“)Kypunan meopemuyeckou u knunuueckou meouyunst”, Ne6, 2025 e.

YOK: 616.15-053.2; 616.71-007.5

MWTOXOHOPUAJIbHASI HEQOCTATOYHOCTb Y JETEU U EE
CBs13b C QUCITNIASNEN COEQUHUTEJIbHOWU TKAHU (OB30P)

Axmvepnosa .M., M6parnmosa .

TallKeHTCKUM rocyaapCTBEHHbIN MEANLNHCKUNA YHUBEPCUTET

XVJI0CA

Taokuxkom maxcaou. Bonanapoa mumoxoHOpuan
emuwmosuunux (ME) ea Oupuxmupyeuu myxuma ouc-
naazuscu (BT]]) ypmacuoaeu 60nuKiuKHu maxaun Ku-
U, OUOKUMEGULL, MONIEKYIIAD 80 KIUHUK MEXAHUIMAAD-
HuU baxonau.

Mamepuannap éa ycyanap. 3amonasuil uimMuil aoa-
ouémuap maxaun KUIUHOU: MUMOXOHOPUAn OUCPHYHKYUs,
oupuxmupyeuu myguma waxiianuwu, ooranapoa BT
(enomuniapu, sHepeemux MemaborusM, HeupoMyulax
V3AMUIUWY 64 2€HEMUK XA8() oMULIapued oud uuiap.
Taxnunea ME Ouokumé mapkepiapu, Koniazen 6a 31a-
cmun mysuamacuoaeu yzeapuwnap xamoa BT {uune kuu-
HUK 8d UHCMPYMEHMAN OUASHOCTUKA ME30HLAPU KUPU-
munou.

Hamuowcanap. Mumoxonopuan — emumumos4uiuK
bonanapoa OUpuUKmupyeuu mMyKuma OuOCUHMEIUHUNE
oy3unumuea oaub Kenysuu acocull OMUIIApoOan oupu
axanaueu anuxianou. ME xonnazen ea snacmux moina-
nap My3uIMAcCUHUHe Y32apuiiii, MyKUMAiap dHepeemux
MABMUHOMUHUHR NACAUUWIU, HEUPOMYUIAK Pe2YIAYUSLCU-
nune oysunuwu 6a bT/ea xoc gpenomuniapnumne war-
aanuwy ounan 6oznux. bonanapoa ME ea BT]] bupea-
AUKOAQ MYpIu KIUHUK Oeneunapu ounan Hamoén oynaou:
OyeumM Xa0oan mawKapu Xapakamuauiucu, 6e2emamus
oysunuwnap, Mywax 3augaueu, Kapouoioeux yzeapu-
wnap 6éa bowxanap.

Xynoca. Mumoxonopuan emuwimoguuiux 60iaiap-
0a Oupurmupyeuu myKuma OUCHIA3UACUHUNHS PUBOIICLA-
HUWUOA MYXUM POTb VUHAUOU. YOy Mexanusmiaphu
YYKyp MyuyHuw OUASHOCMUKA 64 MEPANUsl camapaoop-
JMUSUHU OWUPUWLRA, WYHUHEOEK, NeOUAMPUsL AMATUEmu-
0a 3pma anuxIauiHUKe axamusmunu deieunab obepaou.

Kanum cyznap: mumoxonopuan emutdMoSUUIUK,
OUpUKMUpysuu myKuma, oucniasus, oonanap, sHepee-
MUK Memadoau3m, MUMoOXoHOPUaL HyKCOHIAp, KOJLIA2eH,
INACTUH.

MuroxoHapuaibHas HegocTarodHocTh (MH) siBms-
€TCSI OIHOW W3 KJIFOYCBBIX MPUYUH CHCTEMHBIX HapyIlle-
HUl y IeTeld, 3aTparuBas YHEPreTHYCCKUI MeTaboIn3M,
HEHPOMBIIIIEYHYIO TIepenady W (OPMHPOBAHHE COENIH-
HUTENbHON TkaHu. MH — 3TO cocTosiHue, 00yCIOBICH-
HOC HapyIICHUEM (YHKIIMH MUTOXOHIPHUN: CHIKCHUEM
aKTHBHOCTH (PEPMCHTOB JIIbIXaTCIILHOW LEHH, HapyIle-
HueM cuHTe3a AT®, muchyHKIHMEH OKHCIUTEIHLHOTO
dbochopunuposanus. Y perei MH mnposiBisercss mo-
JIUOPTraHHBIMH ~HAPYIICHUSMHU BCJICACTBHE BBICOKOM
MOTPeOHOCTH TKaHEH B DHEPTUU. MUTOXOHAPHAIHHBIC

SUMMARY

The aim of the study. To analyze the relationship
between mitochondrial insufficiency (MI) and connective
tissue dysplasia (CTD) in children, to evaluate the
biochemical, molecular, and clinical mechanisms of this
association, and to identify diagnostic and therapeutic
approaches.

Materials and methods. A review of recent
publications was conducted, including studies on
mitochondrial dysfunction, connective tissue formation,
pediatric  CTD  phenotypes, energy metabolism,
neuromuscular transmission, and genetic risk factors.
The analysis incorporated data on biochemical markers
of MI, structural abnormalities of collagen and elastin,
as well as clinical and instrumental diagnostic criteria
for CTD.

Results. Mitochondrial insufficiency was found to be
a major factor disrupting connective tissue biosynthesis
in children. MI is associated with altered collagen and
elastic fiber structure, reduced energy supply to tissues,
impaired neuromuscular regulation, and distinct CTD
phenotypes. In pediatric patients, the coexistence of MI
and CTD manifests with diverse symptoms, including
Jjoint hypermobility, autonomic dysfunction, muscle
weakness, and cardiac abnormalities.

Conclusion. Mitochondrial insufficiency plays
an important role in the development and course of
connective tissue dysplasia in children. Understanding
the shared biochemical and clinical mechanisms may
improve early diagnosis and facilitate the development
of personalized therapeutic approaches.

Keywords: mitochondrial insufficiency, connective
tissue  dysplasia,  children, energy  metabolism,
mitochondrial defects, collagen, elastin.

3a0oneBanust (M3) OTHOCSTCS K TE€TEPOTEHHOW TPYIIe
HACIICICTBCHHBIX U MPHOOPETEHHBIX COCTOSHHUIA, IPH KO-
TOPBIX IEPBUYHO CTPAJAIOT IPOLIECCHI OKUCIUTECIHLHOTO
(dhochopunrpoBaHusi, TPAHCIIOPT IEKTPOHOB U CHUHTE3
AT® [2,37]. YV nmereii MUTOXOHIpHUALHAS HEJOCTATOY-
HOCTh OCOOCHHO 3HAYHMMA, MOCKOJIbKY PACTYIHE TKAHH
(TOJIOBHOW MO3T, MHOKApJ, MBIMIIbI, COCIHMHUTEIIbHAS
TKaHb) WMEIOT KpaifHe BBICOKWH DHEPreTHYECKHU 3a-
npoc. CoBpeMeHHbIE 0030pbl TOTIEPKUBAIOT, YTO MUTO-
XOHJIpHaJIbHbBIC OOJIE3HU 3aHUMAIOT 0CO00E MECTO CPEIr
op(aHHBIX 3a00JIEBAHUM, IPOSIBISISICH MYJIBTUCHCTEMHOM
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CUMIITOMATUKOMN W HEPEAKO OMPEeIIsisi IPOTHO3 peOEHKa
[1,5,34,37,38]. Ocobyio 3HAaYUMMOCTH HMeJla H3y4YCHHE
OOJIBIIION rPYTIIBI HACIECTBEHHBIX U HeMU(PPepeHIIUPO-
BaHHBIX JuCIUIa3ui coenuuutenbHoit Tkanu (JICT). Otu
COCTOSTHUSI BKITIOYAIOT CTPYKTYPHBIC U (PyHKIIMOHATBHEIE
neheKTs KolareHa, »JacTiHa M IPYyTUX KOMIIOHEHTOB
BHEKJICTOYHOTO MAaTPHUKCA, YTO MPUBOAUT K COUYCTAHHIO
OPTONECINYECKUX, KapAHOBACKYJSPHBIX, KOXKHBIX, O]-
TaJbMOJIOTHIECKAX W BUCICPANBHBIX TPOSBICHUH [8,
23,37,49].

3a moclenHUe TOIbl IMOSBUIKMCH PAOOTHI, MPSIMO
00CYKIAIOIIHE B3aUMOCBSI3b MHUTOXOHJPHUAIBHOW JUC-
(YHKIIMH C HACIEACTBEHHBIMH HAPYIICHHSIMH COCIH-
HUTETHHON TKaHHW, TPEKIEC BCETO C TUIEPMOOHMIHHBIM
cunaapomom Dnepca—annoca (hEDS) u npyrumu dop-
Mamu JICT Drto mo3BosisieT paccMarpuBaTh MUTOXOH-
JIPUATIBHYI0 HEIOCTATOYHOCTh KaK OJUH M3 BO3MOYKHBIX
naToreHeTuIeckux MexanmmMoB hopmuposanust JICT u,
B YaCTHOCTH, KapAHalIbHBIX €€ MPOSBICHUN — IIpoJjarnca
mutpanbHoro kinanana (ITMK), anomanbHbIX Xopa, au-
JlaTaluy aopThl U 1p. [8,12,34,42].

IIEJIb JAHHOI'O OB30PA — cucreMaru3upoBarhb
COBpPEMEHHBIE TaHHBIE O PA3IMYHBIX (POPMAX MUTOXOH-
JIpUATIBHON HEIOCTATOYHOCTH y JeTel U ¢€ BO3MOKHOMN
CBSI3U C JMCIUIA3UECH COCNUHUTEIBHON TKAaHU, C aKIICH-
TOM Ha KapJHaJbHBIC TPOSBICHIS.

JIist HaTMiCaHWs CTaThU TPOBENEH aHATU3 MMyOIHKa-
uuit u3 6a3 manHeix PubMed, Scopus, Web of Science,
PUHII. YuursiBanucs padots! 3a 2010-2024 rr., BKIIIO-
Yasi OpUTMHAJIFHBIE HCCIICAOBAHNS M METaaHaJIH3HI.

B mocnennne romgsl Bcé Oomblliee BHUMAHUE II€IH-
aTpOB M JETCKHX KapIHOJIOTOB IpPHUBJIEKAET mpobiiemMa
Heu(GepeHIMPOBAHHON HUCIUIA3HH COCAUHUTEIBHOM
tkaun (HJCT), 9ro cBsi3aHO ¢ BBICOKOW pacrpocTpa-
HEHHOCTHIO W IIHPOKUM CHEKTPOM KIMHHYECKHX IIPO-
sIBIICHUUA. BpoxkI€HHBIC M HACIEICTBCHHBIC HAPYIICHUS
CTPYKTYpPBl COCIUHHUTEIILHOW TKaHH (POPMHUPYIOT OC-
HOBY JJISI Pa3BHUTHS Pa3HOOOPa3HBIX ITaTOIIOTHIECKUX
COCTOSIHMM y JAeTell M OKa3blBalOT 3HAYMMOE BIIMSHUE
Ha TeYeHHe coMaTMuyeckux 3aboneBanuit [3,9,12,14,16,
23,32,40]. Oco0blii HHTEpEeC BBI3BIBACT TO, YTO 32 BHEIII-
HE HECBSI3aHHBIMH CHMIITOMaMH — TUIIEPMOOILHOCThIO,
OpTOTIEIMYECKUMH HAPYIIICHUSIMH, TTPOJIATICOM MHUTPAJIh-
HOTO KJTallaHa, aHOMAaJbHBIMH XOPJaMH — MOXKET CKPBI-
BaTbCsS CHUCTEMHOC HApYIICHUE CO3PCBAaHUSI COCIMHU-
TEJBHOW TKaHH, 0 uéM moapoOHo muinyT Boyarchuk et
al. (2020) u Paige et al. (2020). IMeHHO CHCTEMHOCTB
knuangeckux nposisienuit HACT co3maér TpymaHOCTH B
JIUATHOCTHUKE: OTICIIbHBIC CUMIITOMBI BOCIIPHHUMAIOTCS
KaK JIOKAJIbHBIC, TOTIAa KaK OHU SIBISIOTCS YacThIO CIU-
HOTO muctuiactuaeckoro penornma [9,20,21,27,38,40].

Oco0yr0 3HAYUMOCTHh WIPaeT POJb MHUTOXOHIPH-
aJBHOM HEOCTAaTOYHOCTH B YCWJICHUM (DEHOTHIIA IUC-
IUTa3MM COCIMHUTEIBHON TKAHM YTO IOKAa3aHbl B He-
CKOJIBKMX HcclenoBanusax o63opax Shirvani & Holick
(2025) m Chiarelli et al. (2021) momu€pkuBaroT, 4TO
HApPYIICHUS JHEPreTHYCCKOro OOMEHA, CHMKEHHE d(-
(DEKTHBHOCTH OKHCIUTEIBHOTO (HOCHOPHIMPOBAHUS H
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MTOBBIINIEHHOE 00pa30BaHUE AKTHBHBIX (HOPM KHCIOPO-
Jla MOTYT YXYAIIaTh MPOIECCH CO3PEBAHUS KOJIIaTeHA
U DJacTUHA. JTO NPUBOAHUT K OMOXMMHYCCKOW «HEHO-
CTaTOYHOCTH» BHEKJIETOYHOTO MAaTPUKCA, YTO XOPOIIO
cornacyercst ¢ knmuaudeckumu npossreHusmu HICT y
nereit. MccenoBanus Zhang et al. (2023) moka3bIBaror,
YTO IMOBBIIICHHE OKCHUIATHBHOTO CTPECCca U HapYIICHHUE
MHUTOXOHIPHATBLHON CTPYKTYPBI HAOIFOIAKOTCS JaXKe MPU
M30JTUPOBAHHBIX (hOpMax KIAllaHHOHN MaTOJIOTHH, BKITIO-
Yas TPOJIATIC MUTPAIHHOTO KJIAllaHa — OJHOTO U3 KIIIO-
yeBbIX cepaeuHblx npossinenuit HICT. Hamuuue mpo-
IPEAUCHTHOTO TEUYCHUS JUCIUIACTHYCCKUX M3MEHCHUH Y
nereit 3acraBinster oTHOCUTh HJICT kK COCTOSHHSIM BBbI-
COKOTO PHCKa, OCOOCHHO YYHTHIBAS BO3MOKHBINA BKIIAT
MHUTOXOHAPHATIHHON AUCOYHKIUN B IPOTPECCHPOBAHUE
cumnromaruku. JJetu ¢ HICT Hepenko AeMOHCTPUPYIOT
MOBBIIICHHYI YTOMIIIEMOCTh, MBIIICYHYIO C1a00CTh U
CHIDKEHHBIN TOJIEPAHC K HAarpy3Ke; 3TH NPOSBICHUS Tpa-
JIUIIMOHHO OTHOCWJIM K acCTEHHYECKOMY CHHIPOMY, HO
COBPEMCHHBIC JIaHHBIC YKA3bIBAIOT HA BOZMOXKHBIN YHEP-
TeTUYCCKUN ICQUIUT KICTOK, CBSI3aHHBIN C MHUTOXOH-
JIpHaTbHBIME  HapymeHusmMu [2,20,23,28,32,38,39,41].
ITo muennto Morningstar et al. (2021) u Ronco et al.
(2023), w3ydeHHE B3aMMOCBSI3M MHUTOXOHPUATBHON
TUCHYHKIMH M HAPYIICHUH COCIUHUTEIBHON TKAHU 5IB-
JISETCS KIIIOYEBBIM HAIPaBICHHEM COBPEMEHHOM Kapau-
OTEHETHKH, OCOOCHHO B TIeNUaTpuu, e (GeHOTHIT mpo-
siBIsieTcss Hanbonee sipko [8,23,39,42]. B coBokymnHOCTH
9TH JaHHBIC MOMYEPKUBAIOT HEOOXOAMMOCTH pa3padoT-
KA METOIOB PAHHETO BBIABICHHS W TPOTHOCTHYECKOI
onenkn HJICT, a taxke yriryOIE€HHOTO M3YUYSHHS POJIH
MUTOXOHJAPHIA B (DOPMUPOBAHUHU IUCIUIACTHYUCCKOTO
¢enoruna. BxiroYeHHE OICHKM MHUTOXOHIPUATBHON
(yHKIMHM B aJTOpUTM OOCIIEIOBaHUs peOEHKA C TIpHU-
saakamu JICT moxer obecriednTs Oojiee TOUHYIO CTpa-
TU(DUKAIMIO PUCKA ¥ UHIIUBUIYaH3AIUI0 HAOIIOICHUS.
Jucmnasust coequautensHor Tkanu (JCT) oObenunser
TPYIITy HacleTyeMBIX U MYTETH()AKTOPHBIX COCTOSHHH,
XapaKTePU3YIOMUXCsT MOP(OIOTHUECKUMH ¥ (DYHKITH-
OHAJBHBIMH HAPYUICHUSMH COCIUHHUTCILHOW TKaHU. B
MOCIICIHUE TOJIbl BHUMAHUE HCCIICIOBATEINCH TPUBIICKa-
et cesa3b Mexxay MH u JICT, oOycnoBieHHasl TeM, 4To
SHEPreTHUECKUN NeDUITUT BENET K HAPYIICHUIO CHHTE3a
KoJuTareHa, (OPMHUPOBAHHUIO AEPEKTHOTO BHEKJIETOY-
HOTO MAaTPUKCA U CHUKCHUIO PE3UCTCHTHOCTH TKaHEH.
[Nonnmanue B3aumoneiicrsus mexay MH u JICT BaxxHo
JUTS TIeINATPIYECKOM MPAKTUKA: KITHHUYECKHE TIPOsIBIIE-
HUS BKJIIOYAIOT TACTPONHTECTHHAIBHBIE, KapHOIOTHYe-
CKHE, HCBPOJIOTHYCCKUE, OPTOTICAMYCCKUEC U METa0O0IH-
yeckue Hapyuenus [5,13,16-18,25].

B ocHoBe naroreHe3a MUTOXOHIPHUAIBHONW HEOCTA-
TOYHOCTH Y JETEH JICKHUT CIOKHBIA KOMILIEKC HapyIlle-
HU#, BKIFOYAIONINH TeHETUYECKUE C(PEKThI, HAPYIICHHS
OunoreHe3a MUTOXOHAPUHA, MUC(YHKIUIO JBIXaTEIbHON
LIeTIN, OKCUIATUBHBIN CTPECC U PACCTPOUCTBA KIIETOYHO-
IO SHEPreTHIECKOT0 TOMEOCTa3a.

T'enernueckue mytanuu mtDNA u nDNA kak kito-
YEeBOI MEXaHW3M IATOTCHE3a, YTO SIBJISETCS 3HAYUTCIIb-
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HOHM 4acThI0 MHUTOXOHIPHATBLHBIX 3a00JICBAaHHI U CBsI3a-
Ha ¢ MyTaiusaMu B MutoxoHapuanbHoi JTHK (mtDNA)
— IIPEXKJIE BCEro I'eHOB, KOAUPYIOINX CyObeIMHULIBI JbI-
xarenpHOU nenu -ND1-ND6 (komrmieke 1),CYTB (xom-
mexc [IT), ATP6 / ATPS (komrnekc V), pa3indHble TeHBI
TPHK (tRNA-Leu, tRNA-Lys u np.).

OTH MyTalu NPUBOAST K CHIDKCHHIO aKTHBHOCTHU
xomiuiekca [ u III, HapymeHuto TpaHcropTa 371€KTPO-
HOB M TiajieHuto cuate3a AT®. JlaHHBIe TOATBEPKIESHBI
nccnenoBanusasmu Wen & Deng (2025) u Pavez-Giani et
al. (2022), nokazaBIuux BblpakeHHOE HapylieHune OB®D
npu Mytauusx ND6, CYTB u ATP6 [Wen 2025; Pavez-
Giani 2022]. He MeHee Ba)kKHbI MyTaIlH SIEPHBIX Te-
HOB (nDNA), yJacTBYIOIINX B pPEIUIMKAIINN, COOpKE U
(DYHKIIMOHUPOBAHUHM MUTOXOHpHH Urparot poib POLG
— Hapywenne perumkaun mtDNA, SURF1 — nedexrsr
coopku komruiekca [V; SCO2 — nedumur menp-conep-
)ammx OenkoB W auchyHknus xomruiekca [V;PGC-la
— PEeryisaTop MHUTOXOHIPHAILHOW OWoreHe3nl. PaOoOThI
Popoiu et al. (2023) u Pires Da Silva et al. (2025) non-
uyépkuBaroT, uTo POLG-accouunpoBaHHble MyTalu U
nedextel SURF1 siBrsitfoTCS BeIyIUMU TPHYUHAME MU-
TOXOHJIpHABHBIX 00JIe3HEH B IETCKOM BO3pacTe, COMpo-
BOXKIAOIIMXCS KAPITUOMHUOATUSIME, HEHPOMBIIICYHBIMH
HapylIeHUsIMH ¥ MeTaboindyeckuM anuao3oMm [Popoiu
2023; Pires Da Silva 2025].

Hapymenne OuoreHesa MHTOXOHIPUN CHOCOO-
CTBYeT CHM)KCHHUIO X KOJIMYeCTBa U (DYHKIIMOHAIBHOM
3penoctu. ChHmwxenue aktuBHocTH PGC-la, NRFI u
TFAM npuBoauT K AePHUIUTY MUTOXOHIPHATBHBIX KO-
MU U HEJZOCTAaTOYHOMY CHHTE3y OCJKOB JBIXaTEIhHOI
uenu. B padorax Chiarelli et al. (2021) u Shirvani &
Holick (2025) nokasaHo, 4To y aeTell ¢ NpOsIBICHUAMHU
MHUTOXOHAPHATIBHONH HEJOCTATOYHOCTH HaOIIomaeTCs
HapyImIeHHEe MHUTOXOHIPHATBHON TUHAMHUKHA — CHIDKE-
Hue (brokH, U30bITOUHAs (uccus U pedpuunT Mutoda-
I'MH, YTO CIIOCOOCTBYET arloNnTo3y KJIETOK U CHCTEMHOM
runosHepreTranocTr [Chiarelli 2021; Shirvani 2025].
[Topaxkenne KomIulekcoB abIxarenbHON 1nerw (I-1V) u
HapyIlIeHHEe OKUCIUTENBHOTo hochopupoBanus, Npu-
BOIUT K HAPYIICHHIO (DYHKIIMOHUPOBAHUS JABIXaTCIBHOM
LEeNHu C MOPAKEHUEM KOMIUIEKCOB 3T0 I — camblii ya-
CTBIA AedeKT y JeTeid n mpuBoauT K nagennto NADH-
okucnenusa. Kommekce II-III — mapymaror Tpancnopt
AJIEKTPOHOB U ycKopsitoT odpasoBanue ADK. Komruieke
IV (mToxpom-C-okcuaza) — HapynieHHe KHCIOPOIHOTO
neixanus. Komrieke V (AT®-cuHTa3a) — CHIKAET CHH-
Te3 AT®. DT HapyIIeHUs IETAIBHO OTIMCAHBI B HCCIIe-
nmoeanusix Eun et al. (2018), re mokaszano, 4To gaxe cyo-
KIMHHYCCKUE MUTOXOHIPHAIIBHBIC IEPEKThI IPUBOIAT K
PaHHUM M3MEHEHHUSIM MHOKap/a (CHIDKEHHOMY CTpeiHY,
HapylieHuto pacciabdnenus) y aereid [Eun et al., 2018].
Henocrarounas 5(QeKTUBHOCTb JbIXaTENbHON IIeNH
MPUBOIUT K H30BITOYHOMY OOpPA30BAHUIO AKTUBHBIX
¢dhopm xuciopona (ADK) 94To mpuBOIUT K MOBPEKICHHIO
mtDNA, paspymieHnto MeMOpaHHBIX JIMMTUAOB, HWHAaK-
TUBaLUKM (EPMEHTOB, 3aIyCK MHUTOXOHIPHAIBHO-OMO-
cpenoBaHHOrO amonto3a. Mccnemoanus Zhang et al.

(2023) u Ronco et al. (2023) moka3anu, 4TO OKCUIATHUB-
HBIH CTpeCC — KIIOUYEBOM 2J1EMEHT [IAaTOI€HE3a HE TOJIbKO
MHTOXOH/IPHAILHON HEJOCTATOYHOCTH, HO U CTPYKTYp-
HBIX 3200JICBAaHUN COCITUHUTEIILHOW TKAaHU U KJIalaHHO-
TO ammapaTa cepira, TakKhX KaK MPOJANc MUTPAIBLHOTO
kimanana [Zhang 2023; Ronco 2023]. Kpymabie 0030pbI
MOCIICTHUX JICT MOAYEPKUBAIOT, YTO MUTOXOHIPUATBHEIC
3a0osieBaHusl y JI€Ted MPOSIBISIOTCS KpallHe TOIMMOp-
(hHO: OT M3OIMPOBAHHBIX MHOMATHH 10 TSDKENBIX DHIlE-
(hamomuomnaTuii, KapAMOMHUOIATHHA, META0OIHYECKUX
KPH30B M MyJbTUCHCTEMHOro mnopaxenus [31,40]. VY
JeTeil MUTOXOHJApHAJIbHBIE 3a00JeBaHMsl 4acTo JieOro-
THPYIOT PaHO W MPOTEKAIOT TKeee, YeM y B3POCIBIX,
¢ Oosee OBICTPBIM IIporpeccupoBaHueM. B nemuarpuue-
CKOH TIpaKkTHKe HanOojee 4acTo OTMEYAroTCs, 3a7epikKKa
MOTOPHOTO U TICHXOPEUEBOI'O Pa3BUTHSI, MBIIICYHAS TH-
HOTOHHMSI, YTOMIISIEMOCTB, DIMICITHYECKHE MPHUCTYIIbI,
KapIHOMHOTIATHH W HAPYIICHUS PHTMA, TaCTPOUHTECTHU-
HanpHBle HapymeHus (auemotunutetr, ®H JKKT, meué-
HOYHAsl MATOJIOTHsI), YHIOKPUHHBIC CABUTH M METado-
JMYSCKUH arua03. MUTOXOHAPUAIbHAS TUCHYHKIHS 1
KapauajbHast aToJOTHA y JeTeH - OWH U3 CaMBIX dHEp-
TO3aBUCHMBIX OPTaHOB; MOITOMY IPH MUTOXOHIPHAIB-
HBIX HAPYIICHUSIX KapIualibHasl TaTOJIOTUS BCTPEUACTCs
4acTo U HEPEIKO OmpeessieT mporuo3. B padore Popoiu
1 coaBt. (2023) uMesno 3HAYUTENHHYIO JOJIO MAIMeHTOB
C MUTOXOHIPHAIBHBIME 3a00JIeBaHUAMH, (HOPMUPYIOT-
¢ Kapauomuonatuu (runeprpoduyeckas, TuiaTaIu-
OHHAs, HEPECTPUKTUBHAS) U APUTMHUH, a KapAUAIBHOEC
TOpaKeHNE SBISETCA ONHUM W3 KITIOYEBBIX (PaKTOPOB
cmeptHocTH [5,28,30,36,42]. DxokapauorpaduiecKue
UCCIIEZI0BAHUS Y JIeTeH C MUTOXOHIPHAIBHON OOJIE3HBIO
(Eun u coasr., 2018) nporeMOHCTPUPOBAIN CHUKEHUE
TIPOIOIBHOTO MHOKapAUATBHOTO CTpEeHA U paHHUE TIPH-
3HAK{ KapIUOMHOTIATHH ake TP COXPAHHOH (pakiiim
BBIOpOCA, YTO MOAUEPKMBAET HEOOXOJMMOCTh PAHHETOo
U yniyOnéHHOTO KapAMOJIOTHYECKOTO MOHMTOPHUHTA.
Mopenn Ha WHIYIHPOBAHHBIX IUTIOPHITIOTEHTHBIX CTBO-
noBbIX KieTkax (iPSC) mo3Boswim BOCIIPOU3BECTH MH-
TOXOHJIPUATBHY) KapIUOMHUOIIATUIO in Vitro, Mmoka3as:
CHW)KEHHME DPE3EpBOB JIbIXATEJILHOM IIENH; HapylIeHHe
JUHAMUKA MHTOXOHJIPUI, MMOBBIIICHHYI 4yBCTBUTCIIb-
HOCTh K CTpeccy W wmmemuu. HemaBHuit o030p Pires
Da Silva u coasrt. (2025) cuctemMaTu3upoBall JaHHBIE O
pOJIH MUTOXOHJAPHAIBLHON IUCHYHKIMHU TPU BPOKIACH-
HbIX nopokax cepaua (BIIC). [Tokazano, uto HapyIeHus
MHUTOXOHJIPUAJILHOTO OWOTeHEe3a, M30BITOYHASI MPOIYK-
st ADK u gedextsl MuTOGarum MOTyT ydacTBOBAThH
B peMojenupoBaHuu Muokapaa y nereir ¢ BIIC u cno-
coOCTBOBaTh IPOrPECCUPOBAHMIO CEPACYHON HeaocTa-
touHoctH [8, 23,39,49]. Takum 0Opa3oM, MUTOXOHJIPH-
anbHas HEAOCTATOYHOCTh y JeTe HEe OTpaHWIHBACTCS
«YUCTOW» MHUTOXOHAPUAIFHON KapAMOMHUOIATHEH, a
MOXET YCWJIHMBATh TSKECTh W yXYIIIATh IPOTHO3 IMPH
JIPYTUX CTPYKTYPHBIX CEPACYHBIX MATOJOTHAX, B TOM
gucne accouuupoBanubix ¢ JICT. HacrnencTBennble Ha-
pyuenust coenuanTensHol TKaHu (heritable connective
tissue disorders, HDCT) BKiOYaroT HIIMPOKUH CIEKTp
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CHHIIPOMOB: MapdaHna, pa3nu9IHbIe BapHaHTHl CHHAPOMA
Onepca—/lannoca, Loeys—Dietz, octeorene3 HecoBep-
uieHHbIA U ap. [47, 48]. UccnenoBanue O. Boyarchuk u
coagT. (2020) nokasao, 4To y Aereil ¢ ocTpoil peBMaru-
YEeCKOH JIMXOPAIKON U peBMaTHYECKOM O0JIE3HBIO cep/ria
4acTo BBIABIAIOTCS Npu3Haku HacnenctBeHHou JICT u
MOBBIIICHHBIN YPOBEHb OKCUIIPOJIMHA, YTO OTPAKACT Ha-
pyuieHne ooMeHa kosutareHa. OTAeiIbHOE HalpaBiICHUE
— nenupdepenmmponannas JICT (uCTD), mns koTopoit
XapaKTepHBI «Majbley TPU3HAKU (THIEPMOOMIBFHOCTB,
MIPOJIATICHI KJIAlIaHOB, INIOCKOCTOIINE, TOHKAS KOXKa U JIp.)
0e3 yérkoii reneTnyeckoi Bepudukannu. B npocnexkrus-
HbIX HaOmogeHusx y neredt ¢ JITC BBISBISUTUCH CITOXK-
HBIE METa0OTMYECKUE H3MEHEHHUS, BKIIIOUast HAPYIICHHS
aMUHOKHUCIIOTHOTO oOMeHa [16-28,23,39,49]. Ilpomarc
mutpanbHoro kianana (ITMK) nanGonee wacro Berpe-
Yaoliasl Marojorvs KOTOPYI UIMTEIIEHOE BpeMs HE
BBIBIIICTCS y JETE€H M paccMaTpHBaeTCs Kak Hamboiee
4acToe KJIaraHHoe HapylieHue, Bcrpedaromeecs y 0,63
% oOIIel MOMyJISIUK U 9aCTO acCOIMUPOBAHHOE C Ha-
CJIeICTBEHHON MATOJIOTUEH COETUHUTENILHOM TKaHu. Y
nereit ¢ JICT u cuanpomamu rurepmoomisHocTr [TMK
HEPEIKO COUETAETCS C YAITMHEHHUEM W W30BITOYHOH MMOI-
BHYKHOCTBEO XOPJI, IIPOJIANICOM JPYTUX KJIAMIAHOB, JIETKOH
JIUIIATalUueii KOPHS a0pThI, HAPYIICHUSIMEI PUTMA U PEIio-
Jpu3aiuu. Y neTed qucrsia3uei CoeIMHUTEIbHOM TKa-
HU CepAlla OTMEYaeTcsi BBICOKAs paclpoCTPaHEHHOCTH
Mmaibix anomanuii cepaua (IIMK, aneBpusma mexxnpen-
CEpIHOM MEePeropoIKy, OMOIHUTEIBHBIC XOP/bl) Y Ma-
nueHToB ¢ JICT u HeoOXOAUMOCTh UX JUHAMHUYECKOTO
Habmonenus [1,2,4,7,8,12]. CoBpeMeHHbIE MOJIEKYISIP-
Hbie padothl o [IMK omuceIBarOT 1 peMoAeIHpPOBAHUE
BHEKJICTOYHOTO MATPUKCA KJIATIAHHBIX CTBOPOK (M30BITOK
MIPOTEOTIIMKAHOB, JE€30PTaHN3aIis KOJJIareHa), aKkTruBa-
nuto mytet TGF-P u samoTenmanbHO-Me3eHXUMaTbLHOTO
nepexona (EndMT), accoumanuio ¢ momumopdusmMamu
B T€HAX, CBSI3aHHBIX C MAaTPUKCOM H I[UTOCKEICTOM 45-.
OTH TaHHBIE XOPOIIO BIHCHIBatOTCA B KoHIenmuio JJCT
C IPEUMYIIIECTBEHHBIM BOBJICYCHUEM CEPIACUHBIX CTPYK-
Typ [23,39,49].

Bonpoc o npsmoll ¢BSI3u MUTOXOHAPUATIBHOM AuC-
¢ynxuuu u JICT — oTHOCHTENTLHO HOBBIH, HO 3a MOCTE-
HHUE TOJBI TIOSBUIINCH HECKOJIBKO JIMHUH JTOKa3aTeTbCTB.
BrocuHTe3 KoyTareHa BKITIOYAET THAPOKCHIMPOBAHHE
OCTaTKOB MPOJIMHA U JM3MHA C y4acTHUEM 2-OKCOLIyTa-
par-3aBUCHMBIX JAUOKCHUT€HA3, TPEOYIOIIUX OCTATOYHO-
TO YPOBHS KHCJIOpPOIa, aCKOPOWHOBOH KHCIOTHI U HOP-
MaJbHOTO MHUTOXOHApUaIbHOTO MeTabomuzma. O030pbI
[0 KOJUIAareHy ¥ BHEKJICTOYHOMY MATPUKCY MOMYEPKU-
BAIOT, YTO MHTOXOHJIpHaNbHas aucyHKIus (B Yact-
HOCTH, TIpu neduimte koymareHa VI) compoBoxmaercs
HapyIICHWEM ITOTEHIHaTa BHYTPEHHEH MeMOpaHBI MU-
ToXOHApUH, noBbiienneM ADK, akruBanueil anonrosa
muouutoB [1-5,10-12,34,35].

PasnudHbIe UCTOYHWUKY JAHHBIX MCCIIETOBAHUI ITO-
Ka3bIBAIOT SHEPTETHUCCKUH Ne(UITUT U OKUCIUTETHHBII
CTpecC MOTyT NPHUBOAHUTH K OHMOXUMHYECKU «HEIOJ-
HOILICHHOMY» KOJUIAT€HY, YTO KJIMHUYCCKH IPOSIBIIS-
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eTCsl CHHAPOMOM CIA0OCTH COCIMHHUTENLHOW TKaHH.
KpymHblit ckonmuHTOBBIN 0030p Shirvani u coast. (2025)
CHUCTEMaTU3UPOBAl JAHHBIE O MUTOXOHAPHAIBHBIX Ha-
PYUICHUSX MPHU TUHNCPMOOHIBHOM CHHApPOME JDjepca—
Jannoca (hEDS). ABTopbl MOKa3ai, 4To y MAIUEeHTOB
¢ hEDS ormeuaercs cHmwkeHne aktuBHOCTH OB® m
nepuur AT® npuBoauT K mnoBbiieHne ypoBHs ADK
U HapylICHHE KaJIbI[MEBOr0 I'OMEOCTa3a M W3MCHCHHUS
9KCTIPECCHHU TEHOB M OEJIKOB, YIaCTBYIOIINX B PEMOICITH-
poBannu ECM. B aToMm e HarpaBieHUW HIyT JaHHBIC
case-report ¥ Cepuu HAOIIOICHUH, TTIe Y MAIUCHTOB C Tsi-
#&nbiM hEDS BBISBIISUIHCH BApHAHTHI B MUTOXOHIPHAITb-
HBIX TeHAX U OMOXMMHYECKHE MPHU3HAKH MHTOXOHIPU-
ampHON HemocTaTouHoctu [1,3,5,9-12,34,37,41,43,44].
OTnensHO TOMYEPKUBAETCS, YTO MHTOXOHAPHAIBHAS
TUCQOYHKIMS MOXET CIIOCOOCTBOBATh XPOHUYCCKOM
yCTaJOCTH, HEHPOBETeTaTHBHON AUCOYHKIUH U Ooe-
Bomy cuHapomy y narerToB ¢ EDS/HDCT, uto corma-
CyeTcs ¢ KIMHHYECKAMH HaOMIONCHUSIMHU TOBBIIICHHON
YTOMJISIEMOCTH ¥ CHIDKCHHSI KQ4eCTBa JKU3HU Y JETEH C
JICT. HenaBHue npoTeoMHbIE UCCIEA0BAHUS MPU COCY-
nuctoM Bapuante EDS (VEDS) mokasamu, 9To y 3THX
MAIIIEHTOB OOHAPYKUBAIOTCS HAPYIICHUS MHTOXOHPHU-
aJBHOTO MeTadoJM3Ma, CTPECC IHIOIIA3MATHYCCKOTO
PEeTHKyIyMa M HapyIICHHAs IIPOTE0CTAa3UC-OTBETHASI CH-
CTeMa, 9TO MOXKET CITIOCOOCTBOBATh XPYIKOCTH COCYIIH-
CTOM CTEHKH M CKJIOHHOCTH K pa3pbiBaM. MUTOXOHIPUH
OKa3bIBAIOTCS BOBIICUECHHBIMU HE TOJBKO B dHEpPreTHYE-
ckoe 00ecCIieYeHue, HO U B TMOAJCPKaHUE CTPYKTYPHOM
LEJIOCTHOCTH COCTMHNTENFHON TKAHN Yepe3 PETyIAIIIO
MaTpuKca, KaJIbIIIEBOTO, OKICIUTEIEHOTO M CTPECC-OT-
Beta [3,4,6,10,12,14,40]. O000UIasi JaHHBIC JIUTEPATY-
PBI, MOXKHO BBIICIHTH HECKOJIBKO KIMHUYECKUX CIICHA-
pHEB, BXXHBIH IS MIETAATPOB M JACTCKUX KapAHOJIOTOB.
Pe6&HOK ¢ MHUTOXOHIpHAIBHOW O0se3HbI0 + (heHoTur
JCT - mblieyHast TMIIOTOHUSI, YTOMJISIEMOCTh, HEBPOJIO-
THYCCKUEC CHMIITOMBI, TUIIEPMOOMIBHOCTb, TUIOCKOCTO-
mue, neopMaris rpyIHON KISTKH, TTPOJIATC MATPAIBHO-
ro KjamaHa, JOTIOJHUTENIbHbIE XopAbl, aneBpuzma MIIIIT
[2,3,6,13,19,34,40,41,44,45,46]. B Takux cinyyasx Lese-
c000pa3Ho IieJIeHaNpaBiIeHHo oleHnBatTh npusHaku JJCT
Y HCIIOJIB30BaTh IIKAJIbl THIIEPMOOUILHOCTH, 3XOKaP/IU-
orpaduio U Grmomapkepsl oOMeHa KoJulareHa (OKCHITPO-
nuH). Pe6€nok ¢ penorumom JICT u BeIpaKeHHBIMH Ka-
J100aMH Ha YTOMJIIEMOCTh U HEIIEPEHOCUMOCTh HArpy3Ku
— o ganHbIM Shirvani u 1p., 4yacth nanueHtoB ¢ hEDS
JIEMOHCTPHUPYIOT JTaOOPaTOPHBIE WM IPOTEOMHEIE MTPH-
3HAaKd MUTOXOHIPHUATGHON AUC(YHKINHU; TP BBIPAKEH-
HOW KIIMHHKE y PeOEHKA TOJDKHO OBITH 000CHOBaHHBIM
yr1yOnénnoe mMeraboiIM4Yeckoe W reHeTudeckoe odcie-
noanue. JICT + xapauaibHbIe MPOSBICHHUS IPOJIAIC
MHUTPAJBHOTO KJIallaHa, AOpTOMATHH, ApPUTMHUH TIPH
HDCT, o nanHbIM KapAHOJIOTMYECKUX U T€HETHUECKHUX
0030pOB, CYIICCTBEHHO MOBBIMIAIOT PUCK HEOIAronpu-
SITHOTO TEYCHHWS, YTO TPeOyeT PETYISIPHOTO SXOKapaH-
orpauIeckoro MOHHUTOPUHTA W KOMIUIEKCHOH OICHKH
CepACYHO-COCYIUCTOrO pUCKa. BpoxkIEHHBIC MOPOKH
cepaua y gereit ¢ ¢penorunom ACT wmm nomo3peHuem



“)Kypunan meopemuyeckou u knunuueckou meouyunst”, Ne6, 2025 e.

Ha M3 -MUTOXOHApHUATbHAS AUCPYHKINS MOXKET yCH-
JUBATh PEMOJCITUPOBAHNE MHOKap/a, MOBBIIIATh PUCK
CepICYHOI HEOCTATOYHOCTH M APUTMUI, YTO MOKA3aHO
B paborax no BIIC m MHTOXOHIpHAIILHOHW NMaTOJIOTHH
[1,3,5,10,11,17,20,28]. WccienoBaHus MOKa3bIBAIOT, YTO
MHUTOXOHAPHATIBHBIE 3200 I€BaHNS y JETEH XapaKTepH3y-
FOTCSI MHOTOOOPa3HBIMH U TIOJTMOPTaHHBIMU IPOSIBIICHUS -
MU, KOTOPBIE MOTYT JICOIOTHPOBATh yXKE B HCOHATAJILHOM
1 paHHeM JeTckoMm Bospacte. [To mamHbiM S. Rahman
(2020), mmst TETCKUX MUTOXOHJIPHUAIBHBIX OOJIe3HEH Xa-
PaKTEepHBI 3aJepKKa IICHXOMOTOPHOIO Pa3BHUTHS, DIIU-
JICNTUYCCKHUE MPUCTYIIbI, MBIIICYHAS THIIOTOHUS, HAPY-
IICHUS TOHYCA, HAPYIICHUS TIOXOAKH, aTaKCHS, TUCTOHHS
U perpecc paHee chOpMUPOBAHHBIX HaBBIKOB. O030p H.
Wen u coaBr. (2025) momu€pKkuBaet, 4To BCIEACTBUE CH-
CTEMHOTO DHEPreTUYECKOro Ae(UIUTa MOpaKaThCsi MO-
I'yT IPaKTHYECKU BCE OPraHbl M CUCTEMBbL: TOJIOBHOM MO3T
(aHIIE(amonaTus, CyJJOpOTH, KOTHUTUBHBIC HAPYIICHN),
niepudeprdeckas HepBHAs cucTeMa (TOTUHEHPOTIaTHsI),
cep/ie (KapIuOMHUOaTHH, APUTMUH ), CKEJICTHAS MYCKY-
narypa (MHONIATHS, YTOMJIIEMOCTb, CIa00CTh), OpPTraHbl
3peHus (peTuHomarus, arpopus 3pUTEILHOTO HEpBa) U
ciyxa (CeHCOHEBpaJbHasl TYTOYXOCTh) Y JeTel paHHero
BO3pAacTa YaCTO OTMEYAKOTCS MIPOOIEMBI C POCTOM U ITH-
TaHUEM: IJIOXOE COCaHKEe, THUIIOTOHUS, 3a/IepXKKa Habopa
MAacChl TeJa, AMHU30/IbI PBOTHI, AaHOPEKCHS, SIHM30/bI TH-
MTOTJIMKEMUH W JIAKTATalU103. PaHHIMH TIpOSBICHUAMEI
MHUTOXOHAPUAIILHON MUOIATHH SIBJISIOTCS THIIOTOHUS,
3aJiepKKa MOTOPHOTO Pa3BUTHS, HEIIEPSHOCUMOCTD (hu-
3WYECKOM Harpys3Kd, a Tarkke BBIpaKEHHAs yTOMIIsie-
MocTh. Hanbosiee 4yBCTBUTEIIBHBIE OpTaHbl y JAeTeH 3TO
cepAle — 3aHUMAeT OJIHO M3 IMEPBBIX MECT MO IUIOTHO-
CTH MHUTOXOHJIPUH; CKEIICTHBIC MBIIIIBI — BBICOKAS I10-
TpebHOoCcTh B AT® mipu pocTe W IBMKESHUU; TOJOBHOM
MO3T — moTpebinseT 1o 20% Bcel SHEPrHH OpraHU3Ma;
MeYCHb — MOJICPKUBACT METa0OJM3M, TIIFOKOHEOTCHE3,
JIETOKCHKALINIO; COCIMHHUTEIbHAS TKaHb — (pOpMUpPOBa-
HHUE KoJTareHa TpedyeT 3HAYNTEeNbHBIX SHEPreTHIeCKUX
3arpar. [To manaeiM Shirvani et al. (2025) u Chiarelli et
al. (2021), ¢popmupoBanue komtarena VI, III u I tumos
TpeOyeT MOJHOLEHHOTO MHTOXOHIPUAIBHOIO MeTabo-
JU3Ma; MPHU €ro HapylICHHH Pa3BHBAETCs cIabOCTh CO-
equanTenbHON TkaHu (penorun JICT) [Chiarelli 2021;
Shirvani 2025]. CoBpeMeHHbIE PabOThI TOKA3BIBAIOT, UTO
SHEPreTHYCCKUI NeQUIUT BIUsICT HA OMOCHHTE3 KOJI-
JIareHa: THAPOKCHIMPOBAHUE MPOJMHA/IH3HUHA 3aBUCHT
0T MHTOXOHJPHATBHOTO 2-OKCOTIyTapara; HapyllIeHHe
9TOTO TpOoIecca MPUBOIUT K JI€30praHU3aIMN KoJUlare-
Ha; ¢popmupyercst penorun J{CT — runepMoOHIBLHOCTS,
MIPOJIATIC MUTPAJIBHOTO KIIAITaHa, CIa00CTh CBA30K, OPTO-
neandeckune Hapymenus. VcciemoBanns Morningstar et
al. (2021) moaTBEp)KIAIOT BBICOKYIO YaCTOTY COYETaHHUS
MHUTOXOHIPUATBHBIX HAPYIICHUH U KapIualbHBIX (HopM
JUCIUIA3UH COCIUHUTENBHON TKaHH y jaeteil. CortacHO
CcOBpeMeHHbIM JaHHbiM, MH wmoxeTr BbIcTymaTth Kak
MEPBUYHBIM (DaKTOPOM HaApYyIICHHS CHHTE3a KOJIareHa.
DHepreTuveckuil Ae(@UIUT — HAPYUICHUE TUAPOKCHU-
JIUPOBAHUS TPOJUHA/JIM3MHA — CHUHTE3 HEIOJHOICH-

HOrOo KoJutareHa. OKCHIATHBHBIA CTpECC IOBPEXKIACT
(ubpuutel koyutarena. Hapymenwe paboThl Menu-3a-
BUCHMBIX (epMeHTOB (IM3WIOKcHIa3a) —  AedexT
kpocc-nuHKoB.ledunur xodepmentos (But. B2, B3,
Q10) — Bropuunas JICT. MccremnoBaHusi MOKa3bIBAIOT
OCHOBHBIE KJIMHUYECKHE TPOSBICHUS B paHHEM BO3pac-
T€ MPU MUTOXOHJIPHAIIBHBIX 3a00JICBAHUSAX HEPEIKO OT-
MEUAIOTCS - 33JICPKKA PA3BUTHUs, MBIIIICYHAS THIIOTOHUS,
HEBPOJIOTHUECKUE HAPYIICHNUS, KapAHOMHUOTIATHH, apHT-
MHH, TPOOJIEMBI C POCTOM, MHUIIEBAPUTEIBHON CHCTe-
MO, nevyeHbto, noukamu, opranamu uyBcTB. [lpu JCT
— THNEepMOOMIIBHOCTB CYCTaBOB, CKOJINO3, Je(opMalyy,
c11aboCTh CBA30K, KOYKHBIE M3MEHEHHS, CKIIOHHOCTD K Te-
MaTtoMam, IpOoJIaTic KJIAITaHOB, a TAaKXKe pa3HOOOpa3HbIe
KapIHOBaCKyJIsPHBIE, OPTOMETNYECKIE, IePMaTOIOTHYIe-
CKHE MPOsIBIICHHS. B ciTydasx, Korna MUTOXOHAPUAIbHAS
muchynkims u JICT couerarorcs, BO3MOXKHO YCHIIEHUE
i MomuduKanus (peHOTHIIA, 9TO AeTaeT KITHHIYECKYIO
KapTUHY 0oJiee CIIOKHOW U HECTaHIAPTHOM (ITOTHOPTaH-
HOW). DTO MOqUEPKUBACT HEOOXOIUMOCTh MYJIBTHIUCIIU-
IUIMHAPHOW OICHKH MalUeHTa — ¢ Y4éToM MeTadouye-
CKUX, TEHETHYECKHX, MOP(OIOTHIECKUX, OpTOIEIIYe-
CKHX, KapAWalbHBIX Tpu3HakoB [1-3,5,10,11,13,14,34].
JIyisl BBISIBIICHUSI MUTOXOHIPHATBHON HEO0CTATOYHOCTH
U OIICHKH BO3MO)KHOTO BiusiHus Ha CT pexoMeHmIoBaH
KOMIDIEKCHBIH TOAXOM: KIMHUYECKHH OCMOTp + cOop
aHamHe3a — BeIsBiieHHe mpu3HakoB JICT (rumrepmo-
OMJIBHOCTB, KOKHBIE N3MEHEHHUSI, OPTOINEANIECKIE aHO-
Mallii), MPHU3HAKOB MHTOXOHPUAIBEHOTO IMOPAKCHHUS
(MbIIegHas c1aboCTh, HEBPOJIOTUYECKUE, KapAHOJIOTH-
yeckue, MeTabonndeckue nposiBiieHus ). Jlaboparopusie
TECTBI: JIAKTAT/TIHPYBaT, METa0OIMYCCKUE MAapPKEPHI,
OMOXMMUS, OLIEHKAa OKHCIIMTEIBHOIO CTpecca, 10 BO3-
MOKHOCTH — MapKEPbl MHUTOXOHIPHAIBHON (PYHKIIHH.
T'enernueckoe TectupoBanue: nanenn mtDNA u nDNA,
BKJIIOUAIOIIME TEHBI [bIXaTCeIbHOM Iieru, OuoreHesa
MUTOXOHJIPHIA, & TaKXKe — MPU HEOOXOIUMOCTH — TCHEI,
cBsi3aHHBIe ¢ cuHTe30M KoJutareHa/CT (ocoOeHHO mpu
tdenorunie JICT). UncTpymenTanbHble MeTonbl: DXoKT,
MPT, npu He0OXOAMMOCTH — OWOIICHS MBIIII] C THCTO-
noruei (HarmpuMmep, BeisiBiicHHE «ragged-red» BOJIOKOH),
MOp(OMETpHsI TKaHEH, AepMaTOJIOTHYECKHE, OPTOIIE/IHU-
YECKHE UCCIIEAOBAHNA. MeXIUCIIMIUITMHAPHOE 3aKITI0Ue-
HHUE — y9acTHe HEBPOJIOTa, TCHETHKa, Kapauoiora, OpTo-
nena, neauarpa, pesMarojora gepmaronora u ap. [10,
11,12,15,31,37,40].

Takum 00pazoM, HECMOTPS Ha PACTYIIUH MacCUB
JMAHHBIX, OCTA&TCSA pPsI TPUHIUITHAIBHBIX BOIPOCOB
YTO HEMAJIO BAXKHO Uil JAJbHEUIINX HCCIICIOBAHUM.
[IpuunHHO-CIIEICTBEHHAsT CBSI3b y OOJNBIIMHCTBA IIa-
ueHToB ¢ JICT MHUTOXOHIpHAIbHBIE HApyIIEHUsS ITOKa
TPAKTYIOTCA KaK acCOIMHMPOBAHHBIC WIIM BTOPHUYHBIC.
TpeOytoTcst IpOAOIBbHBIE HCCIIEIOBAHUS y A€TeH M 1OJ-
POCTKOB, YTOOBI JOKA3aTh, YTO MUTOXOHIPHAJIbHAS JIHC-
(yHKIMS TIpeIIecTByeT U CrocoOCTByeT (hopMUpoBa-
auto ¢penotuna JICT. TeHeTHUECKUI «IepeKpECTOKY:
COYCTAHHE BAPUAHTOB B ICHAX MHUTOXOHAPHAIHHOTO
amrapara ¥ TeHaX COCIMHUTEIIFHON TKaHH (KoJuiare-
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HBI, (PepMEHTHI MOAM(UKAIMH KOJUIAareHa, PeryasTOpEI
ECM) wmoxetr ¢opMHpOBaTh CIOXKHBIH (EHOTHUI, HO
CHUCTEMAaTHYECKHUX TEeIUaTPUICCKUX KOTOPT MOKa Majo.
Buomapkepbl - 00CY)KHaeTCsl POJIb IHUPKYIUPYIOIIETO
OKCHIIPOJIMHA, JIaKTaTa, TMOKa3aTeled OKHUCIUTEIHHOTO
cTpecca, a Takke MPOTEOMHBIX M METa0O0JIOMHBIX TPO-
¢unell KaK MOTEHIMAIBHBIX OMOMapKepOB Mepekpécra
MUTOXOHApHaNbHOM HenocTatouHoCTH U JICT.
3AKJIFOYEHUE
Knuanueckune v reHeTHIeCKIe JaHHbIe (OTeYeCTBEH-
HBIC U 3apYOEKHBIC) MOATBEPIKAAIOT, YTO Y YACTH IaLHU-
enToB ¢ npusHakamu JICT BBISBISACTCS MUTOXOHAPHAITh-
Hasl HEJOCTATOYHOCTD, YTO MOXKET OOBSCHSITH CIIOKHBII
MTOJIMCUCTEMHBIN XapakTtep Oone3nn. HeoOxomum nab-
HEWIINNA MEXAUCIUIUIMHAPHBINA TIOJXO0 K JETSIM C KOM-
OMHUPOBAHHOW CHMIITOMATHKOM, BKIIFOUasi MeTabomye-
CKHUI, TCHETUYCCKUH, OPTONCANICCKHUN, KapAHOIOTHYe-
CKUU M JepMaToJIOTUUeCcKuil acniekThl. [lepcrekTuBHBIM
HaTIpaBIICHUEM SIBIIETCS MPOBEACHHWE TPOIOIBHBIX
HCCIICIOBAHUH, pAaCIIUPEHUEC TCHETUYECKHUX IaHEeNeH,
OIICHKA METa0OIMYeCKHX MapKEPOB U CO3IaHUE AJIro-
PUTMOB JMAarHOCTHKH U BEJCHUS TAKUX ITAIMCHTOB.
MutoxoHApHaIbHAS HEIOCTaTOYHOCTh YacTO HEIO-
OILICHUBACTCS B TEIHATPUU, OTHAKO OHA UIPACT KIFoue-
BYIO POJIb HE TOJIBKO B HEBPOJIOTHUECKON M Kap IHOJIOTH-
YEeCKOW CHMITTOMATHKE, HO U B ()OPMHUPOBAHHUU JUCILIA-
3UH COCTMHNTENHHON TKaH!. [10 COBpeMEHHBIM JaHHBIM,
JCT MOXKeT paccMaTpUBaTHCS KaK OJJHO U3 KITMHUYECCKIX
MPOSIBIICHUI HAPYIICHUS YHEPTeTHYECKOTO OOMEHa.
PaHHsS AMAarHOCTHKA, TEHETUYIECKOE TECTHPOBAHUE
1 OIIEHKa MUTOXOHJPHAIEHOTO CTaTyca MO3BOJISIOT CBO-
EBPEMCHHO BBISBIISATh JCTEH TPYIIbI PUCKA U TIPOBOTUTH
MATOTCHETUYECKYI0 Teparuio. KOMIUIEKCHBIN ITOIX01
yIAydIIaeT KadeCTBO KM3HW M CHHKAET BBIPAKEHHOCTHh
CHCTEMHBIX HapyIICHHH.
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OCOBEHHOCTU CTATYCA BUTAMUHA D Y JIETEN
C KOBEHUJIBHbIM APTPUTOM C CUCTEMHBIM HAYAJIOM

Axmepnoa [1.1.2, KacbimoBa W.B.", 6parnmos A.A.'
" PecnybnukaHckunii cneumannanpoBaHHbI HayYHO-NPaKTUYECKUIN MeOULMHCKUIA LEHTP

neguatpuu, r. TalkeHT

2 TalKEHTCKNIA rocyaapCTBEHHbIN MEANLMHCKUIA YHUBEPCUTET

XVII0CA

Taokukom marcaou. Cucmemanu O6OWLIAHULLTU
108enun apmpumau bonarapoa D eumamunu xonamunu
baxonaus 6a yHuHe KACAUIUKHUHE KIUHUK KYPUHUULIADU
Ounan OOMUKIUSUHU AHUKTIAUL.

Taokukom  mamepuannapu  ea  ycyiiapu.
Cucmemanu bownanuwinu oeenun apmpumiau (CEFOA)
bonanapoa D eumamunu xonamunu daxonaut yuyn 383
bemopoan 74 nagap 6ora maunad onuHOU: Acocuil 2ypyx
— 44 naghap 6onra CHIOA bunan, maxkocaaw 2ypyxu — 30
Hagap bona 6yzum waxauoazu FOA ounan. Tawxuc ILAR
(Edmonton, 2001) kpumepuiinapu acocuoa Kyuuiou.
Bapua 6emopnapea kKniunux, OUOKUMEBUL, UMMYHOLOSUK
6a uHcmpymenman mexuiupyenap ymrasunou. 25(OH)Ds
dapasicacu UDA ycynu bunan aHUKIAGHOU, HAMUICATIAD
cmanoapm mouganap OyUuuYa Maikus KUIUHOU: emap-
au (>30 ne/mn), emapau omac (21-29 ne/mn), mankuciux
(10-20 ne/mn) sa oxopu oapasxcada manxucaux (<10 ne/
m7).

Hamuoicanap. Cucmemanu 60wnaHuuau 106eHIT
apmpumau oonanapoa 25(0OH)Ds oapasicacu nacm 20u:
mankuciux (<20 ne/mn) 20,5% bemoprapoa, nacm oa-
padica (20-30 ne/mn) sca 63,6% bemopnapoa aHuxIaHoOu.
25(OH)Ds oapasicacunune owwu IL-6 oapasicacunune
ypmaua kamavuwiu ounan oozaux 20u (f = —0,35; p =
0,037) 6a con 6y2unu 3apapranuul Xas@unu Kamaumu-
puwt kamarimupuw menoenyusicu (OR = 0,91; p = 0,073)
ounan 6o2uK 30U, IPMaradKu KOmui 6a yéeumead mav-
CUpU CIMAmuCmuK JHCUXAmoOaH axamusimiu dSMac 30U.

Xynoca. Taoxuxkom oasomuda cucmemanu Oowina-
HUWY 106enun apmpumau 6onanapoa D eumamununune
nacm dapadxcada 6ynuwu anuxianou. 25(0OH)Ds oapa-
srcacunune owuwu IL-6 oapascacunune ypmava kamati-
uwy 8a UUPUK OYSUMIAAPHUHE 3apapiaHUuMUOan XUmos-
JAHUW MEeHOEeHYUACU OUNLAH OOSTUK IOU.

Kanum cyznap: cucmemanu OOWNAHUWAU H0GEHUT
apmpum (CBIOA), sumamun D, IL-6, O6y2umau roeeHu
apmpum.
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SUMMARY

Objective. To assess vitamin D status in children with
systemic-onset juvenile idiopathic arthritis (SoJIA) and
its association with clinical manifestations of the disease.

Materials and methods. To evaluate vitamin D sta-
tus in children with SoJIA, 74 out of 383 patients were se-
lected: the main group included 44 children with SoJIA,
and the comparison group included 30 children with the
articular subtype of JIA. The diagnosis was established
according to the ILAR criteria (Edmonton, 2001). All pa-
tients underwent clinical, biochemical, immunological,
and instrumental examinations. Serum 25(OH)D:s levels
were measured using ELISA and interpreted according to
standard categories. sufficient (>30 ng/mL), insufficient
(21-29 ng/mL), deficient (10-20 ng/mL), and severe defi-
ciency (<10 ng/mL).

Results. Children with SoJIA demonstrated low
25(0H)D:s levels: deficiency (<20 ng/mL) was observed
in 20.5% of patients, and low levels (20-30 ng/mL) in
63.6%. Higher 25(OH)Ds concentrations were associ-
ated with a moderate decrease in IL-6 (f = —0.35; p =
0.037) and a trend toward reduced risk of hip involve-
ment (OR = 0.91; p = 0.073), the effects on morning stiff-
ness and uveitis were not statistically significant.

Conclusion. The study revealed that low vitamin D
levels predominated in children with systemic-onset ju-
venile idiopathic arthritis. Higher 25(OH)D;s concentra-
tions were associated with a moderate decrease in IL-6
and a tendency to protect large joints.

Keywords: systemic-onset juvenile idiopathic arthri-
tis (SoJIA), vitamin D, IL-6, articular juvenile idiopathic
arthritis.



