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HEBPOJIOTMYECKOEW NATOJIOTUN Y AETEVN PAHHEIO
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locyAapcTBeHHOE yupexaeHue PecnybavKaHCKMIN HayYHO-MPaKTUYECKUIA LLeHTp «MaTb 1 guTa», Pecnybnka benapyce,
ropoa MuHck, yamua OpnoBckas, AoM 66, No4TOBbIN MHAEKC 220053.

Email: deniskozlovsky@tut.by

KuarueBble cjioBa: CTBOJIOBBIC KIETKH, HEpPBHAs CHCTEMa; TMIIOKCHYECKHU-IHIE(AIONATHS;
HEJIOHOIIEHHOCTb.

Beenenune. I1o naHHbIM BeceMupHO# OpraHu3anuu 3ApaBOOXPAHEHUS HHTPAHATAIbHASI THUIIOKCHS
BXOJIUT B MIEPEUCHDb NMATOJIOTUH, HanOoJee CyIeCTBEeHHO BIUSIOUINX Ha MIIAJICHUYECKYIO0 CMEPTHOCTb.
YacToTa rUIOKCHYECKU-UIIEMHYECKOH HHIe(DaIonaTny y JOHOIIEHHBIX HOBOPOXKIEHHBIX, COTIIACHO
KpyHHEHIINM STTHAEMUOIOTHYECKUM HCCIIeT0BaHUAM, mpoBeneHHbIM B CLIIA u B OonbmnHCTBE pas-
BUTBHIX CTPaH, COCTaBIsAET OT 2 10 9 cimydaeB Ha 1000 HOBOpOXXAEHHBIX, U3 KOTOPHIX 10—15% ymupa-
10T B HEOHaTaJbHOM mepuoae. HecMoTpst Ha 3HAUMTENBHBIN MpOrpecc B pa3BUTHM HEOHATAJIbHOMN
MEJIUIIUHBI, METOJIbI JICYCHUS THIIOKCHYECKU-UIIEMUYECKON dHIIe(PanonaTHi 04eHb OTPAaHUYCHBI, a
Majioe KOJIMYeCTBO (hapMaKOIOTHYECKHX HEHPOTPOTEKTOPOB, Pa3pelIeHHBIX K KIMHUYECKOMY HC-
T10JIb30BAHHIO, TOBOPHUT O HEOOXOINMOCTH TIOMCKA M PA3BUTHUS HHBIX METOIOB U TIOJIXO/IOB K JIEYCHHIO
naHHoU matonoruu. OHUM W3 NEPCIEKTUBHBIX HANPABICHHUM JICUCHUS U MEAUIMHCKONW TPOQHIIaK-
TUKHA HEBPOJOTHYECKHX 3a00JieBaHUS SBISETCS KIETOYHas Tepamus. braromapst cBouM ocoOeHHO-
CTSIM CTBOJIOBBIC KJIETKH CITOCOOHBI BOCCTaHABIIMBAThH TOBPEXKACHHBIE CTPYKTYPhI TOJOBHOTO MO3Ta
3a CYeT MHTETPAIH U TPOPUIECKOTO BO3ACHCTBUS, B PE3yIbTaTe Yero 00pa3yIoTCs HOBbIE HEHPOHEI,
CHHAIICHl U KpoBeHOCHBIE cocyasl. B PHIILL «Mats u auts» pa3paboTaH, IpUMEHSETCS U MOKa3aj
CBOIO () (PEKTUBHOCTH METO/ JICUCHHUS TOCIECICTBUI I'MIIOKCHYECKU-UIIEMUYECKON dHIIEe(haIoNaTHH C
MPUMEHEHUEM OMOMEIUIIMHCKOTO KJIETOYHOIO MPOAYKTa Ha OCHOBE ayTOJOTHYHBIX ME3CHXHMallb-
HBIX CTPOMAJIBHBIX KJIETOK MYHOBUHHO-IUIAIIEHTAPHOTO MPOUCXOKICHHUS.

Heab. OueHnTh ICHXOHEBPOJIOTHUECKOE Pa3BUTHE MAIlMEHTOB, KOTOPHIM MPOBOAMIIACH KIIETOY-
Has Tepanws, B pa3jIMYHble BO3PACTHBIE TEPHOIBI.

