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KimmHuKo-mMopdoorudyecKne napajijieimn
B IIATOJIOTHM MUTPAJIHHOI0 KJIAmaHa
y JeTeil pAHHEro BO3pacra ¢ OTKPbIThIM
ATPUMOBEHTPUKYJIAPHBIM KAHAJIOM

bBuiio nposedeno uccredosanue Guonmamos cmeopok Mumpanibho2o Kaanauna y oemet 6 go3pacme om I mec do 3 nem ¢ noanoii (13 60avHvix) u Henon-
HOU (6 001bHBIX) POPMOTL OMKPLIMO20 AMPUOBEHMPUKYAAPHOR0 KaKand. Buoncuiinbiii mamepuan noayuen 6o epems NOGMOPHOU ONePayUU HA MUMPANb-
HOM Kaanawe, npogedenHoll 6 nepuod om 2 owneli 0o 1 eoda nocae padukanbHoli KOppeKyuu nOPoKa 6 c8s3u ¢ COXpaHeHuem 0CmamouHoil pecypeumayuu
3—4-ii cmenenu Ha MUMPAALHOM KAGNAHE.

Ilpu vinoanenuu 2ucmonoeu1ecKo2o uccaedo8anus 6 CMeopKax MUMpanrbHo20 KAGNana smux 00AbHbIX 0OHAPYICUAU 04a2U MUKCOMAMO3HO U3MeHeH-
Holl mKawnu, Komopule 3anumanu 6oaee 50% naowadu cmeopok mumpansio2o kaanawa 'y 6 (32%) uz 19 6oashovix. B smux ouaeax xaomuuHo pacno-
Aa2anuch Knemku 36e304amoii (popmol, OblAA HAPYUIEHA APXUMEKMOHUKA SNACIUYECKUX 6010KOH, OMMe4eHO CKONAeHUe KUCAbIX MYKONOAUCaxapuoos
U nogvluleHHoe codepicaniie Mampukcroll memannonpomeunasot 13. Pazmeps 04azo06 npsamo Koppeauposanu co cmenensvio pecypeumayuu Ha Mumpans-
HOM Kaanarwe.

Ilocne padukanvHoll Koppekyuyu OMKPbIMO20 AMPUOBEHMPUKYAAPHO20 KAHAAA HA CMBOPKAX U (UOPO3HOM KOAblUE MUMPANbHO20 KAANAHA Wbl <npope-
3b16aAUCH> DOCMOBEPHO Uause y 00NbHBIX ¢ O0AbULell NAOUAObI0 30H MUKCOMAMO3HOU deceHepayuu MKaHu cmeopoK KAANAana, 4mo c8uodemenscmeosano
0 He0NA2ONPUAINHOM NPOCHOCMUMECKOM 3HAYEHUU MO0 napamempa.

Ilo ynempacmpykmypHoim npusnakam 60AbUIUHCME0 KAeMOK CMEOPOK MUMPAAbHO0 KAANAHA OMHOCUAOCH K (Pubpobracmuueckomy pady; maxoice
ObLAU 0OHAPYICEHDL KACMKU C NPUBHAKAMU MUO2EHHOU udhdhepenyuposiu — muoguopodaacmot u eQunu4Hble eucmuoyumyl. Ummynoeucmoxumuyeckuil
heHomun KaemoK cmeopoK KAANana coomeemcmeosan Guopodaacmuueckoll u IHOOMeAUuanrbHol Oup@epeHyuposKe; y HeKomopbix OOAbHbIX 6cmpeya-
AUCH KAeMKU 2AA0KOMbIUEHHO20 NPOUCXONCOCHUS.

Karouegole cao6a: omkpoimolii ampuoseHmMpuKyAApHolil KAHA1, MUMPAAbHbLIL KAGNAH, MUKCOMAMO3HAA Oe2eHepauusi, UMMYHOSUCINOXUMUHeCKUl
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 COeAMHUTEbHOW TKaHWU y JE€Tel C BPOX-
JIEHHOI HEeJI0CTaTOYHOCThIO MUTpaibHOrO KianaHa (MK) —
OlHa W3 TIPUYWH, TIPUBOMIINX K PEIUANBY €ro HemocTa-
TOYHOCTU TOCJIe PEKOHCTPYKTUBHBIX OIEpalMii Ha cepile.
Y OOJBHBIX C BPOXIEHHON AMCIIa3Uedl COEAMHUTETbHOM
TKaHU PETUCTPUPYIOT yToJllieHue cTBOpok MK, mosiBneHue
B HEM 0YaroB MUKCOMAaTO3HO M3MEHEHHOU TKaHU C peMoJe-
JINPOBAHUEM BHEKJIETOYHOTO MaTpUKCa, B T.4. C HAPYLIEHUEM
CTPYKTYPBbl M PACIIOJOXEHUS BJaCTUYECKUX BOJOKOH [1].
YroniieHre CTBOPOK MHUKCOMATO3HO W3MeHeHHoro MK
CBSI3BIBAIOT C YyBEJIMYEHMEM TyOuyaToro ciosi (spongiosa)
ctBopku MK, B KOTOpOM M30BITOYHO HAKAIUTMBAIOTCS MIPOTEO-
TJINKaHBI (MEKOpWH, OUTIIMKaH, BepcukaH) |2, 3]. B oreeT Ha
reMoIHaMUYeCcKyto Harpy3ky B MK Takux O0JIbHBIX TPOUC-
XOAUT aunaTtauus Grubpo3HOTro KOibla, ICTOHYEHUE U Pa3pbiB
XOpII, YTO TpebyeT XMpypruiyeckoii koppekunu. Bmecre ¢ rem
pbIxJiasi coelVHUTEeIbHAd TKaHb cTBopkM MK, He obGnana-
fo111asT HEOOXOMUMBIMY MEXaHUIECKUMU CBOMCTBAMU, Y YaCTH
OOJIBHBIX YX€ B MEpPBbIC JHU IMOCJE ONEpaluu He BbLICPXU-
BaeT TeMOAMHAMUYECKON HATrpy3KWM M HAYWHAET «IIPOPE3bI-
BaThCsI» TIPU HaTsSDKeHUM 1IBOB [4]. B cBsa3u ¢ atum y 21,2%
MaIeHTOB PAaHHETO BO3PAcTa C OTKPHITHIM aTPUOBEHTPUKY-
JpHBIM KaHalioM (ABK) pekoHCTpyKTHBHBIE Ornepalnuu Ha
MK oka3sbiBatoTcst Hea(h(hHEeKTUBHBIMU, 1 BOZHUKAET HEOOXO-
NMUMOCTb MOBTOPHOTO XMPYPruue€CKOro BMEIIATEIbCTBA JIS
npore3upoBanuss MK [5]. BbisiBieHME TMCTOJOTMYECKOTO
cyOcTpara, onpenesiollero cpovicta Tkanu MK u ee cocto-
SITEJIBHOCTb MIPU paboTe B YCJIOBUSIX MOBBIIIEHHOW TeMOAM-
HaMUYECKOI HArpy3ku, MpeacTaBiIseTCsl BaXKHBIM IS OIpe-
NIeJICHUS] XUPYPIUYECKON TAKTUKU JIEUEHUSl ETel paHHEero
Bo3pacTta ¢ oTKpbIThiM ABK.

Hens paGoThl: yCTAaHOBUTH MOPQOJIOTUUECKUE OCOOEH-
HOCTU TKaHW cTBOpok MK y nmereit paHHero Bo3pacTa
¢ oTkpbITbIM ABK 1 mpoaHanu3upoBath nojiydeHHbIE JAHHBIE
NpU KX COIMOCTABJIEHUU C KIMHUKO-(YHKIMOHAJIbHBIMU
napamMeTpaMu MalueHTOB.

TTammeHTsI 1 METOABI

Yuacmnuxu uccaedosanus

B wuccnemoBaHuwe ObLTM  BKIIOYEHB 19  OOJBHBIX
¢ HeroJTHO# (6 60JTbHBIX, 31,6%) 1 MoHOI (hOpMaMU OTKPbI-
toro ABK (13 GonbHbiX, 68,4%). B rpymnme mnaireHTOB
¢ obuM oTkpbiThiM ABK, B cooTBercTBUM € Ki1accuduka-
uueit Pacresun [6], y 8 (61,6%) GONBHBIX BBISBICH THUIT A,
y 1 (7,6%) 6onbHOro — T B u y 4 (30,8%) GOMbHBIX —
tum C ABK. Bospact marueHTOB BapbupoBand oT 1 mec
no 3 Jyiet, cpeau HUX ObUTO 8§ MambuukoB W 11 meBodex.
Bcem GompHBIM criycTst 2 mHS — 1 TOm TMOCiie paauKaabHOM
KOPPEeKIINY TIOpoKa OblIa MpoBelieHa TTOBTOPHAsST OTepalus,
MPUYUHON KOTOPOW  cTaja OCTaTOYHAsl perypruTaius
(3—4-it cremenn) Ha MK. Bo BpeMst OBTOpHOII omepanuu
TpeM OO0JIbHBIM ¢ TTOTHOU (hopmoit oTkpbiToro ABK u iBym —
C HEeTOJTHOW ObUTa BBITIOJNIHEHA TOBTOpHas Tutactuka MK
C JIO3UPOBAHHOI aHHYJIOTIJIACTUKOM C IPUMEHEHNEM ITOJIOCKHT
«Gore-Tex» (CLLA). 14 (74%) nmetsm ObUIO TIPOU3BENEHO
npote3npoBaHre MK MexaHWYeCKUM KJIallaHOM B CBSI3U
¢ TPyOBIMU MOPDOIOTUYECKUMY U3MEHEHUSIMU KJIaTTaHHOTO
arapara.

CocTosiHUE BCeX TMAIMEHTOB OBLIO pacIleHEeHO Kak
skenoe. Y 10 (52,6%) nereit HemoCTaTOUHOCTh KPOBOOOpa-
meHus: coorBercTBoBasia 116, a y 9 (47,4%) — 111 cragum.
Y Bcex HaOMIOmaeMbIX TIOCHE PAaTUKaIbHON KOPPEKIINU
ABK ayckyasTaTUBHO BBICITYIIVBAJICS CUCTOJIMUYECKUM IITyM

MUTPAJILHOM PerypTUTAIINU Hall BEPXYIIKOIA cep/iia, pacipo-
CTPaHSIIONINIICS B JIEBYIO MOAMBIIIIEUHYIO O0JIACTh U HA CITUHY,
B MEXJIONATO4YHYIO0 001acTh. Y 5 (26,3%) OOJNBHBIX C code-
TaHWEeM CcTeHo3a W HemoctarouHocT MK omHoBpemeHHO
BBICITYIITUBAJICS CUCTOTMYECKUN W MSITKUN AUACTONIMIECKUIL
IIyM C TIpeBaJIMPOBAHUEM CHUCTOJIUYECKOTO KOMIIOHEHTA,
YTO CBUIETENIbCTBOBAJIO O TEeMOAWHAMUYECKOM Tpeobia-
naHuu HegoctatouHoctu MK.

[Mpu smexTpokapauorpauyeckoM  HMCCIeTOBAHUN
y Bcex JeTeil MUarHOCTMpOBalM TPU3HAKA KOMOWHUPO-
BaHHOI TUTIEPTPOdUN MUOKAP/Ia TIPEACEPIUI 1 KeJTYTOIKOB.
V 7 (37%) GONbHBIX 3aperMCTPUPOBAHO 3aMEIJICHUE aTpUO-
BEHTPUKYJIAPHO# TipoBoguMocTtH, a y 2 (10%) ormeueHa
TIOJTHAs TIOTIepeyHast OJIoKaja.

Ha peHTreHorpaMmMax opraHoB rpyiHo# KieTku y 16 (84%)
YeJloBeK 0e3 CTeHO3a JIETOYHOW apTepuu ObUIM OTIpeNeIeHbI
MPU3HAKYA BBIPAXKEHHOW TUTIEPBOJIEMUU JIETKUX C JIETOYHOM
runepteH3ueil. Bo Bcex cirydasix oTMedeHa BbIpaXKeHHast
KapAvoMerajus. YBeJIndeHne KapAnoTopaKaIbHOTO MHAEK A
(KTW) I crenienu BoisiBiieHo y 1 (5%), Il crenerut — y 4 (21%),
IIT crenenun — y 14 (74%) nauumenroB. CpenHee 3HauYeHUE
KTU cocrasuiio 62,5+4,5%.

[lo naHHbBIM 3XxoKapauorpaduu, y Bcex HabIwa-
eMbIX (pakuus peryprutanuu Ha MK mpesbimana 75%.
Peryprutanus nHa MK BappupoBasia ot 3+ 10 TOTaJbHOU
HenoctatouHoCcTH. Pubpo3HOe Kobilo MK 6buTO MuTaTpo-
BaHO, ero pasMep mocturai 172,8% oT BO3pacTHON HOPMBI.
Pa3mep neBoro mpencepausi TPEBHIIAT BO3PACTHYIO HOPMY
B 2 u Ooyee pa3, KOHEYHBIN CUCTOIMYECKUI W KOHEYHBIM
MWACTOTMYECKUI pa3Mep JIEBOTO KeNylIouKa ObUIA yBETH-
yeHbl Ha 40—65% ot Bo3pacTHOI HOpMbI. CpejiHee TaBjieHre
B CHCTEME JIerouHoil aprepun y 4 (21%) mauueHTOB ObLIO
BbilIe 50 MM PT.CT.

B kauecTBe Tpynmbl CpaBHEHWS OBLIM MCCIIEIOBAHBI
CTBOPKU U (hrbposHbie Koiblia 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 duxkcuposanu B 4% mapadop-
manprerune (Immunofix, Bio-Optica, Utanus), 3anmuBanim
B napauH, U3roTaBIuBaJIU apa)uHOBbBIE CPE3bl TOJLIUHON
5 MkM. Ha cBetoonTrueckoMm ypoBHeE uccienoBain Mopdo-
JIOTUIO COeIMHUTENbHON TKaHu B cTBopkax MK. Jlns uaeH-
TUGUKAIMY KUCIBIX MyKOITOTMCaXapuIoB TIperapaThl OKpa-
IIWBaJUd aJbLIMAHOBBIM CHUHUM C JOKPAacKOW peakTUBOM
[Mudda (Bio-Optica, Utanus). Pazmepst ouaroB Mukcoma-
TO3HO M3MEHEHHOU TKaHU, COMAepKalIuX KUCIble MYKOTO-
JIUCcaxapujbl, OLEHWBAIN 10 4-6aymbHoi 1miKane: 0 — 30H
MMKCOMAaTo3a He oOHapyXeHOo; 1, 2 1 3 — 30HBI MUKCOMa-
To3a 3anumaroT MeHee 10, ot 10 10 50 u 6onee 50% tutoIIaLA
TKaHU CTBOPKMU uiau ¢ubpo3Horo kojipua MK, cooTset-
CTBEHHO. APXUTEKTOHUMKY 3JIaCTUYECKUX BOJIOKOH U3y4yasu
Ha Tipenaparax, okpalieHHbIX 1o Beiirepty (Bio-Optica,
HUranus).

MetonaMu MMMYHOTUCTOXVUMUU OTIpENesisiii (peHOTUIt
kiietok ctBopok MK. [locne nenapadmHupoBaHus cpes3bl 0Opa-
OatbiBa/I 3% PacTBOPOM TMEPEKUCH BOIOPOAA M WHKYOUPOBATA
¢ antutesnamu K BUMeHTUuHy (Vim) (DAKO, [lanus), mapkepy
sanorenust CD34 (Novocastra, BenmukoOputanust), 1eCMUHy
(Desm) (DAKO, [daHwus), TIagKOMBIIIEYHOMY O-aKTUHY
(SMA) (Novocastra, Betnkobpurtanus), MaTpUKCHOU MeTasl-
nomnporenHaze 13 (MMPI13) (Acris, lepmanus), namee
WCITONIb30BaN AeTeKTupytonryo cucreMy EnVision (DAKO,
Hanus). [locie peakuuu ¢ TUAMUHOOEH3UAUHOM CPE3bI
JOKpALIMBAIM TeMaTOKCWIMHOM. PeructpupoBaiu KieTKu,

()]
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conepkalie orpenesieMble MapKephbl, a TakKe TOTYKOJIH-
YECTBEHHO, MO 3-0a/UTbHOI TIIKaje, OlIEHWBAJIM WHTEHCUB-
HOCTh UMMYHOTHCTOXUMHWUYECKOU peakiu: ) — HeT peakini;
1 — cnabast peakiusi 6osiee yeM B 50% KJIETOK WU MHTEH-
cuBHast MeHee 4eM B 10% KIIeTOK; 2 — UHTEHCHUBHAsK peaKiiust
6osiee yeM B 50% KIIETOK.

J17151 OMTHOBPEMEHHOTO BBISIBIIEHUST B TKAHU HECKOJBKUX
MUMMYHOTUCTOXUMUYECKUX MapkKepoB (Vim, Desm,
SMA u CD34) cpe3sl nemapacdbuHupoBanu, o6pabdaThI-
Banu pacTBopoMm TpuricuHa (Sigma, CHIA) mis memacku-
poBku a"tureHos (30 muu mpu 37 °C) u UHKYyOMpoOBaIU
B TeueHue | 9 ¢ pacTBOPOM, OJIOKMPYIOINM Hecreruduie-
ckue peakiuu (5% ObIunii CBIBOPOTOUHBIN anbOymuH, 0,5%
tputoH X100, 0,01% a3un Hatpust Ha 0,1 M docharHom
oybepe ¢ pH 7,4). 3atem B TeueHue 2 4 TipemiapaThl MHKY-
oupoBanu co cmecbio (1:1:1) mepBUYHBIX aHTUTE] K Vim
(Chemicon, CIIIA), Desm (Abcam, BenukoGputanus)
u SMA (Novocastra, BenukoOputaHusi) Wil cO CMeChio
(1:1:1) mepBuunbix antutes K Vim (Chemicon, CIIA),
Desm (Abcam, Bemuko6putanus) m CD34 (Novocastra,
BenukoOpuranus). [anee cpe3bl oOpabaThiBald 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 IO KOHGMOKaTbHBIM
mukpockoroM Leica TCS SPE (Iepmanust). PeructpupoBanu
KIeTKH CcTBOpoK MK, B KOTOpBIX OTMeuYeHa peakiius
C IBYMS WU TpeMs UMMYHOTUCTOXUMUUYECKUMM MapKe-
pamu. [IpoBepky crenmu@UIHOCT WMMYHOTUCTOXUMUYE-
CKUX peakIuil IPOBOIUIIN C UCITOb30BaHNEM BHYTPEHHUX
TKAHEBBIX TO3UTUBHBIX U HETATUBHBIX KOHTPOJIEH U ¢ HEUM-
MYHHBIMU CHIBOPOTKAMM.

Jns  uccienoBaHUs  yAbTPAcTPYKTyphl Kietok MK
HeOombIe (dparMeHTsl O6uonTatoB ctBopok MK 4 marnm-
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 YETBIPEXOKUCU OCMUSI, 00e3BOXMBAIM, 3aJIUBATIU
B apaJiIUT. YJIBTPATOHKUE CPe3bl KOHTPACTUPOBAIU ypaHWII-
aleTaToM W LWTPATOM CBUHIIA W aHATU3UPOBAIU B DJIEK-
TpoHHOM MuKpockorie Philips CM100 (Hwunepmaumsr).
N3ydanm 0COOEHHOCTM YJIBTPACTPYKTYPHl KIETOK CTBOPOK
MK, oTmeuast B HUX TIPU3HAKU, XapaKTepHBIC IS KIETOK
bubpobIacTUIeCKOTO, IHAOTETNATHLHOTO, TJIATKOMBIIIET-
HOTO pSila W JAPYruX HamnpaBieHUuil auddbepeHImpoBKI
KJIETOK COEIMHUTENbHON TKaHU.

Cmamucmuueckas oopabomra 0anHvIX

CTaTuCTUYECKUI aHaJIW3 pPe3yJbTaTOB TPOBOAWIN
C TOMOIIBIO TMakeTa Mporpammsel Statistica 6.0 (StatSoft,
CIIA) c¢ wucrmonb3oBaHWEM METOMOB IapaMeTPUIeCKOit
U HeTlapaMeTpUIecKol cTaTUCTUKU. JlaHHBIe TIPeACTaBIISIN
B Bujie Mts, a B cimydae HemapaMeTpUIecKUX apaMeTpoB —
MenraHbl. CTaTUCTUYECKU TOCTOBEPHBIMU CUNTAIIN PA3INUUSsI
nipu p<0,05. 1151 onipeneseHrs B3aUMOCBSI3U MEXY HECKOJIb-
KUMW TIEPEeMEHHBIMU PACCUMTHIBATIM HeTapaMeTpUIeCcKuit
koabdunment koppessiuun CriipMeHa TIpU YpOBHE 3HAYM-
moctu p<0,05.

Pe3synbrarsl u 00cyKIenue

MutpaibHbIil KJIaMaHHbBINM anmnapaT Yy HOBOPOXIEHHBIX
U3 TPYINbl CPaBHEHUS CONEpXKal HOPMAJIbHO pa3BUTHIC
MEePEIHIO U 3alHI0I CTBOPKM, K KOTOPBIM KPENWIUCh
XOpZIBI, OTXONSAIINE OT COOTBETCTBYIOIIMX COCOYKOBBIX
MbI (puc. la). K mepemnHeit cTBoOpke MPUKPEIIISIIIOCH OT 9

()]

1o 12 xopx, x 3agHeit — ot 9 no 14. Yuco xopa BapbrpoBajio
B pa3HbIiXx MK 1 6bUTO0 TPOTIOPIIMOHATBHO YUCITY COCOYKOBBIX
MbIl. O6HapyxeHo 3 BapuaHTa aHATOMUIECKOTO CTPOSHUSI
COCOYKOBBIX MBITIII;

- OJIHa BepXylIKa pacroJjarajiach Ha OJHOM OCHOBaHUU;

. OJHAa BepxylllkKa pacrojiarajlaCb Ha HECKOJbKUX OCHO-
BaHUSIX;

« HECKOJIbKO BEpXYyIIeK
Ha OTHOM OCHOBaHWH.
N3meHnunBocTh aHatommuueckoro crpoeHuss MK xapak-

TepHa JJI1 HOPMAJIbHO Pa3BUTOTO Cep/lia.

VY Bcex nanyeHToB ¢ oTKpbIThiM ABK Bo BpeMs peBusuu
MPY TIOBTOPHOUW OIEpaluyu OTMe4YeHa BhIpakeHHas Iuia-
Talus JIEBOTO (MUTPAIBHOTO) KOMIIOHEHTa. Y 15 (79%) maum-
E€HTOB OOHAapyXeHbl MUKCOMATO3HbIE W3MEHEHUS CTBOPOK
Kj1anaHa (puc. 2a), y OCTaJIbHbIX OOJbHBIX — TpydoOe yTOJ-
IeHNe TepeqHeil CTBOPKWM WJIM BbIpaXeHHas THUIIO-
TU1a3usl 3aJHEil CTBOPKU C YTOJIIEHUEM WU CpallleHUueM
CcO CBOOONHOI CTEHKOU JIeBOTO Xeymouka. M3MeHeHUst
B XOpJAJbHOM amrmapare ObUIM TpPeACTaBICHbI YIJIMHE-
HUEeM WIN YKOPOUEHUEM XOpI, YTO COMPOBOXIAIOCH HApy-
IIeHNEeM HOPMAaJTbHOTO COOTHOIICHUST MEXIY UTMHOU XOpII
U COCOUYKOBBIX MBI, Cpeau aHOMaWii pa3BUTHS COCOY-
KOBBIX MBIIIII] OTMEYEHA WX TUIIOTUIa3Us BIUIOTH 0 aTUla3uH,
a Taxxe nucrorust. Y 14 (74%) nereit ¢ BhIpaskeHHOUN HemO-
cratrouHocThio MK Habmomamu n3MeHeHUsI BO BCEX CTPYK-
Typax ero KJIaraHHOTO armapara.

B ctBopke 3peroro MK B HOpMe THCTOTIOTUIECKU a3~
4aloT 3 CJIoS: TIpeNCepaHBIi, XKeTyMOUYKOBBIA M TyO4YaThIi
(spongiosa). B uccinenoBanHbix MK HOBOPOXXIEHHBIX CTBOPKU
COCTOSUIM U3 PBIXJION HEO(POPMICHHON COEAVUHUTEIbHOM
TKaHU, B KOTOPOW HE BCerga OINpeAessuIiuCh CJIOU, Xapak-
TepHBIE IS 3peioro KinamaHa (puc. 16). Oyarm MuKcoMaTo3-
HOTO TIepepokIeHrs TKaH! cTBopok MK HabGmomxamm Toinbpko
y 1 u3 16 (6,3%) HOBOpOXICHHBIX. B rpyrire aeteit paHHero
Bo3pacta ¢ OoTkpbIThiM ABK ctBopku MK OGosnbliuHcTBa
OOJIBHBIX ObLIM HEPABHOMEPHO YTOJILLIEHBI, PBIXJIbIC, C HAPY-
IIEHHON apXWTEeKTOHWKOW THUCTOJIOTUYECKUX cioeB. Odarm
MHUKCOMATO3HO M3MEHEHHON TKaHU C XaOTUIHO PacCIoio-
KEHHBIMU KJIeTKaMU 3Be3quatoil (popMmbl 3aHMMaiu Oosee
50, ot 10 mo 50 u menee 10% tutomanu TkaHu cTBOpok MK
y 6 (32%), 6 (32%) u 3 (16%) u3 19 GOJBHBIX, COOTBET-
cTtBeHHO. OKpacka 3TWX 30H aJbLIMAHOBBIM CUHUM TI03BO-
Jinjia OOHAPYXXUTh CKOIJIEHUE KUCJBIX MYKOMOJUCAXaPUIOB
(puc. 26). PazMepsl 30H MUKCOMAaTO3HO M3MEHEHHOW TKaHU
MK mipsiMo KOppenrpoBaid cO CTETIEHbIO PerypruTalu Ha
MK (r=0,52, p =0,03). [1pu 2TOM OTIepalliOHHbIE IIBBI TIOCTIE
panukanbHOU KoppeKinu MK «11pope3siBaTich» TOCTOBEPHO
yarie UMEHHO y OOJTBbHBIX C OOJBIIEH TIOMIANBI0 30H MUKCO-
MaTo3HO# nereHepanuu crBopok MK (r =0,65, p =0,003),
YTO CBUIETETHCTBOBAIO O HEOJATOMPUSTHOM TMPOTHOCTUYE-
CKOM 3HaUYeHUU JAHHOTO IapameTpa.

MexaHudeckre U 3JaCTUYECKUE CBOMCTBA CTBOPOK
MK ompenensitoTcsi cBOCTBAMU BHEKJIETOUHOTO KapKaca
UX TKAHU: TPUCYTCTBUEM BJACTUUYECKUX U KOJUIATEHOBBIX
BoJIoKOH. B HopmanbHoM MK B3pocioro yesnoseka Jioka-
JU3aIUsT 3JIACTUKW WMeEeT CJIOUMCTBIM XapakTep W OTpaHU-
YUBAETCS TPENCEePIHBIM U, B MEHBIIEH CTETIeHU, TyOUaThIM
cinoem [6]. B umccrnenmoBaHHbIX Hamu cTBopkax MK HoBoO-
POXIEHHBIX W3 TPYIIBl CPAaBHEHUS 2IaCTUIYECKUN KOMIIO-
HEHT ObL1 MpeicTaBieH TOHKUMMU HUTAMU, Ppacloyo-
KEHHBIMU Ha TIPEICEepPIHO, a B HEKOTOPBIX CIydasix
U Ha XeJIylAouykoBoii cTtopoHe cTBopoK MK (puc. 1B).
Y GosbHBIX ¢ OTKpbITBIM ABK Hab1tonanu 3ameTHOE pa3Bo-
JIOKHEHUE, OecIopsiIOYHOe PACIIONOXKEeHUE BO BCEX CIIOSIX
ctBopok MK, a wHorma u dparMeHTaIuIo 3IaCTUYECKUX

ObLIN PacCItoJIOKECHBI
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Puc. 1. MutpanbHBIN KJIallaH HOBOPOKICHHBIX 0€3 CepieuHO-COCYIUCTON TTaTOOTHH.

Ipumeuanue. a — TiepeHsIST W 3aIHSS CTBOPKA MUTPAIBHOTO KiamaHa (MakpodoTorpabust), 6 — He3pesias COeIMHUTENbHAS TKaHb CTBOPKU
MUTPATBHOTO KJIalaHa, coiepkaiiasi IMTMKO3aMUHOTIIMKAHBI U HEOOIbIIIOe KOJTMUECTBO KOJITATEHOBBIX BOJIOKOH (OKPAcKa aTbIIMaHOBBIM CUHUM
¢ mokpackoii peaktrBoM Llndda), B — amacTudeckue BOJIOKHA B TIPEACEPIHOM CJIO€ CTBOPKU MUTPAILHOTO KilamaHa (oKpacka 1o Beiireprty),
T — yMepeHHas UMMYHOTHCTOXUMUYecKast peakivst Ha MMP13 B mpencepnHoit CTOpOHE CTBOPKY MUTPATTLHOTO KJIalaHa, 1—X — KJIETKU CTBOP-
KU MUTPAJIbHOTO KJTaraHa ¢ pubpodractuueckuM (o — Vim), sHpotennanbibiM (€ — CD34) u rmaakoMbiiedHsM (XK — SMA) deHoTumom.
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Puc. 2. MutpanbHbIil KJIaraH JeTeil paHHEeTo BO3pacTa ¢ OTKPBITBIM aTPHOBEHTPUKYISIPHBIM KaHaIOM.

Tlpumeuanue. a — MIKCOMATO3HO MU3MEHEHHBIN OOLIMIT aTPMOBEHTPUKYJISIPHBIN KiaraH (MakpodoTorpadusi, CTpesIKaMu yKa3aHbl MECTa Ipo-
pe3bIBaHMS LIBOB), 0 — O04Yar MUKCOMAaTO3HO M3MEHEHHON TKaHM, COZEpXKalleil ITMKO3aMUHOITIMKAHbI, PACIIOJIOXEHHBIN psnoM ¢ Gprbpos-
HOI1 TKaHbIO KJIanaHa (0KpacKa alblIMaHOBBIM CHHUM C J0KpacKoii peakTBoM Lndda), B — pasBonokHeHme 1 hparMeHTaIMs 271aCTUIECKUX
BOJIOKOH B 0Yare MMKcoMato3a (oKpacka 1o BeiirepTy), r — MHTeHCHBHAsi MYMMYHOTUCTOXMMIYecKasl peakiyst Ha MMP13 B 30He Mukcomaro-
3a, I—X — KJIETKM CTBOPKM Ky1anaHa ¢ pubpoodmactiyeckuM (1 — Vim), sHnorennansHeiM (€ — CD34) u rmankomsiiiedHbiM (K — SMA) deHo-
tunom. Mukpodororpacdust (6—x). UMMyHOrHCTOXUMUYECKOe OKpaluBaHue. Yeeand. 20x10.

()]
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BOJIOKOH, OCOOEHHO BBIPAXKEHHYIO B O4Yarax MUKCOMAaTO3HO
usMeHeHHoi Tkanu MK (puc. 2B).

B TkaHu ctBOpoK MK 060iBHBIX € OTKpBITBIM ABK
U B eAUHUYHBIX HabmoneHusix MK HOBOpPOXIEHHBIX
U3 TPYINbl CpaBHEHUsI Oblla BBISIBJIEHA OYaroBasl MOBBI-
IIeHHAass UMMYHOTUCTOXUMUYECKast peakiivs Ha MAaTPUKCHYIO
Metayionporennasy 13 (MMP13) — koirareHasy, OTBeT-
CTBEHHYIO 3a paclleruieHne KojutareHa (puc. Ir, 2r),
B TO BpeMsl KaK B APYTruX y4yacTKax TKaHb cTBOpoK MK Obuia
CJ1a00MO3UTUBHON WJIM HEraTUBHOW B OTHolleHun MMP13.
Haubonee wHTeHcuBHOE okpammBanne MMP13 oGHapy-
JKEHO TI0 Tiepudeprun 04aroB MUKCOMATO3HOU JIeTeHepallnu,
a Takxke B TKaHn MK ¢ BbIpaskeHHBIM HapyIIeHUEM apXUTeK-
TOHUWKU JTACTUUECKUX BookoH (r =0,75, p =0,008).

[ucronoruyeckast KapTUHa MUKCOMATO3HOI iereHepaluuu
TkaHu cTBopoK MK, B T.4. pacnpenesneHue 371aCTUYECKUX
BOJIOKOH ¥ conepxkxaHne MMP13 y neteit paHHero Bo3pacra
¢ oTkpeiThiM ABK okazaince CXOAHBIMU C OMUCAHHBIMU
B JIATEepaType CiayyasiMu TNPUOOPETEHHOTO MUKCOMATO3a
TKaHu cTBopok MK y B3pocibix 60mbHBIX [2, 7], a Takke
C CUTYalUUSIMU SKCIEPUMEHTAIBHO UHIYLIMPOBAHHOI MUKCO-
Maro3HOl nereHepaunu [8]. BmecTe ¢ Tem Hamm maHHbBIE
0, Kak TIpaBWiIoO, ciiaboii aktuBHocth 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 3MOpPHMOHOB TTOBBI-
1IeHa, B TO BpeMsl KaK Yy B3pOCJIOrO YejJOBeKa B HOpME
He OoIpeessercs.

Yuactku 00bI3BecTBIeHUSI B cTBOpkax MK He Obuin
3a(UKCUPOBAHBI Y HOBOPOXKACHHBIX U3 TPYMITBI CPAaBHEHUSI,
a B rpynne geteii ¢ oTrkpbiTeiM ABK B Bo3pacte ot 1 mec
no 3 yer ObuUTM OOHapyXeHbl ToJbKO Y 1 (5,3%) GosibHOTO
B Bo3pacTte 2 T 11 Mec. BeposITHO, OTJIOKeHUE Coeil Kalblnst
B cTtBopkax MK mnpoucxonut y OOJbHBIX neTeil B Oosee
crapiieM Bo3pacre.

VibTpacTpyKTypHOE MCCleq0oBaHUEe TKaHU cTBOpoK MK
y 60J1bHBIX C OTKPBITBIM ABK nokasaino, 4To 60JbIIMHCTBO €€
KJIETOK OBbLIO MPEACTaBICHO KJIeTKaMu (hrudpobIacTUYeCKOro
psiia C HU3KOW UM YMEPEHHOM CUHTETUYECKON aKTUBHOCTBIO,
O YeM CBUJETEJIbCTBOBAIO MpeoliaJaHue 30H CBOOOTHON
OT OpraHesul LIMTOIUIA3Mbl, COAEpXKalllell peaKrue MUTOXOH-
IpUM U HEMHOTOUMCJIEHHbIE LIMCTEPHBI CJIaOOPA3BUTOTO
TPAHYJISIPHOTO 2HIOIIA3MAaTUYECKOTO PeTUKyayMa. OObIUHO
KJIETKM WMEJIU XapaKTepHyl0 3Be3auaryo ¢GopMmy C JIAH-
HBIMUA BBIPOCTaMU IIUTOTUIA3MBbI (puc. 3a). B smpax Hempa-
BWIbHOU (DOPMBI KPYIHBIE MIBIOKU T€TEPOXPOMATUHA PACIO-
JlaraJluch (hparMeHTapHO MO BHYTPEHHEN SIIEpHOI MeMOpaHe.
B HexkoTopbIX KjeTKax ObLIA OTMEUEHBI YJIBTPACTPYK-
TypHbIe TIPU3HAKU, XapakKTepHble M MUObUOPOOIACTOB:
Hapsiy ¢ 3JIEMEHTaMU TPaHYJSIPHOTO HAO0IIa3MaTUYECKOTO
peTUKyIyMa B LMTOIUIa3ME€ 3TUX KIJIETOK MPUCYTCTBOBAIU
Gubpusutel (puc. 36), a BOOJIb KJIETOUYHOW MOBEPXHOCTH —
dparmenTsl 6azanpHOl MemOpaHbl (puc. 3a—B). CxomHble
YJIBTPACTPYKTYPHbBIE MPU3HAKU, XapaKTepHble s MUODU-
O0po06J1acTOB, OMUCAHBI B KJIETKAX MUKCOMATO3HO WU3MEHEH-
Horo MK cobaxku [10]. B TkaHu ctBopok MK 060JbHBIX
¢ oTkpbITbiIM ABK HaGmonanu takxke manonuddepeHuunpo-
BaHHbIE KJIETKU, KOHTYpPbl KOTOPBIX BBITJISICIN HEPOBHBIMU
U3-3a BBITSTUBAIOLIMXCSI BO MHOTMX MECTaX MaJIEHbKUX MCEB-
nornioguit (puc. 3B). OGHapyXeHHbIE B CTBOPKaX MHMKCOMa-
TO3HO MU3MEHEeHHbIX MK TUcCTHOLUTBI comepXalu pa3HOro
pa3Mepa BakyoJu, (arocoMbl, CAa00pPa3BUTBIM TrpaHy-
JISPHBIA 3HIOIJIA3MAaTUYECKUI PETUKYIYM, 3JEKTPOHHO-
IUIOTHBIE TPaHyJbl U B HEKOTOPBIX CIIy4yasX MUEIUHOBBIC
tenbiia (puc. 3r). ComepkaHue KOJITATEHOBBIX W dJIacTUYe-
CKUX BOJIOKOH B TKaHU cTBOPOK MK y 3TuX G0JbHBIX ObLIO
CPaBHUTEJILHO HEOOBIIUM.

[lpu wccrenoBaHUM UMMYHOTUCTOXUMHUUYECKOTO (eHo-
tuma kietok MK HOBOPOXIEHHBIX M3 TPYMITbI CPaBHEHMUS
B OOJIBIIMHCTBE HAOJIONEHWIA YCTAHOBWIN HU3KYIO WHTEH-
CHUBHOCTb peaklluu Ha mapkep ¢pudpodiactuueckoit nudde-
peHumpoBKu Vim (orieHka B 6ayutax ot 0 mo 2, menuana =1)
(puc. 11) u Gosiee BBICOKYIO — Ha MapKep 3HAOTEJIUATIbHOMN
nuddepentuposku CD34 (ouenka B 6ammax ot 1 mo 2,
MeauaHa =2) (puc. le).

VY nereil paHHero Bo3pacta ¢ OoTKpbIThiM ABK kietku
MK B OOJBLIMHCTBE CilydyaeB JEMOHCTPUPOBAIU CJIadyio
peakiuio B oTHollleHuu Vim (oueHka B Oamuiax ot 0 mo 2,
MenuaHa =1) u CD34 (ouenka B 6awtax ot 0 o 2, Mmenquana
= 1) (puc. 2a, e). [Ipy 3TOM MHTEHCUBHOCTb UMMYHOTHU-
CTOXMMUYECKOW peakIMi Ha yKa3aHHBbIE MapKepbl M3Me-
Hsutack coueranHo (r =0,77, p =0,002). MHTEHCUBHOCTH
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 MoOMOIIbI0 TBOWHOTO MMMYHOTUCTOXMMHWYECKOTO OKpa-
ITMBAaHUS B OOJIBIIMHCTBE KJIETOK B 00EUX MCCIENOBAHHBIX
IpymIax mAoKa3aHO OXHOBPEMEHHOE IPUCYTCTBUE Vim
u CD34 (puc. 4 a—x).

®enorun kietok MK, xapakrepusylomuics TPUCYT-
CTBUEM aHTUTEHOB Cpa3y NBYX JUHWI KIeTOUHOU mudde-
peHInpoBKKU — 3HHoTemanbHol (CD34) u pubpobdractuye-
ckoii (Vim), BeposITHO, OOBSICHSIETCSI TPOUCXOXKIACHUEM ITUX
KiIeTok. M3BeCTHO, 4TO B AMOpUOreHe3e KIIETKM KJIaraHoB
cep/Iiia mpeTeprieBaoT T.H. 9HA0TETUATbHO-ME3eHXUMAITBHY IO
TpaHchopMannio. DHAOTeTNATbHBIE KIETKU, BBICTUIAIONINE
«3HAOKapANAbHbBIE TTOMYIIKI» , MUTPUPYIOT B TOJIIILY OOTaTOiM
[JTMKO3aMUHTJIMKAHAMY DPBIXJION ME3eHXMUMaJIbHOW TKaHU
MOAYIIEK, Te MPUOOPETAIOT YEPThl KIETOK Me3eHXUMBI [11].
BeposiTHO, y HOBOPOXIEHHBIX M JeTell paHHero BO3pacTa
¢ oTkpbITbiM ABK Mbl HaOmromanu coxpaHeHUE aHTUTEHA
SHAOTEIUAIBHOTO (eHOTUNA B KJeTKax ¢ubpodiactuue-
CKOTO psifia, ellle He 3aBePIIMBIINX CBOIO TpaHC(HOpPMAIINIo,
YTO TOATBEPXKIATOCH OOjee WHTEHCUBHOUW MMMYHOTUCTO-
XUMUYECKOM peakuueii Ha mapkep CD34 B MK HOBOpOXK-
JIEHHBIX.

[Momumo Vim+/CD34+-xnerok B crBopkax MK 9 u3
16 (56%) HOBOPOXIEHHBIX OOHAPYXUJIM Takxke 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 HabIAATA
ckoruieHne SMA+-KIeTox (puc. 2x), HEKOTOPbIEe N3 KOTOPBIX
UMeNTM UMMYyHOTHCcTOXuMUYecKuit penotun Vim+/SMA+
(puc. 50—x), ay 3 u3 19 (16%) mauueHTOB TakKe OOHa-
pyxwm eanHudHble SMA+/Desm+-xnetku. CKorieHUs
SMA+-kietok B ctBopkax MK y GOJTbHBIX TIepBBIX 3 JIeT
KU3HU ¢ OTKPHITEIM ABK BeTpeuanu yarie, ueM y HOBOPOXK-
JIEHHBIX U3 TPYIIbI cpaBHeHUS (p =0,03).

OueBuIHO, YTO cpean KieToK MK mpucyTcTByIOT mepe-
XOAHble (opMbl KJIETOK (HUOPOOIACTUYECKOTO psilia, 4acTb
KOTOPBIX JIEMOHCTPUPYET BapUaHTBl MMMYHOTHUCTOXUMU-
yeckoro (QeHortuna, XxapakrepHble i MUODUOPOOIACTOB
(Vim+/SMA+, SMA+/Desm+ win Vim+/SMA+/Desm+).
B nuteparype 0OCYXIalOT TeTEPOTEHHOCTb MOMYJISIIUN
KJIETOK KJIATTaHOB, KOTOPAs TIPOSIBIISIETCS, HATIPUMED, B OTHO-
IIEHUU CTIOCOOHOCTH K a[are3uy BhIIeTeHHOU hpakIny ITUX
KJIETOK U Pa3IUIHON 3IKcmpeccun aHTureHa SMA mpu mx
KYJIBTUBUPOBaHUH [12].

NHTeHcuBHOCTD peakiiuu kietok MK B oTHoleHUun
Vim Obla moBbillieHa Yy 00JIbHBIX ¢ OTKpBITHIM ABK mnpu
OoJblieii crerienu peryprutanuu Ha MK (r =0,67, p =0,009),
a B otHotreHnn CD34 — y GonbHBIX ¢ Gosee BoicokuM KTHU
(r =0,52, p =0,03) u y mariueHToOB, y KOTOPBIX cJioit SMA+-
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Puc. 3. YasTpacTpyKTypa KJIETOK MUTPAJIHOTO KJIaraHa JeTeil pAHHET0 BO3PacTa C OTKPBITBIM aTPMOBEHTPUKYJISIPHBIM KaHAJIOM.

Ilpumeuanue. a, 6 — pudpoodnactel (a) U MuoGudpodaacTs (0) 3Be3auaTOl hopMbl ¢ HUOPUILIAMU B LIMTOIUIA3ME, PEAKMMU LIUCTEPHAMU Ipa-
HYJISIPHOTO 9HJIOTMIIa3MaTHYECKOTO PETUKYJIyMa M eIMHUYHBIMU MUTOXOHIPHUSIMU, Ha TIOBEPXHOCTH KJIETKM — (hparMeHTsl 6a3aibHOIT MeMOpa-
HbI (CTPEJIKK), YTO OOBIYHO HE XapaKTepHO /ISl KJIeTOK hubpobdiiactuueckoro psijaa; a — yeeaud. 11 000, 6 — ysenuu. 27 500; B — manonudde-
PEHLIMPOBAaHHAsI KJIETKA C OTPOCTKAMM, MOJOOHBIMYU TICEBAONOIUSIM, U parMeHTaM1 06a3abHOI MeMOpaHbl Ha MOBEPXHOCTH KJIETKH (CTpesi-
kun) — yBesnd. 8400; r — ructrouunt (Makpodar), coaepxalluii Bakyosu, harocomsl, 3JeKTPOHHO-TIJIOTHbIE I'PaHYJIbl U CJTA00Pa3BUTHIN rpaHy-
JISIPHBIN BHI0TUIA3MATUYECKUI peTUKYJIYM, yBeaud. 11 000.

KJeTok B cTBopkax MK Bcrpeuvancs pexe wuiaud Obul mpen-
cTaBJicH eIWMHWYHBIMU Kietkamu (r = —0,72, p =0,008).
Takum o6pa3zom, Oojiee MHTEHCUBHasI peakiius kiaeTok MK
Ha MapKep SHAOTeTHATbHON TudhepeHIIMPOBKY OTMEUEHA Y
HaunboJiee TKeJbIX 00bHBIX ¢ OTKPbITEIM ABK, uTo, Bepo-
SITHO, CBUIETEJIbCTBOBAJIO O MEHbIIEH CTENEHU 3PEIOCTU
coenvHuteabHOl TKaHU MK. [1ogoOHBIE UMMYHOTUCTOXU-
MUWYeCKUil heHOTUN MBI Habmomanu B kietkax MK HoBo-
POXJIEHHBIX U3 TPYIIITHI CPABHEHMSI.

CorlacHO TaHHBIM JIUTEPATyphI, B cTBOpKax MK amb6pu-
OHOB KJIETKM OOBIYHO TIPENCTaBICHBI aKTWUBUPOBAHHBIMU
muodubpobiactamu, mpu 3toM Vim+/SMA+-kieTkn
cocraBisiior 60,319% [9]. Hamportus, B MK B3pocibix

()]

JIofielt Ipeobagatoninii B HopMe heHOTHUTT KJIETOK COOTBET-
CTByeT moKostimmumcst Vim+-gubpobiactam, 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 NeCMUHA,
0-aKTMHA, a TakKke aHTureHa SMemb, XapaKTepHOTO JIst
AKTUBUPOBAHHBIX ME3CHXUMHBIX KJIETOK [2]. ¥ B3pocCibIx
MalMeHToOB ¢ peBMaTWYecKuM Tiposaricom MK B mpen-
cepaHoM wiau ryouarom cinoe MK oOHapyxkuBaloT naxe
cocynsl [13].

B ycnoBusix 2KCHepUMEHTAIBHO WHAYIIMPOBAHHOTO
MMKCOMAaTO3HOrOo M3MeHeHus TKaHu MK cobaku BbISIB-
JICHO yMEHbllleHUEe uuciaa Vim-+-KJIeTOK IO CPaBHEHUIO
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Puc. 4. [BoitHoe (Vim+/CD34+) MMMYHOIMCTOXMMUYECKOE OKpalllMBaHUE KJIETOK CTBOPKM MUTPAIbHOTO KjaraHa HOBOPOXIEHHbIX 0e3
CepIeYuHO-COCYIUCTO MTATONIOTHY (a—T) U IeTe il pAHHETO BO3PACTa C OTKPBITHIM aTPUOBEHTPUKYIISIPHBIM KaHAIOM (1—3). UMMyHOKOHDOKaIbHAs
MUKPOCKOITHSI.

Ipumeuanue. a, n — Vim+/CD34+/DAPI+ dayopecueHuus; 6, € — Vim+-kierku; B, )k — CD34+-kj1eTKM B CTBOPKE MUTPAJIbHOTO KJIallaHa;
I, 3 — gokpacka sinep DAPI.
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Puc. 5. IdpoitHoe (Vim+/SMA+) MMMYHOIMCTOXMMUYECKOE OKpalllMBaHWE KJIETOK CTBOPKM MUTPAJbHOIO KJjaraHa HOBOPOXICHHBIX 0e3
CepAEYHO-COCYIMUCTOI MaTONOTMu (a—T) U IeTell paHHEro Bo3pacTa ¢ aTpPUOBEHTPUKY/ISIPHBIM KaHaIoM (1—3). UMMyHOKOH((DOKaIbHAsT MUKPO-
CKOIHUSI.

IIpumeuanue. a, n — Vim+/SMA+/DAPI+ cdayopecuenuus; 6, e — Vim+-kieTku; B, X — oTAeAbHble SMA+-KIETKM B CTBOPKE MUTPAJIbHOTO
KJamnaHa; 1, 3 — nokpacka siiep DAPI.
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¢ koHTposieMm u mosiBieHne SMA+ wm SMA+/Desm+-
mroduodpodractoB [14, 15]. B HekoTopsix paboTax 0OCYXK-
JaeTcs TakKe TPUCYTCTBUE CPEAN KJIETOK MUKCOMATO3HBIX
MK ¢ubpobiactoB 3Be314atoii HOPMBbI, IKCIPECCUPYIOLIUX
Mapkep sHaoTeauanbHoi auddepeHunposku CD34+ [16]
nmu CD31+/SMA+-xierox [8].

B xome KIMHUKO-MOP(OJIOTUYECKUX COMOCTABICHUI
OblIa YCTaHOBJIEHA IMOJIOXUTEIbHAS KOPPEISLUS MEXIy
npucyrctBueM B cTtBopkax MK SMA+/Desm+-kineTok
U JJIMTEJbHOCTBIO MEepuola MeXIy IepBUYHON ormepa-
et pexkoHcTpykiun MK ¥ mocnemyrommMm TpoTe3u-
poBanuemM MK atmx xe mamumentoB (r =0,72, p =0,027).
JIByM 13 Tpex OOJIbHBIX, Y KOTOPBIX B cTBOpKax MK ObLin
o6HapyxxeHsl SMA+/Desm+-KIeTKr, BTOPYIO OTepaInio
BBITIOJIHSUTA criycTst Gonee yem 300 mHeit mociie TepBOIA,
a y 6ombHbIX 6e3 SMA+/Desm+-kiierok B ctBopkax MK
MEePHO MEXIY ONepalusMu cocTaBisti 2—64 aHs. MOXKHO
TPEATIONOXUTh, YTO TpucyTcTBue SMA+/Desm+-kieTok
B TKaHu MK, no-Buaumomy, HEOOXOAMMO MJis COXpaHEHUS
MEXaHUYECKUX CBOMCTB TKAHU CTBOPKM KJIallaHa B YCJIOBUSIX
TeMOAMHAMUYECKO TTeperpy3Ku.

3aKkmoyenue

Takum ob6pazom, B MK nereit paHHero Bo3pacTa
¢ oTkpbITeiM ABK oOHapyeHbl oyaroBble MUKCOMATO3HbIE
U3MEHEHUSI CTBOPOK, KOTOPBIE BBIPAXKAIUCh B YTOJIIEHUU
U U3MEHEHUU UX BHYTPEHHEH CTPYKTypbl. B ouarax mMukco-
MAaTO3HO U3MEHEeHHOM TKaHU MK npucyTcTBOBaIU XaOTUYHO
pacmnoJioKeHHbIEe KJIETKU 3Be3nyaToil (opmbl, (parmeH-
TalKsl U Pa3BOJOKHEHUE BJACTUYECKUX BOJOKOH M aKKy-
MYJISILMST KUCJIBIX MYKOIOJMCAXapUIoOB B MEXKJIETOUHOM
marpukce. [1o nepudepun oyaroB MUKCOMAaTO3a BBISIBICHO
MOBBIIIEHHOE coAep:kaHrne MMP13.

Ha ynsrpactpyktypHoM ypoBHe B TKaHU MK y 6oibHbBIX
¢ oTkpbIThiIM ABK unmerorcs kietku GudpobiiacTuyecKoro
psaa, KJIETKU C MPU3HAKaMU MUOTEHHOU AuddepeHIInpoBKU
(MuodubpobIaCThI), a TAKXKE TUCTUOLIUTHI.

NMMyHOTUCTOXMMUYECKUIT (DEHOTUIT KIJIETOK CTBOPOK
u (udbposHoro kosblla MK 601bHBIX ¢ OTKpbITEIM ABK
COOTBETCTBOBaJI (DUOPOOTACTUUECKONH W IHIOTEIUATBHOU
nuddepeHIUpPoBKe, a Y YaCTU OOJbHBIX ObLIM OOHAPYKEHBI
CKOTUIEHUS KJIETOK IJIaIKOMBIIIIEYHOTO MPOUCXOXKIEHMUS.
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