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ABCTPAKT

Bpoxnennstii Oymuresnstit srmaepmonns (BBED) - aTo HacnencTBenHas opdaHHas 1aToIorusi, BbI3BaHHAS MYTAlUsIMHU B Ie-
HaX, KOAUPYIOIIAX CTPYKTYPHBIC KIETOUHBIC OCIKH, HEOOXOMUMBIE JIJIS EJI0CTHOCTH KOXKHOTO TIOKPOBa M CIM3UCTHIX. B pe-
3yIBTaTe HE3HAYUTEIHFHOIO MEXaHUYECKOTO BO3JCHCTBHS Ha KO>)KHOM ITOKPOBE 00Pa3yrOTCs IMy3bIPU C CEPO3HBIM H/HIIH Te-
MOpPPAru4eCKUM COJICPKUMBIM, JUTUTEIBPHO HE3a)KUBAIOIINE PaHBl U PYOIbl. Takue MOBPEXKICHUS HMEIOT BRICOKHIA PUCK
WHQPEKITMOHHBIX OCIOKHEHUH U 3a9aCTYI0 IPUBOJIAT K MHBATHIU3aIMK NanueHTa. COBpEMEHHBIC METOIBI JICUCHHUS B IIEPBYIO
o4yepeb HOCAT MaJUIMATUBHBINA XapaKTep U HaIllPpaBJeHbl Ha MPEIOTBPAIICHUE OCIOKHEHHUH, YTO MOIYEPKUBAET aKTyalIbHOCTh
B HOBBIX TEPAIlEBTHYCCKUX CTpaTerusax. Me3eHxuManbHbIe cTBoNIOBBIe KieTkH (MCK) mpemararoT MHOTOOOCIIArOIINE Tepa-
neBTraeckuit moaxon. MCK n3BeCTHBI CBOEH MYJIBTHIIOTCHTHOCTHEO, HMMYHOMOAYIHPYIOMIAME CBOHCTBAMHE U CIIOCOOHOCTBIO
CHO0COOCTBOBaTh BOCCTAHOBIICHUIO TKAHEH, UTO SBISCTCS MMOTCHIIMATHHBEIM METOIOM JICYEHUs OyIIe3HOTo anuaepMonnsa. B
ATOM JIUTEPATYPHOM 0030pe oreHuBaeTcs Tepanepruueckuil noreHnuan MCK B neuennn BED, moguepkuBas KiroueBbie pe-

3YJIbTAaTbl HEAABHUX HCCHCHOB&HHﬁ.

KiroueBnble ciioBa: BpO)K,HCHHLIﬁ 6yHH63HBIﬁ OMUACPMOJIN3, OCIIOKHCHUA, MC3CHXUMAJIbHBIC CTBOJIOBBIC KIICTKH, KJICTOY-

Had Tepalnd, MyTallui, TCHOMHOC PCAAKTUPOBAHUC.

BBEJEHHUE

Bpoxaennsrit Oymnesnsrit snuaepmonn3 (BBD) - ato
TpyTIa HACIEICTBEHHBIX CHCTEMHBIX MTATOJNIOTHH, XapaKTe-
PHU3YIOIUXCS TOPAKECHUEM KOXKH M CIM3UCTHIX 000JI0UEK.
CHOHTaHHO WM B PE3yAbTAaTe HE3HAYUTEIFHOTO MEXaHUIE-
CKOTO BO3/ICHCTBHUS Ha TIOBEPXHOCTH KOXKH IOSIBIISIOTCA ITy-
3BIPU C CEPO3HBIM MM T€MOPPArHIeCKUM CONEPKUMBIM, a
TaK)Ke 3PO3HUH, KOTOPHIC NMEIOT BBICOKMH PUCK MH(EKIH-
OHHBIX ociokHenwuid [1]. BBD sBistercs opdannoii maTomo-
TUeH, YacToTa KOTOpOro no AaHHsIM HanuoHansHOrO peru-
ctpa CIIA 19 ciygaeB Ha 1 MitH. HOBOpOKIeHHBIX [2]. Ha
2023 rox B Pecrryonuke Kazaxcran 3apeructpuposano 108
MHAIMEHTOB C JaHHOI MaTOJIOTHEH.

BpoxxaeHnsIil Oy/e3HBINH SMUACPMOIIN3 IPOSBISETCS B
paHHHe ToABI KU3HU peO€HKa. B 3aBucuMocTtu ot tuna BED
MOXKET coueTarbes ¢ cucteMHbIMU nopaxenusimu JKKT, po-
TOBOM MOJIOCTH U OPraHoB 3peHus1. B Hacrosmee Bpemss BED
OIMCHIBAETCS 4 THUIIAMH, C yYETOM JIOKAJIH3AL[UH aTOIOTHYe-
CKOTO TpoIiecca Ha KOoKe: IPOCTON WIIM JIOKAJTM30BaHHBIN THII,
TOTpaHUYHEIN, AucTpoduaeckuii T u BBD Kunmpiepa. Oc-
HOBHOI1 Ipr4nHOM pa3sutus BB sBnsercs reHomHas myTa-
s, TIepearoIascs 0 ayTOCOMHO-IOMIHAHTHOMY WA ay-
TOCOMHO-PEIIECCHBHOMY THITy HaclieioBaHuA. B HacTosmiee
BpeMs onrcaHo okoyio 100 reHeTHYecKux MyTalliii, IprUBO-
JUIIINX K HAPYIICHHUIO CHHTE3a KIETOUYHBIX CTPYKTYPHBIX Oer-
KOB SIHUIEPMUCA.

BBED cHmxaeT kauecTBO JKM3HHU IMALMEHTa, OKa3bIBasl BIIK-
SIHUE HE TOJIBKO Ha (PU3UUECKOE, HO U MCUXOIOTMIECCKOE CO-
CTOSTHUE MaIlMeHTa, U YaCTO MPUBOIUT K MHBAIHMIU3ALWH [3].
Hepenxo BcTpeuaroTcs U SKCTpaKyTaHHbIE IposBieHus BB3,
TPeOYIOMUX XUPYPrUUECKON KOPPEKIIUU. DTO CTEHO3 U arpe-
3Ws MUIICBOAA, a TaKkxke aedopMalius KKCTe u crom. Pacmpo-
CTpaHCHHBIMU OCNIOKHEHUAME BBD siBstrorcest nHbUIMpOBa-

HUEC paH, CTCHO3 U aTPE3Ud MUIICBO/IA, a TAKKC CUHAAKTUIINN
KUCTEH 1 CTOII, KOTOPbIC Tpe6yIOT XUPYPTUUICCKOIO JICUHCHU .

Ha ceronusimaumii 1eHb OTCYTCTBYET STHOTPOITHOE Jiede-
HHE, CIIOCOOHOE YIyUIIUTh COCTOSTHHE NanueHToB ¢ BED. Oc-
HOBHOE JICUCHHE COCTABISICT CUMIITOMaTH4eCKasi Teparnus,
HaIpaBJeHHAas Ha IOAJIEP)KAHUE COCTOSHUS MAallMeHTOB U
MIPEAYTIPEXKICHNE TTOSBICHHS OCIOKHEHHUH.

Mesenxumansable cTBonosbie kireTku (MCK) Omaromaps
CBOEH HU3KOH MMMYHOT€HHOCTH H MYJIBTUIIOTCHTHOCTH SIBIISI-
I0TCSI HOTEHIMAIbHBIM TEPAIIEBTHIECKUM PEIICHUEM B pere-
HepaTuBHOW MemunuHe [4]. laHHBIE COBPEMEHHBIX HCCIIE0-
BaHMH IEMOHCTPUPYIOT 3P PekTuBHOCTH MprMeHeHnss MCK B
nedeHnd nanrerToB ¢ BED. OHM MoryT ciocoOCcTBOBATh pea-
MTUTENN3AIIN TOCPEACTBOM CTUMYINPOBAHHS CHHTE3A KOJIIa-
TeHa, Ipeaynpexaas passurue Gpudposa. brarogaps cuaresy
(hakTOpOB pOCTa, TaKMe KaK: SMUAEPMaIbHEIN (pakTop pocTta
(EGF), Tpanchopmanmonnsiii hakrop pocra 6era (TGF-p),
BacCKYIIPHBIN dHA0TeNMHansHbIH (pakrop pocta (VEGF) n oc-
HOBHOI1 daktop pocra ¢pudpodmacros (bFGF) MCK nemon-
CTPUPYIOT pereHEepaTUBHBIN MOTEHIMA B pEreHEPATUBHOM
MenuIHe [4].

B cBs3u ¢ nmepcnektuBHOCThIO mpuMeHeHnst MCK st
pereHepanyun KOKHOTO IIOKPOBa, B IIOCIEIHEE BPEMsI IPOBO-
JSITCSL MTHTEHCHUBHBIE HCCIIEIOBAaHUS M pa3paboTKa cTpaTerui
npumenenuss MCK B nedennn BBD. Ilenbio qanHoTO TMTEpa-
TYpHOTO 0030pa SIBISIETCS aHATIN3 HOCJIEIHUX JTUTEPATYPHBIX
narHbIX (¢ 2010 mo 2024 rr.) 00 3 PEeKTUBHOCTH HUCIIOIB30-
Banust MCK nipu BED B TOKIMHUYECKUX U KIIMHUYECKUX HC-
MIBITAHUSX.

MeToa0J10risl TUTEPATYPHOIO MOMCKA

Hns c6opa cBeaeHUIl 1 MaTepHalioB JTUTEPATYPHOrO
0030pa OBUIM HCITOJIB30BAHBI ClENyIoIue 0a3bl JaHHBIX:

145


https://orcid.org/0000-0002-3831-2507
https://orcid.org/0000-0001-5029-5255
https://orcid.org/0000-0003-0014-7830
https://orcid.org/0009-0006-0135-1402
https://orcid.org: 0000-0001-6121-8001
https://orcid.org/0009-0003-6632-3283
https://orcid.org/0000-0002-7132-1480
https://orcid.org/0009-0004-7208-4423

Eurasian Journal of Applied Biotechnology. Ne.3, 2024

DOI: 10.11134/btp.3.2024.16

PubMed, Cohrane library, Scopus, Embase, Google scholar,
ClinicalTrials.gov. [Torck u c60p TaHHBIX MPOBOAMIICS HA aH-
DITHICKOM si3bIKe. J[71s MoucKa ObLIH HCTIONB30BaAHbBI KITIOUEBbIE
cioga: [(epidermolysis bullosa) unm (recessive epidermolysis
bullosa)] u [(mesenchymal stem cells), (mesenchymal stromal
cells) mu (MSCs)]. COop JaHHBIX TPOU3BOAUIICS B ICPUOJ C
1 mapra 2024 rona no 1 anpens 2024 rona.

KpuTtepnu BKIOUYeHUs] 1 MCKIIOYEHHUST

B nuteparyprbIii 0030p OBUIH BKITIOUCHBI OPUTHHAIIb-
Hble Hay4YHbIC HCCIICNOBAHUS, JTaHHBIC KIIMHUYECKUX UCIIBI-
TaHMI M ONMUCAHUA KIMHHUYESCKUX CIIy4aeB 110 IPHMEHEHHUIO
ME3CHXMMAaJIBHBIX CTBOJIOBBIX KJIETOK B JeueHnr BBED ¢ 2010
1o 2023 rox. OCHOBHBIM KPHUTEpUEM BKIIOYECHUS OBUIO Ha-
JMYKe pa3BepHyTOH HHGOPMALIMHK 110 HCCICIOBAaHHIO: TIOT U
BO3pAcT UCIBITYEMBIX, THII KJIETOK, UCIIOJIb3yEeMBIX B JieUe-
HUM BpokaeHHOTO B, a Takxe nanHble 00 3G PeKTHBHOCTH
1 0e30MaCHOCTH JICYCHHUS.

JluteparypHbie 0030pbl, POTOKOJIbI, PYKOBOJICTBA U KITH-
HUYECKHE PEKOMEH/IAIIMK He ObUIN BKIIIOUCHBI B IAHHBIN 00-
30p. Ha HauanbHOM 3Tane paboThl CyMMapHOE KOJIUYECTBO
COOpaHHOM JTIUTEPaTypPhl U3 BCEX MCIONb30BAHHBIX HCTOUHH-
KOB cocTaBmiIo — 384. Jlanee mpoBOAMIICS KaueCTBEHHBIH OT-
00p 1 aHaNN3 HAYYHBIX CTaTeH (PUCYHOK 1).

Me3enxumaJjibHbI€ CTBOJIOBbIE KJIETKH U UX CBOMCTBAa

MCK mnpezacraBisitor co60i NOMyJISIHI0 MYIBTHIIOTEHT-
HBIX KIJIETOK, KOTOPBIE MOTYT OBITh BBIJIEJICHBI IIPAKTUYECKU
U3 BCEX TKaHell U OpraHoOB YelOBeKa, TaKhe KaK KOCTHBII
MO3T, )KMPOBasi TKaHb, CAHOBHAJIbHAsI 000JI0UKa, MYTTOBHH-
Hasi KpoBb U T.A. [5,6,7]. OHKM 00/1agaroT HU3KOI UMMYHO-
TeHHOCTBIO U crTOCOOHBI T epeHInpOBaThCS B pasiIny-
HbIE ClielMaIn3upOBaHHbIe TUIIBI K1eTOK. bonee Toro, MCK
JIEMOHCTPHUPYIOT UMMYHOMOYJIHPYIOIIE CBOMCTBA U CIO-
COOHBI PeryJIMpoBaTh aKTUBHOCTh POBOCTIANIUTEIBHBIX KJIe-
TOK KaK BPOXKJICHHOTO, TaK ¥ IPUOOPETEHHOTO HIMMYHUTETA.
beuo mokasano, uto MCK crmocoOHBI MOJaBIsSITh aKTHBA-
LU0 JICHAPHUTHBIX KJIETOK, MPOBOCHANUTENbHBIX M 1-1107100-
HBIX Makpodaro, HEHTPOPHIIOB, HATYPaJbHBIX KHIUIEPOB,
T u B-kieTok, HHAYIHUPYS TeHEPALHI0O UMMYHHBIX KJIETOK C
MPOTUBOBOCHIATUTEIbHBIME (eHOoTUIaMu [8]. Kpome Toro,
ObUTIO 0OHAPYKEHO, YTO UMMYHOMOAYJIUPYIOLIee NeiicTBre
MCK peanusyeTcst Kak uepe3 KJIeTOUHbIe KOHTAKThI, TaK U Yue-
pe3 CeKpeLunto pacTBOPUMBIX (PAKTOPOB MO MPHUHIIMITY Mapa-
kpuHHoro mexanusma. MCK npoxnyuupyror TGF-B, daxrop
pocra renarountoB (HGF), npocrarianann E2 (PGE2), pac-
TBOpUMYIO opmy nporennHa HLA-G5, nanonamun-2,3-1u-
okcurenasy (IDO), okcun azora (NO), IL-6, IL-10 xoTopsie
YUYaCTBYIOT B PETYJISLIUH U TIOJIABJICHUH BOCIAJIUTEIbHBIX OT-

basza JaHHBIX,
HCIOJIb3VeMble 114

cOopa JaHHBIX
(Pubmed, Cochrane
library, Embase, Web of
Science,
ClinicalTrials.gov)
n=384

KoaHvecTBO cTaTell
noc/jie yaajaeHHA
AYO6JIHKATOB

1%-=79

CTaTbhH, OTOGpAHHBIE
nocje aHa/JAH3a Ha3BaHHA
H OTIHCAHHA
n=51

MMocae aHaAH3A
COlepAKHMOTO
Hay4YHOH CTaTbH
n=22

CTaTbH, BKIIOYEHHbIE B
JHTepaTYPHBIH 0630p
n=22

Pucynok 1. Anroputm oT60pa 1 BKIIOUSHHUS ITyONUKanuy B 0030p.
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BeToB [9]. Kpome atoro, MCK criocoOGHBI MUTPHPOBATH B I10-
BPEXICHHYIO TKaHb U CTUMYJIMPOBATh PETEHEPALMIO TKaHEeH 1
yMeHblIeHue (propo3a IIaBHBIM 00pa3oM 3a CUeT NapaKpHH-
Holt aktuBHOCTH [10]. CnegoBaTenbHO, OHU SIBJSIIOTCS TIPU-
BJIEKaTEJIbHBIM BAPHAHTOM JUIsl aJUIOT€HHOTO MCIIOJIb30BAHMS
IIPY HEKOTOPBIX BOCHAINTENBHBIX 3a00JI€BaHUSAX KOXKH, BKITFO-
yast 3.

MCK B neyennn 0y/11€3HOI0 MMHACPMOIN3A
JloKMMHUYeCKHE UCIIBITAHUS in Vitro

Juis nzyuenns ¢ ¢pexrusrocTn npumenenust MCK B Te-
pamuu B3O Ha ypoBHE JOKIMHMYECKUX UCTBITAHUH in vitro
65110 0TOOpaHO 7 HayYHBIX paboT, B KOTOPBIX OBLT IPOAEMOH-
CTPUPOBAH MMMYHOMOIYJIITOPHBIM M pEeT€HEPATUBHBIN MO-
teHnuai. Tak B padote Lee et al., 2021 crpomanbHBIe CTBOJIO-
BbIE KJIETKH FICCIIEIOBAINCH B cocTaBe ruporens [9]. OxHako
B paboTe MPOBOIIIICS CPABHUTENBHBIN aHa3 3()(HheKTHBHO-
ctu npuMeHeHnst MCK, BBIAETICHHBIX U3 KHUPOBOW TKAHU B
COCTaBe PAa3IMYHBIX BHJIOB TUAPOTENs], TAKUX Kak: OHopas-
JlaraeMbli 1 OMOHepa3IaraeMblil THAPOTeNb, THIPOTeNb C T0-
JTUypeTaHoBOI 000JI0YKOH, THIPOTeNs B COCTaBe ¢ Obrubeit
MemOpanoii. MCK B ka0l HccieryeMoil TpyTIe KyIbTHBHU-
pOBaJIMCh 10 S5 AHEH U NOIKE U3ydasach UX BBLDKMBAEMOCTb,
yposenb cuare3a VEGF, HGF, ILS8, konnmaren [ u VII Tumos,
nmamuHAHA 5. KieTkn B coctaBe OmopasnaraeMoro u Onone-
pasnaraeéMoro TuAporesns MOKa3aly JIy4Ilnue Pe3yIbTaTsl, YT0
TOBOPHT O NEPCIIEKTUBHOM NPUMEHEHUH IJaHHOTO BUJIa Tepa-
iy B nedeHnn bO. Tak He ocTaércs He3aMEUEHHBIM BapH-
aHT TPaHCIOPTUPOBKU KosareHa VII Tumna ¢ momonipio BHe-
KJICTOYHBIX BE3UKYJ, BeIAEIeHHBIX 13 MCK B moBpexaéHHYTO
obmacTe koxHOTO TTokpoBa (McBride JD, et al., 2018) [11].
B pa6orax Webber BR et al., (2016) [12] u Bonafont J et al.,
(2021) [13] mpoBoamIOCH M3y4YeHNE TEHOMHOM MOAN(UKAIIAH
rpu oMoty Texaonorun CRISP-cas9. IIpu nomomu ane-
HOaccouuupoanHoro Bekropa B MCK OBIT CKOPPEKTHPOBAH
Y4acTOK '€HOMa, KOIMPYIOLIEero cuures kojutareHa VII tuna.
ITocne yero sxcnpeccUpOBaHHBIA pPEeAAKTUPOBAHHBIN T€HOM
MTO3BOJIMJI BEIpabaTheiBaTh KoyutareH VII Tuma B 6ombimem Ko-
JIMYECTBE, YTO CYIECTBEHHO BAYKHO TIPH JICUCHUH TTAI[IEHTOB
¢ B3. be3 untepeca He oCTArOTCA HOBBIE MICTOYHHUKH JJIS BBI-
nenenmst MCK, tak Schosserer M, et al., (2015) B cBoeii pa-

60Te mpoaeMoHCTpupoBal ycrerrHoe Boigenenne MCK u3
Mouu nanueHToB [14]. [lonydeHne KIeTOYHON KYIBTYphI He-
WHBA3MBHBIM METOIOM Ja&T IIIAHC Ha YCIICUIHYO U 6e3001e3-
HeHHy!o n3ossinuio MCK ot nanuentos ¢ bO.

JlokIMHUYeCKHE UCTIBITAHUS in VIvo

Ha sTane mokImHIYECKUX UCIBITAaHUHA OBLIO OTOOpaHO 6
paboT, B KOTOPBIX MCCIIEAOBAJICS TepareBTHUECKIH 3P PEeKT
npuMenernss MCK, noka3zaHHBI Ha MBIIIMHBIX MOJIEIAX
BBD (tabmuma 1). Bo Bcex paboTax qeMOHCTPHPOBAJICS TIO-
noxutenbHbI 3¢ dext Baustans MCK Ha pereneparuio mo-
BPEXXICHHOTO KOXKHOTO IMOKpOBa. MICTOUHMKOM HONTy4eHus
KJIETOK MOXET CIIy>KUTh Pa3iIM4HbIN THIT TKaHel. B paborte
Kikuchi Y, et al. (2023) Gpu10 MIPOAEMOHCTPUPOBAHO, UTO
MCK MoryT OBITh NOYYSHBI U3 ITy3bIPHOM JKUAKOCTH, PO-
SIBJISISL TAKHE XK€ TEPANIeBTHUECKUE CBOICTBA, KAK M KIICTKH,
MTOTy4YEeHHBIE U3 KOCTHOTO MO3Ta MM )KUPOBON TKaHH [15].
OpnHaKo HE TOJIBKO TUII TKaHH, CITyXKalui PECypcoM s 1o-
nmyqgennst MCK, nmeer 3Hau€HHE, HO TaK K€ W THII MTOIy4EH-
HBIX KJIeTOK. TakuM oOpa3om, B padote Riedl J, et al. (2021)
0pU10 MOKa3aHo, uTo nomysus MCK ABCB5+ noaruna,
OTIINYAETCS TOBBIIICHHBIM PETCHEPATUBHBIM U MpoiHdepa-
TUBHBIM noTeHIuanom [16]. Takue kneTkn cMoriu ObICcTpee
1 3¢ deKTHBHEE HAXOAUTH NCTOYHNK BOCHAICHNS W TIOBPEXK-
JeHus TKaHeH. HecMoTpst Ha moKa3aHHYIO TepaneBTHIECKyIO
sa¢pdextuBHOCTE MCK, B mocienaee BpeMsi akTHBHO HCCIIe-
JyeTcsl METOJ TeHETHIECKON NH)KCHEPHH, HallPaBJICHHBIA Ha
CUHTE3 NE(QUIUTHBIX CTPYKTYPHBIX KOMIOHEHTOB KJIETKH.
Taxk Kikuchi Y, et al. (2023) [15] u Petrova et al., (2020) [17]
ITyTEM T€HHOW MH)XKEHEPUH IPOJEMOHCTPUPOBAIN OTINIH-
TenpHyo criocobHocTh MCK K cuaTe3y komtareHa VII Tuma B
JEPMO-3THAEPMATIBHBIX COSANHEHUH, YTO UTPAET KITIOUEBYIO
ponb B nedeHnn BB3. DT0 OTKpBIBaeT HOBBIE IEPCIICKTHBEI
JUTSL pa3pabOTKH IIEPCOHATM3UPOBAHHON TepaIi, aAanTHPO-
BaHHBIX K TCHETHYECKUM OCOOCHHOCTSIM Ka)KJJOTO MalueHTa
¢ OymuiésnsM snuaepmonu3oM. OnHaKo, AT yIydIIeHHe Te-
pareBTHYECKOTO NOTEHIMAIIA TAKKe TPUMEHSIIICS METO Ipe-
KOHANIMOHUPOBAHUS KJIETOUYHOH KYJIBTYPBI, YTO TIO3BOJIMIIO
Perdoni C, et al. B 2014 MOBBICUTD KIICTOYHYIO BBDKABAEMOCTh
1 UX HIMMYHOMOAYIHUPYIOIINE U PEereHepaTuBHbIC CBOHCTBA
[18].

Tabnuua 1. Joximandeckne ucnbiTanus ¢ ucnonszopanreM MCK npu neuennn BB

Tun
Tun monenu
HCTIOIb30BaHHBIX UccnenoBanue Pesynbrar Pedepenc
3a00JeBaHUs
KJIETOK

AYTOIIOTHYHEIE [oBrIeHne SKCIIpecuu

BHyTpHKoXHOE BBEACHHE
MCK nonyuyennsie | Col7al—/— TeHa, KOTUPYEeMOTO CHHTE3 .

N TeHHOMOAM(HUIINPOBAHHBIX Tamai et al.,
U3 Iy3bIpHOHI HEOHAaTaJIbHAasl JIMHUA kojutareHa VII tumna B
. MCK wmbimam ¢ 1uumuTomMm 2023

KUIKOCTH MBIIIEH JIePMO-3THACPMATEHOM

oJijareHa 7 tumna
MaruenTos ¢ b COCIMHEHUH

ABCB5+ MCK nokazanu
CpaBHeHue
12 -/- . JYYIIyI0 CIIOCOOHOCTH K

TeparneBTHYeCKOit . Tolar et al.,

ABCBS5+ MCK UMMyHIepUIUTHAS MIOMCKY CaiiTa BOCIAJICHUS
oif s dexTuBHOCTH MeX Ty AB- KB ICHILIO KO3 2020
JIMHUS MBIILICHU n HWBJICHHU HBIX
CB5+MCK u BM-MCK .
IOBPEXKICHUN
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Uccnenyempie MCK
Asorenspie 12 -/ TTOKA3JIH JIYYIIYIO
MCK, nony4eHHsbIe Amnanus 3¢ GeKTHBHOCTH yamy Petrova et
AMMYHJIeULIUTHAS skcnpeccust rena C7,
U3 IIyIIOYHOI'O . reHHoMHkeHepHbIXx MCK al., 2020
JIMHUS MBIICH OTBETCTBEHHOT'O 33 CHHTE3
KaHaTHKa
koyarena VII tuna
TTocne B/B BBenennst MCK,
noxyuenssix n3 KC-iPSC
NOD/SCID Wzyuenne nposnmdepannu Y . .
MCK nony4yeHHbIe UMMYyHOe(UIUTHON TMHUN | Shimizu et
. umMMmyHonepunuTHas | 1 BepKuBaeMoctd MCK, N .
3 KC-1PSC N . MBIIIEH nokasano ayummi | al., 2018
JIMHUS MbILIEH nony4yeHHslx u3 KC-1PSC
pe3yibTaT B CHHTE3e
komtareda VII tuna
Nzyuenne Krnetounas Tepanus
C7-runomopdHas xu3Hecrocoonoctn MCK, MCK moxa3aiia XOpOIIHii Nystrom et
Annorernsie MCK < .
JIMHUS MBILIEH ux nponudepanuu u MPOTUBOBOCHANIUTENBHBIN 1 | al., 2015
TeparneBTHYECKUH 3P et pereHepaTHBHEIHN 3pdeKT
B/x BBenenme
MIPEKOHIUITHOHUPOBAHHBIX
Col7al—/— manms Nyuascs apdexr MCK mokasaio JIydInyro
MBIIIEi Tolar et al.,
CB-MCK MIPEKOHIUIINOHUPOBAHUS MMMYHOMOAYJISLUIO U 2014
MCK pnst neuenust b pereHepauio KoKHOro
SIUTEIHSI MBIIIEH, a TaK XKe
cuHTe3 KostareHa Vlltuna

Kaunuveckue uCnbITAHUSA

3a mocnennue 10 et GBLT MPOBEAEH IENBIN PAJ KIHHHU-
YECKUX UCCIICOBAaHUI M0 OleHKe Oe3omacHoCTH U 3ddek-
tuBHOCTH ipuMeHeHns MCK BbIZieNIeHHBIX M3 pa3HbIX TKaHe-
BBIX HCTOYHHKOB, & TAK)KE F€HETHYECKN MOAN(DHUIIMPOBAHHBIX
CTBOJIOBBIX KJIETOK 1Tpy BBD (tabmuua 2). B kimHU4YecKkux uc-
ClIeIOBaHMSIX pUMeHAnch atoreansie MCK, koTopbie BBO-
JIUITUCHh BHYTPUBEHHO WK BHYTpuKokHO [19,20,21]. Ha mpo-
TSOKEHUH 12 MECAIEB OILICHUBAJICS TepaneBTHUYeCKuil 3 dhext
KJICTOYHOH Tepanuy B JICUEHNH MarreHToB ¢ b2, a Taxxe 6e3-
OIaCHOCTh UX NMPUMEHEHHs. B 11e110M, BHYTPUKOXKHBIE WIIN
BHyTpuBeHHBIe HHBbEeKIIMH MCK mokas3ann HeKoTopsle KITH-
HUYeCKHe NMpenMyIecTa y nanueHToB ¢ BBD. Kak noka-
3aHo B Tabmnuie 2, 3TH NPeUMYIIECTBA BKIIIOYAIOT, INIABHBIM
00pa3oM, CHIKEHHE aKTHBHOCTH 3a00JIeBaHus, 00JIH H 3y/1a, a
TaKKe MOBBIIICHNE KadecTBa KU3HU. COBCEM HEaBHO HOBas
nomyssinus aepmansHeIx MCK OpL1a oxapakrepu3oBaHa Kak
MCK c no3utuBHO# 3kcpeccueit AT®-cBs3pIBaromero Kac-
cetHoro TpaHncnoprepa (ABCB5+ MCK) u cnocobnas oka-
3bIBATh TEPANIEBTUUECKHE UIMMYHOMOIYIUpYOLHe QyHKIHH
[22]. Pe3ynbraThl MpUMEHEHUS ITUX KIETOK AJIS JeUEHUs
XpOHHMYECKHUX paH noka3anu, 4to ABCB5+MCK, BeposiTHO,
MPOSIBIISIIOT CBOO TTOJIE3HYIO aKTUBHOCTH ITyTEM CMEIICHUS
MPOBOCHAINTENBHBIX MakpodaroB M1 Ha nmpoTuBoBOcCHa-
JIUTENIbHBIE MOMYJISIIMK MakpodaroB M2, criocoOCTByoLIHEe

perenepanuu Tkanu [23]. bonee Toro, ecTh JaHHBIC, CBHIC-
TenbeTBytonme o ToM, uTo ABCB5+ MCK ob6nanatot 6oee
BBICOKUM TTOTEHI[AJIOM BO3BPALICHHS K MOBPEXKICHHBIM TKa-
HsM, yeM MCK KOCTHOTO MO3ra, ¥ CIIOCOOHBI CEKPETHPOBATh
COLVII. Pe3ynbrars! HeJaBHO MPOBEACHHOTO KIIMHIHYECKOTO
nccnenoanwus I/11 Gpa3er mokazamy moaoKUTENbHbIN D deKT
ot BezreHnss ABCB5S+MCK y nanmenToB ¢ BED. Omnaxko, xak
YK€ YIOMHHAIIOCh, 3TO HCCIIe0BaHHE OBLIO MPOBECHO CO-
BCEM HeIaBHO U noreHnuaibaoe omioxkenrne COLVII B koxke
Y CJIM3UCTHIX 000JI0UKaX HE OIEHUBAIOCH [24].

Hecmotpst Ha oOHamex)uBaIue pe3ynbTaThl KINHAYE-
CKHX HCCIIEJIOBaHUHN, UMEETCs] HEOOXOAMMOCTh B YCOBEPIIIECH-
CTBOBaHHH METOJIOB MPUMEHEHUS W ONITUMHU3ALIMN MTPOTOKO-
JIOB O3UPOBAHMS W 4acCTOTHI BBeneHus aoreHHpix MCK,
KOTOpPBIE TOJDKHBI OBITh U3yUYCHBI B OYIyIIUX KIMHAYCCKUX
WCTIBITAHUSX.

TeHeTH4eCKH MOTU(PUIIUPOBAHHBIE CTBOJIOBBIE KJIETKU U
(hubpoOIacTe B Tepanuu 63

I'enomHOE penakTupoBaHue ex vivo npu bO BkitodaeT
KOPPEKIUIO POACTBEHHBIX MYTaHTHBIX T€HOB, KOTOpBIE J10-
CTaBIISIOTCS C HCIIOIB30BAHUEM PETPO- UIH JIEHTUBHPYCHBIX
BEKTOPOB B SMH/IepMajIbHbIE CTBOJIOBBIE KJIETKH Win GpUOpo-
OnacThl MAUEHTOB in Vitro, a 3aTeM TPaHCIUIAaHTALUIO WIN
MHBEKINIO TeHETHYECKH UCTIPABIEHHBIX KJIETOK 00paTHO Ha-

Ta6muma 2. Kinuandeckue ucnbiTanus ¢ ucnoib3zoBanuem MCK npu neuennn B9

IIponomxku-
Tun Tepanuu Kietkn Tun ucnibitanus | be3omacHocTh OddexTuB-HOCTH P Pedepenc
TENBHOCTH
AJITOTEH-HBIC Ananms
Y2 paza [To6ounbIX 3¢ dexTuBHOCTU .
Kunerounas BM-MCK ¢ bd Y. Fujita et
OTKPBITOTO 3¢ peKToB HE pereHupaIiu 12 mecsmeB
Tepanus (2.98x10° N al., 2021
: HCCIIEAOBAaHMU | HAOIIOIaIoCh MOBPEXKIEHHOTO
KITETOK/KT) KOKHOTO TIOKPOBa
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Ananus
hUCB-MCK |,
P Y2 (haza ITo6ounbIx 3¢ heKTUBHOCTH Soo-Cham
Knerounas (1x10° - .
p OTKPBITOT'O 3¢ peKToB He pereHnpanyun 24 mecsia Kim et al.,
Tepanus 3x10° xneTok/ B
xr) HCCIIEI0BaHUs Ha0I01a10Ch MOBPEXKAEHHOTO 2021
KOXKHOT'O TTOKpOBa
2 B/B
unby3un BM- AHanus
¥ daza [To6ounbIX 3¢ (eKTUBHOCTH Rashidgha-
Knerounas MCK 2 ¢ bd &
repans OTKPBITOTO 3¢ peKToB HEe pereHnpanuu 12 mecsiueB mat et al.,
P (kasxcnast , | mecmenoBanms | HaOmOAANOCH MOBPEKAEHHOTO 2020
no3a 2-4x10 KOXHOTO TIOKPOBa
KJICTOK/KT).
3 B/B
uH(y3HH Amnanms
% aza ITo60ouHbIX 3¢ deKTUBHOCTH
Knerounas ABCES OZTI? BITOI'O a¢hdexToB He (eiz)f;HH AL 12 mecsiieB Kluth et al,
Tepanus MCK p P P " H 2021
] HCCIICIOBAaHMS | HAOIIOaIoch MOBPEXKIEHHOTO
(2> 10 KO>KHOTO TTOKPOBa
KJIETOK/KT)

uuenty [25]. Onnako reneTudeckas MoanUKanus Muaep-
MaJIbHBIX KJIETOK SIBJISIETCS CJIIOKHOM MpOoLEeypoil U uMeet
psiza pobiieM, KOTOpble He0OX0UMO ObLIO peluTh: 1) Dd-
(bexTuBHOCTH TpaHcaykimy; 2) [lonnepxanue skcrpeccun
TpaHCTeHa B KJIETKaX B JOJITOCPOYHOM mepcrekTuse; 3) Um-
MYHOT€HHOCTb, HHAYIIUPOBaHHAs TpaHcreHoM; 4) Vimmuian-
TaIUs TPAHCAYILIUPOBAHHBIX KJIETOK [26].

[penpiaymuye NOCTHXKEHUS B MOJYYEHUN KYJIBTYp DIIH-
JIepMaJIBHBIX CTBOJIOBBIX KJIETOK MO3BOJMIIHM CO3/aTh LENIbIe
KJIETOUHBIE JIUCTHI, KOTOPBIE IIEPBOHAYAIBHO HCIIONb30Ba-
JIUCH JUTS JICUCHUS TAIUEHTOB C TSHKEIILIMU oxkorami [27,28].
Wnest ncrions3oBaHus ex vivo MOANGHUINPOBAHHBIX ayTOJIO-
THYHBIX CTBOJIOBBIX KJIETOK JJISl OMYyYEHUS! SIHICPMabHBIX
JIUCTOB in Vitro AJsl TPAHCIUIAHTAllUH MALUEHTOB C ayTOJIOTUY-
HBIM «UCTIPABICHHBIM» JTUIEPMUCOM OBLIO PEBOJIFOLIMOHHON
cTparerueii neuenusi. Hecmotps Ha TpyaHoctu, B 2006 roay
NosiBUJIach NepBas reHHas tepanus BbO ex vivo, Bkitouaro-
11ast NOJTy4eHUE U TPAHCIIAHTAIMIO SIIHIEPMANIBHBIX CIIOEB,
MIOJTYYEHHBIX U3 ayTOJIOTMYHBIX OTKOPPEKTUPOBAHHBIX CTBO-
JIOBBIX KJICTOK TartenTa 1yt rena LAMB3 (cyObenunmna a-
MuHuHA-B3) [29]. JanbHeiimue HaOMOACHUS TTOKA3aIH, YTO
JlaHHasl Tepanus CoCOOHa OKa3bIBAaTh OJIArONpPUSTHBIC KIIH-
Huueckue 2pdexTr B TeueHue dosee 6,5 NET U HE UMEeT ce-
pre3HbIX To604HbIX 3¢ ¢ekToB [30]. I'ennas Tepanus BB
ObUIa MO3KE YCHEIIHO MTPOBE/IeHA ellle Ha JIBYX HalueHTax
¢ mytupoBanHbIM reHoM LAMB3 [31]. B To Bpems kak mnep-
BbIC JIBE MOIBITKN OBUIM OTpaHUYEHBI ITepecaKoil HeOOoIb-
LIMX YY9acTKOB KOXHM U3 co0OpakeHH 0e301macHOCTH, orlac-
HO€ JJIS )KU3HU COCTOSIHUE NTOCJIEAHEr0 MalueHTa MPUBENOo K
nprxuBiIeHuo 80% KoXu, a pe3ysbTaT oKa3aucs CacUTeNb-
HBIM U JJIWICS AauTenbHoe BpeMs. CormnacHo pe3ynbTaTam
16-neTHero HabNIOACHUS, 3TU METO/bI JICUEHHUS, BEPOSITHO,
6e3omacHbl U 3 GEKTUBHBI B IOJITOCPOYHON MEPCHEKTUBE.

VYenex nocrtaBku ucnpasieHHoro rena LAMB3 nocne
KOPPEKLNH 3HUIEPMAIBHBIX KJIETOK €X Vivo B OopMe 31IH-
JIepMaJIbHOTO JIMCTKa Y ManueHToB ¢ BB oObscHseTcs psi-
JIOM ONTUMAJIEHO TO00paHHBIX apaMeTpoB. Bo-nepBrIx,
TOJIOKJIOH AMUEPMAaIbHBIX CTBOJIOBBIX KJIETOK C TPAHCTEHOM
ObUI HalleJIeH Ha TPAHCIUIAHTUPOBAHHYIO KOXKY MAI[EHTOB.
TonoknoHs! 001a1a10T CIIOCOOHOCTHI0 OOHOBIISATE AIHUIEP-
MHC HECKOJIBKO Pa3, YTO CKOpee BCETO, 00ECIIEUMBALCT A0JITO-
CPOYHOCTH 3TUX METOJIOB JieueHUs [32]. DTo coOBITHE MOTIIO

OBITH CBSI3aHO C BBDKMBAHHUEM M PEILTMKATHBHBIMU IIPEUMY-
LIECTBaMH KJIETOK MOCJIE IOBTOPHOTO BBEACHUS (YHKIHO-
HaJIbHOTO JIaMuHUHA-332. Kak ObLUI0 MoKa3aHo paHee, JTaMu-
HHUH-332 UrpaeT KIYEeBYIO POJIb B 00ECIIEUYEHUN aJre3un
KEepaTUHOITUTOB, TOT/IA KaK JIMIIICHHbIE JJAMUHUHA-332 KIETKH
OTIEJISIFOTCS OT MOBEepXHOCTH. ClieoBaTeNIbHO, IOBTOPHOE
BBEJICHUE JJAaMUHHMHA-332 JOIKHO OBLIO JaTh HCIPABICHHBIM
KJIETKaM IPEUMYIIECTBO B BBDKUBAEMOCTH i1l VIlro W in vivo
10 CPABHEHHMIO C KJIETKaMH, JTMIICHHBIMU (yHKIMOHAILHOTO
naMuHUHA-332. Ba)kHO OTMETHTD, UTO HU Y OJJHOTO U3 MaIlu-
€HTOB HE MMPOSIBIIUCh UMMYHHBIE PEaKIIMU Ha IPOAYKT T'eHa.
Bo03MOXXHBIM 00BSICHEHHEM 3TOTO CTajl OTOOp MAIMEHTOB C
MHUCCEHC-MYTaIlUsIMH, a HE MAI[EHTOB C IOJIHBIMU MyTalli-
saMu. TOT (akT, 4TO y ITHX MAUEHTOB IKCIPECCUPOBAIICS
JedeKTHbII JaMUHUH-332 03HAYaeT, YTO Y ATHUX MAl[MEHTOB
ObLIa BEPOSITHOCTh TOTO, YTO UMMYHHAsI CHCTEMA ATUX ITalH-
€HTOB Pa3BHJIa HEKOTOPYIO TOJIEPAHTHOCTH K IIETIH JaMHUHH-
Ha-B3 [32].

BraronpusiTHBIE pe3ynbTaThl, HAOIIOAEMBIE TTOCIIE 3aMe-
crutenbHol Tepanuu LAMB3, ctuMmynupoBanu npoBeacHue
AHAJIOTMYHBIX KITMHMYECKUX UCCIIEIOBaHUM JUIsl OLIEHKH 0e30-
MacHOCTH M 3((PEKTHBHOCTH ayTOJIOTMYHBIX ITHIEPMAIIbHBIX
TPaHCIIaHTATOB, SKcnpeccupyromux COLVII-A1 u xonnaren
XVII npu BBD [33]. Oanaxo cyiiecTByeT oJiHa CyIIECTBEH-
Hoe npo0iema B reHHol Tepaniy BBD — 3nauntensHo 60716-
i pazmep tpanckpunta COLVII-A1 [34]. Pemenue sToit
po0JIeMBI TIPUBEJIO K NIEPBOMY YCIICIIHOMY HCCIIEJOBAaHHIO
renHoit Tepanun COLVII-A1 na cemu nanuentax [35]. Jle-
YeHHe MPUBEJIO K YIYUIIEHUIO 3a)KUBJICHUS paH U NpaBUIIb-
Hoii nokanuzanuun COLVII B 30He 6a3anbHOI MeMOpaHBI,
TOTZIa KaK O CePbe3HBIX MOOOYHBIX 3dekTax He coobdima-
s1ock. TeM He MeHee, IKCIPECCUs TPAHCTE€HA CO BPEMEHEM
CHIDKAJIACh, & HKCIIPEecCHUsi OeNKa JUKOTO THIIA COXPaHsIaCh
TOJIBKO Y JIByX MalueHToB [36, 37]. B monbITke pemuTsh mpo-
Ornemy ontuManbHON cOopku u noanepxkanust COLVII B Hop-
MaJIbHBIX 3aKpeIUISIonuXcs GruOprinIax ObUT CO3/1aH MPOEKT
GENEGRAFT. Jlaunsie, CBUAECTEILCTBYIONINE O TOM, YTO
COLVII, nponyuupyemsblii keparnHOnuTaMu U hpudpoodia-
cTaMu, HeoOXOIUM JUTsSI COOTBETCTBYIONIEH COOPKHU B 3aKpe-
uisttonecs: GUOPUILIBI, MPUBENIN K 00Pa30BaHUIO U MPYKUB-
JICHUIO 3KBHMBAJIECHTA KOKU Ha BCIO TOJIIIMHY ITyTeM BBEJICHUS
TpaHCTeHa KaK B KEPAaTWHOLMTHI, TaK U B pruOpobIacTh £1Z'f9-
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B 3axutouenue, xoresnoch Obl OTMETHTB, 4TO (hUOpobIa-
CTBI MOTYT OBITH etrie ogauM rctogarkoM COLVIL, mx MoxHO
JIETKO M30JIMPOBATh M IIUPOKO Pa3MHOXKATh in vitro. ClieoBa-
TENBHO, GUOPOOIACTHI TaKXKE MOTYT OBITh TIOTCHIIHATHHBIM
KaHJUIaTOM Ha TEHHYIO TepaIuio ex vivo. JIeiiCTBUTENBHO,
K HACTOSIIEMY BPEMCHH IIPOBEICHEI JBa KIMHHYCCKHUX HC-
cieoBaHus (Tabmuma 2), OICHUBAIOIIIE 0E30ITaCHOCTD U A(-
(heKTUBHOCTH BHYTPUKOXKHBIX MHBEKINI TEHHO-MOIUDUITH-
POBaHHBIX ayTOJOTHMYHBEIX prdpobdiacToB mpu BED [38, 39].
B manHOM mccenoBaHuu ObIIa BEIBICHA (DYHKITMOHATBHAS
skcnpeccust COLVII n o6pa3oBaHre HOBBIX 3aKpEIUISIOIINXCS
(uOpMIT OCTIe BHYTPUKOKHBIX MHBEKIUH, UCTIPABICHHBIX
ayToNOTHYHBIX (prdOpodmacToB [39]. B apyrom knmHIYIECKOM
HCCIIeIOBaHUY ObLTa 0OHApYyKCHA MOBHIIICHHAS YKCIPECCHUS
COLVII B MecTe HHBEKIUN B TeueHHE 12 Mecaies, HO 0e3
00pa3oBaHMs GPyHKIMOHAIIBHBIX 3aKPETUIIOMNXCS HGUOpHIIT
[38]. B moboMm cirydae, ciieyeT OTMETUTh, 9YTO Tepamus C
BHYTPHUKO)KHOH WHBEKIIUCH UCIPABICHHBIX ayTOMIOTHYHBIX
(hpubpoOIIacTOB HE MOXKET 00CCIICUUTh TEPAIIEBTHYECKOE pe-
IICHHE B JOJITOCPOYHON MEPCIIEKTHBE U JUIS MOAICPKAHUS
TepareBTHYeCcKoro dpdexra TpedyeTcsi MHOTOKPAaTHOE TIpH-
MEHEHHE.

3AKJTIOYEHHUE

Jleuenne BB umeer KM3HEHHO BaXKHOE 3HaY€HUE, M0-
CKOJIBKY OHO CYIIIECTBEHHO BJIMSET Ha Ka4e€CTBO JKU3HH I1a-
LUEHTOB M uX cemei. [Ipexne Bcero, Tepamus HarpasieHa
Ha yMEHbIIeHNnEe 00JIEBOTO CHHAPOMA U MPENOTBPAIICHHE
MHQEKIUH, KOTOPhIE YaCTO OCIOXKHSIOT TeUeHUE 3a00eBa-
Hus. PerynspHoe feueHne paH W UCTIONB30BAHHUE CIICIHAIb-
HBIX TIEPEBA30YHBIX MAaTEPHAIOB IOMOTAIOT IPEIOTBPATHTH
MH(EKINOHHBIEC OCIOKHEHHSI ¥ CIIOCOOCTBYIOT 3a)KUBIICHUIO
KOKHBIX TIOBPEKICHHH. DTO HE TOIBKO CHIDKAET (PU3MIECKOe
CTpaJlaHNe TAINEHTOB, HO ¥ YMEHBIIAET PUCK TSIKENbIX MH-
(heknmoHHBIX 3a005IeBaHUH, KOTOPEIE MOTYT OBITH (haTaib-
HeIMH. KpoMe TOro, cCOBpeMEHHBIE METO/IBI JICUCHUS, TAKHE
kak npumenernne MCK u renetndeckast Tepanus, OTKpBI-
BalOT HOBBIC TICPCIICKTUBEI B O0pr0e ¢ BBD. D1n maHOBaNN-
OHHBIE TTOJIXO/IbI HAMIPABJICHBI HA YCTPAHEHHE TeHETHUECKIX
Je(eKToB, JeKalX B OCHOBE 3a00J1€BaHNS 1 BOCCTAHOBIIE-
HHE HOPMAJIbHOH CTPYKTYpBI KOXKH. Takre MeTo/ibl MOTyT 3Ha-
YUTENHHO YITYUIIUTh IPOTHO3 ISl MAMEHTOB, IPEIOCTABIIS
1M BO3MOXKHOCTH BECTH 0OJIe€ NMOJHOIECHHYIO U aKTHBHYIO
ku3Hb [40, 41, 42, 43].

OnHaxo, CyIIeCTBYIOT IIPETIATCTBUS IS YCIICITHOTO BHE-
IpeHMs KIETOYHOH Teparmu ¢ ucronszopannem MCK, takne
Kak: OrpaHUYeHHast Tponudepanys n HU3Kask BEKHBAEMOCTb.
Vcxonst 3 3TOTO, HECMOTPS Ha JJOKAa3aHHYIO TEepareBTHYE-
ckyto apdexrnBHOCTF MCK TpH neuennu b3, s BHeape-
HUSI JaHHOTO BUJA TEPANUH B KIMHUYECKYIO MPAKTHKY Tpe-
OyeTcs OompIe mccienoBanuii. Takum oOpa3om, ocTaéres
mpobiemMa HEOOXOMUMOCTH OIpeAeTICHN, Kakasi TKaHb B Op-
raHU3Me 4YeJIoBeKa OyneT Hanbosee MpuopuTETHEN IS MOITy-
yennst MCK. Taxoke ocTaeTcs akTyalbHBIM BOTIPOC O pacyeTe
HE00X0IMMOT0 KOJTMYECTBA KIETOK JJIsl JOCTIKEHHS Tepa-
MIEBTUYECKOTO 3¢ peKTa. B HAyIHBIX M KIMHNIECKHUX HCCIIE-
JIOBaHMAX HCIOJIB3YIOTCS pa3inyHble myTH BBeaeHust MCK:
WHTpPaZepMalibHO, MHTPAaBEHO3HO, TIOBEPXHOCTHO Ha TMOpa-
JKEHHYIO 00J1aCTh C UCTIOIh30BAHHEM OMOMAaTEepHAIOB, CO3-
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JIAHHBIX MIPU TOMOIIY TKaHEBOU nHxkeHepuu [44, 45, 46, 47].

Hcnonp3oBaHue 3aMeCTUTENBHON T€HHOM TEPAUH ex Vivo
IIyTEM NPUKHUBICHUS SIUAEPMAIBHBIX KIETOUHBIX JHCTOB,
OKazaJicsi 0COOEHHO YCIICIIHBIM MPH JICYCHNN NalUEHTOB C
BB3. OnHako 310 Tepanus NpUMEHSETCs TOIbKO K TOBEpX-
HOCTH TeJa AJIs 3aMEHBI KOJKU U HE 3aTParuBacT BHYTPEHHUE
OCIIO)KHEHUSI, KOTOPBIE MPOSIBIISIIOTCS Y MAlMEHTOB ¢ OoJiee
TspKeseMu opmamu BBD. CoBepiiencTBOBaHNE TTIOIXOA0B
ex Vivo K 3aMeHe KOXXH ¥ KOMOMHAIIH CO CTBOJIOBBIMH KJIET-
KaMH MOTYT cTaTh 3()(heKTHBHBIM B O€30IIaCHBIM pPELIeHUEM
JUTs JieueHus manueHToB ¢ BED B Oymymem [48,49].
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ABSTRACT

Epidermolysis bullosa (EB) is a hereditary orphan pathology caused by mutations in genes encoding structural cellular
proteins necessary for the integrity of the skin and mucous membranes. As a result of minor mechanical stress, blisters with
serous and/or hemorrhagic contents, long-term non-healing wounds and scars form on the skin. Such injuries have a high risk
of infectious complications and often lead to disability of the patient. Current treatment methods are primarily palliative in
nature and aimed at preventing complications, which emphasizes the relevance in new therapeutic strategies.

Mesenchymal stem cells (MSCs) offer a promising therapeutic approach. MSCs are known for their multipotency,
immunomodulatory properties, and ability to promote tissue repair, a potential treatment for epidermolysis bullosa. This
literature review evaluates the therapeutic potential of MSCs in the treatment of VEB, highlighting key findings from recent
studies.

Key words: epidermolysis bullosa congenital, complications, mesenchymal stem cells, cell therapy, mutations, genome
editing
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TYUIH

Omuaepmonn3 Oymiosza (Ob) — Tepi MeH MBIPHIITH KabaTTapAbIH TYTACTHIFBIHA KAXKETTI KYPHUIBIMIBIK KaCyIIANbIK aKybI-
31ap/ibl KOATAUTHIH TeHACP MYTallUsAChIHAH TyBIHIAFaH TYKBIM KyaJalThIH jkeTiM matonorus. Kimiripim MexaHUKaIbIK KYK-
TeMe HOTHXKECIH/IE TepiZie CepO3/Ibl KOHE/HEMECE TeMOPPArHIIBIK KypaMbl 0ap KOIipIIKTep, Y3aK jKa3bUIMANTHIH jxapajiap
MEH THIPTHIKTAp maiiia 6onaasl. MyHnait sxapakartap WH(EKIUSUIBIK aCKbIHYJIAP/IBIH JKOFAphl KayIiHe He XKOHE KUl HayKa-
CTBIH MYTeneKTirine akeneai. Kazipri emaey oaictepi eH anjpIMeH NaTHATHBTIK CUTIATTA KOHE aCKBIHYJIAPIbIH aJJIbIH AJTyFa
OarbpITTaNFaH, OVJI J)KaHa TepalusUTBIK CTPATETHsUIapAbIH ©3€KTUTITiH KOpCeTe .

Me3senxumaislk Oaranainsl sxacymanapsl (MBX) nepcriekTuBTi Tepanusuiblk a11icTi yebiHaapl. MBXK onapabiH MyasTHITO-
TEHTTUTITIMEH, IMMYHOMOYJISLMSUIBIK KAaCHETTEPIMEH )KOHE TIHIEPAiH KaJIbIHA KellyiHe BIKMal eTy KaOileTiMeH TaHbIMaJl,
SMHUICPMOIIH3 OYIJI03aChIHBIH BIKTUMAI eMi. ByJ1 91e0MeTTiK 10Ty COHFBI 3epPTTEYNEpiH HEri3r1 HOTHKeIepiH KopceTe OThI-
poin, TEOB emaeyneri MBXK TeparnieBrik aneyeriH Oaranaipl.

Tyiiinai ce3nep: Tya OiTkeH Oy/UIE3 /bl ANIUAEPMOIIN3, ACKBIHYIAP, ME3CHXUMAIIBIK OaraHalIbl JKacylanapsl, )KacyIaiblK
Teparnusi, MyTalusuiap, TeHOMABI peIaKkuusiiay
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