

Ha nayanpHOM 9Tarne y 6€CCUMOTOMHBIX OOJBHBIX OTCYTCTBUE KIMHHUYECKHUX
MPOSIBICHUM MOXKET COXPAHUTHCS B TEUCHHUE MTPOIOHKUTEIBLHOTO MEPUOJia BPEMEHH, 10
T€X TIOp, TIOKa HE TOSBATCS CJIa0OCTh, OBICTpas YTOMJISIEMOCTb, OJIBIIIKA
(oOycioBieHHass BEHO3HBIM 3aCTOEM KPOBH B JIETKUX BCJEACTBUE JAUACTOJIMYECKOM
TUCHYHKIMK TUIEPTPOPUPOBAHHOTO JIEBOTO JKENyAO04YKa) WM, B Oo0Jiee pEeaKux
ciydasix, y4JaméHHoe cepjuedOueHue, 00au B Tpyau (CBsI3aHHBIE C HECOOTBETCTBHUEM
KOPOHAapHOTO KpPOBOTOKAa Macce MHUOKapJla M CHaBJICHUEM HWHTpaMypabHBIX
KOPOHAPHBIX apTepHii), oOMOpokH (B KauyecTBE MPUYUH KOTOPHIX paccMaTpUBACTCS
HECKOJIbKO MEXaHM3MOB: B YaCTH CJIy4aeB CBSI3aHHBI C PE3KUM CHUXKEHHEM CEepPICYHOIO
BBIOpOCA, TaK K€ TaxUapUTMHUSIMH, OOCTPYKIMEH BBIXOJAHOTO TpaKTa JIEBOIO
JKEITyJ0uKa), CHUCTEMHas apTepualibHas runepreHsus u AB-Onmokaga 3 creneHu
(BcTpewaeTcs y JeTed penko, HO OTH TAlMEHThl MOTYT JI€OIOTUPOBATH C
MPECUHKONAIBHBIX WM CUHKOMAJbHBIX COCTOSIHUW [147] wuim BHE3amHOW CcMepTH,
KOTOpasi MOXKET CTaTh IEPBbIM U eAuHCTBEHHBIM cuMmitoMoMm ['KMII u npencrasiser
cobolf caMyl YacTyl0 TMPUYUHY JIETAIBHOCTH CpPEIM IOHBIX CIOPTCMEHOB Ha
copeBHOBaHMsX). OIHAKO, BHE3alHAs CMEPTh TAKXKE MOXKET CIYyYUThCS BO BpeMs
OOBIYHOM AESTENBHOCTH, B TOKOE WM BO cHE. COrjlacHO OLIEHKaM 4acTOTa BHE3AIMHOU
CMEPTH Cpenu aeTei coctarisieT 3% B T0oJ, Takas ke nudpa HabIr01aeTCsA y B3POCIHbBIX
MAIMEeHTOB, HAOIIOJAIONUXCS B CHEIUATN3UPOBAHHBIX KaPAHOJOTUYECKHUX IICHTPax
[29,104,114].

Cepneunas Hepocrtarounocts (CH) mnpu stom 3a00neBaHUM  OOBIYHO
BbI3BIBaeTCsA auactosmueckon nucynkumeit (1) BcrmenctBue runeprpodun JDK,

HapyILIEHUs YHOPSIOYEHHOCTH MHOUUTOB WM (pubpo3a. Ot 3 no 5 % mnaumeHtoB ¢
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TEPMHUHAIBHOW CTaaued 3aboieBaHMsl JOCTUTAIOT pPa3BUTUS M CHUCTOJIUYECKOU
TUCPYHKIMM, CBsi3aHHOM c wuctoHyeHueMm crteHku JDK u  yBennuenume oObEMa
KEIYJO0YKa, YTO CTAHOBUTCA BAXKHBIM IPU3HAKOM HEOIArompHsATHOIO MPOrHO3a
[20,66].

[Ipy HamuMuMM 3HAYUTENBHOTO YBEIWYEHMs] CepAlla OOBIYHO BBISBISETCS
CepJeUHbIil TOpO W CMEUIeHHE KHapYXH cepAedyHoro Tomyka. ['pyOblil, myromiuit
CUCTOJIMYECKUHA IIyM C Pa3IM4HOW MHTEHCUBHOCTBIO, CBA3aHHOM CO CTEIECHBIO
OOCTPYKLIUU U MUTPAJIbHOM perypruTanuu.

B pannem nerckom Bo3pacTe manueHThl ¢ HeoOcTpykTuBHOM ['KMII xano6
MOTYT HE HPEIBSABIATh, HO TAKK€ MOTYT MUMETh CHUCTOJMYECKHE LIYMbl Ha BBIOpOCE,
BBICTYIIMBAIOIIHMECS BJIOJIb JIEBOTO Kpasi TPYAUHBI, XOTs OHU 0Oo0Jjiee MATKUE, YeM MpH

Hannuuu ooctpykuuu BTJDK.

1.8. Oco0eHHOCTH JaHHBIX dJIeKTpoKapAuorpapuu y naumenros npu I'KMII

Nurepnperanus nokazateneit DKIT MoxkeT npeacTaBisTh OOJbIINE TPYIHOCTH,
B CBA3U C noiuMmoppusmMoM u3MeHeHuil. Onnako, HapymeHuss Ha OKI' oObl4HO
BBIBJISIIOTCS IPAKTUYECKH y Bcex nanuentos ¢ 'KMII [135].

[To paHHBIM HCCREnOBaHUA, MPOBOAUMOrO y nered u noapoctkoB ¢ ['KMII
Yale BCETO BBIABIISIOTCS: BOJIbTAXKHbIE TPU3HAKU TUNEPTPOUN MUOKAPA; HAPYIICHUS
mpolecca PEnoyIApU3AIMK  JKETYOYKOB KakK Mpu OOCTPYKTUBHOW, TaKk U TpHU
HEOOCTPYKTUBHOU (hopMe U TPOSBIAIOTCS u3MeHeHusiMu komiuiekca ST-T; cunapom
MIPEXKIEBPEMEHHOTO BO30YXICHUS KEITYJOUYKOB B BUJIE YKOpOUeHUs nHTepBaia PQ umu
xe (penomena Bonbda-IlapkuHcona-Yaiita orMeuaercs y JaHHOM TpylIibl NAlMEHTOB
JOCTaTouyHO penko [21]. Hdpyras dyacras Haxogka — HaJIUMYUE IMATOJOTHYECKOTO
rmyOokoro u y3koro 3yoma Q. HenmaBHO ObLIO MpeAsio’)KEHO paccMaTpUBATH
npeBbIllIeHne cyMMBI 3y0110B R + S Briiie, uem 10 MB Ha oTBeneHMsIX ¢ KOHEUHOCTEH,

Kak (akTop pucka BHe3anmHou cmeptu y aeteit ¢ [KMII [134].
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JlaHHBIE TNPOBEAEHHBIX MCCIENOBAHUIA IO3BOJSIIOT CHEIaTh BBIBOJA, 4YTO
apUTMUU PEIIKO PAa3BUBAIOTCS 10 MOAPOCTKOBOTO Bo3pacta. OIHAKO, B JAJIbHEUIIEM
4acTOTa BCTPEYAEMOCTH HEMOCTOSHHOM JKENyI0YKOBOM TaXWKapJIWU COCTaBISIET
BIJIOTh A0 18%. CTOUT OTMETHUTH, YTO OTCYTCTBUE APUTMHH HE TOBOPUT O HU3KOM
pucke BHe3anHol cmeptu [113]. Takke ¢ mpuMepHO OJMHAKOBOM YacTOTOM MOTYT
BBISIBJISITBCSL  HQ/DKEITYJOYKOBBIE M JKEIyJOYKOBBIE Taxukapauud. Oubpuisanus
MpPEACEPANI MOXKET pa3BUBAThCA IIPU TEPMUHAIBHOW CTaaud JUIATAlMOHHOMN
runeprpopuyeckoil kapauoMuonatuu [66]. Pa3BuTue BBICOKOW HAIKENTyI0YKOBOMN
TaxXMKapauu IUI0X0 mnepeHocutrcs mnamuenramu ¢ /I JDK. B wuccnemoanum
npoBeaéHHOM Bruno E. et al. y yeTBepTH manueHTOB OTMEUanach CUMITOMAaTHYECKast
npeacepaHas WM SKeTyJOo4KoBas Taxukapaus. Tpu w3 7 MALMEHTOB MOTHOIM OT
CHUHApOMa BHE3allHOM CMepTH BO Bpemsi mepuona Habmonenus [29]. Jlus Oonee
JETANIBHOTO aHAJIM3a HAPYIUICHUH pUTMa Cepllla PEKOMEHAOBAHO ITPOBOJIUTH CYyTOYHOE
MoHurtopupoBanue OKI'.

Hanuune  HENMOCTOSAHHOW  KEJIYJNOYKOBOM  TaXWKapAWW IO  JIaHHBIM
XonrepoBckoro mouutopupoBanus IKI' (XM OKI') wim u3mMeHeHus apTepuanibHOTO

JABJICHUS B OTBET Ha HArpy3Ky paclieHuBaloTCs Kak gaktopsl pucka BC [49].

1.9. OcoOeHHOCTH IXOKAPANOTPAPUIECKOT0 UCCICTOBAHNS MALUEHTOB €

I'KMII

HaunbGonee 3ppexkTHBHBIM U JOCTYIHBIM METOJIOM JHATHOCTHKU 3a00J1eBaHUS
apisieTcs sxokapauorpadus (OxoKI') B coueraHun ¢ IBETHBIM JOMIUIEPOBCKUM
UCCIIEIOBAaHUEM KpOBOTOKa [89], KOTOpas MO3BOJISET OLIEHUTh PACIPOCTPAHEHHOCTb,
JIOKAIN3al1I0, BBIPAXKEHHOCTh TUNEPTPOPUN MHUOKApJa, HApYyIIEHUE AUACTOINYECKON
dbyHkunu, Mop(osoruio Kamep cepjua, NpU3HAKU BOZMOXHOW OOCTPYKIIMH BBIXOTHBIX
TPAKTOB JIEBOTO U IMPABOTrO KEIYJOUYKOB, a TaKKe HAOJI0/IaTh 332 MPOTrPECCUPOBAHUEM
3a00J1eBaHUs U BBISBJIATH PUCK CTpaTU(UKALMKU BHe3amHOU cmepTH [134,94].

Jnsa quarnoctuxku I'KMII y B3pocnbIX ¢ KIMHUYECKOW TOYKHU 3pEHUS CYUTACTCSA

tonmuuHa cteHku JDK Gomnbine mnm paBaoit 15 mm. Tommmna muokapnaa 13-14mwm mo
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nanHbiM ~ OxoKI'  sBnsiercss  morpaHu4Hoi. YacTo  UCHONB3YIOT — IOKa3aTelb
koadPuimenta acummerpun runeprpoun (otHomenue ToiumHbl MXKII k Tonmmne
3aaHeil creHku JeBoro »kenynouka (3CJIK)), koropwiii mpu acummerpuudoit ['JDK
npesbimaet 1,3. Koanentpuueckas runeprpodus JIK Gonee xapakrepHa 11 Harpy3Ku
JABJICHUEM, OJKCUEHTpUYECKass — /I Harpy3kdu OOBEMOM WJIM H30TOHUYECKON
runepdyakiuu. s [DK B pekoMenganusix npuBoIST HOPMATUB TOJIIIUHBI CBOOOTHON
CTEHKM MeHee SMM. Eciu mpu OTCYTCTBUM CTE€HO3a JIETOYHOrO KIlanaHa TOJIIMHA
crenku [ DK npeBbimaet 4 MM, cuntaercs, uto [1DK Tak:ke BOBIIEUEH B MaTOJIOTUYECKUI
npouecc [130].

OxokapaAuorpapuyeckue KpPUTEPUH YTONIIEHUS CTEHKH Yy JeTed s
muarHoctukn ['KMIT Oputn  ycTaHOBJEHBI Kak TMpeBbINIEHHE Oojee 4vemM Ha 2
CTAHJAPTHBIX OTKJIOHEHHS BBIIIE CPEAHEr0 3HAYEHUA MPU pacuere Ha IUIOLIAJb
MTOBEPXHOCTH Tena [62].

I[Ipu T'KMII wumeer MecTO HapylmIEHHE XOJa MBIIIEYHBIX BOJIOKOH B
runepTpopupoBaHHbIX yyacTkax Muokapaa. Ha DxoKI' stu m3meHeHHs oTpaxarorcs
KaK HEKOTOpask HEOJTHOPOJHOCTb, «IECTPHI» BHJ TUNEPTPO(YUPOBAHHOTO MHUOKapAa,
0co0eHHO B 00acth MajgonoaBrxxkHoM MOKTI.

I'JIK 4ame Bcero sBISICTCS aCUMMETPUYIHOM ¢ OoibIuM BoBiieueHnem MOKII,
YeM OCTaJbHBIX CTEHOK, XOTSI THUIEPTPOPHUS TaKKE MOXKET OBITh KOHIIEHTPUYECKOM.
Pexxe mopaxkaer mepeiHIO CTEHKY, BEpXyWKYy wiu cpeaHtor vacte JDK [110,118].
CpenunHasi OOCTPYKIIMS IKEITyJO0YKa MOXKET MPUBOAUTH K Pa3BUTHIO AHEBPU3MBI
BEPXYILKHU JIEBOTO JKEIyAOUKa.

VY nereit mnamgmero Bo3pacta nopaxarbcsi MoxkeT u IDK [20]. Kak cnencteue
MUTPAJILHOM HEAOCTATOYHOCTU W/WIW JUACTOJIMYECKOW JUCOYHKIMUA, OTMEHaeTCs
yBEIMYEHHE JIeBOro Tmpeacepaus. beictpo Haumnaer HaOmiomathes [IC][ TICMK,
kontaktupytomeir ¢ MXII, urto mpuBoaut k oOctpykiuu BTJDK [109]. IIBetHOE
JONIUJIEPOBCKOE  KAapTHUPOBAHME  KPOBOTOKA  MO3BOJISIET  ONPENEIUTh  Y4YacTOK
oOcTpykiuu. ['paaveHT JaBiIeHUS B BBIXOAHOM TpakTe OIICHUBAETCA  TIO
MPOJOJKUTENBbHOM BOJHE /[lomyepa, 4TO TakKe MO3BOJISET OLEHUTh BBIPAKEHHOCTH

MuTpaibHOU peryprutanuu. Hammume o6ctpyknuu BTJDK ceituac paccmarpuBaetcs
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kak ¢akrop pucka ocnoxHeHuit ['KMII [108]. Taxxe Bo3MOKHA CKpBITask OOCTPYKITHS
— B TAKOM CJIy4ae yKa3aHHbIM TPAIUEHT MOSBISIETCS JUIIb PHU HArpy3Ke MPU MOMOIIH
cTpecc-3xokapauorpadun. laHHoe uccienoBaHue caeayeT MPOBOIUTH BCEM MAIlIEHTOB
C OTCYTCTBMEM BBIPaXXKEHHOIO rpajiueHTa B nokoe [109].

OuneHka  IMAacTONMYECKOW  TUCHYHKIMH  TPOBOAMUTCS  MPU  MOMOIIU
JlomiiepoBCKOM OLEHKH JErOYHOW BEHBI MU TPAHCMUTPAIBLHOIO KPOBOTOKA, HO TaK Kak
OHM 33aBUCAT OT HATPY30YHBIX COCTOSIHHI, 3T METOAbl HE SIBIAIOTCA HAAEKHBIMHU IS
MIPOTHO3UPOBAHUsI OCJIOXKHEHHW y aered [115]. M3mepeHuss ckopocTH Ha YpOBHE
KOJIbIIa MUTPAJIBHOTO KJalaHa MpU MOMOIIM TKaHeBoro J[loruiepa sBisitoTcss Oosiee
YyBCTBUTEJIbHBIMU JUis1 onpeaeneHuss JJI, mo3Bossiss auarHoctupoBaTh ['KMII y

HOCHUTEJIE MyTallui 10 TOT0, KaKk pa3oBbETCS runeptpodus [122].

1.10. MarautHoO-pe3oHaHcHasi Tomorpagus cepaua npu 'KMII

B mnacrosimee Bpemst AJii  OUEHKM BBIP@KEHHOCTH TUIEPTPOPUH, ee
MOP(OJIOTUYECKUX BapUAHTOB, a TaK K€ Pa3BUTHS PUOpPO3a UCMOIB3YETCS MAarHUTHO-
pesonancHas tomorpapus (MPT) cepmua [111]. bbulo omnmcaHo HECKOJIBKO
Mopdonornueckux BapuantoB I'KMII. Dtu BapuanTsl 0osee AeTaabHO MPEACTaBICHbI
HUXKeE:

- acumMmerpuuHas ['KMII ¢ CcuUrMOBUAHBIM KOHTYpPOM IIE€PETOPOAKH
(«cenranpHass ['KMII»). Oto Haumbonee pacnpocTpaH€HHBIA MoOpdOoIoruyecKuit
BapuanT ['KMII, cocraBistomuii mpuMepHo 1Be TpeTtu OT oOmiero uucna [143,111].
['uneptpoduss Muokapaa mepeaHel YacTH NEPeropojkKu MPUBOJAUT K TOMY, YTO
neperopoaka mnpuHUMaeT curMoBuaHbie odeptanusi [70,30,46]. Takue wuzmeHeHuUs
MOTYT OPUBOAUTH K HAPYUICHHUIO TUIPOJAMHAMUYECKUX CHJ, 4TO BbI3bIBaeT [IC/]
[ICMK # CcOnpuKOCHOBEHMS JHMCTKA MHUTPAJIBbHOIO KiamaHa C IEPEeropoakod u
obctpykmuei. [39]. DTo mpUBOAUT K CyOaopTaqbHONW OOCTPYKIIUM M COYETaHHOM
MUTpPaJIBHON peryprutauuu. [InKoBble rpaAueHTsl B BBIXOJHOM TPAKTE MOYXHO OLIEHUTH

npu oMoy ¢azoBo-koHTpactHor MPT cepama [46,169]. JlnuHa nepeaHero u 3aaHero
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muctka MutpanbHoro kmamana npu ['KMII Gombiie, yeM B KOHTPOJBHOW TpymIe
obcnemyeMbix MetogoM MPT cepana (26 = 5 o cpaBHeHuto ¢ 19 = 5 mm, p < 0.001; u
14 + 4 no cpaBHenuro 10 = 3 MM, p < 0.001, cOOTBETCTBEHHO). JTa AHATOMUYECKAS
XapaKTEPUCTHKA COIJIACHO COOOILIEHUSM MOKET OBITh OTBETCTBEHHOM 32 OOCTPYKLIMIO
BbIXOJHOTO TpakTa JOK [111].

- cummerpuyHas ' KMII ¢ pa3ssBépHyThiM KOHTYpOM neperopoaku. 1Ipu nannoun
dbopme meperopojika yTodmaeTcss B BUJe NepeBEPHYTOM OYKBBI S, UTO HE MPUBOJUT K
pa3BuTHiO0 oOCTpyKuuu BbixogHoro Tpakta JDK [111,65,132]. Macca JIK moxer He
YBEJIMYMBAThCA y NanueHToB ¢ acuMmerpuyHoit ['KMII, ocobGenHo mpu ovaroBoit
runepTpopuu, Mpu KOTOpOH Mopaxkaerca meHee aByx cermentoB JDK [111,151].
Hecmotpsa Ha HOpMmanbHyto @B JDK MOryT BBISBIATBCS JIETKME NMPU3HAKK OYaroBOTO
CHI)KEHUSI COKPAaTUMOCTH CTeHKU. Cucrtoinmyeckas (QyHKIHS YXYIIIaeTcsl MO Mepe
nporpeccupoBanus  runeprpopun JDK  [110,132].  Acummerpuunas ['KMII
JAArHOCTUPYeTCs Ha cHuMKax MPT cepama mnmo  KOpOTKOM OCH, KOTOpPBIE
XapaKTEepU3yITCsl COOTHOLIEHUEM TOJIIIMHBI IIEPEropoJKd K CBOOOIHON cTeHKe OoJee
yem > 1.3 [70].

- 'KMII ¢ oOcTpykiuel CpeaIuHHOTO OTAeNa XKelyJaoudka (C JAUBEPTHKYJIOM
Bepxymiku JDK wimm 6e3 Hero). OTmedaeTcs: BeIpaX€HHash TUNEPTPOPUs CPEeIUHHON
YaCTH KEIyJOoYKa U BMECTE C CY)KEHHEM CPEAMHHOM YacTH €ro MojocTh o0pa3yroT
dbopmy mecouHblx YacoB [169,65]. B caydasx BBIPaKXEHHOTO CY)KCHHS MOXET
pa3BUBaThCS IWiaTalus BepXyIIKW. Takas Aaunartanus, Kak [0JIararT, pa3BUBAETCS
BCJIEJICTBUE OOpa30BaHUsl MOBBIIIEHHOTO CHUCTOJMYECKOTO [IABJICHUS B BEpXYIIKE
cepana u3-3a o0cTpykiuu cpeauanoro otaena [70,169]. Ilpumepno y 10 % manueHToB
OTMEYAETCsl MPOrpPeCCUpOBaHUE C (POPMUPOBAHHEM «HUCTOIIEHHON BEPXYIIKH», MPU
TOM OOpa3yercs aHeBpH3Ma BEPXYLIKH M OTMedaeTcs (PEHOMEH IMO3HEro YCUJICHHS
curHana ragonuHueM [156]. Takas kapTuHA, KaK MOJIararoT, SBJISIETCA PE3YIbTATOM
UIIEMUM BCIIEJCTBUE CHIDKCHHUS KaNWUIIPHOW TIJIOTHOCTH, THUIMEPIUIA3Ud MEIUU

apTepuu, YCHWJICHHOTO IEPUBACKYISIpHOTO (Hubdpo3a W MHOKApIUATBHBIX MOCTHKOB

[70,153].
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- Bepxymeuynas ['KMIL. Ilpu Bepxymeunoit 'KMII otmeudaercss obnurepanus
noioctr JOK Ha Bepxymike, 4To mpuaaéT el XapakTepHyr koHduryparuioo [155],
KOTOPYIO MOHO YBUJETh Ha CHHUMKAax IO JUIMHHOM BepTUKaIbHOU och. Kak mpasuio,
OTMEYAETCs YBEJIMUYEHHUE TOJIIMHBI CTEHKH BEPXYIIKH OoJiee 15 MM MM COOTHOILIECHHUS
MEX/Iy TOJIIIMHOW CTEHKHU BEPXYIIKM M OazanbHOM ctenku JDDK > 1.3-1.5 [119,158].
Takoil BapuaHT daie BcTpedaeTcs cpenu AnoHckoil momynsiiuu (~25%  Beex
naneHToB ¢ 'KMII) mo cpaBHeHuto ¢ 3anagHbiMu cTpaHamu (~2% BceX MalUeHTOB C
['KMII) [110,119]. MPT ceparia ocobernno mose3no s BoisiBiieHus: ' KMIT Bepxymikwu.
VY 10 mamumentoB ¢ Bepxymeynot I'KMII, ycranosnennou no manasiM MPT cepana
(Bxirouast oyiHoro ¢ yromimeHueM crenku JIK 28 mm), 9xoKI' He BbIsiBHIIa N3MEHEHUIM
[119].

- cumMmerpuyHas (koHuentpuueckas) ['KMIL. Tloutu B 42% ciyuaes
runepTpopusi CUMMETPUYHO TMOpaKaeT CTEHKUM JKelymodka ©Oe3 Kakou-imbo
IIPEUMYLIECTBEHHON  JoKanm3amuu. Pasmepsr mnosmoctm  JDK  cokpameHsl 1o
KoHleHTpuueckomy tumy [30,65]. Cummerpuunas runeptpodust JIK npu oTcyrcTBUm
Al unu cTeHo3a aopThl TaKKe MOXKET MPUCYTCTBOBATh NMPH Pa3IUYHbIX 3a00JE€BAHUSX,
BKJIIOYAsl aMWJIOM03, capkousio3 u Oose3nb ®adpu. ['mneptpodus npu cnopTUBHOM
cepliie OObIYHO OBIBA€T OTHOCUTEIBHO yMEpeHHOW, pa3mepbl mojoctu JDK He
U3MEHEHbl WJIM YBEJIWYEHbl ([0 CPaBHEHUIO C YMEHbIIEHHOW mnosocThio JDK mpu
['KMII), u ©He orMmeuaercs pgaHHbiXx 3a JIJI. DOTM mnOpu3HAKU TOMOTAIOT
muddepennrpoBaTh ciopTuBHOE cepaie oT cummerpuunon ['KMII [164].

- ouaroBasg ['KMII. ¥V mnamuentoB ¢ ['KMII unHorma BbIABISETCS KapTUHA
ouaroBoro yrommenus JIK, namomunaromee HoBooOpa3zoBanue. B Takux ciydasx MPT
cepamna MoxeT nmoMoub guddepeniuporate 'KMII ot npyrux oOGpa3zoBaHuii cepiia
[133]. MoxHO yBUIIETh MpU3HAKK COKpatumocTu muokapaa npu ['KMII, B To Bpems
KaK HOBOOOpPa30BaHMS HE 00J1aIaf0T COKpaTUMOCTHIO [19].

- BoBieuenue [DK. I'uneprpodus DK nabmrogaercs npumepHo B 18% ciayyaes
[110,65]. IIpu aTOM B mpoliecc TUIMYHO BoBIekaeTcs yacth IDK oT cpenunHOro ornena
1o Bepxywku. Tsoxénoe nopaxenue [DK MoxkeT mpuBoAUTh K OOCTPYKIIUUA BBIXOJHOTO

tpakta [DK nnu camxennto nuactonnyeckoro HanosHenus [DK [70].
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MPT cepnedHo-COCYITUCTOM CHCTEMBI TAKXKE MNPOJAEMOHCTPHUpPOBAia, YTO
VAJIMHEHUE JINCTKOB MUTPAJIBHOrO KiamaHa npucyrcteyer npu [KMII B
HE3aBUCUMOCTH OT JPYruX (PEHOTHIMHMYECKMX BApUAHTOB, YTO YKa3bIBaeT Ha
MEPBUYHOCTh MUTPAIbHBIX HAPYIICHUH M, TaKUM 00pa3oM, UX BaXHYIO pOJIb B
natodusuonorun odcrpykuuu BTJDK [111]. C apyroii croponsi, MPT ¢ ragonunuem
MO3BOJISIET OMPENETUTh CTETICHh MHUOKApAHAIBHOTO (UOpO3a U MOXKET CIYKUTh Kak
NPEAUKTOP pa3BUTHS cucTtoiaumdeckod guchynkiuu [107]. B OGonee mo3mHux
UCCJICIOBAHMUSIX COOOIIAETCs, YTO JIaHHOE HCCeoBaHue Takke 3I(PGEKTUBHO IS
MPOTHO3a HEOJArONMPUSITHBIX OCJIOKHEHUM M BBISIBJICHUS MAllUEHTOB, KOTOPHIM MOXET

TpeOOBATHCS UMIUIAHTALIMS KapAuOBep-Aehudopusuisitopa [94].

1.11. Cuctema HaTpHilypeTHYECKHUX MenTUAOB y nanueHToB ¢ 'KMII

Harpuitypetnueckne  menTuaHble TOPMOHBI ~ OTHOCATCA K  CEMEUCTBY
Ba30aKTHUBHBIX NENTHIOB, O0O0JAJAIOIMIUX KOMILJIEKCOM PEryJsTOPHBIX CBOWCTB,
NO3BOJISIIOIIMX ~ MX  MCHOJB30BaThb ISl  JIMarHOCTMKM W MOHUTOPHPOBAHUSA
CEPIIEYHOCOCYAUCTHIX  3a00JICBaHUN  PA3IM4YHONM  MPUPOJL..  MHOTOUYHCIICHHBIC
UCCJIEIOBAHMS CBUAETENBLCTBYIOT O cnocooHoct HVYII pearmpoBarth MOBBIIIEHMEM
KOHLIEHTpaluu B IJ1a3Me KpOBH Ha pa3Butue auchynkuuu JOK u koppennpoBath mnpu
3TOM C TSYKECTBIO FTEMOJUHAMUYECKNX HAPYLICHUM.

[lepBble naHHBIE O CBOMCTBAaX CepAlla Kak 3HJIOKPUHHOTO OpraHa  ObUIM
nosiyuyeHbsl K cepeauHe 20 Beka, KOrjla B SKCHEpPUMEHTE Ha cobakax, (u3HoIoraMu
J.P.Henry u J.W.Pearce (1956r.) Obu10 MIPOEMOHCTPUPOBAHO YBEIMUCHUE TUYypE3a HA
dbone OanmoHHOW awiararuu jeBoro npeacepaus [68]. [Tozxe (1984r) Obuta omucaHa
XUMHUYECKas TMpUPOJa OJHOIO0 KX OTHUX BEIIECTB, HA3BaHHOIO IMPEACEPIHBIM
HaTpuilypetuueckuMm nentuaoMm (atrial natriuretic peptide — ANP). B nanbpHeiimem
(1988r.), ObLT BBIZETICH HATpUMypeTUUECKUW menTui, cxoxuil ¢ ANP u Ha3BaHHBIN
MO3TOBBIM HaTpuilyperndeckuMm mnentuaom (brain natriuretic peptide, BNP) [157], a

taoke (1990r) narpuitypernueckuit nentug C-tuna (C-type natriuretic peptide, CNP).
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OpnHako, IKCIIEPUMEHTAIBHO JI0KAa3aHO, YTO OCHOBHBIM MecTOM cHuHTe3a BNP cimyxur
MHUOKap[ kexynoukoB [38], a skcnpeccuss CNP ropasgo Beime B [IIHC u cocynucroi
TKaHu, 4em B cepaue. Ponp Harpuilypermueckoro mnentuaa D-tmma, HemaBHO
OOHaApy>KEHHOTO B IUIa3ME B MPEICEPIUsAX YeNOoBEeKa elle uccienyerca. B Hacrosiee
BpeMsl IPUHATO BbIIEIATH TUIBL cpeau HYII He 3aBucumMo ot mecrta ux cexpeuuun: HYII
A-tuna (ANP), B tuna (BNP), C-tuna (CNP), D-tuna.

OcHoBHbIM curHasioM K BbiaeneHur0o ANP u BNP cinyxutr pactskeHue
(HampspKeHHe, CTpecc) KapAMOMHUOLIMTOB, KOTOPOE HMEET MECTO MpH IMOBBIIICHUU
KOHEYHO-TMACTOJIMYECKOrO JIABJICHUSI B KaMepax cepaua U MX IMeperpy3ke oObeMoM.
HVYII cunTe3upyroTcst B BUjie HEaKTUBHBIX MporopMoHoB (proANP, proBNP), kotopsie
AKTUBUPYIOTCS IYTEM OTPAHUYECHHOIO MPOTEOJIM3a MOCIE BBIXOAA B LHUPKYJANUIO. B
pe3ynbTaTe mpoTeosin3a oOpasyroTcs kak akTuBHble ropMoHbl — ANP u BNP, Tak u
ouonornyecku wuHepTHbie N-koHieBbie (parmeHTsl (NT-proBNP u NT-proANP).
[loMumoO Beayiiend peryisiliuy IyTeEM HaAIpsHKEHHs MUOLUTOB, cuHTe3 HVYII moxer
YCUJIMBATBCS  TMpPU  HIIEMUUM  MHOKapaa,  TaXWKapAuu, T[OJ  BIHASHUEM
TIIFOKOKOPTHUKOMUI0B, TUPEOUIHBIX TOPMOHOB U Ba30aKTUBHBIX NENTUAOB (3HIOTENUH-1,
anrnoteH3uH 1) He3aBUCUMO OT BIMSIHUS 3THX (DAKTOPOB HA TEMOJIUHAMUKY.

YyuthiBasi OCOOEHHOCTH PETYJNAIMH, YCIOBUS BBIPAOOTKHM U CEKpEIuH,
BO3MOXXHOCTh Hcnoib3oBanus HYII B kauectBe MapkepoB 3aboJieBaHUM cepiilia
BKJIFOUEHA BO MHOTI'ME COBPEMEHHBIE MPAKTUYECKUE PYKOBOACTBA IO AUATHOCTHUKE U
BEJCHUIO TAIIMCHTOB C KapAWaJIbHOM IaTOJOTHEW, B TOM 4Yuciie U B Poccuiickue
pexomenaanuu no XCH [5].

B xiIMHWYECKON NMPAKTUKE HUCIOIB3YIOT OINPENEIIEHUE YPOBHS B IIa3M€ KPOBHU
npeumyiniectBeHHO BNP u NT-proBNP, kotopeie sBisitoTcss 0oJjiee MpaKTUYHBIMU
Mapkepamu 1o cpaBHeHHto ¢ ANP. 1x conepxanue ToUHEE KOPPEIUPYET C TAKECTHIO
NaTOJIOTUH cepAlla U Oosee HaJeKHO B MPOTHOCTHUYECKOM IUIaHE, 3TH MapKephl MeHee
MOJIBEP>KEHbI OMOJIOTHYECKO Bapualuu 1 0osee cTaOuibHbI in vitro. OJIHAKO MEpHo.
nonyBbiBefieHuss BNP kopoue (okono 20 mun), yueM NT-proBNP (120 mun). bosnee
MEJUICHHBIA MYTh 3JIMMUHALIMKA TaK K€ ONpeNeisieT U OOJNbIIYI0 €ero CTadUIbHOCTh In

vitro no cpaBHeHuto ¢ BNP, B cBsI3u ¢ 4eM Uil MPaKTUYECKUX IIeJIed PEeKOMEHIyeTCs
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ucnosb3zoBaTe NT-proBNP. C momenTa otkpbiTus cucreMbl HYII crama Bo3mMoxHOI
nmuarHoctuka XCH u pannee BoisiBnenue auchynkuuu JIK 10 nmosiBneHus: KIMHAYECKUX
MPU3HAKOB JIEKOMIIEHCAMKU. BOJBIIMHCTBO pabOT MO M3YYEHUIO JAMArHOCTHYECKOMN
3HauuMocTd BNP u NT-proBNP mnposoxstcs Ha B3poCiod KOropre HalUeHTOB,
CTpajarolux cuctoaudeckuit aucynknmii. Oxcmpeccus HVYIIL, nomumo CH,
YBEIIMYUBAETCS MPU TAKUX MATOJOTMYECKUX COCTOSAHUSX, KaKk TUIEpTpodus MUOKap/ia
npu O6one3nsx HakorieHus U ['KMII, npu atom ypoBenr NT-proBNP koppenupyer ¢
HMHJIEKCOM Macchl Muokapaa, toimmHo MOXKII u 3CJDK [40]. VYBenuuenue
cuctonnyeckoro HampsbkeHus cteHok JDK B cBasu ¢ oOctpykumeit BTJDK a taxoke
MOBBIIEHHOE JUAacTOIMYecKkoe HamnpsbkeHue creHok JDK BcrnenctBue HapactaHust
KOHEYO-auactonnyeckoro nuamerpa JOK MokeT oka3piBaTh BIMsHUE HA ceKkpenuto NT-
proBNP [106]. B psne uccrnenoBaHuii onucaHa B3aUMOCBSI3b CTENEHU THIEPTPOPUU
muokapaa JOK u ypoueit BNP y 6onpubix ¢ 'KMII [26,51]. Bausaue runeprpoduun
JDK na OumocunHTe3, cexkpeuuto u ypoBHH mo3roBoro HVYII mmazmsl mpu 'KMII y
B3pOCIBIX onucaHo emie B padorax Nishigaki u coBatk. [125], B KOTOpPBIX aBTOPHI
nogyepkuBaiM ~ 3HauuMocTth Maccel MXKII B kOHTpone 3a  MO3TOBBIM
HATPUNYPETUUECKUM MENTUJIOM IIa3MBbI.

B Poccuiickoil monyisiiud HET JAaHHBIX OLEHKH BIMSHUS CTPYKTYPHBIX U
(yHKIHMOHATBHBIX (dakTopoB, CTUMYJIUPYIOIINX CEKPELUIO MO3TOBOTO
Harpuitypetuyeckoro nentuaa npu 'KMII y gereii. M3mepenne naHHOro mapkepa B
CBIBOPOTKE KPOBU HEOOXOJIMMO /I OIEHKA €ro mnato(Qu3HOJOTUYECKON pOJIU U

KJIMHUYecKoro 3HaueHus npu ['KMIL.

1.12. 3a0osieBaHusl, aCCOUUMPOBAHHBbIE ¢ TUNEPTPOPUel MUOKapAa Yy AeTeil

YacTol npuyuHOM, NPUBOJAILIEH K PA3BUTHIO TUIEPTPOPUN MUOKap/Ia SIBISIOTCA
HACJIEJICTBEHHO OOYCJIOBIIEHHBIE HapyIlIeHUsT OOMEHa BEIIECTB, MHUTOXOHIpUAIbHBIC
[aTOJIOTUM, a TaK )€ HEWPOMBIIIEUHbIE U SHAOKpUHHBbIE 3a0osieBaHus. CoriacHo

kinaccudukamun KMIT (2006r) Amepuxanckoi accommammu cepama (AAC) [93],
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pEMOIETUPOBAHUE CEeP/Ila TPHU ATUX 3a00JIEBAHMUSIX PACCMATPHUBAETCS KaK BTOPUYHAS
KMII. K naubonee TpyAHO AMAarHOCTUPYEMBIM W3 HHUX, OJHAKO, ITOJIAIOIIAMCS
KOPPEKITUH MEIUKAMEHTO3HOW TEpalmMy OTHOCSTCS TIMKOTEHO3bI (2 Tuma — 00JIe3Hb
[Tomne, 6one3ns Danon), mykononucaxapuo3sl (cunapom ['ypraep, lleite, Xanrtepa);
raurnuo3ugo3el: GM 1 ranrmmo3uao3  (medbunutr Oerta —  rajgakTo3uasbl);
chunromununo3sl (bonesnp ®adpwu, [Nomie); HapymieHus ooMeHa O0eIKOB (aMUIOUTHAS
Oone3np cepana); OOJIE3HM HAKOIUICHHUS JKeJie3a; HEUPOMBIIICUHbIC 3a00JIeBaHUS
(arakcuss Dpunpeiixa, Oonesnb Pedcyma); dakomarossl (6one3ns PexnmHraysena,
TyOepO3HBIH CKJIEpPO3); MUTOXOHAPHAIbHBIE OONIE3HW; a TaK e HaCJIeICTBEHHBIC

cunapomsl (LEOPARD, Noonan, kapino-¢anuo-KoKHbIH CHHAPOM).

Tabnuua 1.3
FGHBI, OTBCTCTBCHHBIC 34 (bCHOKOHI/II/I

T'en benok Cunapom

TAZ Tafazzin (G4.5) Barth syndrome/LVNC

DTNA a — dystrobrevin Barth syndrome/LVNC

LAMP2 Lysosome-associated membrane Danon's syndrome
protein 2

GLA a - galactosidase Fabry's disease

AGL Amylo — 1,6 — glucosidase Forbes disease

FXN Frataxin Fridreich's ataxia

PTPNI11 Protein tyrosine Noonan's syndrome,
phosphotasebnonreceptor LEOPARD syndrome
type 11, SHP-2

RAF1 V-RAF-1 murine leukemia Noonan's syndrome,
viral oncogene homolog 1 LEOPARD syndrome

KRAS v — Ki — ras2 Kirsten rat sarcoma Noonan's syndrome
viral oncogene homolog

SOS1 Son of sevenless homolog 1 Noonan's syndrome

GAA a— 1,4 — glucosidase deficiency Pompe's disease

PRKAG2 AMP-activated protein kinase WPW/HCM

(8 momudukanuu Bos et al, 2009) [23].
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YuuThBas HEOAHOPOJHOCTH 3a00JEBaHUI, NPUBOIIMIMX K (DOPMHUPOBAHUIO
BropuyHoii ['KMII, HeoOxomumo Kak MOXKHO Oojiee paHHEE IIPOBEICHHUE
mudpepeHnanbHOT0 JUarHo3a C BBISBJICHUEM MPUYMH TUNEPTpodUM MHOKapla Jyis
BbIOOpA TEPANNH U ONPEIEIECHUS IPOrHO3a 3a00JICBaHUS.

HenaBHee kpynmHOE S>HUAEMUOJOTHYECKOE HCCIEIOBAHUE MEANATPUIECKON
nonyisiuuu ¢ 'KMII ycraHoBMIIO, YTO MOYTH YETBEPTh NALMEHTOB C HEOOBSICHEHHOU
runepTpoduent KemyJouKoB He UMEIOT capKoMepHOi aTrosoruu [36]. Takue BapuaHThI
3a0osieBaHusl ObLIM Ha3BaHbl (DEHOKONMAMH U TmepeuucieHsl B Tabn. 1.3. Ouu
KJIACCU(HUIIMPOBAHbBl HAa CHUHAPOMBI Mallb(pOpMaluu, BPOXKIEHHBIE HapPYILICHUS
MeTabonM3Ma U HEHpOMBILICYHbIE HAapyIIEHUs, W KaxKaas Tpynma COCTaBIsET IO

4acTOTE MPUMEPHO TPETh OT OOLIETO YUCIIA.

1.12.1 Cunapomsl MaabhopManui

K nHaubonee yacTeiM cUHIApOMaM Malb(hopmaliuii, COYeTaHHBIM C BTOPHUYHOMN
['KMIIT u Bxmou€HHbIX B Kiaccudukamnuioo Espomneiickoro Kapanomornueckoro
CooOmectBa, oTHOCATCS cuHApoM HyHaH u ero amienbHbli BapHaHThl CHUHAPOM
LEOPARD wu xapano-haimo-KoxHbIi CHHIIPOM.

Cunapom HyHnaH nepenmaercst Mo ayTOCOMHO-JOMUHAHTHOMY IIYTH W SIBJISIETCS
TeHETHYEeCKH TeTeporeHHbM. Jlo  HacTosimiero BpeMeHHM ObUIM  BBISBJICHBI
rerepo3urotusie Mmytanuu B 9 renax (PTPN11, SOS1, KRAS, NRAS, RAF1, BRAF,
SHOC2, MEK1 u CBL). Ha ocHOBaHMM 3THX OTKPBITUH ceiluac IMarHo3 MOKET ObITh
NOATBEPKAEH npumepHo B 75% cmydaeB. CunHapom HyHaH xapakrepusyeTcs
NOCTHATAIIBHOM 3aJIEp)KKOM pOCTa, OTIMYUTEIbHBIMU JAUCMOP(OUUECKUMH YepTaMu
JUIA, BPOXKIEHHBIMU MOPOKaMU cepAlla, Tuneprpopueid MHOKapla, CKEJIETHbIMU
AHOMAJIMSIMA W KPBUIOBMIAHOW Iieerd. K IpyruM OTHOCUTEIBHO YACTHIM INPHU3HAKAM
OTHOCSITCSL TE€MOPpPAarvyecKud AuaTe3, SKTOAEPMAIbHBbIE AaHOMAJIWM, JUCILIA3US

AUM(PaATHUYECKOH CHCTEMBI, KpPUITOPXU3M U JAe(PUIUT KOTHUTUBHBIX (YHKIUN

[128,13,165].
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K xapaktepHbIM uepTam Juila rnpu cuaapome HyHaH oTHOCSTCS BBICOKHIT 7100,
TUIIEPTENOPU3M, aHTUMOHTOJIONIHBIN pa3pes3 a3, SMUKAHT, NTO3, HU3KO MOCAaKEHHbIC
u/unu pa3BepHyThle Haszan ymu. CKeleTHble aHOMAaJWHM 4Yalle BCETO IMPEACTaBICHBI
nedopManusiMu TPYAHON KIETKH, BaJbl'yCHOW JedopMaiiuell BEpXHUX KOHEUYHOCTEH,
nedopmalsiMi MO3BOHOYHUKA M cKoiro3oM. Yactora cuniapoma HyHaH, BrepBbie
ormmcanHoro kak (enorun TEpuepa (Turner) ¢ HOopMambHBIM KapuoTumnom (Noonan,
1968), omenuBaercs kak 1 Ha 2000 poxnaéHubeix aetedt [129]. On Hacnemyetcs
ayTOCOMHO-JOMUHAHTHO M npuMmepHO B 80% cirydaeB Bctpeuaercss BIIC, game Bcero
CTEHO3 JIETOYHOI'O U apTePHUATIbHOTO KJIANIAHOB, a TakXke ACPEKThl MEXIPEICepAHON U
MEXOKEITY0UYKOBOM nieperopofok. Baeapenne OxoKI', kak 1HarHoCTUYECKOro METOAa,
ITO3BOJIJIO BBIABUTH B3aMMOCBs3b ¢ ['KMII moutn y uwerBeptm mamuentos [159]. B
ABCTpanuicKOM 3MUJIEeMHOJOTHYECKOM uccaeaoBanun geteit ¢ KMII  Obuio
ycTaHoBJIeHO, 4T0 ¥ 28% u3 80 manuenToB ¢ 'KMII Obu1 cungpom Hynan [130]. ¥V
TUX JeTed paHblle pa3BUBajach KIMHUYECKas KapTUHA W Yalle BCTPEYanioch
nopakeHue obomx kemymoukoB. OpHako, y HHUX HE OBUIO OOJIBIIEH YacTOTHI
OCJIOXKHEHHU 1o cpaBHEHMIO ¢ capkoMmepHor ['KMII. Ilpumepno y 40-50% mauuenToB
oOHapykuBajlacb MyTanus Oenka TUpo3uHocdarazpl HepeuenTopHoro tuma Il
(PTPNII) (Cunmpom Hynan 1 Ttuma), Ho oHa xe orMmeuaercs y 90% mamnueHToB ¢
cungpomom LEOPARD [159,160]. OTOT reH KOHTpOIUPYET P MPOLECCOB Pa3BUTHSA,
Cpelli HUX TeHE3 MOJYJIYHHBIX KJanaHoB. MyTtaius TakuM 00pa3oM MpeuMyIIeCTBEHHO
HaOMIOMaeTcsl y mMmalueHToB ¢ mopokamu cepama, a He ¢ ['KMIL. Hekoropsie
reHeTudeckue 3a0osieBaHUsl, CBsA3aHHbIE ¢ CUHIpoMOM HyHaH, Takue Kak CHHIPOM
Kocremno, xkapamo-¢aino-KoXKHBIH CHHIPOM, a TakKXe JaJOHHO-IIOIOIIBEHHBIN
TUIIEPKEPATO3 C U3MEHEHUSIMH BOJIOC, Takke MOTryT couerarbest ¢ ['KMII [137,144].

Cunapom LEOPARD — ayTOCOMHO-TOMHUHAHTHOE 3a0oJieBaHuUE,
deHoTUnIMYeCKH TMepekiukaiouieecss ¢ cuHapomoMm Hynan. Tak ke sBisieTcs
alIeIbHBIM € CHHApOMOM HyHaH, ¢ OrpaHMYEHHBIM CIEKTPOM MYTallUii B TEHE
PTPNI11, oTBeuaronux 3a npeodiramaromiee OOJBIIMHCTBO MOPaKCHHBIX jull [42,78].
Ha3Banue cunapoma CBS3aHO CO CIEAYIOIMMMU ITaBHbIMU Npu3Hakamu: L (lentigines) —

BecHyliku, E (ECG conduction abnormalities) — napymenue npoBoaumoctu Ha OKI', O
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(ocular hypertelorism) — rumeprenopusm r1ia3, P (pulmonic stenosis) — jerouyHsIit
cteHo3, A (abnormal genitalia) — aHomanuu mojoBbIX opraHoB, R (retardation of
growth) — 3amepkka pocta m D (sensorineural Deafness) — ceHconeBpanbHas
Tyroyxocth. [60]. Jm3mopdusm numeBoro yepemna CXoX C TAaKOBBIM MPU CHUHAPOME
Hynan, HO OOBIYHO BbIpaXkeH MeHee sIBHO: [43] miess KOpOTKas, HO OOBIYHO HE
nepenonyatas. MHOXKECTBEHHBIC BECHYIIKM — IUIOCKHE YEPHO-KOPUYHEBBIE TISTHA,
pacrpeiesieHbl TPEUMYIIECTBEHHO Ha JIMIIE, 11e€ U BEpXHEW YacTH TYJIOBUILA, HO HE
MOPAXKAIOT CIU3UCThIE 000JI0YKK. B cpenHeM, BECHYIIKH TOSIBISIIOTCA B Bo3pacte 4-5
JeT U K myOepTaTy MX KOJIMYECTBO MOKET BO3pacTaTh MO HECKOJIbKHX ThIcsd. [IsaTHA
«koe C¢ MOJIOKOM» TakKe MOTYT BCTpeuYaThCs TMpPU JaHHOM 3a00JIeBaHHH,
M30JIMPOBAHHO WJIM B COYETAHMM C BECHyLIKaMu, y BIUIOTh 10 70-80% mnanueHToB, u
OOBIYHO TPEIIIECTBYIOT IMOSBICHUIO BECHYIICK, BBIABISISICH Y)K€ C MEPBBIX MECSIIEB
xu3Hu. Kapauomuonarus BeisBisercst 10 80% maieHToB, Yaiie BCero pa3BUBasCh Ha
nepBoM roay u3HA. OHa TPOTPECCHpPyeT B TEUYEHHE JIETCKOTO BO3pacTa M HMEET
napajieIbHOE T€UYEHUE C TIOSIBJICHHEM BECHYIIICK.

Kapano-gpauuo-ko:xXkHblii  CMHAPOM. Penkuii CHHIPOM  MHOKECTBEHHBIX
BPOXKJICHHBIX aHOMAJIM M 3a7CP’KKHM yYMCTBEHHOTO Pa3BHUTH, XapaKTEPU3YIOIIHACS
OTCTaBaHUEM B (PU3UYECKOM PaA3BUTHH, TSDKEIBIMHU MPOOJIEeMaMU CO BCKapMIIMBAHHEM,
3aJIeP)KKON Pa3BUTHS, CHIDKCHHEM pOCTa, OTJIUYMTEILHBIMH JTUCMOP()HBIMA YepTamMu
JUIA, AaHOMAJIUSIMU KOKH, >KEIIyJ0YHO-KUIIIEYHOTO TPaKTa M IEHTPaJbHON HEPBHOU
CUCTEMBI, a TaK K€ OPOKaMHU CO CTOPOHBI CepJeUHO-cocyaucTor cucrtemsl [140,144].
3aboneBaHMEe MMEET BBIPAKEHHBIM KIMHUYECKUH MepekpecT ¢ cuHapoMoM HyHaH u
4acTo HaOJIOMAIOTCS «IOTPaHUYHbIE» ciiydan. K MOBTOPSIIOIIUMCS TMPU3HAKAM CO
CTOPOHBI ~ JIMIIEBOTO  Yeperma OTHOCATCS OTHOCUTENIbHas WM  a0CONOTHAs
Makporedanus, KOTopas OOBIYHO COYETACTCS C BBICOKUM JIOOM, JIBYCTOPOHHUM
Cy’)KeHHEeM BHUCKOB H jaucMopdu3mMom Jmia, Oonee TpyObIM 10 CpPaBHEHHIO C
cuaapoMoM HyHaH. DKkTOAEpMalIbHBIE H3MEHEHHUS BKIIFOYAIOT CYyXOCTh M THIIEPKEPATO3
KOXHU (JIUIla, pyK U HOT), UXTHO3, DK3€Ma, BOJOCHI PEIKHE, JIOMKHE W BBIOIIHECS, a
OpOBM U pPECHUIBI OTCYTCTBYIOT WM penkue. Taxxke HaOMIOAAIOTCS MUTMEHTHBIE

HN3MCHCHHUA (TaKI/Ie KaK «IIsITHa ((KO(I)C C MOJIOKOM», HEBYChbl HIIH BCCHYIHKI/I) u
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TeMaHTMOMBbl. Y OOJBIIMHCTBA OTMEYAIOTCS TOPOKH Cep/la, KOTOpbIE 4Yallle BCEro
MpeACTaBlIeHbl CcTeHO30M JierouHoit aprepuu, ['KMII u pedexramu mneperopoaxu.
JlepuUT KOTHUTUBHBIX (YHKIMHA Kak MPaBUIO YMEPEHHBI WIM BBIPAXKCHHBIM.
Hepenko nabmomarorcs cymoporu. Kapamo-darmo-KoKHbI CHHAPOM Te€HETHYECKU
pasHopogaeH, y 60-90% mnauuentoB BbiABISItOTCS MyTauunu B reHax KRAS, BRAF,

MEK 1 u MEK2 [124,145].

1.12.2. Bpo:xaénHble HapylLIeHUsA MeTaA00IU3MAa

Ora rpynna siBiaseTcss HauOolsiee pa3HOOOpa3HOW MO CBOMM JauarHo3am. B Hee
BXOJIUT OOJBIIOE KOJMYECTBO PEAKUX U TSKENBIX 3a001€BaHUM, JUATHOCTUKA KOTOPBIX
BaXHA B MaKCHUMaJbHO paHHUE Cpokd. OJHUM U3 Takux 3a00JIeBaHUN SBIISETCS
oone3np [lomne wim rnmkoreno3 Il tuna — penkoe (cymmapnas vacrora 1:40000),
TSKEJI0€, HACJIEICTBEHHOE, ayTOCOMHO-PELIECCUBHOE JIM30COMAJIbHOE 3a00JIeBaHUE B
CJIEJICTBME MYyTallMii B TeHE KHUCIOW o-raoko3uaasbl (GAA), JOKaIu30BaHHOM Ha
xpomocome 17q25.3. Myrtanuu 3aTpyJHSIOT WU OJIOKUPYIOT (GYHKIHMIO M CHHTE3
KHUCIION O-TJIFOKO3MJIa3bl, HEOOXOAUMOM JUIsi THApoJM3a IIHMKOTeHa. Hakoruienue
JN30COMAJIBHOIO TJIMKOT€HA B OpPraHax M TKaHAX-MHUIIECHSIX IPOUCXOIUT B CIIy4yae
CHW)KEHUSI aKTUBHOCTU (hepMeHTa A0 moporoBoro ypoBHs (30% u Huxke oT cpeaHe
HOPMBI).

3a0oneBaHue OBLJIO OTKPBHITO Oyiarogaps roJUIaHACKOMY MarojoroaHatomy AHy
Kacbsnycy Ilommne. On BrmepBbie B 1932 romy oOHapyKujl Ha BCKpPBITUU 7-JI€THEH
JIEBOYKH, CTpaJaloniell MIMONMATHYECKON TUNepTpOPUIECKON KapauOMUOTIATHEH,
OTJIOXKEHHE TJIMKOT€HAa B MHUOKapJae W JApyrux opra"ax. B 1952r. ycranoBieH
MeTabOoIMYECKUN MyTh TIMKOTEHA, YTO MPHUBENIO K JAJIbHEUIINM OTKPBITUAM M A0
BO3MOXKHOCTh BBLICTUTH IPYIIY «TJIMKOreH030B». OaHako, 6one3Hs [lomne cuinbHO OT
HUX OTJIM4yaercs. B oTimuume OT Jpyrux TIJIMKOTEHO30B J/JIi HEe HE XapaKTepHO
YMEHbBILIEHUE YPOBHsS TJIOKO3bI B KPOBM U TMOBBIIEHHE Jaktata. WMubopmanus o

gacToTe OOJIE3HM BapbuUpyeT B IMHUpOKuUx mpexaenax — or 1:14000 go 1:300000 B
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3aBUCHUMOCTH OT CTpaHbl M STHUYECKON NPUHAJICKHOCTH. PacmpocTpaHEHHOCTh B
Poccun nHensBectna. Haumbonee Tspkenoe TeueHue 3a00JI€BaHUSI OTMEUAETCS y JIETeH C
uHbaHTIIIBHON ¢dopMoil. XapakTepu3yeTcs MacCHBHOHM TurnepTpopueit Muokapiaa,
Benymen k 3actoitHo CH u panneit cmeptu (Ehlers et al, 1962), nporpeccupyrorieit
IeHEPaTM30BAHHON MBIIIEYHOM C1ab0CThI0, BKIIOYAs JBIXaTEIbHYIO MYCKYJIaTypy.
[Ipu nuarHocTuke MJaHHOTO 3a00JIEBaHUS CIIEIyeT oOpalaTh BHUMAaHUE HAa W3MEHEHUE
napamMeTpoB B OMOXMMHUYECKOW  aHanmu3e  KpoBU  (pe3Koe  MOBBIIICHUE
aJlaHMHaAMUHOTpaHcpepasbl (AJIT), acnapTaramMuHOTpaHchepasbl (ACT),
kpeatuHpochokunazpl  (KDK), nakrarmerumporenassl (JIAI)) ¢ ganpHedmum
OTIpEJICTICHHUEM aKTUBHOCTH (hepMEHTa U MOJICKYJISIPHO-TE€HETUYECKUM HCCIICIOBAHUEM.
[Ipn OoTCyTCTBMM TEpanmuy XapakTEpU3yeTCs paHHEW CcMepThiO. B Hacrosmee Bpems
BO3MOXKHA TaToreHeruyeckas pepmenrozamectutenbHas tepanus (P3T) mpenaparom
QJITITIOKO3M/1a301 anbgda.

I'enetnueckoe mccnemoBanue 75 marmeHToB ¢ ['KMII BeissBuio, uro 3 u3 35
OONBHBIX C HEraTUBHBIM OOCJEIOBAHMEM Ha MYyTallud OEIKOB CapKoOMEp HMeNu
ne(exTbl  JM30COoMa-acCOMUPOBaHHOTO MeMOpanHoro mnpotenHa 2 (LAMP2),
OTBETCTBEHHOTO 3a X-CIEIUIeHHYI0 Oosie3nb Danon, a eme nBoe aedexktei AMD-
akTuBHpOBaHHOM ramma-nporenHkuHasbl 2 (PRKAG?2), BebiBas ['KMII ¢ cunapom
Bonbd-ITapkuncon-Yaiita [14]. O6a cocTosiHUS TPUBOAAT K HAKOTUICHUIO TJIMKOT€HA U
MOTYT OBITH OMUOOYHO TPHUHATHL 3a capkomepHyto 'KMII. I'mukorenossr Illa u IV
TUTIA SBISIOTCS OYE€Hb PEAKUMU 3a00JICBAaHUSIMH, BBI3BAHHBIMU  JIe(PUITUTAMU
TUAPOJIa3kl TOUEK BETBJICHUS U TJIMKOIEH-BETBAIIETO (pepMeHTa, COOTBETCTBEHHO. Y
TaKuX TMaIMEHTOB OTMEYAeTCsS MBbIIIEYHAs THUIIOTOHUS C TIOBBIIEHUEM YPOBHS
KpEaTUHKUHA3bl U TTOpaKEHUEM ceplla U neueHu. TsxkecTh 3a00JieBaHUs BapbUPYET, a
runepTpodusi UMeeT KOHIEHTPUYECKUW XapakTep. Tum HaciaeqoBaHHUS ayTOCOMHO -
peleccuBHbIM [76].

Bose3ns Danon — ojHa W3 caMbIX PEIKUX HACIEICTBEHHBIX MATOJIOTHH, IS
KOTOpOW XapakTepHa Tuneptpodus Muokapnaa. 3a0ojieBaHHWE BIIEPBHIC OMUCAHO B
1981r. Mopucom JlanoHom. [lo3xe ObLT BhIAENICH JM30cOMalnbHbIN Oenok LAMP-2,

HCAOCTAaTOK KOTOPOIro M IMpHBOAUT K BO3HHKHOBCHHIO Ooone3nu. B HACTOAIICE BPEMA
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onucaHo 27 pa3NUYHBIX MyTalui, NOpuUBOIAIMX K aepunuty Oenxka LAMP-2.
PacnipocTpaHeHHOCT, B HacTosIliee BpeMsi HE H3BecTHa. 3abojeBaHHEe HMEET X-
CIICTUICHHOE HacJe[OoBaHWE. XapaKTEPHBIMU YEepTaMH SIBJSIIOTCSA: TUIEPTpodus
MUOKapaa ¢  nocienyromuMm — pasButuem  CH, AB-610Kagpl, CHHIPOM
MPEXKIEBPEMEHHOTO BO30YXKIEHUS IKETYJOYKOB, CJIA00CTh MBI K CHI)KCHHE
uHTeUIekTa. Takke xapaktepHo moBbimieHne B 1uiazme K®K, amuborpancdepas. B
HacTosiiee Bpems nmaroreHetudeckot @3 T Tepanuu He pazpaboTaHo.

Boae3znr @®adopum — X-cremieHHoe 3a0oJjieBaHHE, XapaKTepU3YIoIeecs
BHYTPUKJICTOUYHBIM HAKOIUJIECHUEM TJUKOC(HUHIOJUIUAOB, BBI3BAaHHBIM JePUIIUTOM
au3ocomManbHOro Qepmenta anbda-ramakrozuga A (GLA) u MoxeT NPUBOAUTH K
no3aHeMy Havany ['KMII, a notomy peako Bcrpeuaercs y nered. COrjgacHO JTaHHBIM,
4acTOTa BCTPEYAEMOCTH Y B3pOCIbIX MyX 4WH W keHIUH ¢ ['KMII cocraBmser 7,5 u
12% cootBercTBeHHO [32,148]. JIyisi TakuX MAIMEHTOB CYIIECTBYET 3aMECTUTEIbHAS
(dbepmenTHas Tepanus [50].

Myxkonoaucaxapunao3dbl (MIIC) — wnacnenctBeHHble 3a0ojeBaHus OOMEHA
BEILIECTB, OTHOCSIIIMECS K TPYIIE JIM30COMHBIX Oosie3Her HakoruieHus. [Ipu maHHbIX
3a00JIeBaHUSAX HapymiaeTcss (DYHKIHUS JIM30COMATIbHBIX (PEPMEHTOB, YYacCTBYIOIIUX B
nerpananuu riauko3amMuHormkaHoB (I'ATY). B macrosimiee Bpemst Boigensitor 15 Tumon
MIIC. MIIC 1 Tumna — ayTocOMHO-PEIIECCUBHOE 3a00JI€BaHNE, BBI3BAHHOE MYyTaIlUSIMH B
CTPYKTYPHOM TeHe Nu30coMHOTO (epmenta ambpa — L — mayponummasel. OmnmcaHo
o6onee 100 wmyranmii. ®epmeHT yuyacTByeT B Karabommsme gByx [All —
nepMmartancyiab(dara u remapancyibdara. Hakorienne I'Al' oTMedaeTcs NMpakTUYECKU
BO Bcex opranax u TkaHax. Yacrora Bctpeuaemoctd 1 Ha 100 000 KUBOPOXKICHHBIX.
Boigenstor 3 kimHuMueckux Bapuanrta: cunapom ['ypnep, Illeiie u I'ypnep-ILlleiie.
HauGonee pannsisi manudecranus, TsDKENas KIMHAYECKAas KApTUHA W HaUMEHbINAS
MPOJOIKUTEILHOCTD KU3HU XapakTepHa At cuHapoma ['ypiep. Yaie xapakTtepHbie
W3MEHEHHUs JIMIla TPOSBIIIOTCS K MEPBOMY TOAy >KU3HU. B mepBbie MecsSIbl MOTYT
oOpamiath Ha ce0s BHUMaHWE TMYMOYHBIC W/WIM TAXOBBIE TPHDKW, HE3HAYUTEIIbHAS
renatoMeranus. B JganpHEWIIeM NPUCOEAUHSIOTCA CUMIITOMBI, XapaKTepU3YIOLIUE

BOBJICUCHHC BHYTPCHHHUX OpraHoOB, C€pI[€‘IHO-JI€FO‘1HOﬁ, HGHTpaHLHOﬁ 141
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nepudepudeckoin HepBHOU cucteMbl. /s Bcex manuentoB ¢ MIIC I tuma xapakrepHa
runepTpopusi MUoOKapja, YIJIOTHEHHE KIIAMaHHOTO ammapara, a TaKke HapyllleHHe
CHCTOJIO-IMACTONINYECKUI (DYHKIIUU cepAa. Y aeTei ¢ cunapomom ['yprep n3aMeHeHus
CO CTOPOHBI CepAlla pa3BHBAIOTCS B Oojiee paHHEM BO3pacTe W dalle OBICTPO
MIPOTPECCUPYIOT, TIO CPABHEHUIO C NIPYTMMHU KIMHUYECKMMHU BapuaHTamu | Tumna. 3a
CUET BBIPAKEHHOTO KIMHUYECKOTO MOJIMMOP(PHU3Ma 3aTpyJHEHA PaHHSAS IUArHOCTHKA
3a00JIeBaHUSl M 3a4acTyl0 BBICTABIISIIOTCS OLIMOOYHBIE IUArHO3bl. [l MOCTaHOBKH
JIMartHo3a HeoOXOUMO OIpEIEJICHUE YPOBHS SKCKPELUUHU INIMKO3aMHHOTIIMKAHOB MOYHU
u ux ¢Qpakuuid, M aKTUBHOCTH JIM30COMHOU o-L-uaypoHusassl B JEHKOLMUTAX
nepudepudyeckoil KpoBU WM KyJIbType KOXHBIX (puOpobiactoB. bomnbiioe 3HaueHue
orBoaurcss JIHK-mmarnoctuke. B HacTosimiee BpeMs [IOCTylHa ITaTOrE€HETUYECKas
(bepMeHTO3aMeCTUTENbHAS TEPAIIUs JapOHH1a30H1.

