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IV HAYYHO-NPAKTUYECKAA KOHOEPEHLINSA CTYAEHTOB M MONOAbIX YYEHbBIX (MOCKBA, 15-19 MAS 2023)

MATEPUATDbI
YeTBEpTOM HAay4YHO-NPAKTUYECKON KOH(epeHUnn
CTYAEHTOB U MOMNOAbIX Y4€HbIX
C MeXAYHapoAHbIM y4yacTuem
YeTtBépTOro Bcepoccumckoro neguartpuyeckoro oopyma CTyaeHToB
M MOMNOAbIX Y4€HbIX
C MeXAayHapoAaHbIM yyactuem «Buptyos neguatpun»
(MockBa, 15-19 mas 2023 roga)

BbICOKUM PUCK POXXOEHUA PEBEHKA
C CUHOPOMOM CAYINIA-BUITbCOHA

AbakymoBa A.M., Mupsicosa M.C.
HayuHbin pykosoauTtens: U.C. KanawHukosa

MepBbIn MockoBCKuin rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT numenn N.M. Ceverosa MuHsgpasa Poccumn
(CeyeHoBckuit YHuBepcutet), Mocksa, Poccust

Knroyesbie criosa: kKnuHuU4Yeckud criyvad, npeHamarbHbil
CKpUHUHe, cuHOpom Cayna—BurnbcoHa

AxmyanoHocms. Bonpocsl MpeaynpexIeHus POKACHUS Jie-
Teil ¢ reHeTHYeCKUMH OOJIe3HSIMU OBUTH aKTyaJlbHBI BO BCE Bpe-
MeHa. VI3BECTHO OKOJIO 7 THIC. 3THX (OPM MATOIOTUH, KOTOPbIE
JIMarHOCTUPYIOTCS UIb y 6—8% nomymsunu. Hecmotps Ha pen-
KOCTb TeHETHIECKUX OOJIe3HeH, 3apoc Ha UX MPEHATaIbHYIO TU-
AarHOCTHKY BBIXOJMT Ha TIEPBOC MECTO, MOCKOJIbKY OHA TO3BOJIS-
€T UCKIIIOYUTH POXACHUC 6OJ'II>H]>IX ILCTCI‘/’I C IOCJICACTBUAMU MEC-
JIUIIMHCKOT0, COLUAIHOTO U 3THYECKOT0 XapaKTepa.

L]env: IOKa3aTh 3HAYUMOCTH IPEHATATBHOMN TUATHOCTUKH JUIS
opdaHHBIX 3a00TE€BaHUH.

Onucanue KIMHUYeCcKoro ciayydas. [lamentka M., 35 ner,
MOCTYITUIIA B CTAIMOHAP C JIOHOIICHHOH OEpEeMEHHOCTBIO ISl PO-
nopaspemienusi. Comatudeckuii anamHues He oTsaroméH. Hacro-
sas 6epeMeHHOCTh Bropas. [lepBast 3akoHYMIIACH Onepanuei
kecapeBa ceueHus B 2014 1. mo moBoay c1abocT poIoBOM Jesi-
TENBHOCTH W JUCTPECC-CHHIpOMa Y Tuioaa. Pomuiack geBodka
maccoit Tena 2000 r, JmuHoM Tena 45 ¢M, OlLIeHKa 1o IIKajie All-
rap 5/8 6annos. Ha 2-M rony xu3Hu peOEHKa manueHTka oopa-
THJIa BHUMaHHUE Ha HEPAaBHOMEPHOE Pa3BUTHE €€ KOHEYHOCTEH U
orcraBaHue peOEHKa B pusnyeckoM pa3Butuu. B pesynsrare 00-
clleioBaHMs y peOEHKa OblTa IMAarHOCTUPOBAHA PENIKasi TeHETH-
qeckas maTosorust — cuuapom Cayna—BuibcoHa — qucIurasns
cKeneTa, BeI3BaHHas MyTarueil B rene COG4, mposiBisioniasics
HHU3KOPOCJIOCThIO, KOCOJanueM, OpaxuaakTUINCH, YepeITHO-JT1-
LIEBBIMH OCOOCHHOCTSIMU, HEHPOCEHCOPHOM MIIM KOHIYKTUBHOM
noTtepei ciayxa v MOpaKeHUsIMH 1Jas3.

IMTanueHTKa CTOUT Ha y4ETe B JKEHCKON KOHCYIBTAIHH O Me-
CTY KHTENbCTBA. Bpadom, BeIyIIuM HACTOSIIYIO OEPEMEHHOCTb,
He ObUTa PeKOMEHI0BaHa KOHCYIIBTAIHs Bpada-TeHeTHKa, HECMO-
Tps Ha Haymu4ue OosbHOTO peOEHKa B ceMbe. O CylIeCTBOBAHUU
MpEeHATAJIbHON JMAarHOCTUKU TIAIIMEHTKA BIIEPBBIC yCIbIIIAa B
crannonape. Ha cpoke 39—40 nen manuenTtka ObLia pojgopaspe-
nreHa myTéM KecapeBa ceueHus. Poimiachk JeBoYKa Maccoi Te-
na ipu poxkaenun 3230 r, mmrHOM Tena 53 cM, olleHKa Mo IIKaie
Arrap 8/9 Ganos.

C nanueHTkol OblIa MpoBezicHa Oecena 0 HEOOXOAUMOCTH
TEHETUUECKOr0 KOHCYIBTUPOBAHUS €€ HOBOPOXKIEHHOTO peOEHKA

7 HEOOXOIMMOCTHU MPEHATaJIbHON JTHAarHOCTHKH TIPH TOCIIEAYIO-
HIMX OEPEMEHHOCTSIX.

Buvisoowl. Henoctarounas MHGOPMUPOBAHHOCTh MALUEHTKHU O
BO3MOJKHOCTH MPOXOXKJICHUS TIPEHATAIILHOW TMarHOCTUKU U OT-
CYTCTBHE KOHTPOJISI CO CTOPOHBI Bpaueii, BEAyIMX OEPEMEHHOCTb,
MTOBBICHIIM PUCKH POKICHHS BTOPOTO peOEHKaA ¢ ITOH ke popMoit
HacJIeACTBEHHOH MaToIoruu. BHenpeHne 10pogoBoii AMarHocTu-
K1 opdaHHBIX 3a001€BaHNI CHMKAET MPOLCHT POXKICHUS AeTel
C 3TOH MaTonoruei u mo3BoJsieT CBOEBPEMEHHO HA4YaTh JIEUCHNE.
CBOEBPEMEHHOE Ha4YajI0 TEPAMU YMEHBILIAET IPOrPECCUPOBAHIE
0o0Je3HH, YIy4IIaeT COLMAIBHYIO aAalTaIHIO 1 OBBIIIAET BDKHU-
BaeMOCTh TaKUX ITAI[HEHTOB.

onyxonb XUA3MAIbHO-CENNAPHON
OBJIACTM MO3rA, OCITOXXHEHHASA
NAHTUNOMUTYUTAPU3MOM Y MNOAPOCTKA

AGenoB U.10., PasuH A.O., PaxmaTtynnuHa A.P.
HayuHbI pykoBoguTtens: E.B. CaBenbeBa

OpeHByprcknii rocy[apCTBEHHBIN MEOULIMHCKAN YHUBEPCUTET,
OpeHbypr, Poccus

Knrouesnie criosa: eurnonumyumapusm, curnomarsnamo-
eurnoghusapHas obnacme, 2epMUHOMa, 3/10Ka4eCmeeHHoe
HOGOO6pa3OSaHU6, xuasmarsibHo-ceslidpHas obnacmb

Axmyanvrocme npoOIeMbl TUIIONUTYUTAPU3MA 3aKIH04ACTCS
B TOM, YTO OITyXOJIM [IEHTPAJILHOW HEPBHON CUCTEMBI, YUaCTBYIO-
e B ero GOpMHPOBAHUH, 3aHIMAIOT B JIETCKOM BO3pacTe BTO-
poe noce seiiko3oB MecTo. Jlo 20% 13 HUX — OIMyXoJIn TUIoTa-
JaMo-TunodusapHoit obnactu.

Lenv.: neMOHCTpaLUs PEAKOr0 KIMHUYECKOTO CiIydast OIyXo-
JIM XMa3MaJlbHO-CEJUISIPHON 00J1aCTH C pa3BUTHEM THIIONHUTYHTA-
pH3Ma y MOIpOCTKa.

Onucanue KiIuHU4Yeckoro ciayyas. [lanuent, 11 ner, Ha-
XOIMJICs Ha 00CIeOBAaHNH B 9HIOKPHHOIOTHYECKOM OTIAEIICHUH
obnactHoit JIKB ¢ auarnozom: I'mnonuryurapusm: Bropuunsiii
TUIIOTHPEO3, BTOPUUHBII I'MIIOKOPTULIU3M, HecaXapHblil auader,
Je(pULUUT COMaTOTPOIIHOIO ropMoHa. M30bITouHast Macca Tela.
T'epMrHOMa XHMa3MallbHO-CEULIPHON OONIACTH C pacnpocTpaHe-
HHUEM B 3 XKeTyZo4eK TOJIOBHOTO MO3Ta, HecekpeTupyromas ¢op-
Ma, OypHas MporpeccHs OIyxoJaeBoro mnpouecca. CocTosHHE T0-
CJIe YaCTUYHOTO YNAJICHHS OIYXOJIN XHa3MaJIbHO-CeJIIPHON 00-
JACTH ¢ HEHPOPU3NOIOTUYECKUM MOHUTOpUHTOM 25.02.2021.
CocrosiHue nociie 4 Kypcos noauxumuorepanuu. CyOoToTaabHbli
perpecc omyxonu. COCTOSIHUE MOCIIe JIy4eBoi Teparin. Pe3nmy-
anpHas [I9T-HeratuBHas ocTaToyHAas OMYXO0JIb XHA3MaIbHO-CEI-
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JSIPHOHN 00JIacTH roIOBHOTO Mo3ra. JKanoObl Ha HU3KYIO CKOPOCTb
pocTa, OoJieH ¢ 5 J1eT, Koraa MOSBHIIICEH MOJUYPHSI ¥ TOTHIUIICHSL.
C Hos10pst 2020 I. yCHITHITHCH 5KaJI00Bbl, MOSBHIIUCH CI1a00CTh, COH-
JIMBOCTb, HapyueHus 3penus. [lo nanusim MPT ronoBHOro Mos-
ra BbIABJIEHO 00BbEMHOE 00pa30BaHIE XHa3MallbHO-CELISIPHON 00-
JIacTH, pacupocTpansmoeecs B 3 xeaygouek. Pedénok Obu1 ore-
pupoBan B HMUL] neitpoxupypruu nm. akan. H.H. Bypaenxko M3
P®. 3arem Ob11 06cnenoBan B HMUIL netTckoit reMaTooruu, OH-
KOJIOTUU U UMMyHOostoruu uM. Jimutpust Porauesa M3 P®. OcHos-
HOH nuarHo3: I'epMuHOMa XuasmanbHO-ce/usipHoi oonactu. Co-
CTOSIHHE T10CJIE TTOJIMXUMHOTEPAIINH U JIy4eBOH Tepanuu. Pemuc-
cus (C71.0 3nokayecTBeHHOE HOBOOOPa30BaHKE OOJIBILIOTO MO3ra).
D22 Menanodopmublii HeByc. Pe6éHok-unBanua. B mapre 2022 1.
supokpuHosnoroM K/ oonactHoit JIKB Ob110 pekomMeH1oBaHo pe-
IIMTH BOIPOC O CTapTe Teparnuy TOPMOHOM POCTa. 3a MPOLIe NN
roz 00JIbHOM puOaBMII B pocTe 67 cM, Macca Tejla yBeIMIHIach
Ha 9 kr. 3a nocnenHue 6 Mec npudaBka B pocTe S5 ¢M, B Macce Te-
na 5 kr. ['ocnuTann3upoBaH IIAaHOBO C LIEIbI0 KOHTPOJILHOTO 00-
CJICIOBAHMS M Ha4aJla TePaIiy COMAaTOTPOIIMHOM.

Bb1600b1. UeM JI0IbIIIe CHMITTOMBI OITYXOJTH MO3Ta Y IeTel peji-
IIECTBYIOT IOCTAHOBKE IMArHO3a, TEM BBIIIE PUCK HEOOpaTHMBIX He-
BPOJIOIMYCCKUX, 3PUTCIIbHBIX, SHAOKPUHHBIX U INCUXOJIOTUICCKUX
HapyUICHUH, 3HAYUTENIFHO YXYIIIAIOIMX Ka4eCTBO JKU3HH T1OCIIE
YCIEIHOT0 JiedeHus 3aboneBanus. HeoOXoammo akieHTHpoBaTh BHY-
MaHHe TIe[IMaTpOB Ha 3HAYUMOCTH CBOEBPEMEHHOM TMarHOCTUKH OITY-
xoneit Mo3ra. [TanueHTsI ¢ onpenenéHHBIMY SHIOKPUHHBIMH HapyIIe-
HUSIMH HY’KIIAIOTCS B TIIATEIBHOM OLICHKE aHaMHe3a ¥ KIIMHUYECKHX
CHMIITOMOB, aKTHBHOM JaJIbHEWIIIeM HAOIONCHHH, T.K. SHIOKPHUH-
HBIE CUMIITOMBI MOTYT OBbITh IEPBBIM IIPU3HAKOM OITyXOJIM MO3Ta.

k %k 3k

XAPAKTEPUCTUKA TEYEHUA
rTMNEPBUNTMPYBUHEMUWM Y NO3OHUX
HEAQOHOLUEHHbIX

A6ungynnuHa A.A., KoBaneBckas E.A.
HayuHbi pykoBoauTtens: E.I HoBononbueBa

[MprBOMKCKUI NccrenoBaTeNbCKUN MEOULIMHCKUI
yHuBepcuteT Munsapasa Poccun, HuwxHuii Hosropoa, Poccus

Knouesnie criosa: sunepbunupybuHemusi, bunupybuH,
HOBOPOXOEHHbIE, MO30HUE HEOOHOWEHHbIE, HEOOHOWEHHbIE

Axmyansrocmy. 1o naHHBIM (heepaibHON CITYKOBI FOCYIapCT-
BEHHO cratucTuky 3a 2021 T. IPOLIEHT NPEXkKIEBPEMEHHBIX POJIOB
coctasu1 4,6%. bonbluee uuciio aetei, poaUBIINXCS PaHbIIE CPOKa,
MIPUXOANTCS Ha O3HUX HeztoHomeHHbIX (ITH), kotopsle moiBepike-
HBI KPaTKOCPOYHBIM U I0ITOCPOYHBIM Oone3HsaM. [1oBbiieHne KoH-
neHTpanuu onnpyouna (bJI) B KpoBH Y HETOHOIICHHBIX — YacToe
coctostHue. TsrEnbIM ocnoxkHenneM runepounpyounemun (I'b) ms
HOBOPOXKIEHHOTO SIBIISIETCS IOPAsKEHHUE HEPBHOM cucTeMbl. YacToTa
ocIoKHeHU 3aBUcuT oT ypoBHs bJI u recratonHoro Bospacra (I'B).

L]enw: onpenenutb ocodbeHHocTH Teuenus I'b B koropre ITH,
ponuBIIMXcs Ha 34-36-i Hemene recTaum.

Mamepuanvl u memoowl. O0cnenoBano 124 peGEHKa, poauB-
mmxcst Ha 34-36-i Henene recraimu. Kputepun HCKIIOUEHUS: CITy-
yau npsamoii ['B, remosutryeckas 60s1e3Hb HOBOPOXKIEHHBIX, IETH
¢ rpyObIMHU ITIOpOKaMH pa3BuTHA. Bee HOBOpOXkIEHHBIE ObLIM pac-
npeneseHsl Ha 3 Tpymmbl: 1-1o Tpymnmy coctaBuiau 38 neTeid, po-
nmuBIIMecs Ha 34-if Heqene recTauuy; 2-s TpyImna BKirodana 43 pe-
0¢HKa, poXKACHHBIX Ha 35-U Henene. B 3-10 rpymny BKIOYCHBI
43 peb&nka, pokAEHHBIX Ha 36-i Henene. Y OONbIIMHCTBA AeTei
OBUIM JTMarHOCTHPOBAHBI COYETAHHBIE ()OPMBI ITATOJIOTHH, COTIO-

cTaBMMbIE B 3TUX rpynnax. [IpoBenén aHanus JaHHBIX aHAMHE3a,
0OBEKTUBHOTO OCMOTpA, KOHIEHTparws bJI B kpoBU B TUHAMHUKE.

Pesynomamer. Y pereit 1-it rpynnsl I'b HaOmoganace B
41% cnyvaes, u3 HUX B 26% ciy4aeB COCTOSIHUE TPeOOBAIIO Te-
panuu B crauuoHape. Y ngereil 2-i rpynnsl I'b Habmronanach
y 49%, u3 Hux 43% norpedoBaTu MEJUIIMHCKOTO BMEIIATElb-
ctBa. Y gereit 3-if rpynnsl ['b Habnroganace y 49%, u3 atoro
qHcIa JedeHuss noTpedoBau 71%, 9To OBUIO CBSI3aHO BBICOKH-
mu koHueHTpauuu bJI. [lpu ananuze nmukoBoi KOHIIEHTpAaIUU
BJl y mereii 1-ii u 3-it rpynn cpennue yposHu I'b Obuin B 1,3
pasa Bblllle, ueM y neteil 3-i rpynnsl (p < 0,05). Mona y ne-
Ter 1-# rpymel Haxomunack B auanazoHax 100-150 u 200-250
MKMOJb/1 BJI, uro Huxe mMozawl y aereit 3-it rpynmner — 300—
350 mxMmonb/n. CpeiHUe 3HAUCHUSI TUKOBOW KOHIIEHTpaiuu bJl
y mereid 3-i rpymbl ObLIM MOBBIICHH B 1,2 pa3a 1o cpaBHe-
HUIO ¢ ypOBHEM y fereil 2-if rpynmsl (p < 0,05). Mona I'b y ne-
Teil 2-i rpynnsl Haxoaunack B AuanasoHe 100—150 MxMoib/i.
3HaYMMON pa3HUIbI IPU CPAaBHEHUH BpEMEHH j1e0roTa U M-
tenbHOCTH TeueHus I'b He BrisABieHo. [Ipu oneHke BKiIaja Tuma
BCKapMJIMBaHHUS OOHAPYKEHO, YTO CPEIHSISI MMKOBasi KOHIIEHTpa-
uus bJl y nereii Ha eCTeCTBEHHOM BCKapMJIMBAaHHUH BBIIIE, YEM Y
JieTeil Ha UCKYCCTBEHHOM U CMELIAHHOM BCKApPMIIUBAHUH.

Buioowi. HecMoTpst Ha Onu3octh I'B Ha MOMEHT pOXJICHUS
K JIOHOIIEHHOCTH (3penocTn), npoueHT I'b y nereit 3-if rpymnisl
HE HUXKe, 4eM y aereit 1-i u 2-if rpymnm. YuuteiBas MopdodyHK-
oHaIbHBIE 0coOeHHOCTH [TH, MeaUIIMHCKOMY TIEpCOHAITY BaK-
HO IIPOSIBIIATh HACTOPOXKEHHOCTh B OTHOLIeHUH ['b, B TOM uncie
y nereii ¢ I'B 36 nen.

ANHAMUKA COOEPXXAHUA BUTAMUHA D,
Y OETEW PAHHEIO BO3PACTA C OCTPbIMU
PECMUPATOPHbIMU 3ABONIEBAHUAMMU

AbpopoBa B.T., flky6oa [1.M.
HayuHbin pykoBoguTtens: H.P. AnneBa

TallKkeHTCKNA NegmaTpudecknii MEQNLUHCKUA MHCTUTYT,
TalukeHT, Y3bekuctaH

Kroveeble criosa: ocmpbiti 6poHxuonum, eumamuH D,
obcmpykuyusi, paHHUl 8o3pacm, ocmpble pecrupamopHbIe
UHekyuu

AxmyanvHocms. OCTpblii OpPOHXHONUT SBISIETCS OCHOBHOM ITPH-
YUHO 3a00J1€Ba€MOCTH B MJIAJICHYECTBE U paHHEM JieTcTBe. Bura-
MUH D urpaer KIIro4eByro poiib B aKTUBALMK BPOKAEHHON MIMMYHHOMR
CHCTEMBI, 0COOCHHO IPU MHPEKIUSIX HIKHHX JIbIXaTeNbHBIX ITyTeH.
OH yBeIM4MBaeT MyKOIMIMAPHBIN KITMPEHC, PETYITUPYET TPOLYKIHIO
SMUTEIIMAJIBHBIX KJIETOK 1 MOAYJIUPYET BOCTIAJIUTEIIBHBIC ITyTH. YPO-
BeHb 25(HO)D cBsi3aH Takke ¢ pacnpocTpaHEHHOCTBIO pECIPATOp-
HBIX MH(EKIHMI 1 BBIPOKEHHOCTHIO CUMIITOMOB Y JICTEH.

Lenv: onpenenuts n3menenus coaepkanus 25(HO)D B kpo-
BHU TIPH OCTPOM OpPOHXHONHTE y AeTel MiIaie 2 JeT.

Mamepuanvt u memoowt. KommiekcHo oocinenoBan 61 pedé-
HOK, u3 HUX 34 pe6Génka B Bo3pacte 0,80 £ 0,09 rona ¢ auarso-
30M «OCTpbI OpPOHXMONUT» (OCHOBHAA rpymna) u'y 27 nerei B
Bo3pacte 2,4 + 0,3 roga ¢ OCTpbIMU PECIUPATOPHBIMU HH(EKIU-
smu (OPW) BepXHUX AbIXaTeIbHBIX MyTeH (KOHTPOJIbHAS IPyII-
na). Becem aetsM ObUTH TTPOBEACHBI KIMHUYECKHUE, TabopaTop-
HO-MHCTPYMEHTAJIbHBIE HCCIEOBAHUS, a TAKXKE ONpeesieH YPo-
BeHb 25(OH)D B cbIBOPOTKE KPOBH.

Pesynvmamei. Ananus knuaundeckux ocobennocreir OPU mo-
KazaJl, YTO MMPOJyKTUBHBIH Kalllesib HaOIroAasIcs Jale y OOIbHBIX
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nereit 2-i rpynmbsl — 19 (70,3%), a cpenut 60JIBHBIX € HENPOIYK-
THUBHBIM KallUIeM 3HaYMMOE IMpeodafaHiue 0TMEYaloch Cpeau
OonbHBIX feTeil ¢ OponxuonuToM (94,11%).

Mo ITeNnbHOCTH roCIUTANN3AIMY NPeo0Iaiau yare 00Ib-
Hble feTu ¢ Oporxuoautom (10,8 + 1,3 Hs) M0 CpaBHEHHIO C KOH-
TpOJbHOM Tpynmoi (6,2 + 1,4 nus).

VYposenb 25(0OH)D B cbIBOpOTKE KPOBH OBLI 3HAYMTEIHHO
CHIKEH y JieTeid 1-i rpymiibl ¢ OpoHxHomuToM — 29 + 2,8 HMOJIB/1T
(19-54 umonb/n), a y AeTeil KOHTPOJILHOW TPYIIIBI €T0 CoepIKa-
Hue 06110 51 £ 3,4 HMonb/n (2388 HMOJIB/JT) COOTBETCTBEHHO. [le-
¢unuT BuTamuna D (< 30 HMoub/i1) B KpoBH Oojiee uem B 2,6 paza
yare BbIABISUICS y eTeit 1-i rpymnmsl ¢ Oporxuonutom (79,41%),
4yeM y JieTeil KOHTposIbHOH rpymsl (29,6%).

Bu1600b1. Bonblas yactora BeisiBieHus nedunmra 25(OH)D
y IeTel C OCTPBIM OPOHXHMOIUTOM IO3BOJISET M10J1araTh, 4YTo He-
JIOCTaTOYHBIA YPOBEHb BUTaMUHA D MOXET CIyHTh (PakTopom
pHUCKa pa3BUTHUS TKEIOro OPOHXUONINTA Y IETEH.

OCOBEHHOCTU XUPYPIMMYECKOIO NIEYEHUA
ATPE3W NULWLEBOJA Y HOBOPOXOEHHbIX
OETEW C HOPMANIbHOMN U HU3KOW MACCOM
TENA

AreeB U.U., LlenoxeBoctoBa U.U.
HayuHbin pykoBoguTtens: H.A. Lla6anguH

KemepoBckuin rocyqapCTBEHHbIV MEANLIMHCKNIA YHUBEPCUTET
Mwun3gpasa Poccumn, Kemeposo, Poccus

Knouesbie criosa: ampesus nuuwjesoda, mpaxeonuuie8o0HbIl
ceull, HU3Kasi Macca mersa HO80POXOEHHORZ0,
MOopaKoCKOrMus, niacmuka rnuujesooa

Axmyanenocms. brarogaps HOBBIM TEXHOJIOTUSIM B IE€TCKOM
XUPYPI'UH JOCTUTHYThI 3HAYUTEIbHBIC YCIIEXH B JICYEHUU aTpe3uu
numeBoaa (All) y HoBopoxa€HHBIX neTeil. Beioop merona omepa-
THUBHOTO BMEIIATEIbCTBA 3aBUCUT OT MHOXKECTBA (DaKTOPOB: BHU-
Jla aTpe3uy, CPOKa recTalliy, MacChl TeJIa HOBOPOXKIEHHOTIO, CIIO-
COOHOCTH peO&HKA epeHeCcTH paluKaIbHyIO0 onepanuio. OxHako
€IMHOTO aJIropuT™Ma BbIOOpa MeTonuky JieueHust Al y HOBOpOXk-
NEHHBIX IETEN HET.

Llenv: omnpenenuTs 0COOCHHOCTH XUPYPIUUECKOTO JICUSHHUS
All y HOBOpPOXAEHHBIX A€TeW C HU3KOW M HOPMaJIbHOW Maccoi
TeJla MPU POXKICHUM.

Mamepuanet u memoowl. TIpoBe€H peTPOCIIEKTUBHBIN aHa-
13 ucropuil 6onesnu 41 pe6énka ¢ AIl. Bee nauueHTsl OblIn
pacrpesieseHbl Ha JIBe rpynnsl: 1-1o rpynmy cocraBuwiu 14 ne-
Tel ¢ HU3KOHM Maccoi Tena npu poxaeHuu (< 2500 r), 2-r0 —
27 neteii ¢ HOpMAJILHOW Maccoi Tena npu poxkaeHuu (> 2500 r).
Bbut nmpoBenéH aHanM3 CrocoOOB XUPYPTrUYECKOTO JICUCHUS U
€ro UCXOJI0B.

Pezynomamur. All ¢ AUCTaIbHBIM TPAXEOMULIEBOJHBIM CBU-
miem (TTIC) naGmronanace y Beex nereit 2-it rpynmsl. Y 8 (57%)
nereit 1-it rpynmer quarnoctupoBana All ¢ gucransaeiv TIIC,
y 5 (36%) meteit u3onupoBanHas Gopma ¢ OOJIBIINM AHACTA30M,
y 1 (7%) pe6énxa AlIl ¢ npoxcumansuoii TIIC. Topakockomnuue-
CKUM METOJZIOM OIIEpUpPOBaU Beex JeTell 1-i rpymmsl u 25 nereit
(93%) 2-it rpynnsl. JIByM JeTsiM 2-ii TpyNIibl IPOBOAMIN 3aHE-
OOKOBYIO TOPAKOTOMHUIO.

VY nereit 1-if rpynmel JIedeHHe Yalle MPOBOIUIOCH B He-
CKOJIBKO JTAIOB B CBA3M C HAJIMYUEM HEIIPEOAOJIUMOTI0 1uacTa-
3a: HCCEUEHHE CBUINA AJIS IPENOTBPAILEHUS CHHAPOMA YTEUKH
BO3/lyXa U HaJOXXEHHUE 330(aro- ¥ raCTpOCTOMBI, 3aTE€M OTCPO-

yenHo (1,5-3,0 roga) cozpanue 330(daro-33oparoanactomoza —
y 9 (64%) nereit. CozgaHue KOJIOHO-330(aroaHacToMo3a Me-
TOJIOM ayTOIJIACTHKY MUIIEBOAA BHIMOJIHEHO Y 4 (29%) mereil.
TpakuuoHHas 510Hranys nposesieHa | peOEHKy JOMONHUTENEHO
¢ pynpormmkanueit Huccena (7%). JleraabHOCTh OTCYTCTBOBA-
na. IIpu cTaOMIBHOM COCTOSIHMU M MEHBIIMX pa3Mepax JracTa-
3ay JeTei 2-i TpyMIibl Yalle BHIIOJTHIACH OJHOITAITHAS Olle-
pauus ¢ uccedernneM TITIC u HamoxeHNEM MPSMOTO aHACTOMO34,
B 2 (7%) cinyuasx Obla MPOBEACHA ayTOMJIACTHKA IHIIEBOAA.
CreHo3 anactoMo3a Obu1 BbIsIBIEH y 5 (35%) nereit 1-ii rpyn-
nel 1y 19 (70%) nauuentoB 2-# rpynmnsl (p = 0,026). Hactoe
CTEHO3MPOBAHKUE aHACTOMO3a Y JeTel 2-if TPYIIIbI MOXKET OBIThH
CBSI3aHO C NMPEINOYTEHUEM OJHOITAMHON TUIACTHKH MUIIEBOIA.

Bvigoowi. Y neTeil ¢ HU3KOH Maccoil Tella 4acToO BBISBII-
€TCsl HEMPEOJOIMMBIH [uacTas, TeM He MEHEe METOJUKH JJI0H-
ranuu 1 ayTOIJIACTUKU NUIIECBOAA B OTCPOHCHHbIﬁ nepuon mo-
3BOJISIIOT BOCCTAHOBUTH L[EIOCTHOCTD NuuleBoja. Y aereil ¢
HOpMaJIbHON Maccoil Tela yamie MPUMEHsJIACh OJHOMOMEHT-
Has TUIACTHKA, OJHAKO IPU STOM Yalle HaOII0JaI0Ch CTEHO3H-
pOBaHHE aHACTOMO3A.

BNUAHUE BUOA BCKAPMIIUBAHUA
HA COCTOSIHUE 3[J0POBbS PEBEHKA

AnekceeHko E.A.", FTanaktuoHosa M.A.", Muu I H.2,
Nucunxun U.C.3, Cannesa KO.E.*

Hayu4Hble pykoBogutenu: H.B. Jlucuxuna,

M.}O. NanakTtnoHoBa

'dapmaveBTMyeckuii konneax KpacHosipckoro
rocyaapCTBEHHOIO MEAMLMHCKOrO YHUBEPCUTETA UMEHN
npod. B.®. BonHo-AceHeukoro Munsapasa Poccuu,
KpacHosipck, Poccus;

2[NcKOBCKMI rOCyAapCTBEHHBI YHUBEPCUTET MUHMUCTEPCTBA
Hayku 1 BbicLlero obpasoBanus Poccuu, lMNMckos, Poccus;
3Cubupckuii topyuamndecknin ntHetutytT MBL, Poccun,
KpacHosipck, Poccus;

4KpacHosipckuii rocyaapCTBEHHbIV MEANLMHCKUA YHUBEPCUTET
nmenn npodp. B.®. BonHo-AceHeukoro MuHaapasa Poccuu,
KpacHosipck, Poccus

Knrouessie criosa: apdeoe 8CKapmriueaHue, UCKycCmeeHHoe
8CKapm/iueaHue, 3abonesaemocmsb, demu rnepeoco 200a XU3HU

AxmyanbrHocmsb. HeoOX0IUMBIM yCIIOBUEM TapPMOHUYHOTO
pocrta 1 pa3BUTHs peOEHKA, YCTOMUMBOCTH K BO3ACHCTBUIO WH-
(eKIMOHHBIX areHTOB SABISETCS cOATaHCUPOBAHHOE NUTAHKE HA
1-M roxy *u3HU.

L]ens: onpenenuTb COCTOSTHUE 3[10pOBbs eTel 1-ro rona xus-
HU B 3aBUCUMOCTH OT BCKapMJIMBAHHUSI.

Mamepuanvr u memoowi. IIpoBenén ananu3 3abosaeBaemMo-
CTH, (PU3NIECKOTO U HEPBHO-TICUXUYECKOTO pa3BuTHs 337 mpak-
TUYECKH 370pOBBIX AeTeil 1-ro rona ku3HU. B 3aBucumoctu ot
BHUJIa BCKAPMIIMBAHUS JI€TH OBLIM pacmpeneseHbl Ha 3 TPYyIIbL:
1-10 rpynmy coctaBmil 121 peGEHOK (3TH AETH HAXOAUIMUCH UC-
KJIFOYMTEIILHO Ha TPYIHOM BCKapMIIMBaHHH 710 6 Mec), BO 2-ii
rpymnme 6sut0 111 nereit Ha cMemaHHOM BCKapMJIMBaHMU, B 3-i
rpymnme — 105 nereii, mosryyaBIInX ¢ POXKICHNUS NCKYCCTBEHHbBIE
cMmecH. 3a001eBaeMOCTh OLIEHUBAJIH 110 JaHHBIM U3 HCTOPHUH pa3-
BUTHS peOCHKA.

Pezynemamut. TIponomKUTEIbHOCTE IPYIHOTO BCKAapMIIUBa-
HuA jereil 1-# rpynmsl cocraBuna 11,5 + 0,2 mec. HMckyccTBeH-
HbIE cMecH nonyyanu 26,4% nereii 2-i rpynmsl ¢ 3,3 mec, Kaiuy,
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OBOLIHOE, PYKTOBOE U MSICHOE ITIOPE BBOIMJIMCH B PALIMOH JeTel
B cpenHeMm B 4,4 + 0,1 mec (3,3-5,3 mec). K 1 roxny xu3nu getu
3-it rpymnel umenu Oosblyo anmuHy Tena (77,7 £ 0,2 cM) 1o cpas-
HEeHHUIO ¢ neTbMu 1-ii (76,3 £ 0,3 cm) u 2-ii rpynn (76,2 + 0,4 cm)
(P,5 < 0,05up,, <0,05). [Ipubaska mMacchl Tena 3a nepBoe U
BTOpOE MOJIyroue ObLIa BBILIEC Cpeau JeTei 3-i rpymmsl. B me-
JIOM 3a roJ] IpuOaBKa Macchl Tena cpenu nereit 1-3-it rpymm co-
craBmia 69427 + 108,8; 6915,1 + 136,6 u 7335,3 + 132,9 r co-
oTBeTCTBeHHO (p, , < 0,05; p,, <0,05). [Ipnbaska minHbl Tena 3a
12 mec cocraBmia 23,3 £ 0,3; 23,1 + 0,4 u 25,0 + 0,4 cM u ObI-
J1a CYLIECTBEHHO Oonblueii cpeau aereit 3-if rpymmsi (p, , < 0,015
Pys < 0,01). B Bo3pacre 6 mec 4,9% nereii 1-ii rpymniisl onepexa-
JM B HepBHO-TIcuxudeckoM pazsutun (HIIP) cBoux cBepcTHHKOB.
8,3% nereii 3-ii rpynns orcraaiu B HITP or cBOuX cBepCTHUKOB.
B Boszpacre 1 rona 16,3% nereit 1-it rpynnst u 3% nereit 2-i rpyn-
bl onepesxany, a 12,4% nereit u3 3-ii rpynnsl orctasanu B HIIP
OT CBEPCTHUKOB. 3a001€BaeMOCTb JieTell 1-Ii rpymmsl 0 cpaBHe-
HUIO C JeTbMH 2-i U 3-ii rpynn Obuia HIDKE M0 UH(MEKIMOHHBIM
6onesnsim B 1,4 pasza; anemun — B 2,1 pasa; 6osie3HsIM yxa —
B 1,5 pasa; opraHoB apixanust — B 1,3 pa3za; 6onesnsm KKT —
B 3,3 paza. O01mas 3a0071eBaeMOCTh JIeTEH, KOTOPBIC HAXOHIHCh
Ha MCKYCCTBEHHOM M CMEIIaHHOM BCKapMiuBaHuu, B 1,6 n 1,3
pa3a ObLia BhIIIE, YeM Y JIeTEH, MOTYyYaronHX J0 6 MEC UCKITIOIH-
TENBHO IPYIHOE MOJIOKO.