MarepuaJjbl 1 MeToabl. OOBEKTOM HCCIEIO0BAHNUS SIBHIUCH 16 HEJOHOIIEHHBIX MALMEHTOB C TH-
MTOKCHYECKH-UIIIEeMUYeCcKOl dHIIepanonaTrueii. OCHOBHYIO TPYIITY COCTABHIIN 8 TAIUEHTOB, KOTOPBIM
MPOBOJMUIIOCH BBEJCHUE ayTOJOIMYHBIX ME3EHXUMAJbHBIX CTPOMAJbHBIX KJIETOK IYIIOBUHBI B T€Ue-
HUE TIepPBOTO T0/a KU3HM: 4-KpaTHO — B 2 ciIydasxX, 3-KpaTHO — B 4 cllydasiX, OJTHOKPaTHO — B
2 ciyyasx. CTBOJIOBBIE KJIETKH BBOAWIUCH B KoJaudecTBe OT 1,5 10 7,9 muiH kieTok Ha 1 Kr Macchl
TeJa BHYTPUBEHHO CO CKOPOCTBIO 1,52 Mi/MuUH. [ pyImy KOHTPOJIS COCTAaBWIM 8 MAalMEHTOB, MOJY-
YaBIINX CTAHAAPTHYIO TEPaNni0. YPOBEHb ICUXOHEBPOJIOTHIECKOTO PA3BUTHS OIICHUBAJICS B Oajuiax,
COTJIaCHO pa3pabOTaHHOM IIKaie, B Bo3pacte 3, 6, 9, 12 MecsIIeB ¢ y4eTOM CKOPPUTHPOBAHHOTO BO3-
pacra.

PesyabTarsl. [Ipy olieHKe NCUXOHEBPOJIOTHYECKOTO PAa3BUTHS BO3pacTe 3-X MECSIEB MJIAJICHIIbI
OCHOBHOW T'PYIIBI U I'PYIIBI CPAaBHEHUS, PE3yIbTaThl ObUIM COTIOCTaBUMBI. YPOBEHb OTCTABaHHUS B
TICHXOHEBPOJIOTUYECKOM Pa3BUTHH TpeBbIman 75% B 00enx rpymnmnax.

[Ipu oreHKe MCUXOHEBPOIOTUYECKOTO Pa3BUTHSA BO3pacTe 6 MECAIEB y AeTe OCHOBHOW TPYIIITHI
pa3BUTHE MEPIENIMN U COLUAIbHOE Pa3BUTHE COOTBETCTBOBAJIM BO3PACTHOI HOpME, UMEJIOCh yMe-
PEHHO BBIPaKEHHOE OTCTAaBaHHE B Pa3BUTHH I'pyOOi, TOHKOH MOTOpHKH U nepuenuuu. CymMmapHas
OIICHKA YPOBHS TICUXOHEBPOJIOTHIECKOTO PA3BUTHSI IETEH, MOTYyYHUBIINX KISTOYHYIO T€paIruio, OblIa
3HAYUTENBHO BHIIIE, YeM B TPYIINIE CPAaBHEHHS: OTCTaBaHWE OT HOpMBI cocTtaBmio 40,4% y mereid,
nonyunBimx MCK nynoBunsl, npotuB 46,2 % B rpyIine cpaBHEHUS.

B Bo3pacre 9 Mecs1eB ICUXOHEBPOJIOTHYECKOE PA3BUTHE MJIA/IEHIIEB OCHOBHOM IPYIIIBI OIEpexkKallo
MICUXOHEBPOJIOTHYECKOE Pa3BUTHE MIIAICHIIECB IPYMITbI KOHTPOJIS 110 OOJIBIIMHCTBY MOKa3aTeleH.
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OI1eHKEe TICUXOHEBPOJIOTHYECKOTO Pa3BUTHSA Bo3pacTe 12 MecsIeB IMoKa3ala OTCTAaBaHHE NETEH
IPYyMNIBI KOHTPOJISE OT OCHOBHOM Oosiee ueM Ha 45%, 4To JOKa3biBaeT d3PPEKTUBHOCTh KICTOYHON
TepaIuy B JOJITOCPOYHOU MEPCIIEKTUBE 10 CPABHEHUIO C IPUMEHEHUEM CTAHIAPTHON TE€paluu y mna-
LUEHTOB C THUIIOKCHYECKHU-UIIEMUYECKOH dHIe(amonaTHe.