GM-1 raHrIMo3mao3 — peaKoe ayTOCOMHO-PELIECCUBHOE HACIEICTBEHHOE
3a00JIeBaHUE U3 TPYMIbl JIU30COMAIBHBIX, BBI3BAHHOE MyTalUed CTPYKTYpPHOrO I'eHa,
Koaupytomero MoHoMepHbIi nonunentus Al1GMI1-b-ranakro3umazy. ['en kapTupoBaH
Ha KOpPOTKOM Iuiede 3 XpoMocoMmbl. M3-3a HEAOCTaTOYHOCTH (EepMEHTa BO3HHUKAET
HapylleHue Jerpajauuud B Jn3ocoMax ranrnumosuaa GMI1 u  keparaHcynbdara.
["aHrnuo3uapl OTHOCSTCS K TIIMKOC()PUHTOMUIUAAM, KOTOpbIE COJEp’KaT CHUAJOBbIE
KHUCJIOTHL. B OOJBIIOM KONHMYECTBE COJEPKATCS B HEMpPOHAX, a TAKXKE B OOJBIIMHCTBE
JIpYyTrux KJIETOK, B TOM 4YHCIe B KapauomuouuTax. BrepBeie 3a0osieBaHue omnucan B
1960 rony nokrop Ixon C.O’bpaiien [131]. Yacrora 3a6oneBanus okojo 1:40000, Ho
TaK K€ OTJIMYAeTCS B 3aBUCUMOCTH OT CTpaHbl MU 3THUYECKOM MpuHaAsIe:)kHOCTH. Ha
ManbTuiickux OCTpoBax ropaszio 0ojee BbICOKas paclpOCTPaHEHHOCTh 3a00JieBaHHUSA
1:3700, B bpasunuum 1:17000. B 3aBUCMMOCTH OT KIMHHUYECKUX HPOSBICHUM,
OMOXMMHMYECKUX U MOJIEKYJISIPHO-TEHETHUECKUX JAHHBIX BBIICIAIOT TPU KIMHUYECKUX
Tumna: miuaneHdeckuii (mHdantuibHbii) (0one3ns Hopmana-Jlanaunra), 10OBEeHMIBHBIN
(6one3nnr Jleppu) wu B3pocnwii. Hauboree Tsxkenoe TEUEHHE XapaKTEPHO IS
uHpanTuIpHOTO THMA. J[eOroT 3a0oJyieBaHMsI B TEPBbIE MECSIbI JKM3HU DPEOCHKA.
OtmeyaroTcss TPYOHOCTH BCKapMiMBaHuUs, Au(dy3Has MbIIIEYHAas TUNOTOHUS,

MaKpOrJiocCusi, TUnepTpodus neceH, B JalbHEHIIEM perpecc IMCUXOMOTOPHOIO
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pa3BUTHS,  PA3BUBAIOTCA  KJIOHUKO-TOHHYECKHE  CyIOpord,  OyiapbapHO
NceBI00YIBOAPHBIA CUHAPOM, MPOrpecCUpyIoas IIyXoTa U CJIenoTa. XapaKTepHBI
spkue (EHOTUIIMYECKUE TMPU3HAKH, HamoMHUHaromme cuuapom [ypaep. CumnTom
«BUIIIHEBOM KOCTOYKHW» B OOJACTH MAaKyJbl, BCIEACTBUE OTJIOKEHHS TAHIJIMO3HJIOB B
KJIETKaX ceTyaTku, oOHapyxkuBaeTcsi nmpuMepHo B 50% ciyuaeB. TeueHue 3a0osieBaHus
HEYKJIOHHO mporpeccupyromiee. s mHbaHTUILHON (HOPMBI JIeTaTbHBIM HUCXOI B 2-
3netneM Bo3pacte [79]. Ilopaxkenue cepiiia HaOMOAAeTCs MPEUMYIIECTBEHHO MpU
0ome3Hu Hopmana-Jlannunra. XapakTepHo pa3BUTHE JIAJIATAllMOHHOU
KApIMOMHOIIATUH, PEAKO C HEOOIbIIOW Truneprpopueld CTEHOK, NPUBOASIIICH K
BO3HUMKHOBEHHIO pedpakTepHOl cepaeuHoi HemocrarodHocTu [154]. Ha OKIT
ONPEAENSIOTCA TUIEPTPOPUsl JEBOTO M MPABOTO KEITYJIOYKOB, CYOIHAOKapIUadbHas
UIIEMHsI MUOKapJa, ykopoueHue uHtepBana P-R. Ha ayroncum cepane 3Ha4yuTeNbHO
YBEJIIMYEHO, UMEIOT MECTO NpPU3HAKU SHAOKApAUAIbHOTO (puOposiacTos3a, y3eiaKkoBOE
YTOJIIEHUE CTBOPOK KJIAMaHOB. ['MCTONOTMYECKH B MHUOKApAE OOHAPYKUBAKOTCS
TUCTHOLUTBI C OOJBIIMM  KOJMYECTBOM JKHPOBBIX BKIIOUECHHM, COAEpKaIIUX
TaHTJIMO3UAbl. AHAJOTUYHBIE U3MEHEHUS OINPENEIAIOTCS B CTBOPKaX MUTPAJIbHOTO H
aopTaJbHOrO KJalmaHOB, CTEHKax KopoHapHbiX aptepuil. Ilpum Oonesnun [leppu
MOpaKEHHE CepJilla TPOTEeKaeT CYOKIMHUYECKH, OJHAKO Y YMEpIIuX OOJIbHBIX
TUCTOJIOTUYECKHM B MHMOKApAE€ MOXKET OINPEHEIATHCS THUCTHOLMTO3 € BKIIOYCHHUSIMU
raHurauo3ujoB. [ quarHocTuku 3a00eBaHus HEOOXOAMMO MPOBOJAUTH OTNPECICHHE
aKTUBHOCTU b-TallakTO3Ma3bl B JEHKOIMTaX KpoBU. JledeHue cummromaruieckoe. B
HaCTOsIIIee BpeMsl pa3paldaThIBalOTCS METObI (PEPMEHTO3aAMECTUTEIILHON TEPATIHH.
Hapyumenue Oera OKHUCJICHUA JKUPHBIX KHCJIOT. N3zyuenue
MUTOXOHJAPUAIBHBIX 3a00JICBaHUM, BHI3BAHHBIX HAPYIIICHUEM O€Ta OKUCIICHUS KUPHBIX
KUCIOT Havato B 1976r. B Hacrosimee BpeMs Tpynma BkIodaeT Oonee 12
HO30JIOTHYECKUX (POpPM, CBS3aHHBIX C HAPYIICHHEM TPAaHCMEMOPAHHOTO TpPAaHCIOPTa
YKUPHBIX KHUCJIOT (cucTeMHbIN neduuut KApHUTHHA, neduuuT
KapHUTHHIATbMUTOMWITpan3depas [ u I, nmuakapHUTHH-KApHUTUHTPAHCIIOKA3bI) U UX
JalbHENIIero MHUTOXOHJIpUaibHOro Oera-okuciaeHus (aepuuur aumin-KoA u  3-

rupokcu-anuia-KoA-neruaporenas »KUpHbIX KHCIOT C Pa3HOM JJIMHON YTiepOIHOU
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nenu, riaytapoBas anuaemust Il Tuma). Jlannele 3a00JeBaHUS MMEIOT ayTOCOMHO-
peueccuBHbI TN HacinenoBaHus. [lopaxeHus cepama 0Opu AaHHOM NATOJIOTUU
XapaKTepU3yIOTCs  Pa3BUTHEM KapJAMOMHOINATHN W/WIM HApYIICHUSMU pHUTMA.
3a0oJieBaHrE MOKET MPOTEKATh B JIETKON (MO3HSSI WIIA MbIIIeuHas) GopMe U TsHKETIon
(renepanmu3oBaHHoi) ¢opme. Tspkenmoe dYacto  MaHU(ECTHPYET B TEpUOJEL
HOBOPOXK/ICHHOCTHU. 3aIl0J03pUTh JaHHBIA BUJ HAPYIICHHS MOXHO IPHU BBISIBICHUH B
OMOXMMHUYECKOM aHaJIN3€ KPOBH TMIIOKETOTUYECKON TMIOTIMKEMUN, METa00INYECKOM
anua03€, IIOBBIIIEHMM MOJOYHOM KHUCJIOTHI, aMMHAaKa, IOBBIIICHHE AaKTUBHOCTH
tpancamuHas U KOK, nusknii ypoBenb kapuutusa. [1o 9xoKI' xapakrepHbIm sBIIsIETCS:
JUIIaTalus MoJIOCTEHN cep/iiia Co CHHKEHUEM COKPATUTEIbHON CIIOCOOHOCTH MHOKApAa,
cumMeTpuuHas runeptpoduss muokapnaa. [lo XM OKI': HapyuieHne npoBOJUMOCTH U
pUTME cepAla, BIUIOTh A0 ku3Heyrpoxatomux aputMuid. [lo OKI': rurantckue 3yO1bt
T. Jlns mnoaTBep>KAEHUS AMAr€Ho3a HEOOXOJUMO OINpeAesiEHUE OpraHUYecKHX- HU
AMUHOKHUCJIOT KPOBM M MOYHM METOJAOM TaHjaemMHOl macc-criektpomeTpun (TMC). B
Tepanuu HEOOXOAUMO CTPOroe COOJIOJEHHE TUETHl (MCKIIIOUEHUE TOJIOIaHus, PEe3KOe
OrpaHUYEHHE TNpHeMa JHMMNHAOB C OOOralleHHeM palloHa yrieBoaamu). Tak xe B
HACTOSIIIEE BPEMSI HCIOJB3YIOTCA CHEIUaIN3upOBaHHble JieueOHble cmecu. [lpu
HEO0OXOMMOCTH TPUMEHSIOT JIEBOKAPHUTHH, KOAH3UM Q10, rauruH, pubodiaBuH.
KapuutunoBasi HegocraTrouHocTh. KapHuutrs BriepBbie ObUT BbiaEeH B 1905T.,
XUMUYECKasg CTpykTypa omnucaHa B 1927. Merabonuyecku akTUBHOW (opmoii
KapHUTHHA B KPOBU U TKaHSX fABIIsieTCS CBOOOJHBIN L-kapHuTuH. OOHapyKuBaerTcs B
OONBIIMX KOJUYECTBAX B MHUOKape. OcHoBHasE (yHKUHMSA 3aKIIOYaeTcs B
TPAHCTIOPTUPOBKE KUPHBIX KUCIOT B MUTOXOHJIPUH, a TaK K€ JIJIsl OeTa — OKUCIICHUS U
cunteza AT®. CymiecTByeT nepBuuHas (QopMa HEXBATKM KapHUTHHA, CBs3aHHAs C
TeHETUYECKH JIETePMUHUPOBAHHBIMH  JAeekTamMu MeTabonu3mMa KapHUTHHA, U
BropuyHast ¢opma. K mnepBUYHON OTHOCAT MHOMATUYECKYI0 M CHCTEMHYIO
(reHepaIn30BaHHYIO) dopmbl. CucteMHasi KapHUTHHOBas HEJOCTATOYHOCTh —
ayTOCOMHO-peIiecCCUBHOE 3alosieBaHue, 00ycioBieHHOe MyTtanueir reHa SLC22AS,
JIOKaJIM30BaHHOI'O Ha JJIMHHOM IIjIede 5-1 XpoMOCOMBI, MPOAYKTOM KOTOPOTO SIBJISIETCS

O€JIOK, MepPEeHOCSIINA KapHUTHH. 3a00JIeBaHUE XapaKTepU3YETCs MPOTPECCUpyIoIen
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MBIIIIEYHON CIIa0OCThIO, OTKAa30M OT KOPMJICHHWsS, TUIOXOW TIpHOaBKOM B Bece,
OTCTaBaHUEM B (PU3MUECKOM U MCUXOMOTOpHOM pa3BuTuu. KMII moxkeT pa3BuBarbcs B
30-40% cmydaeB, dame xapakTepeH mawinaTannoHHb ¢GeHorun KMIIL. Omnako, y
TeTePO3UTOTHBIX HOCUTENICH MyTallUi Yallle BBIBIsIETCS runeprpoduueckuii peHoTun
KMII B Oonee crapmem Bo3pacte. CrnenupuyeckuM MPU3HAKOM KApHUTUHOBOU
kapauomuonatun Ha OKI' sBisercs «rurantckue» 3yOusl T, IpeBbILIAIOIMIME TI0
BenM4MHE 3y0el] R skemy104koBOro KomMruiekca, a Takke cMelienre cermenra ST Huxke
W30JIMHUU B CTaHJAPTHBIX U JIEBBIX T'PYIHBIX OTBEACHUAX. 3aMOA03pUTH 3a00JI€BaHUE
MOXHO MpU BBISIBICHUM CHUXEHUS TJIOKO3bl KPOBH, IOBBIIIEHWM TpPaHCAMHUHA3,
aMMHaKa, pe3Koe CHI)KEHHE YPOBHA CBOOOJHOTo KapHUTHHAa. Hu3koe conepkaHue
KApPHUTHHA B CBIBOPOTKE KpPOBH OTIIMYAaeT ATy QOopMy OT MHUONATHYECKOU
KAPHUTUHOBON HEIOCTAaTOYHOCTH. XAapaKTepHA IOBBIIIEHHAs IIOYE€YHAs HKCKPELHUs
KapHUTHHA, HOPMAJIbHOE COJIEPKaHUE JTUKAPOOKCHIBHBIX KUCIOT B MOYE, YTO CIIYKUT
KpuTepueM Iud@epeHInanTbHON TUAarHOCTUKU CHCTEMHOIO JAe(pUUUATAa KapHUTHHA OT
nedekToB 0eTa-OKHCIEHUS JKUPHBIX KHUCJIOT. Jlnsg TOATBEpKIEHUs JAuarHosa
HEOOXOJMMO OIpENeNICHUE  COAEPKaHHUSI CBOOOJHOTO KAPHUTMHA U CYMMAapHbBIX
anunkapHUTUHOB Metogom TMC.  IIpyumHOM MHONATUYECKOTO KAPHUTHHOBOTO
nepunuTa sSBiIseTcs 1e(eKT B aKTUBHOM TPaHCHOPTE KaPHUTHHA B MBIIIEUHYIO KIIETKY.
BropuuHas kapHUTHMHOBasi HEAOCTATOYHOCTh CBSI3aHA C AJIMMEHTAPHBIM JAePUIUTOM
KAPHUTHHA, HEMOJIHBIM €ro CHUHTE30M, PE3KOW IOTEeped Beca WA IOBBIIICHHBIMU
MOTPEOHOCTSIMU B HEM OpraHU3Ma.

[lo naHHBIM MEAUATPUYECKOTO PETUCTpa MpU runepTpoduyeckoM QeHorure
KMII B 20% cnydaeB BBISBICHBI HAPYIICHUS TPAHCIOPTAa KAPHUTUHA WINA J1E(DEKTHI
OKHUCJICHUS >KUPHBIX KUCJIOT, HApyIIEeHUsI OKUCAUTENbHOTO pochopunupoBanus [36]. B
HACTOSIIIEE BpEMsl IIUPOKO MPUMEHSETCS Tepanus JIEBOKAPHUTUHOM, KOTOPas
no3BojsieT u3bexkarh HeOmarompusitHoro TedeHuss KMII, pasBuaromieiics Ha ¢one

NEePBUYHOTO JIePUIITa KADHUTHHA.
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1.12.3. HeiipombllIeYHbIe HAPYIIEHUS

Arakcuss  @Dpuapeiixa —  ayTOCOMHO-PELIECCMBHOE  HACIEIACTBEHHOE
JIETEHEPATUBHOE 3a0o0JieBaHueE, XapakTepu3yroueecs MOBPEXKIECHUEM
MPEUMYIIECTBEHHO HEPBHOW CHUCTEMBI BCIEACTBUE HACHeAyeMor myTaluuu B reHe FXN,
KomupytomeM Oenok pparakcuH u vacto codetaromeecs ¢ [KMII [61]. dparakcun
UTrpaeT BaXHYIO poJib B pabOTe MUTOXOHJPHIl, B YaCTHOCTH, B BBIBEJACHUM XKeje3a U3
OKOJIOMUTOXOHAPUAIILHOTO MpOCTpaHCTBAa. Ero HegocTarok MPUBOAMT K HU3OBITKY
JKeye3a, 4YTO BbI3bIBAET O0O0pa3oBaHHE CBOOOAHBIX PaJMKAIOB, OKAa3bIBAIOIIUX
NOBpEXAAoIlee JICHCTBUE HA KIETKHU, OOraTble MHUTOXOHAPUSMU — HEUPOHBI U
KapJMOMHOLIUTHl W TPHUBOJAUT K (PUOPO3y MbIIIEYHbIX BOJOKOH [116]. Bnepsbie
3abosieBanue onucano B 1860 roast Hukonaycom ®@punpeitxom. PacnpoctpaHeHHOCTh
3a0oneBanus 2-7 Ha 100 000 Hacenenus. 3a0oeBaHUE KIACCUUYECKU XapaKTEPU3YETCs
MPOTPECCUPYIONIECH aTaKCHEel TMOXOJKHM W KOHEYHOCTEH, Au3apTpuen, aucdaruei,
IJ1a30BUTAaTEIbHBIMU HApPYIICHUSMHU, TOTEpPEeH MIyOOKUX CYXOXKMJIBHBIX PEQIIEKCOB,
NUpaMUAHBIMU 3HAKaMU. Tak e 4acTo y 3TUX OOJIbHBIX BBISBIIAECTCS CaXapHBIN 11adeT,
notepsi 3peHusl U HapyuieHue ciyxa. [lopaxenue cepana npu AaHHOM 3a00JI€eBaHUU
HaOmomaercss B 90% ciywaeB. XapakTepHa KapJauOMeraiaus, CHMMETpUYHas
KOHLIEHTpUYECKass TUNepTpodusi MHOKap[a, pexe acUMMETpUYHasi CUTMOBHJIHAS
runieprpopuss MKII, mapymenue nuacronuueckoir ¢yHkuuu. Yacto 3abosieBaHue
POTEKaeT OECCUMIITOMHO B CBSI3M C YEM BOBPEMsI HE JUArHOCTUPOBAHHOE OHO MOXKET
MporpeccupoBaTh 10 AWIATAlMOHHON cTanguu ¢ pasButueM XCH. J[ns moctaHOBKHU
nuarfoza  Heobxogumo  mpoBereHne MPT  cnmHHOTO W TOJIOBHOTO — MO3ra.
DTHONATOT€HETUYECKOTO JICUEHHSI B HACTOSIIIEE BpeMsl He CyllecTByeT. [IpoBoautcs
CUMIITOMaTH4ecKass Tepanus. Pa3BuThe KapIUOMHOIIATHA MOXET MPEAIIECTBOBATH

HEBPOJIOTUYECKUAM TIposiBIIeHUsM [11].


https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BD
https://ru.wikipedia.org/w/index.php?title=FXN&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%A4%D1%80%D0%B0%D1%82%D0%B0%D0%BA%D1%81%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%9C%D0%B8%D1%82%D0%BE%D1%85%D0%BE%D0%BD%D0%B4%D1%80%D0%B8%D1%8F
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1.12.4. BpoxxieHHbIe TOPOKH Cepala

Hepenko y ngereir runeptpodust wmuokapaa ¢GopMUpyeTcsi BCIEACTBHE
reMOJAMHAMMYECKUX HapylleHUH Ha (oHe BpOKAEHHOrO nopoka cepaua. Koapkrauus
aoptsl (KoA) — oqun u3 takux BIIC y nereid, yactora KOTOpOro

Bapeupyercs ot 6,3% mo 15% ot Bcex BIIC, mo cratuctuke Abbott. Cpenu
J€TEe TEpBOro roja >KW3HU BeTpedaerca B 7,5%, damie y JuI MYKCKOTO IIOJa.
Pa3BuTtue 3T0r0 Nopoka o0yclIOBIEHO HapYILIEHUEM Ipolecca GOpMHUPOBAHUS AOPTHI B
Nepuoj BHYTpUYTpoOHOro pa3Butus. Beimemstor nBa tuna KoA: «B3pocielit» -
CEITMEHTAPHOE CYXXEHUE IPOCBETAa AOPThl HUXKE MECTa OTXOXKJICHHS OT HEe JIEBOU
MOAKIIFOYAYHON APTEPUH - APTEPUAIBHBIM IPOTOK IMPU 3TOM 3AKPBIT U «JIETCKUN» -
OTJIMYAETCSl HAJIMYUEM OTKPBITOro aprepuanbHoro nporoka (OAII). Taxxe BbIIEISAIOT
TpU BapuaHTa B 3aBUCUMOCTH OT aHAaTOMHUYECKHUX ocoOeHHocTteil: 1. M3ommpoBanHas
koapkrauusa aoptel. 2. Koapkramus aoptel ¢ OAIl noxpaspensercs Ha: a —
NOCTAYKTAJIbHYI0 (HMKE MecTa OTXOXKJEHHUS apTepHallbHOTO MpOTokKa;, O —
I0KcTaayKTabHyto (Ha ypoBHe OAII); B — npenykranbHas (OAII pacnonaraercst Huxe
MecTa cyxkeHust aopthl). 3. Koapkrauus aoptsl, couetaromasics ¢ apyrumu BIIC. [pu
atunuuHoit KoA cyxeHue pacrnoJiaraercsi B TpyJHOM WJIM OPIOIIHOM OTJIEJIe aOpThI.
Berpewarorcs  Takke MAUMEHThl CO  MHOXECTBEHHBIMH  CyKeHUsiMU. (CTeneHb
TUIOIUIA3UM IIepenlieiika aopThl OLEHHWBAKOT NPH CPAaBHEHUM €ro JuMaMerpa cC
HUCXOJIAIIEH YacThio aopThl Ha ypoBHE nuadparmel. Cyx’eHue aopThl YK€ B MEPUO]L
BHYTPUYTPOOHOTO pPAa3BUTHUS BbI3bIBACT U3MEHEHUS B MHOKapae. Bceriencrsue
CUCTOJIMYECKON TMeperpy3ku mpoucxoaut rumeptpodus muokapaa JIK. KiroueBsim
npuzHakoM KoA sBisiercss aprepuanbHas runepreH3us. OOBbEKTUBHBIM MPU3HAKOM
CIIY)KUT HaJIMYME I1aTOJIOTMYECKOTO TpaJHEeHTa apTEPUAIBbHOTO JaBJICHUS MEXIY
BEpXHUMHM M HWKHUMH KOHeYHOCTsAMH. CHmkeHne AJl Ha Horax Ha 20 MM pT.CT. U
Oonee no cpaBHeHUIO ¢ A/l Ha pykax MO3BOJIAT 3aMOJ03PUTh KOAPKTAIMIO aopThl. s
JMArHOCTUKH JAHHOTO 3a00JIeBaHUsI TOUHBIM HE MHBA3UBHBIM METOJOM CIIYKUT DXOKI
C JIONIUIEPOBCKUM KapTUPOBAHUEM KPOBOTOKA. IIOMHMMO BBISBICHHUS MeECTa CY>KEHHS,

H€O6XOI[I/IMO 06pamaTL BHUMAHHUC Ha KOCBCHHBLIC  IIPU3HAKH 3a00JICBaHHUS:
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runeptpopus wmuokapna JDK, runepkunes 3CJDK, nunarauus mnonoctu JeBOTo
npeacepaus (JIIT).

B OonbmMHCTBE cilydaeB MOPOKH HE BhIpakeHbl. Omucanbl Tak xe aedextst MXKII u
MEKIIPEICEPAHON NEPETOPOIKM M CTEHO3 KJallaHa JIErOYHOW apTEepuu, MOCIEIHUE BA
MPEMMYIIECTBEHHO y nanueHToB ¢ cuHapomamu Hynan u LEOPARD [163]. OgHako,
TaK)Xe ObLIO ONMKMCAHO COUYETAHHE C TSXKEIBIMH IOPOKAMU, TAKUMHU Kak TeTpana damio u

ne(eKT aHTPUOBEHTPUKYJIIPHOU Meperopoaku. [45].

1.12.5. HekoMNIaKTHBIA MHUOKAP/ JIEBOI'0 KeJTYyA0YKA

HexoMmakTHBIII MHOKapa JIEBOTO KETyJIOYKa OTHOCHUTCS K KaTeropuu
HeKJIacCU(PUIIMPOBaHHBIX Kapauomuonatuid. OH XapakTepuszyercs oO0pa3oBaHHEM
OOJIBILIOTO YHCIa TPaOEKysl U CUMHYCOWJHBIX TPAKTOB B MHOKapJAE MPEUMYIECTBEHHO
JOK u yacto y jnereii OoCOOCHHO paHHEro BO3pacTa OIMMOOYHO MPUHUMACTCS 3a
runepTpoduro Muokapaa Y mamueHToB 4acTo pasuBaercs KMII ¢ munaTannoHHBIM
u/unu runeprpopuueckuMm ¢denotunom ¢ CH, apurMusiMu U  CHUCTEMHBIMU
TpoMOOIMOONUSIMU. B HETaBHUX MOJIEKYJISIPHBIX HCCIIEIOBAHUSAX OBLIO MOKA3aHO, YTO
MyTallii B Fe€HaX, MPOAYIUPYIOMUX (PEHOKONMUHU, TaKhe KaKk CUHAPOM baprta, uMeroTcs

Y MaguCHTOB ¢ HCKOMITAKTHBIM MHOKapAOM JICBOTO KCJIY0YKaA.

1.12.6. AprepuajibHasi TMNIEPTEH3UA

I[Ton AI' y pereil mOHMMAOT CTOMKOE IMOBBIIMICHUE APTEPUATBLHOTO JABJICHUSA
BbITIIE 95-T0 MEPUEHTWIA 11 KOHKPETHOTO Bo3pacTa u mnojia pebenka. [lo marorenesy
pa3IMyaroT MEPBUYHYIO U BTOPUYHYIO apTepUAIBHYIO rurepreH3uro. [loa nmepsuunomn
Al moznpa3zymMeBaeTcsi MOBBIIICHUE apTEPUATBHOTO JIABJICHUS B OTCYTCTBUU MPUYUHEI €€
NosiBJICHUs1. BTopuuHas — cBsi3aHa C OMPEEICHHBIM 3a00JICBAHUEM W SIBIIICTCS €€
cumntomoM. Ctpyktypa Al y geTeil MMeeT BO3pAacTHbIE OCOOEHHOCTH, YTO MOXKET

IIOMO4Yb B JUAHOCTHKC H BBI60p€ JeueOHON TaKTHKH. ]_—[J'IH HOBOPOXKXACHHBIX
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OCHOBHbIMU TMpuuuHamMu Al SBIAIOTCA CTEHO3 WM TPOMOO3 MOYEUHBIX apTEPHi,
BpPOXKIEHHBIE CTPYKTYpHBIE aHOMAJIUHU IOYEK, B BO3pacTe M0 6 JIET TaKkKe OAHOU M3
YACThIX MPUYUH SBISIETCA KOAPKTAIMSl A0PThI, CTPYKTYpHBbIE M BOCHAIUTEIIbHbBIC
3a00J1eBaHUs MMOYEK, CTEHO3 MMOYEUHBIX apTepuil, OImyXxoiib Bunbsimca. DcceHImaibHas
TUNEepTeH3usl O0JIbllle XapakTepHa IS JeTel crapiie 6 JeT U MOAPOCTKOB. YPOBEHb
AT oueHuBaercss MO CHEIUAIBHBIM Ta0JMIlaM, HO HEOOXOAUMO IOMHUThb, YTO B
OTpEJICTICHHONW CTENEeHM JIaHHbIM MOKa3aTellb 3aBUCUT OT POCTa M MacChl peOeHKa.
[TocTtanoBka 3cceHManbHOM Al' BO3MOKHA IIPU UCKIIFOYEHUN BCEX BEPOSATHBIX MPUYUH
MOBBIIIEHUS apTepuaibHOTO JaBjieHus. I[IporHoz OonbHbix ¢ Al U TsxKECTH
KIIMHUYECKUX TPOSBICHUN ONPENETSAIOTCA HE TOJBKO YPOBHEM MOBBIIICHUS
apTepuajIbHOrO JABJIEHUS, HO M TOPAXEHUEM OPraHOB-MHILIECHEW, B TOM YHUCIE
pazButueM runeptpodpum  muokapna JDK, koTtopelii  mpeactaBisieT  coOou
(GU3HONOTUYECKYI0 pEaKIMI0 MHUOKapAa Ha yBeluueHue mnocTHarpy3ku Ha JDK,
CBSI3aHHOE C MOBBIIICHHEM OOIIEr0 NepUPEeprUIecKOro COCyIUCTOr0 CONPOTUBIICHUS.

Y Oosee crapmmx MAIMEHTOB Ba)XHO MPOBOIUTH JuDPepeHIralIbHYIO
JIMAarHOCTUKY C TaAKUM COCTOSIHUEM, KaK CEpJle CIOPTCMEHA, U 3TO ObIBAET JOBOJILHO
CJIOKHOM 3aJayed. BhICOKO HaTpEHUPOBAHHBIE CHOPTCMEHBI, TPUHUMAIOLINE YUACTHE B
COPEBHOBAaHMSIX, MOTYT HMMETh HapYILICHHS Ha JJIEKTPOKAPAUOTPAMME, CXOJHBIE C
takoBbIMU ipu 'KMII. JIK y HUX runeptpodupoBaH, HO TONIIMHA CTEHKHU [0 JAHHBIM
OxoKI' He mpeBbimaer 15 MM B auameTpe U TUNepTpodus UMEEeT CUMMETPUUYHBIN
xapakrep. Ilonocte JIK pacmimpena u @B ocraérca B HopMe, B TO Bpems kak ['KMII
4acTO COMPOBOXIAETCS HETUNUYHBIM pacrnpocTpaHeHueMm rumneptpodun, JDK
yMeHbllIeH B pa3Mmepe (Menee 4,5 cM) u @B Briie, uem HopManibHas. bosnee Toro, /1
JDK y MonoapIx cHOpTCMEHOB HE HapyuieHa, HO Bceraa HapyumeHa npu ['KMII [91].
[Ipexpamenne ¢Gu3HMUECKO aKTUBHOCTH, KaK TMPaBWIO, MPUBOJUT K perpeccuu
runepTpodun KEIyAOYKOB B TeueHue Heckonbkux Heaenb [103]. [Nenermueckuit
CKPUHHMHT MOXET OBITh MOJIC3HBIM, €CJIM BBISABIISETCS MYyTallMs, KOTOpas BCTpeYaeTCs
BIIOTh 110 70% mnamuentoB ¢ I'KMII. HampoTuB, oTpuuaTenbHbIA pe3yldbTaT HE

HCKIIOYacT BO3MOXKHOCTh HAJIMYMA 10 CUX IIOP HE OTKpBITOﬁ MyTalHu.
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1.13. llpununnel JevyeHus nanueHToB ¢ 'KMII

Jleuenne I'KMII HaneneHo Ha yiaydlIeHUE KauecTBa KU3HU yTEM O0OJIETYEeHHUS
CUMIITOMOB. HMMEIOTCST HECKOJIBKO alrOPUTMOB BEJCHUS IAIMEHTOB C JaHHOMN
NaTOJIOTUEH, OJTHAKO aBTOPBI OTMEYAIOT, YTO OOJIbIIAs YacTh CYIIECTBYIOIINX METOAOB
TEpaIUX SBJIIIOTCS SMIIMPUYECKUMHU WJIM PE3YyJIbTATAMU KOHCEHCYCOB CIIEHHAINCTOB, B
CBSA3U C TPYIHOCTAMHU TMPOBEICHHUS KOHTPOJUPYEMBIX PAHIOMHU3UPOBAHHBIX
VCCIICOBAHAN NI ONPEAEIECHUS MTPEUMYIIECTB PA3IMYHBIX METOAOB JICYEHUS JaHHOU
nonynsinuu [18]. Hetsim Goiiee crapiiero Bo3pacta MPOTUBOINOKA3aHbI UHTCHCUBHBIC
busnueckue ynpaxkHeHus. Ilpu paHHeM TPOSIBICHUM 3a00JIEBaHUS MPOTHO3
HEONAronpusITHbIA, W 3TO SBJIAETCS IOKA3aHUEM K HA3HAYEHUIO JICUCHHS NOaXKe Yy
NalMeHTOB ¢ OeccUMNTOMHBIM TedeHueM [29]. TlamueHTsl ¢ KIMHUYECKUMU
MPOSIBICHUSIMU JIOJDKHBI MOJIy4aTh (papMakoJIOrMYecKOe JIeYEHUE NpernaparaMu Oera-
aJIpeHO0JIOKATOPOB, KOTOPbIE HE CHWXKAIOT Oa3ajbHBIM TIpaJMEHT BBIOPOCA, HO MOTYT
MPEIOTBPATUTh €r0 CKaYKH MPHU MOBBIILIEHHOM MHOTpomnu3Me cepaia. beta-6mokatopbl
TaK K€ MOBBIIIAIOT HAMOJHEHUE KEITYIOYKOB MYTEM CHHMKEHHUSI YaCTOTHI CEPJICUHBIX
COKpAIlleHU. Y TaKuX TMAaIMEHTOB OJIOKATOPhl KaJbIIMEBBIX KAHAJIOB, TAaKUE Kak
BepanaMuj, MOTYT OBbITh ajbTEepHATHBON OeTa-Omokaropam. He pekoMmeHyeTcs
NpUMEHATh WX BMecTe. Ecnu Ha (oHe Tepanmuu HE OTMEYAEeTCs MOJIOKUTEIbHOU
JUHAMUKH — Y B3pOCIBIX HCHOJB3YIOT, JAU3OMUPAMUJ, TMPEICTABISIONINNA COO0M
AHTUAPUTMHUUYECKUN TIpenapaT ¢ OTPHUIATEbHBIM HWHOTPOMHBIM A(PQPEeKToM, MOKET
WCITIOJIB30BATHCS JIJISI CHIDKCHUS 0a3ajbHBIX rpaareHToB. KomOuHamms muzonupamuaa
1 0eTa-0J0KaTOPOB YCIENTHO MPUMEHSIIIACH Y B3POCIBIX, HO OIBIT TPUMEHEHUS Y JeTeH
He onucan [152].

B HepanaoMu3upoBaHHOM KOHTPOJIUPYEMOM HCCIICTOBAHUU COOOIIAIOCH, YTO
aMHOJIApOH yJy4ymaeTr BbDKHBaeMocTh npu ['KMII, coueraHHOW € XKemygO4YKOBOU
taxukapaue. OpaHako, dacToTa TMOOOYHBIX JCHCTBUM  amMuUOAapOHA  MOXKET
MepEeBEIINBATh MPEUMYIIECTBA €ro puMeHeHus [ 18].

VY peren muaaliero BO3pacra C SPKO BBIPAXKEHHOW CHUMIITOMATHKOW HECMOTPS

Ha TIIOJJHOICHHOC MCAMKAMCHTO3HOC JICHCHUC, C IMCJIbIO YMCHBIICHHA O6Cpr1(I_[I/II/I
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BTJDK nyrém wn3menenus xapakrepa axktupanuu JDK mpoBogunace uMMIuTaHTanus
KapJIHOCTUMYJISITOPOB C YKOPOUYEHHOM  aTPUOBEHTPUKYJISIPHOW 3anepkkod [12].
KapanoctumyiaTopsl SIBASIOTCA AJIbTEPHATUBOM XUPYPrHUYECKOMY BMEMIATENIBCTBY Y
MAlMEHTOB C  COXPAaHCHUEM  KIWHUYECKUX  MPOSBICHUM, HECMOTpPA  Ha
(dbapMakoJIOTHYecKOe JIEYEHUE, €CJIM OHU eHI¢ CIMIIKOM Malbl JJis  ONepaluu,
npuHUMasT BO BHHUMaHHE TOT (akT, YTO JOCTYNl K PACHIMPEHHOW CeNTaIbHOU
MHUIKTOMUS MPOXOJIUT TOJIBKO Y€pe3 aopTAIbHBIA KIiIanaH, MPOCBET KOTOPOrO B 3TOM
BO3pacCTe CIMIIKOM Masl. B 0JTHOM HcclieJoBaHUM MMOKAa3aHO 3HAUYUTEILHOE 00JIerYeHHe
CUMIITOMOB U CHIKEHHE TpaJueHTa B TEUYEHHUE JUIMTEIHLHOIO Tepuoia HaOJIoACHUs
[58]. OnHako, KaK W MpU APYTUX BapUaHTaX JECYEHUs, YCTAHOBKA KapAUOCTUMYJISATOpA
HE 3aIIUIIAECT OT BO3MOXHOCTH BHE3AITHOW CMEPTH BCIEACTBUE apUTMUH [29].

3010ThIM cTaHaapToM JiedeHus: ooctpykruBHOo ['KMII 1o cux mop siBnsiercs
XUpYypruyeckass cenraibHas MudkToMusa [89]. B cnenuanm3upoBaHHBIX LIEHTPAX
JIETAJIBLHOCTD MIPU TAHHOM BMEIIATEIbCTBE OYEHb HU3KAa. OcTaTouHasi OOCTPYKIIUSI, KaK
IIPaBUJIO, SIBJISIETCS HECYILLECTBEHHOM. B TeueHue JONrux Jjer MamueHThl HaXOIWUJIWCh
noj HaOJIIOJICHUEM U HEOOXOJUMOCTh B TMOBTOPHOM ONEPATUBHOM BMEIIATEIbCTBE
TpeboBasiack penako. Crenyer MOMHUTh, YTO PEOEHOK IOJKEH OBITh JOCTATOYHO
OOJBIINM, YTOOBI MOKHO OBLIO OCYIIIECTBUTH TPAHCAOPTAIBHBIN TOCTYI K IEPETOPOIKE
[18]. 1o »Toi mpuyKrHE MOBTOPHAs OIepalusi MOKET TpeOoBaThCA AETsIM B Bo3pacte 14
net win muaame [117]. Uto xacaeTcs KaTeTepHOM cenTalbHON abNsluu CIIUPTOM UITU
paanoyacToTHOM abmnsiiuu, coryacHo Koncencycnomy Cornmamenuto 2003 roma 1o
['KMII, ytBepkmaeTcsi, 4To 0 TeX IOp, MOKa He OyAyT H3y4YeHBbl OTCPOUYCHHBIC
3¢ (}HEeKTH MUOKApIUATBHBIX PYOIIOB, MPOIEAYPY HE PEKOMEHIYETCSI TIPOBOJIUTH JICTIM
[71,89].

VY nanuentoB ¢ HeoOcTpykTuBHOM ['KMII ¢ kTuHUYECKUME TIPOSBICHUSMH JIJISI
ylydmeHus: auactonuueckoil  ¢ynkumm JDK  MoryT mpuMeHSTbCS  KajbIMEBbIE
aHTAaroHUCTHI, TaKWe Kak Bepamamui. [Ipu nanHoit gopme O0NE3HM TaKXKe MOKa3aHbI
0eTa-010KaTOPHI.

VY nereit mepBoro roxa xku3zHu ¢ CH um nmereit Oosnee crapiiero Bo3pacra ¢

NporpeCCUpOBaHUCM 110 ,Z[I/IHaTaHI/IOHHOﬁ KapanoMUOIIaTUHU CICAYCT IPHUMCHATH
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npenaparthbl, KOTOPbIe 0OBIYHO WCIIONB3YIOTCS IS JICYCHUS CUCTOIUYECKON CepIaeTHON
HEJOCTAaTOYHOCTU. TakuM TanueHTaM B KOHEYHOM UTOre MOXKET TpeOoBaThes
TpaHCIUTAHTALMS Cepaua.

OcHoBHBIMU (hakTOpaMu pucka BHe3anmHOU cMepTu y aeter ¢ 'KMII sBisitores,
COTJIACHO JIaHHBIM Maron U COaBTOpPOB, NPEALIECTBYIONIAs OCTAaHOBKA CepAla,
OOMOpOKM WM [UJIUTENbHAS JKEIyJ0YKOBas TaXWUKapAHs, CEMEWHBI aHaMHe3 0
BHE3allHOW CMEPTH, YacTble [MOBTOPSIOMIMECS HEMOCTOSHHBIE  KEITYJIOYKOBBIC
TaxUKapAuu, MaTOJOTUYECKUA OTBET apTEePUAIBHOIO JIaBJICHHUS Ha (PU3HUECKYIO
Harpy3ky, TepmuHanbHas craaus ['KMIT u maccuBnas runieprpodus JIK [99]. dpyrue
KPUTEPUH TPOTHOZMPOBAHUSA JIETAIBHOTO MCX0Ja, KOTOPbIe OBUIM MPEeIOKEHBI
HEJJaBHO, OCOOEHHO Y JIeTel, MPUHUMAIOT BO BHUMaHue BoJjibTax Ha DKI' u mapamerpsl
OxoKI', Takue kak TOJIIMHA MEPErOPOAKA U COOTHOILICHHE TOJIIIMHBI CTEHKHU JIEBOTO
JKEIyJ0YKa K JUACTOJMYECKOMY pa3Mepy JieBoro xenyaouka [134]. Jlis HeBHe3anmHOM
CEpJICYHON CMEPTH BaKHBIMU (PaKTOpaMH PUCKA SIBISIOTCS MAaCCUBHAsI THHEPTpOdUs
JIEBOTO JKEIYJ0YKa U aHOMAJIbHBIA OTBET apTEPHAIBHOTO JaBJICHHS Ha (DU3UYECKYIO
Harpysky [41].

Bneszannas  cepmeunas  cmepth  Beaeacteue  IKMII  Berpewaercs
MPEUMYIIECTBEHHO y MOJAPOCTKOB MU B PaHHEM B3pPOCIOM BO3pacTe€ M KpalHE PEIKO y
nered muaame 10 mer. OTu ciaydaw CBsi3aHbl C JKEIyJAOYKOBOM TaxWUKapIHEW WU
bubprsment xenynoukoB. B neticrurensuoctu, ' KMII sBisieTcst Hanboiiee yacToit
MPUYMHON CMEPTHOCTH Cpelu MOJoAblx cnoprcMeHoB [151]. VImeHHO mno3TOMY
BoisiBiecHue KMII B 3TOM BO3pacte sIBIsI€TCS] CTPOTUM ITPOTUBOMOKA3aHUEM K 3aHSITHSIM

CTIOPTOM.

1.14. 3akaouenue

Xopomo wu3BectHO, uTo ['KMII siBnsiercs reHeTMyecku OOYCIOBIEHHBIM
3a00JIeBaHMEM, BBI3BIBAIOIIMM MYTAIMIO B T€HaxX, KOJUPYIOIIUX OEIKH capKkomepa ¢

BBICOKOH  CTEIICHBIO reTCporcHHOCT  KakK FeHOTHUITMYECKOM OCHOBBI, TaK H
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(eHOTUNTNYECKUX MPOSIBICHUH.

Hecmotps Ha 3T0, aHanu3 AaHHBIX JIUTEPATYPbl CBUAECTENBCTBYET O TOM, YTO
MHorue npoosiemsl uzydeHus I'KMII octaroTcs akTyaabHBIMUA Ha CETOJHSIIHUN JICHb.
BonpmmHCTBO WCCleoOBaHUN 10 JaHHOW MpobjieMe MPOBEACHO 3a pyoekoM. B
PYCCKOSI3bIYHOM JIUTEPATYpPhl MIPEUMYIIIECTBEHHO MPECTABICHbI JaHHbIC HAOIIOCHUN
3a B3POCJION KOTOPTOW HACEIICHMUSI.

3aBepmiasg 0030p JMTEpaTyphbl, XOYETCS elle pa3 MOJYEPKHYThb, YTO
runepTpoduss MHOKapJa MOXKET ObITh XapaKTE€pHa HE TOJBKO I UAMONATHYECKON
rUNepTpoPUUYECKON KapJAUOMUONATHH, HO U SBISATHCA YACThIO T€HEPAIM30BAHHOIO,
CUCTEMHOTo 3aboneBaHusi (OBITh MPOSIBIIEHUEM HACIEACTBEHHBIX TI'€HETHYECKHUX
CUHAPOMOB, OO0JIE3HEH HAKOIUICHHS,, MUTOXOHIPHAJIBHBIX O0O0JIE3HEI), BPOKIECHHBIX
IIOPOKOB  CEpALA, AapTEpUAIBHONM TUIEPTEH3UH. YUHUTHIBas  HEOJHOPOIHOCTH
3a0o0JieBaHUM, MPUBOAAMIMX K  (OPMHUPOBAHMIO  TUNEPTPOPUM  MHOKApAA,
HECNEeUM(PUUHOCTh KIMHUYECKOW KapTHUHBI, HEOOXOJMMO Kak MOXHO Oojiee paHHEe
npoBefeHre ¢ GepeHInaIbHOro AMarHo3a ¢ BbISIBJICHUEM NPUYUH rUnepTpoduu amis
BbIOOpA Teparuu U ONpPEAENIeHHs MPOrHo3a 3aboeBanusa. CBOeBpeMEHHAas MOCTaHOBKA
JIMarHo3a MOKET NPeIOTBPaTUTh Pa3BUTHE TSHKENBIX OCJIOKHEHUW W JIETATbHOTO
UCXO0/1a ALMEHTA.

Ha ©0aze HII3/] MbI mMeeM BO3MOXHOCTh NPOAHAIU3UPOBATH PE3YJIbTAThI
oOcnenoBaHusl U HAOMIOACHUS OOJBINONW TPYNMbl MAIMEHTOB JIETCKOIO BO3pacra C
nepBuyHoM M BropuuHoW ['KMII, m Ha OCHOBaHWM STOr0 W JAHHBIX JIATEPATYPHI
onucarb OCOOEHHOCTHM HX TEUYEHHUS, ONTUMHU3UPOBATH AJITOPUTM JIMArHOCTUKU U
jeueHus. MccnenoBaHue Ha JAaHHYIO TEeMy, BKIIOUYaoliee B ce0s CTOJb OOJBIION

KJIIMHUYECKUN MaTepuall, sIBJISETCS NEPBBIM Ha Tepputopun Poccuiickuit denepanuu.
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I'masa II. OBBEM U METO/bI UCCJIEAJOBAHUA

2.1. O0BeM Hccaen0BaHuA

PaboTa BbINIOJIHEHA B KapJIMOJIOTHYECKOM OTHAeNIeHUuu (pyK. - A1.M.H. pod. E.H.
bacapruna) ®I'AY «HayuHblil LeHTp 310poOBbs AeTei» (aupekTtop - akagemMuk PAH
I.M.H., ipod. A.A. bapanoB) Munsnpasa Poccuu. HcTpyMeHTaNbHbIE UCCIEAOBAHUS
MPOBEICHbBl B OTIEJICHUU YJIbTPA3BYKOBOM JuarHoctuku (pyk. - k.M.H. [.B.
PeByHEHKOB), HHCTPYMEHTaJIbHON AUArHocTuku (pyk. — K.M.H., O.B. KoxeBHukoBa ),
KOMITbIOTEpHOU ToMorpadbuu (pyk. — a.M.H. E.M. 3enukoBuu), otnene 1ydeBOi
JUArHOCTUKH (PyK.- K.M.H. — A.B. AHUKUH), 1a00paTOpUH MOJEKYJSIPHOW T€HETUKU U
KJeTouHoi ouosnoruu (pyk. — k.0.H. K.B. CaBocTbsiHOB).

B cooTBercTBMM € IOCTaBIECHHBIMM 33JadyaMd Mbl ITPOAHAIM3HPOBAIU
MEIUIMHCKYI0 ToKyMeHTauuto 105 nanuenTos (65 MansunkoB, 40 1eBo4eK) B BO3pacTe
ot 1 mec g0 15 ner, HaxoaAUBLIMXCSA HAa 00CIEA0BaHUU U JICUEHUHU B KapJUOJIOTUYECKOM
orneneHnn HaydHo-nccienoBarenbckoro uHCTUTYTa neauatpun PI'AY  «Hayunsii
LHEHTpP 310poBbs Aetei» MwunsapaBa Poccun B nepuon ¢ 2000 mo 2015 rox. Hamu
IPOBEJEH PETPOCHEKTUBHBIN aHanmu3 42 wuctopuil 0O0NE€3HM U IPOCHEKTUBHOE
HaOJIroAcHUE 3a 63 maneHTaMH.

KputeprueM BkiIIO4YE€HHS B MCCIEIOBAHUE SBISJIOCH HaJU4Me runeprpoduu
MHUOKap/a, BBISIBICHHOW JJO TPEXJIETHErO BO3pacTa.

Kpurepuu uckitouenus ObUTN Claeayrolue:
NaIUEeHTHI ¢ TUnepTpoduelt Muokapa Ha (OHE AJTUTEIBHOTO IPUMEHEHHS CTEPOUTHON
Tepanuu
MAIMEHTHI C JOOPOKAYECTBEHHOW TPaH3UTOPHOU TunepTpodueit Muokapaa (0T Marepei
C CaxapHbIM 1Ma0ETOM WM MOJIyYaBIINX TOPMOHAIIBHYIO TEPAIHIO).
NAIMEHThI CO CTEHO30M YCThs a0PThI W/UJIU JIETOYHOM apTepuun

JIMarHOCTUYECKUA TMOMCK BKJIIOYA: aHAJIN3 AHAMHECTUYECKUX JaHHBIX, B TOM

YUCJIC HACICACTBCHHOCTH, PC3YJIbTATOB OCMOTpA H Jla60paT0pHO-I/IHCTPYMeHTaHLHBIX
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METO/IOB HCCJIEIOBAHMS, KOHCYJIbTALMM Y3KUX CHIELHAINCTOB U JIONOJHUTEIbHBIE
CHELMATU3UPOBAHHBIE 00CIIEIOBAHMS.

B coorBerctBun ¢ knaccudpukanuer KMII 2006r. AAC, rne mnpemiokeHo
pazzeneHnue 3a00JEBaHUIN MO «IPUUMHHO-CICACTBEHHOMY» MPHHIIMIYY W BBIICICHUE
nepBuuHbIX U BTOopuuHbIX KMII, Hamu Obuto oToOpaHo 44 mainueHTa ¢ NEPBUYHOM
['KMII u 39 c Bropuunoit ' KMII. Taxxe B ucciegoBanue ObII0 BKIIOYEHO 22 pebeHka
C peMoJeIMpoBaHuEM cepAla Beaenctsue Al' Ha poHe aHOManuel aopThl U €€ BETBEN.
Bropuunas ['KMII Obina accomuupoBana B 19 cnywasx c cHHIApOMaMH
Manbpopmanuii, 1 B 20 - ¢ MeraboinyeckuMH 3a0oJieBaHUsIMU. KosMmuecTBeHHOE
pacrpeesieHre NalMeHTOB B COOTBETCTBUY C BBISIBJICHHBIMHM JUArHO3aMH IO TPYIIIAM

IpeaCcTaBIeHO B Ta0. 2.1.

Tabnuna 2.1
Pacnpe;[eneHHe IMallMCHTOB I10 I'PYIIIIaM B COOTBCTCTBHUU C BBIABJICHHBIMH JUAIrHO3aMHU
['pynna Irpynna 2 rpynna 3 rpynna
ITepsuynas ['KMII Bropuunas ' KMII PemonenupoBanue
CuHApOMBI Merabonuueckue cep/ua Ha GoHe
MasbopMmaruii | 3aboseBaHus apTepHaIbHOU
TUTIEPTEH3UN
abc % abc % abc % abc %
Bceero 44 42 19 18 20 19 22 21
MaIMEeHTOB
MaJIbYUKH 29 66 8 42 11 55 16 73
JIEBOYKH 15 34 11 58 9 45 6 27

OcHOBHOM 3afauedl KJIMHMKO-KaTAMHECTUYECKOTOo 0O0cie10BaHusl OOJbHBIX
SBIISJIOCH M3y4YeHHE BO3pacTa M MPOSIBICHHWN [e0ioTa 3a0o0jieBaHUS IO JaHHBIM
NPEIOCTaBICHHBIX  JOKYMEHTOB, OIICHKAa HAIpaBJISIONIETO JMAarHo3a, CpPOKH
MOCTaHOBKHU JIMarHo3a, a Tak e OLEHKa kKaJlod JeTeil U poauTeneil.

Knunnueckoe o6ciieroBanue 00JIbHBIX BKIIOYAIO B ¢€0s OCMOTP, ayCKYJIbTalUIO,
NEPKYCCHUI0, MANbIIAINIO, OLIEHKY MacCOBO-POCTOBBIX MOKa3aTenel. TskecTh COCTOSTHUS
OLICHWBAJach MO  KJIMHUYECKUM  TPOSBICHUSM  XPOHHYECKOH  CEepACUHOU
HEJIOCTATOYHOCTH B COOTBETCTBUM ¢ Kiaccudukanuet Poccuiickoro o061iecTBa
crenuanucToB mo cepaeuHoil HenmocrarouHoctu (OCCH, 2003) y merteit crapiiero

Bo3pacTa, no benoxons H.A. (1987r.) - y nereit miajaiiero Bo3pacra.
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Bce Gonbhble ¢ 06cTpykTuBHOM opmoit 'KMII nmomyuanu 6a3ucHyo Tepamnuio
Oera-Oy0oKaTOpamMH, HaNpaBlICHHYIO Ha YJIy4IIEHHE JHAaCTOJMYECKOW (PYHKIHMU
MHUOKap/la ¥ KOPPEKIUI0 OCHOBHBIX KJIMHHUYECKHX MPOSBICHUH, MPU HEOOXOAMMOCTH
MOJIKJIIOYAINCh aHTHAPUTMUYECKHE npenapathl. boiapHbIe 6€3 00CTPYKIIUN BBIXOIHOTO
TpakTa JIEBOIO JKEJyJO4YKa TEpaluio BBIIICYKa3aHHBIMU IIpenapaTaMy IOIy4ad II0
HEOOXOJMMOCTH B HHIUBUAYaJbHO MOAO0OpaHHBIX Ao03ax. IlanmueHTam, y KOTOPBIX
Ha0JII0JJaI0Ch COYETaHUE TUIEPTPOPUH MHOKapia ¢ yseaumdeHueMm nosnoctu JOK u
CHIDKEHHUEM COKPAaTUTEJIbHOW CIIOCOOHOCTH MHOKapa, B YCIOBUSAX CTalMOHapa
IPOBOAMIICS MOAOOP KOMIUIEKCHOM TEpalnuH, COIIACHO PEKOMEHAALMAM IO JICYEHHIO
XCH, Bxmouas u-All®, 6era-6110KkaTOphl, TUYPETUKH, aHTHATPETAHTHI, 10 MOKA3aHUSIM
— cepaedHble rauKo3uAel [2]. Ilpm HapymeHusax purMma cepaua K Tepanuu
NOAKIIYAINCh  AHTHAPUTMHUYECKME Ipenapartel. JlersM w3 2 rpynmel ¢
MeTaboIMYECKUMHU 3a00JIEBAaHUSIMU 110 BO3MOXHOCTHU MPOBOJMIIACH MMaTOT€HETHYECKasI

H JUCTOTCPAIINA.

2.2. MeToabl HCCJIeI0BAHUSA

Bcem manuenTtaMm, BKJIIOYEHHBIM B HCCIEAOBAHHME, MPOBOAUIOCH KOMIIJIEKCHOE
KIIMHUKO - WHCTPYMEHTAJbHOE WCCIEOBAaHUE, BKIIOUaomee B ce0s  OIEHKY
KIMHUYECKOM  CUMNOTOMAaTUKH, aHaMHe3a  3a0oJjieBaHMs,  HACIEJICTBEHHOCTH,
OOBEKTUBHOTO CTaTyca, (PU3MKAIBLHOTO HCCIEIOBaHUs;, OMOXMMHUYECKOT0 aHajIn3a
kpoBu c ompeaencaueM AJIT, ACT, K®K, JIAI', NT-proBNP; penrrenorpaduio
OpraHoB TPYAHOM KJIETKHM B OpsIMOM TIpoekiuu; aHanu3 cranpaptHot IDKI'; OxoKT;
XM-OKI' nnst  BbIABIEHMSI HapylleHUWH puTMa cepala, B TOM  YHCIE,
KU3HEyrpoxkaromux. [lo  mokazaHusIM — MPOBOJWIIACH  KOHCYJbTAIlUA  Y3KHX
CIEUAIUCTOB (TE€HETUK, HEBPOJOr, IYJbMOHOJOT) M JOMOJHUTEIbHBIE METObI
oOcnenoBaHus (KOMIBIOTEpHAss ToMorpadus, MarHUTHO-PE30HAHCHAas ToMorpadus,
ONpENIECICHNE OPraHMYEeCKUX M AMUHOKHCIOT KpPOBH METOJAOM TaHAEMHOW Macc-

CIICKTPOMCTPHHU, SHZUMOANATHOCTUKA, MOJICKYJISIPHO-TCHECTUYCCKOC O6CH€I[0B3HI/IC).
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OOcnenoBanre TMaNMEHTOB C THmepTpodueil MuoKapAaa NPOBOJWIOCH IO
cienytomieit Mmeroauke. Ha ocHOBaHMM TIPEIOCTABICHHOW JOKYMEHTALIMU YUYUTHIBAIOCH
BpEMs TOSBJIICHHSI KaJI00, OCOOCHHOCTH Pa3BUTHSA 3a00JICBaHUS, PE3YJIbTATHl BIICPBHIC
nposeneHHoro OxoKI', a Tak e oleHuBaJICs HaNpaBIAOMIMI quarHo3. M3 cemeiiHoro
aHaMHe3a BHHMAaHHME OOpallajJioch Ha OTATOIICHHOCTh IO 3a00JIeBaHUSM CEpACHHO-
COCYIUCTOM CHUCTEMBI, TAKUM KaK: KapJAMOMHOIIATHH, WUIIEMHUYECKas OOJIe3Hb Ceplla,
BpPOXKICHHBIE TIOPOKH cep/ilia, HH(PAPKTHI, 0COOEHHO B MOJIOJIOM BO3pacTe, HApyIICHUS
puTMa cepjla, apTepuajgbHas THUINEPTEH3US, TaK € OLIEHUBAJIOCh HAJIUYUE
MJIQJICHYECKOW WJIM paHHEW NETCKOM CMEpTHOCTH. [IpoBojmmiics ompoc pomutenen ¢
IIETIbI0 BBISBJIICHUS XapaKTEPHBIX K00 MamueHTa. Tak Kak MHOTHE KajoObl Y JIeTeH
HecnenupUuuHbl, 0c000€ BHHMMaHWE OOpallaioch Ha HaJIW4YWe YTOMIIIEMOCTH,
MIepePBIBLI IPU KOPMJICHUH, TIOTIEPXHUBAHUE UM OTKa3 OT €JIbl, INIOX Y0 MpUOaBKY Beca,
0JIETHOCTH/ITMAHO3 KOXKHBIX MOKPOBOB, MOTJIUBOCTh, OOJM M ONIyleHHE TepeOoeB B
paboTe cepiua, OJBIIIKY, OTEKH, OTCTaBaHUE B MOTOPHOM M ICHUXMYECKOM Pa3BUTHH,
CUHKOMAJIbHBIC COCTOSHHSA. YUYHTBIBAJIM BO3pAacT W TMOJ peOeHKa Ha MOMEHT
obOcnenoBanus. Ocoboe BHUMaHUE YIESISIM aHTPONOMETPUYECKUM IOKA3aTeNsM, TaK
KaK 3TH JIaHHBIC YUYHUTBHIBAIUCH B JAJIbHEHIIIEM MPHU OLIEHKE 3XOKapauorpaduyecKux
napameTpoB. PeructpupoBaiiv JJIMHY U MacCy Teja, BBIYUCIISIIN IO b OBEPXHOCTH
tena (IIIIT) mo popmyne D.Du Bois, E.F. Du Bois:

IIT (M®) =M (xr) ** x P (cm) *"* x 71,84 x 10 *,

I'me M — macca tena, P — pocr

JIns oueHKH (U3UYECKOTO0 COCTOSIHMSI HCTOJBb30BAIM IICHTHIHHBIC BEIMYUHBI
MacChl Teja OTHOCUTENbHO pocTta. COOTBETCTBHME MAacChl Tena 25-75 EeHTUIbLHBIM
MHTEPBAJIaM CUUTAIM HOPMAJIBHBIM. 30HY OT 25 10 10 nentuiieit - Huxke cpenneit, ¢ 10
1mo 3 - Hu3koH, ¢ 90 mo 97 — BBICOKasd 30HA, 10 3 — OYCHBb HHU3KOH, BhIIIIE 97 — OYEHB
BBICOKOM.

OcMOTp TalMEHTOB MPOBOJUJICA IO OOIICHPUHATON METOAMKE M BKIIOYAI
OIICHKY I[B€Ta KOXKHBIX TIOKPOBOB, HAJIMYWE OJBIIIKH, TNEpUPEPHUUECKIX OTEKOB,
ompeJiesieHre TPaHUIl OTHOCUTEIIBHOM TYIIOCTU CEp/Ilia, OIEHKY IIYMOB HaJl 00JIaCThIO

cepauna, UCC, ypoBHS apTepHalbHOTO [AABJIEHUS HAa HOrax M pyKax, Tenaro- H
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CIUICHOMETAJINIO, & TaK JK€ YKa3bIBAJUCh WMEIOIIMECS CTHUTMBI TU33MOpHOTEHe3a M
dbeHoTUNMYeCcCKue 0COOEHHOCTH.

B Guoxumuueckom ananusze kposu onenuBanu yposHu AJIT, ACT, KOK, JIIT,
9TO OBUIO HEOOXOIWMO JJIS TUArHOCTUKH OOJe3HeW HakomuieHWs. Tak ke B CBOEH
pabote MbI mpoBoauiid u3MepeHue ypoBHS NT-proBNP B cwiBopoTke KpoBU st
OIICHKH (DAaKTOPOB, TPHUBOMSIIIMX K €r0 YBEIMUYCHHUIO Yy JETeH ¢ rurmeprpoduei
MUOKapaa. W3BECTHO, 4YTO JaHHBIA MapKep IMOBPEKICHUS CEPJACYHON MBIIILbI
PEKOMEHYETCS UCIIOIb30BaTh KAK CKPHHUHTOBBIN TECT JI TUATHOCTUKU XPOHUYECKOM
CEPACYHON HEIOCTATOYHOCTH Y JETEH, a TaK K€ OLEHKU TSKECTH COCTOSIHUS, CTEIICHU
peMoienupoBaHus cepana. JluHaMu4decKkass OLUEHKa €ro KOHIIEHTpaluuu HMCIOJIb3YEeTCs
I OUEHKU A(P(EKTUBHOCTH TEparvu. YUUThIBas, YTO B YaCTU CJIy4yaeB aHaJU3
UCTOpUiA 00JIE3HU MPOBOJAMIICA PETPOCIIEKTUBHO, BO3MOXKHOCTh UCCIIEOBAHUS TAHHOTO
Mapkepa Oblla HE Yy BceX nanueHToB. Jlyis Hamero uccieioBaHus 3a00p KpOBU
MpOBOAWICS U3 Tepudepudeckoit BeHbl. B chIBOpOTKE ompenensuin cojaepxanue NT-
proBNP ¢ mnomomipio MMMyHOXMMHYECKOTO aHaiu3a Ha mnpubope MiniVidas
(bioMeriux, ®pannusi) HabopamMu TOTO K€ mpousBoauTens. Jlo wuccienoBaHus
CBIBOPOTKY 3aMOpPAKMBAIM MU XpaHWwiM Ipu Ttemneparype -80°C. AHaIUTHYECKHN
JIHana3oH JaHHoro Metoma coctaBiser 20-25000mr/muu. o 1eimed cTaTUCTHYCCKOM
00paboTku pe3yapTaThl < 20 nr/mi cuuTanu paBHbiMU 10 nr/mi, a pe3ynbratsl > 25000
nr/mi cuutand paBabiMu 25000 mir/mot.

Pentrenorpaduio opraHoB rpy/IHO# KJIETKU MPOBOIUIIU B IPSIMOM MPOEKIIMH, YTO
MO3BOJISUIO OLIEHUTH KapauoTopakanbHbld uHAeke (KTU) u cocrosiHue manoro kpyra
KpOBOOOpAIIICHHUS.

DnekTpokaparorpad@uuecKoe HUCCIEIOBaHUE MPOBOAUIM B 12 0OIIETPUHSATHIX
oTBeicHUSIX Ha 12 kaHaimbHOM anekTpokapauorpade Mortara ELI 350. Ilpu anammze
OKI' onpenensyii CpeIHIOI0 YaCTOTY CEPJCUYHBIX COKPAIIEHUMN, CTETIEH! BBIPAXKEHHOCTh
ApUTMHUM, BOJUTEJb PUTMA, MOJIOKEHUE DJJIEKTPUUYECKONM OCHU cepjla, NPU3HAKU
runepTpouu  MpeACepauid ¢ KEITYJOUKOB, MEXOKETYJOUYKOBOM  TEPETOPOIKH,
UH(}APKTONOAOOHBIE HM3MEHEHHUs, HapylIeHHe penojispu3anuu. Takxke H3ydaauch

HaJIM4YME U XapaKTep HapyIICHUH puTMa Cep/illa U IPOBOJUMOCTH.
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HnutensHas peructpauus DKI' mo metogy Holter ocymecTsisiiack ¢ mOMOIIBIO
TpexkaHainbHOro  mpubopa Oxford Medilog Exel-3. DnekTpoasl pacmnojarajivch
corinacHo pexomeHmanmsiMm ACC/AHA. B Teuenue Bceit 3amucu OKI' Bencst JHEBHUK,
KyJa BHOCWUJIOCH BpEMsI H3MEHEHUN COCTOSIHMS peOeHkKa (COH, OOapCTBOBAHUE,
OECIOKOWMCTBO, JIBUraTejlbHasi AaKTUBHOCTh), @ TakKKe CYOBEKTHBHBIC OIIYIICHHUS
oosbHOrO. Il0 JAaHHBIM XOJTEPOBCKOTO MOHUTOPUPOBAHUS BCEM JETAM MPOBOJUIICS
ananu3 OKI' ¢ ouenkoir UHCC cp. — cpeaHsisa 4acToTa CeplIEUYHbIX COKpPAIICHUN 34 CYTKH,
omnpeneneHne nupkaaHoro uHaekca (L) — oTHomeHue cpenHei THEBHOM K cpeaHei
HouHou YUCC, koropoe B HOpMe coctaBisieT 1,24-1,44. U3ywanca cocrtaB, 4yacToTa
MPEACTABICHHBIX HApYIIEHUA pUTMA CepAla, o0co00e BHUMAHHE YAEISIOCH
xenynoukoBoit skctpacuctoinuu (QKOC) u Taxukapauu. [ olleHKH TPOTHOCTUYECKOM
3HAYMMOCTH KEITYJOUYKOBOM apUTMHUU MCIOIB30BANIN KJIACCU(PUKAIINIO, pa3pabOTaHHYIO
B.Lown u M.Wolf B mogudukammu W.J.Mc Kenna ¢ coasropamu (1981), B kKoTOpO#t
MPEAYCMOTPEHBI CIEAYIONIUE TPaIaliu:

I — penxue xenya0uKOBbIE IKCTpacUCTOIbI (MeHbIe 30/4ac);

IT — gacTeie xenmynouKoBbie FKCTpacucTobl (JKD 0omnbine 30/4ac);
III — monuTONHBIE KEMTYAOUKOBBIE DKCTPACHUCTOJIBI;

IVa — MOHOTOIIHBIE TTAPHBIE KEITYAOYKOBBIE IKCTPACUCTOJIBI;

IVb — nonuTonHeie mapHbIE KEITYJOUKOBBIE IKCTPACUCTOJIBI;

V — 3a511bl KETyA0UYKOBOU TaXUKAPIUH.

Kpome xenynoukoBor aputmuum Il — V rpaganum k 3HaYMMbBIM HapyLICHUAM
puTMa cepAala M OPOBOJAUMOCTH  OBLIM  OTHECEHbl  HaJlMYue  dIHU30]I0B
CYNPaBEHTPUKYJISIPHOU TaXUKAPJUHU U CHHIPOM CJIA00CTH CHHYCOBOTO y3J1a.

Oxokapauorpadus SBISETCS HEHTPAIbHBIM METOJOM JMArHOCTUKUA M 30J0THIM
CTaHJapTOM OO0CJEeNOBaHUS W MOHUTOPUPOBaHUS rurnepTpodun Muokapaa. lannoe
UCCIICJOBAHUE TMPOBOJAMIIOCH BCEM MAalMEHTaM KaK TMpHU TOCTYIUICHHH B
KapJIMOJIOTUYECKOE OTJHEJICHHE, TaK M B TPOIlECCe TUHAMHYECKOTO HAOJIOJCHUS Ha
dbone momoOpanHoi Tepanuu. McmonwszoBancs ammapatr Vivid E9 (GE Healthcare,
CIIA) ¢ cekTOpHBIMH JaTYMKaMH, pabOTAIOIMMMH B JWara3zoHe 4acToT oT 5 jgo 12

MFH., o Cra"ggapTHbIM MCTOJUKaM B COOTBCTCTBHMU C OTCYCCTBCHHBIMH H
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3apyOeKHBIMU PYKOBOJCTBAMHU M PEKOMEHJALUSIMU. YIbTPA3BYKOBOE HCCIIEIOBAHKE
cepAla MPOBOJAUIIOCH B PEKHME CEPOM MIKAJIbI, UMITYJIbCHO-BOJIHOBOTO, MOCTOSIHHO-
BOJTHOBOT'O JOMIUIEPOB M IBETOBOIO JOMIUJIEPOBCKOrO KapTupoBaHus. Jljisi OLEHKH
CTPOCHHS JIEBOTO JKEIIyJ0uUKa Cepiia HU3MEPSIU KOHEUHO-IMACTOJIUYECKYIO TOJIIHHY
MexoxeryoukoBoi neperoposiku (MXKII, cm), koneuno-cuctonuueckuit (KCP oy, cm) u
koHeuHo-guactonnueckuii  (KJPjx, c¢M) pa3mepsl J€BOro »Kemyaouyka, KOHEUYHO-
JTMACTOJIMYECKYIO TOJNIIMHY 3aJHe CTeHKHU jeBoro xemyaouka (3Cjpk, €M), AHMAMETP
nonoctu Jieoro mnpexacepaus (JIII, cmM) m paccuuThiBaIM KOHEYHO-CHUCTOIUYECKUIA
(KCOpx, min), koneuno-guactonuueckut (KO, MII) W yaapHblii 0OBEMBI JIEBOTO
xemynouka no ypaBHeHusiMm L. Teichholz u Simpson. AcummerpuyHOCTh rutniepTpodun
XapakTepru30Bajach YTOJIIEHUEM OJHOM M3 CTEHOK Oosiee yeM Ha 1,3. Jlis ouneHku
COCTOSIHUSI TIPaBOTO KEIYyJI0YKAa YKa3blBajach TOJIIMHA MEPEIHEW CTEHKU MpPaBOTO
wenynouka (IIcIK). Ilo mnpoTokoiy OIEHUBAJICA CHUCTOIMYECKUN TpaUeHT
o0ctpykuu u ckopocts B BTJDK w/mmm npaBoro skemynouka. Tak ke yKa3blBaJIOCh
HaJlMyue TMEPEeIHE-CUCTOJIMYECKOTO JBUKEHUS TMEpeJHEd CTBOPKH MHTPAIBHOTO
KJIallaHa W CHUCTOJIMYECKOE TNPUKPBITHE aopTaibHOro kiamaHa. [lo oOcTpykiuu
BBIJICJISUTN CJIeAYIOIINE (hOPMBI:
HEOOCTPYKTHUBHAs popMa
OOCTPYKIIUS B BBIXOJHOM OT/IEJIE JIEBOTO KETy10uKa
OOCTPYKITUS B BBIXOJTHOM OT/IEJI€ MPABOTO KETYT0UKa
OOCTPYKIIUSI B BBIXOJAHBIX TPAaKTaX 00OMX KETyI0YKOB
ME30BEHTPHUKYJIIPHAsE OOCTPYKIIMS JICBOTO KEITyI0UKa

ATpUOBEHTPUKYJISIDHBIE ~ KJIallaHbl ~ OIEHUBAINCh B  YETHIPEXKAMEPHOM
BEPXYLLIECYHOU MMO3ULIMU; KJIAIIAH JIETOYHOM apTEepUU — B NIAPACTEPHAIBLHON MTO3ULIUU T10
KOPOTKOM OCH, KJalmaH aopThl — TNapacTepHajibHas TMO3ULHUS KOPOTKas OCh,
napacTepHajgbHasl TIO3MIMS JUJIMHHAs OCh, IISITUKaMepHas mo3uiusa. KiamnanHas
HEJIOCTAaTOYHOCTh OIIEHMBAIACh 1O TIIyOWHE MPOHUKHOBEHUS CTPYU PETYpPTUTAIUU U
COOTHOIIEHHUSI TIOMIAAN CTPYH PErypruTalliid K IUJIOMIAIA COOTBETCTBYIOIIETO OTIENa
cepana B pexxume [JIK. Onenka quactonndyeckor GyHKIIMH JIEBOTO JKeIyAouKa cepala

Oblla 3aTpyJHEHA B CBSI3M C MajbiM BO3PACTOM IMAIIUEHTOB W CBOWCTBEHHOW WM
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BBICOKOI 4acToTe cepAeuHbIX cokpameHuid. [Ipu onenke manHbix OXoKI' y pereit c
runepTpopueit MUOKap/a BHICYUTHIBAIM JODKHBIE MOKA3aTEIN C MOMOIIBIO YpaBHEHUS
perpeccur Uil TaHHOM Macchl Tejaa OOCIeAyeMOro M IUIOLIAAM MMOBEPXHOCTH Teja C
JAIbHENUIITNM CPaBHEHUEM HX C (paKTUUECKHUMH BETUYMHAMU U OINPENEICHUEM CTEIICHU
UX OTKJIOHEHHMS OT HOPMbI B MpOLIEHTaX. Tak ’ke, y4uThIBas AETCKUIl BO3pacT M
3aBHCHUMOCTh OT MAacCOBO POCTOBBIX MapaMeTpoOB, Ileieco00pa3HON OblLIa OlEHKa
rUnepTpopuu MHOKap/a, pa3MepoB MOJOCTEH Mpeacepauil, KOHEUHO-IHACTOINYECKOTO
pa3Mepa JIEBOro XKeIyZodKa B OTHOCUTENbHBIX Z eAuHMUIaX. B HOpMe mokazarenb He
JOJDKEH TIPEBBIIATh 2 JIONMYCTHMBIX OTKJIOHEHWM BbIIE cpeaHero. [72]. 3a
HE3HAYNUTEJIBHOE OTKJIOHEHHE OT HOPMBI NIPUHUMAIOTCS 3HA4eHHUs Z-score oT 2 1o 4,
YMEPEHHOE - 0T 4 10 7, BeIpakeHHOE OoJiblie 7 Z-score.

IIpy nmOJO3peHMM Ha COCYAUCTBIE AHOMAJIMM IPOBOJAMIIACH KOMIIBIOTEpPHAs
Tomorpadus ¢ KOHTpacTUpoBaHHEeM Ha peHTreHoBckoM Tomorpade GE LightSpeed 16
(General Electric, CILIA).

Ilo moka3aHUSIM BBINOJHSUIM AaHAIM3bl HAa ONPENEIECHUE OpPraHWYeCKHX U
amMuHOKuCcioT  MetoaoM  TMC; amanm3sl Mouum Ha  coxaepxkanue  ['Al;
HH3UMOJUATHOCTHUKY, a TaK *KE MOJIEKYJISIPHO-T€HETUYECKOE HCCIEOBAaHUE.

CratucThyeckuii aHaiau3 TOJYYEHHBIX JaHHBIX MPOBOAWIA C IOMOIIBIO
nporpamm  STATISTIKA 5.5 (StatSoft Inc., CIIIA) u Exel. [ns BbIOOpOK
HEHOPMAJIBHBIM PaCIIPENEICHUEM PAaCCUMTBHIBAIM MEAUAaHy, MOy U 25-75 NMPOLEHTHIIH.
[Ipn HOpMaIBbHOM pacHpeAeIICHHH ONPENEISIN CpEeHEE 3HAUCHNE ITPU3HAKa U CPEHE
KBaIpaTUYHOE OTKJIOHEHHE, MpU O(DOPMIICHHHM HaHHBIX MCIOJIb30BAIM IOKA3aTENb
cpense Mto. IIpu oTcyTcTBUM HOPMAJIBHOTO pacIpeaeeHUs IPU3HaKa OIepUpOBaIU
Menuanod (Me), ¢ ykazanuem 25-75 TpOLIEHTWIECH, a TakKX€ MHUHHUMAJIbLHOTO H
MAaKCHUMAaJIbHOTO 3HAYEHUW Ipu3Haka. KoppensunoHHBIM aHanu3 B 3aBUCUMOCTH OT
pacnpenenenus npoBoauics no meronaM Ilupcona m Crnupmena. C 1enblo OLEHKU
3HAYMMOCTHM pa3JIMuuil CPAaBHUBAEMBIX TIPYIIl MCIHOJb30BAIN CIEAYIOIIUE KPUTEPHH:
JUISL BBIOOPOK C KAueCTBEHHBIMHU JAHHBIMU, XapaKTEPU3YIOIIMMHCS HOPMaIbHBIM

pacmpejenieHreM, TpuMeHsuii kputepuil CThIOJIEHTa, J11 BBIOOPOK C pacipeiesieHueM
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OTJIMYHBIM OT HOPMAJIBHOTO WJIM C KQUECTBEHHBIMU Npu3Hakamu - U kpurepuii MaHHa-

YutHu. YpoBeHb 3HaUuMMOCTH ObLT TpUHAT npu p<0,05.



60

Iaaga III. K IMHUYECKASI XAPAKTEPUCTHUKA JETEW C HEPBUYHOM
BTOPUYHOM 'MIEPTPO®PHYECKOMN KAPJIUOMUOIIATHEN

3.1. KnuHnyeckasi XapaKkTepUCTHKA NauueHToB ¢ nepsuyHoil I'KMII

B namem wuccnemnoBaHuu u3 OOIIET0 4YHCIa YYaCTBYIOMIMX IAlMEHTOB OBLIO
otobpano 44 pedenka ¢ nepeuuHoii [ KMII, uro cocraBuio 42%. ManpurnkoB Ob110 29
(65,9%), neBouek - 15 (34,1%). Cpennuii Bo3pacT HAa MOMEHT MEPBOM rOCMUTAIM3AIUN
cocraBun 43,1£7,9 mec. 'KMII B OonblIMHCTBE ciay4yaeB Oblla aCUMMETPUYHOU
(95,5%), nHeobcTpykTuBHOM (64,4%).

[Ipy mepBUYHON rocnuTanu3aluu B Kapauojorndeckoe otaenenue HI3/I, B
OosbiIMHCTBE ciiydaeB (89%), HampaistomuMm Obul guarHo3 ['KMII,  octanbHbIM
JIETSIM IO MECTY KHUTEJIHCTBA OBLIT IMATHOCTUPOBAH MUOKAP/TUT.

YuursiBag, uro ['KMII cuuraercs mnpeuMymecTBEHHO HacCIEACTBEHHBIM
3a00€BaHUEM U €ro TMOATBEPXKIAEHUE TpeOyeT TMPOBEACHHUS MOJIEKYJISIPHO-
T€HETUYECKOr0 UCCIEA0BAHNU, YTO B HACTOSAILEE BPEMSI HEJOCTYITHO JI MalEHTOB BO
BCEM MHpe, OOJIbLIOE 3HAYEHHWE OTBOJIUTCSA OLIEHKE ceMeilHoro aHamHesa. [lpu
YKa3aHHM B POJOCIOBHOM Ha HAJIIMYME CIIy4aeB BHE3AIIHOW CMEPTH B MOJIOJOM H
JIETCKOM BO3pacTe, CHUHKOIMAIBHBIX COCTOAHUM, a Tak ke npuzHakoB [KMII y
ONMKalIMX pPOJACTBEHHUKOB, AuarHo3 mnepBuyHas ['KMII cranoButcs Oonee
BeposTHbIM [4]. Tlo pe3yapTaTam W3y4YeHHsS MPEIOCTABICHHOW MEIULIMHCKON
nokymentauuu ciaydaun ['KMII ycraHoBieHBI B ceMbAX 22 MALMEHTOB, M3 HUX IO
MAaTEpUHCKON JIMHUW B TOJIOBUHE CIIy4aeB, MO JMHUU OTIA B 8 CEMbsiX, B 3 CEMbIX
3a00JIeBaHUE PETUCTPUPOBATIOCH MO o0euM JsmHHSIM. CTOUT OTMETUTH, YTO B
oonpmHCcTBE ciiyyaeB ['KMII B cembsix mnpoOaHlia BBISIBISUIACH Y HECKOJBKHX
POJICTBEHHHKOB. Y YacTH MAIlMEHTOB OIICHKA CEMEMHOT0 aHaMHe3a Oblia 3aTpyJHEHa B
CBSI3M C TE€M, YTO JE€TU OBLIM HAMPAaBIICHBI U3 JETCKOTO JOMa WM WUMEJIN HEMOJHBIC
cembu. B 4-x cempsix I'KMII He BbIgBIEHO, OJHAKO aHaMmHe3a ObLI OTATOIIEH IIO

JIpyruM 3a00J€BaHUSAM CEPIEYHO-COCYAUCTON CUCTEMBI: cliyyau WH(apKTa MUOKap/a B
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paHHEM BO3pacTe, MEpIATEIbHOW apUTMHH. TakuMm 00pa3oM, MPHUBEIACHHBIC TAHHBIC
CBUJIETEIBCTBYIOT O TOM, 4TO B moJjioBuHEe ciiydaeB ['KMII HOocuUT HacineAacTBEHHBIM
XapakTep.

[Ipu aHanm3e MaHHBIX aHaAMHE3a YCTAHOBJICHO, YTO B OOJBINIMHCTBE CIy4acB
(56,8%) M3MeHeHHsI CO CTOPOHBI Ceplla BHISBICHBI HA MEPBOM O]y U3HU peOeHKa:
Tak, y 10 nereit - B poggome, y 5 - B niepuop ¢ Imec no 6 Mec, B mocieayromme 6
MecsiueB - y 10 aerell, Ha BTOPOM ToJy XKU3HU y 6 JeTeil, Ha TpeThbeM roay — y 12
MaIMEHTOB.

[IpoBenenne DOxoKI' B mnojoBUHE cilydaeB MOTPEOOBAIIOCH B CBSI3M €
BBISIBIICHHBIM CHCTOJIMYECKUM IIYMOM TpH aycKylbTanuu cepamna. Y 43% mnanueHToB
runepTpodrs MHOKapJa OMpeaeicHa «CIydailHO» IMPH TPOBEIACHUH CKPHHHHTOBOTO
OxoKI', y 7% - mpu o0OcienoBaHUU MO CIIy4al0 WHTEPKYPPEHTHBIX 3a00JieBaHUN
(mHeBMOHUS, GedbpunbHbie cygoporu Ha (one OP3), y 1 manuenra runeprpodus
MHOKap/a BeISIBJICHA BHYTPHYTPOOHO.

Takum oOpa3zoM, pe3ynbTaThl HAIIETO WCCIIENOBAHUS CBUJIETEILCTBYIOT O
0EeCCUMITOMHOM T€YEHUH 3a00J1€BaHUs y JETEH paHHETr0 BO3pPACcTa, YTO MOATBEPKAAIOT
JAHHBIE JINTEPATYpPHI, corslacHO KoTopbiM [ KMII y nerei, anurenbHOE BpeMs MOKET
mpoTeKaTh OECCUMITOMHO, a TaK K€ B psJie CIy4yaeB HE HMETh CIEeIU(PUIECKON
KJIMHUYECKOM KapTUHBI, YTO B ONPEACICHHOW CTEINEHU CO3JaeT ONpPEACICHHbIC
CJIO)KHOCTH B JWAarHocTuke 3aboneBaHus. Taike, JETH CTapiiero Bo3pacTa, MOTYT
OICaTh CBOM JKajJ0O0bI, B OTJIMYHE OT JIETEH, ¢ J1e0I0TOM 3a00€BaHMs 10 3-X JIETHErO
Bo3pacrta. [loaToMy OICHKAa CaMOYyBCTBHSI THUX IETEH TPOBOJIUTCS Ha OCHOBAHUU
orpoca poJauTeNeH, KOTOPbIe OTMEUATN OBICTPYIO YTOMIISIEMOCTh (63,6%) 1 651eTHOCTD
KOXHBIX TOKpOBOB (45,5%), YTO HECKOJbKO 4Yalle  BCTPEYaNoch y JAeTel cC
ooctpyktuBHOM (opmori ['KMII. VYwuamenHoe napixaHue OECHOKOWIO poauTeneit 3
(6,8%) nereit ¢ obcTpykTuBHOM (opmoit 3aboneBanus. KanoObl Ha TPYTHOCTH TIPH
KOPMJICHUM W/WJIM OTKa3 OT €/bl, ONIylleHHe repedoeB B paboTe cepima, OTeKu U
CUHKOMAJIbHBIE COCTOSHHMSI OBUIM B EAWHWYHBIX CJIy4dasx Takke Yy JeTed cC
obctpyktuBHOM (hopmort ['KMII (tabn. 3.1). BrimeckazaHHoe ykaspiBaeT Ha OoJiee

TSDKEJIoe TeueHHe 3a00J1eBaHus y MalMeHToB nmpu o0cTpykTuBHOM popme I'KMII, a Tak
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K€ Ha TPYJHOCTU TUATHOCTHUKU HEOOCTPYKTHBHOU (POPMBI B CBSI3U CO CKYIHOCTBIO H

HCCHGHI/I(bI/ILIHOCTBIO KIIMHUYCCKHUX HpOHBHGHHI?I.

Tabmuma 3.1
CyObeKkTUBHBIE IPOSABIIEHUS Yy AeTel ¢ nepBuyHOoil ' KMII
Heo6($£gll\<;nBHaﬂ O6CT£(})1;<:41;BHM Beero
CHUMITTOMBI (n=27) (n=17) (n=44)
aoc % aobc % aoc %
buictpas 14 51,8 14 82,3 28 63,6
YTOMIISIEMOCTh
[Tnoxast mpubaBka ) 74 4 235 6 13.6
Macchl/Beca
ITonepxuBanue npu
KOPMJICHUH/OTKAa3 0 0 1 5,9 1 2,3
OT €JIbl
IToTauBoCTH 3 11,1 6 353 9 20,5
biennocTh KOKHEIX 9 333 11 64.7 20 45,5
ITOKPOBOB
Boau B obnmactu 0 0 5 1.8 5 45
cepara
Omryiienue
nepeboeB B padote 0 0 4 23,5 4 9,1
cepana
Onplmka 0 0 17,6 3 6,8
Otekn 0 0 1 5,9 1 2,3
OtcraBaHue B
MOTOPHOM 0 0 2 11,8 2 4,5
pa3BUTUN
OtcraBaHue B
TICUXO0-PEYCBOM 0 0 1 5.9 1 2.3
pa3BUTHUU
CuHKOIIAJIbHEBIE 0 0 ) 11.8 ) 4,5
COCTOSTHHS

duznyeckoe pa3BUTHE JE€TEH OLIEHWBAJIOCH [0 MacCOBO-POCTOBBIM MOKa3aTesIM
B COOTBETCTBUM C UEHTWJIBHBIMH TaOJHULIaM{, KOTOpBIE TO3BOJISIOT CpPaBHUTH
WHINBHUIYyAIbHBIE aHTPOIIOMETPUYECKUE BEIMYMHBI CO CTAaHIAPTHBHIMU TAaOIMYHBIMH,
MOJTy4a€MBbIMH [IPH MaCCOBBIX 00CII€I0OBaHUSIX.

dwusuveckoe pa3BUTHE OOJBIIMHCTBA JETEH, KaK C HEOOCTPYKTUBHOM, Tak U C
0oOCTpyKTHUBHON (opmoii 3a00JieBaHHSI COOTBETCTBOBAIO CPEIHEMY BO3PACTHOMY
ypoBHIO (Tabiu. 3.2). OnHako, B rpymnme ¢ 00CTpyKTUBHON (hopMoii 3a005IeBaHUS TaK ke

OBLI JOCTATOYHO BBICOKMU IMPOLUCHT MallMCHTOB, ITOIIaABIIMX B I'PYIIITY C HU3KUM U OUCHDb
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HU3KUM (pU3HUecKuM pa3BuTHeM (Tabi. 3.2), 94To MOXKET KOCBEHHO CBHIETEIHCTBOBATH

o Ooiee BBIPAKCHHBIX TCMOJNHAMHWYCCKHUX HAPYHICHUAX.

Tabnuma 3.2
OrnieHKa MacCOBO-POCTOBBIX MOKa3aTesiel y nanueHToB ¢ HaciaeacTBeHHo ['KMIT
Poct/Bo3pact Macca/poct
LentunbHeie
HeoOGctpyktuBnas | OOctpykruBHas | HeobcrpyktuBHast | OOCTpyKTHBHAS
P! dhopma (n=27) dbopma (n=17) dhopma (n=27) dbopma (n=17)
abc % abc % abc % abc %
Huxe 3 0 0 0 0 0 0 1 5,8
3 0 0 1 5,9 1 3,7 2 11,7
10 2 7,4 3 17,6 2 7,4 3 17,6
25-75 20 74,1 12 70,6 18 66,7 10 58,8
90 3 11,1 1 5,9 4 14,8 1 5,8
97 1 3,7 0 0 1 3,7 0 0
Bermre 97 1 3,7 0 0 1 3,7 0 0

[Ipu ocmoTpe NHAIMEHTOB B OTAEJIECHUU W3 OOBEKTHBHBIX CHUMIITOMOB Yallle
oOpariany Ha ceOs BHUMaHUE TaKue, Kak MepUopaIbHBIA 1MaH03, BEIOyXaHHe 001acTu
cepAlla M PaCIIMPEHUE TPAHUL] OTHOCUTEIBHOW TYNOCTH CEPAlLA NPU MEPKYCCHH,
CUCTOJIMYECKUM IIyM  Ppa3jIUyHOU JlanHbIE

HHTCHCHMBHOCTH W  JIOKaJIHU3alllH.

KJIMHAYECKHE CUMNOTOMBI B OOJBIIMHCTBE CJIy4aeB BBIBISUINCh Yy JIETEH C
ooctpyktuBHOM (Qopmoit ['KMII (tabn. 3.3). CUMOTOM «KOIIAYBETO0 MYPJIBIKAHbS)
OTMeYaJIics y 2 MalKUEHTOB C SIPKO BBIPAXKEHHBIMH MPU3HAKAMHU OOCTPYKLUHU BBIXOHOTO
TpakTa JEBOT0 JKEJIy104Ka.

Cucronuyeckuil myM ObUI OJHMM M3 4YacTO BCTPEYAIOLIMXCS CHUMIITOMOB IpU
obenx (opmax 3aboneBanuss W omnpenensiacs B 74% choydaeB y MallMEHTOB C
HEOOCTPYKTUBHOM W Yy Bcex jereil ¢ oOctpyktuBHOM (opmoit ['KMIIL. Ilpu
0OCTpYyKTUBHOH (hopme 3a00s1eBaHMs B OOJIBIIMHCTBE CIy4YaeB BBICIYIIUBAJICS TPYOBIH,
OYIOIUNA  CUCTOJIMYECKUM IIIyM, PEAKO OmNpenesscs cjado WId YMEPEHHO
BBIPOKEHHBIN. B cilyyae manueHToB ¢ HEOOCTPYKTHUBHOM (PopMOii IITyM HA00OpOT Yarie
ObUT HEWHTEHCHUBHBIM WJIM YMEPEHHO BbIpaXXeHHBbIM. [Ipu ayckynpTanuu Jerkux
[IPU3HAKOB  3aCTOMHBIX  SIBJICHUU B

MajoM KpOBOOOpaIllleHUs]  He

Kpyre

peructpupoBaiock. Y nereii ¢ ooctpyktuBHoi ['KMII rematomeranust Bctpedanach B

15% cnyuyaeB, yMepeHHas CIUICHOMETaIus 1 pedOenka (Tadn. 3.3). Orexku He
b

orMmeueHbl HU nipu oaHou u3 hopm 'KMII. Otnocurensho peaxo (17%) u Tonabko y



64

neTell ¢ 0OCTpyKTUBHOM (popmoil 3aboJieBaHMs 3aMeueHO TaxumHod (Tadum. 3.3). Ilpu
CpPaBHEHHUH JaHHBIX OCMOTpa C kKajlo0aMu pOAMTENCH cleayeT oOpaTUTh BHUMAHHUE Ha
WX pa3jinyue: TaK, CO CJIOB pOAMTENeH, onblmka Oecnokowna 37% NanUEeHTOB C
oOcTpykTuBHOM hopmoii u 9% c HeoOcTpykTHBHOM (Tadm. 3.1, 3.3).

Ta0muma 3.3

OOBEKTUBHBIE CUMIITOMBI y MAalMEHTOB ¢ nepBruuHoi ' KMIT

HeoOGcTpykTuBHas ¢popma O6cTpykTuBHaAsS popMa
CUMNTOMBI TPY(n:27) bop > (n=17) bop Beero (n=44)
abc % abc % abc %
[unanos
- HeTr 9 334 2 11,7 11 25
- IEepUOpaTbHBIN 15 55,6 11 4,7 26 59,1
- mepuopOUTATbHEIH 2 7,4 1 5,8 3 6,8
- NepUOpaNbHBIH+TIepHOPOUTATBHBIN 1 3,7 17,6 4 9,1
- MpaMOpHOCTh 0 0 0 0 0 0
BriOyxaHue cepreuHoit obnactu
- HeT 26 96,3 6 35,3 32 72,7
- Ja 1 3,7 11 64,7 12 27,3
Pacmmpenne rpaHUI] OTHOCUTEIBHOM TYIIOCTH
cepIIa NepKyTOpHO
- HeT 23 85,2 6 35,3 29 65,9
- Ja 4 14,8 11 64,7 15 34,1
Cucronuyeckui mym
- HET 7 259 0 0 7 15,9
- Ja 20 74,1 17 100 37 84,1
ApTepuaibHOE TaBICHUC
- HOpMa 26 96,3 16 94,1 42 95,5
- TOBBIIICHO 0 0 0 0 0 0
- TIOHWXEHO 1 3,7 1 5,8 2 4.5
OpllKa B IIOKOE
- HeTr 27 100 14 82,3 41 93,2
- eCThb 0 0 3 17,6 3 6,8
Otexn
- HeTr 27 100 17 100 44 100
- eCcThb 0 0 0 0 0 0
T'ematomeranus
- HeT 27 100 12 70,6 39 88,6
- eCThb 0 0 5 29.4 5 11,4
CruteHOMeraaus
- HeTr 27 100 16 94,1 43 97,7
- eCThb 0 0 1 5,8 1 2.3

OOpamraer BHMMaHHE, YTO Yy TAIMEHTOB paHHET0 Bo3pacta ¢ mepBuuHod ['KMII
cumntombl XCH B neb6rore 3a0oneBaHusi Win OTCYTCTBYIOT (38%) WM BbIpa)KeHBI
He3HauuTenbHo (61,3%) u coorBercTBytOT [-1la cTamquu XCH.

Takum 00pa3oM, ModydeHHBIE PE3yIbTAaThl HAILIETO HCCIEIOBAaHUS MO3BOJSIOT
OoTMeTUTbh, uT0 cpeau 'KMII, BbIsIBIEHHBIX B BO3pacTe 0 TpexX JET HamboJiee 4acTo

BcTpevaeTcs mnepBuuHas (41,9%), B monoBuHE ciiydaeB cemeiHas. B OonbIMHCTBE
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ciayqaeB (89%) HanpaBISIIOUIMA JUArHO3 NPH TOCHUTAIM3alUUd B KapIUOJIOIMYECKOE
otaenenue HII3/] BeicTaBiaeH mnpaBuibHO. IloBomom k mpoBeneHuto IOXoKI y
MOJIOBUHBI MAIMEHTOB CIYKUT ayCKyJIbTaTUBHAS KapTHUHA (CUCTOIMYECKUN [ITyM)

cepala, TpH OTCYTCTBUU Kajno0. JleOroT 3abosieBaHus B OOJIBIIMHCTBE CITydacB

MMPpUXOOUJICA Ha HCpBBIﬁ roa )Xu3HH.

3.2. KiiuHn4ecKasi XapaKTepuCTUKA nanueHToB ¢ BropuuHoid I'KMII

3.2.1. KiimHn4ecKasi XapaKTepPUCTHKA NMAIMEHTOB ¢ CHHAPOMaMH MaJib(opmanuii

B mponiecce nuddepeHnnpoBaHHOTO MOJIX0/1a B TOUCKE MPUYUHBI TUTIEPTpOodUU
MUOKapja, BBIABICHHONW Yy JeTeil B paHHEM BoO3pacTe, HamMu ObUIO BbIAEIEHO 39
nanueHToB ¢ BTopuuHoid ['KMII, cocraBuBmmx 37% oT oOuiero uyncia yyacTBYIOLIUX B
UCCJIEOBAaHUM OOJIbHBIX, U3 HUX 19 - ¢ cunapomamu wmanbhopmarmii, 20 - c
MEeTa00JIMYECKUMHU 3a00JI€BAHUSAMH.

Kak u3BecTHO, CUHIPOMBI MalibpopMaIluii OTHOCATCSI K PEAKUM 3a00JICBaHUSM,
KOTOpbIE BBI3BIBAIOTCS MYTallMSIMU B TeHaX, KOAUpYyomux Oeiaku Ras/MuToreH-
akTuBupyemMoil npotenH-kuHazHoro (MAPK) curnampHoro mytu. OCHOBBIBAsICh Ha
o0IIIeM MeXaHU3ME TMAaTOreHe3a U TMEPEKIMKAIOMMNXCSA KIMHUYECKUX TMPU3HAKaX, OHU
ObLTM O0BEAMHEHBI B CEMEHUCTBO, KOTOPOE OBLIO HA3BaHO CEMEHCTBOM HEHWpPO-Kapauo-
¢ammo-koxxkHoro cuuapoma (mim RAS-matun) [17,162] . B Hameit pabote npociexeHa
cynpba 19 manmeHToB ¢ cuHApoMamMu Maimbhopmaruii, 4to coctaBuio 18% oT Bcex
JieTel, BKIIIOUEHHBIX B HcclieqoBanue. Heckonpko yaiie BecTpeyanuch aeBouku (57,8%).
bonpmas wacte OonbHBIX Obwia ¢ cuHgpoMoM Hynan (63%) (tabn. 3.4), dro
corjacyercs C JaHHBIMH JIMTEPATypbl O HamOoJiee 4YacTOM BCTPEYAEMOCTH HMEHHO
ATOr0 CHHIpPOMA U3 Bceil KaropThl RAS-matuii. OTMETUM, 4TO JAEBOYEK C CUHIAPOMOM
Hynan Oputo B nBa pasa Oosibllie, 4eM MaJIbuWKOB. JleTeil ¢ ApyruMu CHHApPOMaMU
Manbopmaruii 010 MeHbIie (Tabdin. 3.4). CpeaHuil BO3pacT MaIlMeHTOB IPH MEPBOU

rocnuTanu3aiuu B kapauonorunueckoe oraenenre HI[3/1 cocraBun 38 mec £+ 11,7 mec.
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Tabanma 3.4
Pacnipenenenne nauuentoB ¢ Bropuunoi ' KMII o cunapomam

Manpuuku (n=8) JleBouku (n=11) Bcero (n=19)

CHHAPOMET abc % abc % abc %

Hynan 4 33 8 67 12 63

LEOPARD 3 60 2 40 5 26
Kapawno-

daryo- 1 50 1 50 2 11
KOKHBIH

I'KMII B OGonpummHcTBe ciydaeB (78,9%) Obuia OOCTpYKTHMBHOHM, Yy 4Y€TBEPTH
MAllMEHTOB - CHUMMETPUYHOM U y TIOJOBUHBI JeTedl ¢ runeprpodueit o0oux
JKEITYJOYKOB.

[Ipu rocnuranuzanuu B Kapauosiorudeckoe otaenenue HI[3/] y GonprimHcTBa
nainueHToB (69%) HampapisitomiuM Auardo3om Obuia nepBuuHas ['KMIL. Cunapomsl
ManibpopmMalruii Mo MECTy KUTENbCTBa NuarHoctupoBanbl y 3 (15%) GonbHbIX ( MO
onHomy ¢ cunapomoM Hynan, LEOPARD wu kapamo-darmo-koKHbIM CHHIPOMOM).
Ocranbubie (16%) nampaBnensl B HII3Jl nma moobGcnemoBanme ¢ mguarHozom BIIC.
Takum o00pa3om, TpaBUJIbHAsS TOCTAHOBKA JHAarHo3a WMela MeCTO ToJIbko B 15%
CJIy4aeB.

OTAroneHHOCTh CEMEIHOTO aHaMHe3a MO CEePACYHO-COCYAUCTHIM 3a00I€BaHUSIM
3aperucTpupoBaHa B ceMbsx 5 (26%) marueHToB. Y 00JbHBIX ¢ cuHApOoMOM HyHan B 2
ciyvyasix ['KMII BoisiBnieHa y otua. B 1 cembe OonbHBI cTapmuid OpaT v muiaamias
cecTpa (U3 IBOMHU, BTOpas JIeBOUYKa 3/I0pOBa), HO Apyrue Oiuxkaliime poJACTBEHHUKU
natosiornu o DXoKI[' He MMEIOT, TPeTHil M YEeTBEPTHIH PEOCHOK y 3TUX POAUTENCH
310poB. B cembe neBouku ¢ cunapomom LEOPARD y otna nuarnoctupoBana ' KMIT u
oOparaer Ha ce0si BHUMaHUE MHOXKECTBO ITSITEH Ha KOXKE IBETa “Kod)e ¢ MOJIOKOM™, TaK
’K€ W3BECTHO, YTO MIATHA UMEJUCh Yy TPEX MOKOJEHUN MO OTIIOBCKOM JUHUU. B ceMbsix
ocTaibHBIX marueHToB ciydaeB ['KMII 3a uckimtoueHnem npobaHaa - HE BBISBICHO,
OJIHAKO, B HEKOTOPBIX M3 HHUX TMPEJCTaBICHBI TOJBKO pE3yJbTaThl OOCJIEIOBAHHIMA
OIHOT'0 U3 POIAUTEIIEH.

[Tatonorust cepAeYHO-COCYAUCTON CHUCTEMbI MPAKTUYECKH y BCEX MAIMEHTOB C

cuaapoMamu Manb(opmarnuii (84,2%) muarHOCTHPOBaHA B MIEPBOM IOIYTOIUN JKU3HHU.
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[Ipu m3yueHuu NaHHBIX aHaMHe3a oOpamiano Ha cebs BHMMaHue, 4To y 4 (21%)
MAIMEHTOB U3MEHEHHUS CO CTOPOHBI Cep/illa ObLIN BBISIBICHBI YK€ BHYTPUYTPOOHO. Y 5
(26%) nereit ¢ poxAEHUS BBICIyLIaH IpyOblid cuctoanueckuil myM. B 8 (43%) ciayyasx
ne0T 3a00JeBaHUsl MPUXOIWIICS Ha TMEpPBbIE MECSUbl JKU3HU U TPOSBISICS
cumntomamu XCH. Tonbko B 2 (10%) ciydasix 3a0oyeBaHUE BBISBICHO CIyYailHO MpU
npoBefeHnH m1anoBoro IxoKI .

Takum oOpa3oMm, BBISBICHUE THUNEPTPOPUU MHUOKApJa VY TAIUEHTOB C
CUHIPOMaMH Majb(popMaluil He SBIAETCA «CIy4allHOI» HaxoOKoH, Kak B
oonpmHCcTBE cirydyaeB nepsuuHoi I'KMII. IToBogom nnst nposenenus OxoKI' ciryxut
TSAKECTb COCTOSHUSL U TPYOBI CHCTOJIMYECKUM IIyM BBISBICHHBIN MpPHU ayCKYJIbTallUH
cepaua.

[Ipu onenke mnposiBieHUN 3a00JIeBaHUs, OCHOBAaHHBIX Ha pe3yJibTaTax Ompoca
poIuTeNel, B CBA3M C MaJEHbKUM BO3pAacCTOM MAllMEHTOB, HauboOJee 4acTO BHUMAaHUE
oOpallleHO Ha MOBBINICHHYIO yToMiIsieMOocTh (84%), motnuBocTh (63,2%) U OIeaHOCTH
KOXHBIX MOKPOBOB (52%), uTo coBmagaeT ¢ xainobdamu npu nepsuunord ['KMII u ne
ABysieTCs cneruduueckuMu cumnroMamiu. JKanoObl Ha ofbImKy B 50% ciydaeB ObuiH y
nereit ¢ cunapomoMm Hynan. Takke y 3THX NAlMEHTOB W Yy JeTel ¢ KapAuo-(aruo-
KOXXHBIM CHUHAPOMOM POJUTENHM OTMEYaIN OTCTABAaHUE B MOTOPHOM U IICHXO-PEYEBOM
pa3BUTHHM, YTO HE CBOMCTBEHHO O0ibHBIM ¢ nepBuyHOM I'KMII, HO sBasiercs
XapaKTEePHBIM JIJIs1 ISTEH ¢ CHHApOMaMu Malibopmaruii (Tadm. 3.5).

[Ipu oneHke (pu3MYecKOro pa3BUTHS OCHOBHAS 4YacTh NAIlMEHTOB CHUHAPOMOM
LEOPARD He otcTtaBanu B pusnveckom pa3BuTuu. [lanuentsl ¢ cungpomom HyHan u
Kapauo-(arro-KoKHBIM ~ CUHIPOMOM B OosibmUHCTBE (66,7%) cioydaeB HWMeENH
CHU)KEHHBIE POCTO-BECOBBIE MOKA3aTEIH.

IIpu rocnutanmu3anmu B Kapauojorudeckoe otaenenre HI[3J] ocHOBHBIM
OPU3HAKOM, BCTPEUAIOIIMMCS y BCEX JeTed B TIpymine ObLI CHUCTOIWYECKUH IIyM,
npudeM B OOJIBIIMHCTBE CIydyaeB IpyOblil, ¢ uppaauanueid Ha KPYMHbIE COCYIbI, Y
YETBEPTH  MNALUEHTOB  NAJIBIATOPHO  ONPEAEISUICA  CHUMITOMOM  «KOLIAYbEro
MypJbIKaHbs». Pacimpenue rpaHul] OTHOCUTENIBHOM TYMOCTH CEp/lia TaK K€ SBISIIOCH

YacThIM CUMITOMOM M PETUCTPUPOBAIOCH ¥ 63% 00cienyemMbix, y TOJOBUHBI U3 HUX
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COIPOBOXAANIOCH BBIOYXaHUEM CEpIeYHOM 00JIaCTH, HECMOTpPs Ha PAaHHUU BO3PACT
nedrota 3aboneBanus. [lepudepuueckue oTekn HaOMOJAINCH B €UHUYHBIX CIIydasix.

YMepeHHas renaToMeraius BCTpedanach y MOJOBUHBI MALIMEHTOB (Tadu. 3.6).

Tabmmma 3.5
CyObeKTUBHBIE TIPOSBIICHUS Y TAIIMEHTOB C CHHAPOMaMU Malb(hopMaliuii
Kapauo-
danmo-
Cungpom Cungpom . _
CHMIITOMBI Hynan (n=12) | LEOPARD (n=5) KOKHBIN Bcero (n=19)
CHUHIPOM
(n=2)
abc % abc % abc abc %
beicrpas 10 | 833 | 4 80 2 16 | 8412
YTOMJISIEMOCTh
ITnoxas npubaBka 6 50 ) 40 0 ] .1
Macchel/Beca
[TonepxuBanue npu
KOPMIJICHUH/OTKA3 OT 2 16,7 0 0 0 2 10,5
enbl
IloTnuBocTh 8 66,7 3 60 1 12 63,2
BreaHocTs KOKHBIX 5 50 4 20 0 10 52,6
TTOKPOBOB
Bonu B obnmactu 0 0 0 0 0 0 0
cepana
Ouryiienue
nepeboeB B paboTe 0 0 1 20 0 1 5,3
cepaia
Opplnka 6 50 1 20 0 7 36,8
Ortexu 2 16,7 0 0 0 2 10,5
Orcrasanne B 4 33,3 1 20 2 7 36,8
MOTOPHOM Pa3BUTHH
OtcraBaHue B
IICUX0-PEYEBOM 6 50 1 20 2 9 47,4
pa3BUTHU
CHHKONAILHBIE 0 0 0 0 0 0 0
COCTOSIHUS

VY Bcex MaruMeHTOB ¢ CHHIpOMamH Maib(opMaiuii oTMedeHbl cumntombl XCH,
npeumyiiectseHHo [ (10,5%) wu Ila (73,7%) cragum, y 3 gerel HapylleHUs

reMOIMHAMUKHN OBUIHA 3HAYUTEIBHBIMU U cooTBeTcTBOBAIM [Ib cramnm XCH.
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Tabnuma 3.6
OOBEKTUBHBIC CUMIITOMBI Yy NalueHTOB C CHHAPOMaMU MaJIB(i)OpMaHI/Iﬁ
Kapauo-
Cunzipom Cunzpom 122[:;;71 Bcero
CHMIITOMBI Hynan (n=12) Leopard (n=5) cHHIpOM (n=19)
(n=2)
abc % abc % abc abc %

Ilnano3

- Her 5 41,7 0 0 0 5 26,3

- NepUOpabHBIH 5 41,7 2 40 0 7 36,8

- TIepHOpOUTAIHHBIHA 1 8,3 0 0 0 1 53

- NepHOpANBHBII+HIepHOPOUTAIBHBIN 1 8,3 1 20 0 2 10,5

- MpaMOpHOCTb 0 0 2 40 1 3 15,8

- CMyIJble 0 0 0 0 1 1 5,3
BriOyxanue cepiedHoi obiacTu

- Her 9 75 2 40 2 13 68,4

- Ja 3 25 3 60 0 6 31,6
Pacmupenue rpaHul] OTHOCUTENBHOM TYNIOCTH
cepALa NepKyTopHo

- Her 4 33,3 1 20 2 7 36,8

- Ja 8 66,7 4 80 0 12 63,2
Cucronnyeckuit mym

- HeT 0 0 0 0 0 0 0

- Ja 12 100 5 100 2 19 100
ApTepHuanabHOE 1aBICHHE

- HOpMa 11 91,7 5 100 2 18 94,7

- IOBBIIICHO 0 0 0 0 0 0 0

- IIOHIDKEHO 1 8,3 0 0 0 1 53
OppllIKa B IIOKOE

- Her 10 83,4 4 80 1 15 78,94

- ecTb 2 16,6 1 20 1 4 21,05
Orexu

- Her 10 83,4 5 100 2 17 89,5

- ecTb 2 16,6 0 0 0 2 10,5
I'emaromeranus

- Her 7 58,3 2 40 0 9 47,36

- ecTb 5 41,7 3 60 2 10 52,63
CruteHOMerasus

- Her 11 91,7 4 80 1 16 84,21

- ecTb 1 8,3 1 20 1 3 15,78

Ocoboe BHHMaHHUS ClEAyeT yACIUTh (PEHOTUIMHYECKUM OCOOEHHOCTSIM

MalMeHToB JaHHOW Tpynmnel (puc. la, 16, 2a, 26, 3a, 30), a UMEHHO W3MECHECHHIO

KOXKHBIX TIOKPOBOB M MHOXKECTBEHHBIM CTUTMaM JU3IMOpHOreHe3a. Y JeTer ¢

cuaapomomM HyHnan oOpamanu Ha ceOs BHMMaHue: depemn ruapoiedaibHoi (OpMBI,

Makpouedanusi, BbICTynaromue JJoOHble Oyrpbl, TUIEPTEIOPU3M IIa3HbIX LIENEH, NTO3,

SIIMKAHT, HU3KO ITOCA)KCHHBIC YIIHBIC PAKOBHHBI, 3aJIbICHHBI, BEHO3HAA CCTh HAa BHUCKAX,

KPpbUIOBHJHAA IMCA, MMHAPOKAA TIpPpyJdHasA KIICTKA. VY Bcex MManucHTOB C CHHAPOMOM

LEOPARD ObllM MHOXXECTBEHHBIE THIIEPIIUTMEHTHUPOBAHHBIC ISITHA I[BETa «Ko(de ¢

MOJIOKOMY H/HJIH BCCHYIIKH, KaK C/IMHUYHBIC, TAK U CIIMBHBIC 3JICMCHTBI, JOCTUT'aAOIIUC
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MakcUManbHO 3-5¢cM. OnpeneneHHoN 30HaJIbHOCTH UX PaclpeAesieHHs] HE 0TMEYalloCh.
deHoTUNUYEeCKHe OCOOEHHOCTH, KOTOPbIE€ OTHOCHIIUCh KO BCEM TMallMeHTaM ¢
CUHApOMaMu Majb(opMariiii, spye BCEro OBLIN BBIPAXKEHBI Yy JETEH C CHHIPOMOM
Hynan. ¥ manpumka ¢ Kapamo-(armo-KOKHBIM CHHIPOMOM OBLTA TEMAaHTHOMBI, y
J€BOYKM - TE€MaHI'MoOMa W TUTMEHTHBIA HEBYC, TaK K€ U3 OTJIMYUTEIBHBIX
OCOOEHHOCTEW y HHUX MOXKHO BBIJICTTUTH CMYTJIYIO KOXY, JIOMKHE HOTTH, Kyp4YaBhbIC,
YKECTKHE, BBIOIIMECS, TOHKHE BOJIOCHI C BBICOKOM TrpaHHIEil pocTta Ha J0y, HU3KO
IIOCAKECHHBIC YIIHBIE PAKOBUHBI C KPYIHOM MOYKOMW, DIIMKAHT, IIMPOKOE IIEPEHOCHE,
TOJICTBIE TyObl, MAaKpOCTOMUIO, MACCHUBHBIM HOC, MPAKTUUYECKU IOJHOE OTCYTCTBHE
OpoBel, peaKue CBETJIbIE PECHUIIbI, 3aJePKKy ICUXO-MOTOPHOTO pa3BUTHUS C
TUIIEPAKTUBHOCTBIO. Manpuuk ¢ KapJauo-(hairo-KOKHBIM CHHAPOMOM HaOII0aeTCs
HaMu ¢ 4 MecsayHOro Bo3pacta. [Ipu mepBod rocnuTanM3alid Te€MAHTHOMBI OBLIU
MHOKECTBEHHBIE OT TOYEYHBIX J0 2X2CM C MPEUMYIIECTBEHHOW JIOKAJIM3alUeil Ha
cnuHe. Takke oTMeuanach yMepeHHas OOIlas MblllleYyHas TUMOTOHHS, HEMOCTOSHHO
CXOISIMECs] KOCOTJIa3W€, TJIA3HOW THUIEPTEIOPU3M, SIHKAHT, AHTUMOHTOJIOWIHBIN
pa3pe3 T1i1a3, HU3KOPACMHOJIOKEHHBIE YIIHBIE PAKOBUHBI, TUIEPTPUXO03, HU3KAS JIUHUS

pocCTa BOJIOC, OTCTaBaAHUC B IICUXO-MOTOPHOM PA3BUTHH.

Puc. la Puc. 10

Puc. 1a, 0: BHemHwmit Bu nanuenta ¢ cuaapomom LEOPARD
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Puc.
2a Puc. 26

Puc. 2: BHEIHMI BU nanyeHTa ¢ Kapauo-panno-KoKHbIM CHHIPOMOM

Puc. 3a Puc. 36
Puc. 3a, 6: BHelIHUH BUJ nanueHTa ¢ cuHapomom Hynan
IIo pe3ynpraTaM IPOBENEHHOTO MCCIENOBAHUSA ITALIMEHTOB C CUHIPOMaMH

Majb(hopmalii MOXKHO BBIIBUTH Psii OCOOEHHOCTEH: 3a0ojieBaHUE pEAKoe U
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KIIMHAYECKH BapuabenbHoe. [IpaBuiibHAs MOCTAaHOBKA MUArHO3a TI0 MECTY >KUTEIIbCTBA
B eAMHUYHBIX ciyyasx. [lanmentsl ¢ cunapomom Hynan wame (66,6%) naeBouYKkwu.
Manpunku ¢ cuagpomoM LEOPARD mmenu Gosee Tspkenoe TeueHHe 3a00JICBaHMS B
CpPaBHEHUU C JIEBOYKAMHU C TOH ke marosiorueii. OTAToNneHHOCTh CEMEMHOTO aHaMHe3a
npocnexuBanack y 25% cemeill npoGannoB u npu cuHapomoMm Leopard BwisiBiIeHa
TOJIBKO B CEMbsiX, T1ie Oosenu neBouykd. J[e0roT 3a0o0sieBaHMs MPUXOIUTCS HA TEPBHIC
Mecs1Ibl KU3HU. BhISBICHNE MaTOJIOTUN ceplla He SIBISETCS «CIIydailHOM» HaxoJIKOH, B
21% cnydaeB oOcieqoBaHue TPEOOBAJIOCh B CBS3U C BHYTPUYTPOOHO BBISBICHHOU
runeprpopueil MUOKap/a, y OOJBIIMHCTBA - B CBSI3U C IPYObIM CUCTOJIMYECKUM IIIyMOM
IpU ayCKyJbTAIIMM CEpAlla U CHUMIITOMaMHU CEpJCYHOW HEIOCTATOUYHOCTH. KamoObl
ponuTeneit HecnmenU(pUYHBI, OTHAKO, JOCTATOYHO YACTO OOpamaid BHUMaHUE Ha
3aJIep’KKy MOTOPHOTO M TICUXO-PEYeBOro pa3BUTHs. M3 0OBEKTUBHBIX CHUMIITOMOB Yy
BCEX JIETECH BBICTYIIMBAIICS CUCTOJIMUYECKHUH IIIyM, 4acTO TPyObIi, pacliupeHue TPaHul]
OTHOCUTEIBHOW TYINOCTH CEpAla a TaK K€ SPKO BBIPAXKEHHBIC (PECHOTUITHMUECKHE

OCOOCHHOCTH M M3MEHEHHS KOXKHBIX ITOKPOBOB.

3.2.2. KiiuHn4ecKkasi XapaKTepUCTHKA MAIIMEHTOB ¢ MeTa00JINYeCKUMU

3200JIEBAHUSAMMU

B namewm uccnenoBanue cpenu manueHToB ¢ BropuuHoit ' KMIT Obutn oToOpanbl
OOIBHBIE ¢ META0OIMYSCKUMHU 3200JICBAaHUSIMH, TAKUMHU Kak Oone3Hb Ilomme, 00J1e3Hb
Danon, wykononucaxapugo3 [ Tuma, GM-1 raHrmo3ug03, KapHUTHHOBAs
HEJI0OCTaTOYHOCTh, HAPYIIIEHNE OeTa — OKUCIICHUS KUPHBIX KUCIOT (Tabi. 3.7).

YuuTeiBasi, 4T0 3TH 3a00J€BaHUS OTHOCATCS K YUCITY Op(aHHBIX, KAXKI0€ UX HUX
MIPE/ICTABJICHO HEOOJIBIIUM KOJIMYECTBOM CIy4aeB, M COCTaBMIIO Bcero 20 MaiueHToB,
mwm 19% ot oO1iero unciia aeTer, BKIIOYSHHBIX B HcClIeqoBaHue. ManbunkoB ObL10 11
(55 %), neBouek - 9 (45%). CpeaHuii Bo3pacT Ha MOMEHT MEPBOM TOCIHUTAIU3ALNMA B

HI3/ coctaBun 25,7 + 8,5 mec. Y 65% OONbHBIX AMATHOCTUPOBAHA CUMMETPUYHAS,
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HeobctpyktuBHas ¢opma ['KMII, npenmymectBenno (75%) c¢ rumeprpodueit odboux

JKCIIYJOYKOB.
Tabmua 3.7.
Pacnpenenenne manuenTos ¢ Bropuaror [ KMII ¢ meTtabommyeckumu 3a007€BaHUSIMHA
Hosomormst Manbuuku JeBouku Bceero
(n=11) (n=9) (n=20)
abc % abc % abc %
bonesns [Tomne 5 56 4 44 9 45
bosiesnp Danon 3 100 0 0 3 15
Myxkononucaxapuos | 0 0 3 100 3 15
tuna (I'ypuep)
GMI1 ra"rnmmo3unmaos 0 0 1 100 1 5
Hapymenne -oxkucnenus 3 100 0 0 3 15
KUPHBIX KHCIIOT
KapuutnnoBas 0 0 1 100 1 5
HEJIOCTAaTOYHOCTh

N3 tabnuuel 3.7 BUgHO, 4TO OOJIBIIMHCTBO (45%) MAIMEHTOB HAOMIOAAINUCH C
MIazeHdeckoit popmoit 6one3nu [lomme. BeposiTHee Bcero, 3To CBSA3aHO C TEM, YTO MPHU
JAHHOM TAaTOJIOTMM, W3MEHEHHS CO CTOPOHBI CEpPAEYHO-COCYIHCTOM CHCTEMBI
BBIPOKEHBI SIpue, 4YeM MpPHU JPYTrUX HO30JOTHUAX M TPOSBISAIOTCS B 0oyiee paHHEM
BO3pacTe.

[IpaBUNBHBIN TUArHO3 10 MECTY JKUTENIbCTBA OBLIT MOCTABIICH OJTHOMY PEOEHKY C
6one3npto [lomrie 1 0IHOMY ¢ HapyIIeHUEM [3-OKUCIIEHUS JKUPHBIX KUCTOT. J[Maruo3sl,
C KOTOPBIMH JApPYyTHE J1eTU ObUIM HaIpaBieHbl B Kapauojornyeckoe otnenenue HII3/,
ObUTH TIpeACcTaBlieHbl MO0 runeprpoduueckoit (55%), nubo munaranmonHou (35%)
KapIMOMUOIIATHSIMU.

Cemeiinblii aHaMHE3 ObUT OTAromIeH B ceMbsix 6 (30%) manuMeHToB ciayyasMu
MiazieHuYeckoil cMepTu. B 2 cembsix ¢ 6omne3nbto [lomne ymepiio aBoe AeTeil B paHHEM
BO3pacte. B ceMbsix ¢ HapyiieHneM 0eTa-OKUCIIEHUS JKUPHBIX KUCIIOT, B OJJHOM CITy4ae
yMmepiia cecTtpa mnpobaHaa B 6 Mec € JUAarHo30M TEMaTUT HESACHOM ATHOJIOTUH,
MYKOBHUCIIUJIO3; B IPYTOil ceMbe, y 0aOyIIku 0 MaTePUHCKON JTUHUU, 3 IeTe yMepiau
B Bo3pacTe | mec; B TpeThell ceMbe — IBOMHS, POKICHHAs Ha 32 Henele, IeTU yMEpiu B
nepBble 4Yachl KU3HHU, B CEMbE C pEOEHKOM, CTpPAJaIOlUM KapHUTHHOBOM

HEJI0OCTaTOYHOCTHIO, TIEPBBIA PEOCHOK yMep B Bo3pacte 2 mec ¢ nuarHo3zom ['KMIIL. YV
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MaTepyu MalMeHTKH C MYKONOJMCaxapuao3oM Ipu Beex mnocaeayroomux (7)
OEpEMEHHOCTSIX, M0 Pe3yJibTaTaM MpeHaTaAIbHON IMarHOCTUKH, TaKKe JUarHOCTUPOBAH
Mykomosicaxapuno3. CTOUT OTMETUTh, 4TO B 4 ceMbsix ¢ Oose3Hpto [lomrie nMmeroTcs
TaK K€ 1 3I0POBBIC JICTH.

[Ipu m3yyeHum aHamHe3a 3a00J€BaHUS CTAHOBHUTCS SICHBIM, YTO OOJBIIMHCTBO
JeTel YK€ C POXKICHUS HMEIH TSKEI0e COCTOsSHUuE. BHYTpuyTpoOHOE BBISBICHUE
runeptpopuu Muokapjaa Obuto y 1 mamueHTKH ¢ Oosie3Hbto [lomme, mocie poxkaeHus
OTMEUaJIOCh OBICTPO MPOTPECCUPYIOIee HapacTaHUE TOJIIMHBI MUOKap/a. [loBogom k
obcnenoBannio B 80% ciaydaeB CIOyKWiIa TSXKECTb COCTOSHHUS U BBIPAKEHHOCTh, Kak
KapIualdbHBIX, TaK W  BHEKApAMAIBHBIX  MNposiBIeHUN.  OTIMYUTETHLHBIMU
OCOOEHHOCTSIMU y TAMEHTOB ¢ Oosie3Hbto [lomme ObLTM XKanoObl poAuTeNed Ha
3aJIepKKy W/WUIM  PErpecc MOTOPHOTO Pa3BUTHs, MAaKPOTJIOCCHIO, BBIPAKECHHYIO
MBIIIEYHYIO CJIa00CTh, MOIMEpPXUBAaHUE MPU KOPMIICHHH, OTCTaBaHHME B Habope Beca,
MOSIBJICHUE OBIIIKHA TIPH KOPMIICHHH U B TTOKOE, BRIPAKCHHBIA TIEPHOPATHHBINA ITHAHO3,
YyacThle NIJUTENbHBIC pecrnupaTopHbie 3aboseBanus. [lamuentsr ¢ Gone3npio Danon
JUTUTEIIEHOE BPeMsT HAOMIOJAINCh CTICIIUATMCTAMA PA3IMIHOTO MPOUIIS, B TOM YHCTIE B
CBSI3U C HEOOBSICHUMBIM BBIPKEHHBIM MTOBBIIICHHEM TpaHCaMHUHa3,
kpeatuHpochokuHaszel. Pogurenu mereit ¢ 6one3npto Danon obparmain BHUMaHHE Ha
OBICTPYIO YTOMIIIEMOCTb, CI1a00CTh, OJIBIINIKY MPU HArpy3Ke, TPYIHOCTH B OOYUYCHHUH U
CHW)KEHHUE 3peHus. Y JEeTe C MYKOMOJMCAaXapHI030M C PaHHET0 BO3pacTa oOpariaiu
BHUMaHHE Ha TrpyOble 4YepThl JIMIAa, OTPAHUYEHHE TOJBUKHOCTH CYCTaBOB. Y
OCTAJIbHBIX MAIIMCHTOB TSHKECTh COCTOSHUS ObUTa 3a CYET BBIPAKEHHOCTH Kak
KapIualbHBIX, TaK W JKCTpaKapAUAIbHBIX TMPOSBICHUHN. [laHHBIE ayCKyJIbTaTHUIIUU
cepiala He SBJSUIMCh OCHOBaHuUeM i mpoBefeHus OXoKI'. OO0wbeauHseT nerei ¢
BropuuHoit ['KMII acconuupoBaHHOW C HapymieHUSIMH METa0OIM3Ma TSIKECTh
COCTOSIHUS C TIEPBBIX MECSIICB )XKU3HU U TOIUMOP(PHOCTh KIMHUYECKUX TPOSBICHUN.

Benymmumu  kxanmobamMu  poauTened BceX TAIMEHTOB C  METAO0OJUYCCKUMHU
3a00eBaHUSIMU ObUTH OBICTpasi yTOMIIIEMOCTD, TUI0Xasi MprOaBKa B Bece, OTCTABAHKE B
MOTOPHOM Pa3BUTHH, TPYAHOCTH NPU KOPMJIEHUH, OJBIINIKA U OTCTABaHUE B TICHXO-

PCUCBOM  pPA3BUTHMU. BrIsiBI€HHBIE  HW3MEHEHMUS YKa3bIBalOT Ha  TAXKCECTb 141
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MOJIMCUCTEMHOCTh 3a0osieBanuii (Tabn. 3.8). Ilpu omnenke ¢usmueckoro pas3BUTHSA

O0onpmHCTBO (60%) nerert Bxoauau B unTepBai 10-25 nepueHTuss.

Tabmumna 3.8
CyObeKTUBHBIC TIPOSBICHHS Y MAIIMEHTOB C META0OINYECKIMH 3a00ICBaHUSIMH
Hapymenue
MIIC 1 GM1 p- Kapuutunosas Bcero (n=20)
ITomne | Danon OKHCJICHUS
THIIA TFaHTJIHO3HU 103 HEJIOCTAaTOYHOCTh
(n=9) (n=3) — _ JKUPHBIX -
(n=3) (n=1) (n=1)
KHCJIOT
CHMIITOMBI (n=3) abc %
bricrpas 9 3 3 1 3 1 20 100
YTOMJISIEMOCTb
ITnoxas
npubaBka 9 1 3 1 3 1 18 90
Macchel/Beca
ITonepxuBanue
11PH 9 0 2 1 3 1 16 80
KOpMJICHUH/
OTKa3 OT €JIbI
IloTnuBoCTH 9 0 3 1 1 1 15 75
baennocts
KOKHBIX 9 1 3 1 3 1 18 90
ITOKPOBOB
Bonu B o0mactu 0 0 0 0 0 0 5 10
cepara
OmrymieHue
nepeboeB B 1 0 0 0 0 0 1 5
pabote cepana
Opplika 9 1 3 1 1 1 16 80
OTtexn 2 0 0 1 1 0 4 20
OtcraBanue B
MOTOpPHOM 9 0 3 1 3 1 17 85
pa3BUTHH
OtcraBanue B
TICHXO-PEYEBOM 9 0 3 1 2 1 16 80
pa3BUTHH
CHHKONAJILHEIE 0 ) 1 0 0 1 4 20
COCTOSIHHS

IIpu rocnuTanu3anuu B kapauosoruueckoe otaenenue HI3 /1, oqHnumu U3 4acThix
(90%) cumMnTOMOB ObUIM HEMHTEHCUBHBIA CHUCTOJMYECKHHN IIYyM, pacIIMpPEHUE TPAHMII
OTHOCUTENBHOU Tymoctu cepana nepkyTopHo (100%) ¢ BeiOyxaHueM cepaedHoOn
obnactu (75%), B OonbiioM mpouente ciaydaeB (90%) BoisiBiieHa renatomeranus. O

TSOKECTU TAIMEHTOB CBUJAETENCTBYET oJiblmika (85%) ¢ ydacTheM BCIIOMOTIaTelbHON
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MycKkymarypsl (Tabm. 3.9). ¥ Bcex mamueHTOB ObUIM BhIpaxeHbl cumntoMbl XCH, y
oonpmHCTBA (60%) cooTBercTByromue Ila ctaauu, B 35% ciyuaes — IIb cranuu.

IIpu ocmorpe oOpamanu Ha ceds oco00e BHMMAaHHUE NAIUEHThl C OOJE3HBIO
[Tomme, y KOTOpPBIX SIPKO BBIPQXKEH CHHAPOM «BSUIOTO PEOEHKa», MAaKpOTJIOCCHUS,
runepcanupanus, ncesporuneprpodus wbuimn (puc. 4 a — 3). Hekoropsie
dbeHoTUMYECKuEe OCOOCHHOCTH TaK € COXpPaHSJINCh Ha (POHE MaTOTeHETUYECKOU

(hepMEeHTO3aMEeCTUTEIILHOM Tepanuu (puc. 5a — 3).

Ta6muma 3.9
O6’beKTI/IBHBIe CHUMIITOMBI Yy IMMaOMCHTOB C CHHAPOMaMHU MaHBCI)OpMaHI/Iﬁ
Iomne | Danon | MIIC | GM1 Hapyu. B- Kapuu. B(iero
CuMITOMBI (n=9) (n=3) (n=3) | (n=1) OKHCJICHUS HEI-Th (n=20)
K.K. (n=3) (n=1) abc %
Ilnanos
- HeT 0 2 0 0 0 0 2 10
- NepHOpaNbHBIN 2 1 1 0 3 1 8 40
- mepuop0. 0 0 0 0 0 0 0 0
- HepHOpaNbHBII+ 7 0 2 1 0 0 10 50
epruopo.
- MpPaMOpPHOCTb 0 0 0 0 0 0 0 0
Bribyxanue cepuedHoi
obsactu
- HET 0 0 0 1 3 15
- na 9 1 3 1 1 17 75
Pacmupenue rpanun
OTHOCUTEJILHOM TYIIOCTH
cep/ia NepKyTOPHO
- HET 0 0 0 0 0 0 0
- na 9 3 3 1 3 1 20 100
Cuctonuyeckuii mym
- HET 0 0 0 0 0 10
- na 9 1 3 1 3 1 18 90
ApTepuanbHOe 1aBICHUE
- HOpMa 9 2 3 1 3 1 19 95
- TIOBBIIICHO 0 0 0 0 0 0
- TIOHMXKEHO 0 1 0 0 0 0 1 5
OppIlIKa B ITOKOE
- HeT 0 2 0 0 1 0 15
- ecTb 9 1 3 1 2 1 17 85
Oreku
- HeT 6 2 2 0 3 1 14 70
- ecTh 3 1 1 1 0 0 6 30
I'enaTtomeranus
- HeT 0 1 1 0 0 10
- ecTh 9 2 2 1 3 1 18 90
CruieHoMeranus
- HeT 7 3 3 1 3 1 18 90
- ecThb 2 0 0 0 0 0 2 10
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VY nanuMeHToB € MYKOIOJHMCAaXapuao30M OJHHUM M3 BEIYIUMX OTJIMYMATEIbHBIX
CUMITOMOB ObLIa TYTONOJBUXHOCTb CyCTaBOB, IpyOble 4epThl juma (puc. 6 a — B). Y
60mbpHBIX ¢ GM-1 TaHrIno3un030M SPKUX (PEHOTUMHUUECKUX OCOOCHHOCTEH BBISBICHO

He OBLI0, OJTHAKO, OBLT SIPKA BRIPAXKEH CHHIIPOM «BSUIOTO pebeHKa» (puc. 7).

Puc. 4a Puc. 40 Puc. 48

Puc. 4r Puc. 4n
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Puc. 4x Puc. 43

Puc. 4a — 43: BHenHuii BUI nanueHToB ¢ 0oJie3upio [lomme

Puc. S5a Puc. 50
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Puc. 5B Puc. 5t

Puc. 51 Puc. 5x Puc.53
Puc. 5 a-3: mauuent c 6one3nsio [lomne Ha QoHe pepmMeHTO3aMECTUTENHHON TEPAIIUU B

npouecce TMHAMUYICCKOTI'O Ha6J'IIOI[eHI/I$I
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Puc: 6a Puc. 60

Puc. 68 Puc. 7
Puc. 6a, 6, B: BHEIIHMI BHUJ TaIlMEHTa ¢ MyKomoJyiMcaxapumo3oM | tuma (cuHapom
['ypnep) — 6a; TyronoaBU>KHOCTH CycTaBoB (60, 6B).
Puc. 7: Bauemnuii Bua nanuenta ¢ GM-1 ranrnuo3nao3zom

ITo pe3ynbTaTaM MPOBEACHHOTO MCCIICOBAHUS Y MAIUEHTOB C META0OINIECKUMU
3a00JIeBaHUS MOYKHO BBISIBUTBH CIIEAYIONIME KIMHUYECKHE OCOOCHHOCTH: C TEPBBIX
MECAIICB JKU3HU peOeHKa XapakTepHa TKECTb COCTOSIHHS C  MOJauMopduzMom
KIIMHUYECKOW CUMITOMATHKU. [IpaBuiibHas mocTaHOBKa JguarHo3a Owuia juiib B 15%
ciayyaeB. OTATOIIEHHOCTh CEMEMHOTr0 aHaMHE3a BBISIBJIEHA B 6 CEMbAX U MPOSBISLIACH
MJaieH4ecKo cMepTHOCThI0. [loBomoMm st mpoBenenuss OxoKI' ciyxuna TsxecTb

COCTOAHUA, CHUCTOJINYCCKUU IIyM HE OBLI BCAyIIMM CHUMIITOMOM I ITPOBCACHUS
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obcnemoBanus. JKamoObl poauTerneid 4acTo OBUIM CBSI3aHBI ¢ TPYOBIM OTCTaBaHUEM B
IICXO-MOTOPHOM Pa3BUTUEM, TPYAHOCTSIMH MPH BCKAPMJIMBAHUU U TUIOXOHM MPUOABKON
B BECE, TaK )K€ O TSHKECTH COCTOSHHS CBHUICTCILCTBOBAIM KAIOOBI HA ONBIINKY. M3
OOBEKTUBHBIX CHUMIITOMOB oOOpamiaii Ha ce0s BHHMaHHE OCOOCHHOCTH (DEHOTHIIA,
BSJIOCTh, TPHUIIYIICHHOCTh TOHOB C PACHIMPEHHEM T'PAaHUI] OTHOCHTEIBHON TYMOCTH
cepanma W (GOPMHUPOBAHMEM  CEPACYHOTO ropOa, TemaTOMETalivs,  OJbIIIKA.
OTIUYUTETHHOM OCOOCHHOCTHIO TAIIMEHTOB C METa0OJMYEeCKHMMH 3a00JIeBaHUSIMU
SIBIISTIACH BBICOKAS JICTATBHOCTh, TAK B TEUCHHUE 3-X JICTHErO HAOJIOJCHUS C MOMEHTa

BBISIBJICHUS 3a00JIeBaHusl ymepio 12 maiueHToB.

3.3. Kinunnyeckas XapaKTEpUCTUKA MANUECHTOB C PEMOJACJIUPOBAHUEM CEPALIa HA

(¢oHe apTepuaIbHON rUNIEPTEH3UH

OmmbOKy PU WHTEPHPETANUHA ITHOJOTUN TUIIEPTPOOHUH MHOKAp/a BBISBICHHON
y peOeHKa paHHEro BO3pacTa W HEMpaBUJIbHBIE JIUArHO3bI, C KOTOPBHIMU JETH
HaIpaBJISUIUCh Ha OOCIEeIOBaHUE U JieueHHE B Kapauosioruyeckoe otaeneHue HII3/I,
MOCTYKWJIM IPUYMHON BKJTIOUEHUS B HAIllE HCCIICIOBAHUE JIETEH C PEMOICIMPOBAHUEM
cepana Ha ¢pone Al'. DTy rpynmy coctaBuin 22 pedeHka, IPEeUMYIIECTBEHHO MaIbUUKU
(77,27%). Tlo pe3ynbTaTaM 00CII€IOBaHUS B HAIlEM IIEHTPE B OOJIBIIMHCTBE CIIy4acB
JMArHOCTUPOBAIM KOAPKTAIIMIO aOPThI, TaKKe OBLIM BbIsBIEHBI atunuyHas KoA wu
MalKUEeHTHI CO CTEHO3aMU MOYeYHBIX apTepuit (Tadsm. 3.10).
Tabmuma 3.10

PacnpeneHeHI/Ie NMaguCHTOB 110 HO30JIOTUSM U ITIOJTTY

BCETO

Ho3zomorns MaJIUYNKHU JIEBOYKH

aobc %

Koapxkranus aopTsl 13 3 16 72
(TMnMYHAs)

Koapxkranus aopTsl 4 0 4 18
(aTunuyHas)

CTeHO3 MMOYCYHBIX apTepHit 0 2 2 9
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HecmoTpst Ha TO, YTO KOapKTalus aopThl SBISETCS OJHUM M3 YacTo
BCTPEYAIONINXCSI TIOPOKOB, BKJIIOYEHUE OTUX NAIMEHTOB B TPYMIy OO0YCIOBJICHO
OOJIBIIIMM KOJIMYECTBOM HEAUArHOCTUPOBAHHBIX CIIy4acB.

CpenHuil BO3pacT Ha MOMEHT MEpPBOM TOCMUTAIM3ALUU B KapAUOJIOTHYECKOE
ortneneane HII3J] cocraBunm 19,6+7,5mec. Ilo mamaeiMm  DOxoKI' BeISBISAIACH
MPEUMYIIECTBEHHO CHUMMeETpu4Hasi runeprpodusi muokapaa JIXK 6e3 mnpuszHakoB
OOCTPYKITUU BBIXOJHOTO TPAKTAa.

Bcee neru nmoctymanu B HI[3/[ ¢ ommbouyHbIMU nuarHo3amMu. Y OOJIBIIMHCTBA
(82%) mnampaBnsronuii nuarao3 Oe1 KMII, B 18% - kapaur, HampaBieHHe B
dbenepanbHblii LEHTP OBUIO CBSI3aHO C OTCYTCTBHUEM IOJIOKUTEIBHOW IUHAMUKHU Ha
dboHEe MPOBOAMMOI Tepanuu.

OTSATOIIEHHOCTh CEMEMHOTO aHaMHe3a BbIsiBIIeHa B ceMbix 4 (18%) mairieHToB u
OblIa MpEeNCTaBiCHA CIy4asiMd CMEPTH B3pPOCIBIX B MOJIOJIOM BO3pacTe B CBS3U C
TpoMOOAIMOONMEH JIETOYHOM apTepuu, WIM KapJIUOCKIEPO30M, WU HH(PAPKTOM
Muokapaa. He oTMeueHO ciydaeB MIIQJICHUECKOM CMEPTH W JHArHOCTHKU Y
POJICTBEHHUKOB KapAMOMHOIIATHIA.

IIpy aHanmu3e OaHHBIX aHAMHE3a YCTAHOBJIEHO, YTO W3MEHEHHUSI CO CTOPOHBI
CEPICYHO-COCYAUCTON CUCTEMBI Y BCEX JI€TEW BBISBJICHBI HA MEPBOM TOAY KU3HH, U3
HUX - BHYTPUYTPOOHO y 2-X MAIMEHTOB, ¢ | mMec 10 6 Mec — y 4-X JieTel, OCTaIbHbIE
JIMarHOCTUPOBAHBI B BO3pacTe oT 6 10 12 mec xKu3Hu.

AycKkynbTaTuBHasE KapTuHa cepaua peako (13,6%) cmyxuwna moBoaAOM st
nposeneHus OxoKI'. B OonpmmHcTBe ciyyaeB Ae0r0T 3a00J€BaHus CBSA3aH C YaCThIMU
OPBMU B nepBbie MECSIIbI KU3HU U TTOCIEAYIOIUM COXPAaHEHUEM BSJIOCTH, TOTIMBOCTH,
CHWKEHMSI  allleTUTa, [EpephblBOB IMPU  KOPMJIIEHHHM, OTKa3oM OT T[pYIH,
MPUCOCTIMHEHUEM OJBIIIKHA, OJICTTHOCTH KOXKHBIX MOKPOBOB UTO W SBJISIIOCH TIOBOJIOM
JUIS TIPOBEJICHUS OOC/IeOBaHUsA. Y YacTU MAalMEHTOB BBIIIENIEPEUUCIICHHBIE JKaJIOOBI,
ABJISIIOIIMECST  XxapakTepHbiMu cumnroMmamu XCH y gereid muaamiero Bo3pacTa,
BO3HUKAJIM 0€3 TMpeIlIeCTBYIONIUX PECNUPaTOPHbIX UH(eKui. Poautenu s1ux
NAlMEHTOB TaKKe oOpallajd BHUMaHUE Ha BbIOYXaHUE JIEBOM MOJIOBUHBI TPYAHOU

KJICTKH.
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Takum 006pa3om, OONBIIMHCTBO MAlMEHTOB NEOIOTHPOBAIM HA TEPBOM TOAY
’KU3HU CUMIITOMaMU cepJeYHON HepocTtaTouHocTu. M3mepenue A/l Bpauamu o mecty
KUTEIbCTBA HE MPOBOIUIOCH.

[Ipu ompoce poauTenei mpeBaAIUPOBAIH KATIOOBI HA OBICTPYIO YTOMIIIEMOCTh U
0JIETHOCTh KOKHBIX MOKPOBOB. [loTimBocTh Takke Oblna yacTtbiM (90%) cumnTomMoM
3a00J1eBaHUH, B MOJIOBHHE ciiydaeB (54%) BBIABICHA OJBIIIKA, Y YETBEPTH NALMEHTOB
oTcTaBaHue B u3MdYecKOM pa3Butuu (1adm. 3.11).

Tabmuma 3.11
CyObeKkTUBHBIE TIPOSIBICHHSI Y TAIIMEHTOB C PEMOICTUPOBAHUEM cepAlla Ha (hoHe

apTepUaIbHON THIEPTEH3UN

Koapxkranus Koapxkrauust CreHos
aA0pThI aopTHl, MIOYEYHBIX Bcero (n=22)
CHUMITTOMBI .
(TUnHYHAs) (aTunuuHas) aprepuit
=16 =4 =2
(n=16) (n=4) (=)
beictpas 16 3 2 21 95,4
YTOMIISIEMOCTB
[Tnoxas nmpubaBka 13 0 ) 15 68.2
Macchl/Beca
ITonepxusanue npu
KOPMJICHHH/OTKa3 7 0 0 7 31,8
OT eJIbl
TloTnuBocTh 16 2 2 20 90,9
bnenHocTh KOXKHBIX 16 ) ) 20 90.9
MOKPOBOB
Bomnu B obnmactu 0 0 0 0 0
cepana
Omymienue
nepeboeB B paboTe 1 0 0 1 4,5
cepaua
Opplka 11 1 0 12 54,5
Otexn 3 0 0 3 13,6
OrtcraBaHue B
MOTOPHOM 6 0 0 6 27,2
pa3BUTHH
OrtcraBaHue B
NICHXO-PEUEBOM 2 0 0 2 9
pasBUTUH
CuHkomnasnbHbIe 0 0 0 0 0
COCTOSTHUS

OTINYNUTENILHBIM CUMIITOMOM SIBJISICTCSI TTOBBLIIIICHHUE ApTCPpUAIBHOIO AABJICHUSA Y
BCCX IMAIMCHTOB, YTO HC Ha6JHOI[aJIOCB Y OIMIMCAaHHBIX PAHCC OOJBHBIX H JOKa3bIBacT

LHCHHOCTL PYTHUHHOI'O ME€TOAA B JTUAIrHOCTHUYCCKOM ITOMCKE.
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TaOmuma 3.12

OOBEKTUBHBIC CUMIITOMBI Y TIAITAEHTOM C PEMOJICIIUPOBAHUEM Cep/Iia Ha poHe

apTepUAIbHON TUNIEPTEH3NUN

Koapxkrarus Koapxkranus CreHo3 Bcero (n=22)
CUMITTOMEL A0pTHI A0PTHI, MOYEYHBIX
(THnUYHAs) (aTunuyHas) aprepuit abc %
(n=16) (n=4) (n=2)
Ilnano3
- NEpUOPATBHBIN 2 2 1 5 22,3
- nepHopOMTANBHBIN 5 1 7 31,7
- IEpUOpPAIbHBIAT
NeprHOpOUTATLHBINA 9 1 1 11 55
- MpaMOpHOCTh 0 0 0 0
Bribyxanue cepiedHoi
obnactu
- Her 1 3 0 4 18,2
- & 15 1 2 18 81,8
Pacmupenue rpanun
OTHOCUTEJILHOM TYIIOCTH
cepra NepKyTopHO
- Her 0 2 0 2 9,1
- Ja 16 2 2 20 90,9
Cuctonuyeckuii mym
- HeT 0 0 0 0 0
- na 16 4 2 22 100
AprepuanbHOE JaBICHUE
- HopMma 0 0 0 0 0
- TOBBILIIEHO 16 4 2 22 100
- TIOHMKEHO 0 0 0 0 0
OppIlIKa B ITOKOE
- Her 2 3 1 6 27,3
- ecTb 14 1 1 16 72,7
Otexu
- Her 13 4 2 19 86,4
- ecTb 3 0 0 3 13,6
I'emaTomeranus
- HeT 1 4 0 5 22,7
- ecThb 15 0 2 17 77,3
CruteHOMer s
- HET 9 4 1 14 63,6
- eCTh 7 1 1 8 36,4

Pacumpenue rpanun otHocuTeNnbHOU Tynoctu cepaua (90%) ¢ popmupoBanueM

cepaeunoro ropoa (81%) ObuUIM YacCTHIMHU CUMIITOMAaMH, HECMOTPSI Ha CaMblii paHHUUN

BO3pPacCT BO BPCMA HepBbIﬁ rocruTalIn3alum. OI[BIHII(a Y TeraToMeraius Tak ke ObUIH

OJIHUMU U3 BEAYIIUX CUMIITOMOB Yy TIAIIUEHTOB C PEMOJICTIUPOBAHUEM cep/illa Ha (PoHe

apTepHanLHoﬁ THIICPTCH3UMU. Cucronnaeckuit ITYM BBICITYIOMBAJICA Y BCCX IMAIMCHTOB,

HO He ObUI TPYOBIM M YAaCTO COIMPOBOXKIAJICS MPUIIYIIEHHOCThIO TOHOB, y 4 nerei
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OTMEYaJICsl aKUEHT 2 TOHA HaJl JIESTOYHOU apTepue, y 3 - AMaCTOJNYECKUN KOMIIOHEHT
myma. B OonpmmHcTBe ciydaeB (77,3%) cumnromsl XCH cootBercTBOBanm lIla
craau, B 18,2% ciyuaes — IIb craguu (Tabmn. 3.12). deHOTUTTHYECKUX OCOOCHHOCTEH Y
MAIMEHTOB ¢ 3a00JIeBaHUSIMU, OMUCAHHBIMU B 3TOH TJ1aBE HE BCTPETHIIOCH.

Takum o0pazom, il NALMEHTOB C PEMOJEIUPOBAHUEM cepiaua Ha (oHe
apTepHaIbHON TUIIEPTEH3UHN XapaKkTepeH AeO0I0T 3a00JeBaHUs C CUMITOMOB CEepACYHON
HEJOCTAaTOYHOCTH B IIEPBOM IIOJYTOAMM JKU3HU. HacTo IO MECTy >XUTEIbCTBA HE
IIPOBOAMUTCS U3MEPEHUE apTEPUAIbHOTO JABJICHUA HAa PYyKaxX M HOTax, B CBiA3U C 4YeM
JWarHOCTUKA MPUYMH PEMOJECIMPOBAHUSA CEpALa 3ala3blBacT U HE yJIAETCs JNOCTUYb
NOJIOKUTENBHON TMHAMUKU Ha (hOHE MPOBOAMMON Tepanuu. B cemeiiHoM aHamHe3e He
BbIsIBJICHO ciydaeB KMII w/unu mitaneH4eckux cMepTeil, 4TO TOBOPUT 00 OTCYTCTBUU
HACJIEICTBEHHOCTH Y 3TUX OOJBHBIX. Y MallMEHTHI, BOIIEAIINX B Hallle UCCIIEIOBaHUE,
OTMEeYaeTcsl OBICTPBIN perpecc peMoJEIMpPOBaHUS CEpALlA U CUMIITOMOB 3a00JI€BAHUS

Ha (hOHE MPABWIHHO MTPOBOJIMMOM TEPAITHH.



86

T'aasa IV. OCOBEHHOCTH JIABOPATOPHO - UHCTPYMEHTAJIBHBIX
HUCCJETOBAHUN

4.1. Ouenka ypoBusi NT-proBNP

Ha ocHoBanuu IMOJIYUYCHHBIX PC3YyJIbTATOB OBUIO BBISBJICHO ITOBBIIIICHHUE YPOBHA

NT-proBNP B CbIBOPOTKE KpOBM y BCEX MAI[MEHTOB, BKJIIOYEHHBIX B HCCIIEIOBAHUE

(Tabm. 4.1).

Tab6auna 4.1

Konnentparust NT-proBNP Me (25;75 nepiieHTHIb) y MaliMeHTOB B UCCIIETyEMbIX

rpyImmax
Ho3zonorus NT-proBNP, nir/mn
Jlo neuenus Ha done neuenns

4yepes roj1
[lepuunas ['KMII no neuenus 540 (321; 963) 620 (410; 1215)
[Tepuunas ['KMII 6e3 o6cTpykinm 352 (270; 540)
ITepsuunas ['KMII ¢ o6ctpykimeit 1566,50 (717,2; 3156)
Cunnpomsl Manib(hopmanui 1250 (520; 4830) 1340 (674, 5160)
MeTtabonuueckue 3a00eBaHUS 2551 (1122; 9342) 971 (417; 2219)
0 JICYCHUS
ApTepralibHasi TUTIEPTEH3HS 1573 (821; 5716) 475 (240; 938)

IIpu  omenke B3aummocBs3u  ypoBHA NT-proBNP ¢ BeIpak€eHHOCTBIO
reéMOJIMHAMWYECKUX HApYyIIEHUH OTMEYEHO, YTO KIMHUYECKHE IPOSIBICHUS CEpACYHOU
HEJOCTATOYHOCTA  JIMArHOCTHUPOBAHBI  MPEUMYIIECTBEHHO y  MAIMEHTOB C
METa0OJMYECKUMH  3a00JI€BaHUAMH M PEMOJEIMpOBaHUEM cepaua Ha  (oHe
apTepUabHON THUIEPTEH3UH, YTO COOTBETCTBOBAJIO TaK ke 0oJiee TSHKEJIOMY TEUEHUIO
3a00JieBaHUsl U HAILIO OoTpaxkeHue B Ooiiee BbICOKOM ypoBHEe NT-proBNP B chiBopoTke
KpPOBH JTHUX JIETeH, 10 cpaBHeHUIO ¢ mareHTamu ¢ neppudoi ['KMII (tadm. 4.1). Takxe
cratucTudecku 3HadyuMbIMH (p<0,01) Obutm oTnwmuus ypoBHs NT-proBNP y nereit c
OOCTpYKTUBHOM U  HeoOCTpykTMBHOW (opmoil mnepBuunoid ['KMIL. Jletu ¢
OOCTpYKTUBHON ¢opMoil umenu cratuctudecku 3Hauumo (p<0,01) OGonee BbICOKMIA

nokazarenb NT-proBNP (tabmn. 4.1), 4ro BeposiTHEe BCEro CBS3aHO HE TOJIBKO C
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HapyIlIeHUEM T'e€MOJMHAMHMKHU B CBSI3U ¢ 0oOCTpyKiMei BbixoaHoro Tpakra JIK, HO u ¢
tonuHoi Muokapaa MKII, 3HaunMo pazauvaronmxcs y NalueHToOB ¢ OOCTPYKTUBHOM
(Z-score MXKII 9,38 (8,1;11,7) m neobctpykTuBnoit (7,3 (5,8; 8,8) dopmoii 'KMII. B
OCTaJIbHBIX TPYMIax paszjeiieHue no ¢opmaMm 3ab0JeBaHUS HE MPOBEICHO, B CBA3U C
MaJIOUUCJIEHHOCTBIO TPYMII.

VYuuThiBasg, 4YTO UMENHCHh Pa3Iu4Ms IO TKECTH TEUEHHs 3a00JIeBaHUM, HaMU
npoBesicH aHaim3 ypoBHA NT-proBNP B ChIBOpOTKE KPOBH B 3aBUCUMOCTH OT CTAJUU

XCH (tab. 4.2) B 00111€ii BHIOOPKE.

Tabmuua 4.2

Konnentpanus NT-proBNP Me (25;75 neprienTiuib) B 3aBucuMocTty ot ctaguu XCH
Cragus XCH NT-proBNP, nr/mn Koadduument

KOppEISITAA

Cnupmena* (r)
HET 322,5 (240; 535) 0,6
I 615 (419; 1513) 0,85
Ila 1758 (893,5; 4769) 0,64
1Ib 19556 (9303; 24086) | 0,72

* [Ipumeuanue: 6 mabauye npusedenuvl kodgpuyuenmor koppearayuu Cnupmena npu p<0,05

[IpoBeneHHbII aHaIM3 MOKa3aJ, YTO MapayieabHO yBenudeHuro craauun XCH
HaOmoxanock craructudecku 3Hauumoe (p<0,001) mnporpeccMBHOE MOBBIIIICHUE
conepxxanusi NT-proBNP B kpoBu (Tabn. 2). AHamoruyHbie pe3ynbTaThl MOJYYECHBI B
Ipyrux paboTax, B KOTOPBIX MMOKa3aHO, 4TO MO coAepxkaHuto cepaeunbix HYII B kpoBu
JIOCTATOYHO TOYHO MOXHO CyAuTh 0 Hanuuuu u Tspkectu XCH [106.]. 1Ipu pacuere
koa(pduimenta koppensiuuu Mexay ypoBHeM NT-proBNP u cragueit XCH Bo Bcex
cilydasix oOHapy»eHa 3HaunuMast MoJI0KUTENbHAas CBA3b (Tadm. 4.2).

YuursiBasg, 4TO HAMU BBISBJIEHBI pa3nuuus ypoBHA NT-proBNP y nanneHToB ¢
neppuuHord ['KMII u 3aboseBaHusiMM C HEW acCOIMUPOBAHHBIMH, MbI MPOBEIIH
KOppesiunoHHbI aHanu3 ypoBHST NT-proBNP ¢ nokazarensmu OxoKI' oTaensHO B
Kax 0 rpymme (tadin. 4.3, 4.4, 4.5, 4.6).

Crnenyer OTMETUTh, YTO B Mpoliecce HAOMI0IEHUS 32 COCTOSIHUEM JieTel Ha (oHe
nedenus auHaMmuka conaepkanus NT-proBNP B chIBOpOTKE KpOBM HMeEna CBOHM

0COOEHHOCTH.
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Tabmuna 4.3
Bzaumocss3p ypoBHs NT-proBNP B CBIBOPOTKE KPOBH y NAIIMEHTOB C IEPBUYHOU

['KMII n meauana nokas3aresieil MHCTPYMEHTAIbHBIX UCCIIEA0BAHUI

[Tokazarenn Me (25;75) Koaddunment

koppessinnu  CrimpMeHa*
(1)

Z-score MOKII 7,66 (6,1; 10,4) 0,71

Z-score 3CJIK 2,74 (1,2;4,1) 0,51

% MOKTI (ITT1IT) 275,(230; 367) 0,52

% 3CJDK (TII1T) 160 (135; 210) 0,46

V M/cex BTJDK 1,9 (1,5; 3,0) 0,72

PG mwm pr.ct. BTJIK 10,7 (5,5; 36) 0,73

I[IC IICMK 0,473

KTHU 55 (50;61) 0,54

Cragna XCH 0,6

«"[Ipumeyanue: 6 mabauye npusedenvl kodgppuyuenmor koppenayuu Cnupmena npu p<0,05

VY nmaumenToB ¢ nepsuuHord ['KMII 3nauenus ypoBHs NT-proBNP nmpaktnueckn
HE MEHSAJIUCh Ha (OHE NMPOBOAMMOM Tepamuu Oeta-agpeHobsokaTopamu. [lanmeHTs
[OJIy4Yyaaud MX C LEIbl0 CHWKEHUSA JUACTOJIMYECKOIO JAaBJICHUS U YJIyYIICHUs
HanosiHeHust JOK myTeM yMeHbIIeHUs! YacTOThI CepJIeUHbIX coKpalueHuil. ['uneprpodus
MHOKapJla JIEBOTO JKeIyAo4yka He wuMmena oOpaTHoro passutua. B mporecce
JUHAMUYECKOT0 HAOMIOJEHUs 3a MalMeHTaMU OTMEYaJIOCh MOCTENEHHOE YBEIUYCHHUE
TUNEepTpOPUU MUOKApAA, Y YaCTH JETEe COMPOBOKIAOIIEEC MOSBICHUEM OOCTPYKIIMH
B BTJIK. Cumnromber XCH B 9T0#t rpymnme B OOJNBIIMHCTBE CIy4aeB BBIPAKEHBI
HesHauutenbHo (XCH O-1 cr.), uro Tak ke oOTpaxaeTcs B Haubojee HUBKUX
nokazarensax ypoBHs NT-proBNP y nanueHToB 3TOM rpyniisl.

IIpu cpaBHeHun ypoBHs NT-proBNP y manueHToB W3 rpylnsl CUHIPOMOB
Manbopmariuii ¢ nepeuyHoit I'KMII cTratucTHUecKrd 3HAUMMBIX Pa3InuUid BBISBJICHO
He Obu10, TonmmuHa 3CJIK Tak jke cTaTUCTHUYECKH 3HAYMMO Y MAlUEeHTOB TaHHBIX TPYTII
HE OTJINYaJach, XOTh U ObUIA BBIILIE IO PE3YJbTaTaM Z-score. 3a BpeMsl JMHAMHUYECKOTO
HAOJIIOICHUS,, HECMOTPSI Ha YMEHBIICHHUE Kajo0, yJIydlleHHe CaMOYyBCTBUS Ha (OHE
KOMIUIEKCHOM TEpalnuu I10 II0BOAY CEpACYHOM HEIOCTaTOYHOCTH, HOPMAaIu3aluu
KOHIIEHTpAallul JAaHHOTO Mapkepa y JeTell ¢ CcuHApoMaMHM Maib(opMmauuid He

Ha6HIOI[aJ'IOCB. CToHuT OTMETUTH TOT (I)aKT, 9YTO MMCHHO AC€TH C MAaKCHUMAaJIbHO BBICOKHMM
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ypoBHeM Mmapkepa (6800mnr/mi-10558nr/mMi1) HyKIanuch B MPOBEACHUH OINEPATUBHOMN
KOPPEKIIMM B CBA3M TIE€MOJMHAMUYECKUMHU HAPYUICHUSAMHU W3-32 BBIPAKEHHBIX
MPU3HAKOB OOCTPYKIIUH.

Tabnuma 4.4
B3anmocss3p ypoBHs NT-proBNP ¢ nokazarenssmu 9xoKI' y naineHToB ¢ CUHApOMaMu

Manb(popMaIuii 1 MeuaHa rnokasareineii HHCTPYMEHTaJIbHBIX UCCIIeT0BaHUI

[Tokazarenn Me (25;75) Koaddumuent
KOPpEIISIIAH

Cnupmena (r)
Z-score 3CJIDK 4(2,9; 6,9) 0,68
% 3CJDK (III1T) 190,8 (151,5;285.,8) 0,75
V m/cex BTJDK 2,4(1,7;4,3) 0,58
PG mm pr.ct. BTJIK 28,0 (8,9; 7) 0,69
ITcI DK, MM 3,5(2,8;4,5) 0,82
ct.HMK 0,87
[1CJ] ITICMK 0,77
Cragus XCH 0,84
KTU 60 (53,5; 65,5) 0,76
K3C, rp. mo Lown 0,73
Hapymenne penonsipuzanuu 0,74

*[Ipumeyanue: 6 mabauye npusedenvl Kodgpuyuenmol koppenayuu Cnupmena npu p<0,05

B rpymnme mamueHTOB ¢ MeTa0OJIMYECKHMMH 3a00JI€BaHUSIMH OIEHKA YPOBHS U
koppessinuu NT-proBNP npoBojunack 6€3 ydeTa rnmepBoi TOCIUTAIM3ALUNA Y AETEH ¢
6one3npto [lomne, yuuTbiBas BRICKAKMBAIONTUE 3HAYCHUSI HMEHHO Y OTUX MaIlMeHToB. B
CBA3M C BBIPAKEHHBIM pa3OpoOCOM TMOKa3aTelel M MaJOYUCICHHOCTBbIO TPYIIIIbI
MPOBEJICHUE CTATUCTHYECKOM 00pabOTKH JaHHBIX HE MPECTaBISIOCh BOZMOXKHBIM. B
CBsI3U € 4yeM mpeacrasieHa MennaHa ypoBHs NT-proBNP npu nocrymienun u nocine
crtabunuzanuu coctosiuus (Ttabn. 4.1). YV mamuentoB ¢ OonesHbio [lommne B mepByto
rocriutanu3anuio noBeimeHne nokasareneid NT-proBNP mocturamo 25 000 nr/mi u
KOPPEIUPOBAIO C TKECTHIO TEMOJUHAMUYECKUX HApPYILICHWW. B manpHEHIIeM mocie
HA3HAUCHHUs TEpanuu, HampaBieHHOW Ha KynupoBaHue cumntoMoB XCH (u-AllD,
O0eTta-0J0KaTOphl,  JUYPETHKH, aHTUArperaHThl) M Hayajga  MPOBEIACHUSA
(bepMeHTO3aMeCTUTEIBHON Tepanuy OTMEYAIOCh 3HAYUTENIbHOE CHIDKEHHE YPOBHS 0
350-550 nr/mn 3a 4-8 mecsues (tabn. 4.1) ¢ mocneayroieii HopManu3aue Ha Qoxe

nutensHoro jeuenus (12-15mec). [HapamnensHo co cHuxkenueMm ypoBHs NT-proBNP B
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CBIBOPOTKE KPOBU OTMEUAIach HOPMAJIU3AIMs CHUCTOJIMYECKOW (PYHKIIMU MUOKapaa u
cHmkeHue craguu XCH.

Tabmuma 4.5
B3aumocss3s ypoBHs NT-proBNP y manueHToB ¢ MeTaboInIeCcKUMU 3a00JIEBAHUSIMU U

MCAHaHa TokKasarejiei HHCTPYMCHTAJIbHBIX I/ICCJIG,Z[OBaHI/Iﬁ

[Tokazarenn Me (25;75) Koaddurnment
KOppesIIU
Cnupmena* (1)
Cragus XCH 0,6
KTU 63 (59; 69) 0,43
®B mno 55 (36,3; 78) -0,58
Teiixonbiry (%)
cr.HMK 0,73

* [Ipumeuanue: 6 mabauye npugedensvl kodppuyuenmol kopperayuu Cnupmena npu p<0,05

Y nanuMeHToB C pEeMOJENMpPOBAHHMEM cepAla Ha (OHE apTepUaNbHOU
TUIIEPTEH3UEN MAKCUMAJIBHO BbICOKME 3HadeHuss NT-proBNP B creiBOpoTKE KpoBH
OTMEYAJIUCh B CTAIUN JEKOMIICHCALUH, JOCTUrasl B OTJAEIbHBIX ciaydasx ypoBHs 17000-
22000 nr/mu. MakcuMalibHbIE YPOBHM TOpPMOHA HE OBLIM CBSI3aHBI C BO3PAacTOM Ha
MOMEHT TOCHUTAIA3ALUN U OTPAXKAIH TSKECTh N'EMOJAMHAMHYECKUX HApYILIEHWM, HE
UMes CTaTUCTUYECKH 3HAYMMOM KOPPESAIUU C TOJMIIUHON Kakon-mn6o u3 cteHok JDK
(Tabu. 4.6).

B nunamuke, Ha ¢oHE KaKk MEIMKaMEHTO3HOIO, TaK M ONEPATUBHOTO JICUCHMS,
OTMEYAJIOCHh YIYYUIEHHWE NapaMeTpOB TE€MOJMHAMUKM M COCTOSIHUSA JETEH, YTO
COMPOBOXK/IAJIOCHh Yy BCEX OOJIBHBIX B 3TOM I'PYINE CHIXKEHUEM COAepKaHus nentuaa (y
1/3 mamumeHTOB 1O HOPMAJBHBIX 3HAUCHWI), MApaUIeTbHO OTMEYAJIOCh YMEHBIIICHUE
TOJIIMHBI MUOKap/ia y BceX NMauueHToB. OIHAKO, HE HAWAS 3HAYMMOM KOPPEIALMH C
runepTpodueii MUOKapJa W YUWTHIBas, 4TO BCE MALUMEHTHl HE HUMEIH OOCTPYKUIUU
BbIXOJAHOTO TpakTa JDK, MoxeM caenaTth BIBOA, 4TO NoBbilIeHHE YpoBHS NT-proBNP B
CBIBOPOTKE KPOBU OOYCJIOBJIIEHO M3MEHEHHEM T'€MOJMHAMUKH U PEMOJEIMPOBAHUEM
cepaua no tumy JAKMII (aunaramusi mojiocTel €O CHUKEHHEM COKPATUTEIbHOU
CIIOCOOHOCTH MUOKapza). Tak ske B MOJIb3y ATOT0 BBICTYNAET TOT (PaKT, YTO CHHIKEHHE

ypoBHsI NT-proBNP ormeuanoch npu crabunmusanuu COCTOSIHUS Ha (POHE TPOBOIUMOM
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TE€pallii, B TO BPEMs KOrJa TOJIIMHA MHOKapAa €Ille OCTAaBAIaCh Ha IPEKHUX
3HAYCHUSX.
Tabnuua 4.6
B3anmMocBsa3b ypoBHs NT-proBNP B CbIBOpOTKE KpOBH y MAILIMEHTOB C TUNIEPTpOduen
MHUOKap/a Ha (poHe apTepHabHON FMIEepTEH3UEN U MelMaHa oKa3aTesen

HHCTPYMCHTAJIbHBIX I/ICCJIGI[OBEIHI/Iﬁ

[Tokazarenn Me (25;75) Koaddunuent
KOppemsIun
Cnupmenax (r)

Cragusg XCH 0,84

@B no Teiixonbiry 46 (38; 54) - 0,67

®B o Cumrncony 34 (29; 47) - 0,93

Hapymenue 0,69

penosIpu3au

#[Ipumeyanue: 6 mabnuye npusedenvi Koappuyuenmoi koppersyuu Cnupmena npu p<0,05

CpaBautensHbi anan3 ypoBHs NT-proBNP y nereit ¢ nepsuunoit [ KMII u ¢
3aboneBanusiMu, nporekaomumu ¢ 'KMII panee nHe ommcan. EcTe gaHHble Aiis
naureHToB ¢ nepBuyHoM ['KMII u ¢ BpokaeHHbIMH nopokamu cepaua. M3menenwne
ypoBHs NT-proBNP u ero kxoppensumst ¢ mapamerpamu OxoKI' mpm cunapomax
Majbhopmalii 1 3a00JIEBaHUIX, COMPOBOKIAOIIUXCSI HAPYIICHUSIMH METa0oJIM3Ma
MPEICTABIICHA ONMUCATENBHO Y €IMHUYHBIX MALIUEHTOB 0€3 MPOBEACHUS CTATUCTUYECKOM
00pabOTKM MaHHBIX. YUWUTHIBAg PEIKOCTh MATOJIOTHH HEOOXOJIMMO TMPOJIOJDKEHUE
U3Y4YEHHs 3TOT0 BOIIPOCA.

Ha ocHoBaHMM mpoBEeAEHHOrO OOCIEAOBaHUS BBISBIEHO, 4TO ypoBeHb NT-
proBNP B OGombliieil cTeneHH CBHUIETENBCTBYET O TSXKECTH TEUEHHUS 3a00JIeBaHMS.
Koppensiuusa ero ¢ TONIMHOM CTEHOK MHOKapAa HE SBISAETCS KPUTEPUEM
muddepeHnanbHON TUarHoOCTUKY B CPaBHUBAEMBIX Tpynnax nanueHToB. OgHako, mpu
NOCTYIUIEHUH peOEHKa B CTAlMOHAP C PA3IUYHBIMU KIMHUYECKHUMH TPOSIBICHUIMU
3a00s1eBaHusl, KOTOPbIE 3a4acTyI0 Majocnelu(puIHbl, KOHTPOJIb YPOBHS ATOTO TOPMOHA
HEOOXOJMM JJIsl BBISIBJICHUS MATOJIOTUU CO CTOPOHBI CEPICYHO-COCYAUCTON CHCTEMBI,

KOTOpasdg 4acTto ObIBacT IIponyuicHa.
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4.2. Ouenka nokasareseil OMOXUMHUYECKOI0 AHAJIN3a KPOBH

Y Bcex nmereM, BOLIEAINX B HMCCIeAOBaHUE, HapAny ¢ ypoBHeM NT-proBNP

onenuBaics yposeHb AJIT, ACT, KOK, JIII" (ta6xn. 4.7).

Tabmuua 4.7
YpoBeHb mokazaresneil OMOXUMUYIECKOTO aHaIM3a KPOBU BO Bcex rpymmax (Me(25;75
MIEPIIEHTHIIb )
AJIT ACT K®K
(Ex/n) (Ex/n) (Exm) | AT (Envm)
[TarmmenTst ¢ 16 30 &5 187
nepuyHOi ['KIIT (14; 20) (27; 40) (64; 110) (149; 202)
HanuenTs ¢ 15 27 76 170
CHUHIpPOMaMU ] i . .
viatsopaati (14;16) (22;32) (47;96) | (153;201)
(23;190) | (64;373) | (103;798) | (272; 1180)
3200J1€BAHUAMHA
HauenTsi ¢ 25 40 91 218
APTCPHAIBHOM | (18 30y | (36;42) | (78;124) | (177;244)
FI/IHepTeH3I/IeI/I

Cratuctuuecku 3Haunmbie paznuuus (p < 0,01) umccnemyembix mokaszaTenen
OMOXMMHUYECKOTO aHaliM3a KPOBH IMOJYYEHBI MPU CPABHEHHH MAIMEHTOB C MEPBUYHOU
['KMII, cungpomamu Manbopmaiuidi, peMoJeIupoBaHHEM cepana Ha (oHe
apTepUaJbHOM TUINEPTEH3UHM C JIeTbMH C MeTa0OJIMYeCKUMHU 3a00JIEBAHUSMHU.
[loBblIeHHe TpaHcamMuHa3, B ocoOeHHocTu mnpu OonesHu Ilomme u DANON
IPOUCXOANUT B CBSI3U C Pa3BUBAIOIIMMCS CHHAPOMOM MHOJIM3a, YTO HE HaOJI0IaeTcs
Opu JApyrux 3a00JIeBaHUSIX M SIBISETCS OJHMM M3 OINOPHBIX KPUTEPUEB B

muddepeHnanbHON TMAarHOCTUKE BBISIBIIEHHON TUIIEPTPO(PHUN MHUOKap/ia y IETeu.

4.3. Oco0eHHOCTH PEHTTeHOTPAMMBbI OPIraHOB I'PYIHOM KJIETKH

[Ipy moMOIIM pEHTTeHOTpaMMbl HENb3sl TMOCTaBUTh JUArHo3, OJIHAKO MOKHO
3armoJ03pUTh OOJIE3Hh B CIIy4ae OTKJIOHEHHMs IMOKa3aTels OT HOpMbI. M3 ommcanHOU

BBIILIIC KIMHUYECKOMN KapTHUHBI 3a00JICBaHUS BHUAHO, YTO Y MHOI'MX zxeTeﬁ IIaTOJIOT A
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CEpIIEYHO-COCYIUCTON CHUCTEMBl ObllIa BIEPBBIC 3aMOF03PEHA TIOCIE BBISBICHUS
KapJUOMETajiui MO0 pe3yJibTaTaM pEHTreHOrpauu OpraHoOB TPYAHOW KIIETKH,
MPOBOJAMMOI 3a4aCTYIO B CBSA3U C 3a00JIEBAHUSIMHU JIbIXaTEIBHON CUCTEMBI.

Ha ocHOBaHMM aHanu3a PEHTTEHOTPAMM  BBISIBIICHBI MPOBOAUIACH  OIIEHKA

KapauoropakainbHoro uHaekca (KTH) (Tabi. 4.8).

Tabnuna 4.8
KapnunoropakaibHblii MHACKC Y A€TeH ¢ TUnepTpodueit Muokapa

1 rpynmna 2 Tpy1mmna 3 rpynmna

[lepBuunas | CuHIPOMBI Mertabonuueckue | PemonenupoBanue

I'KMII Manbhopmanuii | 3a00J1eBaHMS cepama Ha (doHe

AT

KTH (Me | 55 60 62,50 62,00
(25575 (50; 61) (53,50;65,50) (59,50, 69,00) (59,00, 68,00)
TIePIICHTUIIb )

N3 44 nereii, Bomenqmux B 1 rpynmy, mno pe3yinbrataM OXoKI' y 17 manueHToB
Oblta oOcTpykTHBHasi (¢Gopma 3a00JeBaHUsA, y OCTAIbHBIX - HEOOCTPYKTHUBHAS.
Ymepennoe ysennuenne KTU nnnekca BcTpeyanoch B ciaydae 0OCTPYKTUBHOM (POPMBI
B 94% u B 37% y manueHToB, HE UMEIOMINX MPU3HAKOB 0OCTPYKIIUU. CTaTUCTHUECKH
3HaunMble (p < 0,01) pasnmuuusa mosydyeHsl y nauumeHToB ¢ nepBuuHoil I'KMII B
CPaBHEHUU C JE€TbMHU C CUHAPOMaMHU Malb(PopMalrii U peMOIEeTUPOBAHUEM Cepla Ha
dbone AI, rae memmana KTU cocraBiasna 62%. [laHHbIe HW3MEHEHHS KOCBEHHO
OTpaxaroT Oosiee BBIPAXKECHHYIO AWIATALMIO MOJOCTEH cepaua U TAKECTh TEUEHUs
3a0oneBanusi B 23Toi rpynme. CorjacHO TPUBEICHHBIM JaHHBIM, BBIPAKCHHAS
KapAWOMETaJinsi, BCTPEUAIOLIASACS Yy JAETEU C JWIATAUMOHHOW KAapAWOMHONATUEN, TPU

['KMII umeer MECTO UCKITIOUUTENBHO PEAKO.

4.4. Oco0eHHOCTH YIeKTPOKaApaAuOrpadumn

OKI' - BaxHBI HE WHBA3WBHBIA METOJ AWArHOCTUKH, HE YTPATHUBILIHMA CBOETO
3HAUYEHHWA B HACTOSALIEE BpeMs. 3a4acTyl0 JIaHHOE MCCIEIOBAHUE  SIBIIAECTCS

CAWMHCTBCHHBIM MCTOJAOM OLCHKHW COCTOSAHHA CCpAla Ha IMOJIHUKIMHUYCCKOM YPOBHC.
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VYuuteIBas, 4T0 KIMHUYECKUE IposiBIeHUS y Aeteid ¢ nepsuunoit ' KMII necnenuduynsl,
a ckpuHuHropoe OxoKI' mpoBomuTcs HE B  KaXIAOM TIOpOJE, W3MEHEHUs
ANEKTPOKAPANOTPAMMBI MOTYT CIIY>KUTh OJTHUM M3 CaMbIX PAHHUX IPOSBICHUN JAHHOTO
3aboneBanus. [lo nuTepaTypHbIM JaHHBIM, HAJIWMYUE HEYCTOMYMBOW KEITYTOYKOBOM
TaxUKapAuM, a TaK JK€ DKCTPAaCUCTOJMU BBICOKMX TIpaJalliid, aCCOLMHMPOBAHO C
MOBBIIIIEHHBIM PUCKOM BHE3AITHOM CEpPACYHOM CMEPTH, B CBS3M C YEM PETYISIPHOE
nposegeHrne XM OKI sBnsieTcs HeOTbeMIIEMON YacThi0 JMHAMUYECKOTO HAOIIOCHUS 32

IHanucHTaMM.

4.4.1. Oco0eHHOCTH JIeKTpOKapaAuorpa¢guu y nanueHToB ¢ neppuuHoii 'KMII

HapymieHne aTpUOBEHTPUKYJISIPHOW IMPOBOJAWMOCTU IO JaHHBIM CTaHJAPTHOU
OKI' BcTpeuanoch HE 4acTO U TOJIBKO B BUJE aTPUOBEHTPUKYJISIPHOU Ostokaael I ctenenn
y 5 nereit ¢ HeoOcTpykTUBHOM (hopmoit ' KMII.

Hpyrue Buabl OJ0KaJ Ha pa3HbIX YPOBHSAX NMPOBOJSAIIEH CUCTEMBI cepua ObLIn
oOHapyxeHbl Hamu y 68% nereir. Tak, wyame apyrux (40,7%) BBISBISLUIOCH
HecHelU(pUUEeCKoe HapyUIeHHEe BHYTPHXKEIYIOUYKOBOM IMPOBOJUMOCTH, BCTPEUasiCh
MPaKTUYECKHU OAMHAKOBO IIPU HEOOCTPYKTUBHOM 1 00cTpykTHBHOMN hopmax ['KMII (25,9
u 23,5% coorBercTBeHHO). IlpakTHMuecku B JBa pas3a pexe PEerucTpupoBAIUCH
M30JMpOBaHHAs OJIOKaJla mepeaHel BeTBU JieBoM HOxku myuka ['uca (JIHIIT) (18,1%), a
TaKke HernojHas 0jokaja npaBoit Hoxku mmydka ['nca (ITHIIT) (20,5%). biokana 3anneit
BerBu JIHIII' ormewena Bcero y 2 gereir. KomOuHMpoBaHHOE HapylieHUE
BHYTPIDKEITYIOYKOBOM  MPOBOJAUMOCTH  BCTpeuadoch B 9% cimydaeB U ObLIO
MIPE/ICTABIICHO COYETAHWEM HEMOJHOM OJoKaabl MpaBoll HOXKKHM M. ['Mca ¢ meperHuM
JeBBIM reMuOJI0KOM (Tadm. 4.9).

[IpuzHaku (eHoMeHa NPEKIEBPEMEHHOTO BO30YXKIEHUS >KEIYJOYKOB ObLIN

3aperucTpPUPOBaAHbI Y 9 MalMEHTOB, U3 HUX y 6 ¢ 0OCTPYKTUBHOM (hopMOii 3a0051eBaHUSI.
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Tabmnuma 4.9

Hapyiienue putma cepaiia u mpoBoAUMOCTHU y AeTer ¢ neppuyHoi ['KMII

Hapymenne putma cepana | HeobcrpyktuHas | OOCTpyKTHUBHAS Bcero (n=44)
Y TIPOBOJIUMOCTH dopma (n=27) dopma (n=17)
abc % abc % abc %
CunycoBas Opagukapaus | 13 48,5 17,6 16 36,4
CunycoBas Taxukapaus 2 7,4 17,6 5 11,4
Murpanusi BOguTens 3 11,1 - 3 6,8
puTMa
OKTONMMYSCKHUI 5 18,5 2 11,8 7 15,9
IIPaBOIPENCEPAHBIN PUTM
Hecniennduyeckas 7 259 4 23,5 11 40,7
BHYTPHKEITY0YKOBasI
OJIoKaza
biiokanel HOkek nyuka ['uca
[Tepenueit BetBu JIH 6 22,2 2 11,8 8 18,2
3anueii Betsu JIH 2 7,4 - 2 4,5
Henonnas 6aokana ITH 6 22,2 3 17,6 9 20,5
ATpUOBEHTPUKYJIIPHAS 5 18,5 - 5 11,4
omokana I cr.
CuHIpOMBI TPeABO30YKIEHUS KEyI0UKOB
- WPW 2 7,4 6 35,29 8 18,2
- YKOPOUYEHHOI'0 1 3,7 - - 1 2,3
nHrepBaga PR

OOpamaer Ha ceds1 BHUMaHUE TOT (PAaKT, UTO CpeId MALMEHTOB C OOCTPYKTUBHOM

dopmori T'KMII yame

BCTPEUAIIOCH

HaJIn4yue

JOTIOJIHUTEIIBHBIX  MPEACEPIHO-

JKEITyIOYKOBBIX TyTEH, TOrja Kak JJis JeTed 0e3 MpU3HAKOB OOCTPYKIMU ObLIM OoJiee

XapaKTEepHbI HapyLICHUS aTPUOBEHTPUKYJIAPHOU 17} BHYTPHKEITYJOUYKOBOM

npoBoauMOCTH. (Tabn. 4.9). Ymmuenne untrepana QT, koTopoe siBisieTcs (HakTopom
pUCKa Pa3BUTHS >KETYIOYKOBON TaXWapUTMHUHU ObLIO 3apErMCTPUPOBAHO y 2 JAETeH ¢
HEOOCTPYKTUBHOM (HOPMOH.

[Ipu omenke mupkamHoro umHAekca mo XM OKI' y OonbmimHCTBA TAIMEHTOB
HapyILIEHUH HE BBISBJICHO, B €IMHUYHBIX ciyyasx (2 yenoBeka) LI Obu1 purvaHbIi.

K nanbosnee 4acTbiM HOMOTOIMHBIM HAPYILICHUS PUTMa CEpJlla y MalUEeHTOB 3TOMN
Ipyninbl  MOXXHO OTHECTHM CHHYCOBYIO  OpaauKapiuio,

KOoTOpasgs y JeTed ¢
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HEOOCTpYKTUBHOW ¢opmoi 3abosieBaHMs BBISBIsIACH B 48%, B TO BpeMs Kak y

NAIMEHTOB ¢ MpuU3HaKu oOcTpykiuu B 17,6%. B wactu ciayuaes (15,9%) Opagukapaus

Obl1a O0yCIIOBJI€HA HAJIMYUMEM 3aMEMIAOIIEr0 SKTOMWYECKOIO MPaBONPEICEPAHOrO

pUTMa, peke BO3HHKaia Ha (OHE MUTpAIMM BOAMUTENS PUTMAa M3 CHUHYCOBOTO y3lia B

MUOKap mpaBoro mnpexacepaus (6,8%). bpaaukapaust Obuia CTOMKON M COXpaHsiach B

IpoIEcce TMHAMUYECKOTO HAOIOICHNUS.

CunycoBasg TaxukapJausi BcTpeyanach 3HauutTenbHo pexe (11,4%) u Obuia
XapaKTepHa MPEUMYIIECTBEHHO JIJIsl MAIMEHTOB ¢ mpu3Hakamu oocTpykiuu BTJDK. V 12
(27,3%) nereit nokazarenu YCC coxpaHsaiachk B Ipeesiax HOPMBI.

CynpaBeHTpUKYJISIpHAs JKCTPACUCTONUST B JeOroTe 3a00JieBaHHUS BCTpedaach
KpallHE peaKko, a Mnpu HAOMIOJEHMHM B JUHAMUKE NOSBWINCH y 2 TAUUEHTOB C
HeoOCTpykTUBHOU (hopmoit 1 y 3 ¢ obctpyktuBHOU (hopmoit I'KMII. XKemynoukoBsie
HapylieHus puTMa oOHapykeHbl UcxoaHO y 11 (25%) nmanueHToB U yalle BCTpeYaIuch
npu  oOCTpyKTHUBHOM Qopme. B coorBerctBumM ¢ knaccudukamuenn W.McKenna
pacnpeeNsuch CIeAYIOIUM 00pa3oM:

-y 6 (22,2%) ¢ meobctpyktuBHOM M y 2 (11,8%) mamueHTOB ¢ OOCTPYKTHBHOM
dbopmoil BhIsBIEHA kKeaynoukoBas skctpacuctonus | rpagamuu nmo Lown (pemakue
K3IC, menee 30 3a 1 gac)

-y 2 mauueHTtoB ¢ o0cTpykTuBHOHU (hopmoii 3apeructpuposana Il rpaganuum XIC no
Lown (uactsie, 60mee 30 3a yac)

- y 1 pebeHka Tak ke ¢ NMpU3HAKaMu OOCTpyKUuMHU BblsiBIieHa V rpaganus XKOC mo
Lown (kenygoukoBasi TaXUKapIus)

B nmpouecce nuHamuueckoro HaONIOIEHUS dYepe3 S5 JeT Imoclie Hayala
UCCJIEIOBAHUS Y 3 MAlUEHTOB ¢ HEOOCTPYKTUBHON (POPMOM MOSIBUIIACH JKENTyI0YKOBas
skctpacuctonus I, IVb, V rpagaruu mo Lown. Ilpu onieHke n3MeHeHul y MariieHTOB
c ooctpyktuBHOi (opmoii 'KMII B 2 cimydasix oTMeqanoch yBETUYCHUE TpaJalvu
KOC no Lown u emie y 4 nereil, He UMEBIIUX B Je00TE 3a00JIeBaHUS HApPYIICHUN
pUTMa cepjla, PErucTpupoBaach KemyaoukoBas oskcrpacucroius I, I u V

rpaganuu.
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YacTtoTra peructpanuu NPU3HAKOB TUNEPTpodUH MHUOKapAa Mpeacepauii u
)KenynoukoB y aeteit ¢ neppuaHoit 'KMII nipeacrasiena B Tabnuie 4.10.

Tadmuma 4.10

Yacrora peructpaiuu Npu3HaKOB TUIEPTPOPUN MUOKApAA Y TAMEHTOB C IEPBUYHOM

I'KMII

I'mneprpodus 1o | HeobctpyktuBHas | OOCTpyKTHUBHAS Bcero (n =44)
OKI dopma (n=27) dopma (n=17)

abc % abc % abc %
JleBoe npencepaue | 2 7,4 5 294 7 15,9
[IpaBoe 2 7,4 2 11,8 4 9,1
npenacepane
O6a npencepaust 1 3,7 3 17,6 4 9,1
JleBwrit sxenymouek | 13 482 5 29,4 18 40,9
[IpaBsrit 1 3,7 3 17,6 4 9,1
KEITyI04YeK
O6a xenmymnouka 4 14,8 7 41,2 11 25
JITT + JIK 2 7,4 3 17,6 5 11,4
Ob6a xenymouka + | 0 1 5,88 1 2,27
JIIT
Bcee otnensr 0 0 1 5,88 1 2,27

W3 npuBeieHHBIX B TA0JIMIIE TAHHBIX BUAHO, 4yTo y nanuenToB ¢ [ KMII naubGoinee
4acTO PEruCTPUPOBAIUCH MPU3HAKK HM30JMPOBAHHOM rurnepTpoduu MHUOKapAa JIEBOIO
xkenynouka (40,9%). Codueranue runepTpopuu JIEBOro Keaylodka C  JIEBBIM
MPEACepAUEM BCTPEUANIOCh MPEUMYIIIECTBEHHO y OOJBHBIX C OOCTPYKTHUBHOUM (hopmoii
['KMII. Kpome TOro, cpeau DAUMEHTOB HJTOW TPYNNbl 4Yalle BbIIBIAIACH
3aMHTEPECOBAHHOCTH 000MX KeIy109KOB (41%).

[Tatonormueckuit 3ybden; Q, riayOuHa KOTOpOro jaocrturaiga 15 M, oTmedalics
TOJIBKO y 2-X TMAalMEHTOB C OOCTpYKTHBHON acummerpuyHoil ¢opmoit ['KMII u
BbIpaXeHHOU runeprpodueit muokapaa no gaHabM DXoKI' (Z-score MXKII 7,6 u 8.,4).

«MudapkrononodHoe» nzmenenre mopdonoruu k.QRS B BUJIe CHUKEHUS aMIUIATY/bI 3.
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R Bmnoth 10 hopmupoBanus komruiekca tuna QS ormeuanocs y 34,4% naumeHToB, U3
HUX B OOJIBIIMHCTBE CIIy4yaeB y JeTeil ¢ 0OCTpyKTUBHOUN dopMoi 3a0osieBaHusl, yalie B
orBenenusx I, 111, aVF, pexe - B II, III, aVF, V5-V6.

Hapymenus nponecca penossipuzaliiv pasiu4yHOW CTENEHU BBIPAKEHHOCTH, OT
CHIKEHHS aMIUTATYAbl 3.T 10 €ro MHBEpCUH, OTMEUYAIMCh y IMOJIOBUHBI NMAllUEHTOB C
HeoOCTpykTUBHOU (hopmoii 3aboneBanus (51,8%) m y 76% npereit ¢ 0OCTPYKTHUBHOM
dbopmoit 'KMII. Hambonee yacto wH3MEHEHHE KOHEYHOM YacTH JKEIYyJAO0YKOBOTO
KOMILJIEKCca BbIpakasioch B mHBepcuu 3yoma T B otBenenusix I, aVL, V4-V6 u Obuio
CONMPSKEHO C M30JIMPOBAHHOM THUHIEpTpopuell MHOKapJa JIEBOrO »kemynodka. Pexe
nogoOHple M3MeHeHus 3yOna T ormewanucs B orBeneHusx II, III, aVF, V4-V6 u
COMPOBOXK/IAJIM KOMOMHUPOBAHHYIO TUIIEPTPODHUIO0 MUOKAPAA KETYJOUKOB.

Taxum obpaszom, u3 IIPEICTaBICHHOIO aHaiausa BUJIHO, 4TO
3JIEKTpOKapIuorpapuueckie U3MEHEHUs Yy MallMeHTOB PaHHEro BO3pacTa ¢ MEPBUYHOMN
['KMII kpaitHe paznooOpa3Hbl U HecnienupuuHbl. Hanbonee xapakTepHbIM HApyILIEHHEM
puTMa sBisieTcs Opaaukapiusi, OCOOCHHO 4YacTO BO3HUKAWOILAs Yy MalUEHTOB C
IpU3HAaKaMu OOCTPYKLIMHU M, BOZMOXHO, HOCSIIAasi KOMIIEHCATOPHBIA XapakTep, Tak Kak
YIJIMHEHUE JUacToyibl Ha ()OHE PEIKOro pUTMAa MO3BOJSET YJIYUYIIUTh HAIMOJIHEHUE
KEIYyAOYKOB W YBEIMYUTh TakuM oOpa3oMm ynapHblii o0beM. JKemynoukoBas
HKCTPACUCTOJIMA HE XapaKTepHa [JIs MalMeHTOB B Je0r0Te 3a00yeBaHUs, OJHAKO MpU
JUHAMHYECKOM HAOMIOJEHUM MOXKHO OTMETHTh KaK yCyryOJIeHHE MMEIOIIUXCS
YKETyI0YKOBBIX HAPYIIEHUN PUTMA CEPJIlla, TaK U MOsIBIEHUS HOBBIX ciiydaeB. Ha OKI
oonpmHcTBa nanueHToB ¢ ['KMII peructpupyrorcst npu3Haku runepTpoduu MUoKapa
JDK, pexe - 5neBBIX OTACIOB CepAla, HE COINPOBOXKAAKOIIMECS 3HAYUTEIbHBIM
yBenuueHneM BojbTaxa komiuiekca QRS. Cpenn HapylieHMil BHYTPHIKEITYIOYKOBOM
IPOBOJAMMOCTH Hallle BCTpedajach Hecrneuunduueckas BHyTpUKeIy10uKoBas Ojokana, B
JIBa pa3a pexe M MPUMEPHO C OJIMHAKOBOM YacTOTOM BCTPEYAEMOCTH HAOIIONATIUCH
n3ojiupoBaHHas HenoaHas Onokana [THIIT u 6nokana nepenneit sersu JIHIIT. denomen
NPEKIEBPEMEHHOTO BO30YKACHUS KEITyT0UKOB BIABISLICSA B 20% citydaes.

[TaTtonornyecku riy0okuii 3.Q, XapakTepHbIH JJIsl MAMEHTOB CTApIIETro BO3pacTa,

B JIaHHOW BO3pacTHOM rpymnme BcTpeuancs KpaiHe penko. «HHpapkTonogoOHbIe»
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U3MEHEHUS Yallle PEerUCTPUPOBAIUCH y AeTel ¢ 0OCTpYKTUBHOM (hopmoii 3a00sieBaHuUS.
Bce mnepeuucineHHble BbIIIE HM3MEHEHMs SBIAIOTCS HECHEUU(UUHBIMA U JIOJDKHBI

OIICHHUBATLCA B KOMINICKCC C JaHHBIMHA JAPYTUX HCCH@I{OB&HHﬁ.

4.4.2. OcodeHHOCTH JIeKTpOoKapauorpaguu y nanueHTos ¢ sropuanoin 'KMII

4.4.2.1. Oco0eHHOCTH 3JIeKTPOKApAUOrpauu y NaleHToB ¢ CHHAPOMaMu MaJib(opmanuii

[Ipu ananuze OKI' mauueHTOB ¢ cMHApOMaMU Majb(opmanuil ObUIA BBISIBIECHBI
CIEIyIOIME  OCOOEHHOCTHU:  COYETAHHBIX  HAPYIIEHWH  BHYTPUKEITYJOYKOBOU
IPOBOJMMOCTH B JaHHOW rpymme He HaOIoIanoch, TOrAa Kak pas3idyHbIe
M30JIMPOBaHHbBIC OJIOKA I HOXKEK Mydka ['nca BcTpedyauch y Bcex aeTei: y 1 pebenka ¢
cunapomoMm HyHaH Obuta 3apeructpupoBaHa Hecnenuduueckas BHYTPUKETYI0YKOBAsS
omokanma, y naeBouku c cunapomom LEOPARD B mnpouecce auHaMUYECKOTO
HaOmoeHus: mosiBuiack Onokama 3aaHedt BetBu JIHIIL, y 1 pebGenka ormeuanachk
onokana nepenneit Bereu JIHIIL, eme y oxHoro manuenTa - HenosHas 6mokana [THIIT
(Tabm. 4.11).

Ta6numa 4.11

Hapymenus putma cep/ia v NpoBOAUMOCTH Y MAIUEHTOB C CUHIPOMAaMHU

Masb(hopmalii y nauueHToB ¢ HeoOcTpykTuBHOM (opmoii ['KMII (n=4)

Hapymenust putMa cepaia u mpoBOIMMOCTH
CunycoBas Opaaukapaus

CuHycoBas Taxukapaus

MBP

I'uneprpodus JIII1

I'uneprpodust JOK

I'uneprpodus DK

I'uneptpodus JOK + [DK

Hecnenunguueckas BHyTpH»Key10uKoBasi OoKazga

\S)

biiokana nepenneit setsu JIH

biiokana 3anuei Bersu JIH

Hemnonnas 6xokama ITH
HNudapxrononobHbie N3MEHEHUS
YMepeHHble HapyIIEHUS PETospU3alun

[N R I S Y | bt | N | bt [ [ [ 1
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I Obu1 HOpMaNpHBIA y BCEX MAIMEHTOB. TpaH3UTOPHBIN (PeHOMEH
MPEXKIEBPEMEHHOTO BO30YXKICHHS JKEIyJOYKOB y | TmanueHTta, HE HWMEIOIIEro
HapyleHui puTMa cepaua no fanaeiv XM OKIT'.

N3 BBISBICHHBIX HaMHM HapyUIEHHWM pUTMa CEpJilla MOXKHO BBIJCIUTH
Opanukapauio y 2 nanuenToB ¢ cuaapomom LEOPARD, B olHOM citydae CHHYCOBYIO, B
IPYrOM - CONPOBOXKIAIOIIYI0 MHUIPALMI0 BOJIWTENS PUTMA W3 CHUHYCOBOTO y3Ja B
MUOKap/ npasoro npeacepaus. Hapymenus putma cepama ObUTH HE XapaKTEePHBI, JTUIIb
y 1 manueHTa 3apuKcupoBaHa CyNpPaBeHTPUKYISIPHAS SKCTPACUCTOIIHA.

[Ipuznaku runeprpopuu JIII ormeuvanucey y 3 nereid. Y 2 mDanueHToB C
cugapomoM LEOPARD Obuta BbIsiBieHA runepTpodusi mpaBoro skemymouka, y 1
nanueHTa ¢ cuHapomoM HyHan - o0oux xenynoukoB. «MHpapkTonogoOHas
nedopmarus k.QRS B Bune popmupoBanust komiuiekca tuna QS B otBegeHusix 11, 111,
aVF Obia 3aduxcupoBana y paeBouku c cuHapomom LEOPARD. VYwmepenusie
HecnenupUuuecKrue HapylIeHus: Perosipu3alii BhISBIICHBI y 2 MAIlUEHTOB.

Heteit ¢ oOctpyktuBHOM (opmoit ['KMII Obuto 3uHaumtenbHo Oombine (15
yenoBek). Cpend HapylmeHMH OPOBOJUMOCTH HauOOJIEe YacTo PErucTpupoBajach
Hecnenuduueckas BHyTprkenygoukoBas Onokana (40%) u nenosnas 6nokaga [THIIT
(33,3%). Y 1 pebenka B mpoliecce TUHAMHUYCCKOTO HAOIOJECHUS HEIOJIHAs OJoKaja
[THIII' cmenunace mnonHou. biokana mnepennert BerBu JIHIIDT BcTpewanach pexe
(26,7%). KomOuHupoBaHHas NByXITydkoBas OJjiokama: HemojHas Onokaga ITHIID B
couetanun c Ornokanou mnepenneir BerBu JIHIIT BwisiBnena y 4 (26,6%) nereil.
Hapymennit aTpuOBEHTPUKYJISSPHOU TPOBOJIUMOCTH CPEIX MAUUEHTOB JAHHOW TPYIIIBI
HE OTMEYaloCh. XapakTEepHbIE MJi1 HUX HAPYIICHUS pUTMA U TMPOBOJUMOCTHU
npe/cTaBlieHbl B Ta0. 4.12.

N3menenune [N peructpupoBanocs y 3 O6onbHbIX, U3 HUX y 2 geredt [{U Obin
PUTHIHBIN, B | ciydae - yCKOPEHHBIN.

VY 4 (26,6%) nanurieHTOB BBISIBJICHA OpaauKapus, Kotopas y 2 Oblja CHHYCOBOM,
y  OCTambHBIX -  OOyCJIOBJIeHa  HAJIMYUEM  MEIJICHHOTO  (3aMEMIaloIIero)

MpaBoOMpPCACCPAHOIO PHUTMA. CI/IHYCOBa}I TaxXuKapaus BCTPEYAJIaChb HCCKOJBKO 4Yalllc
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(33,3%). ¥V 6 uenoBek (40%) mokazareau YUCC mo manHsiMm OKI' cooTBeTcTBOBAIU
BO3pACTHOM HOpME.
Ta6muma 4.12
Hapymenus put™ma cepiia v MpoBOJUMOCTH Y TTAITMEHTOB C CHHAPOMAMH

MajibpopMaruii y marueHToB ¢ 00cTpykTuBHOM popmoii ['KMIT

O6ctpykTuBHas popma (n=15)

abc %
CunycoBas Opagukapaust 2 13,3
CunycoBas Taxukapaus 5 33,3
Murpatusi BOAUTENS pUTMA -
[IpaBonpencepaHbIil pUTM 2 13,3
Hecniennduyeckas 6 40

BHYTpHXKeIy104KoBasi Oj0kaia

biokana Hoxek myuka I'uca

ITepenusist BeTBH JIH 4 26,6
3anuss Bersb JIH
Henomnnas omokana [TH 333
JIByxmyukoBas 6510Kaja (rmepeanss 4 26,6
BeTBb JIH + Henonnas 6nokana ITH)

(@) 1

- napuuanbHelii ¢eHomeH WPW 2 13,3

DKTONMYecKass akTUBHOCTbh B BHJI€ €IMHUYHOW MPEICEPAHON 3KCTPACUCTOIUU
oOHapy>keHa y jeBoukH ¢ cuHapomoMm HyHnaH. CynpaBeHTpUKYJIsipHAs SKCTPACUCTONIHS
BCTpeYaJlaCh y TPETH NauueHTOB ¢ oO0cTpykTuBHOW (opmoit 'KMIIL Vanunenue
uatepBaia QT BbIsSIBIGHO Tak ke y S5 gereil. IlapriuanbHbli  CHHIpPOM
MPEXKICBPEMEHHOTO BO30YKIEHUS JKEITYJOUYKOB, 3apPETHUCTPUPOBAHHBIN Yy IJIUTEIHLHO
HaOmomaBmerocss mamuenta ¢ cu"aapomom LEOPARD, we compoBoxmaics
NPUCTYNIAMU TPEACEPIAHO-KETYyAOUYKOBOM Mapokcu3MalnbHOM Taxukapauu.  JKOC
BCTpPEUAJIACh Y YETBEPTH MNALMEHTOB, OJHAKO BO BCEX Ciydasx He mnpesblimana [II
rpagauuio mo Lown.

Hanomuum, uyto y nmanueHTtoB ¢ RAS-matusiMu, B OTJIMUME OT NAMEHTOB C
HacnenactBeHHou ['KMII, o pesynbraram OxoKI' pocratouno yacro (52,6%) ObiBaet

YTOJIEH HE TOJIbKO MUOKap/ JI€BOT0, HO U MPABOIo *keiynouka (tadmn. 4.13).
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Tabmuna 4.13
YacToTa perucrpaiuy Ipu3HaKoB runepTpoduu MHOKap/a y MallMeHTOB ¢ CHHAPOMAaMHU

Manb(opmaruii ¢ ooctpykruBHon hopmoit 'KMIIT

[Ipuznaku runieprpoun | O6ctpykTrBHag popma (n=15)
MHOKap/ia

abc %
JleBoe npencepaune 4 26,6
[IpaBoe npencepaue 6 40
O6a npencepaust 4 26,6
JleBblil xxenynoyex 4 26,6
[IpaBbIii xenygouex 5 333
O6a xenmympouka 4 26,6
JIIT + JDK 2 13,3
O6a xenynouka + JIII 1 6,6
Bce oTaensl 2 13,3

[Ipu anamuze panHbix OKI' dame Bcero HaMH BBIABISUIMCH MPU3HAKU
runepTpoduu MpaBbIX OTHAEIOB cepila: npaBoro mnpenacepauss y 6 (40%) nerei,
npaBoro xkenymouka y S5 (33,3%) mereit, B TO BpeMms, Kak rumneptpodus JeBoro
npeacepaus u JDK BoiBisiucs pexe (26,6%). Couerannass runeptpodusi odoux
YKEITYJJOUKOB JIMATHOCTUPOBAHA B 4HeTBepTU ciyyaeB. [IpusHaku rumeprpoduu Bcex
OTJICJIOB cep/ilia oOHapykeHbl y 2 aeteit ¢ cunapomamu Hynan. OKI eme 1 mamuenTa ¢
TaKUM K€ CHHJPOMOM XapaKTepu3oBajach rumneptpodueit 000ux Kemya0uKoB, JEBOTO
npencepaust u MXKII (tabm. 4.13).

[Tatonornueckuit komiuieke Tuna QS B pa3nuyHbIX OTBEIECHUAX OOHAPYKUBAJICA
y 40% manueHToB ¢ OOCTPYKIIUEH BBIXOJHOTO TPAKTa JIEBOTO KEIYI0UKA.

Cpenu Pa3zHOOOpa3HBIX Hecrnenupuaeckux HapyILICHUI npoiiecca
penonsipusanuu HaumoOosiee 4acto (27%) BcTpewanach uHBepcus 3. T B HECKOJBKHX
OTBEJICHUSX, a TAK)KE HAJIUYUE BHICOKOAMIUIUTYAHOTO 3a0CcTpeHHOro 3. T B OTBeneHUSIX
V4-V6 (13%). B omnom ciyyae y MaibpuMika C CUHApoMOoM HyHaH oTMeuanachk

aneBauus cermenta ST B orBeaenusx I, 11, aVF, V4-V6. (Ta6n. 4.14).
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Tabmuma 4.14
«udapxrononobHbIe» U3MEHEHUs y AeTeit ¢ oocTpykTuBHOM hopmoit ' KMII B

rpymre ¢ CHHAPOMaMH Maib(hopMaiui

[TanmenTs! c [pU3HaAKaMu
OOCTpYKIIMM ~ BBIXOJHOI'O  TpPAKTa
(n=15)
abc %

QS II, III, aVF, V6 1 6,6

QS II, III, aVF 3 20

rS 1L, III, aVF 2 13,3

QS V2-V5 1 6,6

QS IL, III, aVF, V3- |1 6,6

Vo6

Takum oOpa3zoM, Mg TAlMEHTOB C CHUHIpoMaMu MalbopMmaruii HaumboJliee
XapakTepHbIM M3MEHEHHWEM TIpU MPOBEICHUM dJIEKTpoKapauorpaduu  SBISIOCH
HapylIeHWE BHYTPHKEIIYJAO0YKOBOM MPOBOJAMMOCTH, Halle KOMOMHUPOBAHHOE, KaK Yy
MalMeHTOB C OOCTPYKIMM, TaKk M C HEOOCTPYKTUBHON (opmoil 3abosieBaHUS.
Kuszneyrpokammx HapylmIieHUH pUTMa CepJilla He BBISIBICHO, HECMOTPS Ha OBICTPO
nporpeccupytouiee TeueHue 3abosieBanus. [lpusHakum rumneptpodun MuoKapaa
JKEITyI0YKOB SIPKO BBIPaXEHBI, B OTJIMYME OT MAIlUEHTOB C HACJEJACTBEHHOU (opMoi
['KMII BbicOKa dYacTOoTa BCTPEYAEMOCTH THUIEPTPO(OUM TPaBBIX OTIEIOB CEpla.
XapakTepHbl «MH(APKTONOI00HBIE» M3MEHEHUS B BHUAC (DOPMUPOBAHMS KOMILIEKCA

tuna QS B pa3IMYHbIX OTBEJACHUSX.

4.4.2.2. Oco0eHHOCTH YIeKTPOKAPAMOrpaduu y NalUEeHTOB ¢ MeTad0JIMYeCKUMU

3200J1IeBAaHUSIMH

Cpenu nereii ¢ HEOOCTPYKTUBHOM (hopMOi 3a00JI€BaHMS BBISBICHBI CIEIYIOLINE
O0COOEHHOCTH: HapYIICHUS TPOBOIMMOCTH BCTpEHAUCh peako (23%), u3 Hux y 2 nereu
peructpupoBanach HernosHas Onokama ITHIIL, y 1 — Onmokana 3amueit BerBu JIHIIL,
KOMOMHHUPOBAHHBIX HAPYIIEHUH NPOBOJUMOCTH He oTMmeueHo (Tabin. 4.15). Cnenyer

OTMETUTh, YTO OIIEHKAa HApyIIEHUH B OCOOCHHOCTH BHYTPUIKEIYAOUKOBOM
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IPOBOAMMOCTH Obljia 3aTpyHEHA B CBS3M C JAedopMalueii KOMIUIEKCOB Ha (pOoHE yacTo
BCTPEUAIONINXCS IPU3HAKOB cuHipoma WPW.

Purnnseiii nupkaansii uaaexc Ovu1 y 4 (30,7%) manueHToB, B OCTAJIBHBIX
Clly4asiXx M3MEHEHHUU HE BbIABICHO. K HOMOTONHBIM HapylIEHHWsSM pUTMa cepAala y
NAIMEHTOB ATOM TPYMIbl MOKHO OTHECTH CMHYCOBYIO TaXWKapJWIO, BBISIBICHHYIO y 3
JeTell W CHHYCOBYyIO Opamukapauio (B 4 ciydasx). B dactu cmydaeB (2 pebenka)
Opamukapausi Obl1a OOyCIIOBJIEHA 3aMEIIAIOIIUM SKTOIMUYECKUM TPABOIPEACEPIHBIM
putMoM. Hapymienusi putma cepjilia BCTpEUYalIlCh 4acTO W ObUTM Pa3HOOOpa3HBIMHU,
TaK, y 5 MallMEHTOB BbISIBJICHA CYNPAaBEHTPUKYJISIPHASL SKCTPACUCTOIMSA, Y 2 - SMH30/bI
MapOKCU3MAJIBHOW TaxWKapauu W B 4 ciydasX pErucCTPUPOBAIUCH HIU30bI
napokcu3aMalibHOU Opaaukapauu (Tad:m. 4.15).

OOpamraer Ha ceOsi BHUMaHHE, BBICOKAs 4YacTOTa BCTPEYAEMOCTH IPU3HAKOB
NPEXKJIEBPEMEHHOTO  BO30OYXKJIEeHMs — KedayaoukoB: B 8 (61,5%)  ciywasx
peructpupoBaics GeHomen WPW, y 1 nmamuenta c¢ Oonesnsto [lomre ykopoueHue
untepBaia PR. Ilpu omenke wusmenenuit mo pesynbratam XM OKI' pebeHok ¢
ykopoueHHbIM PR umen XKOC V rpapauun no Lown. ¥V mansuuk ¢ 6ose3nb Danon
perucTpupoBanach KOMOMHUPOBAHHOE HAapPYLIEHUWE PUTMA CEpJIlia: CUHAPOM CIIabOCTh
cunycoBoro yszna, V rpagamus KIC mno Lown, 40 mapokcu3moB mpeacepaHon
TaxyUKapIuu U YCKOPEHHOTO MPEICEPAHOTO puT™Ma 0T 3 KomruiekcoB 10 13 cex ¢ HCC B
npobexke ot 89-115 no 136-163. Eme y 2 aereit Beisiena XKOC III u IVa rpaganuu
o Lown.

Takum o0Opa3zoM, y AeTeil ¢ mpu3HaKaMu MPeaBO30YKICHUS KEITYJOUKOB Hallle
BCTPEUAJIMCh HAPYIICHHS PUTMaA CEpJilla B BUAE KUZHEYTPOXKAIOIIUX KEITyTOUYKOBBIX
skcTpacucToyinii mo faHHeIM XM OKI', 4T0 BEpOsATHEE BCETO CBSA3AHO C JIEKTPUUYECKON
HECTaOMIIBHOCTHIO MHOKap/Ia.

VYuuThIBas 4acTO BCTPEYAIOIIMECS MPU3HAKK MPEKIEBPEMEHHOIO BO30YXKICHHUS
KEITYJOYKOB M, B CBA3U C ATUM, BBIPAXKEHHYIO JedopMaliio KOMIUIEKCOB, OIIEHKA
NPU3HAKOB  TUNEPTpodUH  MHOKapAa  JKEIYyJAOYKOB,  BHYTPIIKEITYIOYKOBOM
MPOBOJMMOCTH, HapyLIEHUS penojisipu3allid U  HUHGAPKTONOJOOHBIX H3MEHEHUMN

SBIIAETCS HENPaBOMEPHOM. [Tpuznaku runepTpopuu npencepauii, HE
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CONMPOBOXK/IAIOIIMECS YBEIMYEHUEM IOJIOCTEN mpencepauii mo pesynbraram IOxXxoKI',

BcTpevanuch B 61,5% cinydaes (Tabin. 4.16).

Taomuma 4.15

Hapyienue putma cep/ilia 1 IpOBOJUMOCTH Y JA€TEH ¢ HapyIICHUsIMU MeTaboIM3mMa

HeoOcTpykTrBHas OO6cTpyKTHBHAS Bcero (n=20)
dbopma (n=13) dhopma (n=7)
abc % abc % abc %
CunycoBas 4 30,7 2 28,6 6 30
Opanukapaus
CunycoBas 3 23,1 1 14,3 4 20
TaxUKapIus
Murpanus Boaurenst | 1 7,7 0 0 1 5
puTMa
[IpaBonpencepaubiii | 1 7,7 3 42,9 4 20
pUTM
Hecnenmduueckas 0 0 0 0 0 0
BHYTPHKEIYI0YKOBAs
Omokana
biiokana Hoxek mydka ['uca
[lepennsis BeTBs JIH 0 0 0 0 0
3annss BeTss JIH 1 7,7 0 0 1 5
Henonnas 61o0kana 2 15.4 2 28.6 4 20
ITH
CuHIpOMBI IPEABO30YKICHUS )KETYTOUKOB
- WPW 8 61,5 3 42,8 11 55
- YKOPOUYEHHOI'0 1 7,7 0 - 5
nHrepBaga PR

[TauueHToB ¢ MeTabOJMYECKUMH 3a00J€BaHUAMH U OOCTPYKTUBHOM (hopmoi

['KMII 6puto 3HauYuTENBHO MeHbINEe (7 YeNOBEK), M HapyIICHUE MPOBOIUMOCTH

BCTPEYAJIOCh Y HUX PEIKO, BCEro B 2 clydyasXx B BHUJC HEMOJIHON OJIOKaIbl MpaBoOn

HOXXKM Tyuka ['uca (tabm. 4.15).

YckopeHHbI LUpPKaAHBIN HHAEKC oTMeueH B 42,8% ciiydaeB, B TO BpeMs, Kak

puruaabii B 14%. Hopmanbehbie nokazarenu YCC Owbutn TOnbko y 1 pebenka. B

OJIMHAaKOBOM TpoueHTe ciydaeB (42,8%) BcTpeyalnch KaK CHHYCOBBIE HapyLICHUS

putMa cepana (3 mamnueHnTta), Tak U Opagukapaus Ha (GOHE MPaBOMPEIACEPIHOTO PUTMA

(3 manmenTa) (tabm. 4.15).

[Ipu3naku npenBO30YKIEHUS JKETYyJOYKOB ObTM B 3 ciayyasx B BHJE

napuuaigbHoro cuaapoma WPW, Ho, 1o cpaBHEHUIO ¢ MalMEHTaMH C HEOOCTPYKTUBHOU
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dbopmoii, compoBoxaammch XKIOC mumb y 1 mamuenta (3adukcupoana KIC IVa
rpagamnuu mo Lown).
Ta6numa 4.16

[Tpusnaku runepTpoduu npeacepanil y NalMeHToB ¢ METa00INYECKUMU

3a00JIeBaHUSIMU
HeoGctpyktuBH | OOGCTpyKTHBHAS Bceero (n = 20)
as popma (n=13) | popma (n=7)
abc % abc % abc %
JleBoe npencepaue 3 23,1 1 14,3 4 20
[IpaBoe npencepaune 4 30,8 3 42,9 7 35
O6a npencepaus 1 7,7 2 28,6 3 15

OueHka MPU3HAKOB THNEPTPOPUN MHOKapJa KEJIyJI0YKOB Oblla BO3MOXHA y 4
NAlUEeHTOB, MPU 3TOM B OOJBIIMHCTBE ciy4yaeB (y 3 M3 HUX) ObUIM NIpPU3HAKU
runeprpopun  000MX  JKEIMyIOYKOB. XapakTepHOM  OCOOEHHOCTBIO  SIBJISUIACH
perucrpauus NOpPHU3HAKOB THUNEPTPOPUU MpEACepInid, KOTOPbIE OBLIM BbISBICHbI
MPAKTUYECKU Y BCEX MAIMEHTOB C OOCTpYKTUBHOU (opmoit (85,7%) (tabn. 2). Ipu
stoM no OXOoKI' yBenuueHue monocTed MNpeacepaui BCTPEYAIoCh B EIMHUYHBIX
ciryJasx.

[Ipu oOctpykTuBHON ¢dopMe BCe AE€TH, HE WMEIOIIHUE MPU3HAKOB CHHApPOMA
WPW, umenu Hecnenudpuueckoe HapylIeHUE PEMoJsipu3allid OT YMEPEHHOTO 10
BBIPAKEHHOTO.

Takum 00pa3oM, HECMOTPSI Ha Pa3HOPOIHOCTh MalMeHTOB ¢ BTopuuHOoM ['KMII
Ha (QoHe MeTaboMMYecKUX  3a00JEBaHUN, MOXKHO  OTMETUTh  CJEIYIOLIUE
NIEKTpoKapauorpaduueckre 0COOCHHOCTHU: ISl TAIMEHTOB C MIIaJIEHYECKON (opMoit
oosesHu Ilomrie xapakTepeH BBICOKOBOJIbTXHBIM KoMmIiekc QRS, rurantckuii
TOTUYECKHI 3a0CTPEHHBIM BBICOKOAMIUIMTYAHBIN 3yOer] T B TpyIHBIX OTBEICHUSX,
uHBepcuss 3yOua T kak B OTBENEHUAX OT KOHEYHOCTEH, TaKk U B TPYIHBIX.
OTAMYuTENBbHON 4YEepTOM Ul ATUX JAETEN SIBUJIOCh Haauuue ykopoyeHHoro PR, uto
CBSI3bIBAIOT [54]C OTIIOKEHUEM TJIMKOI€HA B CEPACYHON MBIIIIE U MPOBEICHUIO IO

HeMy uMIlysibcoB. Ha oHe Tepanuu y HUX BBIPAKEHHOW NTWHAMUKU HE OTMEYEHO. Y
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BCex aeTeit ¢ O6one3npto Danon Obutn ¢ cmiibHO nedopmupoBanbl KoMmruiekehl QRS 3a
cuer npu3HakoB ¢eHomeHa WPW. 3HauMTENbHOTO YBEIMYECHHUS aMIUIUTY/IbI
KOMIUIEKCOB He Obuio. IlaneHTsl ¢ MyKONOJIUCAaxapuao30M Tak K€ HUMeIu
BbICOKOBOJIbTAXXKHYIO ODKI', 0HaKo, HE CTOJb BBIPAXEHHO, Kak mpu OosiesHu I[lomre.
Hapyienue penonsipuzaiiuyd y HUX ObUIO YMEPEHHBIM, HE ObUIO BBISIBJIEHO KOPOTKOTO
PQ, orcyrcTBOBan marosjorudeckuid 3yoer Q W Takue SPKO BBHIPAKCHHBIC W3MCHEHUS
3yona T. XapakrepHa peructpaius npuzHakoB runeptpoduu npeacepauit no KL, He
CONPOBOK/IAIOIINXCS YBEITUYEHUEM TIOJIOCTEN npencepauid no pesyibratam DXxoKI'. He
CMOTpS Ha BBISIBIICHHbIC U3MEHEHHS Y MHOTUX MAaIlMEHTOB, HEOOXOIUMO MOMHUTH, YTO

OAHOTI'O OKI nHe JOCTATOYHO AJIA IIOCTAHOBKH JWMArHo3a U BI)I60pa TCpallnu.

4.4.3. OCO0CHHOCTH JIEKTPOKAPAUOTPa(HH Y MAIUEHTOB ¢ PeMOJAeJTMPOBAHUEM

cepaua Ha (poHe apTepUATBLHOM THIIEPTEH3UU.

[TaniueHTh 00BbEIMHEHBI B TPYIIY B CBSI3M C PA3BUTHEM TUNIEPTPOdUN MUOKapIa
Ha ¢one AI, B OonbmuHcTBe ciydaeB (72,7%) cBsizaHHOM ¢ TunuuHoil KoA.
[Tpu3HakoB OOCTPYKIIMM HA BBIXOJHBIX TPAKTaX >KEIYJOYKOB y ATUX JIeTeH HE ObLIO,
runeprpodust JOK Obuia BelpakeHa HE3HAUUTENIBHO M BO BCEX CIIy4asX OTMEYaioCh
CUMMETPUYHOE YTOJILIEHUE JIEBOr0 Kelynouka. HecMoTps Ha TsHKeCTh COCTOSTHUS MPU
MOCTYIJIEHUU 3a cueT BhIpaxkeHHOoCcTH cuMnTomMoB XCH, mamenenust mo DKI' Obuim
MEHEeE BBIPAKEHbI 110 CPABHEHUIO C MallMeHTaMU, ONIMCAHHBIMU PaHee.

Hapymienuss mpoBoaumocTr ObUTM HE XapaKTepHbI IS 3THUX TMAIlUCHTOB.
3amejieHue BHYTPUNPEACEPTHOTO MPOBEACHUSI peructpupoBaioch auiib y 3 (13,6%)
nerei. B eaWHUYHBIX CilydasX BBISIBJCHBI HApYIICHUS TPOBOAMMOCTH Ha pPa3HBIX
YPOBHSIX MTPOBOJIAIIEH CUCTEMBI Cep/Illa, KOTOPhIE YKa3aHbl B Ta0i. 4.17.

VY OGonpmmHCTBa ManueHToB (63,6%) UUpKagHBIM WHIAEKC HE ObUI M3MEHEH. Y
OCTQJIHHBIX 8 MAIMEHTOB B PABHOM CTEMEHU PETUCTPUPOBAJICS YCUJICHHBIM U PUTHIHBIN

IIUPKATHBIN HHIEKC. Y BCEX MAlMEHTOB PUTM ObLT CHHYCOBBIH.
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Hapymenus putma cepaia BCTpedaauch JOCTATOYHO YacTO, HO B OOJBILIMHCTBE
cilyyaeB ObLUTH HOMOTOITHBIMHU, TaK y MOJIOBHHBI MAI[IEHTOB MPE/ICTABICHbI CHHYCOBOMN
Taxukapauil, 3HauntenbHo pexe (18%) cunycoBoit Opagukapauei. [lpu HaOmoneHnn

B IMHaAMUKe otMevanach Hopmanuzauusa YCC 1 nupKaIHOro HHAEKCA.

Tabnuua 4.17
Hapymenne putma cep/iiia 1 IpOBOJUMOCTH Y ACTCH ¢ peMOJCIMPOBAHUEM cepalia Ha

dboHe apTepuaIbHON rUNepTEeH3UN

Bcero (n=22)

abc %
CunycoBas Opagukapaus 4 18,2
CunycoBasi Taxukapaus 11 50
Hecniennduueckas 2 9,1
BHYTpHXKeEIy104KoBasi OJ0Kaa
Henomnnas omokana [TH 1 4.5
bnokans! nesoit Hoxku 17 0 0
ATpuOBeHTpUKYJsipHas Onokana I cr. 1 4,5

[Tpu3Haku eHOMEHa MPeXIEBPEMEHHOTO BO30YXKACHUS HKEITyI0UKOB BbISBICHbI
y 4 nereir o pesynbrataM XM OKI', u3 Hux y 3 perucrpupoBanack KOC I, II
rpazanuu o Lown.

JUis mamnueHToB C pemojenupoBaHueM cepiaua Ha ¢oHe Al xapaktepHO
BBISIBJICHUE MPU3HAKOB Tuneptpopuu Muokapaa npu nposenenun OKI'. Haubonee
YacTO PETUCTPUPOBAINCH MPU3HAKK U30IMpoBaHHOM runeprpopuu JIK (68,2%).
Coueranue runepTpo@uu JEBOrO KeNyJodyKka C JIEBBIM IpPeICcepAreM BCTPEUYanaoch
Takxke goctatoyHo dacto (31,8%) (tabi. 4.18). CTOUT OTMETHUTH, YTO JJI MAIUEHTOB
0€3 KOapKTallMu aopThl XapaKTepHa M30JIMPOBaHHASI TUIEPTPODHUs JEBOTO KEITyA0UKa,
IIPUYEM MEHEE BBIPAXKEHHAs 110 CPABHEHMIO C IETBMU C KOAPKTALIMEN A0PTHI.

«Mudapkrononodusie» wu3MeHeHus Mopdosorun K.QRS B 3TOMl rpymme
NAIMeHTOB HE BCTPEYAJIUCh, OJHAKO HeCNenu(pUUYecKoe yMEpPEHHOE  HapylleHHe
penonsipusanu Oput0 y 12 nereid, BeipaxkeHHoe - y 10. CTOMT OTMETUTH, YTO MpHU

HOPMaJIM3alMU apTEPUAIBHOIO JABJIECHHUs, NPOBENCHUM XUPYPIMUYECKONW KOPPEKIUHU
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IIOpOoKa  OTMCYAJIACh 6BICTpa$I IIOJTOXHUTCIIbHAA  AHMHaAMHKa C YMCHbBIICHHUCM

BBIPQKEHHOCTU HAPYLIECHUS PENOJISIPU3ALIMK U IPU3HAKOB TUIIEPTPOPUH.

Tabmuua 4.18
[Tpu3naku runepTpodun MUOKapa y JeTel ¢ peMoJIeTMPOBAHUEM cep/lia Ha (poHe
apTepUAIIbHON TUNIEPTEH3UN

Bcero (n =22)
abc %

JleBoe npencepaue 10 45,4
[IpaBoe npencepaue 1 4,5
O6a npencepans 3 13,6
JleBoil xxenynoyex 15 68,2
[IpaBblii xery04ex - -
O6a xenmympouka 5 22,7
JIIT + JDK 7 31,8
2
1

O6a xenynouka + JIIT 9,1
4,5

Bce oTnensl

Taxkum o0Opa3zom, u3 IIPEICTABICHHOTO aHanu3a BHJIHO, 4TO
JIIEKTpOKapauorpapuueckie HM3MEHeHUs KpaiiHe Hecnenuduunel. Hapymienue
MPOBOJMMOCTH HE XapaKTEpHO JUIsl 3THX MmanueHTtoB. Hanbonee yacThiM HapyleHUEeM
pUTMa cepAua SBISIETCS CUHYycoBas Taxukapausa. IlpeBanupyroT MIPU3HAKH
runepTpoduu JEeBbIX OTAEIOB 0€3 HapyIICHHs] BHYTPUKEITYJA0YKOBOTO MPOBEACHUS U
MH(DAPKTOMOAOOHBIX U3MEHEHUH U XapaKTepHa ObICTpas MOJOKUTEIbHAs JUHAMUKA Ha

¢ oHE MPaBUIIBHO MTPOBOIMMOMN TEPATTHH.

4.5. OcodennocTu napamerpoB IXoKI

Benymee mecro B ob6cnenoBanuu gered ¢ ['KMII oTBoautTcst pesynbTaTam
YJIBTPA3BYKOBOTO MCCIIEIOBAHUSI CEP/IIIA. Y UUTHIBAasi 0COOCHHOCTH JIETCKOTO BO3pacTa
3aBUCUMOCTh MOP(O-(PYHKIIMOHATIBHBIX MOKa3aTeNel cepjilla OT MacCOBO - POCTOBBIX
MapaMeTpPoOB, YJbTPA3BYKOBBIE aHHBIE MPEIACTABISINCH, IO BO3MOXHOCTH, B

OTHOCUTCIIbHBIX BCJIMYHNHAX.
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JanHple mnonydeHHble npu npoBeaeHuH OxoKI' mo3BOJAOT  BBIAEIWTH
OOCTPYKTHBHYIO M HEOOCTPYKTHBHYIO (popMbI 3a00sieBanus. s olieHKH THHEPTpoduu
MHOKapJa WCHOJIB30BAIM OLEHKY ToMmuHbl cTeHkn JDK B Tpex ero otamenax
(6azampHOM, cpemHem u BepxymeunoM) u/unu IDK. Kpurepumem mist mocraHoBKH
nuartoza acummetpudHoil Gopmbl 'KMII sBasiercst cootnomenne MXKIT u 3CJDK
oouspie 1,3. [98].

OneHka nuacTonnyeckord (YHKIMH, KOTOPOM yJaensieTcss OOJbIIoe BHUMAaHHUE Y
nanueHToB, crpagatomux ['KMII, B Hamem wuccienoBaHMM MPOBOAMIACH Yy MAajoro
KOJINYECTBA JETEW, B CBSI3M C TEXHUYECKMMH TPYAHOCTAMU M HEIOCTATOUYHOU
TOYHOCTBIO €€ M3MepeHus B paHHeM Bo3pacte. Kak uzsectHo, HCC He mpeBblaromas
100-120  ya/muH, sABIsIeTCAs  00s3aTENbHBIM  YCIOBHEM  aJ€KBAaTHOM  OIIEHKH
JMACTOJINYECKON (YHKIIMM JIEBOTO KEIyJ0uYKa, OJHAKO, JJisi OOJBIIMHCTBA JETEH,
0COOEHHO paHHEro JETCKOro Bo3pacta, ¢usnonornyeckas UCC Brillie ITUX 3HAYCHUH,
YTO M CO3J1aeT TPYIHOCTH B ONpENETIEHUU Auactoandeckoil ¢ynkuuu. OnHaKo,
Hapactanue nojoctu JIII Moxker ABIATBCS KOCBEHHBIM Npu3HakoM /[I/I, cBs3u ¢ yem,

OIICHKE €r0 COCTOSIHUS ObLIO YAECIEHO 0C000€ BHUMAHMUE.

4.5.1. Ocodennoctu IXxoKI' y nanuenToB ¢ nepsuunoit F'KMII

[To pesynbpTaTam oOIEeHKH THUNEPTPOGUU MHOKap/a y MAIMEHTOB C MEPBUYHOU
['KMIT MXII 6suta runeptpodupoBana y 43 (97,7%) nereir, 3CJIK y 25 (56,2%)
naruenToB, [IcIDK B 3 (6,8%) cnydasx. Beipaxkennas runeptpodus MXKII,
MpeBbIMIANIast 7 Z-score XapakTepHa nJisi  OOJNBIIMHCTBA TAIMEHTOB, pPEXKe
BCTpeYaJlach YMEPCHHAS U B €MHUYHBIX COydasx He3HauwmTelbHas. Tommuaa 3CJIDK B
OOJBIIMHCTBE CIy4YaeB yBeJIMUeHa HE3HAYUTEIIBHO, YTO COOTBETCTBOBAJO 2 - 4 Z-score.
(Tabi. 4.19).

Acummerpuunas popma ['KMII BeisiBnena y 41 (93,2%) pebenka, npu 3ToM y

BCEX MalMEeHTOB mpeBanupoBana runeptpopus MIKIL, runeptpodus obOoux
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KEIyJT0YKOB BCTpEYagach B €AMHUYHBIX CIy4asx, TaKk oHa Obuia 3adukcupoBaHa y 3
(6,8%) u3 44 nanuenTtos (Tadi. 4.20).
Tabnuua 4.19
BripaxkeHHOCTD THNepTpo(hUu MUOKap/a y AeTel paHHETO BO3pacTa ¢

neppuyHoii ['KMII

ITokazarens, Z- dopwma 3ab01eBaHUS Bcero
score (n=44)
be3 o6cTpykimmn C obcrpykuueii (n=17) aoc | %
(n=27)
abc % ot | % B | abc % ot | % B
(n=27) (bopMbI rpymnme (n=17) | dopmer | rpymme
(n=27) (n=44) (n=17) (n=44)
MexokenyJouKkoBasi IEPEropoaKa
Hesnauntenpnas 5 18,5 11,4 0 0 0 5 11,4
runepTpodust
YMepennas 11 40,7 25 4 23,5 9,1 15 34,1
runepTpodus
Bripaxxennas 10 37 22,7 13 76,5 29,5 23 52,3
runepTpodus
HOpMa 1 3,7 2,3 0 0 0 1 23
3aHss CTEHKA JIGBOTO JKETyJ0uKa
He3nauutensHas 8 29,6 18,2 5 29.4 11,4 13 29,5
runeprpodus
YMepenHas 4 14,8 9,1 5 29,4 11,4 9 20,5
runepTpodus
Bripaxxennas 1 3,7 2,27 2 11,8 4,5 3 6,8
runeprpodus
HOpMa 14 51,85 31,8 5 29,4 11,4 19 43,2

[Tonocte JIK Obuta ymenbinieHa B auactony y 27 (61,4%) nereid. YBenuueHue
pasmepoB JIII, B oTuuue OT B3pOCIbIX, BCTpeUYanoch peako, auub y 4 (9,1%) nerei,
4TO BEPOSATHEE BCETO, CBSI3aHO C PaHHUM BO3PACTOM OOCIEAYEeMbIX MaI[MEHTOB.
['emoaHAMUYECKH 3HAYMMasi HEIOCTAaTOYHOCTh MuTpasbHOro kinanaHa (HMK),
cooTBeTCTBYIOIIas 2 — 3 crenenu 3apeructpupoBana y 17 (38,6%) OonbHbIX (Tl
4.21). Cumnromel XCH, cootBerctBytouue Ila ctaguu, ormeuensl B S (12%) cimydasx

(Tabn. 4.22).
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HeoOctpyktuBnast ¢opma I'KMII BeisiBieHa y OONBIIMHCTBA JETEHl paHHETO
BO3pacTa. Y BceX IMaIMEHTOB ¢ 0OCTPYKTUBHOM (hopmoil oTMeueHa ooctpykmuss BTJDK
(Tabm. 4.20).

Tabmuua 4.20
BapuaHTbl CHMMETPUYHOCTH TUIIEPTPOPUHN U OOCTPYKIIMH JKEITyI0YKOB y JIeTel

paHHero Bo3pacta npu rnepsuaHoi I'KMII

Bcero (n=44) bes Oo6ctpykruBHas popma (n=17)
ObeTpYKIHH [~je K JDKAHTDK
(n=27) 0=15) | (n=0) | (n=2)
abc % abc abc abc abc
CummerpuuHas gopma
JIK 2 5 1 1 0 0
JDKHIK 0 0 0 0 0 0

AcummerpudHas Gopma ¢ npenmyinecTBeHHoi runeprpoduein MIXKII

MIKII 20 46 15 5 0 0
MIKII+3CJDK 19 43 11 8 0 0
MIKII+3CJDK+TIcIK 3 7 0 1 0 2
MIKIT +HITK 0 0 0 0 0 0

AcummerpudHas Gopma ¢ nmpenmyiecTBeHHoi runeprpopueit 3CJIK

3CJIK 0 0 0 0 0 0
3CJIIK+MIXKIT 0 0 0 0 0 0
3CIIAK+MXKII+HIcIDK 0 0 0 0 0 0

IIpu cpaBHeHun nmapamerpoB IX0KI' 0OCTpYKTUBHON U HEOOCTPYKTUBHON (popM
['KMII BbisiBUIM cTaTUcTUYeCKU 3HauuMble pasznuuud (p<0,05) Tommmuasr MKIT u
KOHEYHO-Auacrtoanueckoro pasmepa JDK. MakcumanbHas tommuaa MOXKIT wu
HauMeHbiasgs moysiocth JIJK BeIsBIEHa y OOJNBHBIX C OOCTPYKTUBHOU (hopmoi
3a00JIeBaHUs, TAKKE y HUX OTMEUYECHO cTatucTruecku 3HaunMoe (p<0,01) mpesbiieHne
MapamMeTpoOB MAKCHUMAJbHOW CKOPOCTH M MNHUKOBOro rpagueHra nasieHuss B BTJDK
(Tabm. 4.23).

Boipaxkennas runeptpodus MXKII Bcrpeuanace npu obeux (opmax ['KMIIL,
OJIHaKO, MpU 00CTPYKTUBHOM yaiie (29,5%), ueM npu HeoOCTpyKTUBHOM (22,7%) (Tad1.

4.19). O6pamano Baumanue, uto 3CJDK mpu nHeobctpyktuBHOU (Qopme 'KMII B



113

MOJIOBMHE CllydyaeB Oblla HE YTOJINEHA, B TO BpeMs KaK y JeTell ¢ OOCTPYKTHUBHOMU
dbopmoli TpeBanMpoBaia He3HAUUTENIbHAsS U YMEpeHHas ee runeprpodus (tadm. 4.19,

4.23).

Tabmuma 4.21
CreneHb HEIOCTATOYHOCTH MUTPAJIBHOTO KJlallaHa y JIETe paHHETO BO3pacTa C
nepsuunor ['KMII
Crenenb Bcero HeobGctpykTrBHas OOCTpyKTHBHAS
HMK (n=44) TKMII (n=27) TKMII (n=17)
abc % abc % aoc %
0 15 34,1 14 51,9 1 5,9
1 12 27,3 7 25,9 5 29,4
2 16 36,3 6 22,2 10 58,8
3 1 2,3 0 0 1 5,9
Tabmuma 4.22
Craguu XCH y nereit pannero Bo3pacrta ¢ neppuaHoit [ KMII
Cranus Beero (n=44) HeoOctpykTuBHas OOcTpyKTHBHAS
XCH abc % ¢dopma (n =27) dopma (n=17)
0 17 38,6 17 0
I 22 50 10 12
ITb 0 0 0 0

Cnenyer oTMeTuTb, 4TO 3aboyieBaHue mpu oOcTpykTuBHOU (opme ['KMII
MPOTEKAJIO arpecCUBHEE, YTO MPOSBISUIOCH Oosiee BbIpakeHHbIMU cumnTomMamu XCH
(Tabmn. 4.22), nanuureMm B OOJBIIMHCTBE ClydyaeB reMoauHamuuecku 3Haunmorr HMK
(tabn. 4.21). Ymensmenue nonoctu JOK B auactony Berpeuanock B 40% ciyyasix, u3
HUX HECKOJIbKO yalie npu ooctpyktuBHou popme 'KMIIL.

Takum o0paszom, ISl MAIMEHTOB paHHETO Bo3pacTa ¢ HacneacTBeHHOM ['KMII
xapakTepHa acummerpuyHas runeptpodus JDK npeumymectenno 3a cuer MXKIIL. B
oonpmmHCTBE ciydaeB (52,3%) runeprpodust MXKII Beipakennas (Z-score > 7), mpu
toM, uro 3CJIK yrommena y 56% nereil, HO He3HauuTenbHO (Z-score 2-4). B

MOJIOBUHE CIIy4aeB OTMEUAeTCs HW30JMpPOBAHHOE paBHOMepHoe ytomeHue MIKII.

[IpaBerii skemymodek peaKo BOBJIEKaeTcs B mporecc. [IpeBamupyeT HEoOCTpyKTUBHAS
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dopma 'KMII, ymenbmenue nonoctu JOK B quactonmy y 40% manueHToOB, AUIaTAIIHS

nooctu JIIT BCTPCUYACTCA B CAMHUYHBIX CIIydasiax.

Tabmuma 4.23

IToka3zarenu napamerpoB OxoKI' y nereii nepsuunoit 'KMII

(Me (25;75 neprieHTHIIb)

[10Ka3aTesb Me (25;75 ®opma 3a0051€BaHUs VYpoBeHb
MEPLICHTUJIb) 3HAYUMOCTHU
pa3nuuui
Mexnay (p)
bes C o0cTpyKuuen
o0cTpyKIUU (n=17)
(n=27)
Z-score MOKII 7,7 7,3 9.4 0,06
(6,2;9,9) (5,9; 8,8) (8,1; 11,7)
Z-score 3CJIK | 2,4 1,7 33 0,07
(1,3;3,9) (1,2;3,2) (1,7; 5,3)
Z-score  JDKn | -2,9 2.7 -3,1 0,63
(KIP JIXX) (-3,9; -1,6) (-3,7;-1,4) (-4,1; -1,7)
Z-score JIIT 0,65 0,5 0,7 0,51
(-0,1; 1,9) (0,1; 1,5) (0,1;2,1)
Z-score 11K -2,7 -2,8 -2,4 0,17
(-3,3;-1,2) (-3,7; -1,6) (-3,1; -0,6)
% MXITI (ITI1T) | 275,4 262,4 343,6 0,01%*
(229,1; 368.8) (220,8; 319.4) | (289,1; 461,4)
% 3CJIXK | 160,7 146,6 185,9 0,07
(TIIIT) (135,0; 209,1) (132,3;189,4) | (142,7; 258,4)
% JOKn (IIIIT) | 82,1 82,1 81,5 0,95
(KJIP JIX) (77,2; 90,7) (77,6; 89,6) (74,9; 92,8)
O®B Teiixompn, | 79 78,0 80,0 0,08
% (73;81) (72,5; 80,0) (78,0, 82,0)
®B CumrcoH, 65 78,0 56,0 0,12
% (58; 74) (74,0; 82,0) (54,0; 60,0)
[IcIDK, mMm 3 2,8 3,2 0,06
(2,5;4,0) (2,0; 3,5) (3,0; 5,0)
BTJIK, 1,7 1,2 (1,0; 1,6) 3,6 0,001*
V M/cex (1,1;3,0) (2,9; 4,5)
BTJIK, 10,8 5,8 (4,0; 9,9) 62,0 0,001*
PG MM pr.cT. (4,8; 36,00) (31,0; 80,0)

* - pa3nu4us MoKa3aTeNnel CTaTUCTUYECKU 3HAYMMBI MEXTy OOCTPYKTUBHOW M HEOOCTPYKTUBHOM
dbopmamu 3a00I€BaHUS

4.5.2. Ocodennoctu IxoKI' y nanuenTos ¢ Bropuunoii 'KMII

4.5.2.1. Ocodennoctn IXoKI' y manueHToB ¢ cMHAPpOMaMH MaJab(opManui

ITo pesynpraTtam o6GcnenoBanuii runeprpodus MIKII Oblna BbIsIBIIEHA Y BCEX

nereit, 3CJDK — y 14 (73,7%), IDK — y 10 (52,6%) nauuentoB. ['uneprpodus MKII
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ObLIa MPEUMYIIECTBEHHO BhIpaXkKeHHOM (Z-score > 7) —y 13 (68,4%) nereit, 3CJLK y 8
(42,1%) manueHToB yToJIeHa YMEpEeHHO (Ta0. 4.24).

CummeTrpuuHas TunepTpodusi MHOKapaa BCTpEeUYalach y 4eTBEPTH MAIlUCHTOB, Y
oonpmmHcTBa (14manmenton/73,7%) BoisiBneHa acummerpuuHas (opma ['KMII c
npeumMyiiectBeHHbIM yroamenuem MOKII. OOpamiaer BHMMaHue, 4TO y J€Ted IpU
CHHIpOMax Maib(GopMalluii B TIOJIOBUHE CJIy4aeB BOBJEYEHBI B Tpolrecc o00a

Kenynouka (tadm. 4.25).

Tabmuma 4.24
BBIpa)KCHHOCTB I‘I/IHCprOCI)I/II/I MHOKap/Ja y IanueHTOB C CUHAPOMAaMHU MaJ’IB(l)OpMaHI/Iﬁ
[Tokazatens, Z- ®dopma 3ab0seBaHUS Bcero (n=19)
score
bes obctpykiuu (n = 4) C obctpykuueit (n=15)
abc % ot | % B|abc | % ot |% B | abc %
dbopmbl | Tpyrie ¢dopmbl | rpymme
Mesxokeny10uKoBas eperopoaka
Hesnauurennnas 0 0 0 1 6.7 5,3 1 5,3
runeprpodus
YmMmepenHas 2 50 10,5 3 20 15,8 5 26,3
runepTpodus
Bripaxxennas 2 50 10,5 11 73,3 57,8 13 68.4
runeprpodus
Hopma 0 0 0 0 0 0 0 0
3aHss CTEHKA JIEBOTO XKEITyI0UKa
He3nauntennHas 1 25 5,2 4 26,7 21,1 5 26,8
runepTpodus
YwmepeHHast 1 25 52 7 46,7 36,8 8 42,1
runeprpodus
Bripaxkennas 0 0 0 1 6,7 5,2 1 53
runepTpodus
HOpMa 2 50 10,5 3 20 15,8 5 26,3
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O6cTpykTuBHas Gopma otmedanach y 15 (78,9%) manueHToB, TakKe BaXHO, YTO
y 5 (35,7%) 13 HUX BbISBICHA OOCTPYKIUSI BBIXOJHBIX TPAKTOB OOOUX KEITYJOUKOB
(Tabm. 4.25).
Tabmuua 4.25
BapuaHTbl CHMMETPUIHOCTH TUTIEPTPOPHH U OOCTPYKIIMU KEITyT0UKOB IPU

CHUHIpOMax Masb(opmariuii

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

AcummerpuuHas popMa ¢ npeumyiecTBeHHoi runeprpodueit MXKII

MIKII 1 5 1 0 0 0
MIKIT+3CJIK 5 26 1 4 0 0
MOKTI+3CJDKH eI DK 4 21 0 1 0 3
MIKIT +ITeIDK 3 16 1 1 1 0
AcummerpuuHas popma c mpeumyuiecTBenHoi runeprpopueit 3CJDK

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

VYMmenbmienne monoctu JOK mpu oOctpyktuBHOit dopme 'KMII 6o y 9
(47,4%) nereit. Yenuuenue nosioctu JIIT y 8 (42,1%) manuenToB. I'eMoiMHaMUYECKH
3naunmass HMK, cooTBercTBytomas 2-3 crenenu, BbisiBieHa B 9 (47,4%) ciyuasx
(tabm. 4.26). Cumnromsl XCH, cootBercTBytomue [la-b cranuu 3aduxcupoBanst y 17
(89,5%) nanuenToB (Tadm. 4.27).

B cBsi3M ¢ MaJOYUCIEHHOCTHIO Tpynmnbl aHaiu3 napamerpoB OxoKI Hamu
IPOBEJCH C HCIIOJIB30BAHUEM OIUMCATENbHBIX KPUTEPHUEB B BUAY HEBO3MOXKHOCTHU

HCIIOJBb30BaHUA CTATUCTHYCCKHUX MCTOA0OB CpaBHCHHUSI.
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Tabnuma 4.26
CrerneHn HCAOCTATOYHOCTH MHUTPAJIBHOT'O KJIAallaHa Y zxeTeﬁ C CUHApOMaMH
Mabhopmaruit
Crenenb Bceero HeoOctpykTuBHas O6crpykTuHas [ KMII
HMK (n=19) ['KMII (n=4) (n=15)
abc % abc % abc %
0 4 21,1 75 1 6,7
1 6 31,6 1 25 5 33,3
2 6 31,6 - 6 40,0
3 3 15,8 - 3 20,0

I'uneptpoduss muokapaa MIKII y manmeHTOB ¢ 0OCTpYKTHBHOM (opmoil B
OOJIBIIMHCTBE CJIy4aeB OblIa BBIPAXKEHHOW M COOTBETCTBOBajJa OLIEHKE MO Z-Score
Oosee 7, mpu HEOOCTPYKTUBHOUN dopme y 3 u3 4 aereit — ymepeHHOW. BripakeHHas
runieprpodusi 3CJDK Obuta He xapakTepHa U Jake MpU OOCTPYKTHBHOUM (opme
VTOJIIIIEHA TPEUMYIIECTBEHHO YyMEPEHHO U He3HauuTenbHo. Ilpu cpaBHeHUU
runeptpoduu Muokapaa creHok JIK mo oreHke mo Z-score npu 00CTpyKTUBHOU (hopme
nokaszateld ObUIM BbIIE B 2 pa3a MO OTHOIICHHWIO K MalMeHTam 0e3 0oO0CTpyKUuu

BBIXOJ/IHBIX TPAKTOB KeNya04KoB (Tabdi. 4.28).

Ta6mmma 4.27
Cranuu XCH y geteil ¢ cuHapoMamMu Maidb(opMaruii
Cragus Beero (n=19) HeoOcrpyktuBHast | OOCTpyKTHBHAS
XCH aoc % dbopma (n =4) dbopma (n=15)

0 0 0 0
I 10,5 2

Ila 14 73,7 2 12

IIb 3 15,8 0 3

Ha Tsxecth TedeHus 3a0ojieBaHMs Y TAlMEHTOB C OOCTPYKTHUBHOM (opmoit
yKkazpiBasin Oojee BolpakeHHble cumnToMbl XCH, coorBerctBytomue Ila-b cramum
(Tabn. 4.27), a Tak e 4acTO BCTpeyaromiascs remoauHamuuecku 3HauuMas HMK
(Tabu. 4.26). Y nereit ¢ HeoOcTpykTuBHOU (hopmoit cumntombl XCH He npeBbimany I-

[la cragun, a crenmenb HMK cootBercTBOBana Qu3nonorndeckoil. YMeHbIICHHE
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nosioctu JOK B nuacrony npu ob6ctpykrusHoit popme ['KMII 651510 y 9 (66,6%) neteit,

B TO BpEeMs Kak Mpu HEOOCTPYKTUBHOM (hopMe MOJOOHBIX MU3MEHEHUN HE BBISBIICHO.

Hunatanust nosnoctu JIII peructpupoBanacsk y 8 (53,3%) nanueHToB, NpUYEeM TOJIBKO

npu 00CTPYKTUBHOU (hopMme.

Tabmmma 4.28
[Toxazarenu nmapametrpoB OxoKI y gereii ¢ cuanpomamu Maibpopmarmii (Me (25;75
MIePIEHTHIIb )
MoKa3aTeib Me (25;75 be3 obcTpykiun C obcTpykuueit
TIEPIEHTHUIIb) (n=4) (n=15)
Z-score MXKII 8,6 5,3 (4,7; 6,7) 9,8 (7,4; 11,1)
(6,2; 9.,8)
Z-score 3CJDK | 3,8 1,8 (1,5; 3,3) 4,9 (3,4;6,4)
(1.8; 6,0)
Z-score JIKn -2,5 -0,1 (-0,7; 0,5) -2,6 (-3,3; -1,6)
(_3a3; _078)
Z-score JIIT 1,4 -1,2 (-1,8; -0,2) 2,3 (1,2;2,7)
(0,5; 2,6)
% MXII (TITIT) | 308,4 218,7 342,2
(229,1; 364,3) (205,1; 247,8) (266,7; 417, 9)
% 3CJIK | 190,8 145,5 233, 8
(TIIIT) (151,5; 285,8) (134,1; 194,2) (185,5; 308,8)
% JOKn (ITIIT) | 83,3 99,5 82,7 (80,3; 88,8)
(80,7; 95,1) (95,1; 100,3)
®B Teiixounsl, | 83 (74; 86) 79,0 (74,0, 80,5) 85,0 (83,0; 86,0)
%
®B CumrcoH, | 69 (64; 72) - 69,6 (64,7; 70,0)
%
I1cIDK, Mmm 3(2,7;4,00) 2,6 (2,4;2,8) 4,2 (3,2;5,5)
BTJIXK, V 2,4 (1,5;4,3) 1,4 (1,2; 1,8) 3,3(2,8;4,3)
MM PT.CT.
BTJDK, PG 28,0 (8,8; 72) 7,1(5,7; 12,6) 50,0 (29,0; 75,0)
MM PT.CT.

Takum oOpa3oM, y MalUEHTOB C CHHAPOMaMH Maib(hOpMaIluii,

OOJBIIMHCTBE CIIy4aeB

MPEACTABJIEHA ACUMMETPUYHON

I'KMII B

runeprpopuent  JOK c

MIPEUMYIIIECTBEHHON U BhIpaKeHHOU (Z-score > 7) runeptpodueit MXKII, y momoBuHb

nereit BopieueH B mpomecc u IDK. Yacro ormewaercs oOcTpykTuBHas (opma

3aboneBanus (78,9%), ¢ oOCTpyKIiuel BBIXOJHOTO TpakTa Kak JieBoro (60%), Tak u

(33,3%) o00oux >KeTymOodYKOB, MpOTEKaromas Oojiee, YeM B TOJOBHUHE CIIy9acB C
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reMmoanHamMuuecku 3HaunMorn HMK.

4.5.2.2. Ocodennoctu IXxoKI' y nanueHTOB ¢ MeTa00IHYeCKMMU 3200/1€eBAHUSIMU

VY namueHToB ¢ MetabonvuecKuMu 3a0olieBaHUsMU 10 pesynbTatam IXoKID
BbisiBNieHa Tuneprpodus MXKII B 18 (90%) ciyuasx, 3CJIK — B 19 (95%), oOpamaer
BHUMaHue 4actoe BopiedeHue B mpoiiecc [DK, runeprpodust KoToporo ompeseneHa y
16 (80%) nereil. Boipaxkennas runeprpodus muokapaa MXKII, npessimaromas 7 Z-

score, oTMedasach B mojoBuHe ciaydaeB, a 3CJDK - neckonbko pexe y 8 (40%) nereit

(Tabm. 4.29).

BoIpaxkeHHOCTh runepTpouu MUOKapAa y NallMEHTOB ¢ META0OJINYECKUMU

3200JIEBAaHUAMU

Ta0muma 4.29

Ilokazarenn, Z-
score

®opma 3aboneBaHUs

Bcero (n=20)

bes obctpykiun C obcTpykuueit

(n=13) (n=7)

abc | % or|% B|abc |% or|% B|abc %

¢bopMbI | rpynmne ¢dopMsI | rpymnme

MexokenyJouKoBasi IEPEropoaKa
Hesnauutenbhas | 3 23 15 0 0 0 3 15
runepTpodus
YMepeHHas 3 23 15 1 14,3 5 4 20
runeprpodus
Bripaxxennas 5 38,5 25 6 85,7 30 11 55
runepTpodus
Hopma 2 38,5 10 0 0 0 2 10

3aHss CTEHKA JIGBOTO JKEITYI0UKa

He3naunrenbsHas | 3 23 15 0 0 0 3 15
runeprpodus
YwmepenHast 6 46,2 30 1 14,3 5 7 35
runepTpodus
Boipakennas 2 15,4 10 6 85,7 30 8 40
runeprpodus
HOpMa 2 15,4 10 0 0 0 2 10
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VY OonbmmHcTBa 007BHBIX 13 (65%) BBISIBICHA CHUMMETpPHYHAs THIEPTpOuUs
muokapaa JDK, B eIuHMYHBIX CIy4asx OTMedanach H30JIMPOBaHHAs THrepTpodus
3CJIXK. I'uniepTpodust Muokapia 0601X Keym09KoB Berpedanach y 15 (75%) 00ibHBIX
(Tabm. 4.30).

Taomuma 4.30

BapuaHTbl CAMMETPUYHOCTH TUTIEPTPOPHUH U OOCTPYKIIMU HKEITYTOUYKOB MPU

META00INYECKUX 3a00JI€BAHUAX

Bcero (n=20) bes OO6cTpyKTHBHAs dbopma
obctpykuuu | (n=7)
(n=13) JK K JIOKHIDK
0=3) | (=4) | (@®=0)
abc % abc abc abc abc
Cummerpuanas popma
JIK 2 10 2 0 0 0
JDK+IeITK 11 55 5 3 3 0

AcummerpuuHas ¢popMma c npeumyuiectTBeHHon runeprpopueit MKII

MIKII 0 0 0 0 0 0
MIKIT+3CJIK 0 0 0 0 0 0
MIKIT+H3CJDKHIcI DK 4 20 3 0 1 0
MIKIT +ITcIDK 1 5 1 0 0 0
AcummerpuuHas popma c mpeumyuiecTBenHo runeprpopueit 3CJDK

3CJIK 2 10 2 0 0 0
3CJIIK+MXKIT 0 0 0 0 0 0
3CIIK+MXKIT+HIcIDK 0 0 0 0 0 0
3CJDKA+IIcIK 0 0 0 0 0 0

OOCTpyKLMST BBIXOJHBIX TPAaKTOB KEIyAOYKOB Bcrpeyanacb y 7 (35%)
MAlKUEeHTOB, U3 HUX Y 4-X JeTel 3apUKCUPOBaHbI IPU3HAKU OOCTPYKIIUM MPABOTO, a y 3-
x — JDK, Takum o0Opa3oM, OOCTPYKITUU BBIXOJHBIX TPAKTOB 00OUX >KEIIYJAOYKOB B 3TOMN

MOATPYIIE MAalMEHTOB He oTMeueHO (Tab. 4.30).
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V 3 (15%) nereli BBIABIEHO YMEHBIIIEHUE ITIOJIOCTA 000MX JKEITYIOYKOB, OTHAKO
) y

6 (30%) OoJIbHBIX OTMEUajach JWJIATAllUs TOJIOCTH JIEBOTO JKEIyJO0uYKa, a B YacTu

ciydaeB (8 manuentoB/40%) peMoaenupoBaHUE CepAla COYETAIOCh CO CHIDKCHHEM

COKPAaTHUTEJIbHOM cIOCcOOHOCTU. YBennueHue nojoctu JIII BcTpedanocs B € IMHUYHBIX

cinydasx. l'emogmHamuyecku 3Hauumas HMK,

BoisiBieHa y 8 (40%) nereit (Tadu.

COOTBETCTBYIOIIAsE 2-4 CTENEHH,

4.31). Kmunaunueckue nposisnenus XCH,

cootBeTcTBytomue Ila-b craguu, Habmomanmucs y 95% mnamueHTOB B HCCIIeIyeMOn

rpynne (tadmn. 4.32).

Tabmuua 4.31
CrernieHp HCIOCTATOYHOCTH MHUTPAJIBHOI'O KJIaIlaHa Y I[GTeﬁ ¢ METa0OINIECKUMU
3a00J1eBaHUSIMU
Crenenb Bcero HeoOcTpykTuBHas OO6cTpyKTHBHAs
HMK (n=20) I'KMII (n=13) I'KMII (n=7)
abc % a0c % abc %
0 2 10 1 7,7 1 14,2
1 10 50 7 53,8 3 42,8
2 4 20 3 23 1 14,3
3 3 15 1 7,7 2 28,6
4 1 5 1 7,7 0 0

B cBsi3u ¢ MAJIOYKCIIEHHOCTBIO TPYHIBI aHAN3 mapameTpoB IxoKI' mpoBeneH ¢

HCIIOJIB30BAHHUCM OIIMCATCIIbHBIX KPUTCPHUCB B BHAY HCBO3MOKHOCTH HCIIOJIb30BaHHA

CTAaTUCTHYCCKUX KPUTCPHUCB.

Tabnuma 4.32
Cramuu XCH y geteit ¢ MmetaboanmdeckuMu 3a00JI€BaHUSIMU
Cranus Beero (n=20) HeoOctpykTrBHas OO6cTpyKTHBHAS
XCH aGe o dopma (n =13) dopma (n=7)
0 0 0 0 0
I 1 5 1 0
Ila 12 60 9 3
ITb 7 35 3 4
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['uneptpoduss MKIT u 3CJDK mpu oOctpykTuBHOM (popme B OONBIIMHCTBE
ciyyaeB ObLIa BBIPaXEHHOM, Ipu HeoOCTpyKTHUBHOHU (hopme runeprpodus MXKII raxke
yamie BcTpedanack BblpakeHHas, a 3CJDK Opula yTonmeHa NperMMyLIECTBEHHO
ymeperHo (tabn. 4.33). OOpamiaeT BHUMaHWE, YTO THUMEPTPO(HS MHOKapna JEBOTO
KeNyJouyka y TAalMeHTOB C OOCTPYKTHBHOW (opMoii B 2 pa3a mHpeBOCXOAMIIA
MOKa3aTeNId TOJNIIWHBI MHOKap/aa Mpu HEOOCTPYKTUBHOU (hopme. VY mereid ¢ 00JIe3HBIO

[Tomnie py BU3yaIM3aliii OTMEUYCHA «3EPHUCTOCTHY MHOKap/Ia.
Tabmauma 4.33

[Tokazarenu nmapametpoB IxoKI' y nereii ¢ Mmetabonuueckumu 3aboneBanusiMu (Me

(25;75 neprieHTHIIb)

MOKa3aTelb Hgﬁiéiilﬁi | Bes o((Iilcleps?f)KHHH C oberpysueii (n=7)
Z-score MXKII 8,6 (4,4;11,2) 4,9 (3,2; 8,9) 10,4 (8,3; 11,5)
Z-score 3CJIDK 5,5(4,1;8,2) 4,1 (3,3;6,1) 7,99 (6,5;9,7)

Z-score JDKn 0,5 (-1,1; 2,4) 0,7 (-1,1; 5.,4) -2,4 (-3,3; -1,7)
Z-score JIII -0,1 (-0,6; 0,6) 0,4 (-0,5:0,8) 0,1 (-0,1; 1,9)
% MOKIT (TTIIT) (184?81;33 25) 15,5 (158.6:322,1) | 380:8(304.9:444.7)
247 3574
%o 3CJIK (IITIT) (206.5: 398.8) 214,6 (185,4; 264.8) (293.9; 500,5)
% JDK (TIIIT) 102,1 (93,6;118,5) 103,5 (94,1; 147,1) 83,1 (78,4; 88,1)
B Tefomw, 7o 55,5 (36,3; 78,8) 55,0 (37,05 72,0) 59,0 (54,0; 68,0)
OB Cinmeor, % (302?’;853) 46,0 (38,0; 56,0) )
TIcITDK, MM 4,3 (3,0; 5,3) 3,8 (3,0; 4,5) 5,0 (4,0; 5,2)
Vﬁfﬂfg_ 1,2 (1,0; 1,7) 1,2 (1,0; 1,4) 2,4(2.4;3,1)
PG an prcr. 5.9 (4,05 12.3) 5,76 (4,05 6,2) 230221365

Cumnromel XCH, cootBercTBytomnue Ila-b ctaguu BcTpedanuch y OOJbIIMHCTBA
NAlMEHTOB HE3aBUCUMO OT HAJIMYHUS OOCTPYKIIMH BBIXOAHOTO TPaKTa >KellyAouka (Tadi.
4.32). 'emogunamudecku 3naunmasi HMK Bcrpedanace npu o6enx ¢opmax, HO Haile y
NAlMEHTOB C TNpHU3HAKamMu oOCTpykuuu (Ttabdn. 4.31). VYMeHblIeHHe MOJOCTU
KEITyT0YKOB OBLJIO y MAIIMEHTOB C OOCTPYKTUBHOM (HOpPMOM, MPUTOM, UTO IUiIaTalvs

nosioctu JOK 1 cHM>KeHUE COKpaTUTENbHOM ClIOCOOHOCTH MUOKAp/1a BBISIBICHBI Y JAeTeH
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c HeoOcTpykTuBHOM (opmoit. Junatanus nonoctu JIII BeisiBaeHa B 2 ciaydasx mpu
HEOOCTpYKTUBHON (opMe U y | pebeHka ¢ 0OCTpYKIMEH BBIXOJHOTO TPaKTa JIEBOIO
KEIyJouKa.

K oco0OeHHOCTAM yJIbTpa3ByKOBBIX IIapaMeTpOB cCepALla y NalUEHTOB C
MeTaboNINYECKUMU 3a00JI€eBaHUSAMU CIIelyeT OTHECTH CUMMETPUYHOCTb,
BBIPAKEHHOCTh M YacTO€ COYETaHUE TUNEPTPOPHH MHOKapaa OOOMX KEITyJOYKOB,
IPEUMYIIECTBEHHO OTCYTCTBHE OOCTPYKLHH BBIXOJHOTO TPAKTa KEIYJOUYKOB, TaKKe
cllydad pa3BUTHs cUCToJIMYecKor aucyHkuuu c munaranueil nmonoctu JOK Ha done

BBIPQKEHHOU THIEPTPOPUU MUOKApAA.

4.5.3. Ocodennoctu IXoKI' y manueHToB ¢ peMoaeTupoBaHueM cepaua Ha ¢oHe

apTepUAJIbHON TMNEePTEH3UN

[To pesynabTaTam OLIEHKU pemojienupoBaHust cepama Ha ¢oHe Al y Beex
naneHToB 1o DxoKI' BeisiBnena cummerpuuHas runeptpodus JDK. Crnenyer taxxke
OTMETHUTb, YTO sl OOJBIIMHCTBA JIETEM XapaKTepHa He3HauuTeNbHas (Z-score 2-4)
runeptpodust kak MXKII, tak u 3CJIXK (tabn. 4.34; 4.35). [IpaBbiii sxenyno4ex He ObLT
BOBJICUCH B MPOIIECC HU B OJTHOM CIIy4ae.

VY Bcex MmamnueHToOB ObLIa CUMMETpPUYHAs, pPaBHOMEpPHAs TUNEPTPOQus JEBOrO
XKeTyJq0ouka 6e3 MpU3HAKOB OOCTPYKIIUU BBIXOJIHBIX TPAKTOB YKEIYJOUYKOB. XapaKTEPHO
HE yMEHbIIIEHHE, a HaoOopoT - munaranus nosioctu JDK y GonbmmHCTBa OOJNBHBIX
(14neteit/63,7%) cO CHIKEHHEM COKpPATUTEIHHOW (PYHKIIMM MHUOKapja B TOJIOBUHE
CJIy4aeB.

HNunatanus nosoctu JIII BeisgBiaeHa y 9 (41%) nereit. ['emomuHamuuecku
3HaunMas (2-4 cTeneHw) HEeJOCTATOYHOCTh MUTPAIBHOTO KJlallaHAa BBISIBJIEHA y TPETU
nanueHToB (Tabn. 4.36). Knunwdeckue mposinenuss XCH coorercTtBoBanu Ila-b

craguu y 19 (95,5%) nereii (Tabdi. 4.37).
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Tabomuma 4.34

BoipaxkeHHOCTH runepTpoduu MUOKapa y JeTel ¢ peMOAeIMPOBAaHUEM Cep/ilia Ha

(dboHe apTepuaIbHON TUIIEPTEH3UU

ITokazarens, Z-score

Bcero (n=22)

abc % oT hopMBbI % B rpymre
MexoKeny1ouKkoBas IEPEropoaKa
Hesnauntenpnas 12 54,6 11,5
runepTpodust
YwMmepennas runeptpodus | 8 36,4 7,6
Bripaxkennas runieprpopus | 2 9,1 1,9
Hopwma 0 0 0
3aqHss CTEHKA JIEBOTO eIy J0uKa
HesnaunrtennHas 13 59,1 12,4
runepTpodus
YMmepennas runieprpodust 6 27,3 5,7
Boipaxxennas runeptpodus | 3 13,7 2,8
HOpMa 1 4,6 0.9

Tabmuma 4.35

[Tokazarenmu nmapamerpoB IxoKI' y nereii ¢ pemonenupoBanuem cep/ia Ha hoHe

aptepuanibHOM runepren3uu (Me (25;75 nepueHTusb)

BTJIK, PG mMm pr.cT.

[I0Ka3aTellb (Me (25;75 nepueHTuIb)
Z-score MOKIT 3,8(3,3;4.1)
Z-score 3CJDK 3,9 (3,6;4.5)

Z-score JDK 4,4 (2,5;8,1)

Z-score JITT 2,1(0,4;3,3)

% MOKII (TIIIT) 175,1 (156,8; 231,2)
% 3CJDK (TII1T) 204,4 (171,6; 262,9)
% JIKx (TII1T) 106,5 (93,6; 126,8)
OB Tetixonb1, % 46 (38; 54)
®B Cuwmrcon, % 34 (29; 42)

[cIDK, MM 2,4 (2,0, 3,0)

BTJIK, V MM pr.cT. 1,1 (1,00; 1,5)
4,4 (4,0; 6,6)
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Taomuna 4.36

Crenenp HEOCTATOYHOCTH MUTPAJIBHOTO KJIAMlAHA y JETEN C peEMOIEINPOBAaHUEM

cepana Ha (poHEe apTepruaIbHOU TUTIEPTCH3NUN

CrerneHnb Bcero
HMK (n=22)
aoc %
0 10 45,5
1 4 18,2
2 0 0
3 4 18,2
4 4 18,2

Tabmura 4.37

Cragun XCH y neteil ¢ peMojieIupoBaHUEM cep/iiia Ha (PoHe apTepruanbHON

TUIICPTCH3NHN
Cramis Bcero (n=22)
XCH abc %
0 0 0
1 2 4.5
Ila 17 77,3
IIb 4 18,2

Takum o00pa3oMm, y TMaIMEHTOB C pEMOJICTUpPOBAHUEM cepama Ha (oHe
apTepUAIbHOM TUMEPTEH3UU OTMEUaeTCsl CUMMETPUYHAsl Tuneptpodus MHUOKapjaa
JICBOTO JKEIyJ0YKa 0e3 MPHU3HAKOB OOCTPYKIIMU BBIXOJHOTO TPaKTa, PaBHOMEPHOE,
He3HaunTenbHoe yrodmenue muokapaa MOKIT u 3CJDK, B wactu cinydaeB guiartanus

nosnoctu JIK coueraercs ¢ cuctomueckon AucyHKIMen Mruokap/a.
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KIIMHNYECKHUE CJIYYAHU

Knunuueckuu cnyuau Nel. [layuenm c nepsuunou I KMIIL

B kauecTBe mpuMmepa mpeacTaBisieTcsl KIMHUYECKoe HaOmtogeHue 6onpHoro 1.
(30.12.2010 r.p.).
HaGmrogaercs ¢ pgumarHozom: IlepBuuHas runeprpouyeckas KapIUOMHUONIATHS,
acUMMeETpH4YHasi, HeoOcTpykTuBHasi (opma, HacienctBennas. XCH 1 cr. ®K 1-0 no
Ross.
AHaMHe3 )U3HU: MaJIbUUK OT MEpBOI OEPEMEHHOCTH, MPOTEKaBIIEH 6€3 0COOEHHOCTE.
Jlopoa0oBO€E U3IUTHE OKOJIOIUIOAHBIX BOJI, XPOHUUYECKasl TUIIOKCUs 1utoaa. Poxpl Ha 39 -
40 nenene myreM KecapeBa cedeHusi (IOKazaHHsl CO CTOpPOHBI Marepu). Macca mnpu
poxnenuu 3610r, qunaa Slem. [lo Anrap 8/9 6anos. [Ipunoxen k rpyau Ha 1 cyTku.
['pynHoe BckapMimBaHue 10 9 Mec,. TOJIOBY AEPKUT € 2 MEC, CUIUT € 6.5 Mec, XOIUT ¢
12 mec, 3yOnl ¢ 7 mec. [IpuBUT MO BO3pacTy.
HacnencrtBeHHOCTS:
- orenr (1983r.p.). OxoKI' (mo m/x): BTJDK: max. rpaguent 15 mm prt.ct. Ilocne 15
npucenannit 35 mm pt.cT. JIK n/c 47/32. ®B 61% no Tetixonbiry. MXKII 32mm, 3CIDK
12vm. TIC TICMK. HMK, HemoCcTaTO4HOCTh TPHUKYCHHIAIBHOIO KianmaHa +1,
HEJIOCTaTOYHOCTh AOPTAJIBHOTO KJIAllaHa W KJamnaHa JIEro4yHou aprepuu +14+2. 1 Tun
HapymieHus nuacrommueckord gynkiuu. E mensme A (E/A nopma 1.01 - 1.57) 0.7.
Tepanuun He moTydaer.
- 6abymka mo nuuaun otia: IxoKI: JII 43 (mopma mo 40). JDKna/c 47/33. ®B mo
Tetxombity 57%. MXII 26mMm, 3CJDK 14mMm. Jluactonuueckast PyHKIUST HApyIICHA 110
1 tuny. E/A 0.83. PG B BTJDXK 15 mwm pr.cT.
AnaMmHe3 3a00y1eBaHUS: HA IEPBOM roJly HAOIIOAAJICS MO MOBOAY CUHAPOMA MBIIICYHON
nuctonuu. Ha npod. ocmotpe B 1 rox nposeaeHo IxoKI', BeisiBiieno yronmenne MXKII
(mpoToOKOJIa HET), PEKOMEHJIOBAaHO JUHAMUYeckoe HaOmtojeHue. B 2 roga KoOHTpoIib
OxoKI: JIXKn/c 23/14mm, ®B 69%. MXKII 10-11 mm, 3CJDK 6 — 7MMm. B cBsa3u ¢

BBISABJICHHBIMHW HW3MCHCHUAMU pC6CHOK HaIlpaBJICH Ha ,IIOO6CJ'ICI[OB3,HI/IC 141 l'IOI[60p
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Tepanuu B Kapauosnoruueckoe oraenenne HI3/I. Tepanuu Ha MOMEHT MOCTYIUICHHS HE
HOJIyqall.

[Ipn mocTymineHun: KOXKHbIE MOKPOBBI OJIETHO-PO30BBIC, NEPUOPATBHBINA [IMAHO3 TPU
Harpy3ske. [lepudepuuecknux orexkoB HeT. O0JacTh cepilla BU3YyalbHO HE HU3MEHEHa,
IPAHMIBI OTHOCUTEIBHOM TYNOCTH HE€ paclMpeHbl. TOHBI cepAua pPUTMHUYHBIE,
HerpyOsIit cuctonunueckuil mym. YCC 94 B mun. AJl p.92/60 MM pt.cT. YpoBenb NT-
proBNP 588 nir/mut.

[To OKT" (Puc. 1.1a, 6, B): HeonpenenerHoe nonoxenue 0C. CunycoBbiit putm ¢ UCC
100 ya/mun. OTtmedaercs matosormuecku riryookuit 3.Q B orBemenusx II, III, avF.

AMHJ’II/ITYI[a 3.R B T€X ke OTBCACHHAX 3HAYUTCIBbHO CHMXKCHA.

10 wx/uB
1 4 0.05 Fu - 40 Fu

Puc. 1.1a Puc. 1.10

Puc. 1.1B

ITo OxoKTI" (puc. 1.2 a, 0): acHMMETpUYHOE YTOJIIIEHUE MUOKAp/a JIEBOTO KEITyT0uKa
(MXII 12mm, 3CJDK 5mm), mpaBbiii skenygouek He yrosmeH. I[lojgocTs JjieBoro
xenynouka ymenbineHa (KIP/KCP 28/15mwm), pa3mepsl OCTaldbHBIX TMOJOCTEH B
npejenax Bo3pacTHoi HopMbl. CrcTomdeckast yHKITUS JICBOTO KeITyI09Ka MOBBIIICHA

(®B no Tetixonbiy 80%). Hapylienue aAuacToanveckoil pyHKIMU JEBOTO JKeya04yKa
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(E 0,8 m/cex; A 0,7 m/cex; BUBP JIXK 0,67 mi/cex; Omucanue: DTI MIXKII e/a/s -
0,08/0,11/0,08, 3CJIX e/a/s 0,08/0,06/0,07). KpynHble coCcy/bl KiIanaHbl HE U3MEHEHBI.
VYIbTpa3ByKOBBIX JaHHBIX 3a OOCTPYKIMIO BBIXOAHBIX TPAKTOB JKEIYJOYKOB HE

BBIAABJICHO.

Puc. 1.2a Puc. 1.26
Puc. 1.2a: OxoKI' pebenka c mnepuyHoii ['KMII: M-pexum. AcummerpudHoe

YTOJIIEHUE CTEHOK JIEBOIO JKEIYJO0YKa C YMEHBIICHHUEM IOJIOCTH U IOBBIIIEHUEM
cucronnueckoM ¢pyHkuu JOK.
Puc. 1.26: OxoKI pebenka ¢ nepsuunoit ' KMII. B-pexum, napactepHaibHas MO3UIMS.
AcummMeTrpuyHoe yromuieHrne creHok JDK

[To peHTreHOrpaMmMe OopraHoB rpyHOM mojoctu (puc. 1.3): OCTPhIX 0YaroBbIX U
MH(OUIBTPATUBHBIX W3MEHEHUH B JIETOUHONM TKaHW HE BbIsABJIEHO. Jlerounsle mosis
cUMMeTpUYHbl. KOpHHU JIETKMX CTPYKTYpHBIE, HE paclIpeHbl. TeHb CpEeNOCTEHUS HE
pacmpena. Cepaue 0oObIYHBIX pa3MepoB U (popmbl. Cepalle IMHMPOKO MPHIECKUT K
muagparme. [IpaBbiii aTproBa3aibHbIA YroJl PacloiokeH OObIYHO. JIEBBI cepaedHo-
nuadparmanbHbiil yron 95%. YmepenHnoe BeiOyxaHue qyru jeBoro xenynouka. KTH =
0,50 (mopma 0,39-0,5). Koutypsl cepaeuHoil TeHu uerkue. Kymosbl auadparmbl
poBHbIe, yeTkue. Cunychl nuddepennupytorcs. KoctHas cucrema u MsSTKue TKaHu 0e3

0COOEHHOCTEMN.
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Puc. 1.3: PentreHorpamMmma opraHoB rpyAHOM KJIETKH nanueHTa ¢ nepsuyno ' KMIL.
3a Bpems HaOmoaeHUs B AuHamMuke (4 roga) Ha ¢oHE MOJOOpaHHON Teparnuu
O0eTa — OJIOKATOpaMHM COCTOSIHHME MAllMEHTa CTAOMJIBHOE, JKalloO HE MmpeabsaBisiorT. 11o
OxoKI' coxpansercs acummeTrpuyHas ¢opma runepTpouueckor KapIuOMHOINATUN
(MXKII yrommena no lémm, 3CJDK 0e3 u3MeHEHHUIi), COXpAHAETCS YMEHbBIICHHE
nosioctu JOK (KJP/KCP 25/13), nosiocTs J€BOTO MpeAceprs Ha BEPXHEH TIpaHHUIIe
HOPMBI, CUCTOJIMYECKast (DYHKIMS Ha MPEKHUX 3HaueHusX. [Ipu3HaKoB OOCTpYyKIMH B
BBIXOJJHOM TPAKTE JIEBOrO Xenyaouka He Buzyanmsupyercs. [lo DKI' coxpansarorcs

paHCC BBIABJICHHBIC U3MCHCHHA 0e3 CymeCTBeHHOﬁ JUHAMHKH.
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Knunuueckui cnyuau No2. [layuenm ¢ cunopom Hynan.

B kauecTtBe mnpumepa npeacTaBiseTcs KIMHUYECKoe HalmoeHue 0osnbHOro /.
(01.07.2005r.p.). Habmomaercst ¢ nuarnozom: Cunznpom Hynan. ['mmeptpoduyeckas
KapIMOMHOIIATHS, BTOpUYHAS, acCHMMETPUYHAs, 00CTpYKTUBHAS dbopma.
HenocrarouHoCTh MUTpaNbHOTO KjanaHa. HapylieHue putma cepana: KemyaodKoBas
skcTpacucronuss V rpamammu no Lown. Hecnmeuumduueckas BHYTpHIKETYJOYKOBas
0JI0KaJja B COYETAaHHWU C HEMOJIHOM OJIoKanoN nepeaHell BETBH JIEBOM HOMXKKHU IydKa
['uca. ®enomen WPW. Cunkonansnsie coctossHusd. Yrpoxkaem nmo CBC. XCH II A cr.
OK IL.

HacnencrBennocts: cectpa 2012r.p. — cunapom Hynan.

AnamHe3 ku3HU: pebeHok ot IV OGepemeHHocTH (IIepBBIE TPU —
CaMOITPOU3BOJIBHBIE BBIKUABIIIH, cecTpa 2010r.p. — maTonorun co CTOPOHBI CEPAECUHO-
COCY/IMCTON CHCTEMBl HE BBISBICHO), IpPOTEKaBlIEH Ha (OHE TOKCHKO3a, YTpO3bl
IpPEPBIBaHUS C 5 MeC - XpOHHMUYECKas IJIaleHTapHas HEJOCTaTOYHOCTb. POMbI mepBele,
CTpEMHTEIIbHbIE, HA CPOKe 35 Helelb, ¢ OJJHOKpaTHBIM OOBUTHEM MyNnmoBHHOW. Macca
npu poxnaenuu 3000 r, nouHa Tena 48 cMm, oueHka no mkaine Amnrap 7/7 0Oanios.
IlepeBeneH u3 poa. 1oMa B OTACICHHE IMATOJIOTMM HOBOPOXKACHHBIX C JUArHO30M:
CHUHJIPOM JBIXATEJNbHBIX PACCTPOUCTB, HileMuueckoe nopaxenue [{HC, nepunaranpHas
sHIEe(danonaTys, KOHbIOTAlMOHHAS KEJNTyXa, 3al0d03PEH BPOXKIACHHBIA MOPOK cepAla
B CBSI3M C CUCTOJIMYECKUM IIyMOM. OTcTaBaHue B (PU3NUECKOM U HEPBHO-IICUXUYECKOM
Pa3BUTHUH HA MIEPBOM T'OJy KU3HHU.

Anamue3 3a0oneBaHus: B pPOJJOME Yy peOEHKA OTMEUaauCh TMEPUOIBI
OeCcroKoMCcTBa, COMMPOBOXKIABIITUECS [IMAHO30M U OJBIIIKONU 0 80/MUH, BBICITYIIHUBAJICS
rpyObiii  cuctonmueckuid mym. M3 OIIH mnepesenen B OJIKB 1. Kypcka,
JMAarHOCTUPOBAH BPOKIAEHHBIN MOPOK Cep/ilia: TPAHCIO3UIMS MAarUCTPAIbHBIX COCYOB,
neeKT MEeXOKEeIyJOoYKOBOW mMeperopoaku. B Tepamuu ObLT Ha3HAUY€H IUTOKCHH. B
Bo3pacte 1 mecsia 6su1 00cinenoan B HI CCX um. A.H. bakynesa, rioe nuarnos BITC
He ObUT MOATBEPKIEH, BBICTABJICH IUATHO3: TUMEPTpodUUecKas KapJAUOMUOTATHS W
peOeHOK BIEpBbIE TOCHUTAIM3UPOBAH B Kapauosorudeckoe otaenenue HII3/ B

BO3pacTe I Mecsna. HpI/I OCMOTPEC COCTOAHHUC PACHCHCHO KaK TSDKENOE 3a CYEeT
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nposinennit XCH IIb ctaauu. KoxHbie mOKpoBbI Oj€IHbIE C TUAHOTUYHBIM OTTEHKOM,
TUIEPTUAPO3 MPEUMYIIECTBEHHO MpU OECIOKOWCTBE, PACIIMPEHHAsT BEHO3HAs CETh.
TaxumHO? 10 80 B MHH C y4acTHEM BCIIOMOTATEIbHON MycKyiaTypsl. O0macTh cepama
HECKOJbKO BhIOyXaeT. PacmmpeHue TrpaHUI] OTHOCUTEIBHOM TYIOCTH Cepjla
nepKyTopHO. TOHBI cepaa NPUrIyIEeHbl, TPYOblil CUCTOIMYECKUI ITyM BO BCEX TOUKaX
ayckynpranuu, taxukapaus 1o 180 B muH. 'ematomeranus. duddys3nas mblednas
TUIIOTOHMSL. MHOXECTBEHHbBIE CTHUTMbI JTU33MOpHUOTEHE3a: TOTUYECKoe  Hebo,
BBIPOKEHHbIE HAJOPOBHBIC yTH, YIIHBIE PAKOBUHBI <IOMOYXHUE, MSCUCTBIC», HU3KO
ITOCAKEHHBIE, KOPOTKAs LIesl, KO>KHAS CKJIAJIKA Ha 1Iee, NTOo3.

IIpu oOcienqoBaHMM B KIMHUYECKUX U OHOXMMHYECKUX aHaIU3ax KpOBU
natosiornr He BbIsBIeHO. [lo OKI': HemonHas Giokana mpaBod HOXKHM Iydka ['uca.
BripaxkeHHble HapymeHus npouecca penonspuzanuu. 11o XM OKI': 24 xemynoukoBbIx
AKCTPACHUCTOJI, JieTKasi cunycoBasi Taxukapaus. [1o 9xoKI': BeipaskenHast runeptpodus
Muokapaa jgesoro xenynouka (MXKII 11 mm, 3CJDK 7 mMm), yMeHbIIIEHUE €r0 MOJIOCTH
(KAP/KCP 14/6mm), npuszHaku 0OCTPYKIIMK B BBIXOJHOM OT/IEJIE JIEBOTO enyaouka (V
2.4 m/cex, PG 28 mm pr.ct., I[IC]] [ICMK), yBenuuena ®B no 89% mno Teiixomnsity. [1o
pentrenorpaduu yseandenue KTHU no 70%. B Tepanuio BBeIeH aHATTPHUIIHH.

3a Bpemsi HAaONIOJEHUS B JUHAMUKE OTMEUYaeTCid HapacTaHWe TUINEePTPOPUu
MHOKapJla C TOBBIIIEHUEM NPU3HAKOB OOCTPYKIMH B BBIXOJHOM TpaKTe JIEBOTO
KEIylo4yKa, IOSBJIICHWE JUiIaTaldyd TOJIOCTEW MNpPEeACcEepInid, HEAOCTAaTOYHOCTH
MUTPaAJIBHOTO KJIAllaHa, HapylieHue auactoiandeckor Gyukiuu mo 1 tumy. [losBienue
YKU3HEYTPOXKAIOIMX HapyLIeHUH puTMa cepauna. B ananmmzax kposu ysennueHue NT-
proBNP. B 8 er mnosBWINCH CHHKONAJIbHBIE COCTOSHMS, IPOrPECCUPOBAHUE
cumnroMoB XCH. C pogutensMu HEOAHOKPATHO MPOBOIMIMCH Oecelpl O
HEOOXOJAMMOCTA XUPYPIHUECKOTO JICUECHHUS, OJHAKO, IO CEMEMHBIM OOCTOSITEIbCTBAM
0 HACTOSILIErO0 BPEMEHM HE IPOONEPUPOBAHBI HE CMOTPsS HA OTPULIATENIBHYIO
JTUHAMUKY .

Jannas rocrintanuzaius (urone 2015r.) mianoBast, 1J1s1 KOPPEKIIUU TEPATTUH.
I[Ipu mnocrymnennun B wutoHe 2015r.: Bec 28kr. Poct cros 131cm. Poct

OTHOCUTEIBHO BO3pacTa HWwke 3 mnepueHTwis. KoxkHble DOKpOBBI OJedHbIE,
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NepUOPOUTANBHBIN U IEPUOPATILHBIN [IMAHO3, BHIPAKEHHAS! BEHO3HAsl CETh Ha TOJIOBE, B
paBoM Mojpedephe U JIEBOW MOSICHUYHOW 00JIACTU TUIIEPIUTMEHTHUPOBAHHBIE TISITHA.
[Mepudepuyeckux orexoB HeT. OOnacTh cepana BbIOyxaeT. ['paHUIIBI OTHOCUTEIHHON
CEpACYHOM TYNOCTH: JeBass +2.5CM KHApy»XH OT JIEBOM CPEIHEKIIOYWYHOW JIMHUH,
BEepXHss 2Mexpedephe, npasas +0.5¢cM OT paBoro Kpas rpyauHbl. TOHBI IPUTITYIIEHBI,
PUTMHYHBIC, TPYOBI CUCTOMUYECKHM IIyM HaJ BCEl 00JIaCThIO cepllia, MaJbMaTOPHO
OTIPEJIEISIETCS] CUMIITOM «Kolllaubero MypJiibikanbsi» YCC 70-82 B mun. A/l p. 92/50 mm
pr.ct. Ilynabcamuss B »nuractpajbHOM 007acTH, cocyaoB Iieu. JKUBOT MSTKUM,
0e300se3HeHHbIA. [leuenp +2 cM oT kpas pebOepHoil ayru. B kpoBu ypoenb NT-

proBNP9 329 nr/mu.

Puc. 2.1a Puc. 2.10 Puc. 2.18

Puc. 2.1r Puc. 2.1 Puc. 2.1e
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Puc. 2.1x Puc. 2.13
Puc. 2.1: TIlaruent ¢ cuaapomom Hynan B Bo3pacte 11 mec (a), 1r.5mec (0), 1r. 8 mec

(B), 4 net (1), 6 net (1), 9 ner (e, Xk, 3).

[To OKI' (puc. 2.2): pe3koe OTKJIOHEHHE DJIEKTPUUYECKON OCH Cep/illa BIIEBO.
[TpaBompencepansiii putm ¢ UCC 75-81 ya/mun. [lpusnaku runeprpoguu Muokapaa
JEBBIX OTHENOB cepaua. biokama mepenHell BeTBUM JIeBOM HOXKKU Iydka ['mca B
COYCTAaHWM C HEIMOJHOW OJIOKagol TIpaBOM HOXKKM TIydyka [uca. BeipakeHHOE
U3MEHEHHE KOHEYHOM 4YacTH JKeIyJOYKOBOTO KOMIUIEKca B BHie AByx¢aszHoro 3.T B

JICBBIX I'PYAHBIX OTBCACHUAX.

w -
- - vent rate 80 8PN ABNORWAL LEFT AXIS DEVIATION [ORS AXIS <
g:r' Nale J5-¢1 9f f . R int: 130 ms 'DOSSIELE LEFT VENTRICULAR HYPERTROPHY (VOLTAGE CRITERIA PLUS

9 g I m

=0 : ms

() PR a2 41 68
e

ST 8 T NAVE ABNORMALITY, POSSIBLE LATERAL ISCHEMIA [-0.1¢
ABNORMAL ECG

UNCONFIRNED REPORT

Puc. 2.2: eKTpOKapzmorpaMMa MalueHTa ¢ cuHapoMoM HyHaH.
XM OKT': cknmoHHOCTh K Opagukapaun B JHeBHOE Bpemsi. Cpenusist YCC 3a cyTku
78 ynapoB B munyty, UCC cpennenneBHas 84 ynapa B MUHYTY (HopMma 86-96), HCC

cpeane HouHas 69. 11U — 1,22 (Hopma). [TapumanbHbIii CHHIPOM MPEXKIESBPEMEHHOTO
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BO30YXKICHUsST >KenydoukoB. Beicokoammmutyanbiii k  QRS. KomOunupoanHoe
HapylleHue BHYTpmKenynoukoBoro mnposenenus (QRS=0,11 c¢). Oxronuueckas
AKTUBHOCTb MpEICTaBICHA 2204 MOJINTOITHBIMHU, MIPEUMYILIECTBEHHO
JIEBOXKETYIOYKOBBIMU, MPEKIEBPEMEHHBIMU COKPAILICHUSIMU: 3apeTUCTPUPOBAHA OJIHA
npo0exKa HEYCTOMUMBOM kemyaoukoBor Taxukapauu u3 3-x QRS ¢ UCC 120 ya/muH,
3 3MM30/1a MAPHBIX HKCTPACUCTOJI, OAUH KOPOTKHUH (5,3 C) 3MU30]] aJULIOPUTMHUU IO TUITY
TpUreMuHU U 2192 eAMHUYHBIX IKCTPACUCTOJBI. XapaKTepeH HOYHOM IUPKATHBIN
tun. ['pamanus aputmun L4b mo Lown. Otmeuaercsi BbIpaXKeHHOE HapyIICHHUE
mpoIiecca penoyisipu3aluu: OTpUllaTeNibHble Wi JByx¢as3Hbie 3yorsl T mo 1 u 3
KaHallaM ¢ jenpeccueit cermenta ST 6osee 5 MM.

OxoKI" (Puc. 2.3a, 6, B): BbIpak€HHasi aCUMMETPUYHAsi TUNEPTPOdUs JIEBOTO
wenynouka (MXKIT 33mm, 3CJDK 22Mm) ¢ oOctpykiueit BoixoaHoro tpakra (V 3.9
M/cek, PG max no 128 mm pt.ct.). YBenuuensl nosoctu npeacepauit (JIIT 31x38mm,
[T 30x33mm), ymeHblieHa mojocTh JjeBoro xeaygouka (KJP/KCP 35/12mwm).
CoxkpartutenpHasi crmocoOHOCTh ToBbiieHa (OB mo Telixoneity 94%, nmo Cumncony
87%). MK: wnenocrarounocts +2, IICJ[ TICMK. Hapymenue nuactonnyuecKkon
¢dbyukiuu (E 1 m/cek; A 0,8 m/cex; Onucanue: TUBP 125 mc ITE 80 mc).

Puc. 2.3a: OxoKI" pebenka ¢ cunapomom Hynan. M-pexum. IlapactepHanbHas
no3unud. llepenHe-cucronnueckoe [BW)KEHHE TNEPENHEW CTBOPKM MHUTPAIBHOTO

KJIaIiaHa.
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Puc. 2.36: OxoKI' pebenka c cunapomom Hynan. MoaudunupoBanHas
napacTepHaibHas Mo3uIus, B-pexxum. OTMedaeTcss BBIPAKECHHOE YTOJIICHHE CTCHOK
JIEBOTO KEIYyJ0UKa CO 3HAUUTEIbHBIM YMEHBIIIEHHEM €r0 00BEMOB (AMACTOIUYECKOTO U

CHUCTOJIMYECKOTO).

Puc. 2.3B: DOxoKI' pebGenka ¢ cunapomom Hynan. [latukamepHass mo3uIus.
PexxrmM UMIyJIbCHO-BOTHOBOTO jJonruiepa. OTMedaeTcss BbIPAXKEHHOE YBEIUYEHUE
rpanuenTa B BTJDK.

MPT cepana: YuactkoB 3amenienuss nepy3un MUOKap/ia HE OMPEIeIsIeTCS.
®uOpPO3HBIX U BOCMAIUTEIBLHBIX U3MEHEHUH B MUOKaApJe HE BU3YAIU3UPYETCH.

Pentrenorpadgus opranoB rpyaHo# moiocTy B mpsimoit mpoekmnuu (Puc. 2.4):
JIETOYHBI PUCYHOK HE H3MeHEH. KOopHU Jerkux CTpPYKTypHbIE, HE PaCIIUPECHBI.
Cepaiie mUPOKO MPUICKHUT K auadparMe, YBEJIMYEHO B TMOIMEPEYHHUKE 3a CUET
pacmupeHHon neBoit u nmpaBoit rpanuikl. KTU 65%. Kynonbsr nuadparmel poBHBIE,
yetkue. Cunycol auddepeHuupyrorcs. 3akIlOUYEHUE: PEHTTEHOJOTHYECKHUE

IIPpU3HAKHW KapaAuOMCETaJInu.
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Puc. 2.4: Pentrenorpadus opraHoB IpyJHON KIJIETKH MAllMEHTa C CHHIPOMOM
Hynan B Bo3pacte 8 net. Kapanomeranus (KTU 65%).

YuuThiBas BBIPAXKEHHYIO TUNEPTPOPHUIO MHUOKapAa, HapacTaHUE MPU3HAKOB
0OCTPYKILIMHU JIEBOTO KEJIyI0UKa 32 BpeMsI TUHAMUYECKOr0 HaOIIOACHUS 3a MalluEHTOM,
II0 COTJIACOBAHMIO C KapAHOXUPYPrOM PEKOMEHJIOBAHO IPOBEICHUE XUPYPTHUECKON
KOPPEKLUHH B KpaTYaullUe CPOKH 110 KU3HEHHBIM ITOKa3aHUsIM, OJHAKO, 10 CEMEUHBIM
00CTOSITENFCTBAM ~ OTEpalysi B HACTOAIIEE BpeMs HE TMPOBENEHA, MPOIOIIKEHO
KOHCEPBAaTMBHOE BeJIEHHWE OOJIbHOTO. YUMTHIBAsI HApACTAHUE IPAJAlMU KEITYJOUKOBOU

OKCTPACUCTOJINHU IIPOBOJAUTCA aHTHAPUTMHUYICCKAA TCPaIln:.
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Knunuueckuui cnyuau Ne3. [ayuenm ¢ cunopomom LEOPARD.

B kauectBe mnpumepa mpencTaBigeTCs KIMHUYECKOE HaOmtojeHue 0osibHOTO b.
(26.10.2007r.p.).

Hab6monaercs ¢ gumarnozom: Cunapom LEOPARD. Tuneprpoduueckas
KapJMOMHOIIATUsI, BTOpUYHAs, acUMMeTpu4Has ¢opma C OOCTPYKIMEH BBIXOJHOTO
TpakTa JIEBOIO XKeIyJlo4yka. HemocTaTouHOCTh MHUTPAIIBHOTO W TPHUKYCIUIATBHOIO
kinamaHoB. [lomnass Onokama mpaBoM HOXKM — Tydka ['uca. TpansutopHas
aTpUOBEHTPUKYJsipHas Onokana | cremenu. [IpaBoxkenygoukoBas SKCTPAaCHUCTOJIHS.
XCH HA craguu. ®K 2 no NYHA. HenuddepenuupoBanHas aucruiasus
COEIMHUTEIBHON TKaHU. 3a/IepKKa TEMIIOB IICUXO-PEYEBOTO PA3BUTHUA.

AHaMHE3 JKM3HU: MaJIbUUK OT 1-i OepeMeHHOCTH, MpoTeKaBiled Ha (oHe
recro3a. Posbpl cBoeBpeMeHHbIe, Ha 41 Hezene recTaluy, OonepaTuBHbIC (KIMHUYECKU
y3kuit Ta3z). Macca npu poxxaeruu 3 100 r, nmuHa 49 cMm, orenka 1o mkaie Anrap 1/2
Oama. TsKeCTh COCTOSIHUSL OOYCJIOBJIGHA CHUMIITOMAaMHM TMOPaKEHUSI IEHTPaIbHOMN
HEPBHOM CHUCTEMBI U JbIXaTEIbHOU HEAOCTATOYHOCTHIO.

HacnencrBeHHOCTh: oOTell HaOMIOAACS MO MECTY KUTEIbCTBA C JUATHO30M:
OOcTpykTuBHasi rumneprpoduyeckas kKapauomuomnarus. [lpu ocMoTpe oOpaiieHo
BHUMAaHHE Ha MHOYKE€CTBEHHbIE THUIEPIUTMEHTUPOBAHHbIE NSATHA. J[MarHo3 U3MEHEH Ha
cunapom LEOPARD.

B Teuenue 14 nHeil mocie pokI€HHUS HAXOAWICS B PEAHUMAIMOHHOM OTAECJICHUU
C JMarHo3oM: acuKCHs B poAaxX TSDKENIOM CTENeHH, MEKOHEabHO-aCIUpaIlMOHHAs
MMHEBMOHUS. 3aTeM - B JETCKOM peabuiutannoHHoM oTaeneHuu HUU akymepctBa u
neIMaTPUH, T/I€ BIIEPBBIC BBHICITYIIIAH MHTEHCUBHBIN CUCTOIUYECKUIN IITyM HaJl 00JaCThIO
cepama, rematomeranuss g0 +3,5 oM, mo OKI: rtaxukapaus no 170 ynu/muH,
runepTpodusi MUOKapAa MpaBbIX OTACNIOB, HEMOJIHAS OJ0Kaaa MpaBoi HOXKKH 1. ['Hca;
nmo OxoKI' — BelpaxenHas runeptpodust MHOKapja O00OUX JKETYIOYKOB C
dbopmupoBanuem oOcTpykuuu BbeixogHoro tpakta JDK, HMK +2. B Tepanum -
aHTUOAKTEpPHUAIIbHBIE, HOOTPOITHbIE npenaparsl, KapIuOTPO(UKH. J3:
['uneprpoduueckas kapauomuonatusa. Ilpu xontponre DxoKI B Bo3zpacte 6 mec -

HapacTaHnue npuzHakoB oOctpykuuu JDK. PebGeHOk BnepBble TOCHHUTAIM3UPOBAH B



138

kapauosiornueckoe otaenenne HI3J[ B HosOpe 2008 r. (1 1. 10 mec.). Ilpum
MOCTYIJICHUW COCTOSIHME paclieHeHo Kak Tspbkenoe. IIpu ocmotrpe: Oosee 10
TUIEPIUTMEHTUPOBAaHHBIX MATEH OT 0.5¢cM (M3 Hux | ¢ poXaeHus) U eIUHUYHBIE
MEJKHAE NSATHA MO THUIY JIEHTUrO, | JEeNMUIMEHTHUPOBAHHOE IISITHO; CEPIEYHBIM Tropo,
TaxvurHod 10 38 B MHUH, pacClIMpPEHUE TPaHULl OTHOCUTEIBbHOW TYIIOCTH Cepaua
IIPEUMYLIIECTBEHHO BJIEBO 0 NEPENHEN AKCUJULIPHOW JIMHUH, Taxukapaus no 152 B
MUH, TpyOBblii CUCTOJMYECKUI ITyM Ha OCHOBaHWH, B 3-4 mMexpeOephe cieBa, XOPOIIo
CIIBIILIEH B aKCUJUIAPHOM OOJIACTU M HA CHIMHE, renaToMeraius 1o +2.5 cM, 3aiepxka
ncuxo-peyeBoro  paszputus. [lo  pesynapTatam  1a0OpaTOPHBIX — MCCIEAOBAHMM
OTKJIOHEHUH OT HOpMbI He BbIsiBiIeHO. [1o OKI': monHas Gnokana nmpaBoil HOXKKU ITydKa
['mca. T'uneptpoduss Muokapaa 000OMX IKEIYAOYKOB, JIEBOIO  MpeJCcCepaus,
MEXOKEITYZJ0YKOBOM MEPEropoAKy. BrelpakeHHOE HapylIEeHUE Mpolecca PEnosIpru3alun
B MHOKapae xenyaoukoB. CumnTom «mpoBana» 3.R II, aVF. [To XM: ckI0HHOCTB K
TaxuKapAUu B TEUYEHHE CYTOK, B MEpUOJ OOAPCTBOBAHUS PETMCTPUPYIOTCS SIU30]IbI
HKTONMYECKOTO MPABONPEICEPAHOIO0 PUTMA. DKTONMMYECKAsi aKTUBHOCTh IPEICTaBICHA
235  UW30JUPOBAHHBIMH  KEITYAOUYKOBBIMM  3KcTpacuctonamu. [lo  OxoKI:
aCUMMETpPHUYHAs BbIpaykeHHas rurnepTtpodus sesoro xemynouka (MXKIIT 19mwm, 3CJIEK 9
MM) W HE3HauuTenbHas runeptpodust mpasoro xemyaouka ([IcIDK 4.5mm), monoctu
npeacepauil He pacmupensl. Vmax B BTJDK 3,5M/cex, PG max go 50 mm prt.cr.
Cucronuueckoe mnOpuUKpbITHE aoprainpHoro kimanana. HMK +2, TICJ IICMK,
HEJOCTAaTOYHOCTh  TpUKycnuaanbHOro kiamaHa +1. CokparuMocTe MHOKapAa
noBbiieHa. [1o P-rpamme: kapauomeranus ¢ KTU 62%. 11o KT nanssix 3a cteHO3 A0 1
MOYEYHBIX apTepUil HE MOJYYEHO. YUUThIBAs HACJIEICTBEHHOCTb, JAHHBIE aHAMHE3a
(meOroT 3abojyieBaHusT Ha TMeEpBOM Mecsie Ku3Hu ¢ cumnromoB XCH, BIIC
UCKJIIOYEHBI), OCMOTpa pebOeHKa (3alep)kKa ICHUXO-PEUueBOTO pa3BUTHSA, CTUTMBI
JU35MOpUOTeHe3a, MHO)KECTBEHHbIE TUIEPIUTMEHTUPOBAHHBIC IISITHA, CEPACYHBIN
rop0, TrpyOblii CHCTOJIMYECKUMH WIyM, OTCYTCTBHE apTEpPUAIbHOW THIEPTEH3UH),
pe3yNbTaThl MPOBENCHHOTO 00cCienoBaHus (B OMOXMMHUYECKOM aHalIu3e KpOBU 03
narojoruu, o OKI' nHapymenue npoBomumoctd, mo IxoKI' rumeptpodus oboux

KCIYyAOYKOB C BBIPpAXKCHHBIM ACHMMCTPHYHBIM YTOJIIICHUEM JOK un IMPpU3HaKaMH
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ooctpykuun BTJDK) Manpunk 0CMOTpEH COBMECTHO C T€HETHUKOM, BHICTABJICH CUHIPOM
LEOPARD, mnpoBeneHO MOJEKYISIPHO-TEHETUYECKOE HCcienoBaHue. B Tepanuun
IIPOBENICH MOAOOP J103bI KOHKOPA.

B  npanbHeliieM  €XerogHO MOpPOXOAWJI  OOCIEJOBaHME U JICUCHHE B
kapauoniornueckom otaenennn HI[3J[. B mpouecce nunamuyeckoro HaOMIOIEHUS 3a
peOEHKOM OTMEYaeTcsl HapacTaHuhe TUIEepTpodUu MHOKapAa, a TaK K€ yBEIUYCHHE
OOCTPYKIIMU Ha BBIXOJHOM TPAKTE JIEBOTO JKeJIyZouka. B Tepanuu: KOHKOp, BeparmaMul
c TUTpoBaHMEM J103. [Ipu 11aHoBOM rocnuranu3anuu yepes3 6 aeT HaOIoAeHUs (HOSIOphb
2013r.) npu NOCTYIUIGHHH: POCT COOTBETCTBYET 10-25 mepleHTUSILHOMY HUHTEpPBAIY.
KoxHble mMOKpoBbl OielHble, LMAHO3 HOCOTYOHOTO TpEYrojbHUKAa B IOKOE.
MHOX€eCTBEHHBIE TUIIEPIIUTMEHTUPOBAHHBIC IISITHA HA JIMLE, TYJIOBUIIE U KOHEUHOCTSX.
bonee TemHbIi OKpac KOXHM B 00JacTaX CruOOB. MBIIIEUHBI TOHYC CHUXKEH.
Cepneunas obOsacte BbIOyXaeT. ['paHHIIBI OTHOCHUTENBHOM TYNOCTH Cepaua: MpaBas:
+0.5cM OT mpaBoro Kkpasi TpyauHbl, BEepXHssi - 3 peOpo, jeBas +2cM OT JEBOH
CPEOHEKIIOUMYHON JIMHUUA. TOHBI CepAla HECKOJIBKO IPUIIIYLIEHbl, PUTMUYHBIC,
rpyOblli CUCTOJMYECKUN IIIyM HaJ BCEW MOBEPXHOCTh CEpAlla, TPOBOJUTCS HA CIUHY.
YCC 80 B mun. AJl p. 100/50 mm pt.cT. [leuens y kpas pebepHoii nyru. Cene3eHka He
nanbnupyercs. Jusypuueckux siBjaeHuil HeT. UHauBuaAyanbHble OCOOCHHOCTH: CTUTMBbI
IU33MOpUOreHe3a:  JMHUKAHT, MSCUCThIE  VIIHBbIE PAKOBUHBI, MHOYECTBEHHbIE

TUIICPIIUTMCHTHUPOBAHHLIC IIITHA HA TCJIC.

Puc. 3.1 Puc. 3.2a Puc. 3.20
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Puc. 3.1: IManuent ¢ cungpomom LEOPARD. Cepneunsiii rop6. MHOKeCTBEHHBIE
runepnurMeHTupoBannbie nsatHa. Puc. 3.2a: Ilaument c¢ cungpom LEOPARD B
Bo3pacte 5 ser. Puc. 3.26. Pebenok ¢ cuaapomom LEOPARD B BO3pacte 7 mer.
VYBennueHne 4nciia rTuneprnurMeHTUPOBAHHBIX TSITEH.

B kiIuHMYeckuX aHalM3aX KpPOBM M MOYM TATOJOTUU HE BBISBHIIM.
buoxumudeckue napameTpbl CBIBOPOTKUA KPOBH B MIpeieaX BO3PACTHBIX HOPM.

OKT (puc. 3.3a, 3.36): [lonoxxeHne JIEKTPUUECKON OCU Cep/ilia TOPU30OHTAIBHOE.
Jlerkass cuHycoBass Opamukapaus. I[lpusHaku runeptpodun MuoOKapaa 000UX
npeacepauil 1 o0oux xemynoukoB. Hecnienuduueckas BHyTprUKeIyJ0UKOBask OJ0Kajaa.
BolpakeHHbIE HApyIICHHs TIpollecca PEMospu3aldd B MHUOKApPJE IKEITYJOUYKOB,

nenpeccus cermeHta ST BO MHOTMX OTBEJICHUSIX.

Puc. 3.3a Puc. 3.36
Puc. 3.3a: OKI" nanuenta ¢ cunapomom LEOPARD B 3 rona. Puc. 3.36: OKI naruenra
¢ cuaapomom LEOPARD B 6 neT.

XM OKI': ormeudaerca OpaaukapAusi B HOYHOE BpeMs IpU COXPAHEHUU
npaBuiIbHOTO IMpkagHoro npoduis putma. YCC cpenHss 3a cyTku 79 ymapoB B
munyTy; UCC cpennenneBnas 90 ynapos B Munyty; YCC cpenne HouyHas 63 ynapa B
MUHYTY (HOpMa 72-78). PUTM CHHYCOBBIN C MpPU3HAKAMHU MUTPALIMM BOJUTENS] pUTMA B
MUOKapa mnpaBoro mnpexacepaus. 3amemienne AB-nposeaenus (PQ - 0,17 o).
BricokoBosbTakHble KOMIUTIEKCH QRS. Dkronnueckas akTUBHOCTH INpeacraBieHa 212
M30JMPOBAHHBIMHU MPABOKETYJOUYKOBBIMU 3KCTPACUCTOIAMU. BbIpakeHHOE HapyllleHHe
npoiiecca penojspuzanuu B Bujae aenpeccuu ST B V5 (max no 5 mm). YanuHeHue

untepBasia QT max Ha 0,14 cex (HOYBIO).
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OxoKI" (puc. 3.4a, 3.40): BeipaxkenHnas runeptpodus MUOKapaa ¢ HapacTaHUEM
TOJIIMHBI CTEHOK JIEBOTO M IMPaBoOro xkexyaoukoB B auHamuke (MIXKIT 26mMm, 3CJDK
17vm, TIcTDK 7mm). OGCTpyKIHUs BBIXOAHOTO TPakKTa JieBoro xkemymouka (V 5,8 m/cek ,
PG max mo 164 mm pr.ct.). Junatauus nojocteit oboux npeacepanii (JIIT 26x28mm,
[IIT 29x30mm), mosocts JDK ymenbmena (KJP/KCP 29/15mMm). CokparurtenbHas
crocoOHOCTh MHUOKapaa moBbiieHa (OB mo Telixomwity 85%, mo Cummcony 74%).
Knananel: aoptanbHbiil - cucronuueckoe npukpeitue ; MK — perypruranus +2, TIC/]

[ICMK. Inactonuueckas pyukius Hapymena: E 1,3 m\cek; JITE 153 mc, TUBP 66 mc.

Puc. 3.4a Puc. 3.46

Puc. 3.4 a: OxoKI' pebenka ¢ cunapomom LEOPARD: anukanbpHas nosumusi , B-
pexuM. Onpenensiercst BoipaxkeHHoe yronmenue MXKII. Kacanne MXII 3C MK B
cucrony mnpeacepauii. Puc. 3.46: DOxoKI' pebGenka c¢ cunapomom LEOPARD.
[IaTukamepnass no3unus. MMmynbcHO-BOTHOBOW Aonimiep. BripakeHHOE MOBBIIICHUE
rpaguenTa B BTJIK.

ITo MPT cepaua: runeptpodust muokapaa JDK. YuactkoB 3amennenus nepdysuu
MUOKapaa He ompenenseTcs. CiaboBblpaxeHHass HEOAHOPOAHOCTh Muokapaa JDK Ha
OTCPOYEHHOM  KOHTPAacCTUPOBAaHMU  (MOXKET  COOTBETCTBOBATH  MHUHHMAaJIbHBIM
(GbUOPO3HBIM U3MEHEHUSIM).

Pentrenorpadus opraHoB TPyAHOW TOJIOCTH B TpsMOM mpoekuuu (puc. 3.5):
JISTOYHBIA PHUCYHOK He u3MeHeH. Cepjile pacrojokeHO OOBIYHO, YBEJIWYEHO B
MONEPEYHUKE 32 CUET PACUIMPEHHOMN JIEBOM W MPABOM T'paHUILI cepAlla Talus cepiaia

criuakeHa 3a cuer ymka JieBoro mpeacepaus. KTU = 0,67. Kymonsl auadparmsr
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poBHbIe, yeTkue. CuHychl nuddepeHpyeTcs ¢ AByX CTOPOH. 3aKII0UeHUE: MPU3HAKU

YBCIIMYCHHUA IIPABBIX U JICBBIX OTACJIOB CCPALIA.

Puc 3.5: PentrenorpaMMsl OpraHoB IpyJIHOW KIJIETKM MAIMEHTa C CHHAPOMOM
LEOPARD B 6 ner. Kapnnomeranus. KTHU = 0,67.

B cbIBOpOoTKE KpOBU NHpH HAOIIOJEHUWM B JMHAMHUKE OTMEYaJOCh HapacTaHUe
ypoBHS NT-proBNPno 10557 nr/mn (ampens 2011r - 3404 nor/mu). Ilpu stoMm,
HECMOTpsLT Ha MPOBOAMMYIO TEPANUIO, YIYUYLUIEHHE CAMOYYBCTBUS M COCTOSHMS,
OTMEUYEHO HapacTaHWe THIEePTPOPUN MUOKAPAA U OOCTPYKIIMH, B CBSI3U C YEM, MTAllUEHT
KOHCYJIbTUPOBAaH KapAUOXUPYpramMM M B BO3pacTe &8 JET IMPOBEACHO ONEPATHBHOE
neuenue: lccedueHue TUNEpTPOPUPOBAHHOIO MHUOKapAa BBIBOJHOTO OTAENa JIEBOTO
wenynouka B ycnoBusx MK u KXKII. [TocneonepanmonHsiii neproj 0e3 OCIOXKHEHUH.
B Hacrosiee Bpemsi HaOdoAaeTcs B - KAPAUOXUPYPTUYECKOM  OTACIEHUH C
MOJIOKUTEIbHON TUHAMHUKOMN. KIIMHUYECKH MOBBICUIIACH TOJEPAHTHOCTh K (PU3NYECKUM
Harpy3kaM, KyIOUPOBaH IIMaHO3 HOCOTYOHOTO  TpEYroJbHHMKAa, COXpPaHSETCs
CUCTOJIMUECKUH 1IyM, OJJHAKO, 3HAUUTEIbHO MEHEE BBIPAXKEH, MEYCHb y Kpasi peOepHOM
nyru. IlTo OxoKI': npusHaku oOcTtpykuuu BbeixoaHoro Tpakta JDK He3HauuTenbHBIE.

[Ipomomkena Tepanus 6era-010KkaTOpaMHu.
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Knunuuecxuti cnyyaii Ne4. [layuenm c 6onesnwto Ilomne.

B kauectBe mnpumepa mnpeacTaBiseTcs KIMHUYECKoe HalmojeHue OosbHOro B.

(24.09.2012r.p.)
Hab6mrogaercs ¢ muarno3om: bomesns [lomme (rmmkoreHo3 2a twma), WHQaHTHIBHAS
dopma (myramms ¢.875>T rena GAA). Tuneprpoduueckas KapauOMHONATHS,
BTOpUYHAs, CUMMETpUYHas, HeoOCTpykTUBHas (hopma. HenocTatouHOCTh MUTPaATIBLHOTO
n aoptanbHoro kmanaHoB | cremenn. XCH 2 A cr. III ®K no Ross. Bropuunas
MuonaTusi. 3aJepkka MOTOPHOTO M TCHXO-TIpenpedeBoro pasButusd. ['unorpodus 1
crenenn. Hocutens ummantanuoHHod mnopt-cucteMbl oT 04.03.14 (Model Celsite
Babyport. LotNe M259902T. Max.Pressure 325psi/22.4bars).

HacneactBeHHOCTB: Opak poauTesield 0JM3KOPOACTBEHHBIN (IBOIOPOAHBIE OpaT 1
cectpa). JleBouka ot BTOpoit OepemeHHoctu (1 — mampuumk 2002 r.p. — 370pOB),
npoTekaronieii Ha (QoHE OTEKOB B 3 TpPUMECTpPE, XPOHUYECKOW THUIMOKCHUHU IUIOMA,
¢derorutanieHTapHoil HenoctaroyHocTu. Ponbl mytem KecapeBa ceuenust (ciabocThb
POIOBOM JesaTenbHOCTH). Macca nipu poxkaenuu 3400r, niaunaa 53 oM. OnieHka no mkase
Anrap 7/86. Beinucana u3 poJuILHOTO JIOMa Ha 5 CyTKU C AMArHO30M liepedpanbHas
umemus I cr. Men. OtBoa oT npouiaakTUYECKUX TPUBUBOK.

N3 anamuesa 6osesnu: Ha Y3U mioxa B 3 TpuMecTpe OEpEMEHHOCTH BBISIBIICHA
runeprpopusi mMuokapaa. lIlocie poxnenus B poa.gome mnpoBeaeHo IxoKI':
cumMmeTrpuaHas runeprpodust muokapaa (MXKII u 3CJIK 4,5 mm). BrictaBien auarnos
MOCTrUNOKCcHY€ecKas kapauomuonartus. Haznauen snpkap. B nunamuike Ha 16 cyTku 1o
OxoKI' napactanue runeptpodpuu mwuokapgaa (3CJDK 5.5 mm, MXKII 5,7 mm).
Ocmotpena kapauosorom OJIKbB: runeprpoduyeckas KapIuOMHUOMATHS, MPOIOJHKEH
npueM sjbkapa. OCMOTpeHa HEBpPOJOTOM: MbIIIEYHAs JUCTOHUS B KOHEUHOCTSX,
TOHyCHble HapyueHus. Jluarno3: nepuHaranbHOi mnopaxenue [[HC. Ilo OxoKI' B
nuHamuke B 3 mec Hapactanue runeprpoduu MKIT mo 12mm, 3CJDK mo 9 mwm.
Juarno3s ocramieH npexxuum. B onoxumudeckom ananuse kpou: AJIT 185 En/n, ACT
144 En/n, ® 645 En/n. [1o pearrenorpamme KTU 72%. PexomennoBano: pypocemun
15mr/cyT, nmaHanruH, HuHHapU3uH. OCMOTpEeHa reHEeTUKOM. PexoMeHA0BaH KOHTPOJIb

OMOXMMUYECKOT0 aHaIn3a KpOBH B JUHAMHKCE. B cBs3u ¢ OTCYTCTBUEM MOJI0XKUTEIbHOU
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JUHAMUKHU JI€BOYKA BIEPBBIE MOCTyNWiIa B Kapauoiormdyeckoe otaenenue HI3/[ B
saBape 2013r (4 mecsma).

[Ipy DOCTyIJIEHUH COCTOSIHUE PACLEHEHO KaK KpalHe TSKEI0e, TAKECTh
oOyCJIOBIIeHA MPOSIBJICHUSIMU cepaedHor HemocTaTouHocTH 2b-3 c1., IV ®K mo Ross.
[Ipu ocmoTpe: mepuopanbHbIi U MEPUOPOUTANBHBIA IMAHO3, MPU OECIOKONCTBE
MPaMOPHOCTh KOXKHBIX TMOKPOBOB, THUIEPCAIMBALIUS, MAaKpPOTJIOCCUA, 3aJepiKKa
MOTOPHOTO pPa3BUTHs, THUNOTOHUS (032 JIATYIIKW, MPU TPaKIMM 3a PYKA HE
IPYIIHAPYETCSA, TOJOBY HE YIEPKUBAECT, HE INEPEBOPAYMBACTCS, MBIIICYHAs CUJA B
HOTaX U PyKax CHUXKEHA) C runepTpodueil MKPOHOKHBIX MBI U UX YIUIOTHCHHUEM,
TaXUIHO? C BTSHKEHUEM YCTYMUMBBIX MECT TPYJIHOM KIIETKH, BbIOyXaHHE CEplIEeUHOM
0o0JacTH, paCHIMPEHUE TPAHULl OTHOCUTEIBHOM TYNOCTH CepJla NEPKYyTOPHO
MPEUMYIIECTBEHHO BJIEBO 1O CPEAHEH aKCWLISPHOM JIMHHWH, MPUIIYLIIEHHOCTh TOHOB,
CUCTONIMYECKUN 1myM, Taxukapauss a0 150 — 162 B muH, renmaromeranus. [lpu
oOciieToBaHUM: B OMOXMMHUYECKOM aHaim3e KpoBu: moBbimieHue AJIT mo 143 En/m,
ACT go 207 En/n, JIAI' 776 En/n, KOK 650 En/n, KOK-Mb 12.4 ur/mim, NT-
proBNP19871 nr/mn. Ilo OKI': pe3koe otkionenne J0C BieBo, rpaHuila UHTEpBajIa
PQ Ha HWXKHEN rpaHHlle HOPMBI, IPU3HAKU NIEPErPY3KU MUOKapa 000uX Npeacepanid u
oboux xemynoukoB, runeprpodus MIKII. ITapunanbHbiii CHHAPOM MPEABO30YKIACHUS
YKEyI0YKOB. BeIpakeHHbIC HAPYIICHUSI PENOJIIpU3alMA B MUOKapAe kelyaoukoB. [1o
OxoKI': BeipaxkenHas cummeTtpuuHas rurnepTpodus crenok JOK (MXKIT 17mm, 3CJIK
15mm), TDK (IIcIDK 6mM), MuOKapJ T'MIEPIXOTE€HHbIM, 3€pHUCTHIM, MNPU3HAKOB
OOCTPYKIIMM Ha BBIXOJHBIX TpaKTaX KEIyJIOYKOB HE BBISBICHO, CHIDKCHHE
COKpATHTENIbHON crocoOHOCTH Muokapaa no0 45% mo Tedixombiy u mo 42% mo
Cumrncony, nosocts JIK ne pacmmpena (KAP/KIC 24/18mm), HenoctaTounocth MK 1
TK. Ilo penrrenorpamme: kapauomeranusi ¢ KTH 69, cepaue pacmmpeHo B
MONEPEYHUKE 3a CYET MPABBIX M JIEBBIX OTIEJIOB, JIETOYHBIA PHCYHOK YCHUJIEH.
YuuTbiBasi BBISBICHHBIM CUMITOMOKOMIUIEKC (Aud@dy3Has MpllieyHas TUIIOTOHUSA,
MaKpOTJIOCCHSI, YIIJIOTHEHUE MKPOHOKHBIX MBIIII, CAMMETPUYHAS TUTIEPTPOdUUIECcKas
KapJUOMHOIATUSL C  YTOJILIEHHEM OOOMX JKEIylOYKOB, TuneppepMeHTeMusl)

3a110403pC€HA oonesnr Ilome. HpOBeI[CHa OH3UMOJHNArHoCTHUKa:. B o6pa3uax
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BBICYIIICHHON KPOBHM HM3KUH ypOBEHb (pepMeHTa anb(a-riaroko3uaassl (2.2 mpu HOpMe
or 13 nmo 53,6 HM/mr/ygac), BbICTaBJE€H BBIIICYKA3aHHBIA JAMATHO3, MOJTBEPKICH
MOJIEKYJIIPHO-T€HETUYECKUM HccaeaoBaHue (BbisiBieHa MmyTauus ¢.875>T rena GAA).
HavaTa Tepanus HampaBlieHHas Ha KOPPEKLHIO CEpJIEYHOW HEIOCTATOYHOCTH, KYPCHI
JI®OK, ¢ Bo3pacta 5 Mec crneuuduueckass (pepMEeHTO3aMECTUTENbHAS Teparus B J103€
20mr/kr/B 14aneii. Ha ¢goHe mpoBOAMMON Tepamuu MOJOXKHUTENbHAs AMHAMHMKA Kak
KJIMHAYECKasi (JIeBOYKa cTajla MpuOaBIsTh B Bece, KYIUPOBAIACh TIemaToOMeraius,
TaXUIHO?, TAXUKAPJAHs, YIYUIIHIMCh MOTOPHBIE HABBIKK — CTaja YIAEp>KUBaTh I'OJIOBY,
NIEPEBOPAYNBATHCS, AKTUBHO UIpaTh UIPyILIKaMu), o AaHHbIM DX0-KI' — moBbilieHuE
@B, yMeHbIIEHUE TOIIIHUHBI CTEHOK MUOKapAa.

[Ipu nmanoBo# rocnuranu3auuu B aekadope 2014r: sec 10,7kr. Poct cros 90cMm.
CocTtosiHue nuTaHus NoHWkeHHoe. KoxkHble MOKPOBBI OJeAHbIE, [THaHO3 HOCOTYOHOTO
TPEYroJIbHUKA, yCWJIMBAarOUIMiics npu Kpuke. Haszoracranbueiii 30HA. [logkoxHas
KJIeTYaTKa pa3BUTa HEJOCTATOYHO, pACIpe]eieHa PaBHOMEPHO, NepUpEepUIECKUX
OTEKOB HET. B mpaBoii moaxiIounyHOi 00JaCTH KOHTYpUpYeTCs MH(Y3UMOHHAS TMOPT-
cucremMa. Cuna MBI CHUXKEHA, TOHYC cHWXKeH. U]l 36, apixanue yepe3 HOC HE
3atpyaHeHo. OOmacth cepialla  yMEpPEeHHO BbIOyXxaeT. BepXymiedHblii  TOT4OK
JIOKAIN30BaH B V M/p MO MepeaHe MOJIMBIIICYHON JTUHUU. [ paHUIlbl OTHOCUTEIHLHOM
CEpJIEYHON TYNOCTU paclIupeHsbl (BEpxXHsA - 2 pedpo, paBas - IpaBblil Kpail TpyIUHBI,
JeBas — 10 NepeHel NOAMBIIIEYHON JUHUM). TOHBI cepala MPUIITyIIEeHbl, pPUTMUYHBIE,
CUCTOJIMYECKUN ITyM BAOJb jJeBoro kpas rpyaunsl. YCC 125 B mun. AJl 90/50 mm
pr.cT. [leuenp y kpas pebGepHoil ayru. HepBHasi cucrema: 3a mpeaMeTamu CIEIUT,
HOBBIMH IPEAMETAMHU HHTEPECYETCS, PyKaMHU XBATAET, UTPYLIKY YIAEP>KUBAET, FOJOBY

ACPKUT KPAaTKOBPEMCHHO, CaAaMOCTOSATCIIbHO IICPECBOPAUNBACTCA HA OOK.
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Puc. 4.1a Puc. 4.16 Puc. 4.18
Puc 4.1: Pebenok c¢ 6one3npio [lomne (Mianenyeckas ¢popma) 10 Hauaida MPOBEACHUS

dbepMeHTO3aMeCcTUTENBHOM Tepanuu (4 Mec): a - He yAEep)KUBAET TOJIOBY MPU TPaKIUU

3a pyku; 0 - cepAeuHbIil TOpO; B — GEHOTUNTNYECKHE OCOOEHHOCTH, MaKPOTIIOCCHS.

Puc 4.2: Pebenox 1 roma c Oone3nsr Ilomne, mnagendeckour ¢opmoii. Ha ¢one

dbepmenTo3aMecTuTenbHOM Tepanuu (20 uHdy3us) cTana yaep>KuBaTh roJIoBY.

[Ipu o6cnenoBanun: B 6moxumuueckom ananuse kposu AJIT no 127 En/n, ACT

1o 198 Ex/m, JIAT 559 En/n, KOK 863 En/n, NT-proBNP138 nr/m.

Puc. 4.3a Puc. 4.36 Puc. 4.3

OKI' pebenka ¢ 6onesnnto Ilomne, mnanenyeckoit ¢opmoii (puc. 4.3 a, 0, B):
YUCC 120 ynapoB B Munyty. Ilonoxenne D0C ropusoHtasnbHOE. Jlerkas cuHycoBas
taxukapaus. [lpusHaku runeptpoduu Muokapaa oOOMX MpPENCepIuil U KeNTyI0YKOB.
Kpaiine BbICOKOBOJIbTakHbIE KOMIUIEKCHI QRS. BpIpakeHHOE HW3MEHEHHE KOHEUHOU
YaCTH JKEJTyJ0YKOBOI0 KOMILJIEKCA.

XM OKI' ormeuaercst purujiHas CUHycoBasi Taxukapausi B Teuenue cytok: HCC
cpeansiss YCC 3a cytku 133 ynmapa B munyty (Hopma 108-115), cpennenneBnas 136

yaapoB B MuHyTYy (HopMma 116-123), cpennenounas 130 ynapoB B MunyTy (HopMma 101 —
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108). II1 — 1,05 (puruzassiii). Murpauus BOAWUTENS PUTMA B MHOKapJ IPaBOro
npeacepausi MPEeUMYIIECTBEHHO HOYBIO, JIOMUHUPYET CHHYCOBBI pUTM. DeHOMEH
NPEKICBPEMEHHOTO BO30YXKIIEHUS MHOKapAa KelyJI04YKOB. BrIpakeHHOE BTOPUYHOE
HapyIICHHUE MPOIecca PEnoIpU3aIIy.

OxoKI' (puc. 4.4a, 6): BbIpakeHHasi CUMMETpUYHAs TUNEPTPoPUs MHUOKapa
JEBOTO M TIPaBOTO KEIyAO4YKoB. [Ipu3HaKoB OOCTPYKIMH BBIXOJHBIX TPAaKTOB HE
BbIsiBIIeHO. [lonoctu mpencepauii, mpaBoro keinyaodka B mpezaenax HopMbl. [lomocts
JIXK ymensmiena (KIP/KCP 27/17mMm), cuctonudeckas cnocodHocts B HopMme (DB 1o

Teixonsiy 71%). Henocrarounocts TK +1.

Puc. 4.4a Puc. 4.46
Puc. 4.4 a, 6: 9xoKI pebenka ¢ 6omne3nbto [lomne, mnanenueckoi Gopmoit Ha done 10

uHpy3un hepMeHTo3amecTuTeNIbHOM Tepanuu. [lapactepHanbHas (a) U anukaibHas (0)
no3uluu, B-pexum.  BelpakeHHOE  CUMMETPUYHOE  YTOJIIEHUE  MHUOKapJa

npeumyniectseHHo JIK.

Puc. 4.48

Puc. 4.48.: OxoKI" pebenka ¢ 6onesnwto [lomme, mmanenyeckoi popmoit Ha doue 10

uHby3un (QpepMeHTo3aMmecTuTeNnbHo Tepamuu. I[lapacrepHanmphas no3umus. M —
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pexum. Onpenensiercs ymenbiienue nonoctu JOK, BbIpakeHHOE yTOJIIEHUE CTEHOK ,

cHKeHne cuctonuueckort ¢pynkmuu JDK 3a cuer runokunesza MOKII.

Puc. 4.5a Puc. 4.50

Pentrenorpacdus opraHoB rpyiHo# moxoctu B npsimoii npoekiuu (Puc. 4.5 a, 6)
pebenka ¢ MiaaeHyeckoil dopmoit 6omne3nsio [lommne. BoipakeHHas kapauomerasusi.
VYBenuueHsl npaBbie U JieBble oTAeNbl. Sa - ucxoausii KTU = 78 (suBaps 2013); 50 —
KTHU = 62 nocne 20 undy3uu (Hosi6ps 2013).

JmutensHo (g0 2metr 3 mMec) HaOoanach B KapAHOJOTMUYECKOM OTIEICHUU
HII3/]. HecMoTpss Ha coxXpaHeHHE M3MEHCHHUN B OMOXMMHYECKOM aHalu3e KPOBU B
Buje nossiiieHus AJIT, ACT, KOK, JIAI, a tak ke orcyrctBus auHamuku no OKIT,
BBISIBJICHA TIOJIOKUTEIbHAsI JMHAMUKA KakK KIMHUYECKH (JIeBOYKa cTaja OoJee
AKTUBHOM, MEHBIIIE€ BBIPAKEHA MAKPOTJIOCCHUS, CTAlIa YAEPKUBATh TSHKEJIbIE UTPYIIKH,
KyIUpOBaHa ObIIIKA, TaxXWKapAus, TernaroMeraius, CcTaja TepeBOpauYuBaATHCS
CaMOCTOATENFHO Ha OOK, YJEp>KUBAaTh TOJIOBY), TaK W MO pe3yjbTaTaM 00CIeI0BaHUN
(mo P-rpamme ymenbmmics KTHU, nmo 3OxoKI HopmanuzoBaliach CHUCTOJIWYECKAs
byHkuus, ymenbinuiaack runeptpodus muokapaa MXKII ¢ 17mm qo 11mm, 3CJEK ¢ 15
MM 10 12 Mm, ormedanoch cHmwkeHue NT-proBNPc 19871 mo 138 nr/mu). Ilocme
Boiucky u3 HII3/[ ynedenune ObLIO MPOAOKEHO MO MECTY JKHUTENIbhCTBA. B CBs3u ¢
npucoeAuHEeHneM mHeBMOoHUM rocnuTtanu3upoBana B OPUT u nepesenena na UBJI (2
roja 5 mec). 3a BpeMsi HaXOXKJAEHUS B OTACJICHUU OTMEYAJIOCh HAPACTAHUE CEPJICUHO-

JIETOYHOM HEJIOCTATOYHOCTH U MPHUBEJIO K JIETAIbHOMY MUCXOAY B Bo3pacte 2 JIeT 7 Mec.
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Knunuueckuti cnyuati Ne5. Ilayuenm ¢ mykononucaxapuoozom I muna (cunopom
Iypnep).

B kadectBe mnpuMepa mpeAcTaBiIseTCS KIMHUYECKOe HalmrogeHue 0onpHOro B.
(26.05.2012 r.p.)

Ha6nronaercs ¢ nuarnozom: Mykononucaxapuao3 1 tuna (cunapom [yprep).
Kapnuomuonarus, BropudHasi. HemocTaTo4HOCTh MUTPAIBLHOTO U TPUKYCHUAATBHOTO
kinanaHoB. XCH 2A cr. ®K II mo Ross. Xponudeckue cyOaypaibHble T'eéMaTOMBI,
JIBYCTOPOHHHUE.

AHaMHE3 JKM3HM: [I€BOYKAa OT 3J0pOBbIX poauteneud. Poasl B  CpOK,
camocrositenbHble. Macca nipu poxaenun 3150r, nqouna 53 cM. OneHka mo MmiKanie
Anrap 7/8 6amioB. Ilo MmecTy kuTelbcTBa HabJIOAaNach HEBPOJOIOM C JUATHO30M
cracThuyeckui terparnape3. OTMeuanu HEMOJHOE BbIBEACHUE B KOJEHHBIX M JOKTEBBIX
CycTaBax, KHCTH HAllOMUHAIOT «KOTTHUCTYIO Jially», OrPaHUYCHHE pa3BEICHUS B
Ta300eIpeHHbIX cycTaBax. B HosiOpe 2012r. poma, co CIOB POAMUTENECH, OCTaHOBKA
JbIXaHUS, TOCIIUTAIM3UPOBaHa B cTanuoHap, mpopoamwiack MBJL. Tlpu oGcnenoBanuu
BBISIBJICHA KapAWOMETralusi, AuiaTalius JIeBBIX OTIEJIOB cepjlla C Trumneprpodueit
muokapaa. HMK +3, HTK +1.5. CHmkeHue coKpaTuTeIbHOM CTOCOOHOCTH MHUOKapja
10 25%. C n1uarHo3oM KapJuoOMHUONAaTHs B 7 MECSIIEB HAMPABJIEHA B KAPAUOJIOTHYECKOE
ornenenue HII3/] nns yrouHeHusi reHe3a 3a0oJsieBaHMs W mojdopa Ttepanuu. llpu
OCMOTpE: TPyObIe YepThl Julla (IIUPOKOE MIOCKOE MEPEHOChEe, IMMPOKU KOHYUK HOCA,
KPYIHBIE «BBIBEPHYTBHIE» HO3JpPH, THUIMEPTEIOPU3M TJa3, TUneprpodus geceH),
«rpybas» Koka, TUIEPTPUXO03 HA CIHHE, KOPOTKas Ies, TUIepcalvuBalIs, ITyMHOE
JbIXaHWe, KOHTPAKTYPHI JIOKTEBBIX, KOJCHHBIX M Ta300€JPEHHBIX CYyCTaBOB,

renatocrieHomeranus (puc. 5.1 a - r).
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Puc. 5.1a Puc. 5.10

Puc. 5.1B Puc. 5.1r

Puc. 5.1a, 6: ®eHoTunnueckue OCOOCHHOCTH MAIIMEHTKH C MYKOMOJHcaxapuao3om [
tumna (cuaapoM ['ypaep). 5.1 B, I': TYronoABUAKHOCTb KOJICHHBIX U JIOKTEBBIX CYyCTaBOB.
ITo OKTI': HCC 155 ynapoB B munyty. Beptukansnoe nonoxenne J0C. Jlerkas
CHUHYCOBAsi TaXUKapAus. 3aMeajieHue BHYTPUIPEICEPIHOTO MPOBEACHNUS, BEPOATHA €TI0
neperpyska. [Ipusnaku runeptpoduu MHOKapAa 000UX KEITyAOUKOB. 1 KeTyqouKoBas
IKCTpacucTolNa. BripakeHHbIE HAPYIICHUS PETIOSIPU3AlN B MUOKAP/IE )KETyTOUYKOB.
[To OxoKI" (Puc. 5.2a, 6): Tlonoctu npeacepauii He pacmmpensl (JIIT 15x22mm,
[T 17x21mMm)., gunatupoBana mnonocte JOK (KAP/KCP 42/36), cHuxeHa
COKpaTtuTenbHas cnocooHocTh Muokapaa (OB no Teiixonbity 10 27%, no CuMmiicony a0

21%). CummerpuuHas runepTpodus muokapna jeBoro skemymouka (MXKIT 7 mw,
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3CJIX 7 mMm), nipaBblil xenygouek He yronuieH. Kiamansl: MK — perypruraums +1,

aopTaJbHbBIM KJalaH — perypruranus +1.

Puc. 5.2a Puc. 5.20

Puc. 5.2a: OxoKI' pebenka ¢ MIIC I tunma (cungpom ['ypriep). AnukanbHas
no3uuus, B-pexum. [qunaranusa nonoctu JDK ¢ ymMepeHHBIM yTONIIEHHUE €r0 CTEHOK.
Puc. 5.26: 9xoKI" pedenka ¢ MIIC I tuna (cungpom ['ypiep). M-pexum. unatarus
nosioctu JOK, BeipaskeHHOE CHUXKeHue cuctoimyeckoi ¢pynkiuu JDK.

Pentrenorpadgus opraHoB TpyAHOW MOJIOCTH B mpsMoi mpoekuuu (Puc. 5.3).
JlerouHplli PUCYHOK: YCHJIEH, OOOTalleH 3a CYeT COCYIUCTOro KommoHeHTa. KopHu
JIETKUX CTPYKTYpPHBIE, HE PACIIMPEHBI, JIEBBII MPUKPHIT TEHBIO cepara. Cepare mupoKo
npuiekuT K auadparme. Pazmepsl cep/iia U3MEHEHBI; JieBasi FpaHulla pacliupeHa Ha 2
cm. KTU: 0,62. Cunycel auadparmsl quddepennupyercs ¢ aAByx ctopoH. uadparma
Ha ypoBHe [V peOpa.

Puc. 5.3: Penrrenorpadguss  opraHoB  TPyAHOW  KJIETKHM  TAIUEHTKH  C
MyKoIoaucaxapuao3om I tuna.
VYuuThiBas  BBISIBICHHBIA  CHUMIITOMOKOMIUIEKC Yy peOeHKa  3amoj03peH

MyKonoJincaxapuzno3. B3dar anaimm3 mounm Ha ['Al'M: BBIBIEHO 3HAYUTEIBHOE
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noBeieHue nokazareneit (I'Al'/kpeatnaun B Mmode 265.24 Mr/MMOIIb KpeaT TPy HOpME
0 — 42), npoBeaeHO MOJIEKYIsipHO-TeHEeTHYecKoe obcnenoBanue. I[loaTBepxkaeH
nuarao3 Myxkononucaxapuos I tuna (cunapom ['yprep). PekomennoBaHo poBeicHUE
(bepMEeHTO3aMeCTUTENIFHON Tepalmuu M pEIIeHHe BOMpoca O HEOOXOAMMOCTH
TpaHCIUTAHTAIIMM KOCTHOTO MO3ra, OJHAKO PEKOMEHJAlMd He ObUIM BBIMIOJHEHBI.
PeGenok Tepamuu 1Mo MECTy JKUTENbCTBA HE MOJy4al, B CBA3H C MPOrPEeCCHPOBAHUEM
3a00JIeBaHUsl 10 MECTY >KUTENbCTBA 3a(pUKCHUPOBAH JIETANbHBIA MCXOJ B Bo3pacTte 9

MCC.
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Knunuuecxuti cnyyaii Ne6. I[layuenm c 6onesnvro Danon.

B kaudectBe mpumepa npeicTaBiseTcs KIMHUYECKoe Habmoaenue 6osbHOro K
(18.11.1998 r.p.)

HaGmonaercss ¢ guarnozom: bonesns Danon. Kapamomuonarus, BTOpuyHasl.
HenmocTtaro4yHOCTP  MHUTpPAIbBHOTO W TPUKYCHHAAIBHOTO  KiamaHoB. Jlerouynas
runepreHsus. HapymeHnune putma cepiaua: CHHIPOM cilabocTh cuHycoBoro ysma III
BapuaHT (CHHIPOM Taxukapauu-Opanukapauu), henomen WPW. CocrosHue mnocie
PYA ot 06.2009 u 02.2014. Yrpoxkaem no CBC. Kapaunodubpos. XCH 2A-b craguu.
®K II mo NYHA. Tpombodumus (romosurora nmo PAI-1). Oxupenne 2 creneHu.
JIByCTOpOHHSISI TMHEKOMAacTus. JHIedanonatus. 3ajaepkka KOTHUTHUBHBIX (QYHKIUH.
['mnoranamuyeckuii CHHAPOM. MuUOMaTUsI BBICOKOM CTENEHU. AHTUOIIATHS CETYATKH.

HacneactBeHHOCTh — OTsIrOIIeHa TIO  3a00JIEBAHMSM  CEPACYHO-COCYAUCTOU
CUCTEMBI: MaTh — HapylleHHEe puTMa cepaua; 0adymika Mo JIMHUM MaTepu -
apTepualibHasi TUTIEPTEH3Us, HApPYILICHUE pUTMa CepIia.

AHamMHe3 Xu3HU: peOeHOK oT 1 OepeMeHHOCTH, MpOTeKaBIel Ha (HoHE aHEMUHU.
Ponel nepBeie camocTosATenbHbIE, B Cpok. Macca npu poxxaennn 3200r, nmuHa tena S1
cM. Ouenka no mkane Anrap. C mepBbIX CYTOK >KM3HM CYJIOPOTH, SMHU30JbI ATHOJ.
Hauan yaepxuBath rojioy ¢ 4 Mecsues, cugetb ¢ 6 Mec. B mkosne ycrneBaeMocCTb
1J10Xast, NaMsATh IJI0Xasl.

AHnamHe3 3a007€BaHUs: C TMEPBBIX CYTOK KU3HHU AMHU30/bl alHOD, CYIOPOTH, B
CBSI3U C YEM IOJy4ajl MPOTUBOCYIOPOKHYIO Tepanuio. CUCTOMMYECKHUI IyM C MEPBBIX
MecsiueB xku3Hu. OXOKI' BrepBwsie mpoBeneHO B Bo3pacte 1 roma 1 Mec, BhIsiBIIEHA
runeprpodudeckas kapauomuonatus (muokapna JOK 8 mm), HeoOcTpykTuBHas dopma.
®B o Teitxonbiy 79%. Jleuenue He nonyyan. B 2009r. mo maHHbIM 00Ci€n0BaHUS
BBISIBJICHA Opaaukapaus, Hecnenuduueckas BHYTPUKEIyI0uKoBas 0yiokana, eHOMEH
WPW, B cBs3u ¢ yem mpoBommiack PUA mo mecty kurenbctBa 6e3 sddekra Ilo
Ox0KI" oTmMeuanoch HapacTaHue TUNEPTPOHUN MUOKapa JIEBOTO Kelya0uka 10 14mm
(mpeumytectBenHo 3a cyeT MXKII, 6e3 mpu3HakoB OOCTPYKIIMM), AMIATAINAS TTOJIOCTH

JIIL
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C 2012 roma wnaOmromancs B KapauosiornyeckoMm otaeneHun r.Tomcka,
HeonHOKpaTtHO mnonbiTku PYA (pebenky 14 ner). Torma ske BIepBble MO JaHHBIM
naboparopHoro oocienaoBanus ykasansl nosbiiienne AJIT 355 Ex(mno 10 nopm), ACT
(397 en -no 8 HOpM).

C nexabps 2013r orMedaeTcsi HapacTaHUE JUaMETpa MOJOCTH JIEBOTO JKeIyA0uKa
(KIAP 67mm) u cHmwkenne (pakmuum BbiOpoca (OB 36-46% Hapsay ¢ cOXpaHEHHEM
rUNepTpoPUU MUOKaApP/IA.

B ¢despane 2014r npu momeITKe OYepeqHOM abiAIUM — TMpoBeJACHA OUOICHs
MUOKapAa: B HCCIECIOBAaHHBIX (parMeHTax ciado BBIPAKEHHBIM MEIKOOYaroBbIi
CKJIEpO3, HEPE3KO BBIPAKEHHBIN CKIEPO3 HHAOKApAa, YMEPEHHO BbIPAXKECHHAS
runepTpoduss KapAUOMHUOIIMTOB, BO MHOTHX KapJUOMHUOIMTAX IMEPUHYKIICApHAsl 30HA
npocBeTiieHus, B KoTopod mpu okpacke Iludda mecramu BeisBmstores UK —
MO3UTUBHBIE BKIItoUeHUs (raukoreH). [lomumopdusm simep cinabo BeipaxkeH, MeHnee 5%.
B3anMoopueHTanys MbIIIEYHBIX BOJIOKOH Hapylle€Ha TOJBKO BONM3M odaroB (udpo3a,
pacCHICTVICHUs] MBIIIEYHBIX BOJIOKOH HET, «BCTaBJICHUE» BhIpaXkeHO ciabo. [Tpu okpacke
Konro kpacHbiM Aeno3uToB amuionga He BbIsBIEHO. [Ipu okpacke mo Ilepncy
JIENIO3UTOB JKejie3a He BbIsIBIEHO. Ha OCHOBaHMM MpPOBENEHHOTO OOCIEIOBAHUS
3arofo3peHa Oone3np [lomme, mno pe3yiapTaTaM  MOJIEKYJISIPHO-T€HETUYECKOTO
uccienoBanusi — uckirodeHa. Torga ke B Ouoxumuueckom aHanuze kposu ACT 262
En/n, AJIT 254 En/n, JIAI' 2408 wmmons/n, KOK 1335 En/a, KOK-MB 68 en.
PexomennoBana kapmomeTaboaudecKas Teparnusi.

B mae 2014r HapacTaer KIMHHKA CEpACYHOM HEOOCTATOYHOCTH, B MIOHE 2014
OKKJTIO3UPYIOIIUNA TpoMOO03 mepeaHeil OobieOepiioBoi apTepuu B BEPXHEH TpeTU
rojieHu cmpasa. Tpom003 mpaBoil 3amHel Oo0yblIeOepIIOBOM apTepuu, YpOBEHb —
BEPXHSISl TPETh TOJIeHU, TI0 TaHHBIM DX0KI™ TpomO B J1IeBOM Kemy0uKe.

HauaTta Tepamus XpOHWYECKON CEpACYHON HEAOCTATOYHOCTH, AHTHUTPOMOOTHYECKAs
tepanus ((dpakcunapuH, Bapdapun). Beinucan ¢ kiauHudyeckuM ymiyuiieHuem. [lo
nauubiM OX0KI™ cHmkenne @B no 28%, HapacTanue runepTpodun MpeuMyIieCTBEHHO
MEXCOKETY0UKOBOM nieperopojku 10 32mMm. KoncynetupoBan kapauonorom HI[3J[ B

COCTaBe BbIC3JHOM Opuraabl B HosiOpe 2014r, pekoMeHAOBaHA TOCIUTAIM3AIMS IS
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noobcnenoBanus. 08 ssuBaps 2015t noctynun B kapauonorudeckoe oraenenue HII3/I.
[Ipu ocmotpe: pusnyeckoe pa3BUTHE AUCTAPMOHHYHOE 3a CUET M30BITKA MAcChl Tela.
[logkoxkHas KJeTyaTKa pa3BUTa H30BITOYHO, pacHpeicsicHa IO KEHCKOMY THITY.
['unepTpodus u yrmaoTHEHHE MBI TojdeHed. O0macTh cepana BU3yaTbHO BBIOYXaeT.
['panuIel OTHOCHUTENBHOU cepaedHoil Tymoctu pacmupenbl. YCC 42-44  yn/muH,
AKCTPACUCTOJINSI, MPUTIIYIIEHHOCTh TOHOB, CHCTOJIMUECKUU IIyM. ['emaTtomeranusi 110
+2. Muonus.

B Ouoxumuueckom ananuze kposu JIAI' 753 En/n (wopma 91-225), AJIT 184
En/a (Hopma menee 40), ACT 245 En/n (nHopma menee 42), KOK 945 En/n (Hopma 25 —
194), NT-proBNP6 141 nir/m.

I[To DKI' (puc. 6.1): HopmanbHOE MOJOXKEHUE DIEKTPUUECKON OCH cepla.
YmMmepennas cunycoas Opaaukapaus ¢ YHCC 48-52 yn/mun. ['uneptpodust Muokapaa
JeBoro npeacepans. BeicokoBoNIbTaxXKHBIE KOMIUIEKCH QRS B cTaHZAPTHBIX U TPYAHBIX
orBeneHusAXx. Genomen WPW B codeTaHun C HapylmI€eHHEM BHYTPHKEITYAOYKOBOU
MPOBOANUMOCTH. BbIpakeHHOE€ BTOPUYHOE HApPYUIEHHUs Ipoliecca PEenoisipu3alud B

MHOKapAC KCITYOJOYKOB.

Puc. 6.1: DnekTpokaparorpaMma marmueHTa ¢ 0oye3nbo Danon.

I[To XM DOKI': BelpakeHHas Opaaukapavds B TE€YEHUE CYTOK HPH COXpPaHEHUU
npaBuibHOrO 1upkagHoro npoduiia purma. YCC cpenuss 49 ynapoB B MUHYTY (HOpMa
70-79), UCC cpennss nenb 52 (Hopma 77-88), UCC cpennsigs Houb 42 (HopMma 54-64).
Max 93-97 ynapoB B munyty. I 1,24 (Hopma). IloctossHHBIE mpu3HaKU (PeHOMEHA

WPW. 3a cytku 3apeructpupoBanbl 165 3mm3040B pe3kor Opamukapauud (BOIUTENb
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putma?) ¢ UCC wmenee 40 ya/MUH NOpPOAOIKUTENBHOCTHIO A0 15-22 Mun u 230
amu30,10B npeacepanon taxukapauu ¢ UCC 90-97 ya/mun. JlocTatouHO OBICTpBIN
(XOTs W IJIaBHBIN) NIepexo ] OT OpaJuKapauu K TaXUKapIUWd U BHE3AMHOE €€ OKOHYaHUE
(mepuouyUecKu uepe3 May3y WIM MPEICEepAHYI0 3KCTPACUCTONY), MOCJIE€ YEro BHOBb
peructpupyercst Opagukapaus. BoIABIeH OIUH 3MU30]] YCKOPEHHOIO KENTyI0YKOBOTO
putmMa u3 4 xommuiekcoB ¢ UCC-80 yn/mMuH, 5 mnoautonHbix mapHelx u 187
M30JUPOBAHHBIX MOJUTOMHBIX KETYIOYKOBBIX 3KCTpacuctod. Okono 40 mapoKCU3MOB
MPEACEPAHON TAXUKAPAUU U YCKOPEHHOTO MPEICEPAHOTO PUTMA MPOAOJKUTEIBHOCTHIO
ot 0,9 cek no 13 cex; UCC B mpobexkax ot 90-115 ya/mun go 136-163 yn/mum.
XapakrtepHa HeperynsgpHocTs YCC BHYTpU Kaxkoro napokcusma (mpu 3tom Max YCC
HaOJI0/1aeTCsl KaK B Haualie MpoOekKeK, TaK U B CEpeMHE WU B KoHIle). [lapHbie (He
Menee 70) u uzonupoBanHbie (He MmeHee 2000, B TOM 4Kclie B BUAE KOPOTKHUX MMU30/10B
OU-/TpUTEMUHUU) TpeJCepAHble AKcTpacucTosibl. Mopdonorus 3yomoB P B
MapOKCU3MaX WM MPHU SKCTPACUCTOIMHU MPAKTUYECKH HE OTIMYaloTCs OT Gopmbl 3.P
ocHOBHOTO puTMa. Kpome Toro, oOHapyxeHo 87 may3 puTMa MPOI0JBKATEILHOCTHIO
1,3-1,9 cexk mnpeumyiectBeHHO mociie onucanHbix HPC (mocime mapokcu3MoOB WU
HKCTPACUCTOJIUN). 3aKIHOYEHUE: CUHIPOM CIA0OCTH CHHYCOBOIO Yy37a, BEPOSITHO, 3
BapuaHT (CHHAPOM TaxuKapauu-Opanukapauu). JKemymoukoBas SKCTPACUCTOJNHS,
rpanamus L4a-4b. ®enomen WPW, HocsIIui MOCTOSIHHBIN XapakTep.

Pentrenorpadus opraHoB TpyaHOW KIeTKH (puC. 6.2): OCTPBIX OYaroBbIX W
WHOUIBTPATUBHBIX W3MEHEHUN B JIETOYHOW TKaHW HE BBIsBICHO. Jlerounele moiis
CUMMETpUYHBI. JICTOYHBIN PUCYHOK YCUJICH 3a CUET COCYAMCTOTO KoMmoHeHTa. KopHu
JIETKUX TPUKPBITHI TE€HbIO cepjila. TeHb CpeloCTeHUs] PE3KO paclIMpeHa 3a CUeT
cepaeunoir TeHu. Cepaue mupoko npuiiexut k auadparme. KTHU=0,69. Cepaue B
nonepeyHuke 22 cM, mpaBas rpaHUIla pacliMpeHa MPUMEPHO Ha 5 cM, JieBas IpaHuUla
pacmmpeHa Ha 5, 5 cm. AtpuoBazanbHbld yron < 1/2. KoHTypwl cepieyHON TEeHH
yetkue. Kymnonel nuadparmel poBHbie, yeTkne. Cunycol quddepenuupyrores. KoctHas

CHUCTEMA U MITKHE TKAHU 0€3 0COOEHHOCTEM.
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Puc. 6.2: PenrreHorpadusi opraHoB rpyJHON KJIETKH B MPSIMON MPOEKLMHU MAIeHTa C

0osesupro Danon.

OxoKI' (puc. 6.3): acCHMMETPUYHOE BBIPA)KEHHOE YTOJIIIEHHE CTEHOK O000UX
KemyqoukoB. CHIDKEHHE CHUCTOJMYECKOW (YHKIMU JIEBOTO KelyJouka. Beimor B
nojoctu mnepukapnaa. Hapymenue nuactonmumuecko (ynkuuu. Hemoctatounocts AB

KJ1arnaHoB | cT. Y3 npu3Haky JE€royHoN TUIEPTEH3UH.

Puc 6.3: OxoKI" pebenka ¢ 6one3npto Danon B anukanbHOW MO3ulLMHU, B-pexxume BO
BpPEMsI CHCTOJIBI JKEITyJI0YKOB OIpPEACNSICTCS] BRIPAKEHHOE YTOJIIEHNE CTEHOK 000MX
YKETYJJOUKOB, BBITOT B MIOJIOCTH MEpUKAP/A.

[To MPT cepama ¢ B/B koHTpactupoBanueM (puc. 6.4): nunatamus JIK u TTK,
HeonHoponaHas rtuneprpodus wmumokapaa JOK u IDDK, rumo- w acuHXpoHUSA
COKpAIlleHUH MHOKapAa >KeIyJ04KoB (0Ooyiee BBIPAXKEHHO TEpeAHss, HWKHSSI U
ookoBass crenku JIK). 3amennenue mnepdy3um IHAOKAPAMATBHBIX OT/EIIOB
Muokapsa Bcex otaenoB JIK (6osiee BeIpakeHHO TepenHed, HUIKHEH U OOKOBOM

CTeHOK). MP-npusHaku TpyObIX pacHpOCTPAHEHHBIX CTPYKTYPHBIX H3MEHEHUH
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muokapaa JIXK (6onee BrIpaxkeHHO TepemHei, HIKHEW n 60koBoi cteHok) u 1K

(mepeaHsst 1 OOKOBAsk CTEHKH).

Puc. 6.4: MPT nauuenra ¢ 60o1e38pr0 Danon.

[lepdpy3nonnas cuunturpadus muokapaa (puc. 6.5): Ha cepuu CUMHTUTPAMM,
BBIMIOJTHEHHBIX B MOKOoe€ B pexuMe cuHxpoHuszamuu c¢ OKI', Buzyanusupyertcs
BKJIIOUEHHUE  TMpemapara B o0OJlacTh  MHOKapjaa  JIEBOTO  JKENIyJ0YKa.
CuuHturpaduueckue NpPU3HAKKA YBEJIMYEHHUS B pa3Mepax MpaBoro KeayJouka,
runieprpopuu  muokapgaa I[DK. Tlomocte 1neBoro xemygoyka 3HAYUTENIHHO
paclmMpeHa, MHOKapJ  HMMEET HEpPOBHbIE KOHTYpbl. Bximouenue  PODII
BU3YAJU3UPYETCA B CpeaHe-anmukKaibHbIX oTaenax MOKII, B ocralmbHBIX OTIENax
HaKoIieHHe npenapara cHUxEHO 10 60%. COokpaTUMOCTh 3HAYUTEIBHO CHUIKEHA,

®B=15%. B o0OnacTu BepXylKu onpeaeaseTcs 00JacTh TUCKUHE3A.
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Puc. 6.5: Ilepdy3nonnas cumHTUTrpadus MUOKapja MalueHTa ¢ OO0JIE3HBIO
Danon.

Ha ocHoBaHWM JaHHBIX aHaMHE3a, OCMOTpA, PE3yNbTATOB JIAOOPATOPHO-
WHCTPYMEHTAJILHOTO 00CIeIoBaHus Y pedeHKa 3amnoao3peHa 0osne3ns Danon. MeTtogom
IpPSMOTO aBTOMAaTHYECKOTO CEKBEHHPOBAHHWS Yy TAaIlMEHTa BBISBIEHA MYyTaIluU
c.893 923del B remusurotHom coctosiuuu B dk30He 07 rera LAMP2, npuBogsmias k
amMuHOKHCIOTHON 3ameHe p.Glu298laf*38. Myramnus panee He omnucaHa, MO JaHHBIM
KOMITbIOTEpHOTO aHanu3a (Alamut Visual) siBnsieTcs naToreHHou.

B otrnmenennm momoOpaHa Tepamus KamoTeHOM, BapdapuHOM, (POCEMHJIOM,
naHaruHoM. [locne yXyamieHust COCTOSHUS B BUIE CHWKEHUS A/, B oTBeT Ha Hayajo
perynaspHoro nmpuéma KaroTeHa, J103a KalmoTeHa CHrbkeHa. Ha ¢one uwero cocrosHue
peb&HKa ocTaBajaoCh CTaOMIBHBIM, CHIKeHUE AJ] He Habmomanock. B ¢Bs3m ¢ pe3koi

Opanukapauei, TEHJICHIIMEH K TUIOTOHWH, Ha (oHe TmoBbIIeHNUS 10361 HAIID,
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IpOBeJCHIE KOPPEKLMHU Tepanuu (B T.4. OeTa-01okaropamu) Opuo 3aTpyaHeHo. [locie

BBIIIMCKHU U3 CTAITMOHApPA YCPC3 5 Mec JeTalbHbIN HCXOM.
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Knunuueckuui cnyuau Ne7. [layuenm ¢ koapkmayuetl aopmeoi.

B kauectBe mpumepa npejcTaBisieTcss KIMHUYEecKoe HaOmogeHue 0osbHOro T.
(27.01.2013 r.p.).

Habmonaercss ¢ auarHo3om: BpoxkneHHBI MOPOK cepala: KOapKTalus aopThl.
HenocrarouyHocTh MUTPAIBbHOTO U TpUKycHUAaIbHOTO KianmanoB. XCH 26 cranuu, K
III mo Ross.

AHamHe3 JKM3HM: MaJb4UK OT BTOpoi OepemeHHoctu (mepBas B 2011r —
MaJlbuuK, 370pOB), MpOTEKaBUIel ¢ NMHEBMOHUEH Ha cpoke 4 mec. Poxmbl B Cpok,
camocTtoATenbHble. OueHka no mkane Anrap 7/8 6amios. Ha rpynHOM BCKapMIMBaHUU
10 4 Mecs1eB, oTcTaBaHue B Habope Beca. Hauan nep>katb rojosy ¢ 2 Mec.

HacneactBeHHOCT 10 3a00JI€BaHUSIM  CEPACYHO-COCY/IUCTOM CHUCTEMBI HE
OTATOIICHA.

AnamHe3 3a005ieBaHUsA: B BO3pacTe 2 MECSALEB MaTh CTajna oOpaliatb BHUMaHUE
Ha YTOMJISIEMOCTh MpPU KOPMJICHHMHM TPYIJHBIM MOJIOKOM (YacThle IEpEPBIBHI),
NOTIUBOCTb, OECIIOKOWCTBO, CTaJl 3achllaTh TOJbKO B BEPTUKAJIHLHOM IOJOXKEHHUH, B 4
Mec oOpaTuia BHUMaHue Ha Aedopmanuio rpyaHor kietku. IIposeneno Oxo-KI' mo
M/K BBISBJICHO PAaCUIMPEHHUE MOJOCTEH, CHIKEHUE COKpPATUTENbHOW (PYHKIMU cepAala.
KoHCynbTHpOBaH B KapAHOXHUPYpPruYecKoMm IeHTpe - uckirodeHbl BIIC, BhisiBIEHa
runepTpopusi MUOKapAa ¢ AWJIaTalued JIEBBIX OTIENOB CepAlla U PEKOMEHIO0BAHA
rocnutaym3anusi B kapauosioruueckoe otaenenue HII3J]] PAMH c¢ Hanpapistommum
nuartosom: Kapanomuonarus.

Bnepseie rocniuranusupoBan B kapauosiornueckoe oraenenne HI3/[ B Bo3pacre
5 mecsues. Ilpu moctymiueHun xanoObl Ha ONBIIIKY, BSJIOCTb, IJIOXYIO MPHOaBKY B
Bece, MOTJIMBOCTD, Ae(OPMALINIO TPYAHON KIETKH.

[Ipu mnocrymneHun cocrosiHue Tspkenoe. KokHple MOKpOBBI — OjenHBIE,
BBIPOKECHHBIN MEPUOPATIbHBIN 1TMAaHO3, MpaMOpHBIE Mpu OecrokoicTBe. [lacTo3HOCTH
CTOI, ToJieHEeH, BEeK. AYCKYJIbTaTUBHO - JbIXaHUE XKECTKOe. B JbIXaHWM ydacTBYyeT
BCIIOMOTaTelbHasl MycCKyJaTypa, TaxunmHod 1o 60 B wmuH. Cepuaeunblii rop0,
paclIMpeHne TPaHUL OTHOCUTENBHON TYMOCTH CepAlla MEPKYTOPHO BJIEBO JI0 CPEOHEN

aKCUJUISIPHOM JIMHUM, Taxukapaus 10 142 B MuH. TOHBI cep/iia pUTMUYHbBIE BCE BPEMsI
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ayCKyJIbTALIMM, 3HAYUTEIBHO MPUTIIYIIEHBI, 10 JIEBOMY KParo ITPYyJAHHBI U Ha BEPXYLIKE
BBICITYIIIUBAETCA CUCTOJIMYECKUH IITYM, IPOBOJIUTCA B JIEBYIO aKCUIJUISIPHYIO 00J1aCTh, HA
cniuny, KpynHbie cocyanl. AJl (pyku) 140/60, (moru) 100/50 MM pT.CT.. remaToMeTanus
70 + 2 cM OoT Kpas peOepHON MAyr, IJIOTHO-3JACTUYECKONH KOHCHCTEHIIUU.
[Tanenupyetcs Kpaii CeNe3eHKH.

[Io OKI' (Puc. 7.1a, 0, B): Beprukampnoe mnonoxenue IO0C. YmepeHHas
cunycoBas Opaaukapaus ¢ YCC 100-115 ya/mun. [lpusHaku neperpy3kd MUoOKapaa

JICBOI'O IMpcaccpansa MU JICBOI'O JKCEIydOo4dKa. BI:Ipa}KCHHOe BTOPHUYHOC HN3MCHCHHUC

KOHEYHOM 4YacCTH KEIyJOYKOBOTO KOMIUIEKCAa B BHJE€ HWHBepcud 3.1 B oTBeneHUAX I,

avL, V5,V6.

Puc. 7.16
) 06"~ 934" 0. 0.66 9’1"(;&—0"’5)

-y deat
RS- 0,087 g
0T~ 030" Ol ~0f6

w03 0,M"

Puc. 7.1B Puc. 7.2a
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Puc. 7.26 Puc. 7.2B

OKI' toro ke marmuenta B Bo3pacte lrog 8 mec (Puc. 7.2a, 6, B): mocie
ONEepaTUBHOTO BMeHiaTenbcTBa. BeptukansHoe mnonoxenne JOC. VYmepeHHas
cuHycoBasi OpaauaputMus. VcuezaloT mNpu3HAKU TEPEerpy3kd MHUOKapja JIEeBbIX
otnenoB cepamna. OTMeuaeTcss 3HAUMTENBHOE YIIYUIIIEHUE MPOIecca PEenoiipu3aiii B
MHUOKap/Ie KTy J0UKOB.

I[To XM OKI' noxkazatenn UCC B mpenenax Bo3pacTHOM HOpMmbl. Hapymenuit
puTMa cepila HE BbBIABIEHO. Hapyinenwe mpoiiecca pemnosipu3allid B MHOKap/e
KEITYJIOUKOB.

Pentrenorpadus opraHoB rpynHod kieTku B Bo3pacte 5 mec (Puc. 7.3a):
KUIKOCTH B IUICBPAIBHBIX TIOJIOCTAX HE BBIABIsAeTCA. [IHeBMaTu3ammsi d0jeH U
CEerMEHTOB JIETKMX paBHOMEpHas. JIerouHblil PUCYHOK: yCHJIEH, OOOramieH 3a cueT
COCYAMCTOTO KOMITOHEHTa. TeHb cep/ia MUTpaibHON KoHpuryparmu. Cep/iie mupoko
npuiexuT K auadparme. Pazmepsl cepimia M3MEHEHBI: JieBasi TpaHMIla paclIpeHa Ha
1,5 cm. Tanus cepaua criiaxkeHa 3a cuer yika jesoro npencepaus. KTU: 0,71.
Pentrenorpadus opraHoB rpyaHod kjaeTku B Bo3pacte 1 roma 8 mec (Puc. 7.30) ¢

MOJIOKUTENIBHON AMHAMUKOM B BUJie ymeHbiienuss KTHU no 0,59.
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Puc. 7.3a Puc. 7.30

ITo OxoKI' (Puc. 7.4a, 6) B 5 Mec: munatamus JieBbIx otaenoB cepama (JIIT
23x32mMm, JDK KIP/KCP 47/39mm), dopma JDK chepuueckas. CummeTpuyHO
yTOJNIIeHbl cTeHku JeBoro skemyaouka (MXKII=3CJDK = 7mMM), CTEHKH mpaBoOro
Kelyo4Kka He yronmieHsl. CHUKEeHa COKpaTHTeNIbHas crnocoOHOCTh Muokapaa (PB mo

Teitxonpity 37%, no Cumncony 30%). Henoctatounocts MK +2+3cr.

Puc. 7.4a Puc. 7.46

Puc. 7.4a: DOxoKI' pebGenka ¢ KoapKramumeil aopTel B BoO3pacTte S5 Mec.
MopaudunmpoBanHas anukajibHas mO3uIMUsA, B-pexum. BeipaxxeHHas aunatanus
nosoctu JDK ¢ yronmeHnueM ero CTeHokK.

Puc. 7.46: OxoKI' pebenka ¢ koapkrauueid aopThl B Bo3pacte 5 Mec. ANUKalbHas
no3uuus, B-pexum. [[BeTOBOE€ MONIIEPOBCKOE KAPTUPOBAHUE HEIOCTATOYHOCTH
MUTpaAJIBHOTO KJIaraHa BciencTBre aHHylnodkTazun OK Ha QoHe gumaranuu moJiocTH
JDK.

YuuthiBas kamoObl, aHHbIE aHaMHE3a W KIWHUYECKOW KapTUHBI BEPOSITHEE
BCETr0 MMEET MECTO PEMOJICIMPOBAHUE cep/illa Ha (POHE apTepuaIbHON THIIEPTEH3UHU, B
cBs3u ¢ ueM mnpoBeaeHa KT — aoprorpadusi: B HUCXOASIEH YacTH AYT'H aopTh
OMpeNIeNIIeTCsl BBIPAXKEHHOE JIOKaJbHOE CyXeHue e€ mpocBeta A0 1,8-2 mM. Bbiie
00JIaCTU CY>KEHHSI TUaMETpP aopThl — 4.4 MM, HUXKE CY)KEHHS KanuOp e€ yBeIudeH 10
8.2 mM. 3a Bpemsi HaONIOZCHUS B CTalMoOHape Ha (poHe Tepamuu, HANpPaBICHHOW Ha
KYIIHUPOBAHUE CUMIITOMOB XPOHHYECKOUN CEepACYHOU HEJIOCTATOYHOCTH,
AHTUTUIIEPTEH3UBHOW TEpanuMyd KYNMUPOBAJIACH OJIBIINIKA, Te€NaTOMEraius, OTEKH,

ormeueHo cHmwkenue AJl (pyku) mo 100-94/60-54 mm pt.cT., mo DxoKI' moBbiieHne
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®B no 33%, cumxenne NT-proBNP mo 12227 nr/mn. Ha ¢one crabunuzauuu
COCTOSIHUSI MaJIbYMK NEPEBENICH B KAPJAUOXUPYPIrUUECKUM CTAllMOHAP [JI ONEPATUBHOM
KOppeKIuu Tmopoka. B 6 MecsueB NpoBeleHA pPEe3eKIUs KOapKTaluuh aopThl C
HaJIO)KEHUEM aHAaCcTOMO3a KOHell — B KOHell. Ilocne omepaTMBHOW KOPPEKLMHU IIpU
HAONIOZCHUM B JHMHAMHUKE Yepe3 2 Mecslla HOpMalu3alusi COKpPaTUTEIbHOU
CIOCOOHOCTH MHOKapja, MEHbIe IWIaTaius JEBBIX OTICIOB CepAlla, OJHAaKO,
runeptpodusi Muokapaa 0e3 nuHamuku. Yepes 1 rog 2 mecsia mocie OrnepaTuBHOU
KOppPEKIIMM OTMeuaeTrcss HopMmanusanus napamerpoB OxoKI, ypoBus NT-proBNP,
yinyuiienne nokazarened DKI' (puc. 2 a, 6, B), peHTT€HOIpaMMbl OPTraHOB T'PYJIHOM
KJIETKHU (puc. 30) B CBSA3U C UEM NPOBENICHA [TOCTETIEHHAs OTMEHA aHTUTUIIEPTEH3UBHOM
Tepanmuu, a TakK K€ I[penapaToB, HANpPAaBICHHbIX Ha KyOUPOBAaHUE CUMIITOMOB

CEpJICYHOM HEJOCTATOYHOCTH.
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OBCYXJIEHUE PE3YJIBbBTATOB UCCIIEJOBAHUA

['uneptpodudeckas KapauOMUOTATHS — OTO COOMpPATENbHBIA  TEPMHUH,
OOBCIUHSIOMUA IIUPOKUA W HEOJHOPOJHBIM crHekTp 3aboneBanuit. IlpuHsaToe
MOpQoJIOTUYECKOe  OMpeAesieHne  3a00JieBaHMsI  IMOAPA3yMEBAEeT  CYIIECTBOBAHHE
3HAYMTEIHLHOTO KOJWYECTBA 3THOJOTHYECKUX (pakTOopoB, ocobeHHo y naereit [47]. B
HacTosiee Bpemsi reHeruyeckas npupoaa ['KMII sBnsiercs oOuienpusHaHHOM, Takke
MMEETCSI MHOIO0 JaHHBIX O TMPEUMYIIECTBEHHO HACJICICTBEHHOM XapakTepe ITOoM
natosiornu Muokapaa [53,87]. Mctopuyecku 3ta rpymnma 3a00j€BaHUI TOIpa3eisiach
Ha MEPBUYHBIC, TP KOTOPBIX CEPALE SBISECTCS €AUHCTBEHHBIM BOBJICYEHHBIM OPTraHOM,
U BTOPUYHBIC, NP KOTOPHIX KapJAUOMHUONATHS MaHU(ECTUPYET B COCTABE CUCTEMHOIO
narojoruyeckoro mpoiecca. [47] Ilpumepno y 60% mnoapoctkoB u B3pocibix ['KMII
MMEET ayTOCOMHO-JOMUHAHTHBIM THI HACJIECIOBAHUS W BBI3BAHO MYTallMSIMHU B TE€HaX,
KOJIUPYIOLIMMH capKoMepHbIe Oenku muokapaa [166,120,27,74]. Ot 5 no 10% cinyyaeB y
B3POCJIBIX KapJAHMOMHOIATUSI PAa3BUBAETCS B PE3YJbTaTe APYrMX F€HETUYECKUX MPUYUH,
BKJIIOYAsl HACJEJCTBEHHbIE METAa0OJMYECKHME M HEPBHO-MBIIICUHbIE 3a00JIeBaHUs,
XPOMOCOMHBIE aHOMAJIMM M TeHeTH4eckue cuHapombl [167,33]. B mneauarpuueckux
peructpax TouHas 4dacrora I'KMII HemsBecTHa, HO MO pe3yapTaraM MOIMYISLHOHHBIX
HCCIIEIOBAaHUM MMEIOTCS JaHHbIE 0 3a0oeBaemMoctu y aerer ot 0,3 1o 0,5 na 100 000 B
rog [81,130]. Hecmotpst Ha GoJiee 4eM MOIYBEKOBYIO UCTOPHUIO M3YUCHHS MPOOIIEMbI
['KMII, no HacTofIlero BpPEMEHU OCTAIOTCS HEPEIICHHBIMU BOMPOCHl B 00JaCTH
ATUOJIOTUH, TATOTEHEe3a, KJIACCU(PUKAINHA, AUATHOCTUKH U JICUCHUS] JAHHON TPYIIIHI
3a0o0ieBaHUM y JeTeil. YUUTHIBas, UTO B MOCTEAHUE TOJIbI B CKPUHUHTOBYIO TIPOTpamMMy
oOcietoBaHusl JeTed B Bo3pacTe | Mecsia BKIOYEHO JdXOKapauorpaduyeckoe
UCCIeI0oBaHne, MpobaeMa TOYHON TOCTAHOBKY JIMArHO3a MPHU BBISIBIICHUU THUIEPTPOPUU
MHUOKap/ia CTAHOBUTCS BCce 00Jiee aKTyalIbHOM.

Knuaunuersl  eauHbl  BO  MHEHHHM, YTO  OCTaBasCh PEAKUMH, MHOTHE
HACJICICTBEHHBIC 3a00JI€BaHWsA, aCCOIMUPOBAaHHBIE C THUNepTpoduel MUOKapa,
OXBaThIBAIOT OoJiee 3HauuTenabHyro Ao0a0 ['KMII y nereit W moapocTKoB, 4eM Y

B3pocibiX. [IpaBuibHass W CBOEBpEMEHHas JIUArHOCTHKA MPHUYMHBI THIEPTPOdUU
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MHOKapJla HEpPEOKO SBJISETCS TPYAHOM KIMHUYECKOM 3ajadei. Pe3ynbprarsl
WHCTPYMEHTAJILHOTO  OO0CJIEIOBaHUS 3a4acTyl0 3aBUCAT KakK OT TEXHHYECKOIo
OCHAIIICHUS, TaK W OT KBaTu(UKAIMU crernuainucta. B COBpeMEHHOW MTeparype
MPEICTABIICHB CIMHUYHBIE COOOIIEHUS II0 WTOraM WCCIECIOBaHUN 3a00JIeBaHUM,
MpoTeKaloumx ¢ rumneprpodueil Muokapna y JeTed, U OTCYTCTBYIOT JlaHHbIe 00 HX
CPAaBHUTEIIBHOM XAapaKTEPUCTUKE. YUMUTHIBAsI MHOTOJICTHUM KIMHUYECKUWA  OIIBIT,
HaKOIJICHHBIM B Kapauosjorndyeckom otnaeneHun HII3/] mo BemeHuto pgereid ¢
runeprpopueii MUOKapAa pa3IMyHOM STHUOJOTUU, BBISBJICHHBIE MHOTOYUCICHHBIC
OIMMOKU Ha ATare JAUArHOCTUKU W JICYEHUs, CTAHOBUTCS OYEBUIHBIM HEOOXOJAUMOCTH
U3YYEHHUS BOMPOCOB KIMHUYECKOTO TEUEHHsA OTUX 3a00J]eBaHUN y JeTeil paHHEero
BO3pacTa.

[lenpt0  MpPOBENEHHOTO  HCCIEAOBaHUS  OBUIO  BBISIBIGHHE  OCOOCHHOCTEMH
KJIMHAYECKUX TPOSBICHUNA M TEUYCHHS IMEPBUYHON W BTOPUYHOM THUMEPTPOPUUECKOM
KapJAUOMHUOIIATUU y JIETEH PaHHErO BO3pacTa JJis COBEPIICHCTBOBAHUS JUATHOCTHKH,
MO3BOJIAIOLIEH YCTAHOBUTH IMArHO3 B MAKCUMAJIBHO PAHHHUE CPOKH.

B uccnenosanue BxirodeHo 105 mamuenToB (65 manpuukoB, 40 1eBouek) B BO3pacTe
ot 1 mec 10 15 neT, HaXOUBIIKUXCS HA 0OCJICIOBAHUU U JICUCHUH B KapAHOJIOTHYECKOM
orneneHnn HayuHo-uccienoBarenbckoro uHctuTyTa neauatpun PI'AY  «Hayunsbrit
LHEHTpP 310poBbs Aetei» MunsapaBa Poccun B nepuon ¢ 2000 mo 2015 rox. Hamm
MPOBEICH PETPOCIEKTUBHBIN aHanu3 34 wuctopuid O0O0JIE3HM U MPOCIIEKTUBHOE
HaOmonenne 3a 71 mamuentoMm. KputepueMm BKIIIOUEHHSI B HUCCIEIOBAHUE SIBISIIOCH
HaJuyue TUNepTpoduu MHUOKapja, BBISIBICHHOW B TEUEHHE MEpBbIX 3 JyeT *Ku3Hu. C
Y4€TOM HAaKOIJIEHHOTO KJIMHUYECKOTO OIbITa, (PEHOTUIMMYECKUX OCOOCHHOCTEH, B
COOTBETCTBHM C UTOraMU OIIEHKHM CEMEMHOTO aHaMHE3a U MEePECMOTPEHHBIX KPUTEPUEB
JMarHOCTUKH, HAMW OBUIM BbIJIENICHBI NanueHThl ¢ neppudHori 'KMII - 44 (41,9%)
pebenka, ¢ BropuuHoit 'KMII — 39 (%), u nmetu (22 (20,9%), y KOTOpPBIX
peMoJieTupOBaHKEe Cep/illa aCCOIMUPOBAIIOCh C apTepUANIbHONW TUMEpTeH3Ue Ha (oHe
AHOMAJIMI aOPTHI U €€ BETBEM.

JlnarHocTka  BBISIBIEHHBIX  3a00JIeBaHMI  OCHOBBIBAJIACH ~ HAa  aHaJM3e

AHAMHECTUYCCKHUX [OAaHHBIX, PE3YyJIbTaTax J'Ia60paT0pHO-I/IHCTI)YMCHTB.HBHI)IX METOOOB
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uccienosanus, Bkmrovas: 3anuck OKI, 24-yacoBoe monutopupoBanue OKI', OxoKT,
peHTreHorpauio OpraHoB TPYJIHON KJIETKH, OLIEHKY OMOXMMHUYECKHX IOoKazarenein
kpoBHu (ypoBeHb NT-proBNP, AJIT, ACT, KOK, JI/II"). B psane ciydacB OKOHYATEIbHBIMI
JIMarHO3, TIOCTABJICHHBI HAa OCHOBAHUM TOJYYEHHBIX JAHHBIX KJIMHUYECKOTO H
WHCTPYMEHTAJILHOTO 00OCe0OBaHus, HE COBMaJall C JMArHO30M, C KOTOPBIM JIaHHBIHI
peOEHOK ObLT HAMPABJIEH B HAILy KIIMHUKY.

Camoii mHorouncieHHON (44 peOGeHka) B HallleM MCCIIEJOBAaHUU OKa3alach
rpynmna jaereid ¢ neppuuHor ['KMII, 4yTo coBnagaer ¢ aMuaeMHUOIOTHUYECKUMH JTaHHBIMU
mutepatypsl [170] cpenu HUX OOJMBIIMHCTBO ObLIM Malbuuku (65,9%). IlpaBunbHas
MOCTAaHOBKA JIMAarHO3a IO MECTY JKUTENbCTBa oTMmeueHa y 39 nereit (89%). Cpennuit
BO3PacCT HA MOMEHT NEPBOM TOCHUTAIM3ALMMU B Kapauosoruueckoe otaeneHue HI[3/]
cocraBun 43,1+7,9 mec. Kpurepusimu oTOOpa, BKIOYas TUNepTpoUio MHUOKapAaa
YKETYI0YKOB, CIYKHJIM: OTCYTCTBUE (DEHOTUMUYECKUX OCOOCHHOCTEH, YKa3bIBAIOUIUX HA
BEPOSITHYIO BTOPUYHYIO MPUYUHY THUIEPTPOPUU, HOPMAIBLHBIN YPOBEHb apTEpPUaTIHLHOTO
JIaBJICHUS, OTCYTCTBHUE OTKJIIOHCHHMM KaK OMOXMMHUYECKUX TOKa3aTejled KpOBH, TaK U
COJIEpKaHMsI OPTAaHUYECKUX U aMUHOKHUCJIIOT, OMPEICNIIEMbIX METOIOM TaHJIEMHOW Macc-
CHEKTpOMETpUH. B yCIOBHUSIX OTCYTCTBHUSI BO3MOKHOCTU MPOBEICHUSI MOJICKYJISIPHO-
T€HETUYECKOro MCcCaeoBaHus, ocobas posb B yrouneHuu npupoasl I'KMII oTBoautcs
CeMEHHOMY aHaMHe3y, a WMEHHO, HaJW4YUI0 aHaJOTUYHBIX 3a00JeBaHUN Yy
poacTBeHHUKOB [96,89]. Ilo pe3ynbTaram Hallero HWCCIENOBaHUS, HAa OCHOBaHUU
M3YUYEHUS] TPEIOCTABICHHON MEAUIIMHCKON JTOKYMEHTAIlMU, HACJIEICTBEHHOCTh OblLia
OTSAIOLICHA B CEMbAX 22 MalMEHTOB, y 11 U3 HUX - 10 MaTepuHCKOW JHHMHU. B yacTu
ciydaeB cOOp aHaMmHe3a ObUT 3aTPyJHEH B CBSI3M C TE€M, UYTO HaMHM HaOJIOJAINCh
MAalMEeHThI U3 HEMOIHBIX CEMEU U IETCKUX JOMOB.

B GonsmuHCcTBe cnyudaeB (56,8%) mepsuunas ['KMII Obuta numarHocTUpoBaHa Ha
nepBoM roay >xu3Hu. [loBogoM aJig npoBeaeHUsT 00CIEI0BAHUS CEPACUHO-COCYIUCTON
cuctemMbl y 50% MalueHTOB SBISJIOCH BBHISIBICHHWE CHCTOJIMYECKOTO ITymMa 0e3 KaKuX-
o000 CyOBEeKTUBHBIX TMposiBicHUM. I[losydyeHHbIe HaMHM JaHHBIE TI0 BBISBJICHUIO
3a0oyeBaHusl CXO0XHU C pesyiabraramu Bruno E. (2002) [29], corjmacHO KOTOpbIM

BBISIBJICHHE IIyMa HaJ O0JIaCThIO Cepjla, KapAHOMErajiid Ha PEHTTEHOTPaMME WU
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AIEKTPOKApIUOTpadUUeCKNX HAPYIICHUH SBISETCS TIOBOJAOM JUIsi OOpamieHus K
kapauoiory. B 43% ciyuaeB runeptpodus MHOKap/a SBIJIACh «CIIy4ailHOM» Hax0JIKOU
Ipyd  TPOBEACHHH  NPO(PHIAKTHYECKOTO  IIJIAHOBOTO  AXOKApAuOTpaduuecKoro
VICCJIEIOBAHUS.

Cnenyer oOpaTuTh BHHUMAHHME, YTO BBISIBIICHHWE CHEHU(UUECKHX Kanod Yy
MalKMeHTOB, B BUAY PAHHErO BO3pacTa, ObLIO 3aTpyAHUTENbHO. [Ipr akTUBHOM ompoce
poauteneit 'y gereil ¢ HeoOcTpykTuBHOM dopmoit ['KMII ormedanuces ObicTpas
yromisieMocTh (52%) u  OieqHOCTh KOXKHBIX MOKpPOBOB (28%). YV manueHToB ¢
O0OCTpYKTUBHOM (popMoOil 3a00sieBaHUSI BBILICONMHUCAHHBIE KAJIOObl BCTPEYAIHCh Yallle
(87% u 48% cooTBeTCTBEHHO) U B 39% CiIydaeB COUYETAINCH C OJIBIIIKOM.

O6pamano BHuMaHue, 4yto mnpu nepBuuHod ['KMII B pgebrore 3abosieBaHus
cumntombl XCH y OonbimmncTBa 607bHBIX MO0 (61,3%) BBIpa)kKeHbl HE3HAYUTEIHHO
(cootBerctByeT XCH I (50%)-IIa (11,3%) cTtaguu), mub60- OTCYTCTBYIOT.

CucTonuueckuil IIyM, SIBJISIFOIIUAKACS OJHUM U3 YacCThIX CMMITOMOB 3a00JieBaHUs
[47], npu HEeoOcTpykTUBHON (popme BoicaymuBaics B 81% cimydaeB u ObUT c1abo uimu
YMEPEHHO BBIPAXEHHBIM, MPU OOCTPYKTHUBHOU (PopMe Yy BCEX MAIMEHTOB OTMEUaJICA
rpyObIil cucTonuueckuii myM. CHUMIITOM «KOIIAYhEro MYPJbIKaHbs» MPUCYTCTBOBAT Y
JIBYX MaIIMEHTOB ¢ MAKCUMAJILHO BHIPAKECHHBIMU MPU3HAKAMU OOCTPYKITUH.

N3MeHeHnst 3aeKTpoKapauorpaMMbl y JNETEW PAaHHEro BO3pacTa C MEPBUYHOMN
['KMII kpaitne paznooOpa3Hbl U Hecnienupuuabl. Hanbomee xapakTepHbIM HapyIlIeHHEM
puUTMa SIBISJIACh OpaauKapivs, dYalle perucTpupyemas Mpu OOCTPYKTUBHOU (opme
3a0oseBaHusl. B OOJBIIMHCTBE CIydaeB BBISBICHBI NMPU3HAKU THUNEPTpoPuu MuOKapa
JDK, pewxe - 5neBbIX OTAEJIOB CepAlla, HE COMPOBOXKAAIOIIMECS 3HAYUTEIbHBIM
yBeIM4eHHeM BoJibTaxa komruiekca QRS. [latonoruuecku rioy0okuii 3.Q, XxapakTepHbIi
st nereid ¢ KMII crapiiero Bo3pacta [8], B JaHHOW BO3pacTHOW Tpymie BCTpedalcs
KpaitHe peako. HeoThemiaeMoll 4acThi0 AUATHOCTHUKH W JTHHAMHAYECKOrO HAOIFOJCHUS
npu ['KMII B oOleHKE XU3HEYTpOXKAIOUIMX HAPYUICHWH pHUTMA Ccepaua sBISETCS
cyrounHoe monutopupoBanue DKI'. Tak n3BeCTHO, UTO KEITyJAOUYKOBAsI TAXUKAPIUS U/ WA
AKCTPACUCTOJIMS BBICOKMX T'pajalluil y JeTer crapuiero Bo3pactra ¢ nepsuyHor ['KMII

BCTPECYACTCA YaCTO [8], B TO BpPEM:, KaK Yy INAallMCHTOB PAHHETO BO3paCTa Mbl TAaKHX



170

HapyieHui He otMedanu. OgHaKo, B IPOIecce TMHAMUYECKOTO HaOII0IeHUS (B TEUCHHE
5 ner), y 7 mamueHToB oTMmeueHo mnosieieHue JKIC, a B 2 ciaydyasx - IOBBLIIICHHUE
rpanaunu yxe umeromercs JKI9C. CTOUT OTMETUTb, YTO COTJIACHO JIaHHBIM JIUTEPATYPHI,
OTCyTCTBUE apuTMuM y aerer ¢ nepsuuHor ['KMII He sBisieTcs CBUAETENBCTBOM
HU3KOTO pHUCKa BHE3amHOM cepaeuHod cmeptu [113], a Haimume HENOCTOSIHHOM
KEITYJOUYKOBOM TaXWKApJUH PACIICHUBACTCS KaK OJWH W3 ()aKTOPOB pHCKa BHE3AITHOMN
cepaeuHon cmeptu [49].

Haubonee  »>pdekTuBHBIM ¥ JOCTYNHBIM  METOJAOM  JIMAarHOCTHKHU
KapauoMuonatui sBusgercss IOxoKI' B coyeTaHMM ¢ LBETHBIM JONILICPOBCKUM
uccienoBanueM kpoBotoka [89]. Kak wm3ectHo, I'KMII omnpenensiercss Haiumuuem
yBenuueHus: ToamuHbl cTeHkH JDK, koTopass He OOBACHSIETCS HCKIIOUUTEIHHO
MOBBIIICHUEM Harpy3ku JnaBienueMm [47].  Dxokapauorpaduyeckue KpUTEPUHU
JUArHOCTUKHU TUNEPTPpOodUN MHOKapAa y JETel COOTBETCTBYIOT YTOJIIEHUIO CTEHKH
XKelnyJaouka Oosee, yeM Ha JBa CTaHAAPTHBIX OTKJIOHEHUS OT MPEANoaraeMoro
cpennero (z-gakrop >2, rae z-hakTop OmMpeAenseTcs Kak YHCIO CTaHAapTHBIX
OTKJIOHEHUW OT MOMYJISIIIUOHHOTO cpeaHero [72]. B cBsi3u ¢ TeM, uTo rumneprpodus
MPEUMYILECTBEHHO MOPAXaeT MEePEropoIKy >KelyJA0YKOB, paHee 3a00JieBaHUE HOCUIIO
Ha3BaHUE aCHMMETpUYHOW  rumeptpoduu  meperopoaku [69].  JlampHelniue
UCCIICIOBAHUSI TMOKa3ak, 4YTO TUOEPTPOUS MOXKET OBbITh CHUMMETPUYHOM WU
nopaxkaTb JpYyrue OTHAEINbl, HANMPUMEP, 3aJHIOI0 CTEHKY, BEPXYLIKY WM CPEAHUN
cerMeHT JieBoro xkenynouka [118]. Ilo pesynpraram DxoKI', mojiydeHHbIM B Haluen
pabote, aJi1 TAUMEHTOB paHHero Bo3pacta ¢ mnepsuuHod ['KMII xapakrepHa
acumMmeTtpuaHas runeptpodust JIK npenmymectento 3a cuet MXKII. B GonpmmHcTBE
cinyyaeB (52%) runeprpodus MXKII Beipaxkennas (Z-score > 7), npu tom, uto 3CJIK
yToJieHa y 56% nereit, HO He3HAUUTENbHO (Z-score 2-4). [1o naHHBIM TUTEpaTyphl, Y
naureHToB ¢ ['KMII peako mopaxkaercs DK [20]. Kpurepuem BoBneuenuss IDK B
MaTOJOTUYECKON MpOoIecC SBISETCS MPEBBIIIEHUE TONIIMHBI €ro CTEHKH Oosiee 4 MM,
IpU OTCYTCTBHUM CTE€HO3a KiamaHa JiérouHor aprepuu [130]. B Hamem ucciegoBaHuu
runeptpodust IDK npu nepsuunoit 'KMII Bctpeuanacs taxxke penko (6,8%). BaxxHbim

MapKepoM OLCHKH TSKCCTH COCTOAHHUA ITAaMCHTOB C I'KMII sBasgeTcss Hanuuue
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ooctpykuun BTJDK, uto paccmarpuBaercs kak (aktop pucka ocinoxknenuit ['KMII
[108]. Hamm nmanHble CBUIETENLCTBYIOT O TOM, YTO B paHHEM JETCKOM BO3pacTe y
nanpeHToB ¢ neppuuHod  ['KMII  mpeBanmupyer  Oonee  OnaronmpusiTHas,
HEOOCTpyKTHUBHAS (hopMa 3a00JICBaHUS.

B Hamem uccnenoBaHuM Mbl pyKOBOJICTBOBAJIUCh MoHMMaHueM, uro ['KMII y
JIeTEed MOXKET OBITh HE TOJIBKO CAMOCTOSITEIbHBIM 3a00JI€BAHUEM, HO U SIBISATHCS OJHUM
U3 CHUMITOMOB Kako-iiubo Oonesnm [167,33,31,171]. Tak, HemaBHee KpYyITHOE
AIUJEMHUOJIOTUYECKOE  HCCeAOBaHUE neauartpudyeckod monyisiuu ¢ [KMII
YCTAHOBWJIO, YTO TIOYTH YETBEPTh IMAIMEHTOB C HEOOBACHEHHOUW rumneprpoduen
JKEITYyIOYKOB HE MMEIT CapKoMepHOW sTthosioruu [36]. B ABcrpanuiickom
AMUAEMHUOJIIOTHYECKOM HCCIIEIOBAHUU JIETEN ¢ KapIMOMUONATUSIMU ObLIO YCTAHOBJIEHO,
yto y 28% wu3 80 manuMeHToB C TrunepTpoGuueckord KapAuOMHOINATHEH ObLI
nuarHoctupoBad cuHapom Hynan [130]. C 5ToM MO3UMIIMM B HaIllEM HCCICIOBAHUU
npoBoawics U PEepeHIMPOBaHHBIA MOAXO0J B IOUCKE MPUYMHBI THUIEPTPODGUH
MHOKap/a, BBISBICHHOM Yy JI€TE€HM B paHHEM Bo3pacte. [Ipu uCKiItOueHuM NEpBUYHOU
['KMII k JuMarHoCTMYECKOMY TIOMCKY MOJKIIOYAIUCh KOHCYJIBTAHTHl (TE€HETUKH,
HEBpOMNATOJIOTH), MPOBOJUIUCH JIONOJHUTEIbHBIE JabopaTopHbie TecThl. (COriiacHoO
MOJIYYeHHBIM pe3yJbTaTaM, HaMu ObUTO BbIsABICHO 39 (37%) manueHToB ¢ BTOPUYHOMN
['KMII, u3 Hux 19 ¢ cunapomamu manbpopmanuid, 20 OOJBHBIX C META0OIUYECKUMU
3a00JIeBAaHUSIMU.

[Tpu oT60ope 6OMBHBIX C CUHAPOMaMU Malib(hopmaluii, BHUMaHuE ObLIO 0OpaIeHo
Ha codeTaHue TunepTpoduu MUoKapaa U (PEHOTUIIUUYECKUX OCOOCHHOCTEH, TaKMX KakK:
BBICOKHUH JI00, TBYCTOPOHHEE CY>KEHHE BHUCKOB, TUIIEPTEIOPU3M, IMHUKAHT, MTO3, HU3KO
MOCaKEHHbIE YIIHBIE PAKOBHHBI, a TaKXKE€ Ha Hajguuyue aeopManviu TpyTHON KIIETKH,
3aJIepKKU pocTa U (PU3UIECKOTO PA3BUTHS, MUTMEHTHBIX U3MEHEHUH KOKHBIX TTOKPOBOB
(TIIOCKHME YepHO-KOPUYHEBBIE MATHA, MATHA «KO(E C MOJOKOM», HEBYCHI), KOTOPBIC
ABJIAIOTCSL XapakTEepPHbIMU MpU3HaAKaMu d3TUX 3aboneBanuit [60,43,140,144]. Ha
OCHOBAHHWH  BBIIICYMOMSHYTHIX OCOOCHHOCTEW HaMu OBUIM  JUArHOCTUPOBAHBI
3abosneBanus u3 cemeiictBa RAS-matuit, u3 vux y 12 - cunapom Hynan, y 5 - cunapom

LEOPARD, y 2- xapano-¢hanno-KoKHbIA CHHIPOM.
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[Ipu w3yueHun aHamMHe3a Yy OOJBHBIX CHHIpPOMaMH Maidb(hOopMaruii yaanoch
YCTAaHOBUThH, YTO CpPEAHUN BO3pPaCT HAa MOMEHT TMEpBOM TrOCHUTAIU3AIMU B
kapauosiornueckoe otnaenenue HII3]] cocraBunm 38,0 mec = 11,7 mec. IlpaBuiabHbIN
JIMarHo3 MO MECTYy KHUTeJNbCTBA ObUT ycTaHOBJeH auilib y 3 (15%) manuentoB. Y 13
(69%) nmerteii HampasstronuM auarao3om Obuta ['KMII B cembsx 5 manueHTOB ObLTH
OonpHBIE C 3a00JieBaHUSIMU M3 ceMeilicTBa RAS-matuii, mpuyeMm, B Tpex ciy4asx OHH
HaAOJI0JATHMCh 110 MECTY XKUTelbcTBa ¢ quarnozaMm ['KMII, B 1ByX OCTaJIbHBIX MaTOJIOTHSA
BIIEPBBIC BBISIBIICHA MPU 00CJICIOBAaHUU OJIMKANIIIMX POJACTBEHHUKOB peOCHKA.

Cnenyer OTMETUTh, UTO B OTIMYME OT nanueHToB ¢ nepsuuHoil ['KMII Bo3pact
BBISIBJICHUs runepTpopun muokapaa Obul 3Hauumo (p<0,05) Oonee paHHHUM, 4YTO
COBIIAJaeT C JaHHBIMH ABcTpanuiickoro uccienoanus [130] Tak, B 21% ciy4yaes
runepTpodusi MuoKapAa ObUIa YCTaHOBJIEHA BHYTPUYTPOOHO, Y OCTJIbHBIX JETel
oOclieToBaHKE TPOBOJMIIOCH HAa TEPBOM TOJY KHW3HU, U ObUIO OOYCJIOBJIEHO JHOO
TSOKECThIO KIMHUYEeCKuX mposiieHnid XCH, nubo omnpeaeneHueM CHCTOIMYECKOTO
myma. B 1Byx ciywasx »sxokapauorpaduyueckue H3MEHEHUs ObLIM  «HAXOIKOW»
CKPUHUHTOBOTO 00CJICTOBAHUS.

Pogutenn B OONBIIMHCTBE cllydyaeB oOpamiajii BHUMaHUE Ha OBICTPYIO
YTOMJISIEMOCTD, OJIETHOCTh KOXKHBIX TTOKPOBOB, MOTJIMBOCTh, & TaK K€ HAJTUYUE OJIBIIIKU
y pedenka. OTINYUTENBHBIM OBUIO TO, YTO B JIOCTATOYHO OOJBIIIOM IMPOIICHTE CIIy4aeB,
XKajoObl poauTeseh ObUIH CBSI3aHbI C OTCTABAHUEM JIETEH B MCUXO-PEYEBOM U MOTOPHOM
pa3Butuu (42,1% u 31,5 % COOTBETCTBEHHO).

BaxXHBIMU OTIMYUTETHLHBIMU OCOOEHHOCTSIMU O3THUX JETeW  SBUJIOCH HAJIUYHE
MHOKECTBEHHBIX CTUTM AU33MOpHOreHes3a, a Tak ke y aered ¢ cunagpomomM LEOPARD -
TUIEPIUTMEHTAPOBAHHBIX  MsTeH. OTMeyanuch  xapakTepHble  (HEHOTHUIUYECKUE
ocobeHHocTH: THaponedansHas ¢opMa deperna, BBICTyHaoIUe JIOOHBIE Oyrphl,
TUTIEPTEI0OPU3M TJIa3HBIX IIEJIeH, TO3, SMMKAHT, HU3KO MOCAKCHHBIC YIIIHBIC PAKOBUHBI,
KPBUIOBUHASA 1Ies, IIMpOKas rpynHas kierka [128,13,165].

[Ipu ocMOTpe CHUCTOIMYECKHM IIyM OTMEYaJICs Y BCEX MAIMEeHTOB, MPHU ITOM Yy
JeTel ¢ 00CTPYKTUBHOM (hopMoit - 6osiee TpyOblii 1 MHTCHCUBHBIA. Y MOJIOBUHBI I€TEH

NaJBIIATOPHO OPLCALCIIAIACH I'CIIATOMCTAINA, Y TPEX — CINICHOMCT aJIHA.
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bonee Tsxenoe teueHue 3aboneBaHMs MPU CUHAPOMAaxX MaibhopMaluil HAluio
OTpakeHUEe B 0oJiee BBIPAKEHHBIX MPOSBICHUS TEMOJUHAMUYECKUX HAPYIICHHUH, MO
cpaBHeHUIO ¢ 00abHBIMU ¢ niepBuyHOM 'KMII. Tak, y 74% nainueHToB ¢ CHHAPOMaMH
Manbhopmaruii ormeudanuck cumntombl XCH Ila cramuu, B 16% - [Ib cTtagum.

Haunbonee xapakTepHBIMH 3JIEKTPOKApAUOTrpahUUECKUMH H3MEHEHMSIMU y 3THUX
nerei ObuM  HapyUICHUS BHYTPHKEITYIOYKOBOM ~ IPOBOJUMOCTH, yaiie
KOMOMHHUPOBaHHbIC, KaK y MAallMEHTOB C OOCTPYKTHUBHOHM, TaKk U C HEOOCTPYKTHUBHOM
dbopmoii. B otiinuue ot nanuentoB ¢ nepsuuyHor ['KMII, OKI" npusnaku runeprpoduu
MUOKap/a >KeJIyAOUYKOB ObUIM Oosiee BbIpakeHbl. OTMEYATUCh «MH(APKTOMOI0OHBIE
u3MeHeHUs: B BuAe (GOpMHpPOBaHUA KoMIUlekca Tumna QS B pas3UyHBIX OTBEICHUSIX.
Cnegyer OTMETHUTh, YTO MNPU OTCYTCTBHM KU3HEYIPOXKAIOUIUX apUTMHIl B JAe0r0Te
3a00JIeBaHUsl, TMOSABJICHUE KEITYJOUYKOBOW IKCTPACUCTOJNMU PA3JIUYHBIX Tpajalui, B
npouecce AMHAMUYECKOTO HaOJoJIeHUs (B TE€YEHHE S5 JIeT), OTMEYEHO y IOJOBUHbI
NAlMEHTOB CUHAPOMaMHU Malib(hopmauil.

OOpamanno  BHMUMaHHe, 4YTO IO  pe3ylbTaraM HXOKapAHOrpaduyecKoro
oOcnenoBaHus, B OTJIMUKE OT nauueHToB ¢ nepsuyHoil ['KMII, y GonbminHCTBa geTelt ¢
CUHIpOoMaMu Maib(OopMalldii BBISBJICHO COUYETaHHE TUNEPTpoPuu MHOKapAa 000UX
JKeITyIoukoB. B OosbllieM yunciie ciaydaeB OTMeYallach BhIpakeHHas (Ooisee 7 Z-score)
runeprpopuss MXKII (68%) u ymepennas (4-6 Z-score) - 3CJIK (50%). Hecmotpsa Ha
paHHuil Bo3pact, y 15 u3 19 manmeHToB perucTpupoBaiach OOCTpyKTHBHas (opma
3a0o0yieBaHusl, B TOM 4YHUCJIE Yy S5 JeTedl C OOCTPYKIMEH BBIXOJHBIX TPAKTOB O00OOWX
JKEIyJO4YKOB.  XapakTepHo  ymeHblieHne  nonoctu  JDK,  mwmaranms — JIIL,
remonuHamMuuecku 3HaunMas HMK. AHamoruunbie pe3ynbTaTbl OBUTH TOJYYCHBI B
ABCTpaIMICKOM 3MUEMHOJIOTHYECKOM HcciaeaoBanuu [130].

Takum o0pa3oMm, AaHHBIE HWHCTPYMEHTAIbHBIX HCCIEIOBAHUNA M KIMHUYECKOU
KapTHUHBl YKa3bIBalOT Ha Ooyiee TsDKENIOoe TeueHue 3a0oseBaHMsl y MAlUEHTOB C
CUHApPOMaMu Masib(popMalivii Mo cpaBHeHUIO ¢ AeTbMU ¢ nepBuuHoil ['KMIIL. O6 sToM
TaKKe€ CBUJETEIbCTBYIOT IMOBBIIICHHBIM BOJbTaXX KOMIUIEKCOB QRS ¥ BbIpakeHHOCTH
runepTpour MUOKapAa >KEIyJOYKOB, YTO, COTJACHO JAaHHBIM JIUTEPATyphI, SBISIETCA

BBICOKMM PHUCKOM I10 pa3BUTHIO cuHapoma BHe3anmHoi cMmeptu (CBC). [134]. B cBsizu ¢
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4YeM, JIeTH C CHHApPOMaMH Malb(opMmaruii HyXHAlOTCI B TMpoBeaeHUU Ooee
WHTEHCUBHOMN Teparuu, BKJIFOYAs ONEpPaTUBHOE  JICUYCHHUE (MHAKTOMMUS).
[TonaTBepkaeHneM TOMY OBUTM pe3yJabTaThl HAIIETO IWHAMHUYECKOTO HaOIIOICHMS,
COTJIACHO KOTOPBIM y MOJIOBUHBI MAllMEHTOB C TEUEHHEM BpeMeHH paszBuBasiach JKOC,
TpeOyrolas MOAKIIOYEHUS aHTHAPUTMHUYECKOW Tepamnuu, B JIpyrux 8 (42%) cimydasx
mporpeccupyiomias runepTpodus MUOKapaa Oblla MPUYMHOW HANpaBIICHUS Ha
MUIKTOMUIO JeTell ¢ cuHapoMoM HyHan B mnepBoil aekane xu3Hu. Ha MoMeHT
OKOHYAHHUSI HAIlErO0 HCCJICJAOBAHMS YETBEpPO W3 BOCBMH JieTed ObUIM YCIENTHO
MIPOOTNIEPUPOBAHBI, B TMOBTOPHOM XUPYPTrHYECKOM BMEMIATEIHCTBE HUKTO M3 HUX HE
Hyxaajcs. JIeTanpHbId UCXOJ, BCIEACTBUE OCIIOKHEHUS, BOZHUKILETO IPU IIPOBEIACHUN
30HIMPOBAHMS MOJIOCTEN CEPALIA, 3apETUCTPUPOBaH y | manuenTa ¢ cuapomoMm HyHaH.
K penkum 3aboneBanusiv, accomuupoBanHbiM ¢ ['KMII, Ttaxke oTHOCSATCA
HapylieHuss MeTaboJIu3Ma, paclpoCTPaHEHHOCTh KOTOPBIX y JAeTedl B Poccum
Hen3BecTHA. B Hame wucciaeqoBanue BKIOYeHO 20 mManMeHTOB € OOMEHHBIMU
HapyIlIeHUsAMH, U3 HUX 9 manueHtoB ¢ Oose3nbio [lomre, mo 3 cioyuyas ¢ 0oyie3HBIO
Danon, ¢ mykomonucaxapuao3oMm | Tuma u HapylieHHeM OeTa-OKUCIICHHS KUPHBIX
KUCJIOT, TakXke Mo OJHOMY pebeHky ¢ GM-1 ranrimo3umo3oM U KapHUTUHOBOM
HEJIOCTATOYHOCTHIO. JIMarHo3 B KaXKJIOM Cilydyae MOATBEPKIAICS pe3ybTaTaMu
MOJIEKYJISIPHO-TEHETUYECKOT0 aHalu3a. JMarHoCTUYEeCKUU TOUCK y ATHX JeTel ObLI
MOTHBHPOBAH IKCTPAKAPIUAIBHON CUMIITOMATUKON M HETUNWYHbIM TeueHuem [ KMII.
Tak, mpu KOMOMHAIIMM KIMHUYECKUX TMPOSBICHUM, BKIIOYas CHHIPOM «BSJIOTO
pebeHka»,  TUMNepcaiuBalldi0,  MOMNEpPXHUBaHWE,  TPYAHOCTH  BCKapMIIMBaHUSI,
MaKpOTJIOCCHUIO, TICEBAOTHUNEPTPOPUIO CKEICTHBIX MBI, ToBbimieHne ypoBHSI KOK,
amuHoTpancdepas, JIJAI', cHukeHue coaepx aHusi M AaKTUBHOCTU KHUCIOW anb(a-
TJIFOKO3U/Ia3bl B TUTa3Me KPOBU B IJIa3M€ KPOBH, B 9 ciydasx Oblla TUArHOCTUPOBAHA
MiaaeHdeckas gopma 6omeznu [lomme, koTopas oOHOCUTCS K OOJIE3HSIM HAKOTUICHUS
rkoreHa. CorjlacHO JaHHBIM JIMTEPATYPHl  BBIMICMICPECUUCICHHBIE CUMIITOMBI Y
NaryeHToB ¢ Oosie3Hblo [lomme SBIAIOTCS PE3ylIbTaTOM BBIPAKEHHOW MBIIICUHON
c1a00CTH U OBICTPO MPOTPECCUPYIOIIEH CEP/IEYHO-JIETOYHON HEJOCTATOYHOCTH B CBSI3U

C U30BITOYHBIM OTJIOKCHHEM TJIMKOT'€HA B MBIIIICYHOM TKaHu [16,77].
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Jlpyras peakasi maToJOTHUs, KOTOpasl TaK)Ke OTHOCHUTCS K OOJEe3HSIM HaKOIUICHHS
TJIMKOTeHa, 6oJie3Hb Danon, Oblila BBISIBIIEHA B HAILIEM UCCIEIOBAaHUM B TPEX CIy4asix y
UL My>KcKoro nona. CornacHo AaHHBIM JUTEPATypbl 00J€3Hb Danon JUarHoCTUPYIOT
y 1—5% Gonbubix 'KMII, Toraa kak nepsuunas ['KMII peructpupyrot ¢ gactoToi 2
caydas Ha 1000 momomoro B3pocisioro HaceseHusi [9]. B crekTtpe  KIMHMYECKHUX
MPOSIBJICHUN y 3TUX JeTeld JOMUHHUPOBAIM CIA00CTh CKEJIETHBIX MBIIIL, HAPYIICHUS
pUTMa U IPOBOJUMOCTH CEP/ILIA, CHUKEHUE OCTPOTHI 3pEHUS] U KOTHUTUBHBIX (DYHKIIHIA,
CUHIPOM I[HUTOJU3Aa KapJAHNOMHOLWTOB, MHOLUWUTOB CKEJIIETHOM MYCKYyJIaTypbl U
renaTroluToB. bbUIO MOJMydeHO J1adopaTOpHOE MOATBEPKIACHUE JAMArHo3a Iociie
IIPOBEJICHUE MOJICKYJIIPHO — T'€HETHYECKOr0 OOCIIeIOBAaHUS U BBISBICHUS MYTallMi B
reae LAMP-2, orBeTcTBEHHOI1 3a O01e3Hb Danon.

[Ipu BbIsIBIEHUU TPYOBIX YEPT JIMIIA, BBIPAKEHHBIX JOOHBIX OYrpoB, KOPOTKOM
IeH, TYCThIX M YKECTKUX BOJIOC Ha TOJIOBE, I'yCThIX OpOBEH, 3amaBlleill NEepeHOCHIIE,
«BBIBEPHYTBIX» HO3IPEH, TOJCTHIX I'y0 U SA3bIKA, HU3KO MOCAKEHHBIX YIIHBIX PAKOBHH,
OTpaHUYCHMs] TIOJIBIDKHOCTH B CyCTaBax («TYrONMOABMKHOCTBY) y 3 TMAalMEHTOB
JIMarHOCTUPOBaH MyKomnoaucaxapugo3d [ tuma (cungpom ['ypnep), yrto ObLIO
MOATBEPKIEHO ONMPEEICHUEM MOBBIIIEHHOTO YPOBHS MNTMKO3aMUHOIIIMKAHOB B MOYE U
CHIDKEHHEM coaepxkaHus o-L-unyponunassl. [pyras penkas mnaronorus, GM-1
TaHTJIMO3U03, OblIa BBISBIICHA B OJIHOM clydae B Iporiecce augdepeHIranbsHOTro
nuarHo3za ¢ cuHapomoMm ['ypiepa. OOpainana BHUMaHHE, KpoMme (DEHOTHMIMUYECKUX
OCOOEHHOCTEM, TSAHKECTh COCTOSTHUSI peOEHKa, C MEepBBIX JHEW >XU3HU TPYAHOCTU
BCcKapmuiiiBaHus, Au¢dy3Hass MBIIIEYHAs TUMIOTOHUS, MaKpPOTJIOCCHS, PETPecc TCUXO-
MOTOPHOTO Pa3BUTHSI, MOSBJICHHE KIOHUKO-TOHUYECKUX CyAOpor. BakHbIM mpu
nuarHoctuke GM-1 ranrmmosngo3a ObUT pe3ysbTaT OCMOTPA OKYJIMCTA W BBHISIBIICHUE
BUIITHEBO-KPACHOTO TSATHA Ha TJA3HOM JIHE B OOJACTH KENTOro MiITHA (CUMIITOM
«BUIIIHEBOI» KOCTOYKHM), 00pa30BABIIETOCS B pe3yJbTaTe OTJIOKEHHUS TaHTJIMO3UOB B
KJIETKax ceTtyaTku. [loaTBepxaeHueM AuarfHo3a SBJSUIOCH ONPEACIICHUE HUZKOU
aKTUBHOCTHU b-rajakTo3uj1a3bl B JEHKOIUTAX.

[To naHHBIM MEAMATPUYECKOTO aMepUKaHCKOTO peructpa B 20% ciyuaeB I'KMII

y JIeTel COUeTaeTCs C HapyIICHHEeM TPAHCIOpPTa KapHUTHUHA WIH Ae()EKTOM OKHUCICHUS
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KUPHBIX KHCIIOT, HapyIICHHUEM OKUCIUTENbHOTO (ochopunupoBanus [36]. B Hamie
UCCJICIOBAHUE TaKKe OBbUIM BKJIIOYEHBbl MAIMEHThl C JAaHHOW MAaToJOruei, Tpu u3
YEeThIpEX C HapylieHneM OeTa OKHCIICHUS JKHPHBIX KHACIOT ¥ OJWH - C KAPHUTHUHOBOU
HEJAOCTAaTOYHOCThIO. JlJI1 3THX TAalMEeHTOB HE XapaKTepHbl (HEHOTHIIMYECKUE
OCOOEHHOCTH, oOparana BHHMAaHUE BBIPAKEHHOCTD AKCTpaKapAuaIbHON
CUMITOMATUKH, KOTOpas MpEACTaBlIeHA MPOrPECCUPYIOLIEH MBIIMIEYHONH CIabOCThIO,
OTCTaBaHUEM B (PU3NYECKOM U TCUXOMOTOPHOM pa3BUTUHU, 3aTPyIHEHHEM TIpU
KOPMJICHHH, IUJIOXOM mpuOaBkod Beca. JlMarHo3 OBLT sICEH TMOCTE TOJTy4YEHUs
pe3yJIbTaTOB aHajlW3a Ha COJAEPKAaHUE OPraHWYECKUMX U aMHHOKHCIOT KPOBH METOAOM
TMC.

Cpennuii BO3pacT MNEPBOM TOCHUTAIM3ALUUM B KAPJIUOJOTMYECKOE OTHCICHUE
HII3/[ mauueHToB ¢ HapyumieHMeM MeTaboiu3ma coctaBui 25,7 mec + 8,5 Mec, a Ha
MOMEHT TIOCTaHOBKH JMarHo3a - ot 3 mecaieB 110 S5 neT. B GonbimuHcTBE citydaes (85%)
JIMArHo3 Mpy HarpaieHuu B Hall neHTp obu1 ['KMIIL.

HecMmotps Ha orcyrctBue ciaydyaeB ['KMII y poacTBEHHHKOB, HACIEICTBEHHOCTh
ObLJIa OTATOIIEHA [0 HAIMYMIO MJIAJIEHYECKUX CMEPTEN B CEMbsIX 6 AIUEHTOB.

[ToBogom myis oOpallieHusl K CIeluaaucTaM ObUla BhIpaKEHHAs KapJuaibHas U
BHEKap/uajbHasi CUMIITOMAaTHKa B TMEpBbIE Mecsllbl. Poautenu oOpamain BHUMaHUE HA
OBICTPYIO YTOMIIIEMOCTh peO€HKa, IMJIOXyK MpuOaBKy Beca, OJIBIIIKY, MEPUOPATHHBIM
[IMaHO03, YaCThIE PECIUPATOPHBIE 3200JI€BaHUS, OTCTABAHUE B ICUXOMOTOPHOM Pa3BUTHUHU.

Bce manmuenTel Ha MOMEHT oOpaileHus K Bpauy umenu cumnromsl XCH, B
oonpmmHCTBE (60%) ciydaeB coorBercTByromue XCH Ila cranuu, B 35% — IIb ctagum.

[Ipu nocrymenun B kapauojornyeckoe oraenenue HI[3/[ oOpamanu BHUMaHue
Takue TMposiBieHUs, Kak Taxukapaus y 14 (70%) nereit, rematomeranust y 15 (75%)
NalueHToB, TaxumHod y 13 (65%), oreku B 5 (25%) ciydasix, BBIpaKCHHas
KapJIuoMerainus u cepaeunblii Topo y 15 (75%) 60bHBIX.

I[Io cpaBHenuro ¢ mnanueHtamu c nepBuyHod [KMII w  cungpomamu
Maibhopmaluii, y gereil ¢ meTaboiaMdecKuMu 3a00JIeBaHUSIMUA Yalle BBISIBIISUIUCH
pa3IMyHble HAPYIICHUS pUTMa CepJilia: CYIpaBeHTPUKYIIApHas skcTpacuctonus 6 (30%)

CllydasiX, OKEIyJOYKOBash OSKCTPACHCTOJMS BbICOKMX rpamauuid B 4 (20%),
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napokcu3ManbHas Opanu- u tTaxukapaus B 4 (20%) u 2 (10%) ciydasx cOOTBETCTBEHHO.
Crnegyer OTMETHUTH 3JEKTpoOKapauorpaduueckue HU3MEHEHUs, 3aperuCTPUPOBAHHbBIC Y
neteit pu OosiesHu [lomrie. ITo TMranTCKuil BobTak kKoMmiuiekca QRS u rotumdeckuit
3a0CTPEHHBI BBICOKOAMIUIMTYJIHBIM 3yOenr T B TpyIHBIX OTBEACHUSX, HaJIUYHE
yKOpouYeHHOTo uHTepBajia PR, uro, mo qaHHBIM nutepaTypbl, 00yCIOBIEHO HE UCTUHHON
runepTpodreli KapIUOMHUOIIMTOB, a WHOUIBTPATUBHBIMA W3MCHCHHSIMHU CEPACYHOMN
MBIIIIIBI 32 CYET OTI0KeHus raukoreHal 139]. Jlng Bcex mamueHToB ¢ 6oje3Hb0 Danon B
HaIlIEM HCCIIEIOBAaHUU OBLIM XapaKTepHBI CUIBHO JepopmupoBanHbie KoMIiekehl QRS,
32 CYET YBEJIMYECHHUS CKOPOCTH TIPOBEJEHUS (CUHIpOMA MPEXKICBPEMEHHOIO
BO30Y)KJICHHSI KEITYJOUYKOB), KOTOPBIH MO JaHHBIM JHUTEepaTypbl Habmomgaercs y 50%
00JBHBIX ¢ 007e3HbI0 Danon [90] u Hepeako sABIsSETCA MPUIMHON OOMOPOKOB Y HUX [31].
3HauMMoOe yBeIMYEeHHE BobTaka KomIiuiekca QRS Obulo Takke y OOJBHBIX C
HapylIeHUEM [3-OKUCIICHUS KUPHBIX KUCIIOT.

K ocoOeHHOCTSIM  yJIbTpa3BYKOBBIX  MapaMeTpoB  cepiaua  JeTe ¢
MeTa00IMYECKUMU 3a00JI€BAaHUSIMU MOKHO OTHECTH HaJIu4ue TrunepTpoduu Muokapaa
000X XKenynoukoB U ee BbipaxkeHHOCTh kak MXKII (55%), tak u 3CJDK (40%). Ilpu
sToM yarie (65%) onpenensiach CHMMETpUYHAsS HEOOCTPpYKTUBHAsI (hopMa BTOPUUHOM
['KMII. JIns nanueHToB ¢ 00CTpYKTUBHOM (hOpMOii OblIa XapakTepHa OOCTPYKIUS KaK
JIEBOTO, TaK U MPABOTo Xenynouka. CienyeT OTMETUTh HAOI0JaeMOe TOJIBKO Y JAEeTel ¢
MeTa00IMYECKUMU 3a00JICBaHUSAMHM COYETaHUE TUNEpTpoduu MHOKapaa, AuiaTaruen
MOJIOCTH KEJTYJ0UKOB U CUCTOIMYECKON AUCHYHKITUU.

OOpamana BHUMaHUE TSHKECTh COCTOSHUS UM TMPOTPECCHUPYIONIEE TEUCHUE
3a00jieBaHUsl BCEX MAIMEHTOB C HApyUIEHWEM MeTa0oJIM3Ma, YTO M COTJacyercs C
JUTEPATypHBIMH JaHHBIMU [79] W HaAULIO OTpa)K€HHWE B CAaMOM BBICOKOM IPOIECHTE
(55%) cnyyaeB JeTalbHOTO MCXO0Ma, IO CpaBHEHHUIO ¢ AeTbMmu ¢ nepBuyHoi ['KMII u
CUHJpOMaMU MajibpopMaruii BKIFOUEHHBIX B HaIlle UCCIIEIOBAHUE.

OmubKy MpU UHTEPHPETAUHA ITHOJIOTUU TUTIEPTPOOUN MHOKap/ia BBHISBICHHON
y peOeHKka paHHEro BO3pacTa W HENPaBWIbHBIC JHMArHO3bl, C KOTOPBIMU JETH
HaIpaBJsUIMCh Ha OOClIeIoBaHME U JieueHUue B Kapauosorudeckoe otaenenue HII3/,

MOCITYKWNJINA HpH‘II/IHOﬁ BKIIFOUCHHA B HAII€ UCCJICAOBAHUC ):[eTeﬁ C pEMOACIMPOBAHNUEM
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cepana Ha (GoOHE apTepUAIBbHON THUNEPTEH3UU. DTy TPYMHIy COCTaBUIU 22 peOeHKa,
npeumyiiectBeHHo  Maibuuku (77,27). Ilo pesynabTaTtam oOcneoBaHUS B HalleM
neHTpe B OonpmmHCTBE (72,3%) ciayyaeB AMArHOCTUPOBAINM KOAPKTALUMIO AOPTHI.
JlaHHBIN TIOPOK 1O CTAaTUCTHKE Abbott SIBISETCS OHUM M3 CaMbIX YaCThIX BPOXKICHHBIX
MOPOK Pa3BUTHUA y JAETEN U €ro yactoTa Bapbupyer ot 6,3 no 15% Bcex BIIC. Cpennuit
BO3pACT JIET€ HA MOMEHT NEPBOM TOCMUTAIM3ALUA B KapAUOJIOTHYECKOE OTACICHUE
HI3/I Obur cratuctudecku 3HauuMo (p<0,05) Oomnee pamuum (19,7+7,5mec) B
CpPaBHEHHHU C MaIllMEHTaMH JAPYTUX TPYII.

IIpu onieHKe ceMEeHOro aHaMHEe3a, POJICTBEHHUKOB ¢ quarHoctupoBaHHo ['KMIT
He 3aduKkcupoBaHO, OJHAKO B ceMbsiX 4 (18%) marueHToB OBUIM OTMEYEHBI CIydau
TpoMOOAMOONUU  JIETOYHOM  apTepuH, KapIUOCKIepo3a, 3aCTOMHON  cepAedHOn
HEJI0OCTAaTOYHOCTU B MOJI0JIOM Bo3pacTte (110 40 ser).

[IpuunHOi paHHEro (O TOAOBAIOTO BO3pacTa) OOpallleHUs K KapIHOJIOTy
CIIy’)KWJIa TSKECTb COCTOSIHMSI peOeHKa 3a cueT BbIpakeHHOCTH cumnTomoB XCH:
obicTpas yromisieMocTh (95,4%), 61eAHOCTh KOXKHBIX TTOKpOBOB (90,9%), MOTIUBOCTH
(90,9%), nnoxast mpubaBka B Bece (68%), oapimika (54%). [1o MecTy KuTEILCTBA ACTIM
JUarHocTupoBaau Jmbo kapauomuonaturo (82%), nubo kapaut (18%), mpu 3TOM
Hepenko (36,4%) HazHAYaIMCh KOPTUKOCTEPOU/IBI.

ITpu ocmoTpe B kapaunosorunueckoM otaeneHuu HII3/[ y Bcex mereit onpenensiu
apTepUaIbHYI0 TUNEpTeH3UI0. O TSHKECTH COCTOSIHUSI CBUETEIHLCTBOBAIO BBIPAXKEHHOE
pacuIMpeHre TrpaHull OTHOCUTEIbHONU TYIMOCTH cepiia ¢ popMUPOBaHUEM CEPJIEUYHOTO
rop6a (82%), yuamennoe npixanue (73%), renatomeranus (77%). CUCTOTUYECKUN TIIyM
OTJINYAJICSA BBIPAXKEHHOCTBIO M UpPpaJUAlMEl HA KPYIHBIE COCYJbl U B MEXKJIOMATOYHYIO
00J1aCTh, YaCTO MPUTITYIIIEHHOCTH TOHOB.

[Ipu oreHKe AIEKTPOKAPAUOTPAPUIESCKUX JTAHHBIX HE BBISBICHO CHEIU(DUUSCKUX
W3MEHEHUM, OTMEYAIUCh TMPHU3HAKK TUNEPTpOoPUU JIeBBIX OTACIOB cepama, O0e3
HapyIIEHUH pUTMa U TpoBOAUMOCTH cepama. OOpariaiio BHUMaHue ObICTpOEe 00paTHOE
pa3BUTHE HAPYIIEHUM B TTOCJICONEPAIIMOHHOM TIEPHO/IE.

[lo panHBIM 3XOKapaAMOrpa@uu oOTMeuYasach CHUMMETPUYHAs, HE3HAYUTEIHHO

BbIpakeHHas1 (Z-score 2-4) runeptpodusi crenok JIK ¢ cucronnyeckoil gAucyHKIHeH
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MUOKapaa W auiatanuend mnosiocteid. Creayer OTMETUTb, YTO TaKOE€ COYETaHUE HE
XapaKTEepHO ISl PEMOJICTUPOBAHMS CepAlla KaKk MpH TUNEPTPOPUUYECKON (THUMUYHA
aCUMMETPHUYHASI TUTIEPTPODHS, YMECHBIIICHHE TTOJIOCTH M JTUACTOINYECKAS TUCHYHKITHS),
Tak ¥ npu gwrarannoHHoil KMII (tunwuna mumartamus 6e3 runepTpoduy MHOKapa,
CUCTOJIMYECKast TUCHYHKIIHSA).

Teuenue 3aboneBaHus y JAeTeld ¢ peMOJEIMpPOBaHHEM cepala Ha (QoHe
apTepuaIbHOM THUIEPTEH3UH XapPaKTEPU30BAIOCH JOOPOKAYECTBEHHOCTHIO, OBICTPHIM
OoOpaTHBIM Pa3BUTUEM T'€MOJMHAMUYECKUX HAPYIIECHUN W KIMHUYECKUX MPOSBICHUN Ha
(dhoHe onepaTUBHOTO U MEAUKAMEHTO3HOTO JICUEHUS.

Cnenyer OTMETUTbH, YTO MpaBWIbHAs U CBOEBPEMEHHAs JUArHOCTUKA MPUYUHBI
runepTpopuu MUOKapAa HEPEJIKO ABISIETCS TPYAHOW KIMHUYECKOU 3aauei. Pe3ynbpratel
WHCTPYMEHTAJILHOTO OOCJIEJIOBAaHMS 3a4acTyl0 3aBUCSAT Kak OT KBaJdU(pHUKAIMH
CHEeIUalINCTa, TaK M OT TEXHUYECKOTO OcCHalleHus. B Hacrosimiee Bpemsi OOJbIIOE
BHUMaHUE YJCISETCAd TOUCKY OOBEKTUBHBIX KPUTEPUEB, CIOCOOCTBYIOIIUX OoJiee
paHHEH TOYHOM JMAarHOCTHKE, K YHCIY KOTOPBIX MOXET OBITh OTHECEHO U
KOJINYECTBEHHOE OIPEIICIICHUE COJICP)KAHUSA B KPOBHU HATPUNYPETUUYECKUX MENTUIOB.
Onnako, B gerckor nonyssinuu npu ['KMII nuarHocTuyeckue BO3MOKHOCTH JAHHOTO
TeCTa TPAKTUYECKH HE U3y4YeHbl. B CBsI3W ¢ dYeMm, MNpU OIEHKE Jad0paTOPHBIX
noKaszaTelied B HalleM HCCIEAOBaHMM OOJIbIIOE BHUMAHHUE YJEJIEHO CHCTEME
HATPUMYPETUYECKUX MENTHUIOB, KOTOPBIE OTHOCITCA K CEMEWCTBY Ba30aKTUBHBIX
BEIIIECTB, OOJAJAIONIMX KOMIUIEKCOM PETYJSITOPHBIX CBOWCTB, TO3BOJISIIONIUX WX
WCMOJIb30BaTh 11  JUArHOCTUKA W MOHHUTOPHUPOBAHUS  CEPIACYHO-COCYIUCTHIX
3a00IeBaHUN  pa3NIUYHOM TPHUPOABI. B  KIMHWYECKOW TIPAKTUKE  HUCIOJIB3YIOT
ONpeAeICHUEe B IUIa3ME KPOBU YPOBHS MPEUMYHIECTBEHHO B Tuma Mo3roBoro
Hatpuitypetudeckoro nentuaa (BNP) u ero N-konmeBoro ¢parmenta (NT-proBNP),
YUYUTBIBAS, YTO UX COJEPKAHUE TOUYHEE KOPPEIUPYET C TSKECTHIO MATOJOTMU cepala U
0oJee Ha/IKHO B TPOTHOCTHUYECKOM ILJIaHE.

MHOTOYHNCIICHHBIE UCCIIEIOBAHUS Y B3POCIBIX CBUECTEIBCTBYIOT O CIIOCOOHOCTH
HAaTPUNYPETUUYECKUX TMENTHIOB PEarupoBaTh IOBBIIIEHUEM KOHIEHTPAUUU B ILIa3MeE

KpPOBM Ha pPa3BUTHE IUCHYHKIMH JIEBOTO KEIyJ0YKa M KOPPEIUPOBATH MPU ITOM C
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TSKECTBIO reMoJuHaMuueckux HapyweHud [80,75]. Tak ’xe AokazaHa uX pojb B
KauecTBE MPEIUKTOPOB 3a00JIEBAEMOCTH M CMEPTHOCTHU CPEU MAlUEHTOB C CepJeYHON
HegoctatogHocThio  (O’Donoghue and Braunwald, 2010). W3BectHo, uTto mpum
3a00JIeBaHUAX, COMPOBOXKIAIOIINXCS TUNiepTpodueit Muokapa, skcripeccusi BNP taxoke
yBEJIMYMBAECTCS M B KauecTBe Mapkepa rumneptpodun JDK npunsaro ucnons3oBats NT-
proBNP. [84]. B psne pabor ommcana xoppemsaust ypoBHs NT-proBNP ¢ maaexcom
Maccel mMuokapaa, tommuHo MIKIT m 3CJDK y B3pocneix [40,106,136]. V nereit ¢
['KMII B Poccuiickoil momyyisiuy aHaJOTUYHBIE HMCCIEN0BaHUS paHEE HE IPOBOJIMIINCH,
MOATOMY B Haiieil paboTe ObLIO YJEIECHO 0CO00€ BHUMAHHE H3YUYEHHUIO COJICpPIKAHUS
HATPUINYPETUUECKUX TENTUAOB B CHIBOPOTKE KPOBH y TMAIMEHTOB C TUNEpTpodueit
MuoKapaa. CorisacHO NOJIyYEHHBIM pe3yibTaTaM, MoBbllieHHe ypoBHA NT-proBNP B
CBIBOPOTKE KpOBHU OBbUIO BBISIBICHO Yy Bcex jnaered ¢ I'KMII, BkiIoueHHBIX B
UCCJIEIOBaHNE, TP 9TOM €ro JMHAMHKA MMeja CBOM OCOOEHHOCTH B Ka)JIOW TpyMIIE.
Tak, y nanuenToB ¢ nepsuyHoil ' KMII, 3nauenust NT-proBNP npessianu Hopmy (10
200mr/mi [1], HO ObUIM HUXE, Y€M B OCTaIbHBIX Tpymmax coctabisisa 540 mr/mi (321;963
IT/MJT1) U1 HE3HAYUTEJIbHO MEHSUTUCH Ha ¢oHEe poBoauMoON Tepanuu. [Ipu atom, y nereit
pu OOCTPYKTUBHOU (opme 3a0oaeBanus, ypoBeHb NT-proBNP B cbIBOpoTKE KpOBU OBLI
Boiie (1566,5 nr/mi), yem npu HeoOcTpykTuBHOUM (352 nr/mu). KoppensiiimoHHbIH
aHaJIM3 NOKa3al 3HAYNMYIO MOJIOKUTENBHYIO B3aUMOCBA3b KOHLEeHTpaunu NT-proBNP B
CBIBOPOTKE KPOBHU C MpHU3HAKaMu OOCTpyKiMu BbixogHoro Tpakta JIK (co V, M/cex
(r=0,72; p<0,05), ¢ PG, mm pr.ct. (1=0,73 p<0,05), ¢ TommuHoit muokapaa JOK (MXKII
(r=0,71;p<0,05), 3CJDK (r=0,51;p<0,05) u cragueit XCH. Amnanoruusbie aHHbBIC
omucaHbl B paboTrax psaa aBropoB[67,106,26,51].

YuuthiBas TSDKECTb COCTOSIHUSL J€Te ¢ CHUHIpPOMaMH  Mallb(popMaluid,
OXKHJIaeMbIM Y HUX ObUT MOBBIIEHHBIH ypoBeHh NT-proBNP B chiBopoTke KpoBH,
KOTOpbI B cpemHeM mo rpynme coctaBui 1250 nr/mut, mocturas 13000 nr/mn mpu
obctpyktuBHOM (popme KMII. BakHO OTMETUTH, UTO y J€TEH, HANpaBJICHHBIX Ha
OTIepaTUBHOE JieUeHHE (MHUIKTOMHUIO) OIPEACNISICh O0jee BBHICOKME YPOBHH 3TOTO
masMenHoro mapkepa (ot 6800nr/mn go 10558nr/mut). BeisBieHHas MOJIOKUTEIbHAS

koppesiusa ypoBHs: NT-proBNP ¢ tommmnon 3CJDK (r=0,68; p<0,05), IIcITX (r=0,82;
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p<0,05), mpuznakamu obctpykumu BTIDK (V r=0,58; p<0,05; PG; r=0,69; p<0,05),
craaueit XCH (r=0,84; p<0,05) u kapauo-topakainbHbiM uHAeKcoM (r=0,76; p<0,05),
MO3BOJIET MPEATNONIOKHUTh, UTO Oosee BricoKoe conepkanue NT-proBNP B ceiBopoTke
KPOBH y J€Teld C CHHIpPOMaMd Maib(opMaluid, MO CPABHEHHUIO C MAIMEHTAMH C
neppuunori ['KMII, BepositHee Bcero, 0O0yCJIOBIEHO ©Oojiee  BbIpaXXKCHHBIMHU
CTPYKTYPHBIMM M T€MOJIMHAMUYECKUMU HapylIeHUsIMU. B nuTepaType omnucaHbl JUIIb
CIUHUYHbIE Cllydyan u3MepeHust KoHueHTpauuu NT-proBNP y nperert ¢ cunapomamu
Manb(opmariuii, Tak, B ctatbe Matsushit [112], coobmiaeTcss 0 malueHTKe ¢ CHHIPOMOM
Hymnan, y xotopoi, 3a nepuon ¢ 11 no 16 ner, ormewyanocs Hapactanue coaepxanus NT-
proBNP ¢ 2000 nr/min go 12 300mnr/mi, 4To COMPOBOXKIATIOCH YXYIIIIEHUEM COCTOSHUS,
HapacTaHWeM TunepTpouu MUOKap/a, MPU3HAKOB OOCTPYKIIMU BBIXOJHOTO TpaKTa M
TpeOOBAJIO TMPOBEACHUS XUPYPTHMUECKOrO0 BMEIIATEIhCTBA. 3a BpPEMsl JUHAMUYECKOTO
HAOJNIOZCHUST 3a COCTOSIHUEM JIeTed ¢ CUHApoMaMu MaibdopMmanuii B HalleMm
WCCIIEN0BaHNM, HOpManu3auun KoHueHTpauuu NT-proBNP B nnasme kpoBu y HUX HE
HAOMIOAAIOCh, XOTs, Ha (hOHE TMPOBOJAUMON KOMIUIEKCHOM Tepamuu 10 TOBOIY
CEpJIEYHOM HEIOCTATOYHOCTH, OTMEUYEHO YMEHBIICHHE Kajao0 U  yIydllIeHHE
CaMOYyBCTBHSI.

[Ipu orenke ocobeHHOCTEW TeueHUs 3a00JIeBaHUs y MAIMEHTOB C HapyIICHUSMU
MeTaboJiM3Ma, OTMEUEHO, YTO cpeqHuil ypoBeHb NT-proBNP B cbIBOpOTKE KpOBU 3THUX
nereit Obutl Bbime, yem mpu nepBuuHod [KMII m y OGOnpHBIX C CHHIpOMaMmH
Manmbopmaruit 1 cocraBisur 2551nr/mi. CorjlacHO pe3yibTary KOpPeIsSIHOHHOTO
aHanu3a y JeTed C HapylIeHUsIMH MeTadoJjiu3Ma BbISIBJICHA 3HAYMMasi B3aUMOCBS3b
cogepkanusi NT-proBNP ¢ TskecTbr0 reMoAMHAMHYECKUX HApyLIEHHWM, KOTOPBIE
ornieHuBasuch 1o craauu XCH (1=0,6; p<0,05), kapauo-topakaiibHOMY UHIEKCY (1=0,43;
p<0,05;), cremenn HMK (1=0,73; p<0,05) u cucronudeckoil TUCHYHKIMH JIEBOTO
xenynouka (= -0,58; p<0,05). Ocoboe BHMMaHHWEe oOpamiaiii Ha ceOsl MAIMeHTHI C
MiazieHuecko gopmoit 6one3nu Ilomme, TsKeCTb COCTOSIHUSL KOTOPBIX IpPH MEpBOU
rocruranu3anuu B Kapauosiormueckoe otaenenue HII3/[ Owsuta  oOycnoBieHa
CUMIITOMAMH CEPJICYHO-JIETOYHON HEAOCTATOYHOCTU U BBIPAXKECHHBIM MHUONATUYECKUM

CHUHJPOMOM, CBOHCTBEHHBIMU JaHHOMY 3a0ojeBaHuio. YpoBeHb NT-proBNP B
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CBIBOPOTKE KPOBH TpH 3TOM cocTaBisi oT 17760 mo 25000 nmr/mu u 3HAYUTENHHO
MPEBBINIAT [MOKAa3aTeNM MalMeHTOB Jpyrux rpymni. Ha ¢dbone kommiiekCHOro jedeHws,
BKJTFOYAIOMIETO  (PEPMEHTO3aMECTUTEIBHYIO TEpanuio, MEIUKAaMEHTO3HOE JICUCHHE
CepJCYHON HEIOCTaTOYHOCTH, Je4eOHYI0 (U3KYIbTYpY, Maccax, HaOII0Janoch HeE
TOJIBKO YJIY4YIIEHUE M CTaOWIM3alusl KIMHUYECKOTO COCTOSHHS, HO M OTMEYallOCh
cHkeHue coaepxkanust NT-proBNP ¢ mocneayromieit ero Hopmanuszanue, HeCMOTpPS. Ha
COXpaHSIoIIeecs BBIPAXKEHHOE YTOJIIIEHUE CTEHOK oOoux skemynouxkoB u MXKII. B
MHOCTPAHHOM JIMTEpaType JINIIb €AUHUYHBIE UCCIIEIOBAHMS], TOCBAIIECHBI OLIEHKE YPOBHS
NT-proBNP y pgereit ¢ Oone3nbto Ilomme, pgaHHBIE KOTOpPBIX COOTBETCTBYIOT
MOJYYEHHBIM B HallEM HCCIeOBaHUU. [64], O ApYyrMM NATOJOTUSM, BKIIOYEHHBIM B
TPYINNy C HapymICHUSIMA METa0oJM3Ma, JaHHBIX B WHOCTPAHHOW JIUTEPATYphl HE
HaWJICHO.

VY nmanueHToB ¢ peMoJIeTMPOBaHUEM cep/iiia Ha OoHE apTepUaaIbHON TUIePTEH3UN
conepkanrie NT-proBNP B miasme KpoBH COOTBETCTBOBAJIO HAOIIOJaEMOMY Y
narmenToB ¢ XCH [85,1]. ¥V GonbmunctBa (77%) nanuentoB nokazarenn NT-proBNP
BapbupoBasin B mpenenax 820 — 6400 nr/mMa v 3aBUCETU OT CTENEHU BBIPAXKEHHOCTH
CEepIACYHOM HEIOCTATOYHOCTH. Tak, B CTaguu IEKOMIICHCAUUHW, meauaHa ypoBHs NT-
proBNP B mnasme kpoBu coctaBisia 1573 nr/mn (621; 5716), a ero mMakcuMallbHO
BBICOKME 3HAUY€HMs B OTAENbHBIX ciiydasx pocturanu 21000-25000nr/miu. B nunamuke,
Ha (hOHE KaK MEIMKAMEHTO3HOTO, TaK U OMEPATUBHOTO JICYCHHS, OTMEUAIOCh YIIYUIIICHHE
apaMeTpoB TEMOAMHAMUKUA U COCTOSIHUSL JETEH, YTO COMPOBOXKIAIOCHh CHUKEHHEM
coAepKaHUs TMENTUA, MapajuieIbHO OTMEYAIOCh YMEHBIICHUE TOJIIMHBI MUOKapaa y
BCEX MMAIMEHTOB.

Takum oOpazoMm, y xetreil ¢ runeprpodueid MHOKapAa pas3IMYyHOrO TIeHes3a
Pa3BUBILICKCS B PAHHEM BO3pacTe OIpEIeNseTcss NOBbIICHHBIN ypoBeHb NT-proBNP B
ceiBopoTKe KpoBH. Copmepxkanue NT-proBNP accomuupyercsi ¢ BBIPaKEHHOCTBIO
runeptpodpud MHUOKap/a W TpU3HAKAMH OOCTPYKIIMU >KETYJIOYKOB Y TMAIMEHTOB C
nepsuaHoit 'KMII u ¢ cunnpomamu manbdopmanumii. Hanbonee Boicokuii ypoBenb NT-
proBNP ormeden Ha (oHe AEKOMIIEHCAIIMH CEPJICYHON HEIOCTAaTOYHOCTH Y JeTel C

runeptpodueil MUOKapnaa, pa3BUBLIEHCS Ha (OHE apTepUaTbHOW TUNEPTEH3UH U TPHU
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6one3nu [lomme, npu 3Tom mnaszmennsie KoHeHTpauu NT-proBNP Obutn conoctaBuMbI
C TSDKECThIO FEMOAMHAMUYECKHUX HapylieHuil. OmnpenencHue COAECpKaHNusS B ChIBOPOTKE
kpoBu NT-proBNP MoxeT ObITh MOJE3HO B KaYECTBE JOMOJHUTEIHLHOTO METOAA OICHKH
CTENECHU TSKECTH KIMHUYECKOTO M TEeMOJMHAMUYECKOro coctosiuus naerer ¢ ['KMIL
Onnako, MEXaHHU3MBlI, KOHTPOJIUPYIOIINE BBICBOOOKICHUE MO3TOBOTO
HaTPUMYPETUUECKOTO TMENTUA OCTAKOTCA HESICHBIMHA, HECMOTpSl Ha aKTHBHbBIC
UCCJIEIOBAHUS U TPEOYIOT aTbHEHIIIErO U3YUYECHHUS.

Crnenyer OTMETUTB, YTO TUIEPTpodUs MHUOKapAa y JeTed MOXKET Mpe/ICTaBIATH
camocrositenbHoe 3a0oneBanue (['KMII), Tak 1 Tak U OBITH COCTaBIAIONIEH OOJBIIOTO
CHEKTpa pa3inyHbIX naTojoruii. HeobOxoanmo kak MOXHO Oojiee paHHEE MPOBEACHUE
muppepeHInanbHON TUArHOCTUKUA ISl ONPEACIICHHUS] TAKTUKH BEJACHHS MAallUEHTOB H
MPOTHO3UpOBaHUs 3a00jeBaHus. BrisiBieHHne runepTpoduyueckod KapJAUOMUONATHU Y
JIeTel paHHEero Bo3pacTa 00sI3bIBAET Bpaya B JUATHOCTUYECKOM IOWCKE MPUHUMATH BO
BHUMaHHE BHEKapAHalbHbIE MPOsBICHUS (0COOCHHOCTH (DEHOTHNA, HEBPOJOTUUYECKYIO
CUMIITOMATHKY), JaHHblE HE TOJbKO HMHCTpyMeHTalbHbIX  (OxoKI, OKIT,
Pentrenorpadus opraHoB IpyIHON KJIETKH), HO U JdabopaTopHbix oOcnenoBanuii (ACT,
AJIT, JIAT', K®K). B nocnennue roasl B Poccuu mosSIBIIIMCH pealibHble BO3MOXKHOCTH
paHHEW MUArHOCTHKU M CHEIU(UYECKOro JICUCHUs ONpPEeNEHHOTO CHeKTpa OoJie3Hen
HakoruieHus. [loaTBepkaeHne nuarHo3a, MOJIEKYJSIPHO-TEHETUYECKOE HCCIECTOBAHNE
MOKHO OCYUIECTBUTh B TEHETHYECKOW J1adopaToOpuu B KpaTdyallllie CPOKH C
MPUMEHEHUEM MHUHHMAalbHO WHBAa3UBHBIX METOAMK. Y Bpayell MOSIBUWICA CTUMYJ Kak
MOXHO OoJiee paHHEW IMOCTAHOBKMU JIMAarHO3a B CBA3M C JOCTYHNHOCTBIO MPOBEACHUS
(bepMEeHTO3aMeCTUTENBHOM Teparuu.

Bonpiioll peIBOK CI€NaH C MOMEHTAa MOBTOPHOTO OTKPBITHS TUNEPTPOUUYECKON
KapauoMuonatuu B 50-e rofpl Npouuioro CTOJIETHs. bl JOCTUTHYT BasKHBINA MPOTrpecc B
MOHUMAHUU TEHETHKU U MaTo()U3n0JIoruu 3a00JIeBaHUI, a TakKe pa3paboTaHbl METObI
BU3YaJIM3AalIMOHHOTO o0cienoBanus. JledyeHue 3aBUCUT OT (eHoTUna | CTaauu
3a0oneBanusi. B Hamiem wuccneqoBaHUM ObUIM BBIJCICHBI BAXKHBIC PA3IUUMs MEXKITY
NEPBUYHOM U BTOPUYHON TUNEPTPOPUYECKON KapAHMOMHOIATHUEH, a TaK e OImucaHa

rpynmna nanueHToB ¢ runeprpodueil Muokapaa Ha (GoHe apTepuaIbHOM TUIepTEH3HH, B
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HAJIEXKIE YTO 3TO IIOMOXKET BpadyaM B IMPUHIATHUU PELICHWM Ui NPABUIBHOM U

CBOCBpCMCHHOﬁ JAUAardHOCTUKH 1M BCACHU TaKHUX ITallMCHTOB.
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BbIBO/1bI

1. ¥V nereit panHero Bo3pacta runepTpodus MUOKap/ia BEISBISETCS TP TIEPBUUHON
runeprpopudeckoil kapauomuonatuu (42%), BTOpUYHON KapAHMOMHOIATHUH,
aCCOIIMUPOBAHHON ¢ cuHIApoMamu Manbhopmanuii (18%) n MerabommueckumMu
3a0oneBanusiMu (19%), a Takke mNOpHU apTepUaTbHOW TUNEPTEH3UM Ha (OHE
aHoMasnui aopThl U ee BeTBel (21%).

2. IlepBuuHas runeprpopuyeckas KapJUOMHUONATHS B I[IOJOBHHE CIy4acB
JMAarHOCTUPOBAaHA Ha MEPBOM TOJy KU3HU; MOBOJAOM JUIsl 0OCIIEIOBAHUS CIYKUT
CUCTOJIMYECKUM IIyM TPU OTCYTCTBHM JKaJl00; TPHU3HAKH  CEPJICYHOU
HEJOCTAaTOYHOCTH B 61 % ciaydyaeB  yMEPEHHO BBIPAXKEHBI, Y OCTaJIbHBIX
OTCYTCTBYIOT. XapaKTE€pU3yeTCsl MEUICHHO TPOTrPECCUPYIOLIUM TEYEHUEM.

3. Bropuunas runeprpopuyeckas KapAHMOMUONATHUS, AaCCOLMUPOBAHHAs  C
CUHApOMaMu Majbhopmarii 1 MeTadoIMUYeCKUMU 3a00JIEBAaHUSIMU, BBISIBJICHA B
NepBble MecCAlbl KU3HU WM BHYTpuyTpoOHO (84% wu 13%); moBogom K
00CJIeIOBaHUIO CIYKUJIM MPU3HAKU CEpJCYHON HEJOCTaTOYHOCTU YMEPEHHO
(84% un 60%) u 3HauutenbHO (16% u 35%) BbIpaKEHHBIC; XapaKTEpU3YETCs
MPOTPECCUPYIOLIMM TEUYEHHEM; YacTOTa JIETAJbHBIX MUCXOAOB MO MCTEYEHUH 3-X
net HabmoaeHus coctasuiia 5% u 55% COOTBETCTBEHHO.

4.Tlpy mnepBUYHON TUNEPTPOPUUYECKON KAPJAUOMHONATHUM Yy JEeTed yalie
omnpenensercss HeoOcTpykTuBHas (64%) ¢opma, acummerpuunas (96%)
runepTpoduss JEBOro IKEIyAOYKa 3a CYET BBIPAKEHHOTO  YTOJIIECHHUSA
MEXIKETyTI0UYKOBOM Teperopoaku (Z-score>7). JlaHHbIe 3eKTpoKapauorpapuu
Hecrenu(puaHebI.

5. Ilpu BTOpUYHON THUNEPTPOPUUECKON KapJIUOMUOIATUHN Yy J€Ted ¢ CUHIPOMaMHU
Majgb(opMalii B TOJIOBUHE CllydaeB HaOrogaeTcs runeprpodus MUOKapja
000uX JKEIyI0YKOB, IpeBATUPYET 00cTpyKTUBHAS (79%), acummeTtpuunas (74%)
dopma, ¢ BBIpaKEHHON runepTpoduein MexKeITyJOUKOBOU MEeperopojku (Z-

score>7), Tpedyromas MpoBeAeHUSI MUAKTOMHH B TIEpBOM Jekaze >xu3Hu 'y 40%
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naureHToB. [lpu3Haku HapylmeHus BHYTPHXKEIYyJIOYKOBOM IMPOBOJAMMOCTH
OTMEYAIOTCS Y BCEX NALUEHTOB.

.Ipu  BTOpMYHON  rHUNEPTPOGUUYECKON  KapAUOMHOIATHU Yy  JAETed ¢
MeTabonrueckuMu 3aboneBaHusIMH B 75% ciydaeB HaOtoaeTcsi TUnepTpodus
MHUOKapAa O000MX JKENyJ04YKOB, NpeBaIMpyeT HeoOcTpykTuBHas (65%),
cumMmeTrpuuHas (65%) gpopma, ¢ ymepeHHOH (Z-score oT 4 A0 7) U BBIPAXKEHHOU
runeptpoduell 3aqHEN CTEHKU JIEBOIO IKEJIYyA0YKa M MEXKKEITyT0YKOBOU
neperoponku.  Ilpusnaku  peHomeHa  mpenBO30YKIEHUS — KEITYIOUYKOB
PETHCTPUPYIOTCS Y MOJIOBUHBI TALIUEHTOB.

. [ToBpiieHne ypoBH N—KOHIIEBOrO (pparMeHTa MO3TOBOTO HATPUIYPETHUECKOTO
MENTUJAa B CBHIBOPOTKE KPOBH BBISBICHO Yy MallMEHTOB BCEX TIPyNI U
B3aMMOCBS3aHO CO CTaJANeN XpOHUYECKOU cepledHoi HepocTtatouHocTH (p<0,05).
VY nereit ¢ mepBUYHON TUNIEPTPOGUUECKON KapJAUOMUOTATHEN U C CHHAPOMaMU
Manb(popmanuii  coaepkaHne N — KOHLEBOIO (parMeHTa MO3TOBOIO
HaTPUIHYpPETUUECKOTO MENTHA KOPPETUPOBAIO C BBIPAXKEHHOCTbIO THIEPTPOdUn
MHUOKapJa W MPU3HAKAMU OOCTPYKIMU BBIXOAHOTO TPAKTa JEBOTO >KEIyAOYKa
(p<0,05).

.Ilpu BbIABIEHUMU Yy peOEHKa paHHEro BO3pacTa CHUMMETPUYHOH, YMEPEHHO
BBIPQKEHHOW runeprpodpun MUOKapaa, uckimouutenbHo JIDK 6e3 mpusznakoB
OOCTPYKLIMH, CJEAyeT HCKIIOYUTh pPEMOIEIMPOBAHNUE CEpAlla BCIEICTBUE

HArpy3KH JaBJICHUEM (apTepUaTbHON TUIIEPTESH3UH ).
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IIpakTnyeckune peKoMeHIAIUH
1.  BreiBiaenue rumneptpodun MHUOKAapJa y JETe paHHEro Bo3pacta TpeOyeT
UCKIIIOUYECHHSI PEMOJEIHMPOBAaHUA cepaua Ha (oHEe apTepHATbHOM T'MIEPTEH3UU.
Ba)XHpIM NHarHOCTUYECKUM KPUTEPUEM IPU ITOM CIYKUT BBICOKOE apTepuaIbHOE
naBieHue 00 Ha pykKax, JuUO0 Ha pyKaX M HOTax, HEpeAKO Ha (poHE MPU3HAKOB
CEpJIEYHON HEJOCTATOYHOCTH M JUC(YHKIHMH MUOKapaa. B mepByro ouepenb ciemyer
UCKIIIOUYUTh KOApKTallUI0 aopThl, B TOM YHCIIE aTUNUYHYIO (OpIOIIHOTO OTHAena),
NATOJIOTUIO NIOYEK U MOYEUHBIX apTepHil.
2. [Ipy BbIABIEHHH TUNEPTPOPUU MHOKapJa y peOeHKa BHYTPUYTPOOHO WM B
paHHEM JETCKOM BO3pacTe, OTCYTCTBUU CBSI3U C JUIMTEIBHBIM IPUMEHEHUEM
CTEPOMIHON Tepanmuu U POKIECHUEM OT MATEPHU C CaXapHbIM JUAa0ETOM, UCKIIOUEHHH
HOPMaJbHOIO aJalTallAOHHOTO OTBETa Ha IMOBBIIICHHYIO Harpy3Ky JaBJICHHUEM,
HauboJiee BEPOSITHBIM SIBIISIETCS JUArHO3 THIepTpoduyeckas KapAUOMHUOIATHS.
3. [Ipu nmomo3peHuu Ha TUNEPTPOPUUECKYIO KapAUOMHOIIATHIO Y PEOCHKA PAHHETO
BO3pacTa MOMHMMO TUIATEIHOTO aHaliMu3a KIWHUKO-TApaKIMHUYECKUX MPOSBICHUN
clelyeT TMpUHUMATh BO BHHUMAHHME JaHHbIE aHamMHe3a, NpH CcOOpe KOTOPOro
HEOOXOJMMO BBISIBUTH CIy4Yaud MJIQJIEHYECKOM, BHE3AITHOW CMEPTH B POJOCIOBHOW H
HaJIMYUE aHAJIOTUYHOTO 3a00JIeBaHuUs y OIM3KUX POJICTBEHHUKOB OOJIBHOTO.
4. OtcytrctBUe  OCOOEHHOCTEH  (PEeHOTHIA, YKa3bIBAIOUIMX HA  BEPOSTHYIO
CUHIPOMAJIbHYIO MATOJIOTHIO, OTKJIOHEHMH KaK OMOXMMHUYECKHX TMOKa3aTeslell KpOBU
(AJIT, ACT, K®K, JIAI'), Takx U coaepkaHus OPraHUYECKUX U aMHUHOKHCIIOT,
OTpeaEIsIEMBIX METO/I0M TaHJEMHOMN MacC-CIIEKTPOMETPHH, HaJIA4Yne
TUIEPTPOPUIECKON  KApIUOMHUOMATHH Y  OJIM3KHUX POJICTBEHHUKOB  OOJHHOTO
CBUCTEIHCTBYET B MOJIb3Y NEPBUYHON TUTIEPTPOPHUECKON KapIMOMHUOIIATHH.
3. Ha ocHoBanum coderanusi runepTpoduu MUOKapaAa U 0COOEHHOCTEH (heHoTHuma
(BBICOKHUH J100, ABYCTOPOHHEE CYKEHHE BUCKOB, TUIIEPTEIIOPU3M, SIIUKAHT, MITO3, HU3KO
MOCa)KEHHBIC YIIHBIE PAKOBUHBI, a TaKKe Ha Hanmuuue JedopMaluu TPYTHOU KIETKH,
3aJIep’)KKH  pocTa M (U3NYECKOTO PA3BUTHUS, MUTMEHTHBIX M3MEHEHHH KOKHBIX

MOKPOBOB), Hauboyiee  BepoATHBIM  cieayer cuutarth [KMII  BTOpu4HOM,
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acCOLMUPOBAHHON ¢ 3aboneBanneM u3 cemeiictBa RAS-matuit (cunapom Hynan,
LEOPARD, xapano-haino-KoxHbIi CHHIPOM).

6. [Ipn koMOMHamMM rTUNEPTPOPUH MHUOKApJA C CHHAPOM «BSUIOTO PEOCHKA,
HaJIM4YUEM MAaKpPOIJIOCCHUU, CUMITOMOB CEPACYHOM M JIbIXaTE€JIbHON HEIOCTATOYHOCTH,
noBeienus ypoas KOK, ACT, AJIT, JIAI' B mna3me kpoBu, TpeOyeTcsi HCKIIOUEHUE
miasieHdeckoi popmbl Oonesnu [lomme. B cnyyae BbIsIBICHUS U3MEHEHUH CONIEpIKaHUs
OpPraHUYECKUX U aMUHOKUCIOT KPOBHU, BEPOSITHO HapylIeHUE OOMEHa KUPHBIX KHUCIOT.
[Ipy mNOBBIIEHWM YPOBHSA TIVIMKO3aMUHOIJIMKAHOB B MOYE BEPOSTEH JUAarHo3s
MyKormoaucaxapuao3 | tuna.

7. OmnpeneneHne coiepKaHUsg B CHIBOPOTKE KpoBU N-KOHIEBOTO (pparmMeHra
MO3rOBOI0 HATPUINYPETUUYECKOTO MENTHAA HEOOXOJUMO B KAa4E€CTBE JOMOIHHUTEIHLHOTO
METOJa OLICHKM CTENEHW TSHKECTH KIMHUYECKOTO M TEeMOJMHAMHUYECKOIO COCTOSHUS
nereit ¢ [KMIL

8. JleTu ¢ BBISIBJICHHOW rUnepTpopueil MUOKapaa B pAHHEM BO3PACTE HYKIAIOTCS B
oOCJe/IOBaHUM W JUHAMHUYECKOM HAONIOJCHUU B YCIOBHUSX MHOTOMPOQPUIHLHOTO
7e4eOHOro YyUpeKIeHus, I/1e UMEETCSl COBpEMEHHAas: MHCTpPyMEHTalbHasi, 1adopaTopHas
TEXHUKAa U BO3MOXHOCTh B3aMMOJICHCTBHS B MPOLECCE AUATHOCTUYECKOIO MOUCKAa U
JaIbHENIIET0 BEICHUs MAlMeHTOB CHELHAIMCTOB Pa3IUYHbIX NMpoduiiel (Fr€eHEeTHKOB,
OKYJIUCTOB, YHIOKPHUHOJIOTOB, HEBPOJIOrOB, KAPJAUOJIOTOB U [Ip.)

9. CBoeBpeMeHHasi MOCTaHOBKA JAMArHo3a HEOOXOAuMa ISl PaBUIILHOTO JICUCHMUS,
4TO MOMOKET M30€KaTh B YaCTU CIIydaeB JIETAJHLHOIO MCXOAa M YIYYIIHUTh KaueCTBO

JKHU3HHU ITIaITUCHTOB.



AdroputM JudPepeHIUATBLHONA JTHATHOCTUKH PA3JIMYHBbIX (OPM MATOJOTMH CEPAIa, COMPOBOKIAIOMIUXCS
runeprpodueil MUOKapaa, y AeTeld paHHero Bo3pacra
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