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KAPJIUAJIbHBIE ITPOABJEHU A HEANOOEPEHIIMPOBAHHDBIX
COEAJMHUTEJIbHOTKAHHDBIX TUCIIJIASUU Y JETEN
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XapbKOBCKCZH MeguUuuHCKas akagemus noCAeqgunAoOMHOro OﬁpaBOBClHllﬂ,
XapbKOBCKLlﬁ FOpOgCKOﬁ KAUHU4YecKull pOg’LlAbelﬁ gOM C HEOHAMAAbHbBIM CMAyUOHAPOM

OcBelieHbl COBPEMEHHbIE B3IJISI/IbI HA PACIPOCTPAHEHHOCTh, KIMHHYECKUE NPOSIBIEHHS, 0COOEHHOCTH
OuOCHHTE3a KoJUIareHa M AUarHocTuky HeauddepeHupoBaHHbIX COEIMHUTENbHOTKAHHBIX AUCILIA3HI

y AeTeid.

Cpenn coenunurenbHoTKaHHbIX nuciiazuii (CT/),
KOTOPbIE TIPEACTABIAIOT c000I aHOMAIUIO TKAHEBOM
CTPYKTYPBI OT/IEJIbHBIX BUIOB KOJIJTAr€HA UJIN HApyllleHne
WX COOTHOIIEHMUS, BBIJEJSIOT CUCTEMHbIE HACJIEe/CTBEH-
Hble CUHIPOMBI U 3a00JIeBAHUST COEUHUTEILHOU TKAHU
(CT) c BucnepanbabiMu IposiieHusAMH. K nmocaegnnm
otrocst curgpom CT/I cepita, BRIOYAIONTU TIPOTATICHI
KJIANIAHOB Cep/Illa, AaHEBPU3MbI Me3KIIPE/ICEP/IHO 11ePero-
POZIKKM ¥ CUHYCOB BasibcaBbl 1 aHOMAJIBHO PACIIOJIOKEH-
usle xopasl (APX) [1].

B ocnose nuddepennuposannnx gedextoB CT se-
JKUT TEHHBIN IePeKT ¢ onpeie/IeHHbIM TUTIOM HACJIe10Ba-
nng, npuannoii Heauddepennuposannsix CT/] mpunaro
CUNTATh MYJbTH(AKTOPUAIbHBIE BO3/EHCTBUS HA TLJIOJ
B IIEPUOJL €r0 BHYTPUYTPOOHOIO PA3BUTHsL, CIIOCOOHbIE
BBI3BATD Jle(heKT reHeTu4YecKoro anmapata [1].

Hemuddepenmuposannsie CT/] MoryT nposBiaTh-
Csl IUCIJIACTUYECKUMY M3MEHEHUSIMU KaK B OJIHOM, TaKk
1 B HECKOJIBKIX OpPraHax u cucremax. K u3oJmpoBaHHbIM
CT/l otHocaT caydan BoisiBienus nedexra CT, mmerorie-
TO TOJIBKO OZIHY 4eTKYIO JIoKaIu3anuio [2].

Haubosiee yacThiMu 1IPOSABJIECHUSMU JUCILIIACTUYE-
CKMX KapJUOTaTHil SBJISIOTCS IPOJANC MUTPAJIbHOTO
kramana (IIMK) n APX nesoro xenynouxa [3]. IIMK
npejacrapisger coboil MpoBucanue OAHON Uau 06enx
CTBOPOK MUTpanbHoro kiaanana (MK) Bo Bpems cuctosnt
B IIOJIOCTD JIEBOTO TIPE/ICEPANS BhIIIE YPOBHA MUTPATHHO-
ro kombia (MK) 1 MoXkeT BbI3LIBAThH peryprutanuio [4].
AHOMaJIbHBIE XOP/IbI B OTJIMUNE OT UCTUHHBIX MPUKpPE-
IJISIIOTCS HE K CTBOPKAM KJIANIAHOB, & K CTEHKAM JKeJIy-
JI0YKOB, IIPEICTABIISIOT COOOI IePUBAT BHYTPEHHETO Mbl-
HIEYHOTO CJIOS TPUMUTHBHOTO CEP/Illa, BOSHUKIIIETO B 9M-
OGPUOHAJILHOM [EPHUOJIE [P OTHIHYPOBKE MAUJIAPHBIX
MbIIIIL, U B ocHOBHOM (110 80 %) pacroiaraiorcst B JIEBOM
Kemymouke [5].

Hecmotpst na 6osee gem 40-eTHuil nepuos usyde-
uust, CT/l cepaiia BeI3bIBaeT MHTEPEC MCCaeoBaTes e
U3-3a JI0BOJIBHO GOJIBIION PaCpOCTPAHEHHOCTU 1 TSIKE-
ctu ocyaoxkuenuii [6]. Jlanusle o pacIpoCTpaHeHHOCTH
[IMK B nomyisiiiny HEOHOPOTHBL: COCTABJISIS B CPE/THEM
4—5%, OHM BapbUPIOT B PA3JIMUHBIX BO3PACTHBIX U Pa-
coBbIxX Tpytmnax ot 1,6 no 23,5% [2]. Ilo nanHbIM OTeve-
CTBEHHBIX Hccyenosareseii, yacrora IIMK cocrasiser
5-10%, 2,5-20,5% B nomnyssuuu 1 10 30 % cpeau 601b-
HBIX CEPACUHO-COCYTUCTHIMU 3abomeBanusmi |7].

Y nereii vactora IIMK coctaBiser B cpennem
1,4 % [8]; y mpaktuuecku 310poBbIx faereit — 4—14 % [9],
a TIPY HAJIMYKMK COIYTCTBYIOIIEN MATOJIOTUU BCTPEYaeT-
ca 3HaunTeabHo vame. APX mMmeoT MeHbIIyio pacipo-
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cTpanenHocTsb B momyssiiun — 30—-50 % ot Beex cirydaen
IIMK [9]. Cpenn HOBOPOXKAEHHBIX, KOTOPBIE MEPEHECIN
aHTe- ¥ MHTPAHATAJIBHYIO TMITOKCHIO, TPU3HAKK JIUCILIA-
cruyeckoit kapauonaruu umeior 10,2 % [10]. IIpu ob6ese-
JOBAaHWUU JIeTel U3 9KOJOTHYEeCK HeGJIaronpUsITHIX 30H
AHOMAJINHU XOP/IAJbHO-KJIAIIAHHOTO alllapaTa 0TMeYaT-
cst yaiie — ot 21,8 10 36—42 % [11]. CootHotienue moJios
ocTaeTcs P 9TOM OCTOSTHHBIM — M :2]1 [2].

U3 nByx crBopok MK waiie nposabupyer mepej-
Hsass — 44-77 %, sanusas — 22—23 %. [Iponamc obenx
CTBOPOK oTMeuaetcs B 33 % ciaydaes [12]. APX B seBom
JKeJIyJIOUKe BBISIBJISIIOTCS Yallle, YeM B IIPaBOM, B COOTHO-
menny npubsusuresnsuo 4:1 [5].

st o6bsicenust npuuubbl [IMK BbiiBunyTO He-
CKOJIbKO TEOpUil: MUOKap/AMaIbHasl, peBMaTu4YecKas
1 kJ1anannasg. boabmuHcTBo MccaeoBaresneil ABISIOTCA
CTOPOHHUKAMU <KJIAIIAHHOI» TEOPHUH, B COOTBETCTBUU
€ KOTOPO#l HaJIn4yKe TeHETHYECKH JIETEPMUHUPOBAHHOTO
nedexra kiaanana npuBoauT K «ciaabocru» CT crBOpoK
MK 1 ux 1mpoaGupoOBaHUIO B HOJOCTD JIEBOTO IIPEICep-
nug [13]. B nmacrosmiee BpemMs 9TOT TeH He HAeHTH(U-
poBaH, HO obHapy:keno, uto [IMK umeer ayrocomuo-
JMOMUHAHTHBI TUTT HacaenoBanus |14, 15]. Kpome Toro,
y 6ombrbix ¢ IIMK orMedeHa HOBbILIEHHAS] 9KCIIPECCUS
anTurena B35 cucrembr HLA, yTo npuBoauT K Hapyiie-
HUIO MeTaboJiM3Ma KOJUIareHa BCJIEACTBUE HU3KOTO CO-
JiepKaHsa BHYTPUTKAaHeBOTO Maruus. B c¢Basu ¢ geduin-
TOM Martus GuOPOOIACTHI CHHTEZUPYIOT HETTOJHOIEH-
HBI KOJITareH, 4to 00yca0BaAnBaeT (PYHKIMOHATIBHYIO
HEIOJIHOIIEHHOCTh COEJIMHUTENbHON TKAHU HE TOJBKO
cepana, Ho u apyrux opranos [ 16]. [Ipeanonosxkenue o na-
PYIIEHNH CTPOEHUSI KOJIJIATeHA TTO/ITBEPIKIAAETCS Pe3yJib-
TaTaMy MaToJI0T0-aHATOMUYECKUX UCCIIeI0BAHMIA TIPOJIa-
6upyiomux crBopok [17]. Kpome T0ro, B MUKCOMATO3HO
M3MEHEHHBIX CTBOPKaX ObLIM 0OHAPY/KEHBI TOMOJHU-
TenbHbIN KoJutared 111 tuma, a Tak:ke HEMOJIHOIIEHHOCTD
kosmarena V tuma [18]. B 38 % ciyuaeB Mukcomarosnas
JlereHepains pacipocTpaHseTcss Ha XOPJAAJIbHbIH amia-
par, IIpu 9TOM THUCTOJOTMYECKNEe U3MEHEHUS] B XOP/ax
AHAJIOTUYHbI TAKOBBIM B IIPOJIabupyionmx crBopkax [18].
Mukcomaro3Hasi JiereHeparusi MoKeT 3aXBaThIBaTh TaK-
JKe MPOBOJISIIILYIO CUCTEMY Cep/illa U BHYTPHCEP/eUHble
HepBHbIe BojIoOKHA. TakuM 06pa3oM, 06LUIHOCTD IIPOUC-
xoxaerns [IMK n APX nocrarouno aprymenTupoBaHa.

BuocunTes KoJlareHa JIoKaiusyercst Ha pubocoMax.
Oco6EHHOCTBIO €ro SIBJISETCS ITUAPOKCUIMPOBAHUE OCTAT-
KOB [IPOJIMHA 1 JIN3UHA, Y’K€ BCTPOEHHBIX B TOJIMIIEITH]I-
HYIO T€TTh, TIMKO3UINPOBAHIE OKCIIH3IHA, 00pa30BaHIe
MEPEKPECTHBIX CBA3€H MEXK/Iy MOJIEKYJIaMU KOJlJlareHa

MEXAYHAPOIHbIA MEOLIHCKMM XYPHATT Ne 42005



T.M. KIMMEHKO... KAPAVMAJIBHBIE ITPOABJIEHUA HEANOOEPEHIIMPOBAHHBIX COEIMHUTE/TbHOTKAHHBIX...

110CJIe UX BBIXO/IA 32 TIPeJieJibl CHHTE3UPYIONel NX KJeT-
xu [19]. B nacrosmee Bpems usBectHo 14 THNOB KoJLIa-
reHa. KoJisrareHbl pasimyHbIX TUIIOB OTJINYAIOTCS YEPEI0-
BaHMEM MOJIEKYJI IPOJIMHA, IJINIIMHA, JIM3NHA, & TAKKE CY-
IIECTBOBAHNEM TOJIBKO KOJIJTAreHa TH/IPOKCHIIbHBIX (hopM
JIN3WHA ¥ TIPOJIMHA — OKCUJIN3WHA U okcurposuna [20].

Buocunres npoxosnarena, 6ejika, U3 KOTOPOTO
B HIocIe/tyionemM (POpMUPYIOTCST KOJIJTAr€HOBbIE BOJIOKHA,
ocyiectBIsioT Gubpobiactbl. dTanbl GOPMUPOBAHKS
KOJIIATEHOBBIX BOJIOKOH HPEICTABICHBI TAKUM 00Pa3oM:
bubpobaact (CMHTE3 MOJUIIENTUAHON 1ENH, TUAPOKCH-
JIUPOBaHUE U IJIMKO3WJINpOBaHue, 0O6pa3oBanue Tpoii-
HOW CIIUpasu, CeKperus) — My4YKu MpoKoJIareHa (Tu-
JIPOJIN3 TIEMTUIHBIX CBI3€l) — IMyYKU TPOIOKOJIJIareHa
(cbopka BOMMBYU TIOBEPXHOCTH KaeTKu-bubpobiacra) —
KOJLIAr€HOBOE BOJIOKHO (0Opa30BaHUE TIOIEPEYHbIX CIIIH-
BOK) — 3pejoe KoJuIareHoBoe BOJIOKHO. OKCHUIPOJINH
OTBETCTBEHEH 3a (hOpMUPOBaHKUE CTAOUIBHOI TIPU TeM-
repaType TeJia 4eJloBeKa TPOMHON CIUPATN KOJJIAreHo-
BOI MOJIEKYJIbI, @ OCTATOK OKCUIIPOJINHA y4acTBYeT B 00-
Pa30BaHUM MONEPEYHBIX KOJIJIATE€HOBBIX U 9JIACTHHOBBIX
dbubpuin [21].

Cunraercst, 4TO Uit OLleHKH 0OMeHa KOJLIareHa ciie-
JIyeT U3y4aThb IMOYEYHYIO0 9KCKpPEIio oKkcuipoanna. Ilo-
CJIEJIHSIS TTO3BOJISIET KOJIMUYECTBEHHO OIEHNTh U3MEHEHUST
obmMena Ge3 onpe/esieHrs POJIU BEAYIIETO MPOIECCa, TaK
KaK COJIepKaHKMe OKCUIIPOJIMHA B MOYE 3aBUCUT U OT CKO-
pocTu GHOCHHTE3a KOJJIAreHa 1 OT MHTEHCUBHOCTH [IPO-
neccos karabosmsma [19]. OaHako Takue ucciegaoBaHus
He JIAI0T BO3MOKHOCTU M3YYUTh COCTOSIHME KOJLJIareHa
OIIPE/IEJICHHOrO THUIIA, MOCKOAbKY MeTabonutel CT ne
obsagaoT tunoctenuguuyHocThio. [TosyueHHble gaH-
HbIE MOTYT UMETh 3HAYEHUE /171 BBISIBJICHUS JIeTell ¢ pH-
CKOM Pa3BUTHUSA COCITUHUTENbHOTKAHHON naTosoruu [19].
Ompenenenne NUPUINHOMNHA — CHEIIU(PUUHOTO MapKepa
Jerpagaiyu 3pesibix KojareHosbix Gubpusut CT raxske
Masonndopmarusno [20]. C pazButuem ummyHodep-
MEHTHBIX METO/IOB MCCJIeIOBAHMS OSBUJIACH BO3ZMOJXK-
HOCTb OIIpe/ieJIeHHs] THUIA MATOJIOTHYECKN U3MEHEHHOTO
kosutarena [21]. Ornomenue carboxyterminal propep-
tide of type I procollagen u carboxyterminal telopeptide
of type I collagen ncnonbsyercs kak nnaukarop GamaHca
MEJK/Ly CHHTE30M M JIerpajialiieil KoJuareHa.

Temopunamuuecku 3nauumbiit IIMK nabaonaer-
ey 1-2% nacenenus [22]. [IMK Bieuer 3a coboil Ha-
pyllleHNe HOPMAJIBHOTO TI0TOKA KPOBHU: TIOBBIIIAETCSI €ro
TypOYJIEHTHOCTD, MOBPEKIAIOTCS XOPIBI, YTO CIIOCO6-
cTBYeT TpoMGOo0Gpa3zoBaHmio, GaKTEPUATbHBIM OCIOK-
HEHUAM, MUTPAJIBHON peryprutanuu. Y Ka3aHHbIE U3-
MEHEHUSI TeMO/IMHAMUKY TTPUBOAST K KJIMHUYECKN 3Ha-
YUMBIM KapAMOBACKYJISIPHBIM HAPYIIEHUSIM C OCTAHOB-
xoit cepana [23]. APX Taxxe usMeHAIOT TOTOK KPOBH,
OJIHAKO IPU 3TOM HMeEeT MECTO HeCKOJbKO MHOW Mexa-
HU3M — XOP/Ia Ha IYTH TI0TOKA KPOBU BBI3BIBAET JIOTIOJI-
HUTEJIBHYIO €ro TYpOYJIEeHTHOCTD, YTO, B CBOIO 0YEPE/lb,
MOBPEX/IAET IH0KAP/, HOPMaJIbHble 1 aHOMAJbHbIE
XOPJIBI, CIOCOOCTBYsI, TAKUM 0OPa3oM, GaKTepUaIbHbIM
u TpoMGoaMOOIIMYECKUM OCI0KHeH M. Kpome Toro, u3
Pe3yJIbTaTOB HEKOTOPBIX IMCTOJIOTMYECKUX HMCCIIe[0Ba-
Huit caenyet, uto BuyTpu APX 3auactyio nmpoxoadar no-
MOJIHUTEJIbHBIE BOJIOKHA IIypKUHbE, KOTOPbIE BHI3BIBAIOT
Hapymenue putMa cepana [24]. APX u [IMK B 20-60 %

CJIyYaeB HE BBI3BIBAIOT HAPYIICHUS CAMOYYBCTBUS (OJIb-
Horo. Ipu o6o3HaveHun CyOKIMHIYECKOTO Win Geccum-
nromuoro redenuss [IMK 3apy6esktbie aBTOPbI BBOJAT
tepmun «mitral valve prolapse syndrome» u momuep-
kuaior, 4yro I[IMK-cunapom nabiomgaercst mpuMepHo
y 2% mnanuentos ¢ [IMK [25]. IIpu mposeznernu Ope-
MUHIEMCKOIO UCCJIEOBAHMS CPE/IU JIUILL, Y KOTOPBIX ObLI
BosisieH [IMK, oxoso 50 % nmenn sipko BbIPasKEHHYIO
KJIMHUYECKYIO KapTUHY, a Y OCTAJbHBIX KJINHUYECKUE
HposiBjieHust ObLIM MUHUMAJIbHBIMU UJIM OTCYTCTBOBA-
s BoBce [26]. BeickaspiBaeTcss MHEHHE, UTO OTCYTCTBHE
cumntomoB APX u IIMK cBuzerenbcTByeT o HemocTa-
TOYHO BHUMATEILHOM 00ce0BaHiu HOIBHOTO.

[Ipu oTcyTCTBUU y TANMEHTA KAJI00 HA M3MEHEHUEe
caMouyBCTBUsI HanboJsee TEMOHCTPATHBHA AyCKYJIbTa-
tuBHag kaptuHa. [Ipu IIMK BoicaymmBaioTes mosanuii
CUCTOJIMYECKUM MIeTYOK, MATKUH WA TPOMKUIA TOJIOCH-
crosmdeckuii mym aubo aposxkanue, a npu APX — cucro-
JIMYecKuil 1yM, 3aHumaromuit ot 1/2 go 2/3 cucrosl,
MSITKUN Wi TpoMkuii [26, 27]. DusukasibHble JaHHbIE
MO3BOJISTIOT BBISIBUTE OT 25 10 50 % cayuaes [IMK [28].

BosbimHCTBO aBTOPOB yKa3bIBAIOT HA ITOJNMOP-
(usm kauHMYecKkoil kapTuHbl y manuentos ¢ IIMK
u APX, 65-80 % 13 kortopbix orMevaior 60siu B 06Jactu
cepaua [12, 13]. Kapauanruu orimdaiorcs: GoJabInM pas-
HOOOpa3KeM: KOJIOIIUe, HOIOIIUE, CKUMAIOIIIE, JAABSIIHe
¢ JOKaJM3alue 3a TPYAUHON I B TPOEKITNN BEPXYIII-
KU cep/iia, Hepeako 60Ju UPPagUUpyIOT B JIEBOE ILI€Y0
u pyKy, uto Tpebyer auddepeHIMpoBKY ¢ KapAuoCcnas-
MOM, [IPUCTYIIOM cTeHokapauu u ap. Haubosee pacipo-
crpaHenHoe 00bsCHEHUE MEXaHU3MOB HOJIEBOrO CUHI-
poMa 3aKJIOYAeTCsT B TOM, YTO IPOUCXOIUT JIOKATbHAS
UIIeMHs] MUOKap/ia B Pe3yJibTaTe HATSKEHUs MaluJLIsIp-
HBIX MBI, MUKPOTPOMO0IMOOJINHY, YMEHbIIEHUE TIPO-
JIOJUKUTETBHOCTH JIMACTOJIBI B PE3YJIbTATE YBEJIMUEHUS
YCC u cunycoBoii TAXUKApANU B OTBET Ha (PU3UUYECKYIO,
a Takke dMOINOHANbHYIO HArpy3Ky [29]. B pesyabrare
YKOPOYEHUSI TMACTOJNbl KPOBOCHAOKEHUE MUOKapaa He
MOJKET OCYIIECTBISATHCS B JI0CTATOUHOM 0ObeMe u obe-
CIIEYUBATH HOTPEOHOCTH CEPAEYHON MBIIIIbI B KUCJIO-
poiie, Tak Kak cy0GIHIOKapAUAIbHbIA TOK KPOBU HPOUC-
XOJIUT B T€YEeHUE BCEil MACTOIIbI, YTO 0OECIEYNBAET Ha-
MOJTHEHNE KOPOHAPHBIX apTepuil U MUTAHWE CEePAEYHOMN
MBIIIIIBL.

Jlpyroii yacroii xano6oii 6onbubix ¢ [IMK u APX
(15,6-31,5%) siBisieTcst OABIIIKA, 00YCIOBICHHASA [IC-
(ynknueit aBronoMmuoit HepsHoii cucremsel. [Ipu atom
Y4aCTOTA TUIEPBEHTHISAMOHHOTO CUHAPOMA Y GOJIbHBIX
¢ [IMK u APX cocrasmusier 21,1-74,3 % [4]. Cepaite-
Guenue, niepebou B pabore cepiia — TPEThsl IO 4aCTO-
Te kanoba, Berpevaomascs B 25,8-79,0% cayuaes [4].
Hekoropsle nccienoBatesin yKas3bIBalOT HA OTCYTCTBHE
CBSI3M MEJK/ly HapylIeHueM PUTMA CEeP/IIa U OIyIeHeM
cepatebuenuii u nepeboes B pabore cepaia [29]. Exuno-
IO MHEHHUsI 0 MEXaHU3MaX PasBUTHUSI HAPYIIEHWI pUTMa
cepana npu APX ne cymectsyer [].

Kmuanueckue npogsiaenns [IMK n APX y nereit
U TI0/IPOCTKOB HECKOJIbKO MHbIE: TIOBBIIIEHHAsT YTOMJISI-
eMOCTb, €1a60CTh, YacTbie rooBHbIe 6o (0ko0 80 %),
y 50 % — Gouu B 06sactu cepiia nocsie pu3ndeckon Ha-
rpy3k, y 3 % — JabUIbHOCTD I1yJIbCa 1 CKJIOHHOCTD K I'i-
noronuu, y 20 % — 4yBCTBO HeXBATKU BO3/yXa, y 1% —
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ob6mopounbie cocrosinus [11]. Knunuueckue nposisie-
nust [IMK u APX 3aBucsit ot crenenu nposiabiupoBaHus,
cOYeTaHMsl Kap/MaJabHbIX JINCIIA3Uil, BO3pacTa U 1oJa
pebenka. Manocummnromubie hopmbl CT]I cepiua npu
JleTabHOM 06CIeI0BaHNN PeOGEeHKa BBISABJISIOTCS PEJi-
Ko — Menee 5,5% [16].

Ectp ocHOBaHue 1osiarath, 4TO yBeJIMUYEHHUE YNCTIA
cayuaes CT/I, Haboatonieecs: B HACTOsIIIEE BPEMSI, CBSI-
3aHO C TTATOT€HHBIMU BO3/IEHCTBUSIMU, NMEBITUMU MECTO
B OHTOTEHe3€e, U3-32 YXYAIIEHUsT IKOTIOTHIECKON 0bcTa-
HOBKH, IIJIOXOTO TTUTAHNs, CTpeccos [2].

YcioBus BHYTPUYTPOOHOTO PA3BUTHUS ILJI0IA OTIPe-
JEJISIIOTCS 3I0POBbEM MaTepu U IIaTOJM0ruell GepeMeHHo-
ctu. [Tokazana cBsi3b MKy MOPAKEHUSIMU CEPJEYHO-
COCY/INCTBIX crcTeM MaTepu 1 1tofa. [Ipusesientble nan-
HbIE TIPUOOPETAIOT 0COOYI0 AKTYaTbHOCTh, €CJU YUECTh,
YTO YaCTOTa CEPAEYHO-COCYIUCTON TATOJOTHHU y JeTelt
U TIO/[POCTKOB NMeeT TeHJECHIINIO K pocTy [6].

Cpeau dheHOTUNNYECKUX TPU3HAKOB Y OOJBHBIX
¢ [IMK n APX yare BbISBISIIOTCS BOPOHKOOOPasHast jie-
dopmarust rpysHoil kiaetku (43—62 % cayyaes), CKOJIM-
03 (110 21 %), runepMoGUIBLHOCTD CYCTABOB B COYETAHUN
¢ IIMK u APX (46—-52 %), miockoctonue (oxomo 20 %
) [1], acTrernvyeckuii TUTT KOHCTUTYIIMU, OTHOCUTEJIb-
HOe y/JINHEeHWe BepXHUX KoHeuHocTeil [12], Mmuonusa
(3-65,5%) [1]. 3 napyrux GeHOTHNTHIECKUX TTPU3HAKOB
CT/ y 60apubix ¢ [IMK 1 APX yarie BbISIBISIIOTCS /10~
Jgmxotiedanns, UCKPUBJIEHE HOCOBOI MEPETOPOJIKH, TH-
[EPTEJNOPU3M IJIa3, BBICOKOE 1,/UJIN «TOTHYEeCKOe» Hebo,
HU3KO PACIIOJIOKEHHbIE TUCMOPMOUUHBIE YITHBIE PAKO-
BUHBI, MCKPUBJIEHHbIE MU3WMHIIbI, CAHIAJIEBUIHAS 11I€JIb
Ha CTOIIaX, MHOJKECTBO MUIMEHTHBIX ISITEH HA KOXKE,
IPBIKH.

Jlucnnasusa coeAMHUTEIbHON TKAaHU MOXKET MIPO-
SIBJIATBCS M MU3MEHEHMSMM B UMMYHHOI crcTeMe — I10-
Boimmennem IgM, IgE, camkennem GpyHKIIMOHATBHON
AKTUBHOCTU Makpo(harajibHO-MOHOIIMTAPHOTO 3BEHA
UMMYHUTETA U XeJIEPHON aKTUBHOCTH T-TMMGpONUTOB.
VIMMyHOJIOrMYeCKIe HAPYIIEHUS IPUBOAAT K GaKkTepu-
AJbHBIM U CENITHYECKUM OCJIOKHEHUSIM, CHUXKAIOT CY-
IIPECCOPHYI0 aKTUBHOCTL T-umbonutos y gereit ¢ [IIMK
U MOTYT BbI3BIBATb B OT/IEJIbHBIX CJIyYasiX 1elb ayTOMM-
MYHHBIX PEaKIIHii, 4TO, B CBOIO OUEPE/lb, MOSKET IIPUBECTH
K (pOpMUPOBAHUIO Ay TOMMMYHHOTO TIpotiecca. Pesyibra-
ThI 9KCIIEPUMEHTAIBHBIX MCCIE0BAHMI TOATBEPIKIAIOT
ydacTue MMMYHOIIATOJIOTNYECKUX TIPOIECCOB B MOpasKe-
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60JIeBAEMOCTU U CMEPTHOCTH.
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CARDIAC MANIFESTATIONS OF NON-DIFFERENTIATED CONNECTIVE-TISSUE DYSPLASIA
IN CHILDREN

T.M. Klimenko, O.Yu. Karapetian, R.I. Kiarimov

Summary

Modern ideas about the epidemiology, clinical manifestations, collagen biosynthesis peculiarities, and diagnosis
of non-differentiated connective-tissue dysplasia in children are featured.
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