3akirouenue. [IpeacraBineHnrple JaHHBIE CBUIETEILCTBYET 00 3pPEeKTUBHOCTH BBEeIEHUS OMOMe-
JTUITTHCKOTO KJIETOYHOTO MPOAYKTa HEJOHOIICHHBIM JETSIM C BBIPAKCHHBIM OTCTaBAaHHUEM B IICHXO-
HEBPOJIOTUYECKOM pa3BUTHH. [lanbHeillee pa3BuTHe W MpakTUUYECKOE BHEIPEHHE KJIETOYHOU Tepa-
MWW JJIs JICUEHUS TSDKENBIX MOCIEACTBUI Tpe- U MepUHATAIbHOTO MOPaKeHHS HEPBHOW CHCTEMBI,
OpOHXOIIETOYHON JTUCIUIA3UU U PETUHOIMATHU y HEJAOHOIICHHBIX JIeTel IMOMOXET CHU3UTH MPOICHT
WHBaIMAN3AlMN U COKPATUTh SKOHOMUYECKHE 3aTPaThl TOCyAapcTBa Ha COMAEpIKaHNe TaKUX TMaIueH-
TOB, YIYYIIHUTb Ka4€CTBO UX KHU3HH.

©000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000 o

FORCIPE TOMS5 CHNELUBBLIMTYCK2 2022 elSSN 2658-4182



MaTtepuanbl VI HaunoHanbHOro KoHrpecca c MeXAyHapoAHbIM y4yactmem

178 «3p0poBble AeTU — ByayLiee cTpaHbl»

© 000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000

NOATBEPYAEHWUE TEHETUYECKOW FrETEPOTEHHOCTU
CAXAPHOTIO AABETA Y AETEM

Jumkosckaa /lunua BukmoposHa, TypkyHosa Mapus EB2eHbeBHa

®egepanbHoe rocygapcTBeHHOe 61oAxeTHoe 0bpasoBaTe/ibHOe yUpexeHue Bbicluero o6pasoBaHua « CaHKT-MeTepbyprckuii
rocy/AapCTBEHHbIN NegnaTpUYeCcKnii MeANLIMHCKUIA YHUBEpCUTET» MuHMCTepCTBa 34paBooxpaHeHnsa Poccuiickoii Pesepaumu.
194100 r. CankT-leTepbypr, yn. /IuToBCKas, A0M 2.

CaHkT-leTepbyprckoe rocysapcTBeHHOE G10/pKETHOE yupex/jeHue 3/,paBooxpaHeHnsa «/leTcKkas ropogckas NoNnKAnHMKa Ne
44%.191144 r. CaHkT-MeTepbypr, ya. MbITHUHCKan, oM 25, iuTepa A.

E-mail: Liliya-ditkovskaya@yandex.ru

KuaroueBble cioBa: MOHOTeHHbIE (QOPMBI CcaxapHOro JuadeTa; HEOHATAIbHBIM CcaXapHBIH
IMabeT; TCHEeTUYECKUE CHHIPOMBI; CEKBEHHPOBAHUE HOBOTO MOKOJICHHUS.

Brenenne caxapusiii tuadet (CJ]) sBnseTcs caMbIM pacripoOCTPaHEHHBIM 3200JIEBaHIEM B CTPYK-
Type PHJIOKPUHHOMU MaToJI0TUH y neTei. I JaHHOM BO3pacTHOM KaTeropuu Mpexjie BCero akTyalieH
CJl 1 Tuna, oHaKO, CYIICCTBYIOT 0OJIee PeIKHEe BapUaHThl 3a00JICBaHUs, B TOM YHUCJIC MOHOTEHHBIH
caxapubiii quadetr (MCJI). [To nanubim ISPAD 2018 roma va monro MCJL npuxomutcs 1-6% cpenu
Bcex cinyuyaeB CJI B geTckoil monmyasuuu. 30J0TbIM CTAHIAPTOM AUATHOCTUKHU SIBJISIETCSI MOJEKYIAP-
Ho-reHeTHdeckoe uccienoBanue (MI'1), c TOMOIIBIO KOTOPOTO BBISBIISIOT BAPUAHTHI B TeHAX-KaH U~
nmatax MCJI. JIns okoHYaTeIpHOM BepH(PUKAIINN TUAarHO3a B PIAC CIydacB, HEOOXOIUM MYIBTHINC-
LUIIIMHAPHBIN 1MOAX0M, HanmpuMmep, npu couetanuu C/] ¢ skcTpanaHKkpeaTHuecKkol Mmarojorue, 4ro
M03BOJIIET U3MEHUTH TEPANICBTUUYCCKYIO TAKTHUKY.

Lens U3y4uTh KIMHUKO-Ta00paTOPHBIE U MOJIEKYISIPHO-TEHETHYECKIE 0COOCHHOCTH MAIIEHTOB C
MTOI03peHUEM Ha MOHOTEHHYIO (opMy caxapHOTro nuadera: HeoHaTaIbHBIN caxapHbid nuadet (HC/I)
U caxapHBIN TuabeT B COCTAaBE TEHETHUYECKOTO CHHIPOMA.

Marepuainsl U MeToJibl 00cienoBana rpymnmna nanuertoB ¢ HCJl (n=14) u CJI B cTpykType reHe-
TUYECKUX CUHAPOMOB (n=7). [larueHTaM poBeIEHO MOJICKYISIPHO-TEHETHYECKOE HCCIIEIOBAHUE C
WCITOJIb30BAHMEM METO/Ia CEKBEHHPOBAHMS HOBOTO IMOKOJIEHUS (ITapajuiebHOe CEKBEHHPOBAHHE Ta-
HeJell TeHOB, MOJTHOAK30MHOE CEKBEHHPOBAHUE).

Pesynbrarhl uarno3 noATBepkKAEH MOJNEKysipHO-reHeTnYeckd B 60% ciyyaes (11/21). YV naum-
eHTOB #1-#3 BeiABNEHBI BapuaHThl B reHax AT®d-zaBucumbix K'kananos (2 mammenta KCNJ11 u
1 marmment ABCCS8). Bo3pact manudecranuun 2—4 MecsleB KU3HH, Y MAIMEHTOB C BapUaHTaMU B
KCNJ11 nepmanentasiit HC/l, y maruenTa #3 pennaus 3a0osneBanns B 12 net. Bece manueHTs moiry-
JaJi WHCYIWHOTEPAIHIO U HE UMEIIH KaKOH-I00 comyTCTBYyIomel maronoruu kpome CJ1.

[TarmmenTts! #4, #5 ¢ Bapuantamu B rene FOXP3. MI3MeHeHUS HYKICOTHIHON TTOCIEA0BATEILHOCTH
B JAaHHOM T€HE MPUBOMAAT K Pa3BUTHUI0 X-CIeIuieHHOTro 3abosneBanuss — IPEX curnpom (Immune
dysregulation, Polyendocrinopathy, Enteropathy, X-linked). ¥V nmanuenrta #4 CJ| manugectuposan c
1 CyTOK >XKM3HH TSDKEIION THIIepIIIHKEMHEH, MOTpeOoBaBIel mocrosHHoi nacymuHoTepanun. CJ] co-
IIyTCTBOBAIM TSDKEJIBIM TEPBUYHBIH HUMMYHOIC(PUIINT, ayTOMMMYHHAS DHTEPOTATHS, IMOpaXKEHUE
KOXKH, ay TOUMMYHHBIN TUPEOUIUT, PEIUANBUPYIOIIAs UH(EKIUs, renaTut, 303uHOGUuHs. Y maiu-
enta #5 CJI BnepBble AMArHOCTUPOBaH B 12 JeT, B HACTOALIEE BpEeMsI KOMIICHCUPOBAH C MOMOIIBIO
JTUETOTEpAINK U TEePOPabHBIX caxapocHWkarommx cpeacts. [lomumo CJ] HabmiomaeTcs B CBS3M C
IOBEHIIBHBIM apTPUTOM, IICOPHA30M, TEPBUYHBIM HMMYHOIE(DHUIINTOM C JIETKHUM TEUECHUEM.

Y mammenToB #6-#11 yctanosnensl BapuanThl B renax: GCK, GATA6, EIF2AK3, INSR, SLC19A2,
ALMSI.

BriBoabl Ha mpeAcTaBICHHOW CEpUU KIMHUYECKHUX CIIy4aeB IMOKAa3aHa BAKHOCTh MPOBEICHUS
MI'U B nanHoIi rpynme manueHToB. Kpome Toro, onucano paznooOpasne (eHOTHITHYECKUX MPOsBIIe-
HUH, B TOM YHCJIC TIPH BapUaHTax B OJHUX U TEX JKE TCHAX.
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