OBb30OPbl AUTEPATYPbHI

© Maxcumak JI.A., Komaykoea H.I1., 2016

A.A. Makcumsak, H.Il. KomaykoBa

POAb COEAMHUTEABHOUN TKAHU CEPALIA B OBECIIEUEHUU
ETO CTPYKTYPHBIX U ®YHKIIMOHAABHLIX CBOWCTB,
PEMOAEAVPOBAHUE HA ®OHE IMATOAOTUU V AETEN

I'BOY BITO PHUMY um. H.U. TTuporosa M3 P®, Mocksa, PO

L.A. Maksimyak, N.P. Kotlukova

HEART CONNECTIVE TISSUE ROLE IN ENSURING ITS
STRUCTURAL AND FUNCTIONAL PROPERTIES, REMODELING
CAUSED BY PATHOLOGY IN CHILDREN

Pirogov Russian National Research Medical University, Moscow, Russia

teinases, cardiac fibroblasts, children.

Cepaeunsie huopo6IaCTHI

HawubGoapimuit 00beM, 0K0J0 75% oT Beeil TKaHu
cepara, 3aHuMaioT KapauomuoniuTel (KM). B To ke
BpeMsd caMOM MHOT'OUMCJIEHHOU KJIeTOUHOU IOy JIs-
muelt ABaAOTCI GpubpodsacTel (PB), UMcaIo KOTO-
PBIX COCTABJIET IIPUMEPHO 2/53 OT BCeX KJIETOK
muokapza [1].

®dB mmMmeroT Me3eHXMMAaJbHOE TIPOUCXOMKIEHUE
U B mpolecce smMbOpuoreHe3a obOpas3yioTcsad U3 KJe-
TOK SUUKAapP[a, IIOABEPraloIUXCs JSMUTEeTNATbHO-
Me3eHXUMAaJIbHOMY IIpeobpas3oBaHuio u nuddepeH-
MUPOBKe [2]. OTOT Tepexo MHAYITUPYETCA B IIEPBYIO
ouepenb MepuOCTHHOM [3] U TpaHCHOPMUPYIOIINM
daxTopom pocra 3 (TGFp) [4]. s snurapna mpouc-
xonAT He Bce DB ceppara, a TOIbKO KJIETKU CTPOMBI
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B 0630pe mpeacTaBiieHbI COBPeMEHHbIE IOHATUA O CTPOEHHHU KJIETOK M MEeKKJIEeTOUYHOTO BelleCTBa
COeUHUTEJHHON TKAHH CepP/Iia, 0 UX MPOMCXOKICHUH U (PYHKIMAX, PEeryasaiu romeocrasa, peMo-
JeJIHPOBAHMYU MHOKAPa IIPHU CEPAEYHO-COCYTMCTON TaTOJOTHH Y IeTeil.
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The article presents current understanding of cells and the intercellular substance of connective tis-
sues of the heart structure, their origin and functions, homeostasis regulation, myocardial remode-
ling with cardiovascular pathology in children.

Keywords: myocardial remodeling, matrix metalloproteinases, tissue inhibitor of matrix metallopro-

u (puoposubix KoJern [5]. Ilocaemnue aABASAIOTCA
3JIEKTPUUYECKU WHEPTHBIMU CTPYKTypamu, (HhOpMU-
PYOIUMHY HU30JUPYIONINUI 0apbep MeKAy TKaHBbIo
Ipencepauil 1 »KeJyI0UKOB, HEOOXOIUMBINA AJA UX
HOPMAaJIbHOTO BO30y:KIeHUA U cokpalneHusa. @B
CTBOPOK aTPUOBEHTPUKYIAPHBIX KJIaaHOB 00pasy-
IoTCcs U3 9HAoKapaa [6].

BryTtpuytpobuo @B cepaita 661cTpo mposudepu-
PYIOT U BBIPAOATHIBAIOT GOJIBIIIOE KOJIMYECTBO KOJLIa-
rena. Ha mo3gHUX cpokax sMOpHoTeHes3a KoJlareH
dopMUPYeT TPEXMEPHYIO CETh, OKPYIKAIOITYyI0 MUO-
Kapz, KoTopasa o0pasyeT Tpu 000JOUKU: SITUMUSHUI,
mepuMusuil u sHAoMuUsu. ToMIHA KaM 10 13 000-
JIOUEeK, TuaMeTp W HallpaBjeHNe BOJOKOH KoJjllareHa
BapbUPYIOT B PA3JINYHBIX OTAeaxX cepama [7, 8].
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Coornomrenne koandectsa @b u KM B 3mopoBoit
TKaHU CepAlla MeHsSeTCs ¢ Bo3pacTom. Vs3BecTHO,
uyTo y Iaoga Ha 28-i HemeJsie recTaluu B MUOKAap-
ne comepsxutcsa mnpumepuo 0,5-109 KM u KieTok
COeIMHUTEJIbHON TKaHU. X YMCI0 IPOLOJIKAaeT
yBeJnuuBaTheA, gocrturas 2—3°+109 K HeCKOIb-
KUM HeIeJIsIM II0CJIe POKICHUs. 3aTeM KOJIUIECTBO
KM ocraerca crabuabHbIM, a uucao ®B pacrer,
cocTaBiAa mpuMepHo 7109 x 2 mecanam KU3HH.
ATO oTpaskaeTcd HAa 00BEMHOM [0Jie COeqUHUTEb-
ot TKaHW [9]. B mocTHaTasibHOM mepuone, MpPU
OTCYyTCTBUM (DUBUOJOTUUYECKUX WJIU IIaTOJOrnYe-
CKHUX CTHUMYJUPYIOIMUX (PAKTOPOB, MPOIECC MAesie-
Hua @B 3amepiserca U IMpaKTUUECKHU IIpeKpalra-
ercs. CTapeHue cepAlia COMPAKEHO ¢ 00pa3oBaHeM
IIePEeKPECTHBIX CIMUBOK MEXAY HUTSAMU KOJLIJIareHa,
MIOBBIIIAIIUX JKECTKOCTh CEPIEUHON TKAHM.

