PACHPEJIEJIEHUE YACTOT AJIJIEJIEH U TEHOTHUIIOB
MOJIUMOP®HBIX BAPUAHTOB G894 T I'EHA 3H/IOTEJIMAJIbLHOM
CHUHTA3bI OKCHUAA A3OTA Y NAIMEHTOB C CAPKOUA030M
BEKA

I'nyrkuna H. B.1, 3uH4yyk B1. B.2

['pogHeHCKuMI rOCy1apCTBEHHBIN MENULIMHCKNN YHUBEPCUTET, bemapych
1-s1 kadyeipa BHYTPEHHNX Gose3Heit”
I'ponHeHCKass yHUBEPCUTETCKAS KITHHHKA’, benapyce
Hayunslii pykoBogurens — 1-p Mea. Hayk [Ieipouknn B. M.

AKTyalbHOCTh. [lpu capkougo3e TMOpaKarOTCs pPa3IUYHbIE OpraHbl U
CUCTEMBI, HO HaumbOosee yacto (B 95% ciywaeB) BW. BOCHATUTEIbHBIN
IpaHyJIEeMaTO3HBIA  MPOIIECC  BOBJICKAIOTCA  OpraHbl JIBIXaHHs, pa3BUBACTCS
auchyHkImu sHI0Teaus [1].

Heablo uccnenoBanus sIBUIACh OIICHKA PACHpPENEIAEHUs 4acTOT ajljiesied U
reHoTuroB noiaumoppusmoB G894 T rena sNOC-3 y mauueHToB ¢ capkouao3oM beka
(xurenelt ['pogHEeHCKOM 00nacTH).

Matepuanabl U MeToabl ucciegoBanus.,O6bexTom uccienoBanus oM 30
MAIMeHTOB C capkoua030M beka (2-as cTaams, JeroyHO-MenuacTUHaIbHas (opma,
akTuBHas (asza), HE TMOJy4yaBIIME JATOTEHETHYEeCKOW Tepanuu. OrmnpencieHne
nonumopdubeix BapuantoB reHa 3NOC-3 mo omnomy nokycy G984T mpoBoammn
METO/IOM TOJUMEPA3HON NEMHOW peakuuu ¢ JeTeKIHel pe3yjbTaTa B PEKUMeE
peatbHOTO BPEMEHH.

Pe3yabTarbl. bbuta oIlpoBelleHa OlEHKA pacOpelereHus] YacToT aJljiese
nonumopduzmoB G894 T rerna aNOC-3 y manrieHTOB capkou1030M. Pacrpenenenue
NMOJIMMOP(HBIX BApUAHTOB U3y4aeMOro I'eHa B JIaHHON BBIOOPKE HE OTKJIOHSETCS OT
paBHOBecus Xapau-BaitHOepra, 4yTo CBUAETENBCTBYET 00 OTCYTCTBHU CTOPOHHUX
BIUSHUN (MyTamiu, ApeWQ reHoB, HeCTydyallHOE CKpelIMBaHHE) HA T€HETHYECKYIO
CTPYKTYPY HaHHOM BBIOOpKHU. [IpyM M3yuyeHHMH 4YacTOT pacmpenefieHus ajjieneil B
JTAHHOM KOHTHHI'€HTE YCTAHOBJIEHO, YTO Y 96,7% B reHOTHIIE TPUCYTCTBYET aJlICIIb
G, B To/Bpems, kak amienb 1T HamumuectByeT y 43,3% mnobpoBosbleB. [Ipu onenke
BCTPEUAEMOCTH TeHOTUNOB nosumoppuzma G894T y obcneayeMbIX UL HAMU OBLIO
BBISIBJICHO, YTO TOMO3HMTOTHBIN aomuHaHTHBIM TeHotnn (GG) mmeercs y 56,7%
BBIOOPKH. [ €TepO3UTOTHBIN T€HOTHUIT U3y4aeMOro nojJuMopdu3Ma ObUT ONpeeicH Yy
36,7% Ttectupyembix Jaull. YacToTa BCTPEUAEMOCTH PEIECCUBHOTO TOMO3UTOTHOTO
reHotuna (TT) y paHHOrO KOHTHHTE€HTa coOcCTaBisieT Bcero 6,6%. Pe3ynbTaThl
CBUJIETEIILCTBYIOT, YTO B JaHHOM BhIOOpKe reHoTun TT BcTpeuaercs B 8,5 pasa pexe,
yem renotun GG, u B 5,5 paza pexe, uem renotun GT.

