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KAPOMOMUONATUU C TEHETUYECKNU
OETEPMUHUPOBAHHbIM OAUNATALUOHHBLIM
®EHOTUNOM Y AETEN

BypbikuHa 10.C., XXaposa O.IN.

HaunoHanbHbIN MEANLMHCKUIA UCCReqoBaTENbCKUN LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mockea, Poccust

KnioueBble cnoBa: demu; kapouomuonamuu; Mymauuu;
OuasHocmuka

AxtyaabHocThb. Kapmuomuomnarus (KMII) ¢ munaranmon-
HBIM ()EHOTHIIOM — BeyIlasi MpUYMHA CepAeIHON HemoCTa-
TOYHOCTH ¥ TPAHCIUIAHTALUK cepaa y neTeid. Myrtamuu B re-
He tutrHA (TTN), KOTUPYIOMIEeM KPYyIMHEHIINH capKOMEPHBIH
6emnok, cocrasnsor 10 10-30% npuunn KMII y B3pocibix
1 9acTO acCCOLMHMPOBAHbI C APUTMHSAMH, OJHAKO UX KIMHHUYC-
CKOe 3HaueHue y JieTeit n3ydeno Hepocrarouno. Ilean: onpe-
JeTUTh KIMHUUYEeCKylo XxapakTeprcTiky KMII ¢ renernueckn
JEeTEPMUHUPOBAHHBIM AMIATAMOHHBIM (DEHOTUIIOM Yy JAETEH.

MarepuaJjsl u metoabl. B 2015-2024 rr. obcnenosa-
Ho 196 nereit ¢ KMII. MonekynsipHO-TeHETHYECKOE UCCIIEN0-
BaHME METOJIOM BBICOKOIIPON3BOAMTEILHOTO CEKBEHHPOBAHUS
BbIIBIIIO 203 Kay3albHBIX HyKJICOTHIHBIX BapHUaHTa.

PesyabTarel. Bapuantsl B rene 77N cocrasunu 14 (6,9%)
CpeaM Bcex MyTaluii B MccieqyeMoi koropre. B monosune
ciydaeB Oblta ompezencHa cemeitnas ¢popma KMII. Memnuna-
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Ha Bo3pacTa AuarHocTuku 7TN-accoruuposanHoit KMII co-
craBmia 57 mec [IQR: 17,25-155,5], npu apyrux reHetuye-
CKUX BapHaHTax oTMedascs Oojee paHHUI ne0roT — 3 Mec.
Ha MomeHT BbIsIBIICHHUS y JieTell Ipeolanana yMEepeHHO BbI-
paxeHHas cepaeuHast HenoctarouHocTs (II @K y 58,3% 6oinb-
HbIX), Meauana [Q,~Q..] OCHOBHBIX MapaMETPOB: YPOBEHb
N-koHIIEBOTO (pparMeHTa MO3TOBOTO HATPHIYPETHYECKOTO
nentuga — 770,65 [242—14 603] nr/mi1, Z-score KOHEYHO-/IU-
aCTOJIMYECKOTO pa3Mepa JIeBoro kemymouka +3,13 [2,2-4,0],
(dpakius BeiOpoca JeBoro xenymaouka 30,75% [23,4-38,0],
Z-score neoro npeacepaust +2,61 [2,1-3,14]. ¥V 11 (91,7%)
OOJIBHBIX OTMEYEHa TOBBIICHHAS! TPAOEKYJIIPHOCTh MHOKAp-
na. CuHycoBasi Taxukapaus HaOmonanack B 9 (75%) cinyya-
eB. Cpeau Apyrux HapyUIeHUH pUTMa U MPOBOIUMOCTH ObI-
JIY BBISIBIICHBI aTPUOBEHTPHUKYJIsIpHAst Oj0kana 1 cTreneHu
(n = 6; 50%), WPW-dpenomen (n = 3; 25%), cynpaBeHTpHKY-
JspHas 3kcTpacuctoius (n = 5; 41,7%) 1 xeny104KOBBIE apUT-
muu V rpagamuu (n = 2; 16,7%). [omHoro BoccTaHOBIECHUS
(byHKIMKM MHUOKapaa He AOCTUrHyTO. OO0Ias BEBDKHMBaEMOCTh
cocraBuia 91,7% 3a cuéT eIUMHCTBEHHOTO JIETAILHOIO UCX0a
y 6onpHOTO B Bo3pacTe 21 rof, ero cectpe B Bo3pacte 17 net
ObLI UIMILUIAaHTHPOBAH Ne(GhUOPUILIATOP, TPAHCILIAHTAIMI Cepl-
I1a He IIPOBOIUIIOCH.

3akiarouenune. Penorun 77N-accoruuponanHoit KMIIT
NPaKTHYECKH HE OTJIMYAETCS! OT TaKOBOTO, BBI3BAHHOTO JIPY-
TMMHU Ka3dyaJlbHbIMU I'€HAMH, HO B 60J'II>HI€ﬁ CTCIICHU Xapak-
Tepusyercs Taxukapaueu. st olleHKU MpecTaBIeHHOCTH
BapuaHToB B reHe 77N y 60onpHbIXx KMII 1 e€ xauHn9ecKux
XapaKTECPUCTHUK HYKHO IPOAOJIKUTH HAKOIIJICHUEC TAHHBIX O I'c-
Hetnyeckux npuuuHax KMII, uro npencraBnseTcs nepcrnex-
TUBHBIM IJIsI IPOTHO3UPOBAHUA TCUCHUA U UCXOI0B 3a6oneBa-
HUS ¥ pa3pabOTKH EePCOHATU3UPOBAHHOTO JICUSHUSI.
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