Bv1600b1. YcTaHOBIIEHHBIE 3aKOHOMEPHOCTH CBHIETEIIBLCTBY-
FOT, YTO ISl ONITUMAJILHOTO POCTa M Pa3BUTHS peOEHKa HE0OXO-
JMIMO MCKITIOYUTEIBHO TPYAHOE BCKapMIIMBaHHE HE MeHee 6 Mec,
obecrieqrBaroIee HeOOXOAMMBIC YCIIOBUS AJIsi TAPMOHUYHOTO 3710-
PpOBbs peOEHKa.

TOYEYHAA XOHOAPOOUCIIIA3UA
(CUHOPOM KOHPAOU-XIOHEPMAHA)

Anues P.P.,, Pagxa6oB X.M., NMorocsaH A.C.
HayuHbin pykoBogutenb: O.U. NymeHok

CapaTtoBCKui roCyAapCTBEHHbIN MEQULIMHCKUIN YHUBEPCUTET
umenun B.U. Pazymosckoro MuHsgpasa Poccun, Capatos,
Poccus

Knouesnie criosa: cuHOpom KoHpadu—XtoHepmaHa,
MO/THO2EHOMHOE CeK8eHUPOBaHUe, UXmuo3, aHoManuu
pa3sumus ckeriema

Axmyanvrocmo. Cunapom Konpann—Xronepmana — peakoe
reHeTHYeCcKoe 3a00IeBaHue U3 TPYNIBl BPOKAEHHBIX TOUEUHBIX
XOHJIPOUCILIA3UIA ¢ HApyLIEHUSIMU MeTa’H(H3apHOrO 0ObI3BECT-
BJICHHS C X-CIETUICHHBIM JOMUHAHTHBIM THIIOM HACIICIOBAHUSI.

Llenwy: onMcaHue KITMHUYECKUX 0COOCHHOCTEH PEIKOTO reHe-
THYECKOTO 3a00J1eBaHus y ieBoukH 11 jer.

Onucanue KInHUYeckoro ciay4vasi. bonsHas, 11 ner, ¢ Bpox-
JNEHHOU ayornenuei, IXTHO30M, KUPOCKOIHO30M, KaTapaKTou rpa-
BOro rasa. Poxunace ot 2-if 6epeMeHHOCTH, Ha (hpoHE recTo3a
(Bo3pact matepu 29 51eT), CPOUYHBIX POJOB, C HOPMAJIbHBIMU Mac-
CO-POCTOBBIMH TIOKa3aTelsiMu (Macca Temna mpu poxkaernn 3270 1,
quinHa 52 cm). CeMeiiHblil aHaAMHE3 HE OTATOIIEH, CTapInii Opat
W MJIaJmiasi cecTpa — 3A0POBbI, MaMa — MOYETHRIN JoHOop. [1pn
00BEKTUBHOM OCMOTpE 00paIiaroT Ha ceOsi BHUMaHHE BbIPaKEH-
HBIC MIPOSIBJICHUS AJIOTIEIINU, UXTHO3a U JAe(opMaliys M03BOHOY-
HOTO cToy0a (Ku(ockoaro3). MHOXKECTBEHHbBIE CTUTMbI IU33M-
Opuorenesa: royioBa rupornedanbHoi HOPMBI, OMUMITHICKHN
7100, IIMPOKast IEPEeHOCHIA, TTIa3HON M COCKOBBIN THITOTETIOPU3M,
MHUKPO(QTAIBM CIpaBa, CXOSIIUICS CTPaOU3M, MOCTAKCHAIbHAS

(ymbpHapHAsT) TOMUIAKTHIINS, Tpe3yOerr cror. J{mmaa Tena 124 cM,
macca Tena 27 kr, SDS pocra — 1,88, UMT — 18 kr/m?. I1pu m0-
MOJHUTEILHOM 00C/ICIOBAaHIN OBUTH BBISBICHBI THIIEPXOIECTEPH-
HEeMUsl, BpOXKIEHHbIE TIOPOKU PA3BUTUS MOUCK (BTOPUUHO-CMOP-
LIEHHAs1 IIpaBasi MOYKa, TUIOIUIa3Ks IPaBOi OYKH ), XpOHUYECKAs
GonesHp nouek, cranus C3a, CTpPYKTYpHbIE aHOMAJIMU Pa3BUTHS
cep/la (JONOIHUTENIbHAS XOp/a JICBOTO JKeIyI04uKa), yHKTUPHbIE
SMUGU3BI IPY PEHTTCHOBCKOM HCCIIE0OBAHUH TPYOUAThIX KOCTEH
koHeyHocTel. Kapuotun HopManbHbIH, keHCKuH, 46, XX. [Ipu
IIPOBEJCHUN CEKBEHUPOBAHMUS IIOJHOIO '€éHOMa BBISBIIEH I1aTO-
TeHHBII BapUaHT B TeHe £BP, NpuBOAAIIUNA K pPa3BUTHIO CUHIPO-
Mma Konpanu—XioHepmana (de novo).

Bovisoow. [lpencraBneHHBIN KIMHUYECKAN CIIydail peIKoTro
TeHETHYEeCKOTo 3a0oseBanusi — cunapoMa Konpaaun—XrwoHepMa-
Ha IEMOHCTPUPYET KIMHUYECKHE OCOOCHHOCTH, MPOSBIAIOIINE-
Cs1 HU3KOPOCIIOCTbIO, BPOXKAEHHOM anuddy3Ho anonenueit, ux-
THO30M, AedopMalueil ckenera, KaTapakToi, aHOMaIUeH moyex
U MHOYKECTBEHHBIMH CTUIMaMH TU33MOpHOreHesa.

FEHETUYECKU OETEPMUHUPOBAHHbIN
OYAIOBO-CErMEHTAPHbIN
MOMEPYIOCKIIEPO3

AmuHoBa J1.P., 3apunoBa A.A., CagbikoBa J1.B.
HayuHble pykoBoautenu: T.I. Makaposa,
H.B. Camonnosa, l0.C. MenbHukoBa

KasaHckuin rocygapCTBeHHbIN MEAULIMHCKUA YHUBEPCUTET
MwuHsgpasa Poccnu, KasaHb, Poccus

Knouesnbie criosa: Heghpomuyeckuli CUHOPOM,
2/10MepyrocKnepo3

AxmyanvHocmoe. [ eHETHUECKU IETEPMUHUPOBAHHBIN HEPPO-
TUYECKUH CHHAPOM B OOJIBIIMHCTBE CIIy4aeB CTEPOUPE3UCTCH-
TeH U He MOIAETCs IMMYHOCYIIPECCUBHOMN Teparui. MHOXKECTBO
T€HOB CBSI3aHO C Pa3BUTHEM (DOKATBbHO-CETMEHTAPHOTO TIIOMEpY-
JOCKIIepo3a. B onmmMcaHHOM KIMHUYECKOM IpUMepe 0OHapyKeHa
myTtanwms reaa TRPC6.

L]enw: onrcanue eaAMHCTBEHHOTO B PecnyOnuke Tarapcran
KIIMHUYCCKOIo Ciiy4das nmalnyMeHTa ¢ TCHETHYCCKU ACTCPMUHUPO-
BaHHBIM HE(PPOTHUECKUM CHHIPOMOM.

Onucanue KJIMHUYECKOro ciaydas. Manpuuk (6 Mec)
MOCTYIHII B OTJEJICHUE C )KajJo0aMH Ha MOSBICHHE €KEIHEB-
HOMW PBOTHI CO CIM3BI0 B BeUepHEe BPeMsl, BHE 3aBUCHMOCTH OT
KOPMJICHUSI, TACTO3HOCTH BeK M Jinna. C poxaeHus: HaOmona-
nach roxas mpubaska B Bece, ¢ 6 MEC OTMEUEHa MoTepst proo-
PETEHHBIX HABBIKOB. [Ipu 00CIEIOBAHNH BBISIBICHBI TIPOTECHHY-
pust He(HPOTHYECKOTO XapaKTepa, THIONPOTSHHEMHSI, THII0AIb-
OyMUHEMUSI, TUTIOTaMMario0yTMHEMHS, THIIEPXOJIeCTEPUHEMUS,
TUTIEPTPUTIHIEPUIEMUS, TOBBIIICHNE CONEPKAHUS JTHITONPO-
TEHJ0B HU3KOH miuoTHocTH, runodubdpunoreHemus. Knunu-
KO-J1a00paToOpHbIC U3MEHEHHS YKa3bIBaJIM Ha pa3BUTHE HEPPO-
TUYECKOTO CHHJIPOMA.

B cBs131 ¢ HACTIEACTBEHHON OTATOMEHHOCTBIO (THISPIUIIHIC-
MU 110 JIMHUM OTIIA) HAIIPABIICH Ha TeHETHYECKOE TECTUPOBAHHE C
LETBIO BBISIBICHUS CEMEHHON THIIEpX0JIECTEPUHEMHU. Y YUTHIBAS
JTAaHHBIC TEUCHUsI OEpeMEHHOCTH (MIPOTeuHypus 10 1 /i), npes-
MOJIOKMIJIA TEHETUYECKYI0 TIPUPOYy HEPPOTHYECKOTO CHHAPOMA.
ITpu MOITHOreHOMHOM CEKBEHUPOBAHUH BBISIBJICHBI PaHEE HE OITH-
CaHHBIE B JINTEPAType BAPUAHTHI B TETEPO3UTOTHOM COCTOSIHUH B
12 sx30ne rena TRPC6 u B 22 sx30He reHa FN/. [latorenusie my-
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tauuu reia TRPC6 MOTYT NPUBOAMUTH K IIIOMEPYJIOCKIIEPO3Y, I'e-
Ha FNI — K TIIoMepysionaTiu ¢ OTJI0KEHUSIMU GUOPOHEKTHHA.

[Ipu ananu3e Ha BBISIBIEHHUE CEMEHOU rumepxoiecTepu-
HEMHH MOTEHIMAJIbHbIC TEHETUYECKHE BapHALIMU HE OOHapyKe-
HBL. YCTaHOBIICHO, YTO MAIMEHT SBJSETCS HOCUTEIEM raluloTUIIa
€3/e4 rena APOE, uto cunraercs (akTOpOM Pa3BUTHUS MOJIUTCH-
HOM TUIIEPXOJIECTEPUHEMHH.

Ha ocHOBaHMY NOMYYEHHBIX JaHHBIX OBIIO CHOPMYITHPOBAHO
3aKJIIOYEHNE, YTO OOMBHOH SBISACTCS HOCUTENIEM TPEX MaToIorHyIe-
CKUX T€HOB, IPUBOSAIINX K 04arOBO-CETMEHTapHOMY IIOMEpYJI0-
CKJIEpO3y W rumnepxonecrepuHemun. Hauyara repanus npexHusomno-
HOM, SHaJIAIPHIIOM, CHUPOHOJIAKTOHOM, TUIIOTHA3UIOM, BUTAMU-
HoM D. Ha done ykazaHHOI Teparuu MOJIOKHUTEIbHON THHAMHUKH
He orMedyeHo. Hauara 3amecTurenbHas Tepanus pacTBOPOM allb-
OyMHHA 1 UMMYHODJIOOYJIMHA YEJIOBEUECKOTO.

Bw1600b1. HecMOTps Ha peIKOCTh 3a00JI€BaHMsL, TPEACTABIICH-
HBIM KIIMHUYECKUM Cilydail UMeeT Hay4YHO-NIPaKTHUECKOE 3HaUe-
HUE B KIIMHUYECKOH NMPAaKTUKE, T.K. pAaHHSA JUAarHOCTHKA U CBOE-
BPEMEHHO HAa4aToe JIeUeHUE MO3BOJIIOT COXPAHUTH JKN3Hb peOEHKa
U NIPEAYNpPEANTh Pa3BUTHE TEPMUHAIBHOW XPOHUYECKON Mouey-
HOM HEJ0CTaTOYHOCTH.

CNOXHOCTU OAUATHOCTUKU OEBIOTA
CUCTEMHOI'O OBEHUIIbBHOI'O 5
MONOMNATUYECKOIO APTPUTAY AETEU

Apcanuea A.LL.
Hay4Hbin pykoBoguTtens: FO.M. CnuBakoBckumn

CapaTtoBCKuiA rocy4apCTBEHHbIN MeQULMHCKUIA YHUBEPCUTET
mmeHn B.N. Pasymosckoro, Poccus

Knroyeesbie criosa: r08eHUrnbHbIU uduonamuyeckul
apmpum; cucmeMHbIl 8apuaHm HEeHUTbHO20
apmpuma,; duagHOCMUYeCcKUe Kpumepuu HeeHUTbHO20
uduonamu4yeckoao apmpuma

Axmyanvnocms. CUCTEMHBIN FOBEHUJIbHBIA UIIMONIATHYECKUI
aptput (CFOMA) — penkuii u TsHKENbBI BApUaHT 3a00JICBaHHS, Xa-
PaKTEpPU3YIOIIUICS PA3BUTHEM OIIACHBIX ISl JKU3HU BHECYCTABHBIX
MPOSIBIICHUH, PaHHEH MHBAINAN3ALUEH, CHIPKEHHEM KauecTBa K13~
HU JieTeid u ux cemell. CBoeBpeMeHHas IMarHoCTHKa U paHHee Ha-
3Ha4YEHHE CreU(UUECKON Tepanuu SBISIOTCS NIABHBIMU KPUTEPU-
SIMH KaueCTBa OKa3aHUs [IOMOILM TAIIMEHTaM C JIAHHOH MaToJIorueH.

L]ens: onpenennTs 00bEM U Ka4eCTBO OKa3aHUS MEIUIIMHCKON
oMot nanuentam ¢ cFOMA Ha sTamax nmepBUYHON TUATHOCTH-
KU B Ie010Te 3a00JICBaHusL.

Mamepuanvt u memoosi. IIpoBeIEH peTPOCIICKTUBHBII aHa-
T3 MEAUIMHCKON fokyMeHTauuu 35 nanuentoB ¢ cFOUA, HaOmro-
JIABIIMXCS B METUIIMHCKUX YupexaeHusx CapaToBckoii o0nacTy.
Omnpenersuiich yacTble CHMITOMBI 1e010Ta 00JIe3HH, IEpBHYHbIC
JIMArHO3bI, JUTNTEIBHOCTD HAOMIONEHHUS OOJIBHBIX OT MOMEHTA JIe-
0roTa 10 TOYHOI BepuduKay AUarHosa.

Peszynemamur. B ne6rote 3a001eBaHus BCTPEUAIUCh CIEAYI0-
1iye KIMHUYECKUe MPOosBIeHHUs: Iuxopaaka (n = 33) (pedpuiib-
Hast, n = 27; cydpebpuibHast, n = 6), CycCTaBHOW CHHAPOM (n =
26), coitib (n = 19), 601 B Topiie (n = 10), kamens (n =9). [Ipu
00BEKTHBHOM OCMOTpPE PErHCTPUPOBAJICS TOIUMOPQHBII Xapak-
Tep cbinu (msaTHUCTas, n = 11; manynésnas, n = 11; nuneitnas,
n = 1; yprukapHas, n = 1; reMopparudeckas, n = 1). Kinunu-
YeCKH OTMedaauch tuMdpoanenonarus (n = 11), remaromerasnus
(n =11) u cnnenomeranus (n = 5). CycTaBHOI CHHIPOM HMeI
CIIE/IYFOIIME TIPOSIBIICHUS: apTpairus (n = 26), orpaHUYCHHUE JIBU-

xkeHuit (n = 25), npunyxnocts (n = 21), HapyIIeHHe TOXOIKH
(n =17), Hanbosee yacTo nmopaxkanuck KojeHusie (n = 20), romue-
HocTomHble (1 = 17) u ayde3ansictHeie (n = 13) cycraBbl. SIBie-
HUS TTOJIMCEPO3UTA B BUJIE Nepukapaura (n = 7), muiespura (n =
3) ormeuanucs y 8 nmanuentos ¢ clOMA. JnutensHOCTb epuoaa
JI0 TOYHOW Bepu(UKalMU 1uarHos3a cocrasuia 2 Hen (n = 3), 10
3wmec (n =17), no 10 mec (n =7), 1-3 rona (n =5) u 5-10 ner
(n = 3). B kauecTBe NMEPBUYHOTO JUATHO3a YCTAHABIMBAINCH
ocTpoe pecnuparopHoe 3aboneBanue (n = 21), FOBEHUIbHBIN PEB-
MaToMHbINA apTpuT (n = 10), HHPEKIUK BEPXHUX U HIKHUX JbI-
xaTenpHbIX myteid (n = 10), npyrue 3a001eBaHUs COSAUHUTEIBHON
TKaHu (n = 35), cybcencuc Buccnepa—Pankonu (n = 2), uHGEKIUU
MOYEBBIBOJISAIICH crcTeMbl (n = 3), kutieuHbie nHGeKnuu (n = 3).

Bv1600b1. YacThIMU KITMHIYECKUMH TPOSIBICHUSME €010~
ta cfOMA BeICcTynuHIN ITUXOpajaKa, ChIIb U CyCTaBHON CHHAPOM.
Bonee ueM y MOJIOBHHBI MAIIMEHTOB YCTaHABIMBAIUCH OLUIMO0U-
HBIE TMarHO3bl, YTO YUIMHSIIO CPOK MOCTAHOBKKA OCHOBHOTO JTHA-
THO3a U HayaJlo MPOBe/IeHUs crielinpuueckoil Tepanuu. [Iuarnos
clOMA ycraHaBnuBaJCsl MPEUMYIIECTBEHHO B ITO3/IHUE CPOKH,
JMIIB 3 MalMeHTaM JHarHo3 ObUT MOCTaBJIeH B TEUCHHE 2 Hel, y
BCEX OCTAJbHBIX CIIy4asX JIUTEIbHOCTb HAOIIOAEHHS 0 MOCTa-
HOBKHM JIMarH03a cOCTaBMjIa 3 Mec.

k 3k 3k

MWACTEHUYECKUA CUHOPOM NIAMBEPTA-
UTOHA Y PEBEHKA

AptembeBa A.A.
HayuHble pykoBoauTtenu: E.}O. MakapoBa,
T.B. Mabpycckas

CaHkT-lNeTepbyprckunii rocyfapCTBEHHbIN NeanaTpudeckmn
MeauuUnHCKMIM yHnBepcuteT MuHagpasa Poccuu,
Cankr-letepbypr, Poccust

Knroyesbie cnosa: demu, MuacmeHuU4YecKul cuHOpom
Jlambepma—VmoHa, eocrianumersibHble 3abonesaHusi
KUWeYHUKa, s136eHHbIU Konum

Axmyanvrnocms. Muactenndeckuii cuapom Jlambepra—Iro-
Ha (MCJIN) ayToummyHHOE 3a00JIeBaHUE, ACCOLMUPOBAHHOE C
MPECUHANTUYECKUM HapyIIEHHEM HEPBHO-MBIILIEYHOM niepeayui,
BCJIE/ICTBUE BBIPAOOTKU aHTHUTEI K IIOTEHIHAI3aBUCHMBIM Kallb-
LUEBBIM KaHaaM. PacipocTpaHEHHOCTh CUHAPOMA B MUPE CPEIH
B3pocibix — 1/250 000—1/333 300. Onucan eAMHUYIHBIN CITydai
MCIJIN y B3pocioro narueHTa ¢ 6onesnpto KpoHa, y nereit ta-
KHX onrcaHui HeT. [IpencTaBneHnplil KITMHUYECKNH CITyqail HHTe-
pecen couetanneM MCJIN u si3Bennoro konuta (SIK) y pe6énka.

Lenw: onpenenuts ocodenHocty MCJIN y pe6énka ¢ SAK.

Onucanue KJIMHUYECKOro ciayuas. J[eBouka OT JIOHO-
OICHHOH OepeMeHHOCTH, NPOTeKaBIIeil Ha POHE MHKOIIIA3MO-
3a U [IUTOMEraJIOBUPYCHON nH(peknu. Macca Tena npu pox/e-
Huu 3200 1, anuaa Tena 51 cM. Y mMarepu runotupeos, HeMpo-
CEHCOpHas TYroyxocTtb, 0one3np Takascy. C 8 Mec y peb&nka
yacTble (48 pa3 B roJ) UH(MEKUHOHHbIE 3a00J€BaHUs C BBICO-
KOI JIMXOpaAKoil u BocnaauTeabHOH J1a00paTOPHON aKTUBHO-
cThi0. Mckimovanich UMMYHOIEDUITUTHBIC 3200JI€BaHHS, ayTO-
BocHmanuTe bHbIA cUHAPOM TRAPS («ceMeiinast muxopakay),
T'unep-IgD cunapom. C 3 ner amarnoctuposan SK, momyua-
na rmokokoprukoctepouasl (I'’KC), 3arem uMmMyHOCynpeccuB-
Hyto U aHTu-TNF-Tepanuto (pemukeiin, sHOpen, aganmiymao,
topauutunub), Tsoxénoe reuyenue K nporpeccuposaio. 3a-
TEM BCIIEJICTBHE OTCYTCTBHUS OTBETa HA KOMOMHUPOBAaHHYIO Te-
parnuio pa3BHiach TOPMOHAIbHAs 3aBUCIMOCTH, OBUIH BBISBIIE-
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HEI ocnokHeHus: Tepanuu ['KC: ocTpast, 3aTeM XpoHHYecKas
HaJII0YeYHUKOBAsI HEIOCTATOYHOCTH, BRIPAKCHHAS 3a/1epiKKa
pocTa, Mpu3HaK| YK30reHHOTo TunepkopTunnisma. B 10 get mo
CPOYHBIM JKU3HEHHBIM MTOKa3aHUsAM peOSHKY Obliia MpoBecHa
KOJISKTOMHS ¢ (POPMUPOBAHMEM TEPMHHAJIBHOMN HIICOCTOMBI 110
Bpyky. 3a nocnenyromuii rox npubaska B pocte 10 cm, nocTur-
HyTa KIMHHKO-TabopaTropHas pemuccus. B 13 net 5 mec (poct
146 cm, macca tena 42 kr — 1,9 curMbl) BIiepBbIC TOSBHIINCH
KaJ00Bl Ha C1a00CTh MBILIL HIDKHUX KOHEUHOCTEH, TPYAHOCTH
IpH X04b0€, MATKOCTh IOXOIKH, TPEMOP BEPXHUX KOHEUHOCTEH,
MepUOJUYECKU JBOCHHUE B IVI1a3ax. B HEBpOJIIOrHUECKOM CTaTy-
ce: CHMXEH MBIIICYHBIH TOHYC, OIAaThIBaHue B o3e PomGep-
ra, ISITOYHOKOJICHHASI ¥ ITAlIbIIEHOCOBast IPOOBI YIOBIETBOPH-
TEJbHBI, YCTAHOBOYHBIA TOPU30HTANBHBIN HUCTArM. [1y0oKHe
CYXOXKUIbHBIE Pe(IIEeKCHl cpeqHel JKUBOCTH C PYK, C HOT, KOJIEH-
Hble pedaeKchl He MOIyUYeHbI, aXUIJIOBbI — OJIMDKE K COTpsice-
Huto. [To 1aHHBIM 35eKTpoHeiipoMuorpaduu: Npu pUTMUYECKON
CTUMYJSUUH n. tibialis dexter (m. abductor hallucis) ormeua-
eTcsl IeKpeMeHT 10 26%; MpHu MpOBEISHUH MPOOBI C TETaHH-
3anueil nHKpeMeHT aMmIuTyasl Ha 300%, 4TO 1MO3BOIMIIO JU-
arHoctupoBath MCJIN. Ha ¢one nedenus 60abHOM mupuo-
CTUT'MHUHOM 6pOMI/l£[a YCTAaHOBJICHA IOJIOKUTEC/IbHASA JUHAMUKA.

Buisoowi. Jledror MCJIN, BeposiTHO, CBSI3aH CO CHHIKCHUEM
10361 'KC, nuarsos nocrasieH Ha OCHOBAHUM KIIMHUYECKOH Kap-
THHBI ¥ JAHHBIX JIEKTPOHEHpoMuorpadum.

& ok %k

CAXAPHbIA OWABET 1-I0 TUMA
W BPOHXWANBbHASA ACTMA Y OETEM:
B3AMMO3ABNCUMOCTb 1 BSAUMOBIUAHUE

AdoHuH E.C.
HayuHbin pykoBoguTtens: T.B. KoceHkoBa

HaunoHanbHbIN MEANLIMHCKUIA NCCReLoBaTENbCKUN LEHTP
nmenun B.A. Anmasosa MuHagpasa Poccun,
CankT-lNeTepbypr, Poccus

Knouesnie crioga: 6poHxuasnibHass acmma, caxapHbilt duabem
1-e0 muna, komopbudHOCMb, KOMIeHcayusi

Axmyanvrnocms. B mocnensee BpeMsl yBEITMUUBACTCS THUCIIO
OOJIBHBIX JIETEH C COYETAHUEM ATONMYECCKON OPOHXHMATIBHOM acT-
Mol (BA) u caxaproro nuabera 1-ro Tuna (C/I1), onocpenyeMbivMu
Th1- u Th2-uMMyHHBIMH OTBETaMH, YTO NIO/IPA3yMEBAET B3aUMO-
uckioueHune ux spdexros. OqHako padoT, MOCBAMEHHBIX aHAJIU-
3y 9THX OoJie3Hel Kak KOMOPOUAHBIX (DOPM TTATOJIOTUH C YIETOM
POJH PEryasTOpHBIX T-KIIETOK, a TaKkke (aKTOPOB OKpPYIKArOIIEH
CpeIIbl WM IPOCTO COBIAIAIONINX 110 BPEMEHH, HEAOCTATOTHO.

L]env: onpenenuTb 0COOCHHOCTH TEUECHUS U KOMIICHCALIUH
CH1 y nereii ¢ BA.

Mamepuanvl u memooul. IIpoBe€H PeTPOCIEKTUBHBIN aHa-
nu3 815 ucropuii 605e3Hu, U3 KOTOPBIX ObLTO0 0TOOpano 21. Ia-
nueHTsl ¢ couetannem CI1 u BA (cpemnmii Bo3pact 12,1 + 3,8
roza) ObLIM pacrpeeneHbl Ha 2 Tpynibl: 1-1o coctaBuiu 13 ne-
teit (13,5 £ 3,4 rona), nebrot BA y HUX mpeaecTBoBal Ae00TY
C/11; Bo 2-i1 rpynne 6b110 8 meteit (10,0 + 3,6 rona), y KOTOpbIX
ne6tor C/11 npeamectoai ne6toTy BA. ¥V Bcex O0NbHBIX IPOBO-
JIMJIach OlleHKa TedeHust 1 komnencanuu CJ[1 (o ypoBHIO IIHKH-
posantoro remoriioouna (HbA1C) cornacHo kputepusim ISPAD
(2014) u rukemuveckomy npoduto (I'TT), a Takxke koHTposst BA
(nmporpamma «bponxuanbHas actma. CTparerust JICUeHUs! U IIpo-
¢unakruka 2020»). CtarucTudeckyo 00paboTKy OCYIIECTBIISIIH
C IIOMOILIBIO ITporpaMMsl «Jamovi 2.3.24».

Pezynomamut. Y 6onpubix CI1 BA BcTpeuanacs B 4,17% ciy-
4aeB, 4To B 2,7 paza HIDKE CPEIHENOMYIAINOHHBIX JaHHBIX. Y Jie-
Teit 1-i rpynmsl Bo3pact aebrora BA cocraBui 6,0 = 2,35 rona, a
CA1 — 10,4 + 3,3 ropa npotus 6,4 + 2,9 u 4,3 + 3,1 rona Bo 2-i
IpyIIE COOTBETCTBEHHO. Y MALUEHTOB 2-i IPyIMIIbl OTSArOMEH-
HbIi anaMHe3 110 C/I1 BcTpeuascs B 5 pas waine, 4eM y OOJIbHBIX
1-# rpymmel, a mo BA — B 1,5 pasza wame. HbA1C <7,5% BbLsiB-
nen 'y 30,77% nereii 1-it rpynmsl ¢ nérkoit u 30,8% co cpennersi-
wénoit BA; HbA1C 7,59% — y 23% c nérkoit u 7,7% — ¢ Tsiké-
nori BA; HbA1C >9% —y 7,7% c nereit nérkoii BA. YV 60nbHBIX
2-1t rpynnsl HbA1C <7,5% BbisBien y 12,5% neteit ¢ nérkoit u
y 75% co cpennersokénoit BA; HbA1C 7,59% —y 12,5% c nér-
kot BA. JIBe TpeTu manueHToB 2-i TpyMITbl UMEN HEOTITUMAITb-
Heie ypoBHH ['TI. Crenienb KoHTpOJst BA y GonbHBIX 1-if rpymmb
Ob11a BeIe (77% xoHTponupyemasi, 8% yactuyHo U 15% HekoH-
tponupyemasi BA npotus 50%, 37,5% u 12,5% y nauueHnTtoB 2-i
IPYIIIBI COOTBETCTBEHHO).

Buisoow. Y 6ompabix C/I1 u BA crenens komnencarmu CJ11
aHAJIOTUYHA TaKOBOW y aereil ¢ u3onupoBanHbiM C/[1 u He 3aBU-
CHUT OT CTENeHH TshKecTH 1 KoHTpoist BA. Hanmmune y manneHTos ¢
CJI1 BA He oka3pIBajo CylecTBEeHHOTO BiusiHUs Ha Teuenne C/I1,
OJIHAKO HEONTHMAJIbHAS TIIMKEMHS Yallle BCTpeyanach y OOJIbHBIX C
nebrorom C/11, mpenmecrBoBasimm nedioty BA. Henb3s uckio-
uuth BausHue BA Ha Bo3pact nebrora C/I1. CreneHb KOHTpPOI
BA cxomHa y 00BHBIX 00€HX IPYIIT U HE KOPPEIUPYET CO CTere-
HbIo KoMrteHcaru CJ11.

% %k ok

TPYOHbIA OUATHO3 B NEOAUATPUMN.
CUHOPOM N IXKOPOXHU

BbaraytouHoBa A.P.
Hay4Hbin pykoBoguTtenb: C.A. BonruHa

KazaHckuii rocygapCTBeHHbIN MeAULMHCKUIA YHUBEPCUTET
MwuH3zgpasa Poccuu, KasaHnb, Poccus

Knouesbie criosa: demu, cuHopom Lu [xopdxu

Axmyanvrocms. Curapom du Jxopmxu (C) — ato xpo-
MOCOMHAsl aHOMaJIHs1, KOTOpast XapaKTepu3yeTcsi MHOTO4YHCIICHHbI-
MH CUMITOMaMH U BcTpedaeTcs ¢ yactotoit 1 : 4000 mo 1 : 6000
HOBOPOXKAEHHBIX. PacrpocTpaHEHHBIMU KIMHUYECKUMH MPOSIB-
JICHUSIMU SIBIISIIOTCS paciienuHa HEOa, XapakTepHbIe BPOXKIEHHBIE
MOPOKHU ceplilia, CreuUUecKUe YepThl JINIA, HE3HAUUTEIIbHbIC
IpoOseMsl ¢ 00yUeHHEM, 3aJIePIKKa PEUEBOIO PA3BUTHS.

L]ens. onpenenuts 0COOEHHOCTH KIIMHUYECKOTO ClIydast CUH-
npoma [u Jlxopmxu.

Onucanue KIMHUYeCKoro cay4as. [larmentka, 15 net, au-
arno3: [lepBuunsblii uMMmyHoaeduuut: Cunapom u JHxopmxu.
AHemust IETKOH CTENEHH CMeIIaHHO# 3THosorun. TpomOouuTo-
TMICHUS BTOpUYHAs. AHOMaJ]beIC MAaTOYHbIC KPOBOTCUCHUS IEPU-
ona mybeprara B anamHe3e. CeHCOHEBpaJIbHasl TYTOyXOCTh 2 cTe-
nenu. CKkpbITast paciiennHa MArKoro HEOa, pacxosieecs: Coapy-
JKECTBEHHOE Kocorasue. bonpHast oOpaTmiack Uil KOPpEeKIUU
JICUCHHSI C J)KaI00aMu Ha MaTOYHOE KpOBOTeueHHE. PeOEHOK OT
2-it 6epeMEeHHOCTH, NPOTeKaBIIei Ha GoHE IPO3UN LIEHKH MaT-
K1, aHeMuH | cTeneHy, IepBbIX CPOUHbIX pooB Ha 40-ii Hexene.
Macca tena npu poxxaenuu 3630 r, ynHa tena 51 cM. B moctHa-
TaJbHBIN MEPHOJI HAXOAMIIACH B OTACJICHUH MATOJIOTMH HOBOPOXK-
NEHHBIX C IWAarHO30M: mpeHaranbHoe nmopaxkenue [[HC. Mukpo-
nedanus. Bpoxknéuusiit mopok cepana. Jepexr MmexnpencepaHoit
neperoponiku. V3 anaMHe3a >KU3HH BBISBICHO, YTO JICBOYKA YACTO
Oosiena pecnupaTopHBIMU BUPYCHBIMU 3a0oseBanusMu. B 2014 r.



Poccwuiickuin negnatpudecknn xypHan. 2023; 26. MNMpunoxeHve 2

18 https://doi.org/10.46563/1560-9561-2023-26-S2

IV HAYYHO-NPAKTUYECKAA KOHOEPEHLINSA CTYAEHTOB M MONOAbIX YYEHbBIX (MOCKBA, 15-19 MAS 2023)

BIIEpBBIC B KIIMHHYECKOM aHAIN3e KPOBH OBUIO CHIYKEHHE YHCiIa
TpoMOOIMTOB 110 42 % 10°/11, 6€3 TeMOpPArHUECKHUX MPOSBICHHUIA.
B Tedenue cnemyromiero roga 0onbHas TPHXKIbI HAONIOIANACH B
OT/IEJIEHUU OHKOI'€MAaTOJIOTHH C JUarHo3oM: CUMIIToOMaTuuecKas
TpoMOonHTONIeHHYecKas mypiypa. OTMedaauch cTolKas JeUKo-
LUTOTICHUS, TUM(OTICHH ST, TPOMOOIIUTOIIEHHSI, CHIKEHIE COJIeP-
YKaHUsS CBIBOPOTOYHBIX UMMYHOIIIOOyTHHOB A. B 2015 1. B dene-
paTbHOM IIEHTPE C TIOMOIIBIO MYTETHILIEKCHOH JTUTa3HON IIeTTHOM
peakuuy ObUI BBISBICH U MOATBEPKAEH cunapoM du JHxopmku.
IMocne ycraHOBIEHMS AMAarHO3a NalUeHTKa 2 pa3a B roJ Habmona-
€TCs B OT/ICJICHHU FeMaTOJIOTUH 1 IMMYHOJIOTHH. 10 TaHHBIM Jia-
60paTOpPHBIX aHATHU30B BRIIBICHBI JiciKomToneHus 2,86 x 10%/1,
Tpomboruronenus 53 x 10%/1, camkenne yposus IgA 1o 0,19 r/m.
[TpoBen€nHoe e4eHne BKIIOYAIO dTaM3HJIAT, TPAHEKCAMOBYIO
KHCIIOTY, OKCUTOLIMH, UMMYHOIJIOOYJINH.

Buioowr. TpynHoctu quarnoctiku CJIJ1 y onucaHHO# HamMu
60IbHOI ObUTH 00YCIIOBJIEHB!I HEJOCTATOYHOCTHIO KITMHUYECKOH
KapTHHBI B Hayaje MaHudecTanuu 0one3Hu. B Takux CUTyarmsax
1esnecoo0pa3Ho UCIONB30BaHIE MYJIBTUILIEKCHON aMIUTH(pUKa-
LIUH 30H7a, KOTOPasi MO3BOJIUT OOHAPYKUTH XPOMOCOMHBIE MU-
KpOZeNnenuu.