BoiBoabl. [lomydyeHHblE pe3ynbTaThl — YKa3bIBAIOT, YTO OCOOEHHOCTH
nosmmMopduzma G894T rena sumorennanbHoi NO-crHTa36I HEOOXOIMMO YUYUTHIBATH
IIPU OLIEHKE MAI[UEHTOB C CAPKOUI030M.
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AUAT'HOCTHUKA U JIEYEHHUE BPOXKIEHHOI'O
TNINEPTPO®HUYECKOI'O IIMJIOPOCTEHO3A Y JAETEU

I'HepoBa A. B.

I'ponHeHCKUI TOCYTapCTBEHHBIN MEAULIMHCKUN YHUBEPCUTET; berapych
Kadenpa nerckoit xupypruu
Hayunblii pykoBoauTENs — KaHA. MeJ. HayK, noueHT [leibak B. M.

AKTyajlbHOCTh. YacToTa BCTpeuaeMocTu _dmopoecteroza 0,5-3:1000
HOBOPOXJIeHHBIX. CBOCBPEMEHHOE JUArHOCTUPOBAHUE M JICUEHUE JETeH C JTaHHBIM
3a00IeBaHUEM SBIISIETCSl Ba)KHEWIEH 3ajayeii, B pabOTe NETCKOro XHUpypra Hu
o0ecIieunBaeT CKopeiIiee BbI30POBICHHUE MAIIACHTOB.

Heab. WM3yunTh pe3ynbTaThl JUArHOCTUKHM »U  JIEYEHUS BPOXKICHHOTO
MUJIOPOCTEHO3a Y JACTEH.

Marepuajabl U MeToabl McciaeaoBaHus. [IpoananusupoBanbl maHHbIe 41
ucTopuil OOJIE3HM MAIMEHTOB, HAXOJMBIIMXCSH Ha JiedeHWUu B Y3 «I'poaHeHCKas
oOnacTHas AeTCKas KIMHUYecKast OosbHANAY B iepuos ¢ 2014 mo 2019 rog.

Pe3yabTarbl. ManbunkoB 0buto 31 (75,6%), neBouek — 10 (24,4%). Bo3pact
nalureHToB Obu cienyromuii: 4o 1 mMeesiua — 13 nereit (31,7%), ot 1 1o 2 mecsiueB —
23 (56,1%), crapuie 2 mecsiuieB — 9 (12,2%). Y3U npoBeieHO BceM MaleHTaM, Opu
3TOM JUIMHA NpUBpaTHUKa yBesnueHa y 34 (82,9%), npuBpatHuk yrtosmeH y 37
(90,2%), nepuctanbTUdeCcKasi BoJIHA OTCYTCTBYET y 32 (78%). dubporactpockomnus
BoinosTHeHa 37 manuentam (90,2%). [IpusHaku muiiopocteHo3a HaOmogamucy y 31
(83,8%), mumopocnasma — y 6 (16,2%). Pentrenorpadgus opraHoB OproIIHON
noJIOCTH BblHOJAHEHa 18 mnaunuentam (43,9%), y KOTOpPBIX BBISIBUWIM MPU3HAKU
NUJIOpOCTeHo3a. ATpornuHu3alus nposeaeHa 34 nauuentam (82,9%). OnepaTtuBHOE
BMEIIATENHETBO ObLIO BBIMOJHEHO Yepe3 1 CyTKH IMocie MOCTYIUICHUSI B CTallMOHAP Y
Saaereit (12,2%), ot 2 1o 5 cytok — y 28 (68,3%), 6onee 5 cytok — y 8 (19,5%).
Jlamapockornuueckas nugopomuoroMust o dpexae-Paminrenty Oblia nposeneHa 39
naientam (95,1%), oTkpbITas nuaopoMuoromus mo Ppeae-Pamirenty — 2 (4,9%).
Bce naruenTsl ObUTH BBIMUCAHBI M3 CTallMOHApa C BbI3nopoBieHHeM. Koiiko-1eHb
coctaBmwit: 10 10 gueit — y 8 manuentoB (19,5%), ot 10 go 15 nueit — y 20 (48,8%),
oonee 15 nueit —y 13 (31,7%).

BouiBoabl. [luiopocteHo3 wamie BeTpewaercss y  wmanbumkoB  (3,1:1).
[IposiBisieTcst JaHHAsI MATOJIOTUS MTPEUMYIIIECTBEHHO B BO3pacTe oT 1 110 2 MecsIeB.
JIns mOATBEpKICHUS NMArHo3a KIKYEBBIM MeETOAOM sBisiercss Y3U. Benpymum
METOJIOM JICUCHHS SIBJIACTCS JamapocKomuyeckas muiaopoMuoTromus 1o Dpene-
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