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KimmHuK0-mMopdoorudyecKue napajiiemn
B IIATOJIOTHM MUTPAJIHHOI0 KJIamaHa
y JieTeil pAHHEro BO3pacTa ¢ OTKPHIThIM
ATPUMOBEHTPUKYJIAPHBIM KAHAJIOM

bBuviro nposedeno uccredosanue Guonmamos cmeopok Mumpanibho2o Kaanaunay oemeti 6 go3pacme om I mec do 3 nem ¢ noanoii (13 6oavHvix) u Henon-
HOU (6 004bHBIX) POPMOTL OMKPLIMO20 AMPUOBEHMPUKYAAPHOR0 KaKand. Buoncuiinbiii mamepuan noayuen 6o epems NOGMOPHOU ONePayUU HA MUMPANb-
HOM Kaanawe, npogedenHoll 6 nepuod om 2 oweli 0o 1 eoda nocae paduKkanbHoli KOppeKyuu NOPoKa 6 c8s3u ¢ COXpaHeHuem 0CmamouHoil pecypeumayuu
3—4-ii cmenenu Ha MUMPAALHOM KAANAHE.

IIpu binonanenuu eucmonoeu1ecKo20 uccaedo8anus 6 CmeopKax MUMpanrbHo20 KAGnana smux 60AbHbIX 0OHAPYHCUAU 04a2U MUKCOMAMO3HO U3MeHeH-
Holl mKaHu, Komopule 3anumanu 6oaee 50% naowadu cmeopok mumpansio2o kaanana 'y 6 (32%) uz 19 6oavhovix. B smux ouaeax xaomuuHo pacno-
Aa2anuch Knemku 36e304amoil (popmol, OblAa HAPYUIEHA APXUMEKMOHUKA SNACIUYECKUX 6010KOH, OMMedeHO CKONAeHUe KUCAbIX MYKONOAUCaxapuoos
U nogvluleHHOe codepicaniie Mampukcroll memannonpomeunasot 13. Pazmeps 04azo06 npsamo Koppeauposanu co cmenensio pecypeumayuu Ha Mumpans-
HOM Kaanarwe.

ITocne padukanvholl Koppekyuy OMKPbIMO20 AMPUOBEHMPUKYAAPHO20 KAHAAA HA CMBOPKAX U (UOPO3HOM KOAbUE MUMPANbHO20 KAANAHA Wbl <npope-
3b16aAUCH> DOCHOBEPHO Uaue y 60NbHBIX ¢ b0AbULell NAOUAObI0 30H MUKCOMAMO3HOU deceHepayuu MKaHU cmeopoK KAANAHA, YMo C8U0emenscmeosano
0 He0NA2ONPUAINHOM NPOCHOCMUMECKOM 3HAYEHUU MO0 napamempa.

Ilo ynempacmpykmypHoim npusnakam 60AbUIUHCMEO KAeMOK CMEOPOK MUMPANbHO20 KAANAHA OMHOCUAOCH K (ubpobracmuueckomy pady; maxoice
ObLAU 0OHAPYICEHDL KACMKU C NPUBHAKAMU MUO2EHHOU udhdhepenyuposiu — muoguopodaacmot u eQunuuHble eucmuoyumyl. UmMmynoeucmoxumuyeckuil
heromun KaemoK cmeopoK KAANaHa coomeemcmeosan Guopodaacmuueckoll u IHOOMeAUanrbHol Oup@epeHuuposKe; y HeKomopbix OOAbHBIX 6Cmpeya-
AUCH KAeMKU 2AA0KOMbIUEHHO20 NPOUCXONCOCHUS.

Karouegole cao6a: omkpoimolii ampuoseHmMpuKkyAApHolil KaHAl, MUMPAAbHbLIL KAGNAH, MUKCOMAMO3HAA Oe2eHepauus, UMMYHOLUCINOXUMUMeCKUl
chenomun xaemox.

(Becmnux PAMH. 2012; 10: 18—28).
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Clinical and Morphological Parallels in Mitral Valve Disorders
in Infants with Atrioventricular Defect

Mitral valves tissue samplings from children with complete (13 patients) and partial (6 patients) atrioventricular defects at the age of from 1 month to
3 years old were examined. The biopsy material was received during the repeat surgical operation on mitral valve, performed due to residual mitral
valve regurgitation grade 3-4 at the period of time from 2 days to 1 year after radical defect correction.

On histological examination the areas of myxomatous tissue degeneration occupying more than 50% of mitral valves surface were found in 6 (32%)
of the 19 patients. There were dispersed star-shaped cells, architectonics disturbances, deposition of acid mucopolysaccharides and increased content
of matrix metalloproteinase 13 in such areas of myxomatous degeneration. The sizes of these areas correlated with mitral valve regurgitation grade.
After the radical correction of atrioventricular defect the sutures on the folds and fibrous ring of the mitral valve “cut through” reliably more often in
patients with wider areas of myxomatous degeneration, which indicates poor prognosis.

According to the ultrastructural classification the majority of mitral valve cells regarded as fibroblasts; there also were found cells with the signs of
myogenic differentiation — myofibroblasts and isolated hystiocytes. According to the immunohistochemistry assay the cells phenotype regarded as
fibroblastic and endothelial differentiation; in some patients there were found cells of smooth muscle origin.

Keywords: atrioventricular defect, mitral valve, myxomatous degeneration, immunohistiochemical cells phenotype.

(Vestnik Rossiiskoi akademii meditsinskikh nauk — Annals of the Russian Academy of Medical Sciences. 2012. 10: 18—28).
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BBenenne

Jucruiazusi COeIMHUTEbHOW TKaHU y JEeTeld C BPOX-
NIEHHOI HEeI0CTaTOYHOCThIO MUTpaibHOro KianaHa (MK) —
OIHA W3 TIPUYWH, TIPUBOMIINX K PEIUANBY €ro HemoCcTa-
TOYHOCTU TOCJIe PEKOHCTPYKTUBHBIX OIEpalMii Ha cepile.
Y OOJBHBIX C BPOXIEHHON AMCILIa3Uedl COeAMHUTETbHOM
TKaHU PETUCTPUPYIOT yToJillieHue cTBOpok MK, mosiBneHue
B HEM 0YaroB MUKCOMAaTO3HO M3MEHEHHOU TKaHU C peMoJe-
JINPOBAHUEM BHEKJIETOYHOTO MaTpUKCa, B T.4. C HAPYLIEHUEM
CTPYKTYPbl M PACIIOJOXEHUS BJaCTUYECKUX BOJOKOH [1].
YroniieHre CTBOPOK MHUKCOMATO3HO H3MeHeHHoro MK
CBSI3BIBAIOT C YyBEJIMYEHMEM TyO4yaToro ciosi (spongiosa)
ctBopku MK, B KOTOpOM M30BITOYHO HAKAIUTMBAIOTCS TIPOTEO-
TJINKaHBI (IEKOpPWH, OUTIIMKaH, BepcukaH) 2, 3]. B oreeT Ha
reMoIMHaMUYeCcKyto Harpy3ky B MK Takux O0JIbHBIX TPOUC-
XOAUT aunaTtauus Grubpo3HOro Koyibla, ICTOHYEHUE U Pa3pbiB
XOpII, YTO TpedyeT XUpypruiyeckoii koppekunu. Bmecre ¢ rem
pbIxJiasi coeMHUTEeIbHAsd TKaHb cTBopku MK, He obGnana-
fo111asT HEOOXOMUMBIMY MEXaHUIECKUMU CBOMCTBAMU, Y YACTH
OOJIBHBIX yX€ B MEpBbIC JHU IMOCJE ONEpaluu He BbLIEPXU-
BaeT TeMOAMHAMUYECKON HATrpy3KU M HAYWHAET «IIPOPE3bI-
BaThCsI» TIPU HATsSDKeHUM 1IBOB [4]. B cBsa3u ¢ atum y 21,2%
MaIMeHTOB PAHHETO BO3PAcTa C OTKPBHITHIM aTPUOBEHTPUKY-
JgpHBIM KaHaiioM (ABK) pekoHCTpyKTHBHBIE ornepanuu Ha
MK oka3sbiBatoTcst Hea(h(hHEeKTUBHBIMU, 1 BOZHUKAET HEOOXO-
NUMOCTb TMOBTOPHOTO XMPYPrMue€CKOro BMEIIATEIbCTBA JIS
npore3upoBanuss MK [5]. BbisiBieHHEe TMCTOJOTMYECKOTO
cyOcTpara, onpenesiollero cpovicta Tkanu MK u ee cocto-
SITEJIBHOCTb MIPU paboTe B YCJIOBUSIX MOBBIIIEHHOW TeMOAM-
HAMUYECKOI Harpy3ku, MpeacTaBiIseTCsl BaXKHbIM IS OIpe-
NIeJICHUS] XUPYPIUYECKON TAKTUKMU JICUEHUS] ETell paHHero
Bo3pacTta ¢ oTKpbIThiM ABK.

Hems paGoThl: yCTAaHOBUTH MOPQOJOTUIECKUE OCOOEH-
HOCTU TKaHW cTBOpok MK y nmereit paHHero Bo3pacTa
¢ oTkpbITbIM ABK 1 mpoaHanu3upoBath nojiydeHHbIE JaHHBIE
NpU KX COIMOCTABJIEHUU C KIMHUKO-(YHKIIMOHAJIbHBIMU
napamMeTpaMu MalueHTOB.

TTanmmeHTs 1 METOABI

Yuacmnurxu uccaedosanus

B wuccnemoBaHuwe ObLTM  BKIIOYEHB 19 OOJBHBIX
¢ HeroJtHO# (6 6oJTbHBIX, 31,6%) 1 MoHOI (hopMaMK OTKPHI-
toro ABK (13 GonbHbiX, 68,4%). B rpymnme mnaireHTOB
¢ obuM oTkpbiThiM ABK, B cooTBercTBUM ¢ Ki1accuduka-
uueit Pacresun [6], y 8 (61,6%) GONBHBIX BBISBIACH THUIT A,
y 1 (7,6%) 6oabHOro — T B u y 4 (30,8%) GOMbHBIX —
tum C ABK. Bospact mamueHTOB BapbupoBand oT 1 mec
no 3 Jyiet, cpeaw HUX ObUTO 8§ MambuukoB W 11 meBodex.
Bcem GonpHBIM criycTst 2 mHS — 1 TOm TMOciie paauKaabHOM
KOPPEeKIINY TIOpoKa OblTa MpoBelieHa TTOBTOPHAsT OTeparus,
MPUYUHON KOTOPOW  cTajla OCTaTOYHAsl perypruTaius
(3—4-i1 crerrenn) Ha MK. Bo Bpemst TTOBTOpHOI orepaiinmn
TpeM OOJIbHBIM ¢ TTOTHOU (hopmoit oTkpbiToro ABK u isym —
C HEeTOJHOW ObUTa BBITIOJIHEHA TOBTOpHas Tutactuka MK
C JI03UPOBAaHHOI aHHYJIOTIJIACTUKOH C IPUMEHEHNEM ITOJIOCKHT
«Gore-Tex» (CLLA). 14 (74%) nmetssm ObUIO TIPOU3BENEHO
npote3npoBaHrne MK MexaHMYeCKUM KJIallaHOM B CBSI3U
¢ TPyOBIMU MOPDOIOTUYECKUMY U3MEHEHUSIMU KJIaTTaHHOTO
arapara.

CocTosiHUE BCeX TMAIMEeHTOB OBLIO paclleHEeHO Kak
skenoe. Y 10 (52,6%) nerteit HemoCTaTOUHOCTH KPOBOOOpa-
meHus: cootBercTBoBasia 116, a y 9 (47,4%) — 111 cragum.
Y Bcex HaOMIOmaeMbIX TIOCHE PaTUKaIbHON KOPPEKIINMU
ABK ayckyasTaTUBHO BBICITYIIUBAJICS CUCTOJIMUYECKUM IITyM

MUTPAJLHOM PeryprUTAIlNy Hall BEPXYIIKOIA cep/iia, pacipo-
CTPaHSIIONINIICS B JIEBYIO MOAMBIIIIEUHYIO O0JIACTh U HA CITUHY,
B MEXJIONATO4YHYIO0 001acThb. Y 5 (26,3%) OOJNBHBIX C coYe-
TaHWeM cTeHo3a W HemoctatouHocT MK omHoBpemeHHO
BBICITYIITUBAJICS] CUCTOTMUECKUN W MSITKUN AUACTONIMIECKUIL
IIyM C TIpeBaJIMPOBaHUEM CHUCTOJIUYECKOTO KOMITOHEHTA,
YTO CBUIETEJIbCTBOBAJIO O TeMOIWHAMUYECKOM Tpeobia-
naHuu HegoctatrouHoctu MK.

[Mpu a2nexTpokapauorpapuyeckoM  HCCIETOBAHUM
y BCex JeTeil MUarHOCTMpPOBaIM TPU3HAKA KOMOWHUPO-
BaHHOI TUTIePTPOdUN MUOKAP/Ia TIPEACEPIUI 1 KeJTYTOYKOB.
V 7 (37%) GONbHBIX 3aperMCTPUPOBAHO 3aMEIJICHUE aTpUO-
BEHTPUKYJIAPHO# TipoBoauMocTH, a y 2 (10%) ormeueHa
TIOJTHAsI TIOTIepeyHast 6JIoKaja.

Ha peHTreHorpaMmMax opraHoB rpyiHo#i KieTku y 16 (84%)
YeJloBeK 0e3 CTeHO3a JIETOUHOW apTepuu ObUIM OTIpeNeIeHbI
MPU3HAKYA BBIPAXKEHHOW TUTIEPBOJIEMUU JIETKUX C JIETOYHOM
runiepteH3ueil. Bo Bcex cirydasix oTMedeHa BBIpaXKeHHast
KapAvoMerajusl. YBeJIndeHrue KapAnoTopaKaIbHOTO MHIEK A
(KTW) I crenienu BoisiBiieHo y 1 (5%), Il crenenu — y 4 (21%),
IIT crenienun — y 14 (74%) nauuenroB. CpenHee 3HauYeHUE
KTU cocrasuio 62,5+4,5%.

[lo naHHBIM 3Xxo0Kapauorpaduu, y Bcex HabIwa-
eMbIX (pakuus peryprutaiuu Ha MK mpesbimana 75%.
Peryprutanus nHa MK BappupoBasia ot 3+ 10 TOTaJbHOM
HenocTatouHoCcTH. Pubpo3HOe Kosbiio MK 6buT0 MuTatupo-
BaHO, ero pasMep mocturai 172,8% oT BO3pacTHON HOPMBI.
Pa3mep nieBoro mpencepausi TPEBHIIAT BO3PACTHYIO HOPMY
B 2 u Ooyee pa3, KOHEYHBIN CUCTOIMYECKUI W KOHEYHBII
MMACTOTMYECKU pa3Mep JIEBOTO KeNTylIouKa ObUIA yBETH-
yeHbl Ha 40—65% ot Bo3pacTHOI HOpMbI. CpeiHee TaBieHNe
B CHCTEME JIerouHoil aprepun y 4 (21%) mauueHTOB ObLIO
BbilIe 50 MM pT.CT.

B kauecTBe Tpynmbl CpaBHEHWS OBLIM MCCIETOBAHBI
CTBOPKU U (hrbposHbie Kosbiia MK y 16 TOHOIIEHHBIX HOBO-
POXJIEHHBIX, YMEPIIUX OT MPUINH, He CBSI3aHHBIX C 3a00Je-
BaHWSIMU CEPAEIHO-COCYTUCTON CUCTEMBI.

Memodut uccaedosanus

[ToydyeHHBIE WHTpPAOIEepallMOHHO OWONTAThl CTBOPOK
u bubposusix konennr MK duxkcuposamu B 4% mapadop-
manprerune (Immunofix, Bio-Optica, Utanus), 3anmuBanim
B apauH, U3roTaBauBaJIv apaHOBbIE CPE3bl TOJLIUHON
5 MkM. Ha cBeToonTtrueckoMm ypoBHE ucciienoBain Mopdo-
JIOTUIO COeIMHUTENbHOU TKaHu B cTBopkax MK. Jlns uaeH-
TUGUKAIIMY KUCITBIX MyKOTTOTMCaXapyuIoB TIperapaThl OKpa-
IIWBaJMd aJbLIMAHOBBIM CHUHMUM C JOKPAacKOW peakTUBOM
[Mudda (Bio-Optica, Utanus). Pasmepst ouaroB Mukcoma-
TO3HO M3MEHEHHOU TKaHW, COMAepKalluX KUCIble MYKOTIO-
JIMCaxapujbl, OLEHUBAIN 10 4-0aybHol 1miKane: 0 — 30H
MMKCOMAaTo3a He oOHapyXeHo; 1, 2 1 3 — 30HBI MUKCOMa-
To3a 3anuMmaroT MeHee 10, ot 10 10 50 u 6onee 50% tutoIIanA
TKaHU CTBOPKMU uiau ¢ubpo3Horo kojipua MK, cooTset-
CTBEHHO. APXUTEKTOHUKY 3JIaCTUYECKUX BOJIOKOH U3y4yasu
Ha Tipenaparax, okpalieHHbIX 1o Beiirepty (Bio-Optica,
HUranus).

MetonaMu MMMYHOTUCTOXVMUWU OTIpeNeisii (peHOTUIT
kiietok ctBopok MK. [locne nenapadmHupoBaHus cpes3bl 00pa-
GatbiBa/I 3% pPacTBOPOM TMEPEKUCH BOIOPOAA W WHKYOUPOBAIA
¢ antutesnamu K BUMeHTUuHy (Vim) (DAKO, lanus), mapkepy
saporemust CD34 (Novocastra, BenukoOputanus), 1eCMUHy
(Desm) (DAKO, [daHwus), TIagKOMBIIIEYHOMY O-aKTUHY
(SMA) (Novocastra, Bernkobpurtanus), MaTpUKCHOI MeTal-
nmomnporenHaze 13 (MMPI13) (Acris, Tepmanus), namee
WCITONIb30BaN JeTeKTupytonryo cucreMy EnVision (DAKO,
Hanusg). [locie peakuuu ¢ TUAMUHOOEH3UAUHOM CPE3bI
IOKpAIIMBAIM TeMaTOKCWIMHOM. PeructpupoBaiu KieTKu,
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conepkariue orpenesieMble MapKephbl, a TakKe TOTYKOJIH-
YECTBEHHO, 1O 3-0a/UTbHOI TIIKaje, OLIEHWBAJIM WHTEHCUB-
HOCTh UMMYHOTHCTOXUMHWUYECKOU peakiu: ) — HeT peakiini;
1 — cnabast peakiusi 6osiee yeM B 50% KJIETOK WU MHTEH-
cuBHast MeHee YeM B 10% KIIeTOK; 2 — MHTEHCHUBHAsK peaKiiust
6osiee yeM B 50% KIIETOK.

J17151 OMTHOBPEMEHHOTO BBISIBIIEHUST B TKAHU HECKOJBKUX
MUMMYHOTUCTOXUMUYECKUX MapkKepoB (Vim, Desm,
SMA u CD34) cpe3nsl nemapadbuHupoBanu, o6padaThi-
Banu pacTBopoMm TpuricuHa (Sigma, CHIA) mis memacku-
poBku a"tureHoB (30 muu mpu 37 °C) u UHKYyOMpoOBaIU
B TeueHue | 9 ¢ pacTBOpOM, OJIOKMPYIOIINM Hecreuduie-
ckue peakiuu (5% ObIunii CBIBOPOTOUHBIN anbOymuH, 0,5%
tputoH X100, 0,01% a3un Hatpust Ha 0,1 M docharHom
oybepe ¢ pH 7,4). 3arem B TedeHue 2 4 TipemiapaThl MHKY-
OoupoBanu co cmecbio (1:1:1) mepBUYHBIX aHTUTE] K Vim
(Chemicon, CIIIA), Desm (Abcam, BenukoGpurtaHus)
u SMA (Novocastra, BenukoOputaHusi) Wid cO CMeChio
(1:1:1) mepBuunbix antutes K Vim (Chemicon, CIIA),
Desm (Abcam, Bemuko6putanus) m CD34 (Novocastra,
BenukoOpuranus). [anee cpe3bl oOpabaThiBalud CMECHIO
(1:1:1) Bropuunbix anTuTen (Alexa 488, Alexa 546, Alexa
633, Invitrogen, CIIIA), sinpa nokpamBain DAPI (Sigma,
CIHA) u 3axmovasu B Immu-mount (Thermo-Shandon,
CIIA). IpenapaTel wuccienoBagu IOJ KOHGMOKATbHBIM
mukpockoroMm Leica TCS SPE (Iepmanust). PeructpupoBanmu
KIeTKu CcTBOpoK MK, B KOTOpBIX OTMedeHa peaxiius
C IBYMSI WU TpeMs UMMYHOTUCTOXUMHUUYECKUMM MapKe-
pamu. [IpoBepky crenmm@UIHOCT WMMYHOTHCTOXUMUYE-
CKUX peakIuil TIPOBOIUIIN C UCITOIb30BaHNEM BHYTPEHHUX
TKaHEBBIX TO3UTUBHBIX U HETATUBHBIX KOHTPOJIEH U C HEUM-
MYHHBIMU CHIBOPOTKAMM.

Jng  uccienoBaHUs  yAbTPACTPYKTyphl KieTok MK
HeOombIe (dparMeHTsl O6uomnTatoB cTBopok MK 4 marm-
eHTOB ¢ OTKpbITBIM ABK dukcupoBaiu B pactBope 2,5%
riayrapoBoro anbaeruaa u 1% napadopmanbaeruaa B 0,1 M
docharnom Oybepe (pH 7,4), modpuxcuposamu B 1,5%
pacTBOpe YETBIPEXOKMCU OCMUSI, 00e3BOKMBAIM, 3aJIUBATU
B apaJiIUT. YIBTPATOHKUE CPe3bl KOHTPACTUPOBAIU ypaHWUII-
aleTaToM M LWATPATOM CBUHIIA W aHATU3UPOBAIU B DJIEK-
TpoHHOM MuKpockorie Philips CM100 (Hwunepmanmsr).
N3ydanm 0COOEHHOCTM YJIBTPACTPYKTYPHl KJIETOK CTBOPOK
MK, oTMmeuast B HUX TIPU3HAKU, XapaKTepHBIC IS KIETOK
(bubpobIacTUIeCKOTO, IHAOTETNATHLHOTO, TJIATKOMBIIIET-
HOTO psSila YW JAPYruX HampaBieHuil auddbepeHImpoBKI
KJIETOK COEIMHUTEbHON TKaHU.

Cmamucmuueckas oopabomra 0annvlx

CTaTuCTUYECKUI aHaJIW3 pe3yJbTaTOB TPOBOAVIN
C TOMOIIBIO TakeTa Mporpammsel Statistica 6.0 (StatSoft,
CIIA) c¢ wucrmonb3oBaHWEM METOMOB IapaMeTPUIeCcKOit
U HemapaMeTpUuyecKoi cTaTUCTUKU. JlaHHBIe TIPeACTaBIISIN
B Bujie Mts, a B cimydae HemapaMeTpUIecKUX apaMeTpoB —
MearaHbl. CTaTUCTUYECKU TOCTOBEPHBIMU CUNTAIIN PA3INUIUsI
nipu p<0,05. 115 onpeneseHrs B3aUMOCBSI3U MEXY HECKOJIb-
KUMW TIEPEeMEHHBIMU PACCUMTHIBAIM HeTmapaMeTpUIeCcKUit
koabdunmeHt koppessiunn CriipMeHa TIpU YpOBHE 3HAYM-
moctu p<0,05.

Pe3synbrarsl u 00cyKIenue

MutpaiibHbIil KJIaMaHHBINM anmnapaT Yy HOBOPOXIEHHBIX
U3 TPYINbl CPaBHEHUS CONEpXKal HOPMAJIbHO pa3BUTHIE
MEePEeIHIO U 3alHI0I CTBOPKM, K KOTOPBIM KPEMWIUCh
XOpZBI, OTXONSIINE OT COOTBETCTBYIOIIMX COCOYKOBBIX
MbI (puc. la). K mepemaHeil cTBopke MPUKPEIIISIIIOCh OT 9

1o 12 xopx, x 3agHeit — ot 9 no 14. Yucio xopa BapsrpoBajo
B pa3HbIiXx MK 1 6bUT0 TPOTIOPIIMOHATBHO YUCTY COCOYKOBBIX
MbIl. O6HapyxeHo 3 BapuaHTa aHATOMUIECKOTO CTPOSHUSI
COCOYKOBBIX MBITIIII;

. OJIHa BepXylIKa pacroJjarajiach Ha OJHOM OCHOBaHUU;

. OJHa Bepxylllka pacrojiarajlaCb Ha HECKOJbKUX OCHO-
BaHUSIX;

«  HECKOJIbKO BEpXYIIEeK
Ha OTHOM OCHOBaHWH.
N3meHnunBocTh aHatomuueckoro crpoeHuss MK xapak-

TepHa JJI1 HOPMAJIbHO Pa3BUTOTO CEp/lLia.

VY Bcex nanyeHToB ¢ oTKpbIThiIM ABK Bo BpeMs peBusuu
MpU TIOBTOPHOU OIEpaluyu OTMe4YeHa BhIpakeHHas Iuia-
Tals JIEBOTO (MUTPAIBLHOTO) KOMIIOHEHTa. Y 15 (79%) maum-
E€HTOB OOHAapyXeHbBl MUKCOMATO3HbIE W3MEHEHUS CTBOPOK
KJ1anaHa (puc. 2a), y OCTaJIbHBIX OOJBHBIX — TpydoOe yTOJ-
IeHNe TepeqHeil CTBOPKW WJIM BbIpaXeHHas THUIIO-
IJia3usi 3agHeil CTBOPKYU C YTOJNIIEHWEeM WIN CpalleHueM
CcO CBOOONHOI CTEHKOU JIeBOTO Xeymouka. M3MeHeHUst
B XOpHAJTbHOM amrmapaTe ObUTA TIPENCTaBIEHBI YIJIUHE-
HHUEeM WIN YKOPOUEHUEM XOpI, YTO COMPOBOXIAIOCH HApy-
IIeHNEeM HOPMAaJbHOTO COOTHOIICHUST MEXIY UTMHOU XOpII
U COCOYKOBBIX MBI, Cpeay aHOMaJdii pa3BUTHS COCOY-
KOBBIX MBIIIII OTMEYEHA WX TUIIOTUIA3Us BIUIOTH IO aTUla3uH,
a Taxxe nucrorust. Y 14 (74%) nereit ¢ BeIpaskeHHOU Hemo-
cratrouHocThio MK Habmomamum n3MeHeHUsI BO BCEX CTPYK-
Typax ero KJIaraHHOTO armapara.

B ctBOpKke 3penoro MK B HOpMe THCTOTOTUIECKU Pa3in-
4aloT 3 CJIOoS: TIpeNCcepaHBIi, XKeTyIOUYKOBBIA M TyO4YaThIi
(spongiosa). B uccinenoBanHbiXx MK HOBOPOXXIEHHBIX CTBOPKU
COCTOSUTM W3 PBIXJION HEO(GOPMIIEHHOU COeNMHUTEIBHOMN
TKaHU, B KOTOPOW He BCeraa OMpeNesUINCh CIIOW, XapaK-
TepHBIE IS 3peioro KinamaHa (puc. 16). Oyarm MuKcoMaTo3-
HOTO TiepepokIeHus TKaH! cTBopok MK HabGmomxamm Toinbpko
y 1 u3 16 (6,3%) HOBOpOXICHHBIX. B rpyrre aeteit paHHEro
Bo3pacta ¢ oTkpbIThiIM ABK ctBopku MK OGosnblunHcTBa
OOJILHBIX OBUTM HEPABHOMEPHO YTOJIIEHBI, PBIXJIbIE, C HApy-
IIEHHON apXWTEeKTOHWKOW THUCTOJIOTUYECKUX cioeB. Odarm
MHUKCOMATO3HO M3MEHEHHON TKaHU C XaOTWIHO PacCIoio-
KEHHBIMU KJIeTKaMU 3Be3quatoil (popMmbl 3aHMMaiu Oosee
50, ot 10 mo 50 u menee 10% tutomany TkaHu cTBOpok MK
y 6 (32%), 6 (32%) u 3 (16%) u3 19 GOJBHBIX, COOTBET-
ctBeHHO. OKpacka 3TWX 30H aJbLIMAHOBBIM CUHUM TI03BO-
Jinjia OOHAPYXXUTh CKOIJIEHUE KUCJBIX MYKOMOJUCAXapUIOB
(puc. 26). Pa3zMepsl 30H MUKCOMATO3HO M3MEHEHHOW TKaHU
MK mipsiMo KoppenpoBaid CO CTETIEHbIO PerypruTaluy Ha
MK (r=0,52, p =0,03). [1pu 3TOM OTIepalliOHHbIE IIBBI TIOCTTE
panukaabHOU KoppeKinu MK «11pope3sIBaTnch» TOCTOBEPHO
yarie UMEHHO y OOJTBbHBIX C OOJBIIEH TIOMIANBI0 30H MUKCO-
MaTo3HO# nereHepanuu crBopok MK (r =0,65, p =0,003),
YTO CBUIETEHCTBOBAIO O HEOJATOMPUSTHOM TMPOTHOCTUYE-
CKOM 3HAUYeHUU JAaHHOTO IapameTpa.

MexaHudeckre U 3JaCTUIECKUE CBOMCTBA CTBOPOK
MK ompenensitoTcsi cBOCTBAMU BHEKJIETOUHOTO KapKaca
WX TKaHU: TPUCYTCTBUEM 3JIACTUIECKUX WM KOJUIAaT€HOBBIX
BoJIoKOH. B HopmanbHOM MK B3pocioro yesnoseka Jioka-
JU3aIUsT 3JIACTUKW WMMeEeT CJIOUCTBIM XapakTep W OTpaHu-
YUBAETCS TPENCEePIHBIM U, B MEHBIIEH CTETIeHU, TyOUaThIM
cinoem [6]. B umccrnenmoBaHHbIX Hamu cTBopkax MK HoBoO-
POXIEHHBIX W3 TPYIIBl CPAaBHEHUS 2TaCTUIYECKUN KOMIIO-
HEHT OBIT TIpeACTaBJIeH TOHKWMM HUTSIMH, PacCIoio-
KEHHBIMU Ha TIPEICEepPIHOI, a B HEKOTOPBIX CIydasix
U Ha XeJQyAouykoBoii cTtopoHe cTBopoK MK (puc. 1B).
Y GosbHBIX ¢ OTKpbITBIM ABK Habmtonanu 3ameTHoe pa3Bo-
JIOKHEHUE, OeCIOopsiIOYHOe PACIIONOXKEeHUE BO BCEX CIIOSIX
ctBopok MK, a wHorma u dparMeHTaIuIo 3IaCTUYECKUX

Q8807 PacCItoJIOKECHBI
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Puc. 1. MuTpanbHBIN KJIaiaH HOBOPOKICHHBIX 0€3 CepieuHO-COCYIUCTON TTAaTOIOTHH.

Ipumeuanue. a — TiepeHsIST ¥ 3aIHSS CTBOPKA MUTPAIBHOTO KiamaHa (MakpodoTorpadust), 6 — He3pesas COeIMHUTENbHAS TKaHb CTBOPKU
MUTPATBHOTO KJIalaHa, coiepkaiiasi IITMKO3aMUHOTIIMKAHBI U HEOOIBIIIOE KOJTMUECTBO KOJITATEHOBBIX BOJIOKOH (OKPAcKa aTbIIMaHOBBIM CUHUM
¢ mokpackoii peaktrBoM Lludda), B — amacTudeckue BOJIOKHA B TIPEACEPIHOM CJIO€ CTBOPKU MUTPAIBHOTO KilamaHa (oKpacka 1o Beiireprty),
T — yMepeHHas UMMYHOTHCTOXUMUYeckast peakivst Ha MMP13 B mpencepnHoit CTOpOHE CTBOPKY MUTPATTLHOTO KJIamaHa, 1—X — KJIETKU CTBOP-
KU MUTPAJILHOTO KJTaraHa ¢ pubpodractuueckuM (n — Vim), snpotennanbibM (€ — CD34) u rmaakoMbiinedHsM (XK — SMA) deHoTumom.
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Puc. 2. MutpanbHblil KJIaraH JeTeil paHHEeTo BO3pacTa ¢ OTKPBITBIM aTPHOBEHTPUKYISIPHBIM KaHaJIOM.

Tlpumeuanue. a — MIKCOMATO3HO M3MEHEHHBII OOILLMIT aTPUOBEHTPUKYJISIPHBIN KiiarmaH (MakpodoTorpadusi, CTpeKaMu yKa3aHbl MeCTa Ipo-
pe3bIBaHMS LIBOB), 0 — Oo4Yar MUKCOMAaTO3HO M3MEHEHHON TKaHM, COZEpXKalleil TTMKO3aMUHOITIMKAHbI, PACIIOJIOXEHHBIN psnoM ¢ Gpubpos-
HOI1 TKaHbIO KJIanaHa (0KpacKa alblIMaHOBBIM CHHUM C J0KpacKoii peaktBoM Lndda), B — pasBonokHeHMe 1 hparMeHTaIMsT 271aCTUIECKUX
BOJIOKOH B 04are MMKcoMato3a (oKpacka 1o BeiirepTy), r — MHTeHCHBHasi MYMMYHOTUCTOXMMIYecKasl peakiyst Ha MMP13 B 30He Mukcomaro-
3a, I—X — KJIETKM CTBOPKM Ky1araHa ¢ pubpoodmactiyeckuM (1 — Vim), sHnorennansHeiM (€ — CD34) u rmankomsiiedHbiM (K — SMA) deHo-
tunom. Mukpodororpacdust (6—x). MMMyHOrHCTOXUMUYECKOe OKpaluBaHue. Yeeaud. 20x10.
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BOJIOKOH, OCOOEHHO BBIPAXXKEHHYIO B O4Yarax MUKCOMAaTO3HO
n3MeHeHHOU TKann MK (puc. 2B).

B TkaHu ctBOpoK MK 001BHBIX ¢ OTKpBITBIM ABK
U B eAUHUYHBIX HabmoneHusix MK HOBOpPOXIEHHBIX
U3 TPYIINbl CpaBHEHUsI Oblaa BBISIBJIEHA OYaroBasl MOBBI-
IIeHHass UMMYHOTUCTOXUMUYeCKast peakiins Ha MAaTPUKCHYIO
Metayionporennasy 13 (MMP13) — koinareHasy, oTBeT-
CTBEHHYIO 3a paclleruieHne kKojutareHa (puc. Ir, 2r),
B TO BpeMsl KaK B APYTrUX y4yacTKax TKaHb cTBopokK MK Obuia
CJ1a00MO3UTUBHON WJIM HEraTUBHOW B OoTHolleHun MMP13.
Haubonee wHTeHcuBHOE okpammBanne MMP13 oGHapy-
JKEHO TI0 Tiepudeprun 09aroB MUKCOMATO3HOU JIeTeHepalinu,
a Takxke B TKaHn MK ¢ BbIpaskeHHBIM HapyIIIeHUEM apXUTeK-
TOHUWKU JIACTUUECKUX BooKoH (r =0,75, p =0,008).

[cronoruyeckast KaApTUHa MUKCOMATO3HOI iereHepaluu
TkaHu cTBopoK MK, B T.4. pacnpenesneHue 371aCTUYECKUX
BOJIOKOH ¥ conepxkxaHne MMP13 y neteit paHHero Bo3pacra
¢ oTkpeiTbiM ABK okazaince CXOAHBIMU C OMUCAHHBIMU
B JIATEepaType CjayyasiMu TPUOOPETEHHOTO MUKCOMATO3a
TKaHu cTBopok MK y B3pocibix 60mbHBIX [2, 7], a Takke
C CUTYalUUSIMU SKCIEPUMEHTAIBHO UHIYLIMPOBAHHOI MUKCO-
Maro3HOl nereHepanuu [8]. BmecTe ¢ Tem Hamm maHHbBIE
0, Kak TIpaBWiIoO, ciiaboii aktuBHoctu MMPI13 B TKaHu
ctBOpoK MK HOBOPOXIEHHBIX HE COBNAAAIU C JaHHBIMU
Rabkin-Aikawa 1 coaBT. [9], KOTOpbIe MOKa3aau, YTO aKTUB-
HocThb MMP13 B TKanu ctBopok MK y 3MOPHMOHOB TTOBBI-
1IeHa, B TO BpeMsl KaK Yy B3pOCJIOrO YejJOBEeKa B HOpME
He OIpeesseTcs.

Yuactku 00bI3BecTBIeHUSI B cTBOpkax MK He Obuin
3a(UKCUPOBAHBI Y HOBOPOXKICHHBIX U3 TPYMITBI CPAaBHEHUS,
a B rpynne geteii ¢ oTrkpbITeiM ABK B Bo3pacre ot 1 mec
no 3 yer ObuUTM OOHapyXeHbl ToJbKO Y 1 (5,3%) 6GosibHOTO
B Bo3pacTte 2 T 11 Mec. BeposITHO, OTJIOKeHUE COeil KalbLust
B cTtBopkax MK mnpoucxonut y OoJbHBIX neTeil B Oosee
crapiieM Bo3pacre.

VibTpacTpyKTypHOE MCCleqoBaHUEe TKaHU cTBOpoK MK
y 60J1bHBIX ¢ OTKPBITBIM ABK nokasaino, 4To 60JbLIIMHCTBO €€
KJIETOK ObLJIO MPEACTaBICHO KJIeTKaMu (hrudpobIacTUYeCKOro
psiia C HU3KOW UM YMEPEHHOM CUHTETUYECKON aKTUBHOCTBIO,
0 YeM CBUJETEJIbCTBOBAIO MpeoliafaHue 30H CBOOOIHON
OT OpraHesul LIMTOIUIA3Mbl, COAEpXKalllell peaKrue MUTOXOH-
IpUM U HEMHOTOYMCJIEHHbIE LIMCTEPHBI CJIaOOPA3BUTOTO
TPAHYJISIPHOTO 2HIOIIA3MAaTUYECKOTO PeTUKyayMa. OObIUHO
KJIETKM WMEJIU XapaKTepHylo 3Be3auaryo ¢GopMmy C JIAH-
HBIMUA BBIPOCTaMU IIUTOTUIA3MBbI (puc. 3a). B smpax Herpa-
BWIbHOU (DOPMBI KPYMHBIE MIBIOKU T€TEPOXPOMATUHA PACIO-
JlaraJluch (hparMeHTapHO MO BHYTPEHHEN SIIEpHOI MeMOpaHe.
B HexkoTopbIX KieTKax ObLIA OTMEUEHBI YJIBTPACTPYK-
TypHble TIPU3HAKU, XapaKTepHble M MUOGbUOPOOIACTOB:
Hapsy ¢ 3JIEMEHTaMU TPaHYJISIPHOTO SHAO0IIa3MaTUYECKOTO
peTUKyIyMa B LUTOILIa3ME B3TUX KIJIETOK MPUCYTCTBOBAIU
Gubpusutel (puc. 36), a BOOAb KJIETOYHOW MOBEPXHOCTH —
dparmeHTs 6azampbHOl MemOpaHbl (puc. 3a—B). CxomHble
YJIBTPACTPYKTYPHbBIE MPU3HAKU, XapaKTepHble s MUODU-
O0po06J1acTOB, OMUCAHBI B KJIETKAX MUKCOMATO3HO WU3MEHEH-
Horo MK cobaxku [10]. B Tkanu ctBopok MK 6o0sbHBIX
¢ oTkpbITbiIM ABK HaGmonanu takxe ManonuddepeHuupo-
BaHHbIE KJIETKU, KOHTYpPbl KOTOPBIX BBITJISACIN HEPOBHBIMU
U3-3a BBITATUBAIOLIMXCS BO MHOTMX MECTaX MaJIEHbKUX I1CEB-
nornioguit (puc. 3B). OGHapyXeHHbIE B CTBOPKaX MHMKCOMa-
TO3HO MU3MEHEeHHbIX MK THCTHOLUTBI comepXalu pa3HOro
pa3Mepa BakyoJu, ¢HarocoMbl, CIa00pPa3BUTBIM TrpaHy-
JISPHBIA 3HIOIJIA3MATUYECKUI PETUKYIYM, 3JIEKTPOHHO-
IUIOTHBIE TPaHyJbl U B HEKOTOPBIX CJIy4yasX MUEIUHOBBIC
tenbiia (puc. 3r). ComepkaHue KOJITATEHOBBIX W 3JIacTUYe-
CKUX BOJIOKOH B TKaHU cTBOPOK MK y 3TuX 00JbHBIX ObLIO
CPaBHUTEJIbHO HEOOBIIUM.

[lpu wccrenoBaHUM WMMYHOTUCTOXMMHUUYECKOTO (heHo-
tuma kietok MK HOBOPOXIEHHBIX M3 TPYMIbI CPaBHEHWUS
B OOJBIIMHCTBE HAOJIONEHWIA YCTAHOBWIM HU3KYIO WHTEH-
CHUBHOCTb peakliuu Ha mapkep ¢pudpodiactuueckoit nudde-
peHupoBKu Vim (oreHka B 6ayutax ot 0 mo 2, menuana =1)
(puc. 11) u Gosiee BBICOKYIO — Ha MapKep 3HAOTEJIUATIbHOMN
nuddepentupoku CD34 (ouenka B 6ammax ot 1 mo 2,
MeauaHa =2) (puc. le).

VY nereil panHero Bo3pacta ¢ OTKpbIThiM ABK kietku
MK B OOJBLIIMHCTBE CilydyaeB JEMOHCTPUPOBAIU CJIadyio
peakiuio B oTHolleHuu Vim (oueHka B Oamuiax ot 0 mo 2,
MenuaHa =1) u CD34 (ouenka B 6awtax ot 0 1o 2, MmequaHa
= 1) (puc. 2a, e). [Ipy 3TOM MHTEHCUBHOCTb UMMYHOTHU-
CTOXMMUYECKOW peakIMi Ha yKa3aHHBbIE MapKepbl M3Me-
Hsutack coueranHo (r =0,77, p =0,002). MHTEeHCUBHOCTH
peakiuu Ha Vim u CD34 6bU1a 1OCTOBEPHO BHITIE B KJIIETKAX
MK HOBOpOXIEHHBIX, UYeM Yy [eTeli paHHero BO3pacTta
¢ otkpeITeiM ABK (p =0,02; p =0,005, coOTBEeTCTBEHHO).
C MoMOIIbI0 NTBOWHOTO MMMYHOTUCTOXMMHWYECKOTO OKpa-
ITMBAaHUS B OOJIBIIUHCTBE KJIETOK B 00EUX MCCIIETOBAHHBIX
IpymIax mAoKa3aHO OXHOBPEMEHHOE IPUCYTCTBUE Vim
u CD34 (puc. 4 a—x).

®enorun kinetok MK, xapakrepusylommics TpUCYT-
CTBHEM aHTUTEHOB Cpa3y NBYX JUHWI KIeTouHOU mudde-
peHIMpoBKKU — dHHoTemanbHol (CD34) u pubpobdractuye-
ckoii (Vim), BeposITHO, OOBSICHSIETCSI TPOUCXOXKICHUEM ITUX
KieTok. M3BeCTHO, 4TO B AMOpUOreHe3e KIIETKHM KJIaraHoB
cep/Iiia MpeTeprieBaoT T.H. HA0TETUATBHO-ME3eHXUMATBHY IO
TpaHchopMalnio. DHAOTeTNATbHBIE KIETKU, BHICTUIAIONINE
«3HAOKapAUAbHbBIE TTOMYIIKI» , MUTPUPYIOT B TOJIIITY OOTaTOi
[JTUKO3aMUHTJIMKAHAMY DPBIXJION ME3eHXUMaJIbHOW TKaHU
MOAYIIEK, TAe MPUOOPETAIOT YEPThl KIETOK Me3eHXUMBI [11].
BeposiTHO, y HOBOPOXICHHBIX M JeTell paHHero BO3pacTa
¢ oTkpbITbiM ABK Mbl Habmomanu coxpaHeHUE aHTUTEHa
SHAOTEIUAIBHOTO (eHOTUNA B KJeTKax ¢ubpodiactuue-
CKOTO psifia, ellle He 3aBePIIMBIINAX CBOIO TpaHCGHOpPMAIINIo,
YTO TOATBEPXIATIOCH 0OJee WHTEHCUBHOUW MMMYHOTUCTO-
XUMUYECKOM peakuueit Ha mapkep CD34 B MK HOBOpOXK-
JIEHHBIX.

[Momumo Vim+/CD34+-xnerok B crBopkax MK 9 u3
16 (56%) HOBOPOXIEHHBIX OOHAPYXUJIM TakXe caon Vim+/
SMA+-knetok (puc. 1x, puc. 5Sa—r), ay 1 uz 16 (6,3%)
OONMBHBIX BBIABMIN Takke Vim+/SMA+/Desm+-kieTku.
V 12 u3 19 (63%) nereii ¢ otkpeiTeiM ABK B cTBOpKax
MK, kak mpaBuio, ¢ MpeacepAHON CTOPOHBI HabIAAINA
ckoruieHne SMA+-KiIeTok (puc. 2x), HEKOTOPbIEe N3 KOTOPBIX
UMeNTM UMMYHOTHCcTOXuMU4YecKuit pernorun Vim+/SMA+
(puc. 50—x), ay 3 u3 19 (16%) mauueHTOB TakKe OOHa-
pyxwm eanHudHble SMA+/Desm+-knetku. CKorieHUst
SMA+-kietok B ctBopkax MK y GOJTbHBIX TIepBBIX 3 JIeT
KU3HU ¢ OTKPHITEIM ABK Berpeuanu yarie, yeM y HOBOPOXK-
JIEHHBIX W3 TPYIIbI cpaBHeHUS (p =0,03).

OueBuIHO, 4TO cpean KieToK MK mpucyTcTByIOT mepe-
XOoAHble (opMbl KJIETOK (HUOPOOIACTUUECKOTO psilia, 4acTb
KOTOPBIX JIEMOHCTPUPYET BapUaHTBl MMMYHOTHUCTOXUMU-
yeckoro (QeHortuna, XxapakrtepHble i MUODUOPOOIACTOB
(Vim+/SMA+, SMA+/Desm+ win Vim+/SMA+/Desm+).
B nuteparype 0OCYXIalT TeTEPOTEHHOCTb MOMYJISIIUN
KJIETOK KJIATTaHOB, KOTOPAs TIPOSIBIISIETCS, HATIPUMED, B OTHO-
[IEHUU CTIOCOOHOCTH K a[re3uy BhIIeIeHHOU (hpakIuy ITUX
KJIETOK U Pa3MUIHON 3Kcmpeccun aHtureHa SMA mpu mx
KYJIBTUBUPOBaHUH |12].

NHTeHcuBHOCTh peakiiuu kietok MK B oTHoleHUun
Vim Obl1a moBbillieHa Yy 00JIbHBIX ¢ OTKpBITHIM ABK mnpu
OoJbiieii crerienu peryprutanuu Ha MK (r =0,67, p =0,009),
a B otHotreHnn CD34 — y 6obHBIX ¢ Gosee BoicokuM KTHU
(r =0,52, p =0,03) u y marueHToB, y KOTOPBIX cJioit SMA+-
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Puc. 3. YasTpacTpyKTypa KIETOK MUTPAJIHOTO KJIaraHa JeTeil pAHHETo BO3pacTa C OTKPBITBIM aTPUOBEHTPUKYJISIPHBIM KaHAJIOM.

Ilpumeuanue. a, 6 — hudpoodiactel (a) U MuoGudpodaacTs (0) 3Be3auaTOi hopMbl C HUOPUILIAMU B LIMTOIUIA3ME, PEAKMMU LIUCTEPHAMU TIpa-
HYJISIPHOTO 9HJIOTIIa3MaTUYECKOTO PETUKYJIyMa ¥ eIMHUYHBIMU MUTOXOHIPHUSIMU, Ha TIOBEPXHOCTH KJIETKM — (hparMeHTsl 6a3aibHOIT MeMOpa-
HbI (CTPEJIKK), 4TO OOBIYHO HE XapaKTepHO /ISl KJIeTOK hubpobdiiactuueckoro psijaa; a — yeeaud. 11 000, 6 — ysenuu. 27 500; B — manonudde-
PEHLIMPOBAaHHAsI KJIETKA C OTPOCTKAMM, MOJOOHBIMU TICEBAONONUSM, U parMeHTaM1 6a3abHON MeMOpaHbI Ha MOBEPXHOCTH KJIETKH (CTpesi-
kn) — yBesnd. 8400; r — ructrouunt (Makpodar), coaepxailuii Bakyosiu, harocombl, 3JeKTPOHHO-TIJIOTHbIE I'PaHYJIbl U CJTA00Pa3BUTHIN rpaHy-
JISIPHBIN BHI0TUIA3MATUYECKU I peTUKYJIYM, yBeaud. 11 000.

KJ1eToK B cTBopkax MK BcTpeuasncst pexe Wiau ObUT mpen-
CcTaBJicH eIWMHWYHBIMU Kietkamu (r = —0,72, p =0,008).
Takum ob6pa3zom, Oojiee MHTEHCUBHAsI peakiiust kiaetok MK
Ha MapKep dHIOTSIMAIbHOM nrhdepeHINPOBKA OTMEUCHA Y
HauboJee TSKeIbIX 00JIbHBIX ¢ OTKpBITBIM ABK, uTo, Bepo-
SITHO, CBUIETEJIbCTBOBAJIO O MEHbIIEH CTENEHU 3PEIOCTU
coenvHutebHON TKaHU MK. [1ogoOHBIIE UMMYHOTUCTOXU-
Mudeckuit peHOTUIT MBI Habmonanmu B kietkax MK HoBo-
POXJIEHHBIX U3 TPYIIITHI CPAaBHEHMSI.

CorylacHO TaHHBIM JIUTEPATyphI, B cTBOpKax MK amb6pu-
OHOB KJIETKM OOBIYHO TIPENCTaBICHBI aKTUBUPOBAHHBIMU
Muocdubpodracramu, mpu 3ToM Vim+/SMA+-KieTkn
coctasnsiior 60,319% [9]. HamporuB, B8 MK B3pocibix

JIofelt mpeobagaroninii B HopMe heHOTHUTT KJIIETOK COOTBET-
CTByeT moKostimmumcst Vim+-dubpobiactam, a Vim+/SMA+-
KJIETKM COCTaBJSIOT Jiniib 2,5+0,4% [9]. B MUKCOMAaTO3HO
n3MeHeHHoi TkaHu MK B3pociibix 00JIbHBIX Hapsay ¢ Vim
B KJIETKax ObLIa 3aperucTpupoBaHa 3KCIpeccus NEeCMUHA,
0-aKTMHA, a TakKke aHTureHa SMemb, XapaKTepHOTO JIst
AKTUBUPOBAHHBIX ME3CHXUMHBIX KJIETOK [2]. ¥ B3pocibix
MalMeHTOB ¢ peBMaTWYecKuM Tiposaricom MK B mpen-
cepaHoM wiu ryouyatrom cinoe MK oOHapyxkuBaloT naxe
cocynsl [13].

B ycnoBusix 2KCmepUMEHTAJIbHO WHAYIIMPOBAHHOTO
MMKCOMAaTO3HOrOo M3MeHeHus TKaHu MK cobaku BbISIB-
JICHO yMEHblleHUe uuciaa Vim-+-KJIEeTOK IO CPaBHEHUIO
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Puc. 4. [BoitHoe (Vim+/CD34+) MMMYHOrHCTOXMMUYECKOE OKpalllMBaHUE KJIETOK CTBOPKM MUTPAJIbHOTO KjaraHa HOBOPOXIEHHbIX 0e3
CepIeYHO-COCYIUCTOM MAaTOJOTUM (a—T) ¥ AeTel pAHHET0 BO3PACTa C OTKPBITHIM aTPMOBEHTPUKYJISIPHBIM KaHaIoM (1—3). UMMyHOKOH(]OKaibHas
MUKPOCKOITHSI.

Ilpumeuanue. a, n — Vim+/CD34+/DAPI+ dayopecueHuus; 6, ¢ — Vim+-kierku; B, )k — CD34+-kjIeTK1 B CTBOPKE MUTPAJIbHOTO KJIallaHa;
I, 3 — Aokpacka sinep DAPI.
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Puc. 5. [poitHoe (Vim+/SMA+) MMMYHOIMCTOXMMUYECKOE OKpalllMBaHWE KJIETOK CTBOPKM MUTPAJIbHOIO KJjaraHa HOBOPOXICHHBIX 0e3
CepAEYHO-COCYIMCTOM MaTONOTMu (a—T) U IeTell paHHEro BO3pacTa ¢ aTpPUOBEHTPUKY/ISIPHBIM KaHaioM (1—3). UMMyHOKOH(DOKaIbHAsE MUKPO-
CKOTWUSI.

Ipumeuanue. a, i — Vim+/SMA+/DAPI+ ¢nyopecuenuusi; 6, e — Vim+-Ki1eTku; B, )k — oTaeabHble SMA+-KJIETKH B CTBOPKE MUTPAJILHOTO
KJanaHa; 1, 3 — nokpacka siiep DAPI.
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¢ koHTposieMm u mosiBieHne SMA+ wm SMA+/Desm+-
mrodudpodractoB [14, 15]. B HekoTopsix paboTax 0OCYyXK-
JaeTcs TakKe TPUCYTCTBUE CPEIN KIETOK MUKCOMATO3HBIX
MK ¢ubpobiactoB 3Be314atoii HOPMBbI, IKCITPECCUPYIOLIUX
Mapkep sHaoTeauanbHoi auddepenunposku CD34+ [16]
nmu CD31+/SMA+-xierox [8].

B xome xJIMHUKO-MOPGONIOTUYECKUX COMOCTaBICHU
OblIa YCTaHOBJIEHA IOJIOXUTEIbHAS KOPPEISLUS MeEXIy
npucyrctBueM B cTtBopkax MK SMA+/Desm+-kieTok
U JJIMTEJbHOCTBIO IEepuola MeXIy IEepBUYHON omepa-
et pexkoHcTpykiun MK u mocnemyrommMm TpoTe3u-
poBanuemM MK atmx xe mamumentoB (r =0,72, p =0,027).
JByM 13 Tpex OOJIbHBIX, Y KOTOPBIX B cTBOpKax MK ObLin
o6HapyxxeHsl SMA+/Desm+-KIeTKr, BTOPYIO OTepaInio
BBITIONTHSUTA  criycTst Gonee yem 300 mHeil mociie TepBOIA,
a y 6ombHBIX 6e3 SMA+/Desm+-kiierok B cTBopkax MK
MEepPHO MEXIY ONepalusMu cocTaBistt 2—64 aHs. MOXKHO
TPEATIONOXUTh, YTO TpucyTcTBue SMA+/Desm+-kieTok
B TKaHu MK, no-Buaumomy, HeOOXOAMMO /I COXpaHEHUS
MEXaHUYECKUX CBOMCTB TKAHU CTBOPKM KJIalaHa B YCJIOBUSIX
TeMOAMHAMUYECKOI TTeperpy3KHu.

3akmoyenue

Takum o6pazom, B MK nereit paHHero Bo3pacTta
¢ oTkpbITeiM ABK oOHapyeHbl oyaroBble MUKCOMATO3HbIE
U3MEHEHUSI CTBOPOK, KOTOPBIE BBIPAXKAIMCh B YTOJILIEHUU
U U3MEHEHUU UX BHYTPEHHEH CTPYKTypbl. B ouarax mMukco-
MAaTO3HO U3MEHEeHHOI TKaHU MK npucyTCcTBOBaIN XaOTUYHO
pacmnoJioKeHHbIE KJIETKU 3Be3ayaToil (opmbl, (parmeH-
TalMsl U Pa3BOJOKHEHUE BJACTUYECKUX BOJOKOH M aKKy-
MYJISILMSL KUCJIBIX MYKOIOJMCAXapUIoOB B MEXKJIETOUHOM
marpukce. [1o nepudepun oyaroB MUKCOMAaTO3a BBISIBICHO
MOBBIIIEHHOE cofep:kaHrne MMP13.

Ha ynsrpactpyktypHoM ypoBHe B TKaHU MK y GoibHbBIX
¢ oTkpbITeiIM ABK umerorcs kietku udpobiiacTuyecKoro
psfa, KJIETKU C MPU3HAKaMU MUOTEHHOU AuddepeHIInpoBKU
(MuoubpobIaCThI), a TAKXKE TUCTUOLIUTHI.

NMMyHOTUCTOXMMUYECKUIT (DEHOTUIT KIJIETOK CTBOPOK
u GubdbposHoro kosbilia MK 601bHBIX ¢ OTKpbITBIM ABK
COOTBETCTBOBaJI (DUOPOOIACTUYECKONH W IHIOTEIUATBHONU
nuddepeHUnpoBKe, a Y YaCTU OOJbHBIX ObLIM OOHAPYKEHBI
CKOTUIEHUS KJIETOK IJIa[IKOMBIIIEYHOTO MPOUCXOXKIEHMUSI.
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