AONATHOCTUKA CUHOPOMA XUJITbBEPA
Y PEBEHKA LLUKOJIbHOIO BO3PACTA

Basap6aeBa A.T.
HayuHbin pykoBoguTtens: H.B. BbluMnkaHnHa

Kblprei3ckas rocyiapcTBeHHast MEAMLMHCKAs akagemusi
nmenmn UK. AxyHbaeBa, buukek, KbipreiactaH

Kntoyesnbie crniosa: cuHOpom XKunbbepa, pebEHOK,
KnuHuUYeckul criyyad, OuagHoCmuKa

Axmyanenocme. Cunpom JXKuiibOepa — 3T0 HaC/IEICTBEHHOE
3a0oJieBaHUe, KOTOPOE BBI3BIBACTCS JEe(DEKTOM I'eHa, y4acTBYIO-
1iero B Beipabotke ounupyouna. Cunmpom XKuspbepa B 2—3 pasza
qarie HaOMIoAaeTCsl y MyXKUKH, YeM y KEHIHH, 1, KaK IPaBuiIo,
BIiepBhIe 1a€T 0 cebe 3HaTh B 3—13 1iet, yaie nocie myoepTaTHo-
0 BO3pAcTa, 4TO 00YCIOBICHO HHIMOUPYOIIUM BIMSTHUEM I10JI0-
BBIX TOPMOHOB Ha MPOLIECC KOHBIOTaIuu ouninpyonna. CHHIpOM
JKunsOepa oTHOCUTCS K 3a00JI€BaHHSIM C ayTOCOMHO-IOMHHAHT-
HBIM THIIOM HacJjeloBaHUs. [eHeTHUYeCKuil cyOocTpaT 0ose3HI
COCTOUT B HAJMYUH AOMOJHUTEIBHOTO AWHYKICOTHIA Ha MPO-
MotopHoM ydactke TATAA rena UGTIAI, pacrniooxKEHHOTO Ha
2-i1 XxpoMocoMe.

Lens: onpenenuts 0COOSHHOCTH KIMHUYECKOTO TCUCHUS CHH-
npoma XKuipbepa y peO&HKa IKOIBHOTO BO3pacTa.

Onucanmne KIuHNYecKoro ciay4dasi. Jlesouka I1., 2010 roma
poxaenus. OOpaTmiIack ¢ anodaMu Ha KEATYITHOCTb KOXKH U
CIIM3UCTHIX 000104€eK, cltabocTh. V3 anamHe3a 00JIe3HHU BBISBICHO,
yro pe6éHok 3abosen 08.06.2019, korna BepBbie 0OTMEYanach pBO-
Ta, JKEATyXa U Mo4ya TEMHOTO 1BeTa. [Ipu obcnenoBaHnu o0Mmunit
Oommpy6uH 424,5 MKMOJIB/11, psiMoit Ounmupyous 170,8 MKMOITB/11,
B CBSI3M C Y€M JIeBOUYKa Oblila HAlpaBlicHa Ha CTAllMOHAPHOE 00-
CJICIOBaHUE U JIeYeHHE B MHPEKIIOHHON OOIBHHLE C IUAarHO30M:
HeyTtounéunslii BUpycHbIii renatut 6e3 komsl (mo MKB-10 —
B 19.9). CocrosiHue npu NOCTYIUIEHUM TAKEIOE, BHIPAKEHHAS
JKEJITYIIHOCTD KOXKH U CKJIep, TEMHast Moua, ciadocThb. [leueHpb
yBenuueHa Ha 2,0-2,5 cm u3-moj kpast pébepHoii ayru. Jlabopa-
TOPHBIE UCCIICIOBAHUS: 00N OMITHPYOHH 167 MKMOJIB/IT, TIPSIMOI
OmupyOuH 92 MKMOJIB/JI, HENIPSIMON OMITUPYOUH 75 MKMOJIB/J,

AJIT 870 ME/n, ACT 649 ME/n, tumonogas npoda 21 EJI, oOmmit
6enok — 80 /71, ansoymun — 37 r/i1. Tlpu Y3U opranos Oprotii-
HOM TIOJIOCTH: TIEYeHb YBEINYeHa, TOIIMHA paBoi gonu 109 MM,
MapeHXuMa MEJIKO3EPHHUCTAs!, HEOJIHOPOAHAS, BEHbI U BHYTPHUIIE-
YEHOUYHBIE ITPOTOKHU PACUIMPEHBI, AUAMETP BOPOTHOW BEHbI 9 MM,
o0mmii MeY€HOYHBIA POTOK He pacmupeH. [lo3mHee mocie no-
MIOJTHUTENNHEHOTO 00CIeI0BaHMsI OOIBHOM OBLIT BEICTABIECH KIIMHH-
YeCKUi auarfo3: KpunroreHHbI rematut ¢ mepexoaoM B IUp-
po3 (FIII mo mkone METAVIR), kinacc A no Yaiingy—IIeto. Xpo-
HUYecKuil 5po3uBHbIi ractput. Habnionenue neauarpa no Mecry
JKUTEIbCTBA. K HAM Ha KOHCYJIbTAIMIO 00paruiack MaMa JeBoY-
ku 18.02.2022. YuuTeiBas JaHHbIE aHaMHEe3a 00JIE3HH, HAMU ObI-
JI0 PEKOMEH/I0BaHO MTPOBEIEHNE FeHETHIECKOr0 TeCTa Ha CHHIPOM
JKunbbepa y marepu u pe6&rka. COOTBETCTBYOIIHI aHATN3 ObLIT
npoBeEH B naboparopun «I'emorect» B . MockBe. YcTaHOBIICHA
rereposurorHas ¢popma cunapoma Kunbbepa y Matepu U romo-
3uroTHas popma — y peb&nka. Hamu Obl10 Ha3HAYEHO JIeUEeHUE:
nueta, pernobapoburan mo 5 Mr 3 pasa B JeHb CHauasia Ha 7 JHEH,
3aTeM J103a OblIa CHIKEHA 10 5 Mr 1 pa3 B A€Hb, TenTpal, Ipe/-
HI301I0H, oMe3. [Ipu npoBenennn MPT BhIsIBIEHBI pe3Kast J0Tb-
4yarocTh U AU Py3HbIC U3MEHEHUSI CTPYKTYphI NedeHUu. B 60ib-
HIeH CTETeHN U3MEHEHUsI BBIPDAKCHBI Ha YpoBHE S7—S8 cermen-
ToB. MP-kapTuHa cruieHomeranuu. B Hacrosiiee BpeMs AeBouKa
0CTagTCsl 10J] HAIlIUM HaOJIO/ICHUEM.

Bwi6oowi. [lpu Bcex cityyasix KpUITOTEHHOTO U ayTOMMMYH-
HOTO TeTaTuTa jKeIaTeIbHO MPOBEJCHUE TeHETHIECKOTO TeCTa Ha
BBIsIBIICHHE cuHapoMa JKumboepa.

MAJTOUHBA3UBHASI METOAUKA NEYEHUSA
KUCTO3HbIX AHOMAINWN NMOYEK Y OETEN

BakaeBa H.C.", BapaHoB [.A.", HoBuukuii B.B.3,
LectakoB A.A.", Kucnes X.T.2, FabapaeB K.A.2,
MaHcypoBa A.M.2

Hay4Hbin pykoBoguTtens: IN.B. KopswkuH

"BOPOHEXCKNIA TOCYAAPCTBEHHbIN MEOULIMHCKUIA YHUBEPCUTET
umenn H.H. BypaeHko MuHagpasa Poccun, BopoHex,
Poccus;

2BopoHexckasi obnactHas aeTckast knmHudeckas 6onbHuua
Ne 2, BopoHex, Poccus;

SBopoHEeXCKnii 06nacTHOM KIMHUYECKUIA OHKONOTMYECKUIA
aucnaHcep, BopoHex, Poccus

Kntoyesble criosa: KUCMbI MOYEK, MYHKUUST KUCM MOYEK,
2eMoOuUHaMuKa Mo4YeYHoU napeHXumsbl

Axmyanbnocms. YacTbIM BHIIOM KUCTO3HBIX 00pa30BaHUN
T0YeK y JIeTe sBisieTcs npocras kucra. HecMoTps Ha pa3Butue
MeTonoB Y3U, BcTpeyaroTcs cirydan KUCT C SIBHOW CUMIITOMATH-
KOﬁ, AWAarHoCTUKa 1 JICYCHUC KOTOPBIX HOJIKHBI 6I>ITI> BBIITIOJIHEC-
HBI B KpaTyaiiye CpoKH ¢ UCIOIb30BAHUEM HalMEHEE TpaBMa-
THUYECKUX CIOCO0O0B.

L]env: onpenenuTh MaJOUHBA3UBHBIA U aTpaBMaTUdeCKUN
CIOCO0 JICUSHHUS MPOCTHIX KUCT TTOYEK.

Mamepuanvt u memoovl. B KTMHUKE OBIJIO MTPOJIEYEHO ITyHK-
LIMOHHBIM METOJIOM I10J] MECTHOM aHecTe3ueit 10 nereil B Bozpacte
6-9 net: 6 MaBUUKOB U 4 NeBOUKU. HacToTa BCTPEUaeMOCTU KUCT
B MpaBo# U JIeBOH moukax cocraBuia 50%. B 7 ciaywasx pacno-
JIO)KEHHE KUCThI ObIJIO B BEPXHEM CErMEHTE MOYKH, B 3 — B cpell-
HeM. Pa3mepsr kucTsl BapsupoBanu oT 4 10 12 cm. ¥V 8 maruen-
TOB KHCTa BBISIBJICHA B X0JI€ 00CIIEI0BAHNS 10 TIOBOY JKajlo0 Kak
W30JMPOBAaHHO, TAK M B COUYETAHMUU APYT C JApyroM. Y 2 nanues-
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TOB KHCTBI OBUTM TMarHOCTUPOBAHEI B X0JI€ MTPO(eCCHOHAIEHOTO
0CMOTpa. 3aKIIoYeHNe Bpada yAbTPa3ByKOBOM JHATHOCTHKH ObI-
JI0 XapaKTepHBIM AJIsl JAHHOTO BUJA KUCT.

AHaIm3 Mo4YevyHON reMOJIMHAMUKY MTOKa3aJl, YTO y BCeX 0O0JTb-
HBIX ObIIO HEOOJIBIIOE CHUKEHUE KPOBOTOKA Ha repudepuu 1o-
YeK ¥ YMEHBILIEHUE TTepupepruIeckoro COCyAUCTOro COPOTHBIIE-
HUSI, COOTBETCTBYIOLIEE YPOBHIO JIyTOBBIX apTepuid. liis iedeHust
ITyHKIMOHHBIM METOOM I10J] MECTHOH aHeCTe3Heil Mbl yUUTHIBA-
JIM TICUXOJIOTHYECKUE 0COOCHHOCTH OoNbHOTO pebénka. Mcmonb-
30BaJIM CJIEIYIOIIHE JIeYeOHbIC TAKTUKH: -5 TpyIina — IMyHKIUS
104KHU (8 GOJIBHBIX); 2-51 FPYIa — IYHKIHUS IOYKH + HApyXKHOE
npeHupoBaHue (2 60IbHBIX).

IokazaHus K MyHKIUH MIPOCTON KHUCTHI TIOYKH y JeTeil: Ha-
JMYMe KHUCTHI pazMepaMu Ooree 3 cM, apTepuainbHasi THIePTEH-
3usi, 0oseBoil cuHapoM. [lyHKIMS MPOBOAMIIACH MO/ MECTHOM
aHecTe3uel, 0e3 BBEICHUS B MOJOCTb KHCThI CKIEPO3UPYIOIIUX
BeLIECTB (CIUpTa), B CBA3U C BUJIOM HCIIOJIB3yEeMOW aHECTEe3UH.
JIByX OOJIBHBIX ¢ KUCTOW IOYKHU, pa3Mepbl KOTOPOH MpeBbIIIAIN
8 cM, yHKTUPOBAJH C MOCIEAYIONIMM JpeHnpoBanreM 1o Ceib-
JIUHTEPY B TedeHue 3 qHei. 9 meTel yCcremHo nepeHecin myHK-
IIUIO [1OJ] MECTHOM aHecTe3ueH, y 1 peOEHKa BO3HUKIIO TICHXOMO-
TOPHOE BO30YXJICHUE, II0ATOMY NPOLEAYPY NPHUILIOCH IPUOCTa-
HOBUTb U JJaTh PeOEHKY MaCOUHbII HAPKO3.

Pezynomamei. Yepes 1 mec nocine MmyHKIMH ¢ ioMoinsio Y31
TIOYEK Y BCeX MAIMEeHTOB ObLITO OTMEYEHO YMEHBILIEHHE Pa3MepOB KH-
cTbI Oonee yeM Ha 70% ¥ OTCYTCTBHE K00, PEIbIBISEMBIX PaHEe.

Bb1600b1. JleueHne MpoCcThIX KUCT IOYEK MO KoHTposieM Y3
1101 MECTHOH aHecTe3UeH SIBISETCS ePCIEKTUBHBIM, MaJIONHBA-
3UBHBIM U INASIIIM METOAOM U MOXET OBITh HCIIOJIb30BAHO B
MIPAKTUKE JETCKOTO XUPypra.

O PABOTE NEOUWATPA B YCIOBUAX OETCKOIro
XUPYPIT'MYECKOIO CTALUIMOHAPA

BapaHoB [1.A., PomaHoBa M.B., Mopo3zos A.K.
HayuHbin pykoBoguTtens: I1.B. KopsiukuH

BopoHexckuin rocyfapCTBEHHbI MEAULIMHCKUIA YHUBEPCUTET
umenn H.H. BypgeHko Mun3gpasa Poccumn, BopoHex, Poccus

Knrouesnie crioga: neduamp, demckuli xupype,
Xupypaudeckoli cmayuoHap, eocmpebogaHHOCmMb neduampa

Axmyansrnocmp. 3HaUMMOCTb ¥ BOCTPEOOBaHHOCTb I1eIHaTpa B
JETCKOM XUPYPrUdecKkoM CTalluoHape o0cyxkaaercs qaBHo. Heobxo-
JMMOCTB BBIJICTICHHS CTaBKH MIeANaTpa B XHPYPrHIeCKOM KOpITyce
000CHOBaHa HEOCTIOPMMOIT TIOMOIIBIO MeJiaTpa B paboTe Xupypra.

L]env: mpoBeCcTH aHANN3 PaOOTHI EIUaTPa B YCIOBUAX JET-
CKOTO XUPYPrHYeCKOro CTalllOHapa, ONPEeIeIUTh YUCIO 00CIen0-
BaHHBIX JIETEH, XapaKkTep HO30JIOTHIi, C KOTOPBIMH IeIUaTpy MpH-
XOIUTCS PadOTaTh.

Mamepuanvt u menmooduvl. Mbl IPOAHATU3UPOBAIN O0IIIee YHC-
JI0 KOHCYNBTAN{ MeuaTpa B AETCKOM XUPYPTrHUECKOM CTaIHO-
Hape B 2021 1. Beero B cranmonape 349 xoexk, 10 otnenenwuii:
THOMHO-CENTHYECKOE, 0XKOTOBOE, HEHPOXUPYPrUIeCcKoe, ypoiIo-
THYECKOe, TPaBMATOJIOTUsl, peaduiuTanus, o0mas Xupyprus, op-
TOIIE/INS, YEIIIOCTHO-JINIIEBOE, PEaHUMAIlHOHHOE.

Pesynemamut. 3a ron 6p110 0cMoTpeHo 2683 marmenra: 1754
niepBuaHO 1 919 moBTopHO. [0 pasnTUYHBIM OTAENEHUSM U YHCTY
KOHCYJBTAIMH B HUX YCTaHOBJICHO CIIEAYIOLIee pacnpeaeiacHue:
peaHMMaIMOHHOE OT/eleHne — 83 manueHTa, yponorus — 215,
opronequs — 184, tpaBmaronorus — 302, peabunuranus — 114,
obmmas xupyprust — 619, neiipoxupyprus — 813, uenocTHO-1u-

1eBast Xupyprust — 78, THOHHO-CeNTHIecKoe — 62, 0KOTOBOE —
83. Pacnipenenenue o ¢popmam naronorun: OPBU — 1227 nereit,
anneprudeckue 6onesnn — 158, 3adoneBanust XKKT — 847, netu
Jio roga — 186, mpenonepannoHHblii ocMoTp — 153, apyroe —
112. Takke HY)KHO YUUTBIBATh YIACTUE TIEUATPA B KOHCUINYMaX
10 IOBOY TSDKENBIX 00JbHBIX (18 manueHTos).

Bui6oowi. Yacto B pabote Xupypra KOHCYJIbTAIHs MeIuaTpa
Hy)KHa CPOYHO, ¥ BPEMEHH Ha BBI30B KOHCYJBTaHTA U3 JPYroro
CTallMOHapa WM MOEe3AKH MaIleHTa Ha 0cMOTp HeT. OcoOeHHO
9TO aKTyaJIbHO, KOTJla HY>KHO IPUHUMATh PEIlIeHre 00 onepanuy,
HO TIPU 9TOM HMEIOTCSI COMYTCTBYIOIUE 3a0oneBanus. Pabora
neuaTpa UMEHHO B IITaTe XUPYPTUUECKOro CTAlMOHapa MpoCTo
HEoOX0IMMa, YTO JIUKTYETCSI COBPEMEHHBIMU OCOOCHHOCTSIMH HE
TOJNBKO XUPYpruu. M3 1aHHOTO aHann3a MOKHO CAENAaTh BHIBO,
4TO POJIb MEAUATPA B IETCKOM XHPYPIHYECKOM CTallMoHape, He-
COMHEHHO, 3HauuMa. [lenuaTtp Bo MHOrOM obieryaer paboTy AeT-
CKOTO XHPYypra 1 IIOMOTaeT B PEIICHUHN KESIHEBHBIX BOIPOCOB JIU-
arHOCTHKH, JICUCHHS ¥ PeaOMINTalun AeTel.

PACNPOCTPAHEHHOCTb U MPUYUHbI BEAMUHIA
CPEOU MONOOEXN

BapuHoBa B.A.
Hay4Hbin pykoBoguTtenb: U.B. O3epckas

MepBbin MockoBCKMIA rocyAapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmenn N.M. CeveHoBa MuH3gpasa Poccum
(CeueHoBcku YHusepcuteT), Mocksa, Poccusa

Krtouesbie crioga: anekKmpoHHbIe cueapemsl, KypeHue,
gelrnuHe

Axmyanvnocms. Kypennue Bo BCEM MHpe SIBISETCS CEPhE3-
HOW MEJMKO-COLIMAIIBHON 1 SKOHOMHUUECKOW MPOOIeMOid, eKero/I-
HO YHOCSIIIEH KH3HU MOYTH 6 MITH YesioBeK. OTHOCUTENBHO HEaB-
HO B OOILIECTBE MOSBUIACH COBEPILEHHO HOBAs IPYIIIA KypHIIbIIU-
KOB — Beiinepsl WK KypUIbLUIUKY 3IEKTPOHHBIX curapetr (3C).
W3-3a HOBH3HBI BeWNMHTa ITOKA HET HEOOXOMUMBIX TAHHBIX O €ro
JTONITOCPOYHOM BO3/IEHCTBHH Ha 3/10pOBbe. HacTo moapocTku BoC-
nprHIMaroT DC Kak 30pOBYIO AJIETEPHATHBY OOBIYHBIM CUTAPETaM.

Llenv: yCTaHOBUTBH PacIpPOCTPaHEHHOCTh U MPUUYUHBI BEH-
IIMHIA CPEeU MOJIOAEXKHU, OLEHUTh BIUSHUE KypEHUS IIEKTPOH-
HBIX CUI'apeT Ha 3J0POBbE.

Mamepuanvt u memoow:. JInst mpoBeneHns: padoOThl ObLT MC-
MOJI30BaH OMPOCHUK U3 26 BOMPOCOB, C TIOMOIIBI0 KOTOPOTO TPO-
BOJIMJICSI aHOHUMHBIM MHTEPHET-OMPOC. YYacThe B ONMPOCe MpH-
Hsi 228 yenosek B Bozpacte 13-30 net.

Pesynemamei. Cpeau pecrioHIeHTOB ObUT0 64% JKEHIUH U
36% MyxuuH. M3 HUX OObIUHBIE CUrapeThbl KypsT 25,9% uerno-
BEK, a BJIEKTPOHHBIE cUrapeTsl podosanu 69,7% ONpoIIeHHBIX.
IMepen ncronp3oBaHueM Beiia 0OBIYHEIE cUTapeThl Kyprian 49%
pecriornenToB. Camoii yactoit mpuunHoi nepexona Ha IC cra-
JIO OTCYTCTBUSA HEIPUATHOTO 3aliaxa Mpu JaHHOM BUAC KYpPCHUS
(46,2%). ITpu sToM yamie Bcero DC pecOHECHTHI BIEPBLIE 110-
npo6oBaiu B Bozpacre 16—18 et (32,9%), a 14,9% onpouen-
HBIX — B Bo3pacte 13—15 net.

[To maHHBIM aHKETHUPOBAHUS MPHYUHAMHU HCIIOTH30BAHUS
OC cranu: 33,3% pecrnoHAEHTOB OTMETHIIM, YTO UM ITO Hpa-
Butcs; 30,3% cuutatot, uto DC nomoraiot cHATh ctpecc; 23,7%
KypsT Bein no npussluke; 13,2% — MOTOMY, 4TO 3TO [IOMOTa-
eT cocpenorountsbes. Yare Becero OC npuoOpeTaoTcs B CleLu-
ann3upoBaHHBIX odduaiiH-marasnHax (39,5%). Jlanabie onpo-
ca 1oKasaiu, 4to 69,7% pecrnoHICeHTOB HE CYUTAIOT Beln 6e30-
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MACHOM aNbTePHATHBOM KypeHUIO OOBIYHEIX curapeT. OnHaKko Ha
BOIIPOC, BPEIHT JIM 30POBBIO HAXOXKICHUE PSIOM C YEIIOBEKOM,
KOTOPBIH KypuT DC, GOJIBIINHCTBO ONPOIIEHHBIX (53,9%) oTBe-
TUIN OTpHLATENbHO. Takxke ObUIO ONpPENEICHO BIUSHUE Bela
Ha 3[10poBbe ompoueHHsbIX. [Tocne ncnomnszosanus IC 59 veno-
BeK (25,9%) oTMeTHIIN yXy/IIEHHEe CaMOYyBCTBHSI, KOTOpOE Ya-
CTO TIPOSIBIISIETCS MMOKAUINBAHUEM, [IEPIICHUEM B TOpJIE H TO-
JIOBOKPYKCHUEM.

Bv1600b1. YCTaHOBIICHHBIE 3aKOHOMEPHOCTH CBUJICTENLCTBY-
I0T 0 TOM, 4TO KypeHue DC HeraTuBHO BIUSET Ha 3J0POBbE U
OuUeHb pacrpocTpaHeHo cpenu Moioaéxu. Ocoboe Gecrokoi-
CTBO BBI3bIBACT HAYaJIO0 UCIIOIb30BAHUS BEHUIIOB C MOAPOCTKOBO-
ro Bo3pacta. CiieyeT YCHIUTh KOHTPOJIb 32 3alPEeTOM MPOJaKH
SIIEKTPOHHBIX CUTapeT HECOBEPLICHHOIETHUM H TPOBOANUTH COLIH-
ABHO-TIPOCBETUTENIBHYIO Pa00OTy B 00pa30BaTeIbHBIX OpPraHu3a-
LYSIX, HAPaBICHHYIO Ha MOBBIIIEHUE OCBEIOMIEHHOCTH MOJIO-
JEKU O BPeZie KypeHHUsL.

CEMEWHASA rOMO3UIOTHAA
T’MNEPXONECTEPUHEMUA

Baxmyp3uesa T.T.
HayuHbin pykoBoguTtens: H.M. KotnykoBa

Poccuiicknin HaumMoHanbHbIM nccnegoBaTenbCKUn
MeauuuHckum yHueepcuteT um. H.W. MNMuporosa MuHsgpasa
Poccun, Mockea, Poccusa

Knroyesbie criosa: 20M03U20MHasi 2UrepxoiecmepuHeMus,
nunonpomeudbl HU3KOU rMiI0mMHOCMuU, 380/10KyMab,
KcaHmombi, 0emu

Axmyanornocms. Cemeiinas runepxosnectepuHemMus — 3a00-
JIeBaHUE ¢ HEOIArompUsATHBIM MPOTHO30M. PaHHuil cTapT Kom-
IUIEKCHOTO JICYEHHSI IO3BOJISIET CHU3UTh PUCK PA3BUTHS TSKEIBIX
OCJIO)KHEHUH.

Llenv: neMoHCTpaIMs MpUMEHEeHUs adepesa JTUIMOPOTEH OB
uuskoi mwotHocty (JITTHIT) B coueTannu ¢ KOHCEpBAaTUBHOM T'H-
MOJIMITUACMUYECKON Tepanueil y peOeHka 7 JIeT ¢ TOMO3UIOTHOM
CeMEMHON runepxojaecTepuHeMHe.

Onucanue KJIMHHYECKOTO ciryvast. JleBouka I., 7 ser, ot Gins-
KOPOJICTBEHHOI0 Opaka ¢ jkaio0aMi Ha MHOKECTBEHHBIE OJISIIKH
Ha KOKE TYJIOBHUINA W KOHEYHOCTEH, TIOBBIIICHHE YPOBHS XOJIeCTe-
pHHA B KpOoBU. Y 000MX poxuTeneil mpoOaH/a BRICOKHI YPOBEHb
obmero xonecrepuna (OXC) B kposu 10 11 mmonb/i1. B Bo3pacre
1,5 net (2016 1) Ha paBOM JIOKTE NOSIBUIIOCH O€30071€3HEHHOE 00-
pasoBaHue, yBeIMuuBatolieecs B pasmepax. Ilocie npoenenus a-
3epHOH JECTPYKLMU 0€3 MOCIEIYIOIEro IMCTOIOTMYECKOro Hecle-
JIOBaHUsI B TEUSHHE TO/Ia CTAJH TTOSIBIISLUIICH HOBBIE 00BEMHBIE 00pa-
3oBanus. B 2018 . BnepBrie BoLsiBIeHH! BhIcOKHE ypoBHE OXC (10
25,9 MMOJIB/IT), TUIIONPOTEHHOB HU3KOM 1ioTHOCTH (JITTHIT) — 1o
18,9 Mmob/11. MOJeKyISIpHO-T€HETHYECKOE UCCIIEIOBAHUE — I1aTO-
renHblii Bapuant C.1729T > C (p.W577R) B rene LDLR. B Bo3pac-
Te 7 JIeT JeBOYKa BIEPBbIE HAXOIMIACh B OTACICHUH KapIOJIOTHH.
BusyaiibHO y peOEHKa MHOYKECTBEHHBIE KCAHTOMATO3HBIE OJISIIIKY B
o0acTy TyNOBHILA U KOHEYHOCTEH. O(TAIBMONIOT: IMIIONTHAS TyTa
porosuiisl. Yposens OXC: 21,45 mmons/n, JITTHIT: 19,67 Mmmosib/m.
OxoKT': nunaraiws npaBoii KOpOHapHOi apTepuH (3,7 MM), yToJIIIe-
HUe KoMIUTekca nHTuMa—Meaua (KHMM) B npoekuu 3aaHeil CTeHKH
BOCxOzsIIero oraena aoptsl. [Ipu Y3U OpaxuonedaibHbIX apTe-
puit — yrommenne KM 6e3 3HauMMOro cTeHO3UpOBaHHMS B 00Ia-
ctu Oudypkarmu oo1eit CoHHOM apTepun. Benospromerpus — 6e3
nmemmuyecknx u3meHennii Ha DKI. JlmarnoctnpoBaHa roMo3uroT-

Has ceMeiiHas runepxonectepuHemus. Ha3znauena runonumnuie-
MHUECKasi Tepamnusl, BKIIOYaroIast IMeTy, CTaTUHbI (pO3yBacTaTHH
40 mr/cyr), 33eremMu6 (10 Mr/cyr), omera-3 >KUpHBIC KHUCIIOThI
(1000 mr/cyt). YuuTtbiBasi OTCYTCTBUE MOJOKUTEIBHON TUHAMH-
KU, MHULIUMPOBAHA Tepamus 3BOJI0KyMadoM 420 MI HOIKOKHO 1
pa3 B 2 Hea. B cBa3u ¢ coxpansronmmcst BbicokuM yposHem JITTHIT
(19,71 mmons/m) BriepBbie B Poccrn peGEHKY ObLila HHUIIMHMPOBAHA
JKCTpaKopriopanbHas remMokoppekius — adepes JITTHIT. [Tposere-
HO 5 ceancoB. OTMeueHa NONIOKUTENbHAsL IMHAMUKA B BUJIE CHUKE-
Hust ypoBHst OXC Ha 64%, JITTHIT na 57%, yMeHblIeHUs INIOTHOCTH
KcaHTOM. IlepeHOCHMOCTb IPOLEYP YAOBIECTBOPUTEIIBHASL.

Buwisoowi. Meton adepesa JIITHIT MmoxeT ¢ ycriexoM mpume-
HATBCS y A€TEH ¢ HapyIICHUAMH JUIUAHOTO OOMEHa, Pe3UCTEeHT-
HBIX K KOHCEPBATHUBHOM Tepanuu, ¢ Lebl0 YIy4IlIeHUs TPOrHO-
3a 3a0051eBaHN.

k %k ok

ATUMUYHBLIA I'EMOHVVITVIKO-YPEMVILIECKVIVI
CUHOPOM: TPYOHbIW NYTb K AUATHO3Y

BeameHoBa M.[.
HayuHbin pykoBogutens: F0.M. CnuBakoBckum

CapaTtoBCKuii rocyAapCTBEHHbIN MEOULMHCKAN YHUBEPCUTET
umeHn B.U. Pagymosckoro Munsgpasa Poccun, Capartos,
Poccus

Knrouesnie criosa: opghaHHbIe 3abonesaHusi, amurnuyHbIl
2eMOoIUMUKO-ypemudecKull CUHOPOM, 2eHHO-UHXeHepHasi
meparnusi

Axmyanbnocn. ATUTINYHBINA TEMOJIHTHKO-YPEMUYECKHI CHH-
napom (al'YC) — cuctemHoe opdanHOE 3a00JICBaHUE U3 TPYIIIIBI
TPOMOOTHYECKIX MUKPOAHTHONIATHH C IPOTPECCUPYIOIINM Teue-
HHEM U HeOJIarompHsTHBIM IIPOTHO30M, B OCHOBE KOTOPOTO Jie-
JKUT HEKOHTPOJIMpyeMasi aKTHBALIUS aJIbTePHATUBHOTO MTyTH KOM-
IJIEMEHTA, NPUBOAALIAs K FTeHepaIM30BaHHOMY TpoMO00Opa3zoBa-
HUIO B COCYIaX MHKPOLUPKYISITOPHOTO pycla.

L]env: pencTaBieHNe aHaIKM3a pa3BUTHs 3a00I€BaHU Ta-
muenTa ¢ al'YC ¢ MoMeHTa J1e0roTa U MOCIIeyIero, onee yem
S5-JIeTHEero0, KaTaMHECTHYECKOTO HAOIIOICHNS.

OnucaHue KJIMHUYECKOTO cIy4asi. Y J1eBOUKH B 11-meTHeM
BO3pacTe NPHU CTAIIMOHAPHOM O0CIIEJOBAHUU BBISBICHBI IIEPBHIC
CHMITTOMBI 3a00JIeBaHMs: MTepeMexKaroIiasics cyoheopubHast Jiu-
XOpajKa, HeyOeAuTeNbHbIe apTPaITHy, YMEpEHHbIE KapIHaITHH,
YTO OBIIO PACLEHEHO KaK MPOSIBICHUS BETeTaTHBHON AMCHYHK-
run. [ToBTopHast rociuTanu3aiys CIycTsi KOPOTKUM MPOMEKYTOK
Ha (oHE HapacCTaHMsl KIMHUYECKOH CUMITOMATUKU — YCHJICHHE
JIMXOPAJI0YHOTO CHHAPOMa, (HOPMHUPOBaHHE CTAOMIBHOTO CYCTaB-
HOTO CHHJIPOMA, TIOSIBJICHHE HETUITUYHOM dK3aHTEMBI, SKCCYIaTHB-
HOTO TEepUKap/INTa, HAPACTAHUE HECTICIIM(DUUCCKON IyMOpPaIbHOM
axtuBHOCTH. [TarenTka He oTBeYasna KPUTEPUSIM HU OXHOTO U3 CH-
CTEMHBIX 3200JIeBaHHH, HE ObLT MOTy4eH 3(P(eKT OT Teparuu Ma-
JIBIMU J103aMH TIIFOKOKOPTHKOCTEPOUIOB. C LIETbI0 YTOUHEHUS Ua-
rao3a rocriuranusuposana B PIIKB. CocrosiHue peb&Hka B 3T0T MO-
MEHT: C KPUTHUECKUM YXYIIIeHHeM Ha GoHe OTEYHOTO CHHAPOMA,
cTaOIbHON apTepraIbHON THIIEPTEH3UH, TTOSBICHHUS CYJOPOYKHOTO
CHHZIpOMa, Ha ()OHE Yero COCTOSTHHE C yXyIIICHUEM 0 KOMEL. [lo-
HOJHUTENBHBIA KIMHUYECKUH MOMCK Ha (oHe HecnenuprIecKoi
CHUMITTOMaTUKN B KPUTHYECKH TSHKEIOM COCTOSHUM OOJIBHOM I10-
3BOJIMJI, HECMOTPSI Ha HETUITMYHOCTh KJIMHUYECKOW KapTHHBI, IIpeJi-
oNOKUTH TedeHue al'yY C, 00yCII0BICHHOTO BEPOSTHBIM HaTHIHEM
aytoantuten k H-akropy. [IpoBenéHnas TaprerHas Tepamnws, B TOM
YHCIIe TIpenapaTaMy TPYIITbl TeHHO-HHKECHEPHBIX JIEKapCTBEHHBIX
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CPEZICTB, MO3BOJIHIIA CTAOMIM3UPOBATh COCTOSIHUE OONBHOM. [1s1TNH-
JIETHUH KaTaMHe3 ¢ MPOBEACHUEM MOIePKUBAIOIICH Tepanyu Mno-
3BOJISIET TOBOPUTH O KA4E€CTBE IIPOBEIEHHOTO JICUCHUSI M BBIIBUTATh
0J1aroNnpUsATHBINA MPOTHO3 ISt TOW OOJIBHOM.

Bb1600b1. BO3MOXXHOCTD MPaBHIBHON U CBOEBPEMEHHOM MO~
CTaHOBKHU JIarHo3a CBs3aHa ¢ HEOOXOIMMOCTHIO TIIYOOKHX 3HA-
HUI Bpava, KOTOPOMY IIIar 3a [I1aroM HY)KHO 00paIiarh BHUMaHUE
Ha BCE KIIMHUYIECKHE MTPOSIBICHHS 3a00JICBaHMSL, YIIABIHBasI CaMble
MeJIKHe AeTaIu. Bcé 9To MO3BOMMT MaKCMMAaIbHO PAHO MOCTABUTH
JIMArHO3, HAYaTh JICUCHUE U JOCTUTHYTh MOJIOKUTEIBHOTO S deKTa.

HECOBEPLLUEHHbIA OCTEOIEHES3 Il TUMA
Y HOBOPOXXOEHHOIO PEGEHKA

BeketoBa H.10."
Hay4Hbi pykoBoguTtens: H.E. Bepucokuna'?

'CTaBpONONbCKUIA rOCYAapPCTBEHHBIN MeAULIMHCKUNA
yHuBepcuteT Munsapasa Poccun, CtaBponornb, Poccus;
2CTaBpononbCK1i KpaeBoM KIMHUYECKUIA NepuHaTarnbHbIi
ueHTtp, CtaBpononk, Poccus

Knroyesbie criosa: Heco8eplweHHbIl 0OCMeo2eHes,
30n1udpoHoesasi Kucsioma, aHmupe3opbmueHasi mepariusi,
HOBOPOXOEHHbIL

Axmyanvrocms. HecoBepIlieHHbIH 0CTEOreHe3 — reHeTnye-
CKH T€TEpOreHHOE HACJIEICTBEHHOE 3a00JI€BaHUE, XapaKTEePU3YI0-
1ieecst BBICOKOH XPYIKOCTBIO KOCTEH, Ae(opMaLiueil ckenera, Hu3-
KHAM POCTOM, TOJTYOBIMH CKJIEpaMH U APYTUMH MPU3HAKaMH MOpa-
JKEHHUS COEINHUTEIbHON TKaHH.

Lenw: onpenenuTh 0COOEHHOCTH KIMHUYECKON KapTHHBI He-
coBepieHHoro ocreorenesa 1 Tumna y HoBopokaEHHOTO peOEHKa.

