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Pe3rome

BoponkooOpasHas qeopMariis pyIHON KISTKH — TSDKEIOE 3a00IeBaHUE C HEYCTAHOBIICHHOM STHOJIOTHEH U [TaTOTeHe-
30oM. [laTonorndeckne U3MEHEHUs, TPOUCXOIAIINE B XPSAIIEBON TKaHU peOep, sIBISIFOTCS OTHUM U3 BeIYIINX MEXaHU3-
MOB Pa3BUTHUsI HICKPUBICHUS IPYIHOM KIETKH. AHAIN3 (PEHOTUINYECKUX OCOOCHHOCTEH KIIETOK, BBIETICHHBIX 3 MECTa
JIOKJIM3AIMH T1aTOJIOMYECKOro IIpolecca, MO3BOJIMUT CO3/1aTh OoJiee MOIHYI0 KapTHHY (OPMUpPOBaHUS Ae(opMariH.
Ienp uccnenoBanust — HASHTUPUITUPOBATh PEHOTHUI KIETOK pedepHOro Xpslia Mpu BOPOHKOOOpazHO# aedopmamnmu
rpynHo# kietkn. Matepuan u Metoasl. Kietkn pebepHoro xpsia aereil ¢ BOpoHKooOpa3Hoit aedopmarueii rpyaHon
KJIETKH KyJIBTHBUPOBAIM 10 2—3-TO Maccaka, 3aTeM HACHTH(GHLIUPOBAIM THCTOXUMHUYECKHMH M UMMYHOINCTOXUMU-
YecKMMHU MeToziaMH. Pe3ysbTraThl M HX 00cyskaeHHe. BBIBICHBI KICTKH IBYX pasHbIX ¢eHorunos. [lepsbiii Tnn —
XOHZAPOOJIACTHI OBAIBHOM M MOJIMTOHAIBHOM (HOPMBI, SKCIPECCHPYIOLINE MapKep XOHAPOreHHON nuddepeHInpoBKy.
Bropoii Tun — kieTku HelpajabHOro (EeHOTHIA C HKCIpEecCHel paHHMX HeWpaibHbIX MapkepoB Musashil n PAX6 n
Herpocnenupuanoro 6enka II1 B-tyOymuua, a Taxxke cydcranimu Huccns. 3akiaouenue. AHam3 (EeHOTHITMYESCKUX
0COOCHHOCTEH KIIETOK pedepHOro XpAllla NP BOPOHKOOOPA3HOM NCKPUBIICHUH I'PYIHON KJIETKH MO3BOJIMII PACIINPUTh
IpeacTaBiIeHHe O BO3MOKHOM 3THOJIOTHYeCcKoM (akTope popmupoBanus nedopmanum.
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Abstract

Funnel-shaped deformity of the chest is a serious disease with an unknown etiology and pathogenesis. Pathological
changes occurring in the cartilaginous tissue of the ribs are one of the leading mechanisms for the development of chest
curvature. Analysis of the phenotypic features of cells isolated from the site of localization of the pathological process
will create a more complete picture of the deformation development. Aim of the study was to identify the phenotype of
rib cartilage cells in funnel-shaped deformation of the thorax. Material and methods. Rib cartilage cells of children
with funnel-shaped chest deformity were cultured up to the 2—3rd passage, then were identified by histochemical and
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immunohistochemical methods. Results and discussion. The study revealed cells of two different phenotypes. The first
type is oval and polygonal chondroblasts expressing a marker of chondrogenic differentiation. The second type is the
cells of the neural phenotype with the expression of early neural markers Musashil and PAX6 and the neurospecific
protein I1I B-tubulin, as well as the substance Nissl. Conclusions. The analysis of the phenotypic features of rib cartilage
cells with funnel-shaped curvature of the chest allowed us to expand the idea of a possible etiological factor in the
deformation development.

Key words: funnel-shaped chest deformity, cell culture.

Conflict of interest. The authors declare no conflict of interest.

Correspondence author: Strokova E.L., e-mail: estrokova-1985-10-14@mail.ru

Citation: Strokova E.L., Pakhomova N.Yu., Shevchenko A.IL., Korytkin A.A., Kozhevnikov V.V., Zaidman A.M.
Phenotypic features of rib cartilage cells in funnel-shaped chest deformity. Sibirskij nauchnyj medicinskij zhurnal =
Siberian Scientific Medical Journal. 2023;43(6):203-209. [In Russian]. doi: 10.18699/SSMJ20230625

BBenenue

BoponkooOpaznas nedopmarus rpyqHON KieT-
ku (BJI'K, pectus excavatum, Briajiasi rpy/ib, 4ariko-
BHUJIHAS TPYNb, TPYAb CAllOKHUKA) — OTHA U3 Hambo-
Jiee pacTIpOCTpaHEHHBIX BPOXKIACHHBIX AepopMannii
MIepeIHEH IPYHOM CTEHKH, MPEICTABISIONAs COO0N
pasnu4Hoe 110 1yOuHe u hopMe 3amnajjeHne rpyanH-
HO-peOepHOT0 KOMIUIEKCAa BHYTPb TPYIHOW KIIETKH.
B maronoruueckwuii mporecc BOBIEKAIOTCS TPyAHHA
U XpsiieBsle otaensl pedep [1]. Mckpusnenue rpya-
HOM KJICTKH SIBIISIETCSI TSOKEIIBIM 3a00JIeBaHUEM, TTPH-
BOJIAIINM K Pa3BUTHIO KapIMOPECTUPATOPHBIX HAPY-
LICHHUH ¥ yXYIIICHUIO ()YHKIIMOHAILHOTO COCTOSIHUS
Bcero opranusMa [2]. Ilaromorusi compoBoKIaeTcs
TpyOBIMH KOCMETHYCCKUMU e(PEeKTaMHU, OKa3bIBaO-
UMK 3HAYUTEIBHOE BIUSHHE Ha Ka4€CTBO JKU3HU
MalUEHTa U HEPEAKO SBISIOMIUMHUCS TPUIUHON 3HA-
YUTENBHOTO cTpecca [3-5].

BJI'K cocrasnsietr 90 % ot 001iero uncia Bcex
BPOXKIEHHBIX NATOJOTUM I'pyaHON KieTku. Yacrora
BCTPEYAEMOCTH aHOMAJHMH COCTaBisAeT 1—8 ciaydaes
Ha 1000 HOBOpOXKIEHHEIX, T.€. OT 0,6 Mo 2,3 % Ha-
ceneHus. 3a0o0JieBaHUE Y MaJBYMKOB JHATHOCTUPY-
etcs B 3—4 pasa yaiue, yem y aeBodek. Vickpusienue
TPYIHOW KJIETKW HAYMHACT TMPOSBIATHCS B TEPHOJ
HOBOpOXJIEHHOCTH. B mpomecce pocra pebeHka
cTeneHp Jedopmanuu yBenuuubaercs [2, 3]. Ocra-
HOBUTH MPOTPECCUPOBAHNE 3a00JEBAHUS HE TIPEI-
CTaBIIAeTCS BO3MOXKHBIM. B HacTosIee Bpems He Cy-
IIECTBYET CIIOCOOOB €r0 KOHCEPBATHBHOTO JICYCHUS,
CIMHCTBEHHBIM METOIIOM SIBJISICTCSl XUPYpPTHUYECKOE
ucrpasieHue nedexra [5].

Otuonorus paszsutrust BIII'K B HacTosiee Bpe-
MsI HEU3BECTHA. PeTpoCHeKTHBHBIE HCCIIECIOBAHUSI
YKa3bIBAIOT HAa TCHETHUYECKYIO MPUYHHY, JICKAIIYIO
B OCHOBE (hopMHpoBaHMs NCKpuBiIeHUs [1]. B kaue-
CTBE ATHOJIOTHYECKOTO (DakTopa pa3BuUTHUs JedeKTa
TPYIHOM KJIETKH PACCMOTPEH YPE3MEPHBIN POCT pe-
OepHoro xpsma u camux pedep. llpeacraBnennsie
B COBPEMEHHOW HAy4YHOH IMTepaType pe3yibTaThl
WCCIICJIOBAaHUHN B JIAaHHOW 00JaCTH TPOTHBOPECUYHBBHI
U 3aBHCSIT OT HCIIOJI3YEMOTO METO/a U aHAIU3UPY-
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eMOoro KoMmrioHeHTta [6, 7]. OctaeTcsi Takke OTKpbI-
TBIM BONPOC O TOM, KakH€ HAPYIICHUS SBISIOTCS
MEPBUYHBIMHU, a KaKue MPEACTaBISAIOT COOOU cien-
cTBre nedopmarui rpyaHor cTeHkd. Takum oOpa-
30M, OTCYTCTBYET KOHCEHCYC OTHOCUTEIHHO TOYHOTO
MEXaHHM3Ma BJABJICHUS TPYIUHBI BHYTPb TI'PYAHOM
KJIETKH. DOJIBIIMHCTBO HCCIENOBATENEd CXOIATCS
BO MHEHHUH, YTO MEPBUYHBIA Je(EKT, TPUBOMSIINHA
K nedopManuy nepegHeld CTeHKH TPyAHOH KIICTKH,
CBSI3aH CO CTPYKTYpOH M QyHKIHEH pedepHoro rua-
JTUHOBOTO Xpsmma [5]. M3MeHeHus: XpAIieBoil TKaHu
pebep sBISIOTCS MOPPOJIOTHUECKIM CyOCTpaTOM 3a-
MaJieHNs TPYANUHEI [8].

AHanu3 JIUTEepaTypHbIX NaHHBIX MO W3YYECHHUIO
CTPYKTYPHO-(DYHKIIMOHAJIBHBIX OCOOCHHOCTEH pe-
OepHoro xpsita rmoka3sasi, yto npu BAT'K npoucxoast
W3MEHEHUS XPSILIEBOI TKaH! Ha yPOBHE KJIETOK U Ma-
Tpukca [3]. OqHaKo mpencTaBIeHHBIE B IUTEpaType
pe3yNbTaThl UCCIEIOBAaHUN HE MO3BOJISIOT CPOPMHU-
poBaTh MOJHYIO KapTUHY TEUCHHUS MaTONIOTHYECKO-
ro mporecca. CTpyKTypHBIC HapyIICHUS PeOepHOTO
Xpslia U3y4eHbl HeI0CTaTOYHO, a MOJyYeHHbIE JaH-
HBIC HEOIHO3HAYHBI U 3a4aCTYIO IPOTUBOPEUYUBHI [3].
CymiecTByIOT cBeeHUsI 00 OTCYTCTBHU Pa3IUIHUi B
CTPYKTYpe peOepHOro Xpsia Mo CPaBHEHHUIO C HOP-
Mmoii [9, 10]. [Tpu BJII'K He HaOmM0Ma10CHh TPU3HAKOB
TUIIO- WM THUMEPIUIa3uH XPAMIEBON TKaHW U ydacT-
KOB HEKpO3a, He 00HAPYKEHO Pa3TUunil B CTPOCHUH
U PACHOJIOKEHUH XOHAPOLUTOB, CTPYKType Mpo-
TeOINMKaHOB U KoyareHa II tuma. JletektupoBaHo
JIUIIb HEPaBHOMEPHOE paclpeseieHne KoJulareHa
II Tuma B TiryOoKo#t 30He. OMHAKO TIPECTABIECHBI U
MPsIMO TIPOTHBOTIOJIOXKHBIE JaHHbBIE. B oHOMN paboTre
[11] moka3zaHO HaJIM4YUE HEKPO3OB, IET€HEPALINU Ma-
TPHUKCa U yBEJIMYEHHE KOJIMYECTBa KJIETOK. Jpyroe
THCTOJIOTHYECKOE HCClIe0BaHne pebepHOro Xpsiia
TaKKe yCTAaHOBWJIO BBIPQXKEHHBIE AUCTPOPHUECKHUE
1 JereHepaTuBHBIC m3MeHeHus [12]. U3yuenue mna-
KyH ¥ KaHaJOB peOepHOro XpsIla BHISIBUIIO TEHJICH-
LU0 K MPEe00IaJaHnIo MyCTHIX JIAKyH, YMEHBIICHHE
KOJIMYECTBA XPSIIEBBIX JIAKYH M 4acTOThI THIIEpia-
KyHapHbIX 30H Ha (JOHE yBeJIMUYEeHHUs TUIONAKyHap-
HbIX 30H [13].
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Takum o00pa3oM, HECMOTpsST Ha BCECTOPOHHHUE
obcnenoBanus marueHToB ¢ B/I'K, mo-mpexuemy
HE SICHBI STHOJIOTUS U MATOreHe3 paccMaTpuBaeMo-
ro 3abosneBaHusa. B coBpeMeHHOW HaydHOU JHTe-
parype€ HIpeaACTaBJICHbI MPOTHUBOPCYMBLIC JaHHBIC
0 CTPYKTYPHBIX OCOOCHHOCTSIX peOEepHOro Xpsiiia,
OTCYTCTBYIOT PaOOTHI MO KyJIBTHBUPOBAHUIO KIIETOK
XPSIIEBON YacTH pedep MalUeHTOB C JJAHHOW MaTo-
jorueit. B To ske BpeMst HcclieqoBaTeN CXOASATCS BO
MHCHHWH, YTO ITATOJIOTMYCCKHUEC HU3MCHCHUA, IPOUC-
XO[sIIue B peOepHOM Xpsillie, SBIAIOTCS OJHUM M3
BEAYIINX MEXaHU3MOB Pa3BUTHA Ae(PeKTa TPyTHON
knetku [3, 14]. Ananu3 GeHOTHINHYEeCKHX 0COOCH-
HOCTEH KIJIETOK, BBIICTICHHBIX U3 MECTa JIOKATU3alNU
MATOJIOTUYECKOTO TpOoIlecca, MO3BOJIUT CO3/1aTh 0O0-
Jiee MOJIHYI0 KapTHHY (POPMHUPOBAHUS AePOpMaIInH.

Lenp uccrnenoBanusi — WISHTUPUIUPOBATH (e-
HOTHII KJIETOK pedbepHoro xpsma mpu BJT'K.

MarepuaJj 1 MeTOIbI

OOpa3iel TKAaHW XPSIICBOW YacTH 6-ro pedpa
MOJIy4Y€Hbl B KJIMHUKE JAeTcKoi opromneaun Hoso-
cubupckoro HUM TpaBMaronoruu u opToneauu OT
matu getet ¢ BAI'K II-1II crenenn. [Tannentam (3
MaJlbdHKa, 2 JIeBOUKM) B Bo3pacte 12—16 ner Obuia
BBINIOJTHEHA MAaJIOMHBA3MBHAs TOPAKOIUIACTHKA IO
Haccy. KittoueBbIM KpUTEpUEM BKIHOUEHHS MALUEH-
Ta B MCCIICAOBaHME SBUJICS OCHOBHOW JTMAarHo3 pe-
Oenka — Bnanas rpynab (mo MKb-10: Q67.6 — Bmanas
Tpydb WIM BPOXKIEHHash BOPOHKOOOpasHasl Tpyab).
Paspemienne Ha npoBeeHNE UCCIECAOBAHNUS TTOTyYe-
HO Ha 3aceaHuy JIOKanbHOTO 3THYECKOr0 KOMUTETa
HoBocubupckoro HUW tpaBmarosorun u oprore-
muu (Bemmucka 023/21 w3 mpotokona Ne 009/21 ot
06.12.2021).

['manuHOBBIH XpsL 6-T0 pedpa 0OTMBIBAIIN B (oc-
¢arHo-coneBoM Oydepe (PBS), nzmensuanu go pas-
MepoB 1-2 Mm? 1 omertanu B pactsop 1,5%-it ko-
JlareHasbl, ”HKyOupoBanu npu temneparype 37 °C B
tegerne 18—20 4. [TomydeHHYIO0 CYyCIIEH3UIO KIETOK
MPOITYCKall Yepe3 HEeHIIOHOBBIN (QUIIBTP U Ocaxka-
T KJIETKH HeHTpu(yrupoBanueM B Tedenue 10 Mun
npu 2000 o6/MuH. Onpenensin odiiee KOTUIeCTBO
KJIETOK C TIOMOMIBbIO aBTOMAaTHYECKOTO CYETYHKA
Countess 3 FL (Thermo Fisher Scientific, CILIA).

BrlienieHHble KIETKH KYJIBTUBUPOBAIU B Cpelie
DMEM F12 ¢ no6asnenuem 10 % ¢eranbHoli ObI-
Ybel CBHIBOPOTKH, CTPENTOMHUIMHA M NEHULMUINHA
(x250) B ycnosusix CO,-unkybaropa npu 37 °C B
TUTACTUKOBBIX (iakoHax (25 cm?) 10 2—3 maccaxken.
[IpmKU3HEHHYIO0 CHEMKY KJIETOK BBITIOJHSIN HA WH-
BEepTUpOBaHHOM MHKpockonie (AmScope, CIIA)
x40-900 c¢ mudpooit kamepoi. s mpoBemeHus
THCTOXUMHUYECKOTO HCCIICJIOBAHUSI Ha JIHO YalllK{
Ilerpu (d 60 cM) ykiagsiBaiu MOKPOBHBIE CTEKJa,
nocsue (OPpMHUPOBAHHUS MOHOCIOS KJIETKH Ha CTEKIIE
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¢ukcupoBanu B 4%-M pactBope (opmanuHa, OKpa-
[IMBAaJIM TeMATOKCHIIMHOM U 303WHOM M 1o Hucciro.
doTocheMKy BBIONHSUIM Ha MUKpockorie Olympus
CX 43 (Olympus Corporation, SImoHHS) C TOMOIIBO
nudpooit kamepsr Olympus UC90. /1yt uMMyHOTH-
CTOXUMHYECKOTO HCCIICIOBAHUSI KIETKH KYJIBTUBH-
poBanu Ha 48-ITyHOUHBIX IUIAHIIETAaX U (PUKCHPOBa-
mu B 4%-M pactBope Gopmanuna B TedcHue 10 MuH,
3aTeM oTMBbIBaNU OT Gopmanuna PBS u momerianu B
4%-1 pactBop TputoHa X100. Uepes 15 MuH BHOBB
npoMbiBaK B pactBope PBS B Teuenue 30 muH u
MPOBOAMIM THOPUAM3ALUIO PACTBOPOM OBIUBETO
CBIBOPOTOYHOIO aJbOyMHHAa BO BIIAXHOM Kamepe
B TeyeHue 30 muH. Knetku WHKYOMpOBanu ¢ aHTH-
tenamu K I B-tyOymuny TUJ1 (Covance (CLLA),
MEBITIIMHBIE MOHOKJIOHAIBHBIE, pa3Bencaue 1:1000),
k PAX6 (Abcam (BenmukoOputanusi), MBIIIHNHbIC
MOHOKJIOHaNbHBIE, pa3Benenune 1:50), k Musashil
(Abcam, KpoiWYbH MOJUKIOHATHHBIC, Pa3BEIACHHC
1:200) u x xomnareny Il tuma (Abcam, MBIIIMHBIE
MOHOKJIOHaJIbHBIE, pa3Benenue 1:100) mpu Temmepa-
type 4 °C B Teuenne Houw. [lepByio Jokamu3amuio
AHTUTENl BU3YaJIM3UPOBAIN C HCIIOJIB30BAHUEM CO-
OTBETCTBYIOUIMX BTOPUYHBIX aHTHTEN IgG Kposimka
WM MBIIIY, KOHBIOTUPOBAHHBIX € (pIIyOpPECIICHTHBI-
Mu kpacutensimu Alexa 488 mmm Alexa 568 (Life
Technologies, CIIA). Snpa oxpammBamu DAPI
(Vector Laboratories, CIIIA). CheMKy OKpaleHHBIX
CJIAlIOB TMPOU3BOAMIIM C TOMOIIBI0 MHKPOCKOIA
Nikon Ti-E (Nikon, SlrmoHus), HCIIONB3YS IpOTpaMM-
Hoe obecnieuenue NIS-Elements.

PesyabTarhl 1 HX 00CyKIeHHE

B HOpMe pebepHBIii XPSII TPEeICTABICH THATNHO-
BBIM XPSIIIOM, 00pa3y oM MepeiHIe KOHIIBI pedep,
CTPYKTYPY KOTOPOTO COCTaBISICT MpeolIiaaionuii
10 00beMy MEXKIIETOYHBIN MaTPUKC U XOHIIPOITUTHI
pasHoit crenenu auddepeniuporku [3]. Kierku,
BBIJICTICHHBIC M3 XPSIIEBOH YacTu 6-To pedpa mpu
BAI'K, na 7-10 mens KynsTUBHpPOBaHUS (BOpMHpO-
BaJ MOHOCJOH (puc. 1, a). OCHOBHYIO YacTh MOHO-
CJIOSL COCTaBWIIM KJIETKHM OKPYIVIOH, OBAJILHOM U T10-
JTUTOHATBHOU (POPMBI, 00pa3yIoMNe MEXKITy CO0O0i
cBsa3u. Kpymnueie siipa ¢ 1-2 gapblikaMy U Jucnep-
THPOBAaHHBIM XPOMATHHOM PAaCIoJarajrch B IEHTPE
KICTKH WM ONMKe K IUTOIIa3MaTHYECKOH MeM-
Opane. [Ipmwxu3HEeHHas! CbeMKa U THCTOXMMHUYECKOE
nccienoBanue (OKpalIuBaHHE T€MaTOKCHIIMHOM U
J03MHOM) TO3BOJMJIH WACHTH()UIUPOBATH KIETKH
11o/1o0HOTO (hEeHOTHUIIA KaK XOHPOOIACTHI H XOHIPO-
mutel (M. puc. 1, a). UMMyHOTHCTOXHMHYECKAM
METOJIOM BBISIBIICHA HX TIOJIOKUTEIIbHASI peakiys Ha
aHTHTeNa K KoJutareHy Il Tumna kak ofHOMY U3 OCHOB-
HBIX MapkepoB xpsmieBor TkaHu [15]. Komraren 11
THUIIA PACTIOJIOKEH B IUTOIIa3Me KJIETOK U Haubomee
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WHTEHCUBHO DKCIIPECCUPOBAIICS OIMKE K [IUTOIIA3-
MaTrdeckor Mmemopane (puc. 1, 0).

Cpeau BbIICICHHBIX U3 XPSIIEBON YacTu pedep
)51 (beHOTI/IHI/IT-IeCKI/I OTOXKACCTBJICHHBIX KAaK OTHOCH-
IIMecs K XOHJPOT€HHOMY PsIIy BBISBICHBI KPYITHBIC
KJIETKH C OJTHUM JJTAHHBIM WJIK MHOTOYHCIICHHBIMU
KOPOTKMMHU Pa3BETBICHHBIMU IUTOIIIa3MaTUYCCKU-
MU OTpocTKamu (puc. 2, a). KineTku naHaoro tumna
HA JIHE KYJIbTypaJIbHOW TIOCYIbI B OOJBIIMHCTBE
CIly4aeB pacrojlarajiich Ha HEKOTOPOM OTJalICHHN
OT XOHAPOOJIACTOB U HE (OPMHUPOBAIM KOHTAKTOB
¢ mocieaHUMHU. KoJaM4ecTBO KJIETOK IMOJ00HOTO
(eHOTHIIA YBENWYHMBAIOCH C BO3pAacTaHHEM Iacca-
Ka, Ha TIEPBOM TMACCaXKE OTMEYATHCh CIUHUYHBIC
KIJIETKH, Ha 2—3-M Taccake WX YHCIO MOBBIIIAIOCH
(puc. 2, 6). B uenTpe KIeTOK yHUNIOISPHOH, OHUIIO-
JSIPHOW ¥ MYJBTHIIONSIPHON (OPMBI Pacmoaraioch
KpymHOe KpyTiioe siipo ¢ 1-2 sapeimkamu. Kretkn
3Be314aToil GopMbl ¢ OONBIIUM KOJIMYECTBOM OT-
POCTKOB ¢ KJIETKaMH MOJ00HOM GopMbl Ha 3-M mac-
caxxe (OpMHPOBAIM MHOKCCTBECHHBIC KOHTAKTHI Ha
YPOBHE KaK OTPOCTKOB, TaK M TeJ KIETOK. Takum
00pa3zoM, MEKKJIETOUHBIC KOHTAKTHI B (PEHOTHUIT KJIe-

Puc. 1. Kynomypa Knemox, 6vl0eleHHbIX U3 pebepHozo
xpawa npu BAI'K, 2-ii naccasic Kyiemueuposa-
HUsL: @ — OKPACKA 2eMAMOKCUTUHOM U I03UHOM,
x40, 6 — UMMYHOSUCIOXUMUYECKAS PeaKyUis C aH-
mumenamu x xonnazeny Il muna (3enenviii yeem),
A0pa Kiemox euzyanusuposanvi DAPI (cunuu
ysem), <100
Fig. 1. Culture of cells isolated from rib cartilage during
funnel-shaped deformation of the chest, 2nd
passage of cultivation: a — hematoxylin and eosin
staining, x40, 6 — immunohistochemical reaction
with antibodies to type II collagen (green), cell
nuclei are visualized by DAPI (blue), 100

TOK CBHUJIETENILCTBOBAIN 00 MX HEHpaJbHOM I'eHe3e.
s onpeneneHus MpUPOIBI JaHHBIX KIETOK MTPOBE-
JICHO T'HCTOXMMHUYECKOe HccienoBanre no Huccro,
MO3BOJISIIONIEE BBIIBUTH TIILIOKH XPOMAaTO(DUIHHON
CyOCTaHIIMU B Telle W JCHAPUTAX HEPBHBIX KIIETOK
[16]. OxpamuBanue moKa3aao, 4YTO B UTOIIA3ME U
OTPOCTKAaxX KIIETOK HeHpaibHOTO (PeHOTHUIIA JIOKAIH-
3o0Banack cyocranius Huccns (puc. 2, 6). B okpyxa-
FOIIUX KJIETKAX, MICHTU(PUIIMPOBAHHBIX KaK XOHIPO-
OnacThl, MO3UTUBHOTO OKpamuBaHus o Hucciro He
HaOII0/1aJI0Ch.

HetfipanpHas npupojia KJISTOK C OJJHUM JITUHHBIM
OTPOCTKOM M MHOTOYHCJICHHBIMH KOPOTKHMH ObLa
HCClieloBaHa MMMYHOTUCTOXUMHYECKHM METOIOM
Ha MPEeIMET HaJU4Usl COOTBETCTBYIONIUX MapKepOB.
Musashil (MSI1) — PHK-cBs3p1Batomuii 6€m0K, Ko-
TUpyeMblii reHoM MSI/ u mpeuMylIecTBEHHO 3KC-
MIPECCUPYIOLIUNCS B HEPBHOU CHUCTEME, CIYXKHUT B
KadecTBe Mapkepa HemudbdepeHITMPOBaHHBIX HEH-
paNIbHBIX KJIETOK-TPEANIECTBEHHUKOB, B TOM YHCIIE
HEWpanbHbIX CTBOJIOBBIX KieToK [17]. Brimenen-
HBbIC U3 peOEpHOr0 Xpslia W KYJIbTUBUPYEMBIC IO
2-ro macca)xxa HeHpOHOMOAOOHBIE KIETKH U UX OT-

Puc. 2. Kynomypa kiemox, evloenennvlx uz pebeproco xpswa npu BIAT'K, 2-11 naccasic Kynomusuposanus: a — npuicus-
HenHas cvemia, *100; 6 — okpacka eemamokcununom u 303unom, <60, 6 — okpacka no Huccuro, X60

Fig. 2. Culture of cells isolated from rib cartilage during funnel-shaped deformation of the chest, 2nd passage of
cultivation: a — lifetime survey, x100; 6 — hematoxylin and eosin staining, %60, ¢ — Nissl staining, X60
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Puc. 3. Ummynoeucmoxumuyecxas peaxyus ¢ anmumenamu k Musashil (a, 3enenviii yeem), PAX6 (6, kpachwiti ysem) u
K 111 f-my6ynuny (8, Kpacwwlil yeem) 6 10pax u yumoniasme Kiemox pedeprnoco xpswa npu BIIT'K; sopa knemok
suzyanusuposauvi DAPI (cunuil); a, 6 — 2-it naccaoic kynomusuposarnus, %100, 6 — 311 naccasic Kyiemusuposa-

Hus, X60

Fig. 3. Immunohistochemical reaction with antibodies to Musashil (a, green), PAX6 (6, red) and 11l p-tubulin (s, red)
in the nuclei and cytoplasm of rib cartilage cells in funnel-shaped deformation of the chest; cell nuclei are
visualized by DAPI (blue); a, 6 — 2nd cultivation passage, *100, ¢ — 3rd cultivation passage, %60

POCTKH IIO3UTHUBHO OKpamuBaiguch Ha Musashil
(puc. 3, a). B sapax kneTok naHHOTO (PEHOTHIA TaK-
JK€ DKCIIPECCUPOBAIICA APYrOWd paHHUN HENpPalbHBII
Mapkep — PAX6 (puc. 3, 6). TpaHCKpHUITIIHOHHBIHA
¢daxrop PAX6 urpaer KIoueByrO polib B CTHMYJIH-
POBaHMK SMOPHOHAILHOTO HEHPOTEHE3a, PEryIupys
KOTOPTBI TE€HOB, KOTOPBIE CIOCOOCTBYIOT Camo00-
HOBJICHUIO HEWpaJIbHBIX CTBOJIOBBIX KJIETOK U T€He-
3y 0a3allbHBIX KJIETOK-TIPEANISCTBEHHHKOB. PAX6
WHTEHCHBHO JKCIPECCHUPYETCs B OTHUX KJIETKax Ha
HAYaJIbHOM CTaJuu PA3BUTUS LICHTPAJIBHON HEpPB-
HOM CHUCTEMBI M B NOCTHaTaJibHOM miepuoje [18]. B
OKPY’KaIOINX HEeWpallbHbIE KIETKH XOHIpoOIacTax
skcnpeccuu PAX6 He netekTupoBaHo (cM. puc. 3, 6).

MMMyHOTHCTOXUMHYECKasl PEaKLUusl BbISIBUIIA
MO3UTHBHOE OKpAIlUBaHUE IMTOIIA3MBl KJIETOK
3Be314aroil POpMBI M HMX OTPOCTKOB HAa MO3IHUUN
Heripanpabii Mapkep 111 B-TyOymun (puc. 3, 6). III
B-tyoymun (TUBB3) — crnenuduyHblil uis HEpB-
HOW TKaHU 0eJIOK TyOyJIMH ¢ MHOKECTBOM H30(hopM,
SBJISIETCSI YCTAHOBJICHHBIM MapKepoM Tpoiudepa-
TUBHBIX W TEPMHUHAJIBHO TU(PPEepPCHIUPOBAHHBIX
HelpoHoB. OHUM 13 OCHOBHBIX (PaKTOPOB, Ompeie-
nsronux skenpeccuto TUBB3, saBasiercst To, 4To OH
HaXOJUTCS B KJIETKAaX, KOTOpbIe b0 nuddepeHuu-
PYIOTCSI B HEHPOHBI, THOO Yke cTanu uMu. M3BecTHO,
yto TUBB3 nokanm3yeTcss COBMECTHO ¢ MapKepamu
HEPBHOTO TpeOHs /10 Mepexoia MOCIEAHEro OT JIH-
TEJINSI K ME3CHXUME U MOJICP’KUBAETCS B PAaHHUX U
MO3IHUX MUTPUPYIOUINX KJIETKaX HEPBHOTO TpeOHs
[19].

TakuMm 00pa3oM, KyJIbTUBUPOBAHHE KJIETOK, BbI-
JISJIEHHBIX U3 XpsmeBoil Tkanu pedep nmpu BIAI'K,
BBISIBUJIO KJIETKU JBYX Pa3HbIX (eHoTUroB. [lepBoii
THII, KJIETKU OBAJIBHOH, OKPYIVION MM MOJIUIOHAJIb-

CUBWPCKMIN HAYYHBIV MEOMLIMHCKI XXYPHAT 2023; 43 (6): 203-209

HOH (OpMBI, GOPMUPYIOIIHE MOHOCIION, UACHTH(U-
LUPOBaHbl KaK XOHIpoOmacTsl. VX XoHAporeHHas
NPUPOAA MOATBEPKAACTCS NO3UTUBHBIM OKpalIUBa-
HUEM Ha aHTUTeNa K Kojutareny Il tTuna Ha ¢oue or-
CYTCTBHUS MOJIOKUTEIBLHOM peakuu Ha HelpaabHbIE
Mapkepbl U okpamuBanue no Hucciro. Bropo# tum,
KJIETKH YHUTIOJSIPHOHM W OunonspHoit Gopmbl ¢ 1-2
JUIMHHBIMUA OTPOCTKAMHU, & TAK)KE MYJIBTUIIOJISIPHbIE
KJIETKH, XapaKTePH30BAIUCh MPUHAIIICKHOCTHIO K
HelipansHOMY (enotumy. O0 ux HelipaabHOH IpUpPO-
Jle CBUACTENILCTBYET AKCIPECCUS] PAaHHUX HeUpasb-
HeIX MapkepoB Musashil u PAX6 u meiipocnenu-
¢uuanoro 6enka II B-tyOynuHa, a Taxke cyocTaHIMN
Huccuns. [IpuHae:xxHOCTh K TOMY HITH HHOMY (heHO-
TUIYy TIOATBEP)KIACTCS WMMYHOTHCTOXMMHYECKUM
OKpaIIMBaHUEM, COIVIACYIOIIMMCS C TMCTOXHMMMYEC-
KUMH JAHHBIMH 110 HJICHTH(PUKAINA KIETOK.
daxkTHUeCKUe pe3ynbTaTbl  KyJIBTHBHPOBAHUS
KJICTOK YKa3bIBalOT HAa HAJIWYUE KJIETOK Hepaib-
HOTO (JEHOTHIIA B XPAIIEBOW YacTH pebep y mereit
¢ BAI'K. CnenoBarensHO, BOSHHKAET BOMPOC: KaK B
THAIMHOBOM Xpsillie pedep MOTYT OBITh JIOKaIH30Ba-
HBI KJIETKH HedpanpHOTO (heHOoTHNA? J[7151 OTBETA Ha
3TOT BONPOC TNPEICTABISIETCS BO3MOKHBIM CpaBHE-
HUE UCCITIEAYEMOU NaTOIOrK TPYAHON KIIETKH C ApY-
TUM CIIOXKHBIM 3a00JI€BaHWEM — HAHONATHYECKUM
ckonmo30M. IlokazaHo, YTO INpPU CKOIMOTUYECKOU
0O0JIe3HN TPOUCXOAUT DKTOMUYECKAs JTOKaTH3AIU
KJIETOK HEeHpalTbHOTO TeHe3a B IUTACTHHKAaX pocTa
TEJl TIO3BOHKOB, peanusyomascs B (popMUpoBaHUH
nedopmarmu 1mo3BoHouHMKa [20, 21]. Ilockombky
MO3BOHOYHUK M pebpa B 3MOpuoreHese pa3BHBa-
IOTCSl M3 CKJIEPOTOMa, 00pa3yIolIerocsi U3 HIKHEH
BHYTpPEHHEH 4acTH MEPBUYHOTO CErMEHTa (COMUTA),
MOKHO BBICKa3aTh MpeIoNoKeHne 00 obmiel npu-
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pone paccMaTpuBaeMbIX narojoruid. BepostHo, mpu
BJITI'K, Takxe, kKak U TPy UIUONIATUYECKOM CKOJIMO-
3e, HapyIIeHHEe MUTPAIMH KJICTOK HEPBHOTO TPeOHs
MPUBOJIUT K UX YACTUUHOMY JICIIOHUPOBAHUIO B CO-
muTe. Jlokanuzamus B 3a4aTtkax pedep KIeTOK HepB-
HOTO rpe0Hsl, TEHETHYECKH HE JIETCPMUHHPOBAHHBIX
K XOHJPOTEHHOH Au(depeHITPOBKE, B TIOCTHATATh-
HOM TIEPHOJC BBI3BIBACT JIOKATBLHOE HAPYIICHUE
pocTa, peamusyroiieecss B pa3BUTHE JehOopMaIlum.
[IpennokeHHast TUMOTE3a COTIIACYETCS C TPEICTaB-
JIEHHBIMU B COBPEMEHHOM HAy4YHOW JTUTEpaType AaH-
HBIMH O CTPYKTYPHO-(YHKIIMOHAJIHHBIX OCOOEHHO-
CTSIX pebepHOTo XpsAIa: HAIMYWE JEeTCHEPATUBHBIX
U TUCTPOPHUUSCKUX U3MCHEHUHN, YMEHBIIICHUE KOJIH-
YeCcTBa XPAIIEBBIX JaKyH M TEH/ICHITUS K peodana-
HUIO MYCTHIX JlakyH [12, 13].

3akiIrouenue

BIAI'K — msxenoe 3a0omeBanre ¢ HEYCTaHOBIICH-
HOU 3THOJOTHEH U maroreHe3oM. B HayuHol nmute-
parype npeacTaBiIeHbl HEOAHO3HAYHbIE U IIPOTUBO-
PEUYMBBIE PE3YIIBTATHI O CTPYKTYPHBIX 0COOCHHOCTIX
pebGepHoro xpsiua npu JaHHOW marojorud. B Ha-
CTOSILEE BPEMSI OTCYTCTBYET KOMIUIEKCHBIN MOAXO/,
YUUTHIBAIOIIUA  B3aMMOCBSI3b  CTPYKTYpHO-(QYHK-
[IMOHAIILHBIX U3MEHEHHI XPSIIEBOW YacTH pedep ¢
dhopmupoBanuem medopmaruu. Mexmy TeM maro-
JIOTHYECKHE TPOLECCHI, TPOUCXOAALINE B PeOSPHOM
Xpsillie, SBISIOTCS OOHUM U3 BEIYIIUX MEXaHHU3MOB
pa3BuTHs nedexTa rpyIHoN KIeTKH. B mpoBeaeHHOM
HCCIIEJIOBAaHUU TIPEJICTABIECHbI MEPBBIE PEe3yabTaThl
KyJBTHBHPOBaHUS KJIETOK peOEpPHOTO XPsIIa y Malu-
€HTOB C BIAJION IPpyabto. B xpsiieBoit TkaHu pedep
Ha (oHe KIETOK XOHAPOTreHHOH AuddepeHnnpoBKu
BBISIBJICHBI KJIETKH HelpanmpHOrOo (eHOoTHNA. B 1m-
TOTIJIa3Me YHUTIOJISIPHBIX, OWMOJSPHBIX M MYJBTH-
MOJISIPHBIX KJIETOK BH3YalM3UPOBajach CyOCTaHIHS
Huccnsa. O HelipanbHOW TPUPOAEC HCCICTyEMBIX
KJIETOK CBUJIETEIbCTBOBAJIA JKCIPECCUS HEWpalb-
HbIX MapkepoB Musashil, PAX6 u III B-tyOynuna.
IIpensioxkeHHast runoTe3a O Pojau KIETOK HEPBHOTO
rpebHst B pOPMUPOBAHUM TTATOJIOTUH TPYAHOM KIIET-
KU SIBJISICTCSl IPEABAPUTEIBHOM, UCCIEAOBAHUS TPO-
JIOJIKAIOTCSL.
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