3pensie @B — mIocKMe KJIETKU BepPeTeHO-
00pas3Hoii (POPMBI C HECKOJBKNMI OTPOCTKAMU WJIN
JINCTOBUIHBIMU BbINAYNBAHUSIMU. OTIMYATEIbHAS
ocobennoctsb @B Mmokapza — oTcyTcTBHEe 6a3ajib-
HOU MeMOpaHbI. ¥ HIUX OBaJIbHOE AP0 C OAHUM WJIN
IBYMsI SIAPBIIIKAME, PACIIPOCTPAHEHHAs IIIePOX0-
BaTas SHIOILIA3MATHUUYECKas CeThb, XOPOIIO BbIpa-
JKeHHBII amnmapat ['oaba:Ku, 60JbIII0Ee KOJUUECTBO
rpaHyJa B nuromaasme. @B oxpy:karor KM, 3amoJ-
HSA IPOMEKYTKM MEKIY MbIIIeUHBIMU CJIOSIMU
[10].

DB cepama ABISIOTCS HPOBOSJHUKAMU C BBICO-
KM COIIpOTHUBJIeHHeM MeMmOpaubl. CoeguHAACH C
KM mpu momoIu IejieBbIX KOHTAKTOB, B YUaCTHO-
ctu, KouHekcuHOB (Cx40, Cx43 u Cx45), ®b mox-
IEeP/KUBAIOT ONTHUMAJBHYIO 3JIeKTPOIPOBOIHOCTD
TKaHu cepama [11].

CoeqnHUTEJIbHOTKAHHBIE KJIeTKY CUHTE3UPYIOT
rosaareus! I, ITII, IV, V, VI Tunos, saacTuH, JaMu-
"HuH [12]. Kpome Toro, @B BhIpabaThIBAIOT MHOMKE-
CTBO OMOJIOTMYECKM AKTUBHBIX MOJIEKYJ W CEeKpe-
THUPYIOT WX B MHUOKAPAMAJbHBIN HNHTEPCTUIIMIA:
muTokuHBl (pakTop Hekposda omyxoau o (TNFa),
TGFp, murepsetikmusbl), 6enxku (anruorensuH II,
sHIOTEJUH 1) 1 Apyrue COeIuHEeHU I, OKa3bIBAIOIIe
ayTOKPUHHOE U/WJM MapaKkpUHHOE IeliCTBHE Ha
muokapz [13].

B orBer Ha nelicTBuMe psAma pasapaskuTesei,
OCHOBHBIM CPeIM KOTOPBIX SABJSETCS MOBPEKICHIE
Muokapjaa, cepaeunbie @B moryt TpamchopmMupo-
BaThbcAd B Muopubpodaactel (MuodPB). ITo Gosee
MOABUKHBIE KJIETKHU, 00JaJarolne COKPATUTE]b-
HOII CHOCOOHOCTBHI0O M CHHTE3UPYIOI[He O00JbIIIOoe
KOJIMUYECTBO OEJIKOB MEKKJIETOYHOI'O0 BeIllecTBa.
Munuo®B Onliu BmepBble oOHapy:keHbl B 1971 r.
G. Gabbiani u coast. [14]. OHu He BCTpeyarTCs B
3I0POBOM MUOKAPMAE U IOSBJISIOTCA TOJBKO IIOCJE
ero moBpekaeHusd [15].

Muo®B He 0061a1a10T CIIOCOOHOCTHIO K BO30YK-
IEeHWI0, HO MMEIOT DAL MAapKEePOB IJIaJKOMBIIIIeY-
HBIX KJIETOK, TAKMX KakK aJb(a-aKTHUH U TSKeJble
Meny MHUO3WHA T[JIAAKHUX MBIIIL, BUHKYJIAH, IIaK-
CHUJLINH ¥ TeH3WH. BHyTpeHHue MuxpoduIaMeH-
ThI KJIETKH KPEISATCA K BHEKJETOYHOMY JOMEHY
(uOpOHEKTHHA HPU IIOMOINM CIIeIMaJIN3UPOBAH-
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HBIX KOMILIEKCOB aJre3wu, HasbIBaeMbIX (Huopo-
HeKcycaMmu. Biarogaps aToMmy coeiuHEHUIO, COKpa-
IIeHre CIIOCOOHO pacHpoCTpaHAThCI ¢ MmuodPB Ha
OKPYJ/KAIUIl UX DKCTPALE/IIJIPHBIA MaTPUKC
[16]. Muo®DB ob6siamaioT BHICOKOM YYBCTBUTEJIHHO-
CTHIO K X€MOKHHAM, BBICBOOOKIAIOIIIIMCS B MeECTe
moBpekaeHnsi. Kpome TOro, OHM CIIOCOOHBI CaMU
BbIPAbATHIBATHL U CEKPETHPOBATH P IIUTOKHUHOB
(unTepnedirkuabl la, 1B, 6, 10, TNFa u gpyrue
BeIIeCTBa), KOTOPbIE, B CBOIO 0YepPeb, YIACTBYIOT B
moAepsKKe BOCIIaJIUTEeIbHOTO oTBeTa [17].

IIpeBpamieruio @B B Mumo®B cmocobceTBy-
1ot TGFB u npyrue darxropsr pocra [18]. Kpome
Toro, TGFP yBenmuwmBaer cuHTE3 KoJIareHa.
Wurepaeiikua 1, Haobopor, mHrubupyer audde-
peuniupoBry PB myTeM mpegoTBpaIlleHUs DKC-
npeccuu aiab(a-aKTUHA TVIAAKUX MBIIII, U IPYIUX
COKPaATUTEJILHBIX OEJIKOB B ATUX KJeTKax [15].

Tpauchopmanus P B muo®B mpuBoguT K
CIBUT'Y B I'OMEOCTas3e ME)KKJETOUHOrO BeIIeCTBa,
YBEJIMYEHUIO CHUHTE3a M HAKOILIEHUIO (PUOPO3HBIX
CTPYKTYD, 3ameraminux KM u/unu HapyHIianoIiImx
B3aMOCBS3b MEXKAY HUMM, UTO BJIeUeT 3a CO0Ooiu
yXyAlIeHne padoThl cepaiia.

CTpOBHHe MEXKJIEeTOUYHOIO Belecrsa
U peryadanusda ero romeocrasa

Opmoii n3 raaBHBIX (Gyukiuil @B cepaia aBisd-
eTcsl IMOAAePsKaHNe IeJOCTHOCTU U TPEXMEPHOTO
CeTUYaToro CTPOEHUS MEXKKJIETOYHOI'O0 BeIlleCTBA.
OKCTPAIleIII0JAAPHBIA MaTPUKC HIPAaeT BarKHEM-
IIYI0 POJIb B CO3JaHUM MEXAHUYECKUX KOHTAKTOB
mesxay KM, @B 1 KpoBeHOCHBIME COCYJaMU, IIepe-
Jaue CHUTHAJIOB MEXKIY KJETKAMU, CONEPKUT P
IMUTOKMHOB U (DAKTOPOB POCTA, BAUSIOIINX Ha Pabo-
Ty CepAlla W ero KJeTOK. VI3aMeHeHus B COCTaBe
ME)KKJIETOUHOI'O BEI[eCTBA MMEIOT 3HAYeHWe [JIs
IPOIleCCOB SMOPUOHAJIBHOI'O PA3BUTHUA, (hopMooOpa-
30BaHUS, PEMOIEJINPOBAHNSA U Pelapalun TKaHex.

MeKKJIeTOUHOE BeIlleCTBO IIPENMYINEeCTBEHHO
mpeacTaBjieHo (PUOPHLIAPHBIMU KojaareHamu I u
IIT Tumos, cocraBiasmomumu oKoao 90% oT Bcex
KOJLIJIAaT€HOB CepAlla, a TaksKe KoJurareHamum IV, V
u VI tunos. Kpome Toro, oHo cogep:kut pubpoHEeK-
TUH, JJAMUHUH, 3JIACTUH, (DUOPUJLINH, IPOTEOTJIN-
KaHbl ¥ TNIMKONPOTEeUHBI. OCHOBHBIM HCTOUHHKOM
BCeX 9TUX coeamHeHUn aBadmorca @B. B ¢pusuoio-
TUYeCKUX YCJOBUSX W HaA (POHE [ATOJOTUU CTUMY-
JUPYeT uX BbIPAOOTKY IeJIblii pAg (paKTOPOB pocTa,
cpeau KOTOPBIX — (haKTOp pocTa TPOMOOIIUTOB,
OCHOBHOI (paxTop pocra pudpodsacTos, TGFR [19].

Konnarensr I u III TumoB BhIpabaThIBAIOTCA B
BH/JIe IPOKOJLJIAareHOB, COCTOAIINX 13 ABYX ol -Iemei
¥ OJHOI 0.2-11eTH, CILJIETEHHBIX B TPOMHYIO CINPAJb.
IIpokosiaren mpeobOpasyeTcs B 3pPeJIYI0 MOJEKY-
JIy IIyT€M OTCOeIVWHEHUS MPOIENTUAHBIX ITOMEHOB
IO JelicTBHEM IIPOKOJLIATeH-IIelITUAa3. B mporec-
ce 3TOM pPeaKIUy IPOUCXOAUT CTEXMOMETPUUECKOe
ormierienue npomnentumoB C- um N-korHmos. OHH
cuMTaTCs OMOMapKepaMy CHHTE3a KOJJareHa.
COopKa M CIIMBKA 3PEJBIX MOJEKYJ IIPUBOAAT K
00pa3oBaHUI0 KOJIJIAar€HOBBIX (DMOPUJII 1 BOJOKOH.
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MeCTO pacienieHus MeCTO pacmenieHust

Pucynok. CTpyKTypa MOJIEKyJIBI KOJLIareHa.

Nx pacmang B ()UBUOJOTMYECKUX U IMIATOJIOTHYE-
CKHUX YCJOBHUSX OCYIIECTBJISIETCSA C 00pasoBaHUEM
N- u C-resomenTun, ABIAIOIINXCA OMOMapKepaMu
gerpaganuu KoJmareHa. McciaegoBaHue uxX ypoBHEH
IIPU PABJINYHBIX 3a00JIEBAHUAX CEP/IIA MOYKET IaTh
[IPeJCTABJIEHNE O PEeMOIEJHPOBAHUMN MEKKJIETOU-
Horo BerrecTBa [20] (cM. puCyHOK).

B nmomosHenme K cuHTe3y O€JIKOB dKCTpaIles-
JIIOJISPHOrO MaTprukca, ®B mpousBOgAT LeJIbIi PAL,
GepMeHTOB, PEeryJupPYIOIIUX COCTOSHIE MHTEPCTHU-
IUsi, CPeAu KOTOPBIX MATPUKCHBIE METAaJIJIOIPO-
reunasbl (MMII) u TkaHeBbie mHTHOUTOPHI MMII
(TUMMII) [17].

MMII - »5TO0 cemMelCTBO LIHMHK-3aBUCUMBIX U
KaJabIUHA-3aBUCUMBIX IIPOTEa3, YYACTBYIOIIUX B
PeMOIeINPOBAHUY COENUHUTENbHON TKAHU IIyTEeM
paciienjieHnsi KOMIIOHEHTOB MEKKJIETOUYHOIrO
martpukca [21]. BuepBbie ux ob6Hapy:kua Gross B
1962 r. Bo BpeMs H3YUYEeHHUSA WHBOJIOIUN XBOCTa
rojoBacTuka B Mop(dorenese ampuobuii. Ha qanabIi
MoMeHT u3BecTHO 28 mpexacrasurteseir MMII, nasa
nX 00O3HAUEHMSI HCIIOJB3YIOTCS UYKCJIOBBLIE Ha3Ba-
Husg (or MMII-1 no MMII-28). BoabIIInHCTBO 3TUX

depMEeHTOB ONMCAHBI B TKAHIX UEJIOBEKa, HO HEKO-
TOpPbI€ U3 HUX OOHAPYKEHBI TOJBKO V JKMBOTHBIX.
ITo xapakTepy pacIiiemnisieMoro cyocrpara B ceMeii-
crBe MMII BbIfessroT moaceMeiicTBa: KoJLIareHa-
3bI, JKeJIaATUHA3bI, cTpoMendunbl, MMII memOpaH-
HOro Tuma u HekJaccupuiuposamubie MMII. Ilo
MECTY OKAas3bIBAeMOTI'0 IeHCTBUA (PePMEHTHI HeJIATCS
Ha 9K30- U d9HAomenTuaass! [22].

Onwucano yuactue ciaenyomux MMII B pemone-
JaupoBaHuu Mumokapma: MMII-1, MMII-2, MMII-3,
MMII-8, MMII-9, MMII-12, MMII-13, MMII-14
(MT1-MMIT) u MMII-28 [22, 23]. 1x raaccudura-
IS ¥ U3BECTHBIE KOJLIAre€HOBbIE CyOCTPATHI IIPej-
CTaBJIEHBI B Ta0OJJIHILE.

Konnarenassl SABISAIOTCS eIUHCTBEHHBIMU
MMII, cmocobubIMH 5((HEeKTUBHO PAaCIIeNJIATh
pubpunapusie xkojaarens! I, II u III TunoB B ux
CTPYKType TpoitHo# crimpanu [24]. [leficTBue aTUX
depMeHTOB [ejlaeT MOJIEKYJIbI KOJLIareHa TepMUu-
YeCKU HEYCTOMYMBBIMU, TAK UTO OHU <«Pas3MaThI-
BalOTCA» ¢ 00pasoBaHUEM JKeJATHHA U MOTYT OBLITh
IMOABEPIKEHbI HAJIbHENIIeMy PaCIIeIlIeHHUI0 IPYyIu-
mu MMII. V3 HeKOJLIareHOBBIX CTPYKTYP MEXK-
KJIeTOuHOTO BemfecTBa pasanunabie MMII cmoco6HBI
paspyliath arrpekad, KasenH, HUIOTe€H, CEeITHU-
HBbI, BEPCUKaH, MepJieKaH, TeHacuuu-C, sjiacTuH,
GUOPOHEKTUH, JaMUHWH, HeKOPUH, IIPOTEOrINKA-
HbI, BUTPOHEKTUH U HEKOTOPbIE€ APYrHe COeIuHe-
HusA. MUIIEeHAMY IS UX TeACTBUS MOTYT SBJISITHCS
Y HECTPYKTYPHBIE KOMIIOHEHTBI 9KCTPAIlEJLIIOJISIP-
"Horo marpukca: MMII u apyrue ¢depMeHTHI, IIPO-
depmentsr, TGFB, ®HOo, nuHTEPIEHKUHEI, peIlel-
TOPHBIE MOJIEKYJIbI ¥ PAL APYTUX BelrecTs [25].

Bce MMII nmeOT cxoKee CTPOEHHE U COCTOSAT
U3 CUTHAJBHOTO OeJKa, IIPOIENTUIHOr0 JOMEHA,
3aKPBIBAIOIIEr0 KATAJIUTUIECKUN YUYACTOK, U I'eMO-

Tabruua

IIpencraBurenu cemeiictea MMII, yuacTByroniue B peMoeITUPOBAaHNN MHUOKapIa
(cBODHEBIE JUTEPATYPHBIE TaHHbIE)

. HN3BecTHBIE KOIJIaT€HOBbIE
ITogcemeiicTBO HasBanue cyGeTpaTst
MMII-1 (xosnarenasa 1, Konares I, I1, III, VII, VIII,
WHTEePCTUINAJbHASA KoJlIareHasa, X TUIOB I e TaTIH
KoJiareHasa (pudpo6JiacToB)
Konnarenass: MMII-8 (konmarenasa 2, Komnaren I, 11, 111, V, VII, VIII,
HeUTpopUIbHAA KOJLIareHasa) X TUIOB U KeJIaTUuH
Kounaren I, II, II1, IV, V, IX,
MMII-13 (xosmarexnasa 3) X, X1 THIOB ¥ sKeIaTHH
MMTII-2 (senarunasa A) Konnaren I, IV, V, VII, X, XI,
XIV TUIIOB U KeJaTUuH
Kenarunaser m IV. V. VIL X. z XIV
MMII-9 (»xenaTunasa B) OJLTareH 1v, v, > & 1
TUTIOB
CTpoMeTn3UHBI MMII-3 (ctpomenusun 1) Konnares II, 1V, IX, X tumos
U JKeJIaTUH
Mewm6panocssizanmsie MMIT MMTII-14 (MT1-MMIT) Konnares I, IL, III tanos
U JKeJIaTUH
MMII-12 (meTanmosnacrasa
HexknmaccupunupoBauHbie MaKpodaros) Kounarenossie cyocTpaThI
MMIT He 00HAPY KeHBbI
MMII-28 (smuau3uH)
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HeKCUH-TI0Z00HOoT0 (parMeHTa, KOTOPBI MOKET
IIPUCOEUHATHLCA K TPAHCMEMOPAHHOMY JIMHKEPY
meMmOpanocBsa3aHHbix MMII. Kpome Toro, xema-
THUHA3bl UMEOT (PUOPOHEKTUH-TOJO0HBIN YUYACTOK.
Crnenuguueckoe cBA3BIBAHHE C cyOcTpaTaMu U
uHruouropamu ompegensercss C-KoHIOM (epMeH-
Ta [21]. MMII BbICBOGOKAAIOTCA B MEXKKJIETOUHOE
TIPOCTPAHCTBO B Bue npodepmMeHToB [26, 27].

Hearemrsaocts MMII KoHTpOMMPYeTca TUMMII.
ATOo ceMelicTBO 0COOBIX OEeJIKOB, B HACTOAIIee BPeMs
onpegenenbsl 4 ux Buma: TUMMII-1, TUMMII-2,
TUMMII-3 u TUMMII-4. Bce nuHruOuTOpHEl MOTYT
B3aumMoJelicTBOBaTh ¢ pasamudabiMu MMII, HO
00JIa7al0T OOJBIINM WJIW MEHBIINM CPOACTBOM K
TOMY WX MHOMY cyoctpary. Kasaerin nus TUUMMII
uMeeT YHUKaJbHBIE cBoiicTBa [28]. MsBecTHO, UTO
TUMMII-1 ungynupyer Bo3HUKHOBeHUe Gubposa,
TUMMII-2 BbI3BIBAET KJIETOUHYIO IPOJIH(pepaInio,
TUMMII-3 nMmeeT caMblii IMUPOKUNA CIEKTP MHITU-
OupoBaHUsA U HPUBOAUT K amonTody, a TUMMII-4,
HamboJjiee pacCIpPOCTPaHEHHBLII B TKaHU Cepalla,
UHIYIUPYET allonTo3 TpanchopMupoBauubix @B, He
3aTparuBas HopMaabHbIe KieTku [29]. TUMMII-2,
TUMMII-3 u TUMMII-4 comep:KaTcsi B 340POBBIX
TKaHSIX cepalia, B To BpeMs kak TUMMII-1 B ¢pusu-
OJIOTMYECKUX YCJIOBUAX CHUHTE3UPYETCS B HUBKUX
KOJIMUeCcTBaxX, HO €ro ypPOBeHb IOJHMMAeTCd Ha
done marosoruu. [ucbasanc MexkIy aKTUBaAIUEn u
uaruouposanuem MMII MoKeT IpuBeCT K HEKOH-
Tposimpyemomy nporeosusy [30, 31].

Emre oguum (GaKTOPOM, YYaCTBYIOIIUM B
paboTe cHCTEeMBI IIPOTEas3, SIBJISETCS HHIYKTOPD
skcrpakgerounbix MMII (extracellular matrix
metalloproteinase inducer, EMMPRIN), rtax:xe
u3BecTHBIN Kak OacuruH (BSG) mnu Kigacrep pud-
depermupoBku 147 (CD147). OH oTHOCUTCA K HaJI-
ceMeliCTBY UMMYHOIJIOOYJIMHOB U SIBJISIETCS BBICO-
KOTJIMKO3UJIMPOBAHHBIM TPAHCMEMOPAHHBIM IIPO-
TEMHOM, PACIOJIOMKEHHBIM HA I[IOBEPXHOCTH KJIET-
KM ¥ MMEIOIIUM IBA MMMYHOTIJIOOYJIMHOIIOLOOHBIX
nomena [32]. Buepseie EMMPRIN 656171 06HapY:KeH
B cepenune 1980-x IT. B 3JI0KaYeCTBEHHBIX KJIETKaX
paka Jierkoro, Obljia JOKasaHa €ro pPojib B CTUMY-
aauun uapousdBoacTsa MMII-1 ®@B. B Hacrosiiee
BpeMs H3BECTHA €ro CIIOCOOHOCTh K MOIYJISIUU
CUHTEe3a M aKTUBHOCTU CBOOOMHBIX 1 MEMOPAHOCBSA-
danuabprx MMII (MMII-1, MMII-2, MMII-3, MMII-9,
MMII-11, MT1-MMII, MT2-MMII). EMMPRIN
y4acTByeT B PA3BUTHUU BOCIAJUTENbHBIX U HHMEK-
IIMOHHBIX MIPOIIECCOB, TPAHCIIOPTE IMUTATEJbHBIX U
JIeKapCTBEHHBLIX BeINeCTB, KJETOUHOI auddepen-
IUPOBKe, aHTuoreHese [33, 34].

IIpoBocmanuTeNbHBbIE IIUTOKMHBLI, TaAKHE KakK
®HOo m WNJI1B, mHAyOUPYOT TPaHCKPUIIIUIO
pamza MMII, TUMMII-1 u TUMMII-2 B Mmuokapze.
Mosrosoit HaTpuityperuueckuii nentun (BNP) ctu-
myaupyer Bbeipaborky MMII-1, MMII-2, MMII-3,
MMII-14 u TUMMII-2 [26, 35]. MMII u TUMMII
HAOPSAMYIO HJIM OIOCPEIOBAHHO MOTYT BJHUSATH HA
dyurmmo @B, cruMyInpys CHHTE3 KOJLIareHa 1M pas-
Butue (pudbposa [36]. Takum obpazom, MMeOIIUE-
csd JaHHBbIE II03BOJISIOT IpeacTaBuTh ®B, Oenku
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MEYKKJIETOUHOI'O BEII[eCTBAa, IIPOTeas3bl U UX MHTUOM-
TOPBI B BUJE IeJOCTHON caMOperyJnupyeMoii crucTe-
MbI, KQXKJIbIA KOMIIOHEHT KOTOPOIi OKa3bIBaeT BJIU-
sSIHUe Ha [PyTue ee COCTaBJISIONINE.

PeMOJIeJIPII)OBaHHe MHORKapaa
B YCJIOBHUAX IIATOJIOTUHA Y J.IeTeﬁ

IlepecTpoiika MeXKJIETOUHOIO BEIIIeCTBA SABJISA-
eTCsl KJIIOUEBBIM MOMEHTOM B PEeMOJeJIUPOBAHUU
MUOKapmaa, IIPOMUCXonsAIlnero Ha ¢oHe 3aboJeBa-
Hus. VsMeHeHre CTPYKTYPhI 9KCTPAIIE/LIIOJISIPHOTO
MaTPUKCA YXYAIIAET CBA3b MEMXKIY KJIeTKaMU MUO-
Kapa U KPOBEHOCHBIMU COCYJAMU, CTABS IIOJ YI'PO-
3y CTPYKTYPHYIO I[€JIOCTHOCTh M (DYHKIIHIO CepPAIa.
TunepuponyKnusa M HaKOILIeHHe O0eJKOB B MHTEP-
CTUIAY MIPUBOAAT K MOBBIIIEHUIO JKECTKOCTH MUO-
Kapza, HapyIIIaioT IPOIleCChl COKPAIIleHN 1 Paccia-
OJIeHUS KEeJYIOUYKOB, BBISHIBASI CHCTOJUUYECKYIO U
IMacToINYeCcKyIo gucyHKIuo [22]. Pudpos Taxke
MOXKET SBJISITBCA PE3YJIbTATOM THIIEPAKTUBHOCTHU
®B B oTBeT Ha MOBpPeXIeHNE TKAHHU, TpaHchopma-
AU KJIETOK 9HIOTEJINS, SIUTEJUS U IeMOIOITHUYIe-
CKHX KJIETOK KPacHOTro KocTHOro mo3ra B @B [17].

Ha cerogusamiuunii [eHb U3y4ueHa POJb CHCTEMBI
MMII B pemoeMpoBaHUN MHOKapAa IIPU UIIIEeMU-
YeCKOH 00JIe3HU Cepalla, apTepUaJbHOI TMIIepTeH-
311 U IPYTrUX 3a00JeBaHUAX CEPAEUHO-COCYAUCTOMN
cuCTEeMBI Y B3POCABIX [26]. AKTUBHO HCCIEAYIOTCA
3aKOHOMEDPHOCTH WM3MEHEHUS AKTUBHOCTHU IIPOTEO-
JIATUYECKUX (PEPMEHTOB M HX HMHTUOUTOPOB IIPU
Pas3INYHON KapAuaJbHON IIATOJOTHUHU Y JeTel.

IIpu BpoxkmenuBIX mopokax cepama (BIIC),
CONPOBOKIAMIINXCA O0BEMHON Ieperpys3koi
OJIOCTEIl cepAlia, Y JeTell 00Hapy KeHO N3MeHeHIe
COOTHOIIEHUA MEKAy YPOBHAMM CBIBOPOTOUYHBIX
TUMMII-1/MMII-1 u TUMMII-1/MMII-9 3a cuer
IIOBBIIIIEHUSA KOHIIEHTPAIINY NWHIMOUTOPA U CHUMKE-
HuA KoHHeHTpanuu MMII. OrMeueHHBIE CIBUTH
CBHUETEILCTBYIOT 00 aKTHUBAIIU IIPOIeCcCOB (PUOPO-
3UPOBAHUS, BEAYIIUX K AUJIATAIIMN KaMep Cepilia
U YILJIOTHEHHWIO €r0 CTEHOK. SHAUNTEJbHOE IIOBBI-
mieHre KoumeHtpamuun MMII-1, MMII-2 u MMII-9
Ha (oue cHmkeHud ypoBaa TUMMII-1 BoiaBasercs
OpU AaHOMAJIBHOM OTXOMKAEHHUU JIEBOM KOPOHAPHOM
apTepum OT JIEFOYHOU AapTepUM U COIPSKEHO C
obpaszoBaHueM <«HHMAPKTOIIONOOHBIX» HN3MEHEHUHN
cTeHKH JeBoro Keaynouka [37]. Ilpu usyuenum
rkoumerarpanuu MMII-2 u MMII-9 B chIBOpOTKe
KpoBU y gOeTeill ¢ AeeKTaMU MeKIKeJTyI0YKOBOK
neperopoaku (JIMKII) pasnuuHOro 1uamMeTpa ycra-
HOBJIEHA IIOJIOKUTEJNbHAS KOPPEJAMUOHHAS CBSI3b
mexxay ypoBaamu MMII-2, MMII-9 u guamerpom
nedexra. Boiee Beicokasa akTuBHOCTE MMII-9 605112
compsAKeHa co CHOHTaHHBIM 3akpbiTueMm J[MIKII
[38]. B skcmepuMeHTe y MBIIIEH, UMEIONUX CYsKEeH-
HYIO JIETOYHYIO aPTEPUIO, F’MCTOJOTNUYECKUI aHaIn3
00pasIloB TKAHU IIPABOT0 JKEJYAOUKa BHISTBUJI 3HA-
YHTEJbHOE HAaKOIJIEHHEe KOJIIareHa, COIPOBOXKIA-
[omieecss IOBBIIIIeHHWeM yposHenn MMII-2, MMII-9
u MMII-13 u camxenuem ypoasa TUMMII-4 [39].

IToxasarenu cucremsr MMII y mereii pasimu-
HOTr'O0 BO3pacTa HM3y4YeHbI OO0 U IOCJe PaAUKAJIb-
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HOU xmpypruueckoii koppekmnuu BIIC B yciaoBusax
HCKYCCTBEHHOTO KpoBooOpainenusa. OOHapyKeHO
3HAYNTEJLHOE IIOBBIINIeHNe KoHIeHTparuu MMII-2,
TUMMII-1 u TUMMII-2 uepe3 1 u mocie omepa-
nuu, a aktTusHOCTh MMII-9 yBemuuniacek u JOCTUT-
Jla CBOEro IMKa yiKe uepes 7—8 MUH mOcCjJe OCBO-
0OKIeHUs aopPThI OT 3asKuMa. IloKasaTejan BepHY-
JINCH K JOOINEPAI[MOHHLIM YPOBHAM uepe3 1 cyTKu
[40, 41]. IIo apyrum AaHHBIM, B PAHHHE MIEPUOIBI
mocae xupyprudeckoil kKoppexiuu BIIC o6GHapy-
JKMBAJIOCh TOBBINIeHNe KoHIleHTpanuii MMII-8 u
MMII-9, mamboJiee TeCHO CBS3aHHBLIX C BOCIIAJIN-
TeJbHBIM IIPOIIECCOM. ITO COBIIALAJI0 CO BpeMeHEeM
BBICBOOOJKIEHUS IIPOBOCIIAJUTENbHBIX ITUTOKUHOB
— uHTepaeiKkuHoB 6, 8 1 TNF. B To ke BpeMs ypoB-
Hu MMII-2 u MMII-7 ocraBajiuch HEeM3MEHHBLIMU.
Kounenrpanus MMII-3 B cbIBOPOTKE MOBBIIIAJIACE
B 0Oojiee MO3MHME CPOKM M OCTaBAJIACh YBEJIUUYEH-
HOM mo 24 u mocJe omepaiuu. BbICOKHUII YPOBEHB
MMII-8 coxpansiacsa no 48 4 mocie KOPPEeKIIUHU.
B cpaBHEHNU ¢ KOHTPOJIBHOM I'PYIIIIOI, ¥ BCEX AeTeil
¢ BIIC BrisaBieHo nmoBeInenue yposasa MMII-13 [42].

IIpu punaranmonnoi kapauomuornatuu (JITKMII)
y meTelil Ha HAUAJbHBIX CTAAUAX 3a00IeBaHUA oOHa-
PYsKHBaJINCH ITOBLIIIIeHne ypoBHA MMII-1 u cHMKe-
aue THUMMII-1, cBumerenbCcTByMOIHEe 00 aKTHUBA-
I[UY IIPOIECCOB pacClaja KoJIareHa B MEKKJIeTOU-
HOM BeII[eCTBE, IPUBOIAIINX K AUJIATAIUU JIEBOTO
sxkeaqynouka [37]. Ilo pesyabraTaM Ipyroro mccie-

moBaHus, y nereii ¢ JKMII BeisiBI€HBI U30BITOYHBIE
KoHIenTpamuu MMII-2, MMII-7, MMII-8, MMII-9,
TUMMII-1 u TUMMII-4 [43]. YMeHblleHue KOH-
nearpanuu MMII-1 B COBOKYIIHOCTH C IIOBBIIIIE-
HueMm yposHeir MMII-2, MMII-9 u TUMMII-1 opu
OKMII aBasamoch MPOTHOCTUYECKY HEOJIarompusAT-
HBIM IPU3HAKOM UM YKAa3bIBAJIO HA BEICOKYIO CTEIIeHb
rubesnu KM u Ha BeIpakeHHBIE IPOIiecchl (hubposu-
poBaHus [44].

IIpu pecTPUKTHUBHON KapAMOMUONATUN 3A(PUK-
CHUPOBaHO IIOBBIIIIeHMEe KoHIeHTpamuit MMII-2 u
MMII-9 B chIBOPOTKE, a yV HeTell ¢ rumepTpoduue-
crkoii Kapamommomnatueir ('KMII) ormeueH m30BI-
TouHbIll ypoBenb THMIMMII-1, mamnbojsee BBICOKMIA
mpu OOCTPYKTUBHBIX (opMmax saboneBaHus [37].
J.P. Zachariah u coast. usyunau yposau MMII y
MOJIOIBIX TAIueHTOB (cpemumit Bo3dpacT — 17 jet)
¢ HeoOcTpyKTuBHOU (opmoit 'KMII u BeIABHIN
HOBBINIeHHLI ypoBeHb MMII-3 y manneHToB, UMeB-
IIUX KeJYIOUKOBbIe apUTMUU B aHaMHe3e [45].

Taxum obpasom, u3yueHHe KJIETOK U MeKKJie-
TOYHOI'0 BeIlleCTBA COEIUHUTEJLHOU TKAHU CepAla
y meTell SBJIAETCS IIePCIEKTUBHBIM HAIIPABJIECHU-
eM B pPasBUTHUU MEIUIIMHCKON Hayku. [loummanume
IIPOIIECCOB PEMOIEINPOBAHNS MUOKAaP/Ia, COIPOBO-
JKIAMOINUX KaPANAJIbHYIO [IATOJOIMI0, MOKET CTATh
KJIFOYeBBIM MOMEHTOM B COBEPIIIEHCTBOBAHUU METO-
OB JUATHOCTUKU, JIEUCHUS U IPOPUIaAKTUKY 3a00-
JeBaHunii cepamna y pebeHka.
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