OnucaHue KIMHUYECKOro caydasi. JIOHOIEHHbIN TMIOTPO-
(uunbli Maabuuk oT 1-i 6epeMeHHOCTH, 1-X CPOUHBIX POLOB B
38 men 4 mast. [omoBHOE Mpeiekanwe mioa. 3ajepikka pocTa Iio-
na, mo3ausis popma. Orenka o mkane Anrap: 7/8. CocrosiHue pe-
OEHKa IPU POXKJICHUH KpaiiHe TsHKENOoe 3a CUET JIbIXaTesbHON HEJl0-
CTaTO4HOCTH, 1moKa. [Tpu ocMoTpe: Yepen HenpaBUWILHOH KoH(U-
rypauuH, 0 TUILy MEMOPAHO3HOTO ¢ BBICTYAIOIUMY JIOOHBIMU U
TeMeHHbIMU Oyrpamu. JIUIO TpeyroabHoe, HaOPOBHbBIE IyTH CIVIa-
JKEHBI, 1e()OPMUPOBAHHBIN PST pecHAUIL. [ MIIOTIIa3ms CKYJIOBBIX KO-
creit. KopoTkas cemmoBuaHas cnmHKa Hoca. MHUKPOPETPOTeHNSI.
ViHbIe pakOBUHBI HU3KOPACIIOIOKEHHBIE CO CPOIIEHHON MOYKOM.
[est xopoTkas. ['pynHas KieTka MKPOKast U yKOPOUEHHas!, YETKO-
o0pasuble pedpa. COCKOBBIA TUNEPTENOPU3M, HU3KOPACIIOIOKEHHOE
IIyHno4yHoe koubLo. [Ipeamneuss 1 rogeHu 1yrooopa3Ho UCKpHBIIE-
HbI. DKBHHOBapyCHOE IOJIOJKeHue cToIl. 110 TaHHBIM IUTOTeHEeTH-
4yeckoro uccienoBanus: 46XY (Myxckoit kapuotui). Ha peHTreHo-
rpaMMe IPU3HAKK MHOKECTBEHHBIX I1EPEJIOMOB: IIEPEIoMa cpetHei
Tpetu auadusa npaBoil OeapeHHON KOCTH ¢ IPU3HAKAMU KOHCOJH-
JIALMU CO CMELIEHHEM KOCTHBIX OTIIOMKOB Ha 1/3 knepenu u yrio-
BOIt medopmarmeis 10 17°; mepenoma cpenHeil Tpetn auadusa Je-
BOM O€IpEeHHON KOCTH CO CMEIIeHHEM KOCTHBIX OTJIOMKOB Ha 1/3
KIepeu 1 yrioBoi aedopmarmeit 10 14° ¢ mpuzHakaMu KOHCOJH-
JIALAM; TIEpesioMa CpeiHel TPETH MaJloOEPIIOBOM KOCTH IPaBoii ro-
JICHU C YIIIOBO# edopmanmeii 1o 37° u 6onbiiedepoBoid KOCTH
10 43°; mepenoma cpenHeit Tpety auadusza 0onbIeOepoBOil KOCTH
JIeBOH rojieHH ¢ yriioBoi aedopmanueil 59° ¢ npu3HaKaMu KOHCO-
mupanun. Ha 5-¢ cyTku su3HH O0JIBHO# ObLT TIepeBe/IEH B OT/IEIIC-
HYE peaHrMaIl¥ 1 MHTEHCUBHOM Tepany JETCKONH KPaeBOU KITH-
HUYECKOH OonbHUIIBI . CTAaBpOIIONIst AJIsl AabHEeHIero oocie0-
BaHus U nedenus. Ha 7-i neHsb xu3Hu peOEHOK ObUI epeBenéH B

OT/IeJIEHHE TTaTOJIOT U HOBOPOXKJIEHHBIX Y HEJIOHOLIEHHBIX JIeTEH.
ITpoBeneHbI MHOKECTBEHHBIE MMMOOIIH3AINH KOHEYHOCTEH ¢ 1ie-
JIBIO CO3/IaHMS HETTOJBIKHOCTH MOBPEKAEHHBIX KOocTel. B Bo3pacte
2 Mec 1ocJie MOJTHOM KOHCOMUAAIMH MEPEIOMOB ObLT BBIITUCAH J10-
moil. ITpu JIHK-auarnocTike METO0M CEKBEHHPOBAHUsS ObLila BbI-
siBIieHa MyTanus B 37-M sk30He reHa COLIA2 B TETepO3UTOTHOM
cocrostHud. B Bo3pacte 7 Mec peOEHOK OBLIT HANIPABIICH Ha JICUCHUE
B HMMUII nerckoii TpaBmaronoruu u opronennu nmenu [.U. Typ-
Hepa M3 P®. Bruia poBezieHa BHYTpUBEHHAst HH(Y3Hs pacTBOpa
«Ocreocratukey» B 1o3e 0,0125 MI/Kr OHOKPATHO ISl Yy 4LICHHs
MUHEPAIbHOI INIOTHOCTU KOCTHOH TKAaHMU.

Bb16000b1. JJaHHBIN KINHUYECKUH Cllyyail UMeeT IIPaKTUIeCKUI
MHTEPEC M3-32 PEIKOCTU ONMHCAHHOTO 3a00JIeBaHus, TPOBEACHHS
o0cneJ0BaHus ¥ CBOEBPEMEHHOTO Havaja JICUSHNUSI.

QPPEKTUBHOCTDb JIEMEHUA MATOJIOT A
AONCTAIIbHOIO NPUKYCA C UCTMNOJIb3OBAHUEM
AMMAPATA «TWIN-BLOCK»

Bunan H.M.
Hay4Hbin pykoBoguTtenb: I.3. ApunoBa

TallKeHTCKUIN rocyaapCTBEHHbI CTOMAaTONOrMYeCcKunia
MHCTUTYT, TawkeHT, Pecnybnvka Y3bekncraH

Knroyesbie crosa: ducmarnbHbIl MPuKyc, (hyHKYUOHarbHbIe
annapamsl, T8UH-6I10K, OKKITO3UST, 3¢hgheKmueHOCMb

Axmyanvrnocms. JJucTaabHBIN TPHKYC BO3HUKACT B PE3yJIbTa-
Te HapYIICHHS B3aHMOOTHOIICHUST BEpXHEH 1 HIDKHEH YeIocTeH,
BEPXHEH M HIKHEH 3yOHBIX IyT B CarWTTAJIbHOM HAIlpaBICHUU.
JlucTanbHblil NpUKyCc — camas pacupocTpaHEHHAs aHOMAaJIHs TIPU-
Kyca Cpelly HacelleHus 3eMHOro 1apa. B Y30ekucrane sta aHo-
Manus Berpeuaercs y 15% nacenenus. Ipy ieueHun 1ucTaibHO-
TO MPUKYCa CIIEAYeT YUYUTHIBATh THI MAJIbOKKIIO3UH, CTPOCHUE
JIMILA, COCTOSTHUE 3yOHBIX YT, TOTSHIHAT HHINBUIYaIBHOTO PO-
CTa ¥ MOTHBAIMIO NanuenTa. opMupoBaHue TUCTAIEHOTO IPH-
Kyca CKEeJIETHOTO IPOUCXOXKICHUS MPOUCXOIUT 3a CUET MPOTPY-
31U BEPXHEH U peTpy3Uu HIDKHEH 4eII0CTH, OJHAKO Yallle BCTpe-
YaeTcs PeTPy3usl HIDKHEH YeII0CTH.

Llenv. onpenenuts 3GHEKTUBHOCTD JICUSHUSI TATOJIOTUH JIUC-
TaJBHOTO MPHUKYCA ¢ UCIOIB30BaHHEM MOAN(UIINPOBAHHOTO aIl-
napara «Twin-Blocky.

Mamepuanst u memoowi. ObcnenoBano 60 neTei, y KOTOpBIX
BBISIBJICH JUCTAJIbHBINA IPUKYC CKEJIETHOTO npoucxoxaeHus. Oc-
HOBHYIO I'PYIIly COCTaBWIM NALUEHTHI (1 = 41), nomyyatomye op-
TOIOHTUYECKOE JICUCHHE, KOHTPOIIbHYI0 — OoJbHBIE (17 = 19), He
MONYYMBINUX JiedeHne. Bo3pact manmentoB coctasmsin 10-14 ner
(cpemuuii Bozpact 11 jeT), MpoIOKUTEIBHOCTD JiedueHust — 1,5—
2,0 rona (B cpeanem 1,71 £ 0,42 roga). Y GOJIBHBIX JI0 U TTOCIIE JIie-
YeHUs IPOBOIIN LieanoMeTpHIecKuil aHanu3, Ipu 3TOM B KOH-
TPOJILHOM IpymIe HedanoMeTpuieckoe UCCIeIOBaHUE OCYIIECT-
BTN C TiepepbIBoM 1,5 roga. B 0CHOBHOM rpyIiiie HCIIOIb30BaIN
MoauduipoBanHbii anmapar « Twin-Block». B otiuuune ot 00b14-
HOTO B PEKOMEH/IyeMOM almnapare HaKJIOHHBIE TTIOCKOCTH HalpaB-
JIEHBI Ha3aJ ¥ oA yroM 60°, 4To co34aéT MPensTCTBHE CKOJIbKe-
HUI0 Hazas. [Ipu oTieneHuu Apyr OT Apyra HIKHHUX M BEPXHUX Ha-
KJIOHHBIX aKPHJIOBBIX IIOCKOCTEH YEIIOCTh, CKOJIb3sl IO KPUBOM
TUTOCKOCTH ariapara, HepexoAnuT B COCTOSIHUE BHIHYKICHHON OK-
Kimto3ud. [TonoykeHre BBIHYKICHHOH OKKITIO3HU — (DUKCHPOBaHUE
YeJI0CTH Ha 3—4 MM €3a/1d OT MaKCHMAaJIbHOTO TIEPEIHEro MOJI0-
JKEHUS [IPU YCIOBUM OTKPLITUA pTa Ha 4-5 MM. B ciiyuae cepbés-
HBIX aHOMAJIMH JUCTAIBbHOTO IIPUKYCa BO BPEMsl JOIIOIHUTEILHON
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aKTHBAaIMU YIIIBI yCTpoicTBa ¢ 60° moBomstest 1o 90°. Dto n3me-
HEeHUe 00eCIeunBaeT pa3MelleHHe YeTIOCTH B [IepeJHEM HalpaB-
nenuu. [l onpeneneHns U3MEHEHUH, BHOCUMBIX aKTHBAaTOPOM
B cucTeMY, ObUT poBeAEH aHanu3 41 nedanoMeTpuiyeckux napa-
MeTpoB ¢ Homouibo mporpamMmbl «KMARIRTA-Cy» u ocyiiecTBiIéH
CTaTUCTUYECKHH aHaJIH3.

Pezynvmamur. Bo Bpemst ieueHns ¢ IpuMEHEHUEM MOAU(H-
nupoBaHHOTro anmnapara « Twin-Block» npu niedanomerprueckom
aHasm3e ObLJIO pacCMOTPEHO M3MeHeHue yria SNB, KoTopbli pu-
6mu3ucs k HopMe (80°). DTO BasKHbIN MOJIOKUTEILHBIN PE3Yiib-
TaT IpU JICYEHUH AUCTAIBHOIO IpuKkyca. Yron ANB, yka3biBato-
Ui Ha CaruTTalbHOE COOTHOLIEHUE BEPXHEH U HIKHEH uelto-
creit, u pazmep WITS yMeHBIIMINCH U AOIUTN IO HOPMAJILHOTO
ypoBHs. PaccTosiHEE overjet HOpMaTH30BaJIOCh 32 CUET PETPY3UH
BEPXHMX PE3LI0B U BbIJIBUKEHUS HUKHEH YeIIOCTH BIepé y na-
LINEHTOB OCHOBHOH Ipynmnel. B 3Toil rpynne GONbHBIX U3-3a U3-
MEHEHHH B MATKUX TKAHSIX BOCCTAHOBHUJICS SCTETUYECKUI U rap-
MOHMYHBIN BHELIHUH BUJ, Ipoduib ryd u nogbdopoaxa. B ciayuae
OTHOCHTEIEHOTO (PU3HOIOTUYECKOTO TIOKOS I'YOBI B OTKPBITOM TIO-
JoxkeHuu Onarogapsi MmoauduuupoBannomy «Twin-Block» mpu-
OIM3UINCH U 00ECTICUMITH AICTETHYECKUH ONTUMYM JINLA.

Bbi600wb1. Vicnionb3oBaHue MOAUGUIMPOBAHHOTO ammapara
«Twin-Block» B 1e4eHNM NAlMEHTOB C AMCTAIbHBIM IIPUKYCOM
BEPXHEH U HIDKHEH 4eTIOCTSIMH I03BOJISICT HCIIPABHUTh overjet, He
YBEJIMUMBAS BBICOTY JIMIA, HOPMAJIN30BATh CATUTTAIbHBIC COOT-
HOLIECHUSI MEK/1y BEpXHEH U HIKHEH YeloCTAMM, a TaKKe UcIpa-
BUTb CarMTTaJIbHYIO OKKIIIO3UIO U YIyUILIUTb IPOTPY3UI0 BEPXHUX
PE3L0B U BEepXHEH I'yObl.

BbICTPOPA3BUBAIOLLIAACA
FTOPMOHOPE3UCTEHTHOCTb Y BOJIbHOIo
C HE®POTUYECKUM CUHOPOMOM

BuptokoBa E.A.
HayuHbin pykosoauTtens: A.A. AMuHoBa

MepBbit MOCKOBCKMIA rOCYAapCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT umeHun V.M. CeueHoa MuH3gpasa Poccum
(CeyeHoBckuin YHuBepcutet), Mocksa, Poccus

Kntoyesbie criosa: HeghpomuyecKuli CUHOPOM,
20PMOHOPE3UCMEeHMHOCMb, 0emu, XPOHUYeCcKasl rnoYyeqyHas
HedocmamoyHoCcMb, Modoyuumsl

Axmyansrocms. YacToTa BCTpEY4aeMOCTH IIEPBUYHOTO HEd-
POTHYECKOTO CHHAPOMA COCTABISIET 2—7 NEPBUYHBIX CIy4aeB Ha
100 000 meTckoro HaceneHus,, TOPMOHOPE3UCTEHTHAs (popMa BbI-
sBrisiercst nout 'y 20% OonbHbIx. Camast yacTtasi npu4nHa Gop-
MUPOBAHUSI TOPMOHOPE3UCTEHTHOCTH — MYTAllUH B T€HAX, KO-
JTUPYIOMKX HHYOPMALIUIO 0 OeIKax, SBISIONINXCS CTPYKTYPHBI-
MU KOMITOHEHTaMH TTOJIOLIUTOB.

Lenw: onpenenuTb 0cOOEHHOCTH OBICTPOro POPMUPOBAHUS
TOPMOHOPE3UCTEHTHOCTHU MPH HEPPOTUYECKOM CHHJIPOME Y pe-
O6Enka 5 yer.

Onucanne KIMHUYECKOTO caydasi. Manbuuk, 5 ner, ro-
CIHTAIU3UPOBAH B OTIENICHUE PEAHUMAllUH ¥ MHTCHCHBHOMN Te-
parnuu (OPUT) ¢ xanobamu Ha OTEKH, OOIH B )KUBOTE, PBOTY,
CHIDKEHHOE MOYEHCITyCKaHHe. /13 00beKTUBHBIX HaHHBIX: OTEKH
10 THITY aHaCApPKH, THPOTOPAKC, TUAPOIIEPUKAP/], TPOTCHHY PHUS
(10 r/m), runonporennemus (43,9 r/i), runepxonecTepuHEMHUs
(7,01 mMounb/m). I3 anamMHe3a U3BECTHO, YTO HAKAHYHE OTMeYa-
JIUCh CHMITTOMBI OCTPOM KHIIEYHON MH(EKIMN U TepeoxIIaK ie-
uue. U3 nedenns B OPUT Obun Ha3HAYEHBI: HATPUS XJIOPHI, aJTh-

OyMHH 4eJoBeKa, OMENpa3ol; BEIIOIHEHA MTYHKIIUS TUIeBPaTbHON
MOJIOCTH U TiepuKapia. 3adomnen Brepsbie B HOsiOpe 2022 1., of-
HaKO IMacTO3HOCTh BEK MaTh oTmedana jietoM 2022 I, a B OKTS-
Ope 7Toro xe rofa ObUIM U3MEHEHHUS aHAJIN3a MOUYM: IPOTEUHYPHS
1 r/cyT (npu Bece pebEHKa 21 Kr, 4TO y>ke MOXKET FOBOPUTS O Jie-
610Te HepoTHUIEeCKOro CHHIpOMa). B aHaMHe3e JKH3HU OTMeda-
FOTCSI QJUIEPTHS Ha KOPOBBE MOJIOKO, OTATOIIEHHAST HACIIEICTBEH-
HOCTB (y OTIa — IOJUTMHO3, Y CECTPBl — aJUIeprus Ha IIEepCTh
JKUBOTHBIX ), yacTbie HH(pekunonHbie 3adonesanus (OPBU okono
1 pa3a B mMecsi, COVID-19 B stHBape 2022 1., BeTpsiHast OCIa B Mae
2022 r.). Ha oHe nonokuTenbHOM AMHAMUKY Yepe3 2 JTHs nepe-
BeJIEH B HE(PPOIOTHUECKOE OT/ACNICHNE. BhIIN Ha3HAUCHBI: aMITN-
OWUIMH + cylb0aKTam, npeaHn3oi10H 15-20 mMr/cyT ¢ mocnenyro-
MM yBEJTHYCHHUEM J103bI 10 50 Mr/cyT, hparMuH, anb0yMUH ye-
noBeka, pypocemus. COCTOSIHUE NAlMEHTa YXYIIUIOCh (0eI0K B
moue 32,8 r/n, D-numep 15901 ur/mun, ansO0ymun 14 r/mn, munoka-
uH 183,6 Hr/Mi1 u Ap.), ObUIN BBIABIEHB! HAPYILCHUS KOATY/ISLIU-
OHHOI'0 3B€HA [€éMOCTa3a, CIEACTBUEM YETo CTald TPOMOO3bI, SIB-
JSTFOIINECS TIPUYUHOM OCTPOTO TIOYETHOTO TTOBpeXIeHus. [ opmo-
HaJbHAs M aHTUKOATY/ISIHTHAS Tepartisl BBIPaXKEHHBIX Pe3yJIbTaToB
He Jany. Mcxons u3 3Toro Bctasa BOmpoc o GopMUPOBaHUU TOp-
MOHOPE3UCTEHTHOCTH, B CBSI3H C UEM CYLIECTBYET PUCK OBICTPOrO
Pa3BUTHUSI XPOHUYECKOH [TOYEUHOI HEJOCTATOUHOCTH.

Buvigoowl. ®akropamu pucka (GOpPMHPOBAHUHE TOPMOHOPE3HU-
CTEHTHOCTH BBICTYNAIOT CHUKEHHBIII HMMYHHUTET U ITOBBIIICH-
Has aJulepruieckasl peaKTHBHOCTH Oopranu3ma. EcTb ocHOBaHMS
JUTSL IPOBECHUSI MEANKO-TEHETUIECKOH KOHCYIBTALMHN JJIS1 BBISIB-
JIEHUsI TEHETUYECKOI NPEepacoNoKEHHOCTU K PA3BUTHUIO CTEPO-
UJIPE3UCTEHTHOr0 HE(YPOTUUECKOTO CUHIPOMA U COOTBETCTBYIO-
el KOpPeKIUH JICICHHS.

KNMUHWUYECKUA CNYYAU UICTUHHOIO
BPACTAHUA MNALIEHTbI

Bnoynax O.A.

lopoackas knnHudeckasn 6onbHMUa Ne 67 [enaprameHTa
3apaBooxpaHeHuns ropoga Mocksbl, MockBa, Poccus

Knroyesbie cnosa: ucmuHHOe epacmaHue rnnaueHmsl,
aKywepcKkue Kposome4deHusd, py4yHoe omaderieHue nnayeHmsl

Axmyanvrocmy. [Ipobiiema TnarHoCTUKA UCTUHHOTO BpacTa-
uus manenTs! (UBIT) u pazpaboTka MeTomoB JieueHus OOIBHBIX C
STOU MATONOTHEN MPEICTABISIOTCS YPEe3BbIUaifHO aKTyallbHBIMH,
T.K., C OJTHOH CTOPOHBI, IOA00HAS TATOJOTHUS CONPSDKEHA C BBICO-
KM PHCKOM ISl )KM3HU KEHIIMHBI U3-32 NPo(]y3HOro KpoBoTEeUEe-
HHS BO BPEMSl OT/ICNIEHHUS IUTALCHTHI, C APYTOH — PacipoCTpaHEH-
HOCTb €€ 3HaYNTEJIbHO YBEIMYMIACh C POCTOM KOJIMYECTBa Olle-
panuii KecapeBa CeUCHHUSI.

L]enb: MOBBICUTH OCBEIOMIIEHHOCThH Bpadell 0 HEOOXOAUMO-
cTu 00CIIeJOBaHMS JKEHIINH C OTATOLIEHHBIM aKyIIEPCKO-THHEKO-
JIOTMYCCKUM aHAaMHE30M B IIEPBUYHOM 3BC€HE U B JKCHCKHUX KOH-
CYJIBTALUSIX, YTO MPUBENET K CHUKEHUIO PHCKOB MATEPUHCKOTO U
JIETCKOTO TpaBMaTH3Ma U CMEPTHOCTH.

OnucaHue KJIMHUYECKOTO c1y4asi. B nepunaranbHbIil HEHTP
10.02.2023 . 8 03 4 25 MHH OCTYIIIIA POJKEHHUIIA C JHATHO30M:
IlepBoIif mepron 3-x paHHUX MPEKAEBPEMEHHBIX POIOB B CpOKe 28
Hel 5 qHel. OTAroIEHHBIN aKylepCKO-THHEKOJIOrMYEeCKHH aHa-
MHe3. Py0el Ha MaTke [1ocjIe olepaluy KecapeBa CeUeHHs U Me-
tporutactuku. Heobcnenosannas (060.1). XKanoOs! nmpu nocry-
IUIEHHUN: TSHYIIHE, CXBaTKOOOpa3Hble 6omu BHU3Y *kuBoTa ¢ 00 1
30 muH, 6e3 pOJIOBOI IEATEILHOCTH.
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W3 anamHe3a BbIsiBIICHO, 4TO B 2018 1. 00IbHO#M ObLTH TPO-
BeJ/IEHbl TMCTEPOCKOINHUS U PA3eIbHOE JUarHOCTUYECKOE BBICKA-
OMBaHKE 110 TIOBOJLY IOJIUIA SHAOMETPHSI.

W3 akymepckoro anaMHe3a yCTaHOBJICHO: OEpEeMEHHOCTEH —
5. B 2006 . — cBoeBpeMeHHbIe poasl. Macca Tena mpu pox/ie-
auu 3440 1, ymaa 53 oM; B 2012 1. — onepaTHBHBIE POJIBI, TA30-
Bo€ Ipeziexkanue. Macca tena rnpu poxxaenun 3140 1, minHa Tena
51 em. B 2020 1. Ha recraroHHOM cpoke 20 Hes Oblia Mpou3Be-
JIeHa BaKyyM-aclUpalys 10 TOBOLY CaMOIPOU3BOIBLHOTO abop-
ta. B mocneayrouye 6 Mmec — MeTpopparui, 1o nNoBojAy 4ero Obl-
JI0 TPYKIIBI IpoBeeHo abrasio. [Ipu MPT-o0cnenoBanuu BbIsB-
JICHO BpaCTaHUE IUTALCHTHI B pyOel], BBIIIOJIHEHA METPOILIACTHKA.
Yucno xuBsIx nereid — 2. Ha yuére B )KeHCKON KOHCYJIBTAIINH HE
coctout. CxBatku Hayanuck B 00 1 30 mun 10.02.2023, motyru B
03 41 40 mun. [lomHOE OTKPBITHE, CBETIIBIE OKOJIOTUIOHBIE BOABI
orouuti B 03 4 40 MuH. BaruHasibHble pOJibl B TOJIOBHOM IpE/IIie-
*aHuM 6e3 00e30osuBanus poJoB. KpoBoTeueHue B TPETbEM Iie-
puoze ponoB. Bpacranue mianenTsl. [Ipodunaktuka KpoBoTeue-
Hust — 10 enquHnL okcuTonuHa. [IponsBeieHO pydHOe ynaneHue
1ocJiesia, KOTOPBIN OTMpaBlIeH Ha TUCTOJOTMUYECKOe MCCiIe0Ba-
nue. Kposonoreps npu pogax 7008 mut. JlnuHa mynoBUHBI —
70 cMm (6e3 oOBuTHii). B 03 u 50 MUH poauiICcs MaJbYUK, Macca
Tena npu poxaeHuun 1086 r, anuna tena 41 oM, 6/7 GajioB o
mxkane Anrap. B 03 4 52 mus Ob110 npoBeieHO py4yHOE 00cieno-
BaHHUE TOJIOCTH MaTKH. YUHUTHIBas MJIOTHOE NPUKPEIICHUE TuIa-
LICHTHI, HaJIM4YKe pyOIla Ha MaTKe M KPOBOTEUSHHUE, PELIEHO Iepe-
HTH Ha JanapoTOMUIO 0€3 MOMBITKY PYYHOTO OTICICHUS [UIAIeH-
Thl. Mcxonnas xkposonotepst 700 Mi1, KpOBONOTEPsI IPH OLEPALIIH
1500 mi1, o6mast kpoonorepst 2200 mi. B 04 1 05 mun 6bL1a 11po-
BeZIeHa HI)KHECpEeIMHHAs JlarnapoToMusi. B obnacti HuxkHero mMa-
TOYHOTO CerMeHTa MaTro4Hast rpsika pasmepamu 10 x 15 cm. IIpo-
n3Be/IeHa MOOMITM3aLIUsI MOYEBOTO My3bIPSt OCTPBIM H TYIIBIM ITy-
TEM [0 BU3YyalIH3alUH 300POBOTO MHOMETPHS BHHU3 K 00JIacTH
BHYTPEHHETO MaTOYHOIO 3¢Ba. IIpoBeeHO ncceueHne MaTOuHON
IPBIKU OJTHOMOMEHTHO C yAajeHueM nociena. HanoxeHs! remo-
CTaTUYECKUe IIBBI Ha IUIALCHTAPHYIO IUIOIA/IKy. Busyanusupy-
eTcsl KPOBOTEUEHHUE 13 COCYIOB 3aJHEH CTEHKH MOYEBOTO Ty3bIPsl.
Hanoxensr 4 otnensHbix [TTA-mBa. Habnronaercst KpoBoTeueHHe
u3 mBa Ha Mmarke. [IpousBenieHa nepeBsizka BOCXOASALIMX MaTo4-
HBIX cOcynoB ¢ 2 ctopoH. OOmas kpoBonorepst coctasuna 7008
mit. KpoBonoreps 1o onepauuu — 3240 mut. MHTpaonepanuos-
Has kpoBonotepss — 3768 mut. Cell-saver — 1568 mut. B nocneo-
MIePaIiMOHHOM I1€PUOJIE POBOAMINCH HHCTPYMEHTAJIbHbIE HCCIIe-
JOBaHUsL, aHTHAHEMHUYECKask TeParus U Mpo(UIaKTHKa BEHO3HBIX
TpOMO0IMOOIMUECKUX OCIOKHEHHH (7 0aioB), KOHCYIBTALIHS
Bpaua-KJIMHUYECKOTO (hapMaKoyIora U TeparnesTa.

Buvieoowr. IBII — noTeHIUAIbHO YIpOXKAIOUIEe KUZHU
COCTOsIHUE, OyIeT HOCUTh YNpaBJIseMblil XapaKkTep IpHU ycJo-
BUU cBOeBpeMeHHOro nposenenus Y31 u MPT uccnenosa-
HUH, TPOTHO3UPOBAHMS U BBIOOpA ONTHUMAIBHOW XHpYyprUde-
CKOM TaKTHKH.

k %k 3k

JIMM®OMA XOMXKKUHA: TPYOHOCTH
ONATHOCTUKU

Bob6koBa IN.A.
HayuHbin pykoBoauTtens: A.B. EpemeeBa

MepBbIt MOCKOBCKWI roCyAapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT nmenn N.M. CeveHosa MuHsgpasa Poccum
(CeueHosckuit YHusepcuteT), Mocksa, Poccus

Knouesnle criosa: numghoma XodxkuHa, demu, OHKOo2Us

Axmyanvrocms. Jlumpoma XonknHa Kak tumdonporudepa-
THBHOE 3200JICBaHHE XapaKTEPU3YETCs MOJIUMOPPU3MOM U He-
cnetuduuHoCTHIO cUMITOMOB. [Tokasana TpynHOCTH Auddepen-
LUAJILHON JIMAarHOCTUKY JTUM(pOMBI XOJUKKHHA y peO&HKa ¢ /-
TEJIbHBIM TPHIIIONOJOOHBIM CHHIIPOMOM.

Llenb: TIOBBICUTH HACTOPOKEHHOCTH BpaueH meauarpude-
CKHUX OTJENEHNH B OTHOIIEHHWU OHKOJOTHYECKHX 3a0oJieBa-
HUM y JeTel ¢ IIUTeIbHOU JTUXOpPAaJKOH U acTeHOBETreTaTHB-
HBIM CUHAPOMOM.

Onucanne KIMHUYECKOro ciaydas. Mansunk M., 6 ner, ¢
’KaJl00aMH Ha MOBBIIIIEHUE TeMIepaTrypsl Tena 10 39,5°C B Teue-
Hue 15 nHel, cyxoit Karenb, 00JIb B )KHBOTE, BJIOCTh. [locTo-
STHHO TIpokuBaeT B Jlarecrane. 8 Mec Ha3ax Mpu OCMOTpE B JET-
CKOM cajly ObUIO OOHAPYKEHO YBEJIIMYEHHUE cele3éHKU. [emorio-
6un 95-109 r/n, COD 3248 mm/u. [Tpu KT opranos OpromHoi
nosocty (OBIT) BeIsiBiIeHa 3a0promnHHas TuMQaeHonarus, re-
MaTocCIIeHOMeraius. 3a rnociuenHue 2 Mec peOEHOK Mmoxynien Ha
7 xr. B TeueHne Mecsia — HOYHBIE TIPOJTMBHBIE TIOTHI, )KAJIOOBI Ha
00N B KOCTSIX, €/KEIHEBHbIE MOBBIIICHHS TEMIIEPATyPhI Tela 10
(heOpuibHBIX. OOBEKTUBHO MPH OCMOTPE: B IPABOW HAIKITFOYHY-
HOHM 00J1acTh KoHIIoMepaT JTUMQOy3J10B 2 X 4 cM, 6e3001e3HEH-
HbII Ipy nasenanyu. [leuens, cene3énka BEICTYNAIOT U3-110]] Kpast
pébepHoii nyru Ha 2 cM. I'emorobun 94 r/n, TpomOouuTsl 582 X
10°/n, CPB 198,5 mr/n, depputun 365,2 ur/mi, agbdal-Kucibrii
rmukonporeny 2,43 r/n. Tpu Y3U OBIT — yBenuuenne mumdpoys-
JIOB OPIOIITHOM MOJIOCTH, YMEPEHHasl remnaTtociuieHomeranus. [1pu
V3U nuMpaTtuuecKux y3i10B ObUI BHIABICH HAaKeT IMM(OY3II0B B
HaJKIIOUMYHOM o6nactu 41 x 20 MM, TMM(OY3IIbI ¢ YETKMMH, POB-
HBIMH KOHTypaMmu, néctpoit cTpykTypsl. IIpu KT opranos rpya-
HOH KJIETKH C KOHTPACTHPOBAHUEM OIIPEAEIIEH KOHITIOMEpAT yBe-
JIMYEHHBIX TUM(PAaTHIECKUX Y3JI0B BEPXHETO CPEOCTEHHS, a TaK-
K€ HaIKITIOYMYHON ¥ TIOAKIIIOUMYHON TPYIIT OOLIMMH pa3MepamMu
110 66 x 49 x 108 mm. 'enarocminenomeranus. B OpromiHoi moso-
CTHU U 3a0PIOLUIMHHOM IPOCTPAHCTBE OMPEEIISIOTCS MHOKECTBEH-
HbIE, YBEJIMUCHHBIC BHYTPUOPIONIHbIE 1 3a0proInHHbIe JIUMpaTu-
yeckHe y3ibl (apaaopranbHble, BOpoT cene3énkn). KT-kapTrHa
¢ GoublIIeH 0JIei BEPOSTHOCTH COOTBETCTBYET JIMM(orponude-
paruBHOMY 3a0oneBanuto. Pe6énok nepesenén B HMUILL onkoso-
run umenu H.H. bnoxuna: IMMyHOrncTroxuMn4eckoe Uccieno-
BaHME BBISIBUIIO MHOTOYHCIICHHBIE pa3po3HeHHble T- 1 B-kietkuy,
MHOTOYHUCIICHHbIE KPYITHbIE KJIETKH THIa XO/KKWHa U bepe3os-
ckoro—IlITepHOepra. B myHKTaTe KOCTHOrO MO3ra: OJacTHbIE KIIeT-
ku 0,4%, mamdonutsl 11%, TpaHyIOIHUTAPHBIA POCTOK PACIIHPEH.
MerakapHoOLHUTB — €ANHUYHBIC, BCTPEUAIOTCS CKOTIIICHHS TPOM-
6onuToB. YcTaHoBieH auarno3: Jlumdoma XomKkuHa, HayaTa He-
00XxoMMast XUMUOTEPaTIHS.

Bui6o0bi. Ha mpumepe TaHHOTO KIIMHUYECKOTO Cilydast MOJI-
TBEPIKIACTCS BAYXKHOCTh PaHHEW THarHOCTUKY JuMdorpondepa-
TUBHBIX 3a00JIEBaHUH, KOTOPAsi MOXKET OBITh 3aTPy/IHEHA B CBS3H
¢ moMMOop(HBIM TeUCHHEM 3a00JIeBaHKs 1 MHOT0OOpa3reM KIu-
HHUYCCKHUX CUMIITOMOB.
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AWATHOCTUYECKUE KPUTEPUN XPOHUHECKOIO
3AMNOPA Y OETEU

BoraueBa C.M., Awmpona J1.3.
HayuHbin pykoBoauTtens: A.B. Bypnyukas

Kyb6aHcknii rocyqapCTBEHHbIV MEOULIMHCKUI YHUBEPCUTET
MwuH3gpasa Poccuu, KpacHogap, Poccus

Krrouesbie criosa: xpoHuyeckuti 3arnop, demu, puMcKue
Kpumepuu

Axmyanvrocms. 1lon 3amopom Harie BCero moapa3yMeBaoT
penxoe, 3aTpyAHEHHOE, OOJIC3HEHHOE MIIH HEOJHOE ONOPOXKHE-
HHE KHIIICYHHKA KaJJOBBIMH MacCaMH pa3J]1/1q1-[0171 CTCIICHU I1JIOT-
HOCTH U JuameTpa. YacToTa 3amopa cpeau JETCKOro HaceleHUs
konebnercs ot 3 1o 32%.

Llenv: onpenenuTh 0COOCHHOCTH KIMHUYECKOTO TEUCHHUS XPO-
HUYECKHUX 3aII0POB y JIETEH.

Mamepuanvt u memooul. IIpoBeIeHO PETPOCTIEKTUBHOE KO-
TOPTHOE OJIHOMOMEHTHOE HCCIICI0BAHNE, IPOAHATN3UPOBAHBI aM-
OyIaTopHBIEC KapThI JeTei, HAXOMSAIIMXCS [10]] HAOMIOICHUEM B IT0-
sukauHMKax ¢ 2017 no 2022 r. IIpoananu3upoBaHbl BO3PACT, KIU-
HUYECKHE POSIBIICHNS], aHaIN3 aHAMHe3a KU3HU U OOJIe3HH JIeTel.

Pezynomampi. YcTaHOBIIEHO, YTO AUATHO3 «3aTI0p» OBUT BBI-
crasieH 325 aersim. Cornacno Pumckum kpurepusm [V nepecmorpa
pacripenenenue ete obuio crnenyromum: 104 (32%) pedénka —
1o 4 ner, 221 (68%) pe6énok — crapuie 4 jnet. B rpynme nereit 1o
4 ety 65 (62,5%) ormMeuanach redekanus He 6oiee 2 pa3 B Hejle-
o, y 39 (37,5%) — 1 pa3. Bone3HeHHOCTh aKTa JAe(eKaniy oT™Me-
gamu 65 (62,5%) u3 104 nereld, IIOTHAs KOHCHCTEHLMS Kana Oblia
XapakTepHa JUIs BceX 00IbHBIX. [1py 3TOM cTya 60mbIIoro auame-
Tpa npucyrcrBoBan y 91 (87,5%) pedbénka no 4 net. B rpynmne aereit
crapiue 4 ser cryn 1 pa3 Obut xapakrepen s 79 (35,7%) nereid,
y 142 (64,2%) ucciaenyeMbIx B Hele0 Ipeo0iagai cTy 10 2 pas.
VY 91 (41,2%) pedénka 110 4 siet OblIa GONIE3HEHHOCTD TIPH aKTe JIe-
(exaruu MO0 TUIOTHBIN KaJl B aHaMHe3e. bobIioi quameTp Kao-
BBIX Macc otmeuaics y 104 (47,05%) mereii. Dnu30ap! Heaep KaHUs
obutH B 51 (23,07%) ciyyae u3 221. Ipu ananuze o bpucronbsckoit
mikasie popM Kana 1 THI KaJoBbIX Macc ycraHosieH y 104 (32%)
nereit, 2 Tun —y 156 (48%), 3 Tun —y 52 (16%), cmenaHHbIi —
y 13 (4%). PanHee Bbica)xuBaHUE Ha TOPILOK MM 3ajepiKKa 00y-
YeHHs] THTHEHNYECKUM HaBBIKaM YacTO MPUBOIAT K (GopMupoBa-
HUIO 3a1opoB. B nepros Gpu3Hoaornieckoi 3penocTy mpuydeHust
K TyaJIeTHBIM HaBbIKaM BouuH 221 (68%) peOEHOK, ocTaBLInecs
79 (24%) caumkoM MO31HO pHoOpeny HaBbIKH, Y 26 (8%) nereid
OTMEUEHO CJIMIIKOM paHHee BhICAKMBAHUE. B 3THOIOTHH 3a110pOB
0oIbIIOE 3HAYECHHE OTBOIUTCS aJIMMEHTapHBIM (hakTopam 1 (pH3u-
4ecKoi akTHBHOCTH. Pexxum nuranus coomonamu 182 (56%) pe-
OEHKa, peXKUM JBUTATENIbHON akTUBHOCTH — 273 (84%). ITo nan-
HBIM HHCTPYMEHTAJIbHOM JUarHoCTHKY uIb Yy 13 (4%) nereii ObI-
JIa BBISBIICHA OpraHUYecKas IPUYUHA 3anopa, y 312 (96%) nereit
3a1op HOCHJI (DYHKIIHOHAIIBHBIN XapakTep.

Bri6oovl. B monasinsiomemM OONBIINHCTBE CIyYaeB 3aropbl
y JeTeit HOCIT (QYHKIIMOHAIBHBINA XapakTep. BoJbIIMHCTBO Je-
Tel ¢ XPOHUYECKUM 3aTIOPOM — 3T0 JeTH crapiie 4 net. [Ipuun-
HOH 3a10pOB Y J€TeH SIBISIOTCS pa3indHbIe (JaKTOPbI: MPHOOpe-
TEHHE TyaJeTHBIX HABBIKOB, aTAIMEHTAPHbIC (PaKTOPHI U JIBUTa-
TeJIbHAasl aKTUBHOCTb.

U3MEHEHUSA COOEPXXAHUA ®EKANBHOIO
KANbMPOTEKTUHA Y OETEN NEPBOIO roAA
>KU3HU C NULLEBOW ANNEPIrMEN B
3ABUCUMOCTMU OT TSXKECTU
FACTPOMHTECTUHATBbHBLIX MPOABNEHUN

Bownuosa [.A.
HayuHbin pykoBoguTtens: H.I. NMpuxopyeHko

TuxooKkeaHCKU rocyaapCTBEHHbIN MeOULMHCKUN
yHuBepcuteT MuHsapasa Poccun, BnagmneocTok, Poccus

Knroyesbie criosa: KanbrnpomeKkmuH, msixecms
2acmpouHmecmuHasibHbIX MposieneHul, nuujesas annepaus,
demu

Axmyanvrocms. Iumesas ameprust (ITA) y nereit 1-ro rona
JKM3HU SIBIIETCS aKTyalbHOU MPOOJIEMOM Meauarpuy, Ipyu 3ToM
€€ 4aCTBIMU ITPOSIBIICHUSIMH CUUTAIOTCS TPOSIBIICHHS CO CTOPOHBI
JKEITYIOYHO-KHIIEIHOTO TpakTa. ['acCTpONHTECTHHAIBHBIE CUM-
HTOMBI OTJIIMYAIOTCS HECTIEU(DUIHOCTBIO, Pa3INYHON HHTCHCUB-
HOCTBIO U HEPEAKO CYOBEKTUBHBIM XapaKTEPOM, UTO 3aTPyAHSET
OOBEKTUBHYIO OLICHKY COCTOSHUS peOEHKA B TMHAMUKE UL KOP-
PEKLUK Tepanuu. YCTaHOBJICHA 3HAYUMOCTh (PEKaTbHOTO Kallb-
nporektua (OK) kak GromMapképa KUIIEYHOTO BOCTIAICHUS, TIPH
9TOM MMEIOTCS IPOTHBOPEUMBEIE JaHHBIE O 3HAYUMOCTH TAHHOTO
Mapkepa y AeTed panHero Bospacta npu [1A.

L]env: onpenenuth n3MeHeHus koHuentpauuit ®K y nereit
1-ro rona »xu3Hu ¢ ITA B 3aBUCUMOCTHU OT TSXKE€CTU IACTPOUHTE-
ctuHaNbHBIX nposienuii (TI'TI).

Mamepuanst u memoowi. [IpoBeIeHO KITMHUKO-JIa00paTopHOe
obcnenoanue 30 aereii ¢ [TA B Bozpacre 1-12 mec (1-s1 rpymma).
I'pynny koHTposs (2-51 rpynma) coctaBuiii 20 yCIOBHO 3I0POBBIX
JieTel, COoCTaBUMBIX 10 TIOJTy U BO3pacTy. Bcem aeram ObL1 mpo-
BenéH ananu3 TI'TI ¢ momorbio pa3paboTaHHOI IIKaIbl KIMHU-
KO-aHAMHECTHYECKUX CUMNTOMOB. Kakaplil okasaTenb OLEHU-
BaJIM B 0ajiax B 3aBHCUMOCTH OT BBIPQKEHHOCTH MPOSIBICHHH.
VY Bcex zeTeit onpenernsui coaepikaHne KaJablIPOTEKTHHA B Kajie
MeTo/IoM TBepao(ha3zHoro umMmyHodepmenTHoro ananu3a (ELISA).
INonyuennsle JanHble ObLIM 00paOOTaHbI C UCIIONB30BAHUEM Me-
TOJI0B HeNapaMeTPUUECKOH CTaTUCTUKY.

Peszynemamul. YcraHoBIIEHO, uTO y AeTed 1-if rpynmst TITI
cocrasuia 14 6amtos (Me = 14; Q, = 8; Q, = 18), a y nereii 2-it
rpymnsl TI'TI cocrauna 4 6amna (Me =4; Q, =3; Q,=4,5),p <
0,05. Ypoenb @K Obu1 3HauMMO BbIlIe y aereit ¢ [TA u cocra-
Bu 315 Mxr/r (Me = 315; Q, = 149; Q, = 354) u 61 mxr/r (Me =
61; Q, =52, Q,=80) y nerei 1-i u 2- rpyni COOTBETCTBEHHO;
p < 0,05. B 3aBUCMMOCTH OT BBIPaKEHHOCTH KJIMHUYECKUX IIPO-
siBieHui Bce OonpHbIe [TA ObUIH pacnpernenieHbl Ha 2 MOArpyI-
mbl: | A TOATPYMITY COCTABHIIM MAMEHTHI ¢ JETKUMHU KITMHAYECKHU-
mu nposieinenusimu, TT'TI y Hux cocrasinsiia 1-8 6amios (n = 10;
Me =6; Q, = 6; Q, = 8). 1b noarpymy cocraBuiiM 1€TH CO CPEJL-
HETSDKENBIMU IIPOSBICHUSMH U OLEHKOM 1o mkane 9—20 6amioB
(n=20; Me=16;Q, =14, Q, = 18); p <0,05. ¥posenr @K B noz-
rpynne 1A coctapun 118 mxr/r (Me = 118; Q, = 109; Q, = 178),
B noarpynmne 16 — 333 mxr/r (Me = 333; Q, = 280; Q, = 358);
p <0,05. lnst o1leHKH BBIPAKEHHOCTH CBS3H MEXKIY 3THMH II0-
KazaTelsiMu ObLT paccuuTaH k0d3((GULHUEHT PaHTOBOH KOppes-
1y CriMpMeHa U BbISBICHBI YMEPEHHBIE KOPPEISUU CpeJHen
uaTercuBHOCTH (1 = 0,617 1 = 0,675 coorBeTcTBeHHO; p < (,05).

Buwisoow. [lunamuka conepxkanns OK y nereit ¢ racrpounnTe-
CTUHAJBHBIMU MPOSIBIICHUSIME [TA siBIsleTCsl OObEKTUBHBIM U 3Ha-
YHMBIM MapKepOM COCTOSIHUS KMIIEUHHUKA Y OOJBHBIX AETEH, ero
ypoBeHb npsiMo 3aBucHT ot TI'TI TTA. Jlyis e€ oneHkn MOXHO HC-
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110JIb30BaThb pa3pa60TaHHy}0 HaMM IIKaJTy OICHKH KIIMHHUKO-aHa-
MHECTUYCCKUX CHUMIITOMOB.

EOWHCTBEHHbIW XXENYOOYEK CEPOLA
Y HOBOPOXOEHHOIO PEBEHKA
C MHOXECTBEHHbIMU MOPOKAMU PA3BUTUA

BonpgbipeBa A.M., MonoBuHa A.C., Unbn4yéa B.A.
Hayu4Hble pykoBogutenu: T.1O. EprowwioBa,
A.1. AMnHoBa

MepBbIt MockoBCKkuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcutet nmenn U.M. CeueHoBa MuH3agpasa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccus

Knouesnie crioga: eQUHCMBEHHbIU xeryOoyek,
mpukycnudarnbHasi ampesusi, CmeHo3 1é204HOU apmepuu,
8p0XXOEHHIL MOpPoK cepdua

Axmyanvrocms. Atpesus TpéxctBopuaroro kianaHa (ATK) —
OTCYTCTBHE COOOLIECHUS MEXY IIPABBIM IIPEACEPIUEM U HKEITYI0U-
KOM, COITPOBOXK/IAIOIIEEeCs THIIOTLIa3HUel TPaBOro JKeyno4Ka, Jie-
(eKTOM MeXIpecepAHOIM NepEeropoaKy U IPYTUMH aHOMAITHSIMH.
Berpeuaercs B 1,1-3,1% citydaeB BpoxIEHHBIX TIOPOKOB cepia
(BIIC), nporuo3 ecTecTBEHHOro TeueHus HebnaronpustHbii. Tpe-
OyeT paHHE! TMAarHOCTUKH, TPAMOTHON IOJTOTOBKY K OIIEpaTUB-
HOMY JICYEHUIO U STAITHOM XUPYPrUueCcKOi KOPPEKILHH.

Llenv: mpencTaBuTh TeueHUs 3a00IEBAHMUS M IPOTHO3a y pe-
0EHKa ¢ MHOTOUYHCIICHHBIMH TOPOKaMH Cep/IIa.

Onucanue KIMHAYECKOIo ciaydasi. MaibuuK, HEJOHOIICH-
Hb1i (35 Hen), pomuicst 13.06.2022 ot 1-it 6epemennoctH, 1-X po-
noB. Ha 17-if Henese 6epeMEeHHOCTH JUAarHOCTUPOBAHBI BPOXKIEH-
Hble IOPOKHU pa3zBuTus. IIpu poxkaenuu macca tena 2550 1, -
Ha Tena 47 cM, OlleHKa 110 mKaie Anrap 7/8, COCTosIHUE TKENOe
3a CuéT JBIXaTeNbHON U CepAEYHOM HEelO0CTATOYHOCTH, IeMO/IU-
Hamuka crabuibHas. [Tociie UBJI uepes Macky B TeueHue 4 MUH
HaOIIoaCcs perpecc AbIXaTelbHON HegocTarouHocTH. [lepese-
JEH B OT/EJICHUE PeaHNMAallUi U MHTEHCUBHOMN Teparuy HOBOPO-
#1éunbIX (OPUTH). ITocne ocMoTpa XUpyproM NOCTaBIIeH AUa-
rHO3: ATpe3us aHyca, peKTO-IIpOMEKHOCTHbIH cBuil. Ha 2-e cyr-
KM )KM3HU BBIIIOJIHEHA KOJIOCTOMHUSL.

B OPUTH Ha oCHOBaHMHU JAaHHBIX KIMHUKO-1a00paTOPHOTO
U MHCTPYMEHTaJIbHOTO HccienoBanuii (OxoKI™ u np.) mocrapieH
JquarHo3: [IpaBochopMUpoBaHHOE IPABOPACIIOIOKEHHOE CEpLIE.
EnnHcTBEeHHBIN OHONPUTOUHBIN JIEBBIH XKETYI0YEK C BBIITYCKHH-
koM Jutst aopThl. ATK. Manbno3unys MarucTpajibHbIX apTepuil.
YMepeHHbI KOMOMHUPOBAHHBIH CTEHO3 JIETOYHOM apTepru. ATH-
TIMYHBIA OTKPBITHIA apTEPUATBHBINA TPOTOK. ApTepranbHast THIIOK-
cemust. Hemoctatounocts kpoBooOpaenust | crenenu. Haznaue-
HBI BEPOILUIUPOH U aHTUOakTepuanbHas Tepanus. Ha 10-e cyTku
xu3Hu nepeseéH B IIKB Ne 9 umenu I'H. Cnepanckoro. dua-
rHo3 noaTBepkEH. IIpogomkena Tepanus BEpOIITUPOHOM, MO
KIIFOUEH JTUTOKCHH. Vcrionp30Bainch TakKe STaM3uiIat, BUKAcOJ,
kapHUTHH. [IpooymkeHa aHTHOAKTepHaIbHAS TEPAIHsl ¢ 3aMEHON
npenapara (Ha OCHOBaHHU HEHTPO(UIIE3a 3aM0103PEH BOCTIAIH-
TEJIbHBIN MPOIECC B KUIIEUHUKE), 103KE OTMEHEHA.

[pu BBINHCKE (IMOCTKOHIENITYaJIbHBIN Bo3pacT 40 Hex) pexo-
MEHJJOBaHO HAONIONEHUE XUPYpPra, KOHCYIbTAHS KapAHOXUpPYp-
ra, Ipo/I0JDKEHUE TEParuy Cep/IeuHON HEeJOCTaTOYHOCTH BEpo-
LIMUPOHOM U JUTOKCHHOM.

Buv1600b1. Knuunueckuii ciydaii HHTEpPEeCeH COueTaHUeM He-
ckonpkux BIIC. IpeanonoxutenbHo Oosee MO3JHEE pa3BUTHE
CKJIEPOTHYECKUX U3MEHEHUH JIETOUHBIX COCYIOB BCIIEICTBUE CTE-

HO3a JIETOYHOH apTepHu MO3BOJISIET OTIOKHTh XHUPYPTHUECKYIO
Koppekiuio. Hanndne cepaedHoil HeI0CTaTOUHOCTH BCIIEICTBHE
Meperpy3ku eIMHCTBEHHOTO JKellyiouKka TpeOoBaso noadopa Me-
JIMKaMEHTO3HOH Tepanuu.

k %k ok

CUHOPOM MAMHLEEPA-CAIbAUHO:
OoAnH HA MUNNNOH

Bopucosa A.W.", 3onoTtapesa A.10."
HayuHble pykoBogutenu: H.C. XXypaBnégsa',
C.E. baym?

"YpanbCKkuii rocyfapCTBEHHbIN MEANLMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuu, EkatepuHbypr, Poccus;

206nacTtHas geTtckas krnMHudeckas 6onbHuULa, EkatepunHbypr,
Poccus

Kntouesnbie criosa: cuHopom MatHuepa—Canb0uHo,
2eHemukKa, XpoHudeckasi 6051e3Hb M0YeK, rnepumoHearsbHbIl
Oduanu3s, mpaHcnaaHmayusi noyku

Axmyanvnocms. Cuanpom Maitnuepa—CanpIuHO — peaKoe
HACJIEICTBEHHOE 3a00J1€BaHNe, IPH KOTOPOM XapaKTEPHBI CKEJIET-
HbIC JUCIUIA3UU, IUTMEHTHAS JUCTPO(US ceTUaTKu IV1a3 U nopa-
JKEHHe II0YEK B paHHEM Bo3pacrte. Ero pacnpocTpaHEHHOCTH CO-
craBisier | cirydait Ha 1 MITH HOBOpOXKIEHHBIX. Beero B Mupe onu-
caHo 40 ciyuaes 3a00JicBaHNSI.

Llens: onpenenuTb 0COOCHHOCTH PEIKOI0 TEHETHYECKOTO
CHHJPOMA C MPOrPECCUPYIOLIEH XPOHHUECKOH 00IE3HBIO ITOYEK.

Onucanne kinHU4Yeckoro cayuvas. ITanuent E., 4 rona,
08.01.2023 rocnuTanu3npoBaH IJIAHOBO C JKajlo0aMu Ha c1aboCTh,
CHIDKEHHE anmneTuTa. Pe0EHOK oT 2-1f 6epeMEeHHOCTH, IPOTEKaB-
el Ha (hOHE POTESHHYPUH; POBI NEpBbIe, cpouHble. [Toce mne-
peHecénHoro B 11 Mec ocTporo racTpo’HTEpHUTa MPU KOMITJIEKC-
HOM 00cie0BaHuU ObLIHM BBIABIEHBI npoTeunypus 0,76 r/cyr,
runonporenHemus 55,0 /i1, runepiunuaemMus 6,93 MMoiIb/J1; aud-
(y3Hble U3MEHEHUs] B [IapeHXUMe MoueK. bbll Ha3HAYeH CTaHapT-
HBII Kypc CTepOUIHON Teparnuu 0e3 TeparneBTHIecKoro dhdekxra.
OO0pamiano BHUMaHue Hanuuue GEeHOTUITHIECKUX MPOSBICHHIM:
THIIOXOHJIPOIUIA3US, CHMMETPHYHAasl KnieBuaHas aedopmanus
IPYIHON KIIETKH, pEOEPHBIX IyT; BalbrycHas aedopmanus Ko-
JICHHBIX CYCTaBOB; INIOCKOBAJIbI'yCHAsl yCTAHOBKA CTOIl; TOPU-
30HTaJIbHBII HUCTArM, CXOASAIIEECs. MOHOKYIAPHOE KOCOINIA3UE;
TUIIEPMETPOIIHSI 000UX TJIa3; YaCTUYHAs aTPOQHs 3PUTEIBHBIX
HepBoB. Bb110 TpoBeieHO MOpOIOTHYECKOe UCCIIeIOBAaHNE HEd-
pobuonTara: ycTaHOBICHBI XPOHUYECKHUH BHIPaKCHHbIH HEMMMY-
HOKOMILJICKCHBIH TyOyJIOMHTEpCTUIIMANIBHBIN HeQpuT; muddy3Hoe
0CTPOE MOBPEKICHUE IUTEINS KaHAJIBIEB; BBIPAXKEHHBIN TyOy-
JouHTepcTunnanbubii pudpos (40-50%); nonnslii (57%) u Bro-
puuHbIi cermenTapHbli (17%) rIIOMepyn0CKIIepo3; BhIPAKEHHBIH
apTEPHOIIOCKIIEPO3 C PE3KHM CyKEHHEM ITPOCBETOB COCYIOB; 03
[JIOMEPYJSIPHOHN TUIIEPKIETOYHOCTH U nomynyHuil. [Ipu momexy-
JSIPHO-TEHETUYECKOM HCCIICIOBAHUY BBISBICHA MYTAals B I'eHE
IFT140, accouunpoBanHas ¢ cunapomom Maitnnepa—CanbanHo.

B nunamuke Ha poHE KOHCEPBAaTUBHOMU MOAJEPKUBAIOIIEH
TEparuy MPOrPEeCCHPOBAIN MPOSBICHUS XPOHUIECKOH OO0JIIe3HU
MOYeK: aHEMUS, IPOTEHHYPUSI, MUHEPAIbHO-KOCTHBIE HAPYLICHHS
(BTOpHYHBIN THIIEpIIApaTUpe03, runepdocharemus), TurepKaime-
MU, yPEMHUS, THIEPYPUKEMUS], CHIDKEHHUE KIMPEHCA KPeaTUHHHA.
16.01.2023 peGEHKY ObLIT MHUIIMUPOBAH EPUTOHEATbHBIN JHAIIN3.
ITnanupyercs TpaHCILUIAHTALUS IOYKU OT POLCTBEHHOIO JOHOPA.

Bv1600bi. MHOTOUNCIIEHHBIE MTATOJIOTHUECKHIE MTPU3HAKH SIB-
JISIFOTCSI TIPOSIBIICHWEM OJTHOTO Te€HETHYecKoro cuuapoma. OKoH-
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YaTeJIbHBIA AMarHo3 ObUT ITOCTaBIICH Ha OCHOBAHUHM JIAHHBIX T'e-
HETUYECKOTO nccneaoBanust. ONMMCAaHHBIN CIlydail MpeacTaBIIs-
€T MHTepec KaK PEeIKo BCTPEyarolascss Hozomoruueckas hopma.
Peabunuranus 60ompHOrO TpeOyeT ydyacTus KOMaH/Ibl CIielUalIu-
CTOB: OPTOIIE/Ia, TOPAKAJIILHOTO XUpypra, Hedpoora, opTaabMo-
JIora, UMMYHOJIOTa.

YCMNELWHOE NEYEHUE TAXENOIo
ATOMNYECKOIo JEPMATUTA OAYNMUNYMABOM

BopoauHa U.B., CepgoBa A.1O., nyxoBa M.B.
Hay4Hbin pykoBoguTtenb: A.1HO. CegoBa

MepBbin MockoBCKUIA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmenn N.M. CeuerHosa MuHagpasa Poccumn
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Knouesbie criosa: amonudyeckull 0epmamum, 6poHxuasnbHast
acmma, MOHOKJ/I0HarbHble aHmumena, dynunaymab, demu

Axmyanvrocms. Atonuueckuid nepmatut (AtJ]) — dactoe
BOCTIANNTEIbHOE 32a00JI€BaHNE KOXKH Y JeTel, XapakTepusyeTcs
pacnpoCTpaHEHHBIMY BBICBIITAHUAMMU, 3yZIOM U XPOHUYECKUM pe-
UUAMBHUPYIOLIMM TeueHneM. Hepenko npu AT/] BO3HHMKAIOT KO-
MOpPOUIHbIE COCTOSIHUS, BKIIIOUas OpoHXualbHyto actMy (BA) u
AJIIePrUYECKUI PUHUT.

[Ipenapar gynuiaymad — 4YenoBeYeCKOe MOHOKIIOHATBHOE
AHTHUTEJIO K 0-CyOBEIMHUIIC PELeTITOpa HHTEpICHKNHA-4 — PEKO-
MEHJI0BaH /sl JIedeHus1 AeTeil B Bo3pacte ot 6 net npu AT/] cpen-
HETSDKENIOTO U TSKENOTo TEUEHHUS.

L]ens: IpeACTaBUTD KIMHUYECKUI ciydail 3¢ peKTUBHOTO Jie-
YeHus TynuiIymMabom pedénka ¢ TsokénbiM TedeHrnem AT/l u BA.

Onucanue KIMHUYECKOro cay4asi. Jlesouka, 10 net, mo-
CTyNuUJIa HOBTOPHO B IyJAbMOHOJIOTHYECKOE OT/ETICHHE C yKaao0a-
MU Ha BBICBINIaHUA 1 3y KOXKHBIX ITOKPOBOB, STTU30bI Sany):[HéH-
HOTO JIBIXaHUS M OJbIIIKH. PaHHuUi1 anamHe3 6e3 0coOeHHOCTEH.

CeMeiiHblil aHaMHE3 OTATOLIEH aTONNYECKUMU OOJIE3HIMHU Y
POJCTBEHHUKOB NIEPBO JIMHUU. AJUIEPTrOJIOTHYECKU aHaMHE3 0TS~
romiéH. Jleorot At/ B 1 roa. B tepanuu At/l: Tonuueckue riitOKo-
kopruxoctepousipl (I'KC), ¢ HenomubiM a¢dexrom. Koporkum kyp-
COM MOJTyYajia UKIOCIIOPHH A, KOTOPBIH ObLI OTMEHEH B CBS3H C
MOBBILICHHEM aKTHBHOCTH IEUEHOYHBIX TpaHCaMKHa3. B Bo3pacre
2 ier 'y 0071bHOI OBbUT YCTAHOBIIEH TMArHO3 AJIEPIrHYECKOr0 PUHHU-
Ta 1 MOJUTMHO3a, B Tepanuu: HHTpanaszansHeie [ KC, ¢ adhdexrom.
B 4 roxa 011 ycranosieH nuardo3 bA. B kauectse 6a3ucHol Te-
paruu: QuryTrkazon 250 MKT, B Te4eHHUE 2 JIET, B JAJIbHEHIIIEM TIpe-
napar Obu1 3aMeHEH Ha canmerepout/duryTrkazon 50/500 Mkr/cyT
13-3a HEJOCTAaTOYHOIO MEAMKAMEHTO3HOIO KOHTPOJIs 3a00JieBa-
Hus. Ha MoMeHT rocnuTanu3annu O00JbHOM OTMEYaeTcs TsKE-
noe teyenue At/l, rommueckne ['KC — 6e3 addekra, odocrpe-
nue BA. IIpu ocMoTpe: KOKHBIE TTOKPOBBI OJIEHBIC, CYXHUE, C UH-
TEHCHUBHBIM 3Y/IOM, YYaCTKH THIIEPEMHH, IKCKOPHALIUU KOPOUEK.
AyCKyJBTaTUBHO: JIbIXaHHE JKECTKOE, IIPOBOIUTCS PABHOMEPHO,
Ha/i 00OMMH TIOJISIMU BBICTYIINBAIOTCS CyXUE CBUCTSIINE XPHUIIBL.
ITo TaHHBIM KIMHHKO-IA00paTOPHOTO 00CIeIOBAHUS: 203HHODH-
st 1200 ki/mio, IgE o6mmit 1o 500 ME/mi. Ipu pentrenorpa-
(b¥y OpraHoB TPYIHOM KICTKU BBISBIISIOTCS €IMHIYHBIE JTOOYIISp-
HBbIE B3IyTHs. B cBs13n ¢ qudy3HBIM XapaKTepoM KOXKHBIX IIPOSIB-
nenuit At/l, yacTeIMH 000CTPEHUAMU, HAIMUUEM COITYTCTBYIOIIHX
aTOIMYECKUX 3a00JIeBaHUIl U OTCYTCTBUEM JIOCTATOYHOTO S hek-
Ta OT HAPY)KHOU Tepanuu OblI Ha3HAYEH AyNHIyMad B JI03MPOBKE
600 mr mogkokHO, nanee 300 mr kaxasie 4 Hen. Uepes 6 mec Ha
Gbone Tepanuy TynmuryMaOoM, TONMMYECKUMH ¥ MHTAJSIIIHOHHBI-

mu ['KC oTmeuascs moiaHbIH METUKaMEHTO3HBIH KOHTPOIb AT/]
1 BA: KO)KHBIE TTOKPOBBI YUCTHIE, SIM30/bI 3aTPYIHEHHOTO JIbI-
XaHUsl 1 OPOHXHMATIBHOM 00CTPYKIIMH, OJIBILIKH, HE OCCIIOKOMIIH.

Buigoowi. Ilpeacrapned kKIMHUYECKUN ciyuail 3¢ dexTus-
HOCTU Aynuiyma0a y pe6éHka ¢ TsokénbiM TeueHueM AT/l u BA.

KNMUHUYECKWUN CINTYYAN
NCEBOOMMMNONAPATUPEO3A,
JEBIOTUPOBABLLUEIO HA ®OHE OEDULIUTA
BUTAMWUHA D

By6nun K.B., Mo3gHsakoBa C.B.
HayuHbi pykoBoguTtens: J1.E. JlapuHa

Poccuricknin HaumoHanbHbIN ccreaoBaTenbCKUi
MeaULUMHCKMI yHuBepcuteT nmenn H.W. Muporosa
Mwn3zgpasa Poccun, Mockea, Poccus

Krroueabie crioga: napamaopMoH, 2unokanbuyuemMus,
cydopoau, sumamuH [, ncegdozurionapamupeos

Axmyanvrocms. Butamun D urpaer BaXHYIO poJib B IOJ-
JIepIKaHUH YPOBHSI KATBIHS U Gochopa B KOCTHOM TKaHH 32 CUET
YCHJICHUS KMIIIEYHOH a0CopOInK ATUX MUHEPAJIOB. Jle(puuuT BU-
TamMuHa D MOXeT MpUBECTH K Pa3BUTHIO PAaXHUTa y JAETEH, OCTEO-
MaJISILUK Y IOAPOCTKOB, (HOPMHUPOBAHHIO PA3IHMUYHBIX (HOPM MaTo-
JIOTHH JAPYTHX OPTaHOB.

Lenw: onpenenuTb 0COOEHHOCTH IICEBAOTUIIONAPATUPED3a Y
peb&nka 1-ro roma KU3HH.

OnucaHue KJIMHUYECKOr0 ciay4yasi. Mansuuk, 8 Mec, OblT
TOCHHUTAIM3UPOBAH MOCIE TOHUYECKOTO MIPUCTYNa ATUTEIbHO-
CThIO 3 MHH, CIIy4YHBLICTOCS PU NPOOYkKIeHUHN peOEHKa, ocIe
Yero OTMeYaauch o0mas ciaadocTh, BAIOCTh. Pe6&Hok ot 2-i Oe-
PEMEHHOCTH, IPOTEeKaBIlIel Ha (POHE TeCTAMOHHOTO CaXxapHO-
ro nuabera, Tepaniy YHOKCAIapUHOM HATPHs, 1-X CPOUHBIX PO-
noB. HacrencTBeHHBII aHAMHE3 OTATOIIEH caxapHbIM HA0ETOM
2-T0 THIA IO MaTepUHCKOM TuHUA. Macca Tena mpHu poKICHUN
4170 r, nuHa Tena 55 oM, npu nocTyrwieHnn — macca 12 500t
poct 86 cwm. [Tpenaparsl BuTamuna D pe6éHok He momyyain. J{u-
arHo3 NPUEMHOTO OTACIICHHUS: dMUJIeTICUs HeyTouHEHHas. [1au-
€HT ObIJT 0CMOTPEH HEBPOJIOroM, OPTaIbMOJIOTOM — Ha MOMEHT
OCMOTpa IaTOJIOT Uil He BHIABIEHO. [10 JaHHBIM HHCTPYMEHTAIb-
HBIX UCCIIEJOBAaHMI ATOIOTHH HE BBIBIEHO. [Ipu snmexTpokap-
quorpaduu onpexaenens! auddy3Hble U3MEHEHUsT B MHOKapae,
BEPOSITHO, 3JIEKTpOIUTHOTO Xapakrepa, DK -npusnaku nepurm-
ta Ca*" n n3bbitka K*. JTaGoparopHo onpeneneHs! 1eGuunT Bu-
TaMHuHa D, TUIOKaIbIeMus], MOBBIIICHUE YPOBHS ITapaTropMo-
Ha, THPEOTPOITHOTO TOPMOHA, METa0OIMUYECKHit ann/03. Pe6éHOK
JUISL JaJIbHEHIIero Je4eHus ObUT epeBeiéH B YHIOKPUHOIOTH-
yeckoe oraenenue M/IIKB. YuursiBas BeicOKHI ypoBEHb Na-
paTropMoHa, THIOKAJIBIUEMHIO, HOPMaJIbHBII YpOBeHb (ocdo-
pa HEOpPraHU4EeCcKOro, IMarHOCTUPOBAH ICEBAOTUITONAPATUPEO3,
Ul A. Bputa HavyaTa Tepanus npenaparaMmy ruIpOKCHIMPOBaH-
Horo BuTamuHa D (anbda-kanpumom), npenaparaMu KabIys,
BaJIbIPOEBOW KUCIOTHL. Ha (hoHEe mpoBOIMMOIi Tepanuu oTMe-
YCHa IIOJIOKHUTECJIbHAA JUHAMHUKA: KIMHUYCCKUE CUMIITOMBI T'H-
MOKAJILIIUEMHH KYyITHPOBAHbI, YPOBEHb HOHU3UPOBAHHOTO KaJlb-
s cTadMIn3upoBaH. MajlbuuK BBINKUCAH B YAOBIETBOPUTEb-
HOM COCTOSIHHHU C PEKOMEHIAIHSIMHU.

Br1600b1. JlaHHOE OTMCAHKHE IEMOHCTPUPYET PAHO TIOCTABIICH-
HBII IMaTrHO3 MICEBIOTUIONAapaTupeo3a THIa A, KOTOPBIN XapaKTe-
pr3yeTcst pe3UCTeHTHOCThIO TKAHEH OopraHu3Ma K JeiCTBHIO Ma-
paTtropMoHa u3-3a aHoManuu 6enka Gsa, CBI3bIBAIOLIETO PELEHITOP
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C aJICHIJIATIMKIa30M. JIJIsl TAIIMCHTOB ¢ JaHHBIM 3a00JICBaHUCM
Ba)XHO coOMoieHue runoocdaTHoi qUeThl, TPUEM MperapaToB
BUTaMUHA D U KasblLys, KOHTPOIIb Ja00PaTOPHBIX MTOKA3aTeIeH.

AOPTOAPTEPUUT TAKAACY — PEOKAA NMPUYUHA
KAPOUOMMONATUM C OUNATALUNOHHBIM
®EHOTUNOM

BypbikuHa F0.C.", XKapoea O.[1.2
HayuHbi pykoBoguTtens: E.H. BacapruHa'?

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MEAULIMHCKUNA
yHuepcuteT umenn .M. CeueHosa MuHsapasa Poccumn
(CeuveHoBckun YuusepceuteT), Mocksa, Poccus;
2HaumoHanbHbIn MeanUMHCKMI NCCreqoBaTenbCKUM LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa, Poccus

Knrouesnie criosa: apmepuum Takasicy, Hecrieyuguyeckul
aopmoapmepuum, kapouomuonamusi

Axmyanvrocmo. Kapnuomuonarust (KMIT) ¢ nunaranuosn-
HBIM (DEHOTHUIIOM MOXKET UMETh NEePBUYHBIN (T€HEeTUYECKH) U
BTOPUYHBIN (TOKCHUECKUH, MIIEMUYECKUI, ay TOMMMYHHBIH, BOC-
naauTenbHblit) Xapakrep. Borsisnenue KMII tpeGyeT nposeneHust
TIIATENBHOTO AU PepeHInaTbHO-TMarHOCTHYECKOTO TIOHCKA IS
YTOYHEHHs THOIIOTHH ¥ CBOEBPEMEHHOTO Hadaja crenuduiecko-
TO JICYEHHS TPH HEOOXOJHMMOCTH.

Lens: onpeneauTb 0cOOEHHOCTH aopToapTepuuta Takascy y
60sbHOTO peGEHKa.

Onucanne KIMHUYECKOTo ciaydas. Manbuuk, 12 ner, no-
CTYIHJI B TSDKEIOM COCTOSHUM B KapAHOJIOTHYECKOEe OTJICIICHHE
¢ ’Ka;mobaMu Ha c1aboCTh, OOIH B HOTax, CHIDKEHHUE alllleTUTa 1
Macchl Tella, TOLUTHOTY, KallleJlb, OJIbILIKY, TAXUKAP/HIO, TTOIbEMBI
aptepuanbHoro nasienust (Al). IIpu ocMoTpe ayCKyJIbTaTHBHO
CHCTOJIMUECKUH 1IyM, Taxukapaus 1o 130 ya/muH, remaroMera-
M, acuMMeTpus mynbca U A/l Ha koHeyHOCTsIX. Pe3koe nossirie-
HUe KOHIIeHTpanwmii HaTpuityperndeckoro nentuaa (NTproBNP)
1o 8136 nr/mn B kpou. [Ipu sxokapauorpapuu (OxoKI') Obuia
BBISIBJIEHA AMJIATAIMS BCEX KaMep cep/ilia CO CHUKEHHEM COKPaTH-
TEJILHOW CcIOcOOHOCTH MUOKapa ¢ (paxiueii Beiopoca 10 30%,
HEJJOCTaTOUYHOCTb aTPUOBEHTPUKYIAPHBIX KJIANaHOB JI0 3 cTele-
HH, JErovyHas TUNEepPTeH3Hs, YTONIEHHE CTEHOK a0OpThl, IPAaBOM
o011eit, BHyTpEHHEH U Hapy»KHOW COHHBIX apTepHii, HEpaBHOMEP-
HBII IMaMeTp OPIOIIHOM a0OpThl. Y YUTHIBAsS ACHMMETPHIO MYJIbCa
u AJ] na xoneunoctsx, nanasie DxoKI, 3amogo3peH BTOpUIHBINA
xapakrep KMII Ha ¢oHe Hecnenupueckoro aoproapTepuuTa.
BerInonHeHa komnbloTepHas ToMorpadusi: KapTuHa IpOoTSHKEHHO-
rO HEPaBHOMEPHOTO YTOJIIEHUsI CTEHOK aOPThI U psilia e€ BeTBei
(J1eBast MOAKITIOUMYHAS, TIPaBasi IOYEYHAs apTEPUH) C CErMEHTap-
HBIM CY)KEHHEM HX IPOCBETa 3a CYET MPUCTEHOYHOTO MpoiHpe-
PaTUBHOIO MPOLIECcca, YTO TOATBEPKIACT JUATHO3 A0PTOAPTEPHU-
uta Takascy (AT). [TonoOpana Tepanus XpOHHUYECKOH CepieUHON
HenocratouHocTH (XCH): MHrMONTOp aHrMOTEH3MHITPEBpALat0-
miero ¢pepmenra (ho3uHonpu, Oera-aapeHobI0KkaTop GHCOIPOIoI,
AQHTaroOHUCT aJbJOCTEPOHA CIIUPOHOIAKTOH, INypeTHYecKas Tepa-
s, TpoUIIaKTHKa TPOMOOOOpA30BaHMs, 4 TAKXKE HauaTa MpOTHU-
BOBOCHAJIUTENbHAS TEPATINS METHIIIPEIHU30IOHOM, Ha ()OHE Yero
MOJIOKUTEIbHAsA JUHAMUKa B BUJle KynupoBaHus sBieHnii XCH.
JIJiss MHUIMALMY TeHHO-UH)KEHEPHOI OMOJIOrMYecKOi Tepanuu
MAaJIbYUK TEPEBEIEH B PEBMATOIOTHYECKOE OT/ICIICHUE LIEHTpa.

Bui6oowi. AT — cuctemMHOe BocHaluTeNIbHOE 3a00eBaHue
aopThl U €€ OCHOBHBIX BETBEH, IIPUBOJAILEE K X CTEHO3UPOBaA-
HUIO ¢ BapuaOeIbHON KITMHUYECKO CUMITTOMATHKOMN B 3aBHCHMO-

CTH OT JIOKaJIM3anuu rnopaxénnoro cocyna. [lpu AT nepenko pas-
BHUTHE CEepPACYHO-COCYTUCTHIX OCIOKHEHUH, B ToM uncie KMII.
BrrsBieHHEe TakMX NPU3HAKOB, KAK aCHMMETpPHUs MyJIbCa U MOBbI-
menne AJl y manueHToB ¢ auiaraioHHbM peHorunom KMII,
TpeOyet uckmoueHust AT.

BONE3Hb PE®CYMA Y CUBCOB

Bonkosa A.[l., XneouHa T.10.
HayuHbin pykoBoguTtensb: H.I. 3BoHkoOBa

MepBbit MOCKOBCKMIA roCyAapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmeHn N.M. CeveHoBa MuH3gpasa Poccum
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus

Knrowesnie cniosa: 6onesHb Peghcyma, humaHosasi Kucrioma,
repokcucomHasi 6051e3Hb

Axmyanvnocms. bonesns Pedcyma — HaciencTBeHHoe,
ophanHoe 3aboneBaHne, BRI3BAHHOEC MYyTaIlMEii TEHOB, BCJIC-
CTBHE 4ero (OpMUPYETCs HAKOTUICHUE (PUTAHOBOM KHUCIIOTHI B pa3-
JIMYHBIX OpraHax. Knnnanuecku 310 POABJIACTCA MUTMCHTHBIM pe-
TUHUTOM, aHOCMHEH, NepueprudecKoil OINHEBPOIATHEN, [Ty~
XOTOH, MO3KEUKOBOM aTaKCUEH, UXTUO30M, TUCIUIa3HEN CKENleTa,
KarapakTod. Bole3Hp TPYIHO U JONT0 AUArHOCTUPYETCS, OOIBHBIM
HEoOX0MMO HEMEIIIEHHOE BBEACHHE JIMETHI C IEIIBI0 MIPEI0TBpa-
LIEHUS HEMOIIPABUMBIX U3MEHEHU B TKaHSIX.

[]ens: npeICTaBUTh 3HAYUMOCTh CBOEBPEMEHHON TMarHOCTH-
KU U queToTepanuu npu 6onesnu Pedeyma, T.k. 0e3 geueHus Bo3-
pactaeT pucKk HeoOpaTHMMBIX HapyLIeHWH B OpraHax M cUcTeMax
pacTyIiero opraHusma.

Onucanue KIMHUYeCKOro cayyasi. Mansauk U., 15 ner,
MOCTYIIWJI B OTJeJICHHE TICHXOHEBPOJIOTHH C JKasi00aMH Ha JBH-
raTreJibHbIC HApYyIICHUS, HHTGJ’[J’ICKTyaJ’IbHLII\/’I Heq)HLII/lT, CHHIKE-
Hue 3peHus u ciayxa. C poxxaeHus peOEHOK pa3BUBAJICS C 3a-
JIEP’KKOH ICUXOMOTOPHOTO pa3BUTHUS. B paHHEM mocTHaraib-
HOM TIepHOojie — JKEeJTyXa, CHHIIPOM JIBUTaTEIbHbBIX HAPYIICHUI,
ocTperii rematut. K 2 rogam BeISBICH KPUITOTEHHBIH IUPPO3 TIe-
4yeHu. B TeueHue 1IMTEIbHOrO BpeMEHN 0TMEUaloch POrpeccu-
poBaHue 3a00JIeBaHNS: CHI)KEHUE OCTPOTHI 3pCHHUS, YaCTHYHAS
aTpodus 3pUTEIHLHOrO HEpBa 000UX IV1a3, PETHHUT, YXYALICHHE
clyXa 10 pa3BUTHUsI HEHPOCEHCOPHOH Tyroyxoctu IV creneHu,
CHW)KEHHUE JIBUTaTEeIbHOW aKTUBHOCTH B CBS3HM C HapacTaHUEM
CIIACTMYHOCTH U Pa3BUTHEM KOHTPAKTYp BCEX CyCTaBOB KOHEY-
HocTel. B xone o0cienoBaHst BBISIBICHBI CMEIIAHHBIN TETpara-
pe3, nce 100yIb0apHbIM CUHAPOM, IPU3HAKY AEMUECTHHU3UPY-
IOLIETO MOpaKeHUs epuepUYeCKUX HEPBOB O JAHHBIM 3JICK-
TpoHelpomMuorpaduu, NpU3HaKK cyoaTpohuIecKux U3MEHEHUH
BEIllECTBA FOJIOBHOTO Mo3ra 1o nanHsiM MPT. beuio 3anogo3pe-
HO HeiponereHeparuBHoe 3aboneBanne [IHC u3 rpynmsr me-
POKCHCOMHBIX Ooiie3Hei. Omnpe/eneHre B KPOBH OYCHb JJIMH-
HOM LCTIH )KUPHBIX KUCJIOT BBIABUJIO CYIICCTBEHHOC ITOBBIICHUC
KOHLIEHTpauuu puranoBor KuciaoThl (500 MMOJIB/I IpH HOpME
0-9 mmonb/1). IIpoBeIeHO MOJIEKYIISIPHO-TCHETHIECKOE HCCIIe-
JIOBaHUE — BBISBJICHA KOMITAyH/I-T€TEepO3UTOTHAsI MyTaIs B Te-
He PEX6. YauTeIBas CXOXKYI0 KIMHUYECKYIO KapTUHY Y MIIaj-
nrel cecTpsl MpoOaHIa U BBISBICHHE Yy He€ aHAIOTHYHON My-
TalUM, BBICTaBICH quarno3: bonesns Pedcyma, nndpantuipHas
(dhopma (HapyuieHne OuoreHesa nepokcucom, Tur 4B). Pe6&Hok
KOHCYJIBTUPOBAH JUETOJIOTOM, Ha3HAYECHA AUETa, HallpaBJIeHHAs
Ha CHIDKCHHE KOHIIEHTPAIMU (PUTaHOBOW KUCIOTHI B KPOBH LIS
3aMeIJIeHNs] TIPOTPecCUpoBanus 3adoneBanus. JJuera orpaHu-
YHUBaeT MOTpeOsIeHHEe MPOIYKTOB, COAEPIKAIINX OOJIBIIOE KOJIH-
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9ecTBO (PUTAHOBOH KHUCIIOTHI, TIPH 3TOM HOJAEPKUBAET MeTab0-
TM3M, Ipeaynpesxast BBICBOOOKICHHE KHCIOTH u3 jgeno. Ocra-
&Tcs To HaOMIOICHUEM CTICIIMAIUCTOB.

Bb1600b1. JJaHHBII KIMHUYECKUH CTyuyail IPUHAIIEKUT K He-
4acTO BCTpeuaeMoMy 3a00JI€BaHUIO B [IEJUATPUUECKON IPAKTUKE,
IIpU KOTOPOM HEOOXOJMMa PaHHsA IOCTAHOBKA IMAarHO3a, YTOObI
BOBpEMs HauaTh KOPPEKIHUIO MUTAHUS JUIS TIPEAOTBPAIICHNS He-
00paTUMBIX H3MECHECHHI.

k %k sk

AHANN3 MUKPOBUOTbI TOJICTOIO KULLEYHUKA
Y OETENA C OXXWUPEHUEM

BbroxuHa T.A.
HayuHble pykoBoguTtenu: M.A. YcTioXKaHUHa,
O.MN. KoBTyH

Ypanbckuin rocygapcTBeHHbIN MEQULMHCKUN YHUBEPCUTET
MwuH3gpaBa Poccuun, EkatepuHOypr, Poccus

Kriroueabie crioga: demu, oxupeHue, Mukpobuoma, 0CHO8HOU
0bMmeH, aHepeemuyeckuli 6anaHc, npoepamma KoppeKyuu
OXUPEHUsI

Axmyanornocms. OXUpeHHE Y I€Te — aKTyabHas mpooJe-
Ma COBPEMEHHOH NeJuaTpHuu, KOTOpasi XapaKTepu3yeTcs dIuje-
MHUYECKHM POCTOM PacIpOCTPaHEHHOCTH, OTCYTCTBUEM (D dek-
THBHBIX METOJIOB JICYEHHS U BBICOKOIT 9aCTOTO pa3BUTHUS KOMOP-
OHIHOW matoyoruy. MeporpusThs 0 MPO(UIAKTHKE OKUPSHUS,
Kax MpaBUII0, OCHOBAHBI Ha TIPOCTOI MOJIENH SHEPTeTHIECKOTo Oa-
nanca. [ToaTomy HEOOXOOMMO PACCMOTPETH APYTUE STHOIOTHYe-
CKHUE MEXaHU3MBbI, HAIIPUMEDP, U3SMCHCHUSA MI/IKpO6I/IOTI>I KHUIOCYHU-
Ka, KOTOPbIE CBS3aHbI C pa3BUTHEM U30BITOUHOIO BECa, YTO MOIJIO
6b1 IOMOYb B pa3paboTKe A(P(HEKTUBHBIX CTpaTeruii NpopUIaKTh-
KU ¥ KOPPEKIHH IETCKOTO OXKUPEHHSI.

L]env: onpeieNuTh B3aUMOCBS3U OTKJIOHCHHH MUKPOOHOIIe-
HO3a TOJICTOTO KUIIEYHUKA 1 OOMEHHOM IaTOJOTHH y JeTel s
NIEPCOHAIN3ALNYN PEKOMEHAAMH 10 MPO(UIAKTUKE U KOPPEK-
L[N OXKUPCHUSL.

Mamepuanvt u memoowl. KommniekcHo o0ciie10BaHbl Jie-
TH C HOPMAJIBHOU Maccolt Tena (n = 16) u IeTH ¢ OKUpeHHEeM
(n =17) B Bo3pacte 67 net (n = 33). [IpoBenén ananms aHTpo-
nomeTpuyeckux JaHHbIx (SDS uHaekca mMacchl Tea, pocT), onpe-
JIeNIeHUe YPOBHSI OCHOBHOTO OOMeHa (HempsiMasi KaJlopUMETPHs)
Ha MeTabousorpade, uccienosanue I[P 06pa31oB MUKPOOHOTHI
kana («JHK-texnonorus», Tect-cucrema «HTepodiuop Hetu»)
Ha 43 TaKCOHOMHUYECKHE TPYIITBl MUKPOOPTaHU3MOB.

Pesynomamut. YCTaHOBIEGHBI pa3IuvHs KOJUYECTBA IO He-
CKOJIBKMM TaKCOHOMUYECKUM TPYyINIaM MUKPOOPTaHH3MOB, BXO-
JUIIIUX B CTPYKTYPY MHKPOOHOTBI TOJICTON KUILKHU AETeH ¢ HOp-
MaJIbHOIM Maccol Tena u 00JbHBIX oxkupenueM. ConeprkaHue Oax-
tepuit pona Faecalibacterium prausnitzii y neteil ¢ 0XXUpeHUEM
6,0 (5,2; 6,4) ObLIO YMEHBILIECHO MO CPABHEHHIO C YPOBHEM Y Jic-
Tel ¢ HOpMaJbHOM Maccoit Tena 6,7 (6,0; 7,7), 4To MOXKeET OBITh
ACCOLMHMPOBAHO CO CHIKEHHEM KOHLIEHTPAIMI KOPOTKOIIeouey-
HBIX JKUPHBIX KUCJIOT (QLeTaT, IPOIMOHAT, OyTHPAT), KOTOPHIE SIB-
JISIFOTCSI OCHOBHBIM 9HEPreTHUECKUM CyOCTpaToM [UIsl KOJIOHOLU-
toB. Conepkanue rpamm-sksuBasienTos JJHK rpynnsl Alistipes
spp. y aereii ¢ oxxupenuem — 6,7 (5,7; 7,0) okazanoch CHUXe-
HO TI0 CPaBHEHUIO C YPOBHEM Y JIeTel ¢ HOpMaJIbHON Maccou Te-
na— 7,6 (6,7; 8,2). Uucno rpamm-3kBuBanieHToB JIHK Gakrepuit
pona Akkermansia muciniphila y nereii ¢ oxupennem — 4,5 (0,2;
6,3) TaKke 0Ka3aJI0Ch MEHBIIIE, YeM y JIeTel ¢ HOPMaJIbHOM Mac-
coii rema— 6,2 (3,8; 6,8).

Bu1600b1. MUIKpoOMOTa KHIIETHOTO Oaphepa MOKET OKa3bIBaTh
BIIMSTHUE HA TUIHAHBIA TPO(UITE U PacCMaTPUBATHCS KaK ITOTEH-
LMaJIbHas TepaneBTHYECKas 1IeIb IIPU NEPCOHAIN3ALUMN PEKOMEH-
Janui amst npouIaKTHKY OKUPEHUs y AETeH.
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PA3BUTUE MYJIbTUCUCTEMHOIO
BOCMNANUTENbLHOIO CUHAPOMA Y PEGEHKA
B NOCTKOBUAHOM NEPUOLE

Fannynnuua O.X.
HayuHble pykoBoautenu: II. LUupsesa,
I.B. BankoBa

Baluknpckun rocyaapcTBeHHbI MEOULUHCKUIA YHUBEPCUTET
MwuH3gpaBa Poccun, Yda, Poccus

Kritouesbie crioga: MynbmucucmeMHbIl eocrnanumeribHbIl
CUHOPOM, MocCmKo8uOHbIU Nepuod, demu

Axmyanvrnocms. Uadexus COVID-19 HeratuBHO BIHSIET Ha
UMMYHHYIO CUCTEMY JIETEH, YTO MOXKET BBIPAXKaThCs B PA3BUTHU
MYJIBTUCHCTEMHOTO BocnanuTenabHoro cunapoma (MCBC). Iaro-
rere3 MCBC cBs3BIBaIOT € OTCPOYCHHOHW BhIpaOOTKON MHTEp(e-
POHOB, YMEHBIIICHUEM HEUTpaIU3ylouiell aKTHBHOCTH aHTHTE,
THIIEPIPOAYKIHEH TPOBOCIAIUTENBHBIX [IMTOKUHOB, TAKUX KaK
MHTEPIIEKUH-0, -18, a Taroke ¢ N30BITOYHBIM 00pa30BaHUEM Ay TO-
QHTUTEJI, YTO MOXKHO HCIIONB30BATh [UISl COBEPIICHCTBOBAHUS U~
arHoctuku MBC.

Lenv: onpenennth ocodeHHocTH popmupoBanus MBC y ne-
Teil B IOCTKOBUIHOM MEPHOJE U MPETIOKUTD TOMONTHUTEIbHbIC
KPUTEPUH JUATHOCTHKH.

Onucanue KIMHUYECKOro ciaydasi. Mansank, 3 roxa, ro-
CNIUTAJIM3UPOBAH B ITYJILMOHOJIOTHYECKOE OT/ICJICHUE C THIIEpTep-
mueit (39,5°C), roioBHOM 00JbI0, KOHBIOHKTUBUTOM. B KITMHU-
YECKOM aHaJIM3e KpoBU: aHeMus (remoniiodun 109 r/m), neiiko-
uTo3 (JekkonuTsl 32,96 x 10%/1), Beicokas COD (39 mm/4). B
OMOXMMHYECKOM aHaM3e KPOBH M OOIIEM aHAJIH3e MOYH IMaTo-
JIOTUH He BBIABIEHO. B reMocTa3norpaMmme OTMEUeHbI IPU3HAKH
KOAryJionaTuu: yBeJIM4YeHO MpoTpoMOrHOBOE BpeMs (15 ¢), BbI-
cokuit ypoBeHb D-numepoB (3,0). MI3meHeHuit B cyOnomysim-
OHHOM COCTaBe JIMM(OIIMTOB HE BBISBJICHO. YCTaHOBJICHA JIUC-
nmMyHornoOynunemust: IgA 1,21 r/n, IgM 1,47 r/n, 1gG 10,6 /.
VYpoBenb C-peakTuBHOTO Oenka B KpoBu 134 mr/m, comepixa-
HHUE MPOKAIBIUTOHNHA — Oornee 2 Hr/mi. [Ipu aToM onpenene-
HBI BBICOKHE YPOBHHU IHUPKYIUPYIOMINX UMMYHHBIX KOMIUIEKCOB
(36 ycn. e.) ¥ HOMIOTUTEIBHONW AKTUBHOCTH HEUTPO(PUIIOB B
COUYECTaHHH C 2-KpaTHbIM TOBBIIICHUEM COACPIKAHUSA HHTCpJ’IeI)’I-
KHHA-6, 9TO SBJSIETCS TATOTHOMOHUYHBIM JIJIsl BOCHATUTEIbHO-
ro Tporecca BEICOKOH aKTHBHOCTH C ayTOMMMYHHBIM KOMITO-
HeHTOM. [1ONBITKN BBISIBUTH Yy OOJIBHOTO MUKPOOHYIO 3THOJIO-
THIO 3a00JI€BaHMsI HE Al PEe3yabTaToOB, OMHAKO MA[MEHT MMeI
I1gG x SARS-CoV-2, cBUAETENbCTBOBABIINE O TIEPEHECEHHOM
COVID-19. Tlpu xoHCynbTanuu o(hTaabMoJIora BhISBICHA aH-
ruomnatus cocynoB cetdatku. [Ipu Y3U opranos OpromiHoii mo-
JIOCTH U MaJIOTO Ta3a ONpelesIeHbl reraToMeraius U He3Hauu-
TEJIbHOE KOJIMYECTBO CBOOOIHOM JKHIKOCTH B MAJIOM Tazy, NPH
KOMITBIOTEPHON TOMOTpa(uy OpraHoB IPyIHON KIETKH — IBY-
CTOpOHHUH MIeBpuT. bonmsHOMY ObliTa MpoBeeHa HH(Y3HOHHAS
Tepanus il A€3MHTOKCUKALIUU, peruipatallii 1 HOpMajn3alnuu
reMOIMHAMUKH; aHTHOHMOTHKOTEpanusi. BBOAMINCH MPOTHBOBOC-
nanuTenbHble penaparsl. CocTosiHuEe PeOEHKA C MOJTOKUTEIb-
HOW TMHAMUKOM; TIPH BBIITMCKE M3 CTAMOHApa OTMEYaIach HOp-
MaJIu3ays KIMHUKO-1a00paTOpHBIX MOKa3aTemeH.
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Buisoowi. Tlepenecéunas COVID-19 undekuus oka3piBacT
HETaTHUBHOE JISHCTBHE HAa UMMYHHYIO CHCTEMY JIeTeil, 4To JenaeT
B0o3MOXKHBIM pa3zButue MCBC. OnHako cymecTByIOT TPyAHOCTH
B mudpepenporke MCBC ot npyrux ¢hopm maTtosoruu, MMero-
LIUX CXOXKYI CUMOTOMArTukKy. IlosToMy MBI cunTaeM HeoOXonu-
MBIM JIOTIOJTHUTEINIbHBIH aHaJIN3 T'YMOPAJIbHOTO U KJIIETOYHOT'O 3Be-
HBEB HMMYHHTETA, OTIpeie]ICHIe YPOBHEW nHTepIeiiknHa-6, -18
" ayToaHTHTEN y feTeit ¢ momo3perneM Ha MCBC mocne mepe-
Hecénnoro COVID-19.

YACTO PEFMCTPUPYEMBIE MAPA3UTO3bI
Y OETEW B ACTPAXAHCKOWM OBJIACTU

Mwnypkaesa M.X.
Hay4Hbin pykoBogutens: P.C. ApakenbsiH

AcCTpaxaHCKUIN rocygapCTBEHHbIV MEANLNHCKUA YHUBEPCUTET
MwuH3agpaBa Poccun, ActpaxaHb, Poccus

Knouesnie criosa: sHmMepobuos, nambnuos, ceoghazus,
OHu2oghazusi, arnbbeHO0a30s1, MakMupop

AxmyanvrHocmsb. BaxxHOCTb IPOOIEMBI 3200JIEBAGMOCTH Mapas-
UTO3aMH 3aKJIFOYAETCsl HE TOJIBKO B MAcIITAOHOCTH M PacpoCTpa-
HEHHOCTH ATUX (POPM MATOJIOTHH, HO M B 3HAYUTEIILHOM YyIiepoe
3I0POBBIO HACEJICHHUS, KOTOPBIE HAHOCST UX OCJIOKHEHUs. DTO all-
JIepru3aIys 1 IMMYHOCYTIPECCHS, KaHI[ePOTeHe3, aHEMUS], [TOpaxKe-
HHS JKEITYJOIHO-KHIIETHOTO TPAKTa M MOYETIONIOBOI CHCTEMBI, Hapy-
LIEHHsT MUKPOOUOTHI U ANCONO03. Y JieTeil, OONIbHBIX TTapa3UTO3aMHU,
OTMEYAIOTCS OTCTABAHKE B HEPBHO-TICUXMYECKOM Pa3BUTHH, pa3ipa-
JKUTEIBHOCTD, OcinabieHne namsti. Bee aTH GakThl cTaBsT napasu-
TO3BI B PsiJl 3HAUMMBIX [IPOOJIEM COBPEMEHHOTO 3/[PaBOOXPAHEHUSI.

Llenv: MPOBECTH aHAITH3 KITMHUKO-3MHAEMUOIOTTYECKON CHTY-
aIlMH 110 aKTyaJIbHBIM WHBA3HsM JIeTel B ACTpaxaHCKOM 00acTu.

Mamepuanvt u memoowi. IIpoBenén ananus 315 kapr perei
amOynaropHoro npuéma, 00paTUBIIMXCS ¢ AUarHo3aMu: JIssmonu-
03 WK DHTEPOOHO3.

Peszynomamer. Bo3pact Bcex HaOMOAABILNXCS JETEH COCTABHI
ot 9 mec no 17 ner, n3 vux 10,2% — B Bo3pacte ot 9 mec 10 3 7er,
34,6% — 3—7 neT; Ha JOMIO AETeH JOMIKOIHLHOTO BO3pacTa IMPUX0-
nunock 44,8%. VI3 opraHn30BaHHBIX KOJUIEKTUBOB (IIOCEIIAIH JET-
CKHE JIOUIKOJIbHBIC YUPEKICHHs WK 1Koty ) Obuto 90,5% nereid.

Ipuunnbl 00cnenoBanus neTel ObUTM Pa3HOOOPa3HBIMU:
63,5% — 0OpaTUINCh K CIIELUAIIICTY B CBA3U C HAJIMYUEM Y HUX
xa00; y 33% — quarHo3 ObUT BBICTABIICH HA OCHOBAaHUH MPOdu-
JAKTUYIECKHX OCMOTPOB; y 78,7% OTMeualluch pa3iudHble Bpel-
Hble PUBBIYKY. [IpuBBIUKa ecTh 3eMITI0 (Teodarust) OTMedaIach
y 33,3% nereif, a IPUBBIUKA I'PBI3TH HOITH (OHMXOdarus) — y
24,8%. KoHTaKT ¢ JOMAITHUMU KUBOTHBIMHU ObLT y 22,9% neteit.
V¥ 21,3% nereii BpenHble NpUBBIYKY OTCyTcTBOBaIM. [Tocne neue-
HuUS napa3uTo3oB B 91,4% cirydaeB KIMHUYECKHE CUMIITOMBI 3a-
OoneBaHHU MOJHOCTBIO MCUYE3AIH, U Y JeTel HACTYNaao MOJIHOe
BBI3ZIOPOBIICHHUE, Y AETEH C JIIMOIHO30M KIMHUYECKAs! CHMIITOMA-
THKa Ky[IHPOBAJIaCh MOJIHOCTHIO (B 85,4% ciy4aes), IpH SHTEPO-
6uno3e — B 97% ciydaes.

Buioowr. TlapazurapHble MHBAa3UHU Yalle BCErO PErHCTPUPO-
BaJIUCh Y JIETeH 13 OPraHU30BaHHBIX KOJIEKTHBOB. [10JIOKHTEIb-
HBIE PE3yJbTaThl JTa0OPaTOPHBIX MCCIIENOBAHHUHN MOCITE HECKOIb-
KHX KypCOB XHUMHOTEPAIMU aHTUIAPa3UTapHBIMH MperapaTaMu
CBUJICTEIILCTBYIOT O HAJIMYUU Y JIETCH apa3uTOHOCUTEIIbCTBA.

k %k 3k

MNEPEKYCbI KAK NPEOUKTOP
FACTPOSHTEPOJIOr'MYECKUX MPOBJIEM
Y OETEN PA3HOIO BO3PACTA

MywakoB U.A., MywakoBa B.[.
HayuHbin pykoBoauTtens: O.U. NymeHrok

CapatoBcKkuiA rocyqapCTBEHHbIN MEOULMHCKUIN YHUBEPCUTET
nmenn B.N. Pasymosckoro Munsgpasa Poccun, Caparos,
Poccus

Kntoyesble crioga: WKOoMbHUKU, OOWKOMbHUKU, MepeKychl,
numaHue

Axmyanernocms. COCTOSIHUE 370POBbS UEIIOBEKa HEIOCPE-
CTBEHHO 3aBHCHT OT €ro 00pa3a XHU3HH, HATUYHS UM OTCYTCTBHS
BPEIHBIX MPUBBIYEK, PALMOHA TTHTaHUs. PalimoHaNBHBIN BBIOOD
MIPOIYKTOB IS IIEPEKYCOB, BIHSHIE Ka4eCTBA U KOJMYECTBA Ie-
PEKYCOB Ha COCTOsIHUE KenmynouHo-kuteuHoro Tpakra (XKKT) ne-
Te — aKTyaJbHas poOieMa MeIuaTpum.

[]env: onpenenuTh YaCTOTY, BHJIbI, BPEMEHHBIC TIPOMEKYTKH
u cBs3b nepekycoB ¢ 3adoneBanusmu JKKT y nereif gomrkonbHo-
TO U IIKOJIBHOTO BO3pacTa.

Mamepuanwvr u memoovt. [IpoBejeHO KOHTaKTHOE M OH-
naitH-anketupoBanue 2000 poxuTeneit eTel JOMIKOIHHOTO BO3-
pacra (3—6 ner) u 2000 pomureneii reteit mKoILHOTO Bo3pacta (7—
17 net). Ucnonbp3oBaHa aBTOPCKask aHKETa, COAEPAKAILAsi BOIPOCHI
0 COOJIONICHUH IEThbMH PEKHMA MUTAHMUS, BUOB, YaCTOThI, Bpe-
MEHHBIX TPOMEKYTKOB TIEPEKYCOB, YACTOTHI YIIOTPEOICHHUS IETh-
MU KOJOACHBIX M3/IENUI U raCTPOUHTECTHHAIBHBIX JKaJl00, MPo-
BeI€H aHan3 aMOysatopHbIx kapt 4000 neteid. CTaTUCTHYECKUIA
aHaJIM3 OCYIIECTBIEH C UCTIONB30BaHHEM rporpaMmbl «MS Excel
2010» u makera nporpamm «SPSS 17.0».

Pe3ynomamul. YCTaHOBIICHO, YTO OJIHOLIEHHBIH PEXUM IUTa-
HHS COONIONAIOT 56% AOMKOIBHUKOB B 34% MIKOJILHUKOB. OOBIU-
HO 00e IpyMIIb JIeTeil NpoIycKaroT BTopoii 3aBTpak. Y 87% 1 93%
JIOUIKOJIBHUKOB M IIKOJIFHUKOB COOTBETCTBEHHO HPUCYTCTBYIOT
MepeKyChl, KaK MPaBuUiIo, Mexay obenom u yxuHoMm. Cpenu no-
HIKOJIBHUKOB OOJIBIIMHCTBO (67%) B KauecTBE MEPEKYCOB YIOTpe-
OJs11M KoJ1bacHble u3ennsi, 8% — MOJIOYHBIE U KHCIIOMOJIOYHBIE
MPOIyKThl, Y 32% KpaTHOCTh MEpeKycoB cocraBmia 1-3 pasza B
neHb. Cpenn MKOIbHUKOB O0NbIIMHCTBO (72%) B KauecTBe mepe-
KYyCOB yIIOTPEOIISIIN TakxKe KOJIIOACHBIe H3Aenust, 6% — MOJIOYHbIE
U KMCJIOMOJIOYHbIE NPOJYKTHI; Y 67% KpaTHOCTb MEPEKYyCOB CO-
craBuia 1-3 pasa B gaeHb. 3aboneBanus XKKT umen kaxapiii 5-i
JIOUIKOJIbHUK, IEPEKYChIBAIOIINIA CIaJOCTAMH M KOJIOACHBIMU U3-
Jenusamu 4-5 pas u Oosee win He nepexycolaroluii Bosce (34%
1 40% COOTBETCTBEHHO), U KaKAblil 3-i mixonbHUK (43% u 48%
co0TBeTCTBeHHO). KonbacHble n3ienus exeHeeIbHO yoTpeos-
10T 74% AOIIKOIBHUKOB (exkenHeBHO — 18%) n 67% MIKOIbHU-
kOB (exenHeBHo — 10%).

Bu1600b1. HacTo 1eTH NepeKychIBalOT KOJIOACHBIMU U KOH/IH-
TEPCKUMU U3ICTHSIMU; KKIBIA 7-i JOMIKOIBHUK U IIKOJBHHUK
yrnoTpeOssieT KoOacHbIe U3/IeNUsl eXKEeHEeIeNbHO; Y IeTel, mepe-
KYCBIBAIOIINX CIAIOCTSAMH U €KEITHEBHO YHOTPEONISIOMNX KO-
GacHbIe U3IENHsSL, CYLIIECTBEHHO Yallle BCTPEYaloTCsl TaCTPOMHTE-
CTHHAJIbHBIC KaJIOObI.
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CUHOPOM BUOEMAHA-LUTEMHEPA — PEOKUWA
KINMUHUYECKWUN CNYYAN B NEOUATPUMN

Mywakosa B.A., MywakoB U.A.
HayuHbin pykoBoguTtens: O.U. NymeHrok

CapatoBcKuiA rocy4apCTBEHHBIN MEOULMHCKUIN YHUBEPCUTET
nmeHn B.N. Pasymosckoro Munsgpasa Poccun, Caparos,
Poccus

Kntouesnbie criosa: cuHOpom BudemaHa—LlImeliHepa, nopoku
paseumusi, 2eHemuyeckoe 3abonesaHue

Axmyanonocms. Cunapom Bunemana—Illteitnepa — 3to pen-
KO€ FeHeTHYeCKoe 3a00/1eBaHNe, XapaKTePU3YIOLIeeCs 3aJePKKOH
(bU3HYIECKOT0, MOTOPHOTO M PEYEBOTO PA3BUTHUS, HU3KUM POCTOM,
pa3IMYHBIMU TOPOKAMH Pa3BUTHS BHYTPEHHUX OPTaHOB U Hapy-
LICHUEM 3PEHMUS.

I]enw: onucarh KTMHUYECKHUH ciay4ail cunapoma Bunemana—
[reitnepa y manpynka 10 net.

Onucanne KIMHUYecKoro ciayyas. Mansuuk, 10 ner. XKa-
JI00BI (CO CJIOB Marepu) Ha HU3KOPOCIOCTb, HApYLIEHUE 3BYKO-
MIPOU3HOIICHHUS, OTPAHUYCHHBIN CIIOBapHBIN 3arac. PeOEHOK OT
2-if OEpeMEHHOCTH, CPOYHBIX POJIOB, CTAPIINN CHIH — 3/I0POB.
[Tpu npoduakTHYECKOM 0CMOTpE TMEAUATPOM Ha 1-M romy Kus3-
HMY BBUSIBJICHA BBIPAKCHHAA 3aJeprkKa (PH3UIEeCKOro, MOTOPHOTO U
PEUYEBOro pa3BUTUS, 110 PE3yIbTaTaM YIbTPa3BYKOBOIO UCCIE0-
BaHUs yCTaHOBJICHBI BPOXKIEHHBIN MTOPOK pa3BuTus rnoyek (L-06-
pasHas 1ouka) u cepaua (AByCTBOpUaThlid KinanaH aopTsl). Ilpu
00BEKTHBHOM OCMOTpPE OIpEeAeIeHb! cleaytomue HeHOTHIIYe-
CKHE 0COOCHHOCTH: HU3KOPOCIIOCTh, HU3KHH J100, STIMKAHT, TOTH-
4ecKoe He0Oo, THIIEPTPUX03 PYK U HOT, ABYCTOPOHHUIA I1TO3 BEK, TU-
MepTenopu3M, OpaxuIaKTHIINSE KUCTEH C IMPOKUM |-M majblem,
TpesyOen, yriyOnéHHbII U pacHIMPEHHbIH MPOMEKYTOK MEXKIY
1-M ¥ 2-M nasbliaMu, II0CKOBaIbrycHas aedopmanus crom. Pe-
3yNBTaThl KAPHOTUIIUPOBAHMS: Oe3 maTonoruu. [1o JaHHBIM peHT-
reHorpaduu KOCTHBINM BO3pacT XapaKTepeH s 9-IeTHero Bo3pac-
Ta. OLeHKa TOPMOHAJIBHOTO NPO(WIs: YPOBHU TOPMOHOB LIUTO-
BUJIHOH KeJe3bl, OJ0BbIX FOPMOHOB, JIAKTOTPOIIHOI'O TOPMOHA,
comaromeninHa C, COMaTOTPOITHOTO TOPMOHA — B TIpejiesiaX KoH-
TposbHOro Auanaszona. [Ipu HeppocuuHTHrpad N BEIBICHBI TIPH-
3HAaKH XPOHUYECKOW Ooie3HH mouek 2 creneHu. KoHcysbramm
CIELMATICTOB: 0PTATEMOIOT — CJIOXKHBIN TUIIEPMETPONHIECKIH
acCTUIrMaTusmM OU Ilo JAHHBIM ITOJTHOTCHOMHOI'O CEKBCHUPOBAHM A
JIHK u cexBennpoBanusi no CoHrepy BbISBICHA MyTalllsl B TeHE
KMT24 (cunnpom Bunemana-IllraiiHepa B reTepo3UroTHOM CO-
CTOSIHUH, TOMHHAHTHBIA THI HAcJEIOBaHU, de novo). Y pomu-
Tenel npobaH/Ia HapyIICHUH B TEHETHYECKON TTOCIIEA0BATEIbHO-
CTH HE OOHAPYKEHO.

Buwigoowr. IlpencrasiaeHHblil cinydail cunagpoma Bugemana—
ITeiinepa umeeT 0COOCHHOCTHU, XaPAKTEPU3YIOLIHECS HU3KUM
pocToM, HapylieHueM (HU3HIECKOro, MOTOPHOIO U PEUYEBOro pas-
BUTHS, TIOPOKAMU PA3BUTHS BHYTPEHHUX OPraHOB, MATOJIOTHEH
opraHa 3peHus, a TaKk)ke MHOKECTBEHHBIMU CTUIMaMH JTU39M-
OpuoreHesa.

POINb rPryaHOIr o0 MOJNOKA B MPO®UINAKTUKE
PETUHONATUN HEOOHOLUEHHbIX

FNop6ayeBa H.B., UBaHoBa [1.U., Xnonkogra 10.C.
HayuHbi pykoBogutens: C.U. MakoroH

AnTanckuii rocygapCTBeHHbIN MeAULMHCKUA YHUBEPCUTET
MwuH3gpaBa Poccuun, BapHayn, Poccus

Kritouesble criosa: pemuHonamusi HEOOHOWEHHbIX,
HedoHOoWeHHbIe, 2pyOHOEe MOIIOKO, 1opo208bie cmaduu
pemuHonamuu HeOOHOWEHHbIX

Axmyanvrnocms. Petunonarus HenonomenHsix (PH) — Bazo-
nponudepaTuBHOEe BUTPEOPETUHAIBHOE 3a00JIeBaHUE IIa3 NIy0o-
KO HEJIOHOUIEHHBIX JeTel, B OCHOBE KOTOPOIO JIEXKUT HE3PEIOCT
CTPYKTYp TJIA3HOTO SI0JI0KA, B YACTHOCTH CETYATKH, K MOMEHTY
MIPEXIEBPEMEHHOTO pOXKIeHUs ped&Hka. B rpymmy pucka ¢ BbI-
COKOH BeposITHOCTRIO pa3BuTusi PH BKiouaror neteii ¢ recranu-
OHHBIM BO3pacToM 10 35 HeJ W Maccoil Tena Impu poXKIACHUH 10
2000 r. I[Tpounaxruka PH upessbruaitno Heodxoauma, T.x. PH siB-
JI€TCsL OCHOBHOM IPUYUHOMN CIIENOTHI U C1a00BUIEHUS B AETCKOM
Bo3pacte. M3BeCTHO, YTO yCI0BHs BBIXaXKUBAHUS U COMAaTHYECKas
OTATOLIEHHOCTh MIJIQJICHIIEB MOT'YT OKa3bIBATh BIMSHHE HA 4ACTO-
Ty 1 TspKkecTs PH. YcranoBneno, 4to kopMieHne TpyIHBIM MOJIO-
KOM CHMXKaeT 4acToTy ¢popmupoBanus PH, Bkirouas e€ Tsokénble
(OpMBI, UTO CBA3BIBAIOT C BLICOKUM COAEPKAHUEM MHO3UTONIA, BU-
TaMuHa E 1 KapOoTUHOMJOB B IPYTHOM MOJIOKE.

L]enw: onpenenuTh CBsI3b MEX1Yy KOPMIIEHHEM I'PYIHBIM MO-
noxoM 1 pa3ButreM PH y HeoHOMIEHHBIX IeTeH TpynIbl prCKa.

Mamepuanvt u memoowi. O6caenoBanbl 189 HOBOPOKAEHHBIX
C TECTAlMOHHBIM BO3PACTOM JI0 35 HEJ M Maccol TeJa MpH poXKae-
Huy 710 2000 1. ChopMupoBaHbl 2 IPyHIIbI HCCIAEAOBAHUS: 1-51 rpym-
na— 88 mmanenues ¢ PH; 2-1 rpynma — 101 mnanenen 6e3 PH.

Pezynomamui. B 1-ii rpymme 28 (24,6%) miageHneB ObLTH
TIOJTHOCTBIO TIEPEBE/ICHBI HA I'PYIHOE BCKApMJIMBAaHHUE B IEPBbHIC
7 mHel ku3HH, a BO 2-i — 29 (29%). Yuciao HOBOPOXKAEHHBIX,
HOJIHOCTBIO IePEeBEIEHHBIX HA IPYAHOE BCKapMIIMBaHUE C 8-T0 [0
14-ii nens >xu3Hy, B 1-it rpynmne cocrasuio 7 (6,2%), Bo 2-i1 —
12 (12%). C 15-ro no 30-ii neHs xu3HU B 1-i rpynmne cranu mo-
Jy4aTh TOJBKO rpyaHoe Moioko 2 (1,8%) mnanenna, Bo 2-it — 3
(3%). B 1-ii rpynme 9 (8%) miaieH1ieB ObUTH TIEPEBEICHBI HA CMe-
[IaHHOE BCKapMJIMBaHME B nepBbie 14 mHeil xu3Hu, Bo 2-i — 23
(23%). B 1-it rpynme y 7 (6%) miaieH1eB pa3BUIIMCh TOPOTOBBIC
craguu PH, B pe3ynbrare uero moHago0unoch NpoBeAEHUE XU-
pyprudeckoro jedenusl, Toibko 1 (1%) minanenen nomnyuain rpyj-
HOE MOJIOKO MaTepH B IepBbie 14 1HeH KU3HU.

Bw1600v1. T1onmydeHHbIe JaHHBIC CBHIETEIBCTBYIOT O TOM, YTO
IPYAHOE MOJIOKO, B JTI0OOM KOJIMUECTBE BBEIEHHOE B PALlIOH HOBO-
PpOXIEHHBIX leTel Tpynnbl pucka 1o PH B nepsbie 14 nHei xxu3-
HH, OKa3bIBaeT NpoduiakTuieckoe JeiicTBue Ha (opMupoBaHue
PH, B ToM unciie Ha pa3BuTHE NOPOroBbIX cTanuii PH.

CUHAOPOM KABYKW Y NEBOYKU

lN'ycenHoB X.A., Taxme3oB A.J., XoxnoBa A.B.
HayuHbin pykoBogutenb: O.U. NymeHok
CapaToBCKuii roCyAapCTBEHHbIN MEAULIMHCKAIN YHUBEPCUTET

umenun B.U. Pasymosckoro MuHsgpasa Poccun, Capatos,
Poccus

Knroyesnie criosa: cuHOpom epuma Kabyku, 3adepxka
YMCMBEHHO20 U pevesoeo pasgumusi
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Axmyansrnocms. Curgpom Kadyku (CK) (cunapom rpuma Ka-
oyku) (OMIM 147920) — penkoe MOHOTeHHOE 3a00JIeBaHKE, Xa-
pakrepusytoneecs crenuduieckumMu GeHOTHIHIECKIMH IPHU3HA-
KaMM U MHTCJIJICKTYaJIbHbIM }J,Cq)I/II_II/ITOM.

Ilenv: NpencTaBUTh KIMHUYECKUH ciayudail cunnpoma KaOy-
KM y JI€BOYKH 7 JIET.

Onucanue KIMHUYECKOTO ciay4ast. [lanuenTka, 7 net, poau-
nack ot 1-it OepeMeHHOCTH, MPOTEeKaBIiel Ha (POHE YTPO3bI ITPEPhI-
BaHUs OEPEMEHHOCTH, OaKTEePHATBLHOTO BArMHO3a, XPOHUIECKOTO
nuenonedputa. Poasr 1-e, cpounbie. Macca Tena npu poxaeHHH
2810 r, niuna Tena 49 cM. Onenka no Anrap 8 6aiioB. PasBuBa-
Jach ¢ 3a/IePKKOI MOTOPHOro U peueBoro passurus. C 1-ro roga
JKH3HU OTMeYalics TUTIEPTOHYC crudaresiell BEpXHUX M HIDKHUX
KOHEYHOCTEH, KpYIHOpa3MaIucToiii Tpemop. [Ipu ocmorpe 06-
pamaioT Ha ce0st BHUMaHHE MHOYKECTBEHHBIE CTUTMBI TU39MOpHU-
OreHesa, 4YCpPThl JIMla HAITOMUHAKOT I'PUM aKTépOB SIITIOHCKOI'O T€a-
tpa Kabyku: nonuxouedanus, MUHIAIEBUAHbIE [V1a3a, CXOASILEECS
KOcOIIa3ue, 1yroodopasHble OpOBU, HIMPOKAs IEPEHOCHULIA, HU3KO
MocakeHHBIE YIIIH, TTIa3HOH runeprenopusM. OOpaméHHyIo pedb
MIOHUMAET C TPYIOM, BO3pacTHbIE HABBIKH HE C(hOPMHUPOBAHBI, Pe-
YU HET, U3aET MOHOTOHHBIE 3BYKH, Tpy0ast 3a1epKKa yMCTBEHHO-
ro passurus. Poct 126 cm, macca tena 22 kr. dusnueckoe pa3Bu-
THE BBILIE CPEAHETO, JUCTAPMOHUYHOE, AedULUT Macchl Tena. [1o
JaHHbIM D01 — TUNWYHON SIMAKTUBHOCTH HE 3apErHCTpUpPOBa-
Ho. Habmonaercst opTaabMOoI0TOM ¢ TOCTOSIHHBIM CXOASIIAMCS
COZIPY)KECTBEHHBIM aJBTEPHUPYIOMINM U aKKOMOJIALMOHHBIM KO-
COIVIa3MeM, THIIEPMETPOTHEH ¢1aboli CTENeHH.

Bv1600b1. JlaHHBIA KIMHUYECKUHN clydail IEMOHCTPUPYET
kjaccuyeckoe teueHue cunapoma Kabyku. s Bepudukamnuu
9T0# (OpMBI IATOIOTMK HEOOXOIUM IOATAHbIH AUAarHOCTHYE-
CKHI TIOMCK C aHAIU30M KIMHHYECKUX, TA00PaTOPHBIX U FEHETH-
YeCKHX JIaHHBIX, YTO CHOCOOCTBYET paHHE! MOCTAaHOBKE IUArHO-
3a ¥ pa3pabOTKe STHONATOreHETHYECKOTO JICUCHUSL.

k ok ok

STREPTOCOCCUS AGALACTIAE
NPU BECCUMMTOMHOW BAKTEPUYPUN
Y BEPEMEHHbIX XXEHLUINH

Oanunuk O.H.
Hay4Hbin pykoBoguTtens: H.B. CemeuknH

ApocnaBckuii rocyaapCTBEHHbIN MEOULMHCKUIA YHUBEPCUTET
MwH3agpaBa Poccun, Apocnaenb, Poccus

Knodyesble criosa: cmpenmoKokkogasi UHGheKyus,
bakmepuypusi

Axmyanorocms. CTpenTOKOKKOBass MHPEKIHs Tpymbl b,
BbI3BaHHAsl T'PAMIOJIOKHUTEIbHOU OakTepuein Streptococcus
agalactiae, IBNAETCSI OJHOM 4aCTBIX IPUUUH CEIICHCA HOBOPO-
JKIEHHBIX C pAHHUM HA4yaJlOM U 3HAYMMOMW NMPUYMHOM cercuca ¢
[I03/IHUM HauajoM y JeTell paHHero Bospacrta. [IpumepHo 50%
JKCHIIHMH, 3apakEHHBIX cTpenTokokkoM rpymmsl b (CI'B), nepe-
Jal0T OaKTEePUH CBOMM HOBOPOXKIEHHBIM.

WutpanaranpHas aHTHOMOTHKONPO(UIIAKTHKA SIBISIETCST 1O~
CTyNHOI ¥ 3 (HEeKTUBHOI cTparerneld npouIaKTUKN MepHHATAIIb-
HOM CTPENTOKOKKOBOM MH(EKIMU IpyIibl b ¢ paHHUM Havyaiom.
OnHako paroHaNbHON MPOQHUIAKTHKA MTO3IHETO HavYaja 3a0bore-
BaHHMS HE CYLIECTBYET.

Lenw: onpenenuth 3HaunMocTh CI'b npu OGeccuMNTOMHO#
GakTeprypuH OEpPEMEHHBIX JKEHIINH U YyBCTBUTEIILHOCTD BbIJIE-
JICHHBIX KYJIBTYP BO30YAUTEISI K OCHOBHBIM aHTUOMOTHKAM.

Mamepuanvt u memooul. IIpoBenéH aHaM3 JaHHBIX OaKTepH-
OJIOTHYECKUX HccienoBanuid 2475 o0pa3ioB Mouu OT OepeMeH-
HBIX JXeHIIMH (cpeaauid Bospact 30,03 £ 5,72 rona).

Pesynomamui. I3 Bcex uccieqoBaHHbIX 00pasuoB B 1598
(65% ciay4aeB) He ObLIO BBISIBIEHO POCTa MUKPOOPIaHU3MOB,
B 602 (24%) oOpa3uax OTMEYEH POCT MUKPOOPraHU3MOB B TH-
tpe < 10* KOE/Mi1, 9T0 HE UMEET CYIIECTBEHHOTO KIMHHYECKO-
ro 3HaueHus1. B octaBmmxcst 275 (11%) oOpasuax BeisiBieHa Oec-
cumntomuas 6akrepuypust (BB) (Tutp Mukpoopranuzmon >10°
crenienn). CI'b Obu1 BbIIENICH OAKTEPUOTIOTUUECKUM TIOCEBOM Y
66 (3%) OepeMEeHHBIX JKSHIIHH, IIPX 3TOM B IOJIOBUHE CIIy4aeB
(17% 6epemennsix ¢ bb) BeisiBiena bb, Bei3Bannas CI'b. Hapsny
¢ Streptococcus agalactiae 6T BBIIENEHB E. coli u Enterococcus
spp. npu bb Gepemennbix sxeHmuH B 48% n 18% ciryqaes cooT-
BETCTBEHHO.

AHTHOMOTHKOYYBCTBUTEIBHOCTD BBIICICHHBIX 63 KyIbTYp
Streptococcus agalactiae K KNTMHIAMUIMHY Oblja BbISBICHA B
71,4% cirygaes, k 1eBodraokcanuay — B 60,7%, k xsopamMpeHu-
Koy — B 52,4%, Kk sputpoMutiuny — B 27%.

Buisoowvr. CI'B nmpopomkaer octaBarbCsi OHOM M3 TIIABHBIX
IIPUYHUH CeTcruca HOBOPOXKAEHHBIX. HamMu noka3aHa 3HaYMMOCTD
CI'b npu 6eccUMITOMHOMN GakTepuypuH y OEpEMEHHBIX KEHIIHH.
BeisBneHa Hu3Kast 4yBCTBUTENbHOCTL CI'D K 9pUTpOMULIUHY, 1yB-
CTBUTEIBHOCTh K KIMHAAMUIUHY Oblla Ha ypoBHE 71%.

TMMNEPAMMOHUEMUSA Y HOBOPOXAEHHbIX,
NEPEHECLUMX ACOUKCUIO

Dertapesa H.A.", UnnonutoB A.Jl.', CokonoBa E.B.2
HayuHbin pykoBoguTtens: A.B. dertsapeBa’?

"MepBbit MOCKOBCKUIA rOCYyAapCTBEHHbIN MEANLMHCKAI
yHuBepcuteT umeHn V.M. CeueHoBa MuH3gpasa Poccuu
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
2HaunoHanbHbIi MEAULMHCKUIA NCCneaoBaTeNbCKUA LEEHTP
aKyLlepcTBa, TMHEKONOrMN U NEPUHATONOMMN UMEHN

B.WN. Kynakosa MuH3sgpasa Poccuun, Mocksa, Poccus

Knroyesbie criosa: mpaH3umopHasi auriepaMmMOoHUEeMUS],
amMmuak, acehukcusi HOBOPOXXOEHHbIX, 2UNOKCUYECKU-
uwemudeckas sHuyeghanonamus, HacriedcmeeHHble 60e3Hu
obmeHa sewecms

Axmyansnocms. HeonaranbHas runepammonuemust (I'A) —
[aTOJIOTMYECKOE COCTOSIHUE, BO3HUKAIOIIEE Y HOBOPOXKIEHHBIX U
XapaKTepu3yIOIIeecs MOBbIIIEHHEM YPOBHS aMMHaKa B KPOBU 00-
nee 110 MKMOJIB/T y JOHOIICHHBIX U Ooniee 150 MKMOJIB/T y He-
JIOHOIIEHHBIX AieTel. [Ipy NMOBBIIIIEHNH KOHIIEHTPALUU aMMUaKa
B KJIETKaX TOJIOBHOTO MO3ra npoucxoauT aktusanus NMDA-pe-
LENTOPOB M, KaK CJIEACTBUE, TIOBBILICHUE MPOIYKIIUK CBOOOIHBIX
paIuKaioB, BEAYIIHX K HOBPEXKICHUIO aCTPOLIUTOB U MUKPOIJIHH.
B ycnoBusax I'A 3a cu€T noBBIIIEHHON JIE€TOKCHKAIIUN aMMHaKa
MIPOUCXOIUT OBICTPOE UCTOLIEHHE (HDEPMEHTATHBHBIX CHCTEM Iie-
YeHH, YTO 3aTPyIHsET ero JalbHeHlIyo yruim3anu. B takux
ciydasix y IeTei, mepeHécmx ac(hUKCHIO, pa3BUBACTCS HE TOJb-
KO THIIOKCHYECKask THOeNb KJIETOK MO3Ta, HO U PHUCK TOKCUKO-Me-
TabOJINYECKOTO TOPAKEHUSI HEHPOHOB.

L]env: orpeneneHue 4acToThl pa3BUTHA A y HOBOPOXKAEH-
HBIX, IEPEHECIINX aCUKCHIO, U BBISIBJICHHE €€ KIMHUIECKH 3Ha-
YUMBIX I1OCJIEACTBUIL.

Mamepuanvt u memoowvl. O6cnenoBano 78 neTei, poauBIINX-
Cs1 B COCTOSIHMU ac(PUKCUU CPEeTHEN TAXKECTH U TAXKENT0H achuk-
cuM. BbIIM UCIIONIB30BAHBI KPUTEPUU IS OIPECIICHNs TI0Ka3a-
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HU K Hayay oOLiel ynpaBlisieMOl THIIOTEPMHUH BCEM JIETSIM OT
50 Mun 10 5 9 mocne poxaeHus. [IpogomKUTeNbHOCTD THIIO-
TEPMHHU TI0 TIPOTOKOJTY COCTaBMIIA 72 4. YUYUTHIBAsI HAJIUUYUE I10-
Ka3aHMl>’l, JACTHU NOoJIyvaain (beHTaHI/IJ'I, Ipu HAJIMYUKM HEOHATallb-
HBIX cyZopor — OeH3onuasenuubl. OLEHKY CTEeNeHH T'MITIOKCH-
yecku-uieMudyeckor suiedaronarun (['MD) npoBoauiau mo
MOM(DUIIUPOBAHHON 1IKae: Y 59 neTeil ycTaHoBIIeHa 2 CTeICHb
'3, y 19 — 3 cremnens. [locne BemucKH W3 cTalioHapa AETH
HaXOIWJIMCH 110J] HAaOIIOCHUEM ITeAnaTpa 1 HEBPOJIOra.

Pesynomamut. TA BeisiBiena 'y 28 (35,8%) nauuenTos. E€ ya-
cTOTa ObLJIa CONOCTaBUMa y JACTEH C Pa3IMYHOM CTENEHBIO THITOK-
CHYeCKH-HIIeMuYeckoi sanedanomnaruu (p > 0,05). OqHako 3Ha-
YUMOW KOPPEISIIHY MKy YPOBHEM aMMHUaKa, TI0JI0M, TeCTaIlHOH-
HBIM BO3PACTOM, MacCO Tela mpy POKICHUH U OIIEHKOH IO IIIKaie
Amrap He BbisiBiieHO (p > 0,05). B niepBbie 3 cyT xH3HH y AeTei
¢ I'A He oOHapykeHO crneu(UUeCKUX U3MEHEHUN B HEBPOJIOTH-
yeckoM craryce (p > 0,05). [Ipu Gosee mo3nHel MaHU(ecTauK
I'A nmpuBOAMIa K YXyALIEHUIO COCTOSHUA peOEHKa ¢ (hopMHUpOBa-
HUEM IaTOJIOTHYECKOH HEBPOJIOTHYECKOH CUMIITOMATUKH. B oT-
JanéHHOM nepuoze Hannune ['A He BIUSIIO Ha 9acTOTY Pa3BHTHS
JIETCKOTO LepeOpaIbHOro napaanya, SIWISTICHU U 33A€PKKHU IICH-
XOMOTOPHOTO pa3BUTHUsL. IIpy 5TOM ObLIA BEISBICHA CYIIECTBEHHO
O0ubIIas YacTOTa Pa3BUTHS HEBPOJIOTUUECKUX HAPYIICHUH B BU/IE
[IPU3HAKOB MaHyaJIbHON JAUCIPAKCUU U 3a/I€P’KKU Pa3BUTHS SKC-
TIPECCUBHON peun pa3zHoi creneHu TshxectH (p < 0,05).

Buisoowl. OtipenienieHre ypOBHS aMMHaKa B KPOBU HOBOPO-
KACHHBIX, MEpeHECIINX aCPUKCUIO, UMEET BaXKHOE KIMHUYE-
CKO€ 3HAU€HME U OIpPEAEIIET MPOTHO3 HEBPOJIOTUYECKOrO pas-
BUTHUS peOEHKa.

®AKTOPbI PEAITU3ALIMN ANNNEPITMYECKOIO
PUHWUTA U BPOHXWATNIBHOW ACTMbI Y OETEN
C NMULLEEBOW ANNEPIUEN

Do6poBonbckas E.A.
HayuHbin pykoBoguTtens: H.I. MpuxogyeHko

TVX0OKeaHCKUin rocyqapCTBEHHbIN MEAULMHCKNN
yHuBepcuteT Munsapasa Poccun, BnagmsocTtok, Poccus

Knouesnbie criosa: annepaudeckuli puHum, 6poHxuarnbHasi
acmma, nuwesasl annepaus, sakyuHayus, demu

AxmyanvHocme. Annepruyeckue 00Je3HH B pa3InYHbIC BO3-
PacTHbIE EPUOJIBI IPHOOPETAIOT BCE OOIBbIIEE PACIPOCTPAHEHUE B
noceTHue Tobl. [Ipr 9ToM oTMedaeTcs paHHSS pean3alys aTo-
MTMYECKOTO Maplia, 1e0I0TOM YacTO CIY)KHUT IHIIEBas aJuIeprusl.
Omnpenenenue GakTOPOB PUCKA PeaTU3aLUH ANIEPIHIECKOTO PH-
Huta (AP) u 6ponxuansHoit actMel (BA) y meteli ¢ nuieBoi aj-
neprueit (ITA) npuBenéT k NpeOTBPALICHUIO TSLKENOTO TEUESHUS
aToNuu, pa3paboTKe CTpaTeruii MpoQUIaKTHKA U MPEBEHTUBHON
TepaIuy aTOMNYECKUX OOJIe3HEN.

Llenv: onpenencHue aHaMHECTHYECKHX (PaKTOPOB pHCKa pe-
ammzaunu AP n BA y nereit ¢ [TA st uaeHTHPUKALUY TTPETUK-
TOPOB TEUECHUSI 3200JICBaHMS.

Mamepuanst u memoosi. KomruiekcHo oOciienoBano 85 ne-
teit B Bo3pacte 5—10 et ¢ ITA. Ilepsyro rpynmy (n = 43) cocra-
BWJIM JIETH C PEANM30BAaHHBIM aronmdeckuM mapiieM (AP w/umm
BA) u ITA B anamuese. Bropyto rpymiy (n = 42) coctaBuiu Jie-
TH C HepeaJIn30BaHHBIM aTONMYECKUM MapieM (oTcyTcTBreM AP
u/um BA) u [TA B anamHese. Bee nonyueHHbIe JaHHbIe 00pado-
TaHbl CTATUCTUYECKHU, ONpe/iessin oTHowmeHue mancos (OLII).

Pesynvmamor. [Ipoanann3upoBaHo 23 aHAMHECTHYECKUX (ak-
Topa y fereit ooenx rpymmn. OCHOBHBIMHU MPEIUKTOPAMH PA3BUTHS
aTONMMYECKOro Maplla y JeTell B HalleM HCCIIe0BAaHUH MO CITY KN
pannwuii ne6rot [TA — 1o 3 mec (49%; OL 1,92); nonuBaneHTHAS
ceHcubunm3anus K amieprenam (45%); HeOnaronpusTHOE Teye-
Hue 6epemeHHocTH (45%; OILI 1,86), npuém MaTepbro aHTUOUOTU-
k0B (45%; OLL 1,44), ponopaspenienue myTéM oreparun Kecape-
Ba ceyeHust (45%; OLL 1,94); uckyccTBeHHOE BCKapMIIMBAHHE B
nepBbie 6 Mec xu3Hu (45%; OII 1,25; p <0,05). Y nereid, He pe-
QIM30BABIIUX ATOMMYECKUI Maplll, BBISBICHBI CIEIYIOIIUE 0CO-
oennoctu: 6onee no3nuuii nedrot [TA (mocne 6 mec, 57%); MOHO-
BaJIeHTHas ceHcnOmmm3anus (61%); ecrecTBeHHOE BCKapMIIMBAaHNE
B IIepBBIe 6 MeC )KU3HH; MOSBICHNAE TOJIEPAHTHOCTH K MIPOIYKTY,
BBI3BABILEMY aJUIEPTHIO, K 2—3-My Oy KHU3HHU. [|0NOTHUTETHHBIM
(axTOpOM pHCKa pa3BUTHUS aTOIMMYECKUX 3a00JeBaHUN CITyXKHIa
BaKI[MHALMSI, HE COOTBETCTBYIOIIAS HAIIMOHAILHOMY KaJCHAAPIO:
mancsl pa3sutusi AP u BA y nereil ¢ oTCyTCTBHEM BaKIMHALMH
WIM C HETIOJHOM BakIMHanuei Obutd B 16 pas BbllIe, 4eM y aeTeit
c 1A, ve peamuzoBaBmmx AP u BA x 5 rogam xwu3au (p < 0,05).

Bv1600b1. OCHOBHBIMH TPEAUKTOPAMH Pa3BUTHUS aTOMHYE-
ckoro mapma y aerei ¢ [TA Boictynunu nedrot ITA 10 3 mec
JKU3HM; TIOJIMBAJICHTHAS CEHCHOMIIM3AlKs K ajiepreHam; He-
OyaronpusiTHOE TeUeHHE OEPEeMEHHOCTH, MPUEM MaTepbio aH-
THOMOTHUKOB, poopa3pelIeHe MyTéM OIepaluy Kecapesa ce-
YEeHUsI; HCKYyCCTBEHHOE BCKapMIIMBAHHE B IEPBEIe 6 MeC )KU3HH,
0TKa3 OT BakuuHaiuu. HeoOxoaum nanapHe#nmi mouck ¢akro-
POB pa3BUTHS aTOMMUYECKUX 3a00€BaHUN U BBISIBICHHE 3HAYU-
MOCTH KaXI0T0 QaxKTopa.

BENOK-TEPSIIOLLAS SHTEPOMATUS Y PEBEHKA
C BPOXOEHHbLIM MOPOKOM CEPALA

NMOCHNE XUPYPIMYECKOW KOPPEKLIUU

MO ®OHTEHY

HOonupse M.B.
HayuHbin pykoBoauTtens: H.I. 3BoHkoOBa

MepBbIi MoCKOBCKMIA rOCYaapCTBEHHbIN MEAULIMHCKAI
yHuepcuteT umenn .M. CeveHosa MuHsapasa Poccumn
(CeuveHoBckun YHuepcuteT), Mocksa, Poccus

Krnrouesnie criosa: 8poxx0EHHbIL MOpPoK cepoua, b6ernok-
mepsitowasi s3Hmeponamusi, onepayus @oHmMeHa,
Auemomepanusi

Axmyanvrocms. EnuHcTBeHHBIH %enynouek cepaia (EXC) —
peaKuit BpoXKIEHHBIN MOPOK Cep/Ila IUAHOTHIECKOTO TUIIA, YacTo-
ta EXKC cocrasnser 0,13 na 1000 HoBopoxk€HHBIX. B KauecTBe
XUPYPTrUYECKOro JICUCHHSI TOPOKA BBITIOIHSAETCSI FeMOJUHAMHUYe-
CKasi onepanys — CO3AaHUe TOTAJbHOI'O KaBOIYJIbMOHAIBHOTO
aHactomo3a. OJJHUM M3 OCIIOKHEHUH ornepanun PoHTEeHa sBJIs-
eTcst Oenok-Tepsitoras suteponarus (BTD).

L]env: IPOIEMOHCTPUPOBATH KIMHUYECKUH CITydail )KU3HEeY-
TPOYKAFOILIETO OCJIOKHEHUSI, 0003HAYNTh HEOOXOUMOCTh PaHHEH
JIUArHOCTHKH 3TOTO COCTOSTHHS, YIIOMSHYTh O B&XXHOCTH IPHMe-
HEHUS AUETOTEpaIny.

Onucanue KIMHUYeCKoro caydasi. Mampunk C., 15 ner,
MOCTYIHI B KapJHOJIOTHYECKOE OTAEJCHNE B TSDKEIOM COCTO-
SIHUH, 00YCJIOBICHHBIM OTEYHBIM CHHAPOMOM. C pOXJIeHHS Ha-
OromaeTcst y KapAuoJora ¢ JUarHo30M: BPOXKAEHHBIM TOPOK
cepaa: IPpaBopacloiokKEHHOE, IPaBocHOPMUPOBAHHOE CEPIIIE,
EXC, tpancnio3unust MarucTpaibHbIX apTepuid, XpOHUYECKas
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cepaeyHasi He1oCTaToYHOCTh [IA cremenu, GpyHKIMOHATBHBIN
knacc II1. B 3 rona pe6&nky Oblia mpoBesieHa onepaius Doxre-
Ha. C 15 neT orMevyanuch HEOJHOKPATHBIE ATTU30/1bI OTEYHOCTH
JMIa, KOHEYHOCTEH, YBEIMYCHHE )KUBOTa B 00bEME, HAbOp Be-
ca 10 6 kr. [Ipu nabopaTopHom 00cCiieI0BaHUM — TUIONIPOTEH-
Hemus 10 36,7 T/, runoanboOyMuHeMus 10 23,6 1/1. AHanu3 co-
nepkanust anbdal-aHTUTpUIICHHA B Kaje > 2250 mr/a (B HopMe
K 250 mr/n); npu Y3U opraHoB OprOIIHOM MOJOCTH: TeNaToCIie-
HOMeraliusi, CBOOO/IHAs )KUIKOCTh B OPIOIIHOW TOJIOCTH, B Ma-
JI0M Ta3y — MexneTensHo. [1o qanHbM mabopatopHoro oocie-
JIOBAHUS M KIMHAYECKUM MPOSBICHUSIM ObLT BHICTABJICH JUATHO3:
BTD . Haznauen Oyneconup 3 mr 1 pa3 B AeHb. YUUTHIBAs [1aTO-
rene3 bTD, yBennuena no3uposka Oyneconuaa 10 3 Mr 3 pasza B
neHb. [IpoBoauncy nHQY3UH TOISPU3YIOIICH CMECH C Mociie-
IOyomuM BBeaenueM ¢gypocemuna, 20% ansOymuna. Haznaue-
Ha HU3KOXKUPOBAs BRICOKOOEIIKOBast OeccolieBas JUeTa ¢ pe3KUM
OrpaHUYCHUEM JITTMHHOIICTIOUSYHBIX TPUIIHIEPHIOB 110 10 r/cyT.
ITorpebHOCTh B Oenke u3 pacuéra 1,5-2,0 r/kr (63—-84 r/cyr).
BocnonHeHne moTpeOHOCTH B 9HEPTHU ITyTEM BBEICHHUS B pa-
LMOH JKHPOBBIX MOJYJIEH CpeaHEeenOYeyHbIX KUPHBIX KHC-
not (CIT): «Ceres/Kanso» («Dr. Schar») — 100% macio CL[T
win Liquigen («Nutricia — SHS») — 50% smynscus CHT no
15 mau/cyT. Pexxum nutanus — 3 OCHOBHBIX (He > 3 T kupa Ha
puéM) U 2 JTOTIOTHUTENBHBIX puéMa nuinu (He 6onee 0,5 T xu-
pa). B nanpHelem, npu yaydIeHnH COCTOSHHUS, PaCIInpEHHe
JMETHI C COIePKAHUEM JUTHHHOLIETIOYEUHBIX KUPHBIX KUCIIOT JI0
20-30 r/cyt. [Ipu cTabunuzanuu cocTosiHus Ha GoHe cobmroe-
HUSI IUETHI COAEPIKaHUE KUPOB JOJDKHO cOCTaBIATh < 30% oT
o011ei HHEProIeHHOCTH panroHa. PeOEHOK BhITMCAH TIOMOil B
CTAaOMIBHOM COCTOSIHUM IUISI TPOJIOJDKEHUSI MEIHMKAMEHTO3HO-
O JICYCHHUS M JTUETOTEePAITNH I10]] HAOIIOACHUEM CIIEIUAINCTOB.

Bovi600wi. TIpencrapieHHOE KIIMHUYECKOE HAOIOICHHUE HILTIO-
ctpupyet, uto Takoil cnoxkabiii BIIC, kak EXXC nmocne onepauuu
®donreHa, uMeer rpozHoe ociokHeHne — BTD. [l coxpaHeHus
JKU3HU OOJBHBIX M CHIDKCHHS PUCKA PA3BUTHSI OCIOKHEHHUN B TMO-
CIICOTIEPAIIMOHHOM TIepHO/Ie HEOOXOIMMbI CBOSBPEMEHHAS HIX JTHa-
THOCTHKA 1 KOHCEPBATUBHOE JICYEHUE, BKITIOYAOIIIEE TUETOTEPAITHIO.

k ok ok

OCHOBbI PEABUNTUTALIUU OETEWN,
OMEPUPOBAHHBIX MO NOBOAY OMYXONEN
roONnoBHOIO MO3rA

Opospn B.0O.
HayuHbin pykoBoguTtens: E.E. LLlaTckas

PsizaHckuii rocyaapCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET
umenn akag. W.IM. Naenoea MuHsgpasa Poccun, PasaHb,
Poccusi

Knrouesnie criosa: demu, peabunumauyusi, o0osie4eHue,
ricuxoso2o-nedazoauyeckasi MoMoub

AxmyanvrHocms. B PsizaHckoll o0nacTu aeTckoe Hacele-
HHUE COKPAIIAETCs B CBSI3U C YBEJIIMYCHUEM JIETCKON MHBAJIMIHO-
cTH 110 HOBoOOpa3oBaHusaM. B 2019 r. uncno ngereli-uHBaINI0B
C HOBOOOPA30BaHUSIMH COCTABIISLIO 25 denoBek, a B 2021 . oHO
BBIpoCIO 10 28 "enoBek (4,5% ot o01Iel neTcKoi HHBATUIHO-
CTH 110 00JIACTH).

I]env: IOKa3aTh, Kak MpaBUIBHO pa3paboTaHHAs cHCTEMa
peadINTAaMOHHBIX MEPONPUITUH MOXKET U3MEHHUTH KU3Hb
pebEHKa mocie MpoBeJeHUs ONEePaALUU 110 YAAJICHHUIO OIyXO-
JM MO3Ta.

Onucanue KIMHAYECKOro ciayyast. JleBouka, 3 roza, mocry-
nuia ¢ ykanodamMy Ha 3aepiKKy PEYeBOrO Pa3BUTHS, OBBIIICH-
HYIO SMOLMOHATIBHOCTD, PA3APAXKUTEIBLHOCTh, CHIDKEHHE OCTPO-
ThI 3pEHUS, TTOJINYPHIO, COLUAIBHYIO e3afanTtanuto. Pe6éHok oT
1-i1 GepemeHHOCTU Ha oHE yrpo3bl npepbiBanus B 30 Hen. Poxbl B
38 Hell, SKCTPEHHOE KEeCapeBo ceueHue (HOXKHOE MIPeUIeKaHUE, 00-
BHUTHE IMynoBUHBI). Macca Tena npu poxkaernn 3400 1, mymnHa Te-
na 52 cM. B suBape 2022 r. 6bu1a OniepupoBaHa B HEHPOXUPYPIH-
YEeCKOM OTJEJICHUH — IPOU3BEACHO yAalIeHHe HOBOOOPa30BaHUs
XHMa3MaJIbHO-CEUIIPHOM 001acTH — aJaMaHTUHONOAO00HOH Kpa-
Huodapunruomsl. I[locae onepanuu npu MPT ronosHoro mosra
JTAaHHBIX 32 PELUIUB U OCTATOYHYIO TKaHb 00pPa30BaHUs HET, aTPo-
(uveckre u3MeHeHus runodusa, HeOobie arpoGUIeCcKue 13-
MEHEHHS TPaBOH JIOOHOH /101 TOJIOBHOTO MO3Ta.

Hesponornueckuii cratyc: Ha KOHTaKT UAET C TPYIAOM, PO-
SIBIISIET HETaTUBU3M IpH ocMoTpe. OOpanméHHyI0 pedb MOHUMa-
€T, IPOChOBI BBIIOIHAET 110 XKeNaHulo. B rpynne He axantupy-
eTCsl, IePEeMEIIaeTCsl Ha OLYIlb, C UTPYLIKAMH UTPAET, C IeThbMHU
B KOHTAKT HE BCTYMAaeT. ANMETUT U30UPATENbHBIH, €CT C ITOMO-
uibto nepconana. Cocrosaue QYHKIMI aHAIM3ATOPOB: 3PCHHE
Ha yPOBHE CBETOOLIYICHHUS, TOPU30HTAILHBINA HUCTATM, Ha 3BYK
B3I pukcupyeT. DyHKIUSA CIyXOBOTO U OOOHSATENILHOIO aHa-
JIM3aTOPOB cOoXpaHeHa. Peub akTuBHa, HeuéTKas, IPOCTasl, Clo-
BapHBIHA 3amac HepocTaTtoueH. Juaruo3: G93.8 Ilocnencrus
panHero opranuueckoro nopaxenus LIHC, 3anepikka ncuxope-
yeBoro pa3zsutus. E23.0 ['unonuryutapusm. MyasTHIUCITUILIN-
HapHOI KOMaHA0H CIIEeHUaINCTOB IPOU3BEAEHA Pa3padOTKa TaK-
TUKU peadbunuranuy pedEHKa s yIydIleHUs alanTalluOHHBIX
BO3MOXHOCTEI!, BOCIIOJIHEHUS TOTEPSHHBIX (PYHKIUHA, OCBOCHUS
HOBBIX HAaBBIKOB U BO3BPAIICHUS K NOJHOLEHHOMY 00pasy Ku3-
HU. J{J151 9TOTO MCIOIh30BaH KOMILIEKC MEPOIPUSTHI MEIHULIMH-
CKOW peaOuIuTalnu:

1. JleueOnas uskynsrypa (JIOK): 15/20 Mun B eHp — exe-
JTHEBHO, MCKJIIOUCHUEM CIIy’KaT JJHU, KOTOPbIE BKIIOYAIOT BOJIOIE-
yeHue. MoxeT ObITh BKIIIOUEHO HEHPOMOTOPHOE TIepeodyyeHHE.

2. Maccax je4eOHbIN: maasmui Maccax mo 10—15 mux B
BUJIE TIONIAKUBAHKS M PACTUPAHUS BEPXHHUX U HIDKHAX KOHEUHO-
CTel ¢ MOCIJIeIYIOIINM ITOAKIIOYEHHEM MaccaXka IPyJHON KIIETKH,
ATOOMYHOM 007aCTH, MOSCHUYHO-KPECTLIOBOM 00IACTH M MBIIIL
cruubl. Cpazy nocne JIOK nubo BononeueHus: eXEIHEBHO MIPO-
BOJUTCS KUHE30TEpaIusl.

3. Kunesorepanus: 10—15 muH B geHb, nukiaamu mo 10—
20 nHeit B Mecsil. MoxeT ObITh BKITFOUeHA B miporienypy JIOK.

4. Tepamusi 3aHATOCTHIO: €XKEIHEBHO WJIH Yepe3 IeHb 10
5-30 MMH Ha BeCh MEPHOJ NAHHOTO dTama — HUTPbHI HA MECTE,
JIeTIKa U3 MIaCTUINHA, IIMHBI, MaJIOIOABIDKHbIE Urpsl. Llenecoo-
Opa3HO IpUMEHeHUe B THEBHOE BpeMs 10 12:00 u u 1o Meporpu-
SITUH, CBA3aHHBIX C (PU3NUECKON HArPY3KOH.

5. Habmonenue 3a peGEHKOM B IpyIIIie JHEBHOTO PEObIBAHUS
1 00y4eHHe ero COIMAIbHBIM KOHTAKTaM — €)KETHEBHO, B BBIXO/I-
HBbIC JIHU pOEHOK MOKET OCTABAThCS C CEMBEN.

6. Bogoneuenue: 3 pa3a B HEJENIO 110 2 pa3a B A€Hb JUIUTEIb-
HOCTbIO 30 MUH.

Takum oOpa3om, OblTa IPOBEIeHA MOIHAS aJanTalus 1o/ Qu-
3MOJIOTUUECKHIE BOBMOKHOCTH OOJILHON M BBICTPOEHA CIIEUAIIb-
Hasl CHCTeMa, KOTOpast aBaja Obl TOIBKO MOJIOKUTETBHBIH Pe3ylib-
Tar 0e3 NOOOYHBIX SBICHUN B BUAE MEPEYTOMIICHHS, HAPyLICHUS
HNCUXO(U3UIECKOTO pa3BUTHS. JIOCTUTHYThIE PE3YIbTaThl: HEBPO-
norudeckuit craryc (11.11.2022): co3HaHue HE HApyLIEHO, UAET
Ha KOHTAKT, HEraTUBU3M He TposiBiisieT. OOpaiéHHyo pedb OHHU-
MaeT, MPOCHObI BRIMONHSET B OJHOM 00bEMe. B rpymme agantu-
poBaHa, MepeMeIaeTcs Ha OLIYIb, C UTPYIIKAMH UTPAET, C JeTh-
MH B KOHTAaKT BCTYNAeT OXOTHO. ATIIETUT B HOPME, €CT CaMOCTOSI-
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TENIbHO, HE OTBEPraeT MPOIYKTHI, BXOSIINE B THETHICSCKHUIA CTOJI.
OTH U3MEHEHUS yIAI0Ch TOMYINTH 3a 4 MeC IIPOBeACHHS pealdu-
JIUTALIMOHHBIX MEPONIPUATHH.

Bv1600b1. B 1eTckoM Bo3pacTe BO3MOXXHO MaKCHMalIbHOE BOC-
cTaHoBJIeHHE (DYHKIMH B OTHOCUTEIILHO KOPOTKHI BpEMEHHO I1e-
puon. Panuss, cBoeBpeMeHHas U IIPOIOIKUTEIIbHAS KOMIUICKCHAS
peadmnTanys, MPOBOIMMAast MyJIbTHANCIUILUTHHAPHON KOMaH0kH
CIIEMAJINCTOB, O3BOJISIET B KOPOTKHE CPOKH JOOUTHCS BOCCTAHOB-
JeHust, Onarofaps MIACTUYHOCTH HEPBHOW CHCTEMBI M BBICOKOM
AKTUBHOCTH METa0OJIMYECKUX TIPOLIECCOB B JIETCKOM OpraHU3MeE.

MWHEPAJIbHAA NNIOTHOCTb KOCTHOW TKAHMU
Y OETEA C CUCTEMHOW KPACHOW BONTYAHKOW

AyHaesa E.N.', BaxoHbko J1.C.2, MeTpoBckas A.C.2
HayuHbi pykoBoguTenb: A.C. MNoukanno'

'Benopycckasi MeAMUMHCKAs akagemMunsi nocrneauniomMHoro
obpasoBaHusi, MuHck, benopyccus;

24-5 Mopopckas aeTckas KnuHudeckasi 6onbHuua, MuHck,
Benopyccus

Kntouesnbie crioga: MUHepalibHasd r1omHocmb KocmHou
mKaHU, cucmeMHas KpacHas 80/14aHKa, oCmeoriopo3

Axmyanvrocms. CuctemHast kpacHasi Boiruanka (CKB) siist-
€TCsl PEAKHAM U TSDKEIBIM PEBMATHUECKUM 3200JIEBaHUEM Y JETEH.
K daxropam pucka pazsutus ocreonoposa npu CKB y nereif ot-
HOCSITCS BBICOKasl aKTUBHOCTD 3a00J1€BaHUs], UCIIOIb30BaHUE IIIIO-
KOKOPTHKOCTEPOH/JIOB, TIOPAXKEHUE MTOYECK.

L]env: onpenesuTb MUHEPAIbHYIO INIOTHOCTH KOCTHOM TKaHU
(MIIKT) y nereit ¢ CKB.

Mamepuanvt u memoowv. B peciryOnmKaHCKOM HEHTPE AETCKO-
ro ocreonopo3a oocnenosano 10 nereii (3 ManpdMKa U 7 IEBOYEK)
¢ CKB B Bo3pacre 8—17 ner. Menuana Bo3pacTa MalleHTOB COCTa-
Buia 15,6 (11,8; 16,0) rona. MIIKT uccnenoBanu METO0M JABYX3-
HEpreTUIecKol PeHTTEHOBCKON a0COPOIIOMETPHH 110 TeIHaTpHIe-
CKMM TIpOrpaMMaM HCCIIeIOBAaHMS (BCE TEIO 0e3 BKITIOUSHHUS KOCTel
qeperna ¥ MOSICHUYHBIH OT/Ie] TT03BOHOYHHKA). [IpoaHamm3upoBaHs!
MIIKT (r/cm?) u Z-score MITKT (MHTerpabHbIH MOKas3aTesb, Xa-
paxrepusyronmit MIIKT nanuenTa B cpaBHEHUM C HOPMOM JUIsl Jie-
Teil TOro JKe BO3pacTa M 10J1a; BhIPAKACTCS B CTAaHIAPTHBIX OTKJIO-
Henusax — SD). 3nauenus Z-score MIIKT < 2 SD pacuennBanmu kax
«un3kyro MITKT st ona u Bo3pacray, 0CTeornopos3 ObLI AUarHo-
CTUPOBaH y MAlMEHTOB C KIIMHUYECKH 3HAYMMbIM aHAMHE30M Iiepe-
noMoB B couetanuu ¢ Z-score MIIKT < 2,0 SD wnu y nereit ¢ on-
HHM WM HECKOJIBKMMH KOMITPECCHOHHBIMH TIepesIOMaMH TI03BOHKOB
IIPY OTCYTCTBUH JIOKAJIBHOTO MATOJIOTMYECKOTO MPOLIECca UIIH BbI-
COKOYHEPreTHIeCcKol TpaBMBI He3aBUCHMO OT rokazareneit MITKT.

Pesynomamei. Y o0cnenoBaHHbIX TanueHToB cpeansis MITKT
Bcero tena cocrasmia 0,783 (0,658; 0,868) r/cm?, Z-score Bce-
ro tena — 0,6 (1,1; 0,7) SD, cpennsist MITIKT no3BoHO4HMKA —
0,671 (0,627; 0,769) r/cm?, cpenuuii Z-score NO3BOHOYHUKA —
1,95 (2,0; 1,1) SD. HopmanbHas aist nona u Bospacrta MIIKT BbI-
sieieHa y 40% (4/10) oOcnenoBaHHBIX ManyeHToB, y 20% (2/10)
nereit qmarHoctupoBana Huskast MIIKT mns mona u Bo3pacra, y
40% (4/10) ycTaHOBIIEH 0CTEONOPO3 (Y BCEX ITHX MALUCHTOB ObI-
110 BeIsgBIeHO couetanue Huzkoi MIIKT ¢ komnpeccnonHbIME Je-
(hopmanusMH O3BOHKOB).

Buisoow. Huskas MIIKT u octeonopo3 BbIsBIEHbI O0liee YeM
y nonoBuHsl (60%) obcnenoBannbix aereit ¢ CKB, uto nemon-
CTPUPYET CYIIECTBEHHYIO YAaCTOTY Pa3BUTHUsI HAPYIICHUI KOCTHOM
MHUHEpAIU3aLUK B 3TOH Koropre naiueHToB. CrenoBaTenabHO, MO-

HUTOPHHT COCTOSIHUSI KOCTHOW TKaHU 11e1ec000pa3HO BKIIOUYUTh
B PYTUHHBIN IJIaH 00CIIEIOBAHUS MAIIMEHTOB TaHHOH KaTeropuu
¢ uenbto panneit auarnoctuku cHwkenust MIIKT u yBenmuenus
3G PEKTUBHOCTU MPOPUIAKTUUECKUX MEPONPUATHH 10 IPEOT-
BpalieHuo ocreornoposa y aereit ¢ CKB.

3HAYEHUE BUTAMWHA D B CUHTE3E
MHTEP®EPOHA-TAMMA Y OETEW
C XPOHUYECKMUMU 3ABONEBAHUAMU NEFKNX

Oatnosa A.A."
HayuHbi pykoBoguTtens: C.B. Jon6HA?

"Poccuiickasi MeAMUUHCKas akageMusi HenpepbIBHOTO
npodgeccroHansHoro obpasosaHus, Mockaa, Poccus;
2CTaBpOnorbCKUA rocyaAapCTBEHHbIA MEANLMHCKAIA
yHuepcuteT Munsapasa Poccun, Ctasponons, Poccus

Knrouesnie criosa: sumamuH D, xonekanbyughepor,
UHMepPgEepoH eaMma, MyKogucyudo3, bpoHxuasnbHas acmma

Axmyanvrnocms. TecHast CBI3b MEXTY 00€CIEUEHHOCTHIO BH-
taMMHOM D, nérouHoit ¢yHKIMEH U BBIPaKEHHOCTBIO BOCHIAIHU-
TEJIBHOI'O Ipolecca 00yCIOBIUBAIOT 3HAUUMOCTb OIPEAEICHHS
craryca BUTaMHHa D y OOJIBHBIX C PECIMPATOPHOI MaTOIOTrH-
eil. Hamu nipoBen€H aHanu3 BIUSHUS MPUEMA MPENapaToB XoJe-
kanbiudepona (XK®D) Ha nuHaAMUKY POAYKIMH HHTEpdhepoHa-y
(MUDH-y) y 60ompHBIX OpoHXHaNBHOM acTMoii (BA, Moziernb ansep-
TMYECKOro BOCHIaeHus1) 1 MykoBuciuao3oM (MB, monens nndex-
UOHHOT'O BOCIIAJICHHUS).

Lenv: onpenenuts auHaMKUKy npoaykuun UDOH-y B 3aBucu-
MOCTH OT o0ecriedeHHOCTH BUTaMIHOM D 1 Ha (oHe npuéma mpe-
maparoB XK® y nereii ¢ BA u MB.

Mamepuanel u memoowt. Obcnenosano 114 nereit. 3a6op 00-
Pa31oB KPOBU NPOU3BOAMICS 10 U Ha (hoHE MpHuEMa IIpenapaToB
ButamuHa D. Ananusupyemas rpynna Oblia rnpejacrasieHa 34
6onbHbIMU MB B Bospacte 0-18 et u 51 GonbubiM BA B Bo3pacte
3—18 ner. Bospact 60nbHBIX MB cocraBun B cpernem 8,1 + 0,9 ro-
na, Memuana Bozpacta — 6,6 [3,8; 12,9] rona. Bo3pact marnuenTos
¢ BA cocrasun B cpennem 12,1 + 0,5 rona, meauana Bo3pacta —
12,8 [9,5; 14,6] rona. PedepenrtHas rpymma Brirodana 29 nerei,
He MMEIOLIUX XPOHUUECKUX 3a0oneBaHuil, B Bo3pacte 0—18 ner.
Cpennuii Bo3pact 3Tux jetei cocrasui 7,6 = 0,9 rona, Mmennana
Bo3pacta — 7,7 [2,9; 12,1].

VY Bcex OonbHBIX onpenensuin ypoau 25(OH)D u UDH-y
B CBIBOPOTKE KPOBH MMMYHO(EPMEHTHBIM METOAOM. /linTems-
HocTh noranuu XK® cocrasnsna 3 mec. Paznuuus cuntanu 3Ha-
yuMbIMH IIpH p < 0,05.

Pezynomamur. Meauana 25(OH)D y 6onbbIx BA cocraBuna
17,90 [12,5; 20,6] ur/mn no Hauana npuéma XK® u 32,9 [27,1;
41,1] ur/mn Ha ¢one porauu (p < 0,0001), y 6onpHBIX MB —
12,5[7,7; 20,11 n 34,1 [27,2; 39,6] ar/ma (p < 0,01), y nereit pe-
(hepeHTHOH Ipynmbl ToKa3aTeab ObUT 3HAUUMO BbIme — 28,5
[19,5; 35,9] u 43,9 [32,7; 51,5] ur/mn cootBercTBeHHO; p < 0,05
IpHU CpaBHEHUH ¢ obeumu rpynmnamu. Y O6onbHbix MB 1o nora-
nuu Menuanbl 25(OH)D Obin 3HaunMo Hike (p < 0,01), yem y
6onbHBIX BA, oHAKO TOCIE JOTANK TOKa3aTeNnn OBUTH COITOCTa-
BHUMBIMH, YTO CBHIETEILCTBYET O OOJbIIECH MPEeapacoNoKeHHO-
ctu 6onbHBIX MB K neduimty 1 HeJoCTaTOUHOCTH BUTaMUHa D.

ITpu anamusze meauan UDH-y y 6onpHbx BA Ge3 nortanuu
1 Ha (oHe AOTalUU He OOHAPYKEHO 3HAUUMBIX pa3auuuid — 2,9
[1,8;3,9]u 3,1 [0,9; 5,0] nr/mit COOTBETCTBEHHO, y 60JIbHBIX MB
0e3 oTaiy U Ha (JOHE TOTAIUK TAaKXKE HE OOHAPYIKCHO 3HAUMMBIX
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pazmmunii — 3,1 [2,3; 4,6] u 2,9 [2,1; 3,9] nr/mi1 cOOTBETCTBEH-
HO, OJIHAKO y 37I0pOBBIX JieTel Ha (oHe poranuu ypoens MOH-y
0bL1 3HauMMO HIke — 3,1 [2,3; 4,8] u 2,2 [1,7; 3,5] nr/mia coot-
BETCTBEHHO. Y O0nbHBIX BA BbIsBIIEHA OTpHULIATEIbHAS KOPPEIs-
nust cpenHeit cunbl Mexay ypoBHamu 25(OH)D u MOH-y no Ha-
gana goranuu (= —0,5; p = 0,02), ogHako 1mocie 10Taluu CBsI3b
yke He BeisBIsmach (7 = —0,1; p = 0,72), 9TO0 CBUAETENHCTBYET O
BrnusiHuM ButamuHa D Ha cuare3 UDH-y B ycnoBusix runosura-
MHHO3a, B Clly4ae e JIOCTUKEHUs ONTUMAaJIbHBIX YPOBHEH BUTa-
muHa D mopymsus npoxykuun MOH-y 3aBUCHT OT UHBIX (ak-
TOpOB. Y G0ibHBIX MB 1 yCI0BHO 310pOBBIX J€TEH HE BBIABIIE-
HO Koppemsanuu Mexay yposHeM 25(OH)D u UOH-y no u nocine
qoraiui BuTaMuHoM D. YV GosbHbIX MB npu cpaBHEeHHH KOH-
nentpamuii UOGH-y 1o u mocne norauuu B rpymnmnax pazHoro mo-
7a OBUTH TIOJTY4eHBI 3HAYMMBbIC pa3nnuus. Tak, y neBodek ¢ MB
no potauuu npenaparamMu XK® yposens UOH-y Ob11 3Ha4MMO
Boitie — 4,4 [3,1; 14,3] nr/mn, yem nocne porammu — 2,5 [2,1;
3,3] nr/mit. Y Maib4MKOB 3HAYMMBIX Pa3JInuuil He BBISBIECHO, HAO-
60poT, HabrOIaIaCh TEHACHIIHS K TIOBBIIICHHIO ypoBHEeit NDH-y
nocne potanuu. [Ipu cpaBaennu koruentpauniit UGH-y 1o u mo-
cJle I0Taluy B IPyIIax pa3Horo nosia y nanuueHTos ¢ bA 3Haun-
MBIX pa3jM4YHMid y MaJBYMKOB M JICBOYEK HE BBISABICHO. B rpynme
koHTpouist ypoBeHb MDH-y 10 noranuy y aeBoyex ObLT 3HAYUMO
BBIIIIE, YeM mocie gotauu — 3,9 [2,9; 6,31 u 2,2 [1,3; 2,3] nr/ma
cooTBeTcTBEHHO (p < 0,02), y MaTBYMKOB 3HAYMMBIX pa3IHduil HE
BbIABIICHO. [IpH cpaBHEHUM IpyMIl Pa3HOTO MOJia JI0 U OCIe J0-
tanuu XK® 3HaYMMBIX pa3nnyuii y marueHToB ¢ BA u 310poBbIX
JeTell He 00Hapy)KEHO.

Bui16oovi. Y 6onbHbIX MB u BA ypoBHU CBIBOPOTOYHOI'O
25(0OH)D 3HaunMo HuUXKe, 4eM Y 340POBBIX JETeH, Kak 10, TaK
u Ha (¢one noranmu XK , mpu 31oM OonbHBIe MB 10 HoTanuu
UMEIOT Xyainyto odecrieueHHOCcTh 25(OH)D, yem naruenTs! ¢ BA.
IIpuém npenaparos BuramuHa D B ycTaHOBJIEHHBIX [103aX IPUBO-
i K cHkeHnto MOH-y y nereli pedepeHTHOMN Tpynibl, cpeau
o0ciieoBaHHBIX 00IbHBIX MB naHHas 3aKOHOMEPHOCTh OTMEYa-
Jach y JeBouek. Y OonbHBIX BA BbIBICHA OTpHLIATEIbHAS KOP-
pensnus MeX Ty ChIBOpoTOYHBIMU ypoBHsiMHU 25(OH)D u UOH-y
Jo HazHavyeHus npenapatoB XK. YcraHoBneHHbIE 3aKOHOMEPHO-
CTH CBUCTEIILCTBYET O CHW)KCHUHU d(PPEKTOPHOI peakiuu Ha (o-
He HOPMaJIbHOU 00eCIIeueHHOCTH BUTaMUHOM D y neteil ¢ XpoHu-
YECKUMHM BOCIIAJIUTEIILHBIMU 32001€BaHUSAMH JIETKHX.

OCBEOOMNEHHOCTb CTYAEHTOB
O HA3HAYEHUN AHTUBAKTEPUATNBbHbLION
TEPANUA

EBrpawwuHa B.A., A6gpaxmaHoB 4.T,,
Ky6aHuu6ekoB B.K.
HayuHbin pykoBoguTtens: LLU.A. CynanimaHoB

Kbiprbiacko-Poccuiickuin cnaBsaHCKMA YHUBEPCUTET
um. B.H. EnbuuHa, Buwkek, Pecnybnuka KbipreiactaH

Knrouesnie crioga: aHmubuomuku, pe3ucmeHmHoOCMb,
OCIIOXHEeHUs1 aHmubuomukomepanuu

Axmyanvrocms. Benymum (pakTopoM HOsIBICHHS JICKapCTBEH-
HO-YCTOWYMBBIX IIATOT'€HOB SBJISETCS HENPABUIBHOE U N30BITOU-
HOE MPUMEHEHHE MPOTHBOMUKPOOHBIX TIPEIaparoB.

L]ens: mpoBecTH cOOp W aHAJIN3 MATEPHAJIOB 110 OCBEOM-
NEHHOCTHU U OTHOILICHHIO CTYJICHTOB K NMPAKTUKE HA3HAYCHHsI aH-
THOHMOTHKOB.

Mamepuanvt u memoowi. Beero onpomien 191 cryneHT B Bo3-
pacre 18-35 ner, B Tom uncie 181 (94,8%) B Bozpacte 18-25 ner.
OcHoBHYIO Maccy pecnioHaeHToB (n = 181; 94,8%) cocraBunu
CTYIeHTHI B Bo3pacte 18-25 net, u3 Hux 68,6% ObUTH JAEBYLIKH.
Onpocs! IPOBOAUINUCH HA PYCCKOM SI3bIKE U BKJIIOUAJIU BOIPOCHI
COIMANBHOTO U JeMorpaduaeckoro xapakrepa. [IposenéH craru-
cTUYeCcKuil anamu3 B mporpamme SPSS.

Pezynomamut. Benymum ucToOYHIKOM HHGOOPMALIUY 10 aH-
tubuoTukaMm (40,8%) A CTyAEHTOB CIIY>KHIN (hapMaKoIOTH-
yecKHe CIpaBoYHUKH. Takyto sxke undopmanuio B 24,1 u 19,4%
CllydasiX CTyAEHTBI IIOJy4yalu OT Bpauel U B COLMATIbHBIX CETIX
COOTBETCTBEHHO. [IpaBUIIbHOE TOHUMAaHNUE 3HAYECHUS IIPUMEHe-
HUS aHTUOMOTUKOB IposeMoHcTpupoBain 44% crynenros. Of-
Hako 40% CTyIeHTOB UMETH HEBEPHbIC MPEICTABICHHS 00 aH-
THONOTHKAX, Ha3HAUasl UX MPH OCTPBIX PECIUPATOPHBIX BUPYC-
HbIX nHekuusax (OPBN) (15,3%) u rpumnne (24,7%). Bepar, uro
Ha3HAYeHUE aHTUOAKTEPUAIbHBIX IIPEIapaToOB YCKOPSET BbI3/10-
posnenue npu OPBU, 30,9% pecnonnenros; 34,6% — He yBe-
peHsl B 3ToM; 34,6% — He COmIacHbl C TAKUM yTBEPIKJIEHUEM;
67,5% ONpOLIEHHBIX CUNUTAIOT, YTO MPHEM aHTHOMOTHKOB ITPE-
CTaBIIsIET OMACHOCTH IS OPTaHU3Ma YesloBeKa. 3a MpOLIeAIni
rox 1-2 kypca antubakrepuanbuoit Tepanuu (ABT) nomyun-
m 71,1% pecnonaentos; 17,9% u3 HuX Obu10 poBeaeHO 3—5
kypcoB ABT. IIpu atom 89,5% pecrnoHAeHTOB NPUHUMAIH aH-
THOMOTHKY 110 Ha3HAYeHHIO Bpada. 81,6% pecnoHJEeHTOB yBe-
PEHBI B TOM, YTO aHTHOMOTHKH JIydllIe Ha3Ha4YaTh pH OaKTepu-
AIBHBIX HHPEKIHAX.

Buv1600v. HecMoTps Ha pa3nuyHble HCTOUHUKY HH(GOPMALHY,
elé 3HAYUTEIILHOE YUCIIO CTYJEHTOB HEJOCTATOUHO YETKO [IOHU-
MaeT KJIMHUYECKYI0 3HaUUMOCTh Ha3HAYCHUsI aHTUOMOTHKOB IIPH
Ppa3HBIX (OpMax NaToIoruy. bonpIoe Yrceino pecloHJeHTOB yBe-
PEHBI B TOM, YTO aHTHOMOTHKH JIy4Ille Ha3Ha4YaTh NPH OaKTepu-
aNbHBIX HHpeKuusax. [[puHInINanIbHOe MOJ0KEHHE COCTOUT B
TOM, YTO CTYJICHTBI U BPauH JAOJKHBI 3HATH (!) Kak PaBUIbHO Ha-
3HAYaTh AHTUOUOTHUKU U JPYrue aHTUOAKTEpUANIbHbIE CPEACTBA, U
TOIJIa OHU MOT'YT OBITh YBEPEHBI B ce0€.

FEHEPAINTMU3OBAHHASA CTPENTOKOKKOBASA
WH®EKLUMA Y BOJNIbHOWU

C NMPOTE3NPOBAHHbLIMU KITANMAHAMU CEPOLIA
N KAPOAUOCTUMYIIATOPOM

EropeHkoB A.A.
Hayu4Hbin pykoBoguTtenb: A.. AMUMHOBaA

MepBbin MockOBCKMIA rocyAapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmeHn N.M. CeveHoBa MuH3gpasa Poccum
(CeueHoBckun YHusepcuteT), Mocksa, Poccusa

Kntouesnie criosa: MuokapOum; npome3uposaHHbIe KarnaHbl;
UHGEKUUOHHbIU 3HOOKapOum, cerncuc; UHheKyusi

Axmyanonocmy. 1lalieHTH ¢ BHYTPUCEPACIHBIMU YCTPOIA-
CTBaMH MMEIOT BBICOKUH PUCK PAa3BUTHA TKENBIX HHEKIHOH-
HBIX OCIIOKHEHHH.

L]env: onyicaHue TEYCHUS TEHEPAITM30BAHHON CTPETITOKOKKO-
BOM MH(EKIHMHU C 3HI0- U MUOKAPUTOM Y OOJIBHOMU C IIPOTE3aMHU
MHUTPAJIBHOTO U TPUKYCIUAAIBHOTO KIIAIIAHOB M JIByXKaMEPHbBIM
KapIu0CTUMYIISTOPOM.

Onucanue KIMHUYeCKOro ciaydasi. J[eBouka, 16 ner.
C poxkIeHHs JUAarHOCTHPOBAHA HEAOCTATOYHOCTh aTPUOBEHTPH-
KYJISIPHBIX KJIAITAHOB U Je(PEKT MEXKITPEACEPIHOI Meperopoiky, B



Poccwuiickuin negnatpudecknn xypHan. 2023; 26. MNMpunoxeHve 2

36 https://doi.org/10.46563/1560-9561-2023-26-S2

IV HAYYHO-NPAKTUYECKAA KOHOEPEHLINSA CTYAEHTOB M MONOAbIX YYEHbBIX (MOCKBA, 15-19 MAS 2023)

2006 1. mpoBe/IeHa TUTACTUKA TIEPETOPOIKH, YCTAHOBIICH MEXaHH-
YecKuil mpoTe3 MUTpasbHOTO KiarnaHa. B 2020 r. ycraHoBIIeH OHO-
JIOTMYECKHUH NPOTE3 TPUKYCIUAAIBHOIO KJIaaHa U ABYXKaMePHBIH
anekTpokapanoctumynsatop. 02.10.2022 nosBUINCH MOBBIIICHUE
Temueparypsl Tena 10 39,7°C, pBota 4—5 pa3, >KUIKUHA CTyI, ChIIb
1o Bcemy Teiy. 04.10.2022 GonbHast ObL1a FOCIUTAIM3UPOBAaHA B
OPUT AI'KB Ne 9 umenu I.H. Ciepanckoro ¢ nmpeaBapuTeIbHbIM
JIMAarHO30M «HH(EKIHOHHBIH dHA0KapauT». CocTosHUE TSHKENOE.
MHOXeCTBeHHAs! CHMMETPUYHAs IIeTeXuaabHast Chlilb. CaTyparus
96%, UJ1J] 24 B MuHyTYy, AbIXaHHE KECTKOE. APTEpPHUAIBLHOE JIaB-
nenue 90/55, YCC 118 yn/MuH, puTM HapylIeH 3a CY€T 3KCTpa-
CHCTOJI, TOHBI Cep/ilia NpunIymeHsl. JKUBOT NMpU Masiblaluy Ha-
NpsDKEHHBIN, 00JI€3HEHHBIN, TEUeHb BBICTYIIAET U3-T10]] Kpasi pé-
OepHoii tyru Ha 2 cM. OTMevascs TEMHO-KOPUYHEBBII IIBET MOYH.
B o6mem ananuze kposu: remoriooun 100 r/7, TpombormToIe-
nust 30 x 10%n, neiikormros 14,76 x 10%/1, neiirpodunés 82%.
B OGuoxumudeckoM aHaiM3e KpOBH: MOBBIILIEHBI OMIMPYOUH 00-
i 153 mxmons/a, AJIT 116 EI/n, ACT 142 EJI/n, AHTB 108 ¢,
D-numep 70 197 ur/mu, nakrar 4,2 mmoss/a, pH 7,2. Tporonus [
0,69 ur/mi1, Mo3roBoi Hatpuityperudeckuit entus > 5000. [Tpu
KOMITBIOTEPHOI TOMOTpaduy BBISBICHA ABYCTOPOHHSS IOJH-
CerMeHTapHasi THEBMOHMS, BBIIIOT B IJIEBpaiIbHOM monoctu. Ha
Ox0KI" cTeH03 MUTpaIBHOTO KilallaHa, yBEJIMYCHUE JIEBBIX OT/Ie-
JI0B cepaua, Gpakmust Beiopoca = 30%.

05.10.2022 6bUTO0 OTMEUEHO HapacTaHWEe TMIIOTOHUH. [laru-
eHTKa ObliIa IepeBeieHa Ha HCKYCCTBEHHYIO BEHTHIISIIUIO JIETKHX.
PazBuBaeTcs ocTpoe MOBpexkIcHUE MoUeK. B moceBe kpoBu 00-
HapyxeH S. pyogenes.

B nepuon 06.10-20.10.2022 — sBieHus NOIUOPraHHON He-
nocrarouHoctu. PazsuBaercs JIBC-cunapom, BTopuyHas TpOM-
OoTHYecKasi MUKpOaHTHonaThsl. Jnarao3 HHPEKIHOHHOTO SHI0-
KapanTa B CBSI3M C OTCYTCTBUEM CIEHU(PHIESCKUX PU3HAKOB Ha
OxoKI' comHuTeneH.

OKoHuaTeNnbHbIH Auar€o3: I'eHepann30BaHHAas CTPENTOKOK-
KoBasi MH(EKIM, MUOKAP/IHT.

Pe6&nok nomyyan ieueHre aHTHOMOTUKAMH, KapIMOTOHUYE-
CKHUMH CPEACTBaMH, IIIFOKOKOPTHKOCTEPOUIaMH, KOMIIOHEHTAMH
kpoBH, remoananus. C 21.10.2022 mpoucxonuT perpecc CUCTEM-
HOTO BOCHAJICHHsI, HOpManu3alus oouiero cocrosiaus. 07.11.2022
JieBouKa ObuIa MepeBeeHa Ul AadbHEHIIero geueHus B HHpeK-
MoHHOE oTjiesieHne Ne 4.

Bri600b1. TTatiueHTsI ¢ IPU3HAKAMH HH)EKIIMOHHOTO MPoLec-
ca ¥ MMEIOIe BHYTPUCEPIEYHbIE YCTPOWCTBA UMEIOT BBICOKHI
PHCK MOpaXeHUsI YHAOKapAa 1 Muokapaa. CBoeBpeMeHHOe Ha-
3HAYEHHUE MACCUBHOM aHTHOMOTHKOTEPAIIMH MOXKET MPEIOoTBpa-
TUTb CEPbE3HBIE OCIOKHEHMS.

OCOBEHHOCTU PA3BUTUA MITAOEHLIEB,
POAMBLLUNXCA B TA3OBOM NPEANEXAHUU

EropoB E.A., AnekcaHgpoBa f.A.,
WapacynuHa P.B.
HayuHbin pykoBoguTtens: M.1O. ManakTnoHoBa

MckoBckMI rocyaapcTBeHHbIV yHuBepcuTeT MuHOGpHayku
Poccun, Mckos, Poccus

Knouesnbie criosa: podbl, ma3ogoe npednexaHue nioda,
COCMOsIHUE HOBOPOXOEHHbIX

Axmyanenocms. OGHUM U3 3HAUUMBIX (PAKTOPOB PUCKA JUIS
MaTepy U HOBOPOXKIEHHOIO SIBