TpyaHbii nauueHt N2 2-3, TOM 9, 2011

18

IlnarHocTtuka v neyeHue
nponarca M1TPasibHOro
KnanaHay geTewn

1 NOOPOCTKOB

H0.M.beno3zepos, .M. Maromeposa,
N.M.OcmaHoB

Mockosckuin HUW neguatpumn u getckon
xupypruu MuHncTepcTea 34paBoOXpaHeHUs
W coumanbHoro pas3sutus P®

YcTaHOBAEHO, UTO Ha JOAIO IIPOAAIICa MUTPAABHOIO
kaanana (IIMK) B cTpyKType cepaeuHo-coCy IMCTHIX 3a-
GoAeBaHMIT IETCKOTO Bo3pacTa mpuxonutcs 3-5% B mo-
nyasmmm [1]. ViccrenosaEmAMY TOCAETHNX AeT TTOKa3a-
Ha reHeTndecKas U eHOTHUIINYECKas TeTepOreHHOCTh
cmappoma [IMK [2, 3]. ITpu ayTocoMHO-TOMIMHAHTHOM
HacAeoBaHMY OOHAapy>XKeHBI 3 TeHa CMHPOMa, KOTO-
pBle KapTupoBaHbl Ha XxpoMocomax 16p12.1, p11.2 n 13
[4]. Opyroi rokyc o6Hapy>keH Ha X xpoMocoMe (Xq28)
u obycaaBauBaeT pernkyio dpopmy ITMK, kotopyro obo-
3Ha4aloT «X CLHENACHHOM MUKCOMATO3HOM KAAIlaHHOM
mcrpocpuern» [5]. C.Yosefy, A.Ben Barak [6] Brrasuan
noanMopdusm ¢ubpuarus 1 rera s sxcore 15 TT u 9k-
cone 27 GG. Taxas reHeTiuecKasi TeTepOreHHOCTh CUH-
npoMa 0OyCAaBAMBAeT BO3HMKHOBEHME pa3sAMYHBIX
¢opm nepsuunoro IIMK, a Takke mMMPOKMIL CIEKTP
KAVHIYECKVX IPOSBACHMI B 3aBYCHMOCTY OT BO3pacTa
[7]. PasAuusBIe MyTaIVy II€PEUNMCAEHHBIX T€HOB IIPUBO-
IAT K HEIIOAHOIIeHHOMY (PyHKIIMOHMPOBAHMIO COeIM-
HUTEABHOJ TKaHM, OCOOEHHO (PpUOPMAAMHA, SAACTHHA,
koAaAaresa I u III tunos [8]. Hapymennsnit dpubpuaro-
reHe3 BHEKAETOUYHOIO MaTpUKCca 00yCAaBAMBaeT MUKCO-
MaTo3HyI0 MHPUABTPAIMIO CTBOPOK MUTPAABHOIO KAa-
HaHa, 1ecpnruT prOPOIAACTIIECKIX BOAOKOH, M3MeHe-
HIfe KOAAAreHa, aKKyMYASIIMIO MYKOIIOAYMCAaXapH/I0B.
OcHOBBIBasICH Ha «KOHTMHYyMe IepPeXOTHBIX COCTOs-
HMI1», OTeueCTBeHHbIe aBTOPHI BRIIEASIOT IOHATHE He-
mdepeHnMpPOBaHHOM IMCIIAA3UY COEIVHNTEABHOM
tkaay (HCT) [9, 10], aexxareit B ocaose ITMK.

Coraacao ®pemmuremckomy uccaenosanmio (Fra-
mingham Heart Study) Amepukanckoit Koarernn xap-
moaoros (ACC) 1 AMepukaHCKOI Acconmanymn Kap-
mmoaoros, muaraos [ TIMK MoxeT ObITh IIOCTaBACH TOAB-
KO IpY HAAMYMU IBYX OMArHOCTMUYECKMX IPU3HAKOB:
ayCKYABTaTUBHBIX U 3X0Kapauorpadpmdeckux [11].

Matepuan u metoabl

Bce ob6caenoBanHbIe OOABHBIE OBIAM pa3leAeHBl Ha
CAelyIoIIye TPYTIIBL:

1-a rpymma 1IMK - npu HenuddepernMpoBaHHOM
coennanTeAbHOTKaHHOM mucnAasym (HCT) - 340 me-
Teil M MOAPOCTKOB (B 3Ty I'PYyIIy BKAIOUEHBI TakKXke
nepsuunbli 1 ceMeltHbli [IMK ¢ micniaasueit coenyum-
teapHOM TKauy — JICT);

2-1 rpymma IIMK - npu mudpdepernmposanHoit co-
emHENTeAbHOTKaHHOM mucnaasuy (ICTI) — 65 neteit u
HOIPOCTKOB (B 3Ty TPYIITy BKAIOYEHBI OOABHbIE C CHH-
npoMoM Mapdana u Jaepca-anroca).

KorTpoarryio rpymmy cocrasuan 200 mereit u moa-
POCTKOB aHaAOTMYHOTO BO3pacTa.

BaaapHas oreHKa peHOTUIIMUECKMX IIPOSIBACHMI CO-
eIV HUTeABHOTKAHHON NUCIAA3uK ObIAA CIeAaHa 1o 1-i
rpyIiie — BEIIeAeHBl Tpyu noarpymis! (340 marnmeHToB).

M3ydyenne saacTiueckux CBOVCTB aOPTaAbHOM CTeH-
K1 OBIAO IIPOBENIEHO Y TaIlMeHTOB U3 obenx rpym (64
HanyeHTa).

M3yuenne mcromaeMocTyt BereTaTMBHO HEPBHOM CH-
cremsl — y 200 maIeHTOB 13 BceX TpeX IPYIII, BKAIOYas
KOHTPOABHYIO.

PesynbTathbl M 06cyxaeHue

Coraacuo anamuesy, muorue metu ¢ IIMK kak c nHe-
midpcpepeHIPOBaHHOM, TakK U AU depeHnpoBaHHON
OCT pomyaucek oT MaTepeii ¢ HeOAATOIPYUATHEIM Tede-
HyteM GepeMeHHOCTH ¥ ponoB. PaHHMe 1 IIO3HIE IecTo-
361 HAOAIOZIAAVICH JTOCTOBEPHO Yallle Y MaTepeit, MMelo-
mux neteit ¢ ITIMK ra dore ICTI (56,9 B cpaBHeHNMM €
25,8% npu HCTII; p<0,05). OcobeHHO YacTo OTMedarach
BOIJHKa U Hedppomatus GepeMeHHBIX. XpOHMYecKas
BHYTPUYTPOOHas TIMIOKCHS IIAOIA HabAOZarach y
49,2% HOBOPOXIEHHBIX ¢ M epeHIPOBAHHON 1 Y
27% c semucpdpepenmmposannoi ICT (p<0,05). Harnsie
IIOKa3aTeAy OIpeIeAsAUCh TOCTOBEpHO dYalle, 4eM B
KOHTPOABHOM IpynIle. B anaMHe3e y MaTepel1, eTu KO-
topeix uMean JCTII, TakXKe IOCTOBEepHO ualle B
cpasrerym ¢ rpymmoit HCT/I u xoHTpOoAeM HabAIOna-
AMCh XpoHmdeckue odaru uadexm (10,7%), OPBU Bo
BpeMst 6epemenHOCTH (56,9%), HEOOHOIIEHHOCTD (9,2%).
[IpuBenennsle nTaHHbIE KOCBEHHO CBUIETEABCTBYIOT O
TOM, YTO B OCHOBE IMCIAACTIIECKOTO PasBUTMS COeMIN-
HUTeABHOTKAHHBIX CTPYKTYp OOABIIOe 3HA4eHMe WI-
PaloT He TOABKO TeHeTHdeckye paKTOPEI, HO U ITaTOAO-
IMJYecKoe «co3peBaHMe», nuddepeHnpoBKa CoeIVHMN-
TEABHOV TKaHM IIPU HapyIIeHHOM (peTaAbHOM pa3BH-
Ty, [1py 5TOM HEOOXOIMMO OTMETHTB, YTO pa3BUTHE I
co3peBaHMe MUTPAABHOIO alllapara, COeIMHUTeABHO-
TKaHHBIX CTPYKTYp M BeTeTaTMBHO} HEePBHOM CHCTEMBI
IIPOMCXOIUT CUHXPOHHO B OTHO ¥ TO >Ke BpeMs 3MOpumo-
reHesa ¥ IIOCTHATaABHOIO OHTOTeHe3a.

Kanro6s! nammentos ¢ [IMK npu Hennddepenmmpo-
BaHHOM 1 mndppepertmposarnoit [ICT pearn3oBaancey
B CHMIITOMOKOMIIAEKC XPOHMYECKOTO IICHXO3MOIINO-
HAABHOTO HaIIpsDKeHMsI, 9acToTa KOTOPOro B 6 pas3 Ipe-
BBIIIAAA TTOKa3aTeAb KOHTPOABHOM IPYIIIBI 3T0POBBIX
IeTelt.

XpoHNueckoe ICHXO3MOIVOHAABHOE HalpsKeHue
IPUBOINT K HEMPOIMPKYAITOPHOM HeCTaOMABHOCTH.
Ioxn HePOUMPKYASITOPHON HeCTaOMABHOCTBIO (neuro-
circulatory instability) (tepmun mpuaaT EBpomeiickoin
Accommarnyeit KapanoAoros B 1995 1) moHMMaror Hapy-
IIeH/e aBTOHOMHOM PeryAsIINy COCYyIUCTOrO TOHyca Y
IIOIPOCTKOB Iipe- U mybeprarHoro mepuona [12]. B or-
AMYMe OT HeMIPOUMPKYASTOPHONM IUCTOHMIA HeIPOLIMp-
KyASITOpHASl HeCTaOMABHOCTb He COIPOBOXAeTCs
CTOMKMM OTKAOHEHMEM COCYIMCTOTO TOHycCa — apTepH-
aABHOM IMIIO- U Tuneprensueit. [Togpemsl aprepuanb-
HOTO JIaBAEHVIS TPU HEMPOIMPKYASTOPHON HeCTaOVMAB-
HOCTY HOCST IlepeMeHHEIN XapaKTep, apTepuaAbHast TH-
IepTeH3Msl MOXKeT CMEHATHCSI apTepUaAbHOM TUIIOTEH-
sueit. Takne nepenansl apTepuaAbHOIO JaBAEHMUS MO-
IyT TPMBOIUTE K COMaTMYECKMM HapyIIeHMsIM,
dopmmpoBaruIo crenyguIecKoro COMaToTHIIA.

Hocrosepro vame y geteit ¢ ICT/ B cpaBHeHNM C
HCTA (52,3% n 20,2%, p<0,05 cOOTBETCTBEHHO) IIpU
IIMK onpeneasiauch karo0bl Ha yCUAEHHOe Cepille-
Guenne n 60AM B 0OAACTY CepIIa.

Y obcaenosannsix aeteit ¢ [IMK na done [ICT omnry-
IeHne cepaneGueHns MOXeT OBITh CBSI3aHO C PasAUY-
HBEIMM IIPMUYMHAMIA
® HENPOIOPUMOHAABHON TaXUKapayuein Ipu SMOINUO-

HaABHOM MAM PU3MUECKON HarpysKe;
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® YCMAEHHOM IIyAbcallyieil IMAaTAPOBaHHOM aOPTHI;

* TopakomadparMaAbHbBIMI M3MEHEHVAMI;

* HapylIeHueM puTMa cepana;

® HelfpOIICUXMATPUUECKON CMMITOMATUKON (TaHMYe-
CKMe aTaKl, HepBO3HOCTE, BereTo-COCYAMCTasl TUCTO-
HVIST).

CyulecTBeHHOe IpeBHIIIIeHNe YacTOTHl KapAMaATyit
HabAOmaAoCh y meteit u moxpoctkos ¢ ITMK npu He-
middepernyposanHoit u  muddepernMpOBaHHO
OCT. Boau B oOAacTH ceplia XapaKTepU30BaAUCh KaK
«KOAIOIIVIE», «JaBsIIue», «HOIIIMe» U OIyIIaAUCh B
A€BOJI TOAOBYHE IPYAHOI KATKM 6e3 KaKou-Anbo up-
pammary. Y GOABIIMHCTBA IeTell OHY MIPOITOAXKAANCH B
TeueHye 5-20 MUH, BO3HUKAaAK OOBIYHO Ipu Gere, OBI-
CTPOM IIOIbeMe IO AeCTHUIIE, B CBSA3M C SMOLMOHAAD-
HBIM HaIIpsDKeHVMeM ¥ COIPOBOXKIAAMCE, KaK IIPaBIAO,
BereTaTMBHEIMM HapyLIeHMAMI: HEyCTONYMBEIM Ha-
CTpOeHMeM, IIOXOAOJAHWEM KOHEYHOCTel, «350-
KOCTBIO», cepuebuenneM, IOTAUBOCTBIO, IPOXOIVAK
CaMOIIPOM3BOABHO U IIOCAe IIpyeMa CelaTUBHBIX IIpe-
napaToB. OTCyTCTBYe MIIeMIYeCKIX M3MeHeHMI B MIO-
Kaple, 10 TaHHBIM KOMIIAEKCHOTO 0OCAeIOBaHMs, 1103-
BOASIET PaCIeHUTh KapIMaATuy KakK IPOsBAEHME CUM-
HaTaAT¥M, CBA3aHHOM C IICMXOSMOIVOHAABHEIMHU OCO-
Gennoctsamu meteit ¢ [IMK («GoAb B cepiiie HeOTHeAN-
Ma OT AMYHOCTH»).

ITo naHHEIM AMTepaTypsl, 60AM B 00AACTH CepAla Y
neteit u nmogpoctkos ¢ IIMK u ICT moryt 65ITb 00-
YCAOBAEHBI CACIYIOIIVMY IPIIVHAMIA:
® ype3sMepHOe HaTsDKeHMe XOpi, MpUBOJsIlee K Iepe-

PaCTSDKeHNIO TAIMAASPHBIX MBIIIIT;

* MUKPOSMOOANS KOPOHAPHBIX apTepuil M3-3a HOBBI-
IIeHHOJ arrperarmy TPOMOOIIMTOB ¥ (UOPUHOZHEIX
DeTIO3UTOB, PaCIIOAOXKEHHEIX B YTAY MeXy A€BBIM
npencepayeM U 3aJHell MUTPaAbHOM CTBOPKO;

® HeIIpONOPIMOHAAbHAs TaxXUKapIms BO BpeMs pusn-
9eCKOTO 1/ VAU SMOIMOHAABHOTO CTpecca;

® runepagpeHepruuecKuii CTaTyc, KOTOPBI YBeAUdN-
BaeT IOTPeOHOCTh MUOKapZa B KUCAOPOIE;

® crla3sM KOpOHAaPHBIX apTepuil.

O6MOpoUHBIe COCTOSHMS HAOAIOIAAUCH TOABKO IPU
MK ma dore JCT u Geran 060ycAOBAEHBI OPTOCTA-
TYeckuM naneavem A/l

B mocaennee BpeMst 0OCy>KIaeTcs: BOIIPOC O Hapyllle-
HUM HellpoBereTaTUBHONM PeTyASIINMM CepIedHON mes-
TEABHOCTH ¥ COCYIMCTOTO TOHyca. Tak, MHOTYe aBTOPEI
OTMevaloT IIpy cuHApoMe MapdaHa OpTOCTaTHUECKYIO
runorteHsuio [13], yacTo conmpoBOXK/IAIOIIYIOCS TOAOB-
HEIMI O0Asmy [14]. Tene3 Bo3HMKaOmmX 06GMOPOKOB
IO KOHIIa He BBICHeH. Hamm maHHBIe HOATBEp>KIAioT
HaAM4Yye OPTOCTaTIIeCKON HeCTaOMABHOCTHI Y HeTelt 1
nozxpoctkos ¢ JCT n [IMK, a o6Mopoky nMmeroT Baso-
IeIpecCOPHEIN TeHes.

AycxyaprarusHas xaptuaa npu [IMK sa done ne-
mddepennuposannoit u auddepernnpoBaHHO
JCT 6p1Aa mpaKTHYeCKy OIVHAKOBa. Yalle Bcero omnpe-
TeASIACS ayCKYABTaTHBHBI (heHOMEH coueTaHMs IIeAd-
KOB C ITO3IHECHCTOANIeCKMM ImyMoM (53,5 u 42,9% co-
OTBETCTBEHHO), 3aTeM MO3THEeCYCTOAMYECKII YA TOAO-
cucroandeckuit mym (13,3 n 30,8% cooTBeTCTBEHHO,
p<0,05), pe>xe M30AMPOBAHHBIE CHCTOAMIECKIIE IEAUKN
(3,8 11 6,2% COOTBETCTBEHHO).

HabaAomaercs onpeneAeHHBIN TapaAAAU3M BBIpa-
>KEHHOCT! IPOAAOMPOBAHMS CTBOPOK M 3BYKOBBIX (he-
HOMeHOB. [1py M30AMpOBaHHBIX MIeAYKaX IIporndaHye
CTBOPOK OOBIYHO HEOOABIIOE, NPV M30AMPOBaHHOM
HO3JHECUCTOAMYECKOM M TOAOCUCTOAMYECKOM IIyMe —
3HaYMTeAbHOe.

/3BecTHO, UTO 06IMEGMOAOIIUECKOE 3HAYEHNE POCTa
COCTOMT B TOCTV>KEHMM TaKOTO YPOBHS Pa3sBUTH: Opra-
HM3Ma, KOTOPBIII HeOOXOIUM IASI €T0 pelponyKImu. Y

JeArOBeKa KOHeYHas IIporpaMMa pocTa COCTOMT B JI0-
CTYDKEHMY He TOABKO PEIPONyKTVBHOTO, HO IHTEAAEK-
TYaABHOTO ¥ COIIMAABHOTO COBepIIeHcTBa [15].

Bricokmit ypoBeHb CTUIM COeIVHMUTEABHOTKAHHOTO
pasBuTHs BBIABAEH Y neTelt u nogpoctkos ¢ JICT, mpu-
9YeM JIOCTOBEPHBIX OTAMYMIL B MOATpyNIax ¢ audde-
PeHIMpPOBaHHOM ¥ HemuddepeHIMPOBaHHOM IVCIAA-
31ell HaMJ He IIOAYYeHO, 3a MCKAIOUeHVeM TeX Hapylie-
HUI1, KOTOPbIe CBOJMICTBEHHBI ISl KOHKPETHOTO MOAEKY-
ASPHO-TeHeTI4ecKoro 3aboaesanus (Ooresp Mapda-
Ha — medpexT rena fibrillin-1 — 134797.0001, xoTopsIi
KapTupoBaH Ha xpoMmocoMe 15q21.1) mam cuHIpOM
Oaepca—/lanAroca, OGYCAOBAEHHBI MyTallMsMM B TeHe
koarareHa aabda-1(V) (COL5AT; 120215), xoarareHa
aabda-2 A (V) (COL5A2; 120190) mAM KoAAareHa aAb-
¢a-1 (I) (COL1A1; 120150).

C mpyroii CTOPOHEI, BEICOKasl YaCTOTa CTATM COeIHN-
TeABHOTKAHHOTO mm3sMOpuorenesa npu JICT nonrsep-
KIaeT ¢aKT, UTo Hapsdy C FeHeTUIeCKMMM MeXaHW3Ma-
M1 3a60AeBaHNM GOABIIOE 3HAYEHNE MMEIOT BHEITHNe
¢paxTOpBI, KOTOpBIE MOTYT BHI3BaTh 3HAUUTEABHEIE VH-
IVMBUIyaAbHBIE OTKAOHEHVS, KAMHIYECKUI TOAUMOP-
msm [ICT.

BaaapHas onenka peHOTHMINIECKMX IPOSIBACHMI CO-
efMHUTeABHOTKaHHON mucnaasuu npyu HCTI ceune-
TEABCTBYeT O GOABIIOM pa30poce M3ydaeMbIX IOKa3aTe-
Aell B maHHOM rpymne 60oapHBIX ¢ [IMK. B o101 CBSA3M Ha
OCHOBaHMM MHOIoaKTOPHOIO aHaAM3a, BKAIOYasd
aHaMHeCTHYecKye, TeHeaAOTMUecKye JaHHble, a TakXke
Pe3yABTaTEL 00CAeNOBAHNS HaMV BbIIEAEHBI TPY IOJ-
rpymmsl feteit u nogpoctkos ¢ [IMK ma ¢pone HCTI:

1-a - IIMK c ymepernabiMu nposibaeHusmMu HCTII
(koAMYecTBO 6aAAO0B OT 23 10 49 — 82 manuenTa);

2-1 — IIMK c¢ BerpaxxennsiMu mposteaernsamy HCT/I
(xoAmgecTBo 6aAr0B oT 50 10 75 — 196 marmeHToB);

3-1 — IIMK ¢ pe3ko Brlpa>keHHBIMU IIPOSBACHMIMMA
HCT (xoandecTBo 6aAr0B 0T 76 1o 90 — 62 manmeHTa).

ITpn pusMKaAbHOM OCMOTpe IpaHMITHI CepAIa Y BCex
06cAeOBaHHBIX OOABHBIX COOTBETCTBOBAAM HOPMAAb-
HBIM 3HaUeHNsM, 3a VICKAIOUeHMeM JieTell ¢ edpopMa-
VMM TPYIHOM KAETKM, KOTa IPOMCXOAMAO CMelle-
Hyte (JaIe BA€BO) HePKYTOPHBIX TPaHMUII aOCOAIOTHOM 1
OTHOCHUTEABHOJ TYTIOCTH CepIeYHON TeHM.

HosoabHO uacto y gmerent ¢ [IMK Ha dore HCT/I
OIpeleAsSAach IMAATAINS AeTOUHOM apTePUIL.

CaemyeT OTMETHTB, UTO PEHTTEHOBCKOE MICCAEIOBAHNE
II03BOASIET BBIABUTDH AMAATallMIO AETOYHOM apTepuu
(AA) 1 IONTBEPINTD ee BHIPaKEHHOCTD IpY VHEKCe
Mypa Goaree 40%, HO He IIO3BOASIET BBIIBUTH UCTUHHYIO
npranay muaatamy AA. Hamm nmposeneno comocras-
AeHMe ITOKa3aTeAs MHAeKca Mypa ¢ ypoBHeM CTUTM -
3sMOpuorenesa. VHnekc Mypa GbIA TeM GoAbIIe, YeM
GoABIIe OIpeneAs AOCh (PeHOTUIINYECKNX IPU3HAKOB
COeIVIHUTeABHOTKAHHOIO IM33MOpuoreHesa. D10 HOJ-
TBep>KJaeT CBSA3b IMAATaIlMM AeTOYHOM apTepyi C He-
IIOAHOIIEHHOCTBIO COeIMHUTEABHOTKAHHOTO MaTpHKCa.

OcHoBHEIE 3AeKTpOKapauorpacdudeckye Hapylile-
Hus, o6Hapy>xuBaeMere npyu HCTI u ICTI, BcTpe-
yarorcs B 30% cAydaeB ¥ BKAIOYAIOT M3MeHeHMsI KOHeY-
HOJ 4YacTy >KeAyJOYKOBOTO KOMIIAeKCa, HapyIIeHNs
CepIeyHOro pUTMa ¥ IPOBOIMMOCTH, YIAMHEHNe VH-
tepBara QT. AHOMaAMM PeTIOAAPU3AINM BBLIBASIOTCS
Kak IIpy nposefeHnn crangaptaoit DKI' 1 3HaUMTeAD-
HO Yallle Ip¥ CYTOUHOM MOHUTOPMPOBAHMYU SAEKTPO-
KapauorpaMmsl [16].

aHHbI HaKT CBUIETEABCTBYET O HAAWYMMA Y IeTel C
curagpomoM [IMK Ha done xak muddepennupopaH-
HOM, Tak U Hemuddeperunuposarnnoi JCT ckpritoi
MMOKapIMaAbHON HecTabuabHOCTH. [TosIBA€HNE pero-
ASIPU3AIVOHHBIX M3MEHEHMI B OPTOIOAOXKEHUY MOXK-
HO OOBSICHUTD YBeAWYeH)EeM HaTsDKeHNS TalMAASIPHEIX



MBIIII] 33 CYeT BOSHMKAIOIIeH TaXMKapIui, YMeHbIIe-
Hisl 06beMa AeBOTO JKeAYIOUKa ¥ YBeAWYeHNs TAyOu-
HBI ITpOAAOVpOBaHIs CTBOPOK. EcAn paHbIe mpuunHy
takux ST-T usmernernit Ha KT nmpu I IMK cBssb1Baru ¢
UIIeMIIeCKMM HapylleHyreM KOPOHapHOTO KPOBOOO-
pallleHus MAKM pacCMaTpUBaAK KaK cOYeTaHHOe Ipo-
ABA€HME IMCIIAACTMYEeCKOro IIpolecca B cepale, TO B
HacToslee BpeMsl OOABIIMHCTBO aBTOPOB BUIAT IPY-
YMHY peloAsSpU3alMOHHEIX Hapymenmi npu IIMK B
runepcuMuatukoTonun. ITono6Hoe yrBep>xneHue 00-
ocHoBEIBaeTcs TeM, 4to ST-T nsmenenys npu IIMK no-
cAT BapuaOeAbHBI XapaKTep ¥ MOAHOCTBIO MCUE€3aI0T
Ipy IpOBe/leHNy Harpy3049HOi hapMaKOAOIMIeCKO
IPOGEI ¢ 3-aZpeHOOAOKATOPOM.

B enyHMYHBIX IyOAMKAIMAX COOOLIAETCS O BO3HMK-
HOBEHMM MMOKapAMAAbHOM MIIeMUM IPU CMHIPOMeE
IIMK y neteit [17]. B reHe3e TpaH3UTOPHOM MIIEMUN Y
TaKuX GOABHBIX MOTYT A€XKaTh BPOXIEHHbIE AaHOMAaAUM
KOPOHApPHBIX COCYA0B. MuoKapaaAbHas MIIeMys Ha-
MU yCTaHaBAMBAAach IpM NpPOBeIdeHNN (pu3MuecKon
Harpysky, B CAydae eCAM IIPOMCXOIMAO YXyIIUIeHMe
Impolecca pernoAdpU3aluy UIIeMUUecKoro TeHesa, 1
BBISIBASIAACDH Y €IVHIMYHBIX OOABHBIX (y 2 IaIMeHTOB C
TIMK 1 HCT/I u 3 manmenTos ¢ JICTI).

Hamn mpoBeneHo u3ydenye MaABIX aHOMAAMI Pa3By-
st cepaeunsix cTpykTyp y gereit ¢ [IMK u JICT. Boas-
IIMHCTBO U3 MUKPOAaHOMAAUI MMEIOT OTHOIIeHNe K CO-
eIVHUTeABHOTKAHHBIM CTPYKTypaM cepana. OmHu Ma-
ABle aHOMaAMM, HallpuMep HapyIleHHOe pacIpeneAe-
HJe XOPI, MOTYT MMeTh HeIIOCPeICTBeHHOe OTHOLIEHYe
K cuagpomy [IMK, sBAssch TpuYMHHBEIM (haKTOPOM.
Hpyrue anoMaAuy, HampyMep AMAATaIMsI MaTrUCTPaAb-
HEBIX COCYJIOB, KOPOHAPHOIO CHMHYyCa ¥ JIp., OTpaXkaioT
HEIIOAHOIIEHHOCTh COeIVHUTEABHOTKAHHBIX CTPYKTYP.

Ocoboe 3HaueHNE MMEIOT AHOMAABHO KpeIlsmuecst
CYXOXMABHBEIE XOPIbl HOAKAAIIAaHHOTO anmapaTa. Psan
aBTOPOB CUMTAIOT MX IPUUYMHONM IIPOAAIICA MUTPAABHO-
ro kAamasa [18].

IIpu coenMHNTEeAPHOTKAHHOM IMCIIAA3UY CTpanaeT
He TOABKO KAaIlaHHBIN alllapaT cepila, HO M MarycT-
PaABHEIE COCYZEL B 9T0i cBA3KM HaMy IpeIIpUHATO U3-
YYEHMe SAACTUUYECKMX CBOMCTB aOPTAABLHOWM CTEHKM Y
noxapoctkos ¢ IIMK o merony E.Michelfelder u coasr,,
[19]. ITpoBommAOCh OlIpeneAeHMe MHIEKCA PACTSKIMO-
CTY ¥ KeCTKOCTY aOPTHL.

MccaenoBarue npoBeneHo y 64 IOIPOCTKOB B BO3pac-
Te 15-18 Aet (cpemunit Bospact 16,4+0,7), pasneAeHHBIX
Ha 2 moarpymnsl: 1-g noarpymmna — 48 namvenTos (33 me-
Bymku u 15 oHomest) ¢ [IMK na dpore HCTII; 2-1 mox-
rpymna — 16 (10 meBymurex, 6 1oHOILIEN) HAlMEHTOB C
IIMK n ACT/.

YcTaHOBAEHO TOCTOBepHOe IOBHILIeHNe MHeKCa pac-
TSDKMMOCTH aopThl (aortic distensibility: koHTpoAB
0,0021+0,005 mmHg-1, IIMK un HCTZ - 0,0035+0,007
mmHg-1, TIMK un OCTAO - 0,0038+0,006 mmHg-!
(p<0,001 u p<0,001 cooTBeTCTBEHHO). A TakKe 0OHApY-
KeHO IIOHIDKeHMe ee XecTkocTu — Index of aortic stif-
fness B koHTpore (25,2+4,9), mpn IIMK n HCT
(17,6£6,9, p<0,001), mpu IIMK n OCOT (19,5+54,
p<0,001). [ToryueHHbBIe pe3yABTaTHI CBUIETEABCTBYET O
toM, uto JICT pacmpocTpaHeHa He TOABKO B MUTPaAb-
HOM KAallaHe, HO ¥ ABASETCS OOIIenaTOAOTMIeCKIM
mporeccoM. IToBrIneHHas 3AaCTUYHOCTD M CHIDKEHHAs
JKeCTKOCTb a0PThI MOXKET CAY>KUTB ellle OJHUM MHAMKa-
TOPOM CAABOCTY COeIVHUTEABHO TKAHN.

YcTaHOBAEHBI XapaKTepHBIE BereTaTMBHBIE M3MeHe-
uust upu [IMK na dorne HCT/I. [Tpu yseandenun cre-
nenn [JCT nponucxommao JOCToBepHOe yBeArdeHMe Ba-
TOTOHMYECKUX IIPU3HAKOB, YTO MOXKET OBITH CBSI3aHO C
KOMIICHCATOPHOM PeakIieil Ha MCXOAHYI0 CUMIATUKO-
TOHMIO.

IIpoBemeHHOe ¥CCATOBaHME COCTOSIHMS BereTaTiB-
HOJ HepBHOM CHCTeMBI IO3BOAMAO YCTAHOBUTE Xapak-
TepHbIM BereraTusHb HatrepH 1pu JCT/, xorma nmc-
XOIHas CUMIIATMKOTOHMS COYeTaeTcsl C acMMIIaTUKOTO-
HIYeCKOJ peaKTUMBHOCTHIO. [IaHHBIN (PaKT CBUIETeAD-
CTBYeT O HU3KOM aJallTallOHHOM CIOCOOHOCTH ¥ OBI-
CTpPOJ1 «MCTOIaeMOCTH» cuMIaTideckoro 3seHa BHC.

Y muOTNX Hetelt ¢ [IMK, mpenMyIiecTBeHHO B TOIPO-
CTKOBOM BO3pacTe, BRIABAIIOTCS IICMX0IMOIMOHAABHEIE
HapyIlleHus, IpeIcTaBACHHbIe TeIPeCCHBHBIM U acTe-
HUYECKMM CUMIITOMOKOMIIACKCAMIA.

C meApIO OIIEHKM ICHMXOAOTMUYECKOIO IOpTpeTa AMY-
HOCTY HaMJ MCIIOAB30BaACSI COKpaIlleHHEI1 MHOTOdaK-
TOPHBII OpocHUK AndHOCTI — CMOA.

[Tpu onpeneAeHny ICUXOAOTIIECKOTO Ipocpuast (06-
caenosaHo 200 IOAPOCTKOB) AMYHOCTY IIyTeM TeCTUPO-
Barust CMOA, Hamyt GBIA TTOAYYEH Sl 3aKOHOMEpPHO-
CTelL.

Iloxasatean ycpennenHoro npodguas CMOA y noz-
POCTKOB KOHTPOABHOJ I'PYIIIIEI He BRIXOOVAM 3a IIpejie-
ABI YCAOBHO IPUHATON HOpMBL: >70 1 <40 OaAAOB.

MakcumaabHBIE XapaKTepOAOIMYEeCKMe M3MeHeHNUs
Op1AM o6HapyXensl y noapoctkos ¢ [IMK na done
HCT. O6pamaAM Ha ce0Osl BHMMaHMe BBICOKMe 3Haue-
HJS IO BTOPOL M CeZIbMOJ ITKaAaM, IIpeBbimaromye 70
6aAAOB, UTO OTpPa’kaAO BBIPaKEHHYIO IICHMXOAOTIYe-
CKyI0 Me3aflalTallMio, a TakKXe HMKM IPOdUASL IO
TpeThbeil HIKaAe, IOAYepKMBaIOIINe 3K3aAbBTMPOBaH-
HOCTb IOBEIEHMS ¥ SMOIMOHAABHYIO AaOMABHOCTB.
Kpome TOro, MeXTpynmoBbie OTAMUMS OBIAY TIOAYIEHBI
IAS TIOKa3aTeAel JaHHOM HMIKAABI MeXIy TpyIIaMu C
HCTI n OCTA. Obpaiuaer Ha ce0sl BHMMAaHNUe M MUK
IpodMASL IO epBoiL IKaAe (67,5 6arra), IpUOAIKAIO-
IIWIACS. K YCAOBHOM T'PaHUIIe IICMXMYECKOM HOPMEI /1a-
ToAOTYMM — 70 GAaAAOB. DTO TOBOPUT O 3HAUMTEABHO BBI-
Pa’keHHOM CKAOHHOCTHM K arrpaBallui, «yXomy B 6o-
A€3Hb» IIOAPOCTKOB 3TOJ IPYIIIBI, YTO COUETAeTCs C BbI-
PakeHHOJ SMOIIMOHAABHOM AAOMABHOCTHIO.

B rpymme nogpocrkos ¢ [IMK u ICT/I 651A1 0OHApPY-
>KeHBI TOCTOBEPHBIE IOBBIIEHN IPOUAS IO BTOPOHA,
TpeTheil M CelIbMOJ IIKaAaM OTHOCUTEABHO T'DYIIIII
CpaBHeHMs, 4TO OTPaXkaAO CyMpauHbIi (DOH HacTpoe-
HIS, TOBBIIIEHHYIO TPEBOXXHOCTh B COYeTaHWUM C TeH-
IeHIyel K MICTePUIeCKMM peaKIVAM.

BrIsiBA€HO CHIDKeHMe KadecTBa XKM3HHU y IOIPOCTKOB
npu pasandsbix BapuaHTax IIMK, sarparmparomee
KaK ICUXMYecKoe, Tak U dusuyeckoe 3poposbe. Cre-
IIeHb CHVKeHNs KadecTBa XKI3HM ¥ KOAMUYECTBO 3aTpo-
HYTBIX IIKAA 3aBMCUT OT BRIPa>KeHHOCTH COeIVHNTeAD-
HOTKaHHOM mucnAasmu. JIas nogpoctkos kak ¢ ITMK u
ACTH, tax u IIMK 1 HCT]I 65110 XapaKTepHO CHILKe-
HJle KadyecTBa KM3HM IPaKTUUeCK) IO BceM M3ydeH-
HBIM IIKaAaM. B ITKaAax, xapakTepusyonmx ¢pusnde-
cKoe (PYHKIMOHMPOBaHME, HAMMEHBIIMe ITOKA3aTeAN
orMeuaAuch B rpymme Ani ¢ [IMK n ICTZI. YTo Xe Ka-
caeTcsl IICUXMIeCKOro KOMIIOHEeHTa 30pOBbsl, 3/1ech Ha-
MMeHbIINe 3HaueHMs OTMeYaAMCh B IpyIIle IIOApO-
crxop ¢ I[IMK n HCT/I, xors y nanuenTos ¢ [IMK n
OCT/I orn Taxke OBIAYM TOCTOBEPHO HILKE KOHTPOAB-
HBIX 3HaueHWi. TakuM 06pa3soM, MOXKHO CIeAaTh BBI-
BOJI, YTO CTelleHb COeIVHNTeAPHOTKaHHEIX HapyIIeHNIA
ABASIETCS BefymuM (haKTOPOM, OIpeeAsIomuM Kade-
CTBO >XM3HM IIOIPOCTKA.

Taxtuxa senenns nereit c IIMK pasandaercs B 3aBu-
CHMMOCTY OT CTelleHM COeIVHUTeAbHOTKAHHOM IMCIIAA-
3111, BRIPaXKeHHOCTY IPOAAOMPOBaHN CTBOPOK, XapaK-
Tepa BEereTaTMBHBIX ¥ CePIEYHO-COCYMUCTHIX U3MeHe-
a1 [20].

Hamu oTMmeuyeH IOAOXMTEABHEI pe3yAbTaT IPH
Aegerny netedt ¢ [IMK n [ICT xapEMTEHOM U IIpemapa-
TaMy MarHysL.
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Y nereit u moxpoctkos ¢ IIMK u [ICT B 60ABIIMHCTBE
CAydJaeB OTMeueH nedpUINT KapHUTMHA, KOTOPHINA MOT-
TBEP>XXIAeTCs CUHIPOMOM XPOHMYECKON YCTaAOCTH.
[Tpo6a c KapHUTEHOM SIBASIETCS MHAMKATOPOM HeZloCTa-
TOYHOCTH TPOMOTPOIHBIX MEXaHU3MOB B PETYASINN
cepreqHoN neaTeAbHOCTH. O MOAOKUTEABHON peaKImu
Ha KapHUTEeH CBUeTeAbCTBYIOT n3MeHenns BCP B Buze
yBeandenns VLF u ymensmennsa HFE Bcem nersam c
IIPOAAIICOM MUTPAABHOTO KAaIlaHa IIO0Ka3aHO Ha3Haue-
HJle KapHUTeHa JASl yAYYLIeHUs SHepreTMUecknx Ipo-
IIECCOB B CEPIEUHON MBIIIIIE.

He BEI3BIBaeT COMHEHMsI, YTO 3HEPTOTPONHas Tepa-
sl KapHUTeHOM (Ha MaTepuase obcaemosanys 30 me-
Tell) SIBASIETCSI BKHBIM 3B€HOM KOPpeKIy 0OMeHHEIX
HapylleHn1 B cepiedHOM Mbime Y 60oapHBIX ¢ [IMK 1
JCT. C mpyroit CTOPOHBI, IIOAOKUTEABHBIN 3¢pdeKT OT
IPOBOIVMOJ Tepaluy MOATBepXKIaeT GOABIIYIO POAB
BTOPMYHOM MUTOXOHIPUAABHOM HEeJTOCTaTOYHOCTH B
naToreHese COeIMHUTEAbHOTKAHHOM IMCIIAA3HN.

HaMmu rtakxe IpoBeIeHO MCCAeIOBAHME BAVIHMS
npenapaTa Marmepor® Ha CTPYKTypy CTBOPOK MMT-
paabHOTO KAanaHa mpy [IMK cesasarsoro ¢ HCT/I.

B nexomnpix snavennsax mpu [IMK BrrsiBAeHa mocTo-
BepHO OOABIIASI TOAIIVHA CTBOPOK Y MaAbumkoB (t=5,11
p<0,05), ueM y meBodek. YUepe3 ron mocae KypcoBOro
AedeHMs npenapaToM Maraepor® BBIIBAEHO JOCTOBep-
HOe yMEeHbIIeHVe CYMMAapHOM TOAIIMHBI CTBOPOK MUT-
PaABHOTO KAallaHa Kak y JIeBOYeK, TaK M Y MaAbUMKOB
(p<0,05 n p<0,05 coorBercTBerHO). CAeOBaTEABHO, Mar-
HepoT® OKa3blBaeT CyIeCTBeHHOe BAMsHME Ha IMCIIAA-
CTMYECKMI IPOLecC B COeMHUTeARHOM TKaHu. [ Iperapat
CIIOCOOCTBYeT HOPMaAM3alliy KOAAAT€HOOOpa3OBaHus B
CTBOpKax KAallaHa, TeM CaMbIM IOBEIIIAeT X YIPYIOCTb.

ITocae 6-MecsSIYHOTO Kypca Tepanuy IIpemapaToM
Marnepor® y nanmenTos ¢ IIMK n HCT/] ycranoBA€HO
3HAUMTEABHOE yAydIleHVe OOBeKTUBHOM M CyObeKTVB-
HOJ CMMIITOMATUKM C IIOAHOM VA IIOYTH IIOAHOM pe-
IyKIyel IposBAeHWIT 60Ae3HN O0Aee YeM Y IIOAOBUHEL
6oabHBIX. Ha doHe AedeHNMST OTMeUeHO yMeHbIIeHNe
TSKeCTH CMHIPOMa BereTaTMBHOM IMCTOHMUM, COCYIM-
CTBIX, TeMOPPArM4ecKnX U ICHUXONaTOAOTMUYECKMX pac-
CTPOJICTB, HapyIleHWii puTMa cepana, yposas All, a
TaK>Ke YAyUIlleH)e KadecTBa XM3Hy HanyeHTos. Kpome
TOTO, Ha (pOHe AeUeHNsI JOCTOBEepHO YMeHBbIIMAACh BEI-
PaKeHHOCTh MOP(POAOTMIECKIX MapKepOB IVMCIIAA3IA
coenHNTEeAbHON TKaHy [10].

TaxuM 06pa3oM, HOAYUEeHHBIE TaHHbIE KOCBEHHO CBY-
IeTeABCTBYIOT O TOM, YTO B OCHOBE AMCIAACTHIECKOTO
PasBUTI COETMHUTEABHOTKAHHEIX CTPYKTYP OOABIIOe
3HayeHNe UIpaloT He TOABKO IeHeTHdecKye (paKTOpH,
HO 1 TTaTOAOTMYECKOe «Co3peBaHue», uddepeHInpos-
Ka COeIMHMUTEABHOJ TKaHM NPy HapyIIeHHOM deTaAb-
HOM passutuy. ITpu sToM HEOOXOIVIMO OTMETHUTSH, UTO
pasBuUTHe M CO3peBaHye MATPAABHOIO allllapara, Coeu-
HUTEAbHOTKAHHBEIX CTPYKTYpP M BereTaTMBHOM HEPBHOM
CHCTEeMBI IIPOUCXOIUT CMHXPOHHO B OJHO M TO JKe BpeMs
sMOpyOTeHe3a 1 HOCTHATAABHOTO OHTOTeHe3a.
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