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AHHOTAUA

Beenenne. Ctarhs NOCBsILEHA TOCIAECTBUSIM, BOSHUKILINM B pe3yJibTaTe 00pa30BaHusi B OpraHu3Me Oelika porepuHa B
xoze cropanuueckoil mytaruu B reHe LMNA, koTopble IpUBOASAT K MOSBICHHIO CHHApOMa XaTuuHcoHa-I undopaa.
Hean nceaenoBaHus - 1aTh KpaTKuil U eMKuil 0030p pe3yapTaTy criopaguyeckoi MyTanuu B rene LMNA, cuaapomy
XaruyuncoHa-I'minpopna. Matepuan u Metoasbl. B paboTe MCIOIb30BaHbI TAKAE METO/IBI HCCIIEIOBAHMSI, KAK IPUYNHHO-
CIIC/ICTBCHHBIN aHalM3, aHajiu3 JIMTEpaTypHbIX HCTOYHUKOB. Jlis HamucaHus cTaTbd OBUIM M3Y4YEHBI JIaHHBIC
COBpEMEHHBIX IMyOnnKanui 1 GyHIaMeHTaNIbHbIX NCCIEOBAHUH POCCHICKUX U 3apy0exHbIX aBTOpoB. Pe3yabTaThl. B
paboTe IpeacTaBICHBI OCHOBHBIC MapaMeTphl 3a00JIeBaHUSA: ONMMCAaHA KIMHUYECKas KapTHHA, PACCMOTPEHBI METOJBI
JMAarHOCTUKH W Tepamud. Y 3a00JeBIIMX C PaHHETO BO3pacTa OTMEYAIOTCS NPH3HAKW cTapeHus. FOHbIe MannueHTsI
HAYMHAIOT CTPajaTh OT OOJE3HEeH, NPHCYNINX IIOKWIBIM JIIOASAM: MaTOJOTHH CEepAedHO-COCYANCTOH, OMOPHO-
JIBUTATENIbHOW M TOKPOBHBIX CHCTEM, HO HPH 3TOM HAa MX YMCTBEHHOE pa3BUTHE HEMOCPEICTBEHHOE BIHMSHUS HE
OKa3bIBAETCS, OHO COOTBETCTBYET (aKTHUECKOMY BO3pacTy peOeHka. BbiBoabl. BosHukaromas Mmyranus HOCHT
CHOpaJUYeCcKUi XapaKTep, a 3HAYUT, OHA HE CBA3aHa C HACIEICTBEHHOCTBIO U HE MOXKET MOAJABAThCS IPOrHO3UPOBAHHIO.
[Ipu nmporepun BO3MOKHA TOJIBKO TOUEYHAs Tepamus, HalpaBIeHHas! HETIOCPEACTBEHHO Ha BO3HUKAIOIINE CHUMIITOMEI B
pa3IMYHBIX CHCTEMax OpraHM3Ma, a TaKKe MX OpraHax. lepamus IpeAcTaBiseT cOo0OH KOMIUIEKCHBIM IOIXOJ,
BKJTIOYAOIUI MEANKAMEHTO3HYIO0 YacTh, AUETY, GH3HOTEPATIHIO.

KiroueBble cioBa: cuHapoMm XarduuHCOHa-I'mndopma, mporepus, paHHee cTapeHHe, T'eHHas MyTanus, JlamuH A,
HaKOIIJICHHE IPOTepuHa, Criopagnueckas MyTanus, red LMNA.
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Abstract

Introduction. The article is devoted to the consequences resulting from the formation of progerin protein in the organism
during sporadic mutation in LMNA gene, Which lead to the appearance of Hutchinson-Gilford syndrome. The aim of the
study is to give a brief and succinct overview of the result of a sporadic mutation in the LMNA gene, Hutchinson-Gilford
syndrome. Material and methods. The paper uses such research methods as causal analysis, analysis of literary sources.
To write the article we studied the data of modern publications and fundamental studies of Russian and foreign authors.
Results. The paper presents the main parameters of the disease: the clinical picture is described, methods of diagnosis
and therapy are considered. In patients with the disease from an early age, signs of aging are noted. Young patients begin
to suffer from diseases inherent in elderly people: pathologies of cardiovascular, musculoskeletal and integumentary
systems, but their mental development is not directly affected, it corresponds to the actual age of the child. Conclusion.
The resulting mutation is sporadic, which means that it is not related to heredity and cannot be predicted. In progeria,
only point therapy is possible, directly targeting the emerging symptoms in the various body systems as well as their
organs. Therapy is a complex approach, including medication, diet, and physiotherapy.
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Keywords: Hutchinson-Gilford syndrome, progeria, premature aging, gene mutation, Lamin A, progerin accumulation,
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BBEJIEHUE

ITo cratuctuke Ha 2023 roa B opranuzMax 196 gereit u3 50 cTpaHax nposiBISIIMCH MPU3HAKU
PaHHEro CTapeHus, BHEIIHE OHU HAIIOMMHAJIM ITOXKWIBIX JIIOACH. BUHON 3TOMy CilyyailHas reHHas
MyTalysl, BbI3bIBAIOIAs U3MEHEHUE BHEITHETO BU/1a yesaoBeka [1].

Bnepsrie 3aboneBanne onucan anrnuiickuid Bpad Dr. Jonathan Hutchinson B 1886 rony.
ITo3nHee KIMHUKO-MOP(OJOrMYECKUe MPU3HAKK 3TOM martojoruu Obuin u3ydeHsl Dr. Hastings
Gilford. On xe BBexn TepMuH «mporepusi» [10].

Cunapom XatumHcoHna — ['mndopaa (ITporepus, Hutchinson-Gilford Progeria Syndrome) —
3TO PEJIKOE TE€HETUYECKOE 3a00JIEBaHNE C AyTOCOMHO-TOMUHAHTHBIM THUIIOM HACJIEI0BaHUS.

Ortuonoruyeckuil (Gakrop: ayToCOMHO-IOMMHAHTHAs OJMHOYHAs, CIIOHTaHHAs MyTallMs,
npotekaromass B rene LMNA, cuntesupytomem Lamin A. OHa npuBOAUT K TOSBICHHUIO U
HaKoIUICHUIO nporepuHa. benok Jlamun A — 310 ocHoBa i a1pa kieTku. [losBieHue nporepuHa
IPUBOJUT K M3MEHEHHUSM B SJpE, YTO 3allyCKAaeT MEXaHU3M CTapeHMs] U pa3BUTHUE IIPOrEpHH.
WHTepecHo, 4TO MPOreprUH BCTPEUYAeTCss HE TOJBKO y OOJIBHBIX Iporepuei nerel, HO U y Jroaen
MIO’KUJIOTO BO3pacTa. 3HAYUT MOHUMAHUE IPOLECCOB, MPOTEKAIOIIUX B OpPraHU3Me IpU MPOrepuH,
OTKPBIBAET YEJIOBEKY BO3MOKHOCTH JUISl H3YUEHUS €CTECTBEHHOTO ITpolecca crapeHus [2].

PacripoctparneHHOCTH cuHApoMa XatuyuHcoHa-I undopaa cocrapiset 1:20 MITH. 9eJI0BEK HITU
1:4 MutH. HOBOpOXIEHHBIX. [Ipy 3TOM pUCK MAaTOIOTUU PABHOBEPOATEH y 000uX MOJoB [3].

Heanb ucciegoBanms - 1aTh KpaTKuil 1 eMKUI 0030p pe3ynbTaTy CHOpPaAUYECKON MyTaluu
B rene LMNA, cunnpomy Xarunncona-I undopna.

MATEPUAJ U METO/bI

B pabore ucnonb3oBaHbl Takue METOAbl MCCIEIOBAHUSA, KAaK NPUYUHHO-CIIEACTBEHHBIN
aHaJIn3, aHAJIM3 JINTEPATYPHbBIX HCTOYHUKOB.

B kauecTBe MaTepuasoB UCCIIEIOBaHMs aBTOPbl ONUPAIUCh HA CTaThU caiToB: elibrary.ru;
e.lanbook.com u (¢yHIaMeHTaNBHYIO JIUTEPATYPY MO U3y4aeMOl TeMe.

PE3YJIbTATBI

CpaBHUB MaTepuaiabl U3 pPasHbIX MCTOYHHMKOB, MOXHO BBIICIUTH  CIEIYIOIIHNE
XapaKTEPUCTHKY MATOJIOTHH.

ITaTtorenes

B GonpIIuHCTBE CilydaeB Mporepust BbI3BaHa MaTOTeHHBIMU U3MEHEHUSIMH B CTPYKTYpe reHa
LMNA. [laToreHHslif TeéH MPUBOIUT K CIBHUTY OTKPBITOM pamMKu cuuThiBaHus [2]. B pesynbrare
nosiBisieTcst Oeok mnporepuH (aHoMaibHbIM JlamMmuH A), KOTOpPBIM MMeeT (apHe3nIMpPOBAHHBIN
«xBocT» [3,4]. B HOpM™me 3pensblii JlamuH A, NpOAYKT albTepHATUBHOIO ciuiaiicuHra renHa LMNA,
obpasyetca u3 npenamuHa A. 3atem nporeaza ZMPSTE24 ortunensier ¢dapHesunupoBanublii C-
KoHUeBo nentuA. [Ipum mporepuu B 5k30He 11 maToreHHble BapUaHThl MPUBOJAAT B JAEWCTBHE
KPUNTOTEHHBIN caiiT criaiicuHra, BbI3bIBas jaenenuio 50 aMHUHOKUCIOTHBIX OCHOBaHMM Oerka
npenuiecTBeHHUKa. Jlemenus BiMsieT Ha calWT ans npucoenuHeHust nporeassl ZMPSTE24 C-
KOHIIEBOTO MENTHJA, CIEN0BATENbHO, MpoTea3a He mnpucoenuHseTcss K C-KOHIly, HE TPOUCXOAUT
«oTceueHus» QpapHesunupoanHoro C-konuesoro nentuja. Hakamnmpaercs ¢hapHE3MIMpPOBaHHBIN
nporepuH (puc. 1) [3]. @apHe3uIMPOBAHHBIN «XBOCT» NMPUBOJUT K U3MEHEHUSAM (GYHKUUN Oenka u
aHOMaJIMM B Aape. Bo3HUKAIOT: SKcIpeccHst AAepHbIX T€HOB, TUC(HYHKINS MUTOXOHIPUMA, 1e(PEeKThI
peakiuii MaTpUYHOTO CHHTE3a. YKOPOYEHHE TelOMEp NMPOUCXOAMT 3HAYMTENBHO ObICTpee, sipa
CWJIBHO J1e(pOpMUPYIOTCS, siiepHast IJIAaCTHHKA YTOJIIAETCS, HapylIaeTcsl CTPYKTypa XpoMaTHHa [2].
[Tponudepanuss knerok ycuiauBaeT Mopdornoruueckue usmeHeHuss B sape [2]. Ilpu xoTopbix
OTMEYaeTcsl HaKOIIJIEHUE MPoreprHa, 3aKkperienue Jlamuna A Ha siaepHoit namune [3]. Benenctsue
BO3paCTaeT KECTKOCTh sifiepHOW MeMOpaHbl (puOpobraacToB, YTO NPUBOIUT K YMEHBIICHUIO
YCTOWYMBOCTU KIIETOK; 3TO OOBSICHSIET M3MEHEHMs] B TKaHAX, MOJBEPralomuxcs OobIIOoi
MeXaHU4ecKol Harpyske [2,5].
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Puc. 1 IIponeccunr rera LMNA ¢ o6pa3oBanuem JlamnHa A (HOpMa) U ¢ 00pa30BaHNEM IIPOTepHHA (TIPOTEPHs)

Knunnueckass kapTuHa OpeCTaBisieT cOOOM CUMOTOMBI paHHEro crtapeHusi. OCHOBHBIC
M3MEHEHHS KacaloTCs TKAHEH SKTO-ME3EHXUMAJIbHOTO IIPOUCXOXKICHHS.

Y OOJbIIMHCTBA HOBOPOXKJIEHHBIX CHUMIOTOMBI CJIa00 BBIPKEHBI. ITO O0O0BICHAETCA
CHIDKEHHOH 3KcIipeccueil mporepuHa B ManoaunpdepeHInpoBaHHBIX KieTKax sMOpuoHa [6]. B
MOJIHOM Mepe NpPU3HAKU TMPOSIBISIOTCS MPHU JOCTHXKEHUHM TMOPOTOBOTO YPOBHSI HAKOIUICHHS
IIporeprHa, K rneppomy ronay >xusHu [7]. HaOmogaercs: 3aiepika pa3BUTHsS MacChl Tejla U pocTa
pebeHka; BOSHMKHOBEHHE KpPYIMHBIX I'€MaTOM BOJOCHUCTOW YacTH TOJIOBBI, Pa3BUTHE TOTAIBHOU
QJIOTICITNH; TIOSIBJICHUE JIOCHSIICHCS, CyXOH, TOHKOW KOXH, MECTaMH CKJIEPOJEPMOIIOI00HOM;
nepuopanbHbiil nuano3 [8]. Takxke BBIICIAIOT aHOMAIHMH JIBIXAaTENbHBIX MyTeH: BBICOKO MOTHSATOE
HEOO, CHMIKEHHAs THOKOCTD U MOJIBM)KHOCTb IIEU M BUCOYHO-HU)KHEUCITIOCTHBIX CycTaBoB [9].

C BO3pacToM callbHBIC U MOTOBBIC XKEJIE3bl aTPOPUPYIOTCS, UCUE3AET MOJKOKHO-KHUPOBOM
CJI0H (32 UCKJIIOYEHHEM JIOOKOBOM 00JIacTH), TaKKe MOSIBJIAETCS TOYEUHAsi MUTMEHTAIMs KOXxH [9].
VcuesHOoBeHHE TOJIKOXKHO-KHUPOBOM KIETYATKH BJIEUET 3a COOON HM3MEHEHHs CTOMbI, aHOMAJIUU
KOXKH, TUCTPOQHIO HOTTEH, KOHTPAKTYPHI CycTaBoOB. Kak ciencTBre MOSIBISIOTCS MO30JIH, BOJIJIBIPH,
TUCKOM(OPT B MATKAX U HECIOCOOHOCTh XOAUThH MO TBEPIBIM MOBepXHOCTAM [12]. @opmupyrorcs
KpaHuoQaluaabHble W3MEHEHHsS: MHUKPOTHATHS, BBICTYMAIONIME TJ1a3a, OTTONBIPEHHBIC YIIH,
KIJIFOBOBU/IHBINM HOC (M3-3a MOTEPH MOIKOKHO-KUPOBOU KieTdyaTkn) [9]. B pe3ynbrare MUKporHaTHH
00CTPYKTHBHOE amHO? BO cHe yBenudeHo [11]. TIposBisroTCss MHOYKECTBEHHBIE aHOMAUU 3y0OO0B:
IIpOpe3bIBaHKUE C 3aJIePXKKOM, paHHEe BBINAJECHNE, CKPYUYEHHOCTb, 00pa30BaHKe JIBOITHOrO 3yOHOTO
psiia, THUIMOAOHTHS, AHKHWJIOTJIOCCHS, AareHe3Wsi IOCTOSHHBIX 3yOOB, MaJOKKIIIO3Hs, THHTUBUT,
3a00JeBaHUs MApOJIOHTA, JIOKATM30BaHHAs peleccus JecHbl. YacTo HaOromaroTcs: 3a00seBaHus
JIECEH, HECOOTBETCTBHE Pa3MepOB 3yOOB 10 OTHOLIEHUIO K JJIMHE IyTH, aHOMAJIbHOE PacIOIOKEHNE
MOCTOSIHHBIX MOJISIPOB, HEIOCTaTOYHOCTh MPOCTPAaHCTBa i 3y00B [10].

[Tpu mporepun HapyXKHbIE TEHUTATUH THITOIUIA3UpOBaHbl. HecMOTps Ha HEMOCTaToOK Beca y
JIeBOYEK, OOJBbHBIX Hporepuel, B IMOAPOCTKOBOM BO3pAacTe HAUYMHACTCS MEHCTpyalusi, HO He
dbopmupyeTcsi CTaOMITBHBINA UK. Y OTHUX (POPMUPYIOTCS HEPETYIISPHBIE U JIETKHE KPOBOTEUCHUS,
y JpyTUX, HAIPOTUB, CUJIbHBIE KPOBOMIOTEPH, KOTOPhIE MOTYT BbI3BaTh aHeMHIo [10].

YacTo mposBIISIOTCS MTATOJIOTHH TI1a3, TAKHE KaK COH C IPUOTKPBITHIMU IJIa3aMH B Pe3yJIbTaTe
YIJIOTHEHUsSI KOXM W HEAOCTAaTKa IOAKOXHOro »wupa. ['Ja3a 9acto cie3drcsi, 4TO BbI3BAHO
HATSIHYTOCTBIO KOXXM M CKYJHOCTBIO JKHPOBOW TPOKIAAKH TJa3Horo siOioka. Berpewaercs
boTododus, npencrapisionas cod0oi TUIMEpPUyBCTBUTEILHOCTD K CBETY [8].

VYIUIHOW XpsAII CTAaHOBUTCS MEHEE OJIACTHYHBIM TMPH TPOTePHH, M, KakK CIIEACTBUE,
TUIIEPUyBCTBUTENBHBIM K J1aBieHuto [8]. Yacto mpu cunapome XarunHcoHa-I undpopaa nossistorcs
MpOOGJIEMBI € OTJIOKEHHEM YIITHOU cephl. Cepa cyxasi, JIETKO MPHIIKUIIAET K CTEHKE CIIyXOBOI'0 MPOX0/1a
B 00J1aCTH KOCTHO-XpsiteBoro coenuHenus [10]. Y 60abpHbBIX 1eTeii HabmoqaeTcsl yMepeHHas, Jerkas
moTepsi CliyXa Ha HH3KMX YacTOTax; TYyroyxocTb. lloTeps ciyxa He Bcerga ABYCTOPOHHSIS H
cuMMeTpuyHas. Hepenko AMarHOCTUpyeTCsl MOBBIIIEHHE WM OTCYTCTBUE PEQIIEKCOB MBIIII]
cpennero yxa [8].

AHOMaNIMM KOCTEH M CYCTaBOB HPOTPECCHUPYIOT B CKEJETHYIO AMCIUIA3MI0, OTMEYAeTCs:
THITOTUIA3Us KITFOYHII, HICTOHYCHHE JUTMHHBIX TPYOUYaThIX KOCTEH U pedep, YBEINYeHNE JTOKTEBhIX U
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KOJIEHHBIX CYCTaBOB, aKpPOOCTEOJIM3, AMUCIUIACTUYECKUH KOKCApPTPO3, MOpaXKeHHE THaTMHOBOIO
xpsma Ta3zo0enpeHHbIXx cyctaBoB [11,12,13,14]. JIBuxeHHS B KOJIEHHOM CYCTaBe€ OTPAaHUYEHBI.
JliiHa TOAKONIEHHOW SIMKM coxpaHsiercs. B panHem Bospacte Habmogaercst ¢ukcanus
cyOTazanpHOrO cycraBa B 3Bepcuu. [Ipm Xxoapbe oTMedaercss MPU3EMUCTOCTh B CArUTTAIbHOMN
mwiockoctu [12,14]. Jlo 9 et BO3MOXKHO paclIMpeHHE IIBOB Yeperna, HICTOHYEHUE KOCTEH CBOja,
[IEPCUCTUPOBAHNUE NEPETHUX U 3aJHUX POJAHUUYKOB. B ciencTBue yBelIMUYEHUs] KOCTHBIX BBICTYIIOB,
pe30pOIuu JUCTANBHBIX (DajlaHT TalIblIeB HMCMOJIb30BAaHUE BEPXHUX KOHEYHOCTEH OrpaHHuYEHO.
HaGnromaercsi acuMMeTpusi M CHW)KEHHE CHJIBI BEPXHUX KOHEUHOCTEH, yXyJIIIeHHWE MEIKOU
MOTOPHUKH, HAPYILICHUE 3pUTEIIbHO-MOTOPHOM MHTETPALUM U 3pUTENIbHOTO Boctipusatus [13,15].

['maBHOM NPUYMHON CMEPTH NP MPOTEPUH SIBIISIOTCS KapAUOBACKYJIIPHbIE OCIOXKHEHUS [3].
Pa3BuTHe arepockiiepo3a BieueT 3a COOOW HIIEMHUI0 MHUOKapAa, WH(APKT MHUOKApAa U HHCYJbT
[16,17]. ®ubpo3 cOCyAUCTON CTEHKH MPUBOIUT K PUTHIHOCTH COCYUCTOTO pyciia, GOPMUPOBAHUIO
runeprensun [8]. Haubonee paHHue KapAWalbHBIE MPOSIBICHUS: TUACTOIMYECKas TUCHYHKIUSI
JIEBOTO JKEITyJ0YKa, IMO3JAHEE NPOSIBISAETCS MUCPYHKIHMS KIIAMaHOB, KaJbIM(UKALKsS COCYJIOB,
yBEIMUEHUE MHUOKapJa JeBOro JKeIyJlouka, (OPMUPOBAHHUE CHUCTOJIUYECKOW IUCHYHKIUH,
COIIPOBOXAAOIIEECS CUMITOMaMU KOpPOHAapHOW HenocTarouHocTH. Ha Oosiee mo3mHux sTamax
KanbU(UKALNUSI MUTPAJIHLHOTO U a0PTAIbHOIO KJIAMaHOB ¢ OOCTPYKIHEH OOBIUHO COMPOBOXKIACTCS
runepTpodueit KeayJ09K0B U yBenrmueHneM npencepanii [ 18]. Cymoporu, oTHOCTOpOHHSISE c1aboCcTh
U TOJIOBHBIE OOJIM MOTYT OBITH MpPENUIECTBEHHHKAMH TPAH3UTOPHOM HIIEMHYECKON aTaku WId
uHcynbTa [19].

["onoBHO# MO3T HE mopakaeTcs. HeBponoruueckue nposiBieH s (ToJI0BHbIC 00U, MbILIICUHAS
caboCTh, CIa3Mbl) — 3TO PE3YJIbTAT YXYALICHHS KPOBOOOpAIICHHS B TOJOBHOM MO3Te H
MOHIKEHHOW Backymnsipuzanuu [19]. Ianuents! ¢ mporepueil KOTHUTUBHO TUIIUYHBI AJII CBOETO
BO3pacTa: UX peub COOTBETCTBYET Bo3pacty [10].

Junarnoctuka 3a00aeBaHUS

OcHoBa JuarHocTMku - JabopaTopHoe wuccienoBanue rena LMNA. Jlns Haubonee
BcTpeuaeMoit popmbl mporepun xapaktepHa 3amena nykieorunaa C-T B mosuruu 1824 rena u G-A B
no3uiuu 1822 rena, npu neserpantHoctu — 100% [13,14].

OaHuM W3 METOJOB JTMAarHOCTHKU sBIsEeTCS oOcienoBaHUE BHEIIHEro Buaa. OTmeuaror
OCHOBHBIE KJIMHUYECKHUE MPOSIBICHU: aJONEeNusi, MCTOHYEHHE KOXKH, TUIOIIa3Uus HOr'TeH, yTpara
nojakoxkHoro >xupa [13,14]. OpgHako mepen TeMm, Kak TOYHO JMAarHOCTUPOBATH 3a0oJieBaHME
HE0OXO0IMMO MPOBECTH JabopaTtopHoe nccieaosanue [10].

BakHyro poJib B AMarHOCTUKE MTPOTEPUN UTPAET NHCTPYMEHTANIbHOE HccaenoBanue. Ha Y31
KPYIHBIX COCYJIOB OTMEYaroT (puOpO3 CTEHOK COCYNIOB M MX pUTrHAHOCTh. Y3U cepaua mo3Bossier
JMAarHOCTHPOBATh MPEXKJIEBPEMEHHbIE M3MEHEHHUs B MHUOKapje: AMACTOIMYECKYIO TUC(YHKIHUIO,
runeptpoduro, nmopaxkenue kianaHoB [8,18]. DKI' memoncTpupyer yBenuuenue 3yoma QT, uro
ABJISICTCA TPU3HAKOM TPAH3UTOPHOW MIIEMMM MHMOKapJa M TIepeHeceHHbIX HuHpapkToB [18].
DXoKapArorpaMma IMarHOCTUPYET AMACTOIUYECKYI0 AUCPYHKIIUIO JIeBOTo )enyaouka [8]. Ha Y3U
CYCTaBOB BBIABISIOTCS Juciiasus, spo3ust xpsama. [Ipu KT u gencutomerpum ormedaercs
ocreonieHust [15]. JloMOIHUTENBbHO TNPOBOISAT ayJUOTPAMMY, MO3BOJISIOUIYI0 IHAarHOCTUPOBAThH
HU3KOYaCTOTHYIO KOHIYKTUBHYIO TyTOyXOCTb; THMIAHOMETPHIO - IS OLIEHKU pabOThI CPEAHErO yXa
[12]. TluxoBoe naBneHue W (U3MUECKUH OOBEM CIIyXOBOTO Npoxoaa B HopMme. OTKIOHEHMS
COOTBETCTBYIOT CHM)KEHHUIO CTATMUECKOW IMOJATIMBOCTH, U PACHIMPEHUI0 OapaOaHHOM MepenoHKu
[8].

[Ipy OMOXMMHYECKOM HCCIEOBAHWM MOXHO BBISIBUTH  YBEJIWYEHHE HKCKPELUHU
TrHaTypOHOBOM KHCJIOTHI B MOYE, SIBJISIFOIIYIOCS OMOMAapKEpOM CTapeHMsl, U CHIXKEHUE KJIETOYHOIO
pocTa, B pe3yJbTare MoIaBlIeHUs] MUTOTHYEeCKO# akTuBHOCTH [10].

Tepanus

[Tpu cunnpome XarunHcoHa — ['undopaa nenpro jgeyeHus sSBIseTCs MOBBIIIEHUE KauecTBa
KU3HU 32 CUET yCTPAHEHUS KIIMHUYECKUX MPOSIBICHUH.
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HenocraTtok mMaccel M pocTa KOPPEKTHPYETCs NMPUMEHEHHEM PEKOMOMHAHTHOI'O IOPMOHA
pocTa, IUETOM ¢ MOBBIIIEHHON KAJIOPUHHOCTBIO M COJIEpKAaHUEM OelKa, MUTaHUEM (YacThle TPUEMBI
MUY MajabiMK oprusimu) [11, 20].

VY nereil OONMBHBIX Mporepueil 0co0oe MECTo 3aHMMAeT TMIHEHA pTa IS NPOQPHIAKTUKU
Kapueca, mapogonrosa [11]. Pekomenayercs ucnosp3zoBanue Gpropcoaepkaniux 3yoHsix mact [11].
Bo3MoxHO ynanenue 310poBbIX 3yOOB IPU UX CKPYUHBAHUH, HEPABUIBHOM Npope3biBaHuu [11].

[Tpumenenue OuchochoHaTOB KOPPEKTUPYET HAPyILIEHHE BOJIHO-COJIEBOro OanaHca KocTel
[11]. Ilpu noBeILIEHUN YPOBHS XOJIECTEPUHA U TPUTIIMLEPUIOB UCIIOIB3YIOT IIpEnapaTbl — CTATUHbI
[20]. IIpu nmono3pennu Ha TUA (TpaH3UTOpHAs MIIEMHYECKasl aTaka) WM MHCYJBT KaK MPaBHIIO
HCHOJIB3YIOT MOAJEPKUBAIOLIYI0 Tepanuio. IIpUMEHSAIOT OMOJHUTENBHBIM KHCIOpOXA, a s
YIIYUILEHUSI COCTOSIHUS THAPATAIIMU - BHYTPUBEHHOE BBEACHUE KUJKOCTEH [1].

['MnepuyBCTBUTENBHOCTh TJ1a3a JieYaT WHTPAKOHBIOHKTUBAIBHO B COOTBETCTBUM C
pexoMeHaauusaMu opranbmonora [8]. Jlns nedeHns kapauoBacKyJISApHbBIX MPOSBICHUH MPUMEHSIOT
aHTUTUIIEPTEH3UBHBIE, IPOTUBOCYIOPOKHBIE IIPETIapaThl, aHTUKOATYJISIHTHI, & TAK)KE ITpenapaThl s
JIeYCHHS CePCYHON HE0CTaTOYHOCTH [3].

Jns obneryenus: 60JAM B OIMOPHO-ABUTATEIILHOM allllapaTe HMCIOJB3YIOT: (PU3HOTEpaIuIo,
OpPTOIEINYECKYIO KOppeKLMio, kuHesnorepanuto, JIOK, niaBanue, 4ro BIMAET HA AIACTUYHOCTH
MBIIII, TOABMKHOCTh CYCTaBOB, aMIUIMTyay aBwxeHuid [11]. Crmabyio 06oip B cycraBaX MOXET
00JIerYuTh NPUMEHEHNUE aHAJIbI'€TUKOB, IpU 00JIee Cepbe3HbIX MpobiemMax cieqyeT oOpaTUThCs K
oproneny [1].

Yacto mnoapocTkaM ¢ OOMJIBHBIMM MEHCTPYyaJbHBIMH KpPOBOTEUEHHUSMHM Ha3HAyaroT
MIPOTHBO3a4aTOYHBIC TAOJIETKU B HEOOIBIIOHN JO3UPOBKE, KOTOPHIE YMEHBIIAIOT MM OCTAaHABJINBAIOT
kpoBoteuenue [10].

B kauecTBe MMMYHOCYIIPECCOPOB MPUMEHSIIOT panaMHUIMH, YMEHbIIAIOUUN COAEpKaHHUE
IpOrepyHa, BOCCTaHABIMBAIOILUI GopMy sapa, U cynbdopadan, akTUBU3UPYIOLUI ayTodaruo u
sanuMuHanuio nporepuna [20]. [Ipumenenue ButamMuHa A yBenuuuBaeT TpaHCKpunuuio Jlamuna A,
CHMJKaeT CUHTE3 IporeprHa B ¢udpobiacTax, 4To yMEHbIIaeT Bo3pacTHble u3MeHeHus [10].

Jl1s KOppeKIMU MENKO MOTOPUKH PUMEHSIOT TPYOBYIO Tepanuto. OHa [103BOJISIET Pa3BUTh
¢busnyeckue nokasaTeny, (pyHKIHMOHAIbHbIE, KOOPAMHALMOHHBIC, BU3yaJlbHO-MOTOPHBIE HABBIKH,
YTO yJIy4IIaeT MPUCIIOCOOICEHHOCTD K JKU3HU O00IbHBIX [11].

OBCYXIEHHUE

N3yuuB 1ocTaTouHbIN 00BEM MaTEpHalia Mo TeMe, MPEeICTaBIEHHON B JaHHOUW paboTe, CTOUT
OTMETHTh, 4YTO 3a00jieBaHME HE SBISETCS HACIEICTBEHHBIM, a 3HAUYUT, HE MOXET ObITh
CIPOTHO3MPOBAHO MpU IUIAHUPOBAaHMM OepeMeHHocTH. Ha [aHHBII MOMEHT COCTOSHUE IpHU
cUHJpoMe XaTuynHCOHa - ['Miadopaa MOKHO TOJIBKO OTHOCUTEIBHO CTAOMIM3UPOBATh PAa3IMUHBIMU
METOJIaMH, BKJItOUasi MPUEM MEAMKAMEHTO3HBIX IPENapaToB, HO HU OJHA COBPEMEHHasl Tepamnus He
NpUBEJET K MOJHOMY BBI3OpOBIeHHMI0. OJIHAKO CyIIECTBYIOT (oHABI IO Ooprde ¢ mporepuei,
KOTOpBIE YK€ IPOBOAST UCCIIE0BAaHUS U MIEPBbIE KIIMHUYECKHUE UCTIBITAHUS JIEKAPCTB. DTU OTKPBITUS
HE TOJIBKO IMOMOTYT JIOJISIM, CTpaJIaloIuM CUHAPOMOM XaTturnHcoHa-I undopaa, Ho U OyIyT MOJIe3HbI
MIPU JICYEHUH JIFO/IEH C TIATOJIOTHSIMH CEPAEYHO-COCYIUCTON CUCTEMBI.

B coBpemMeHHOM MHpE MNpPOBOAATCA HAYYHBIE CEMHUHApBl, IOCBSIICHHBIE CHUHAPOMY
XatunHcoHa-I'mndopaa. Ha HUX ydeHble M KIMHUIUCTBI BCEro MHpa OOMEHUBAIOTCS OIBITOM,
HOBEWIIMMU JaHHBIMU. OJHOBPEMEHHO C O3THUM (QOpPMUPYIOTCS OaHKH TKaHEHM U KIETOK,
MIpeloCTaBIAOIIe OnoMaTepuai Juist ucciaenoBanuil. Co3aar0Tcsi METUIIMHCKO-UCCIEeI0BATENIbCKHE
0a3pl JIaHHBIX, B KOTOpPBIX coOpaHa uHpopmanus O OoJbHBIX Bcero wmwupa. CylecTByer
MEXIyHApOAHBIN PErUCTp MPOrepUH, BKIOYAIOMNN B ce0sl MPOBEPEHHYI0 HH(OPMALIUIO O JIOASX,
KUBYIIMX C TIporepuel, 4to obecnedrnBaeT ObICTPOE paclpoCcTpaHEeHHe aKTyalbHOU MH(OpMaIUH,
KOTOpasi MOXET MIPUHECTH MOoJb3y AeTAM. M3ydeHue nelcTBUS MporeprHa Ha OPraHU3M BaXKHO HE
TOJIBKO JIJIs1 TOMOIIY CTPAAAIOIIMM OT IIPOTE€PUH IETAM, HO U JUI U3yUEHUS ECTECTBEHHOIO Ipoliecca
CTapeHusl.
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BbIBO/IbI

1. HGPS: cunapom XatumHcoHa — ['midopaa — 3To peako BCTpeyaromasicss MaToyIorus,
pacnpocTpaHeHHasi BO BCEM MUDE.

2. Bosnukaromue wusmenenuss B reHe LMNA npuBoasT K HapyUIEHUSM OIOPHO-
JIBUTATEIHLHOTO ammnapara, 5KT0/IepMalIbHBIX TOKPOBOB, CEPJICUHO-COCYAUCTOM cucTeMbl. BI3bIBatoT
MPEX/IEBPEMEHHOE CTapPEHUE U COIMYTCTBYIOIIME eMy 3a00JieBaHMs, KOTOpPBIE MPHUBOIAT K THOen
yenoBeka. OCHOBHOM NPUYMHOW CMEpPTH SIBISIOTCA OOJE3HU ceplla, CBONCTBEHHBIE MOKUIIBIM
JO1SIM (apTEPHUOCKIIEPO3).

3. MogsroBasi aedaTenbHOCTh OOJIBHBIX HE CTpaJaeT, HeCMOTpsS Ha 3HA4YUTEIbHBIC
¢u3noNOrNUecKue W3MEHEHHsS OpraHu3Ma. YMCTBEHHOE pa3BHTHE JETel COOTBETCTBYET HX
OHMOJIOrMYECKOMY BO3PACTY.

4. KinHnyeckass KapTHHA MPOSBISETCS € NEPBOrO roja >KU3HM, YTO IIO3BOJIIET PaHO
JIMarHOCTUPOBAaTh JlaHHOE 3aboiieBaHMe M HayaThb OOpbOy C CHMITOMAMH JUIsli MaKCHUMAallbHO
BO3MO)XHOI'O IIOBBIIIEHUE YPOBHS M NPOAODKUTEIBHOCTH ku3HU. HauOosiee TOUHBIM H
3¢ (HEeKTUBHBIM METOJIOM JHArHOCTUPOBAHMS MPOrepUU SBISETCS METOJl JUATHOCTHYECKOIO
TECTUPOBAHUS. DTOT METOJ] 3HAUYNUTEIILHO MOHMKAET PUCKU TTOCTAHOBKU OMIMOOYHOTO AMArHO3a.
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NUMMYHHASA COCTABJIAIOLIASA IMATOIT'EHETUYECKOM TEPAIIMHU
ATOIMMYECKOI'O AEPMATUTA

bokoBoii BsuecnaB JImutpueBuu, [lecstoBa Mapus AmnaronseBHa, KopoTkoB Aprem
Bnagumuposuu, Makees Oner ['epmanoBuy

Kadenpa menununckoii OMoI0OTUy U TeHETUKU

®I'bOY BO «Ypanbckuii rocy1apcTBEHHbIN MEIULIMHCKUN YHUBEpcUTET» Mun3apasa Poccun
ExarepunOypr, Poccus

AHHOTaIUA

Beenenne. CoriacHO COBPEMEHHBIM HCCIICIOBAHUSIM, ATONMMYECKHH JEpMAaTUT SBISETCS MYJIbTH(AKTOPHBIM
3aboJsieBaHNEM, TTATOT€HE3 KOTOPOTO CBSI3aH KaK ¢ MyTAIMsIMHU B T€HaxX, KOJUPYIOIMINX CTPYKTYPHBIE OCJIKH 3IHIepMICa,
TaK ¥ ¢ SIUTCHETHYECKIMHU M3MEHCHHUSMH KCIIPECCHH T€HOB, B YaCTHOCTH, CHI)KEHHEM 3kcnpeccnu rena |FN-gamma.
OOmenpuHsTHIC METO/IBI JICUCHHUS MTOBPEXKICHUN KOXKU MIPU aTONMYIECKOM JIEPMATUTE TTO3BOJIAIOT JJOCTHYb PEMUCCHH, HO
He nonHoro mziedeHus. Lleap mecienoBanusi — pa3paborars 3(QGEKTUBHBII METOJ MMMYHOTEPAIIHMH ATOIMHYECKOTO
JiepMaTHTa, C MUHUMU3aluei mooounsix agdexros. Marepuan u Metoabl. [loydeHne 5K30coM U3 MYJIBTUIOTEHTHBIX
ME3CHXNMAJIbHBIX CTPOMAJIBbHBIX KJIIETOK KPBIC, TpaHC(i)I/IIlI/IpOBaHHI)IX IIa3MUAHBIM BEKTOPOM, HCCYHIMM B KadCCTBC
none3Horo red |FN-gamma. B3Bech 3K30cO0M HAaHOCHJIM Ha MOBPEXKIEHHYIO MOBEPXHOCTh KOXKM KpPBIC Ha MOJETH
atonnyeckoro aepmarturta. Pesyabrarbl. Chycts 9 cyTok HaOuoAasach HOPMAJIM3alMs CTPYKTYPBI Y4acTKOB
noBpexAEHHOH koxu. [Tocnenyromee HabIOACHNE HE BBISIBIIIO 000CTPEHUS 3a00I€BaHUS Y OJOMBITHBIX )KUBOTHBIX B
TeueHne 2 MecsueB. BpiBoabl. [IpuMeHeHHE TIeHHO-MOAM(DHUIMPOBAHHBIX 3K30COM ISl TEparnud THOBPEKIEHHON
MIOBEPXHOCTH KOXH TTO3BOJIAET PACCMATPHBATh JAHHBIM METOJ B KaueCcTBE IEPCIEKTHBHOTO Uil HAPY)KHOW Tepanuu
ATONMMYECKOTO AEPMATHTA.

KaioueBble ci10Ba: aTOMMUECKU IEPMATHUT, SMTHIEMHOJIOT S, TCHETHKA, SITUTCHETHKA.

THE IMMUNE COMPONENT IN THE PATHOGENETIC THERAPY OF ATOPIC
DERMATITIS

Bokovoy Vyacheslav Dmitrievich, Desyatova Maria Anatolievna, Korotkov Artem Vladimirovich,
Makeev Oleg Germanovich

Department of Medical Biology and Genetics

Ura State Medical University

Y ekaterinburg, Russia

Abstract

Introduction. According to modern research, atopic dermatitis is a multifactorial disease, the pathogenesis of which is
associated with both mutations in genes encoding structural proteins of the epidermis and epigenetic changes in gene
expression, particularly a decrease in the expression of the IFN-gamma gene. Conventional methods of treating skin
lesions in atopic dermatitis allow for remission, but not complete cure. The aim of the study isto develop an effective
method of immunotherapy for atopic dermatitis, minimizing side effects. Material and methods. Preparation of
exosomes from multipotent mesenchymal stromal cells of rats transfected with a plasmid vector carrying the IFN-gamma
gene as a useful one. A suspension of exosomes was applied to the damaged surface of the skin of rats on a model of
atopic dermatitis. Results. After 9 days, normalization of the structure of the damaged skin areas was observed. Follow-
up did not reveal an exacerbation of the disease in experimental animalsfor 2 months. Conclusion. The use of genetically
modified exosomes for the treatment of damaged skin surface makes it possible to consider this method as promising for
the external therapy of atopic dermatitis.

Keywords:. atopic dermatitis, epidemiology, genetics, epigenetics.

BBEJEHUE

Aronmueckuii nepmatut (AT/l) sIBIsIETCSI OCHOBHBIM XPOHUUYECKUM YacCTO PEIUINBUPYIOIIIM
BOCHAJIMTEIbHBIM 3a00J€BaHHEM KOXHU. 3a00JIeBaHHE CONMPOBOXKIAECTCA 3YJAOM U 3K3e€MaTO3HBIMU
nopaxeHusimu koxxu [1]. B mocieaHee Bpemsl MOBCEMECTHO HAOIOMACTCS OBICTPBIA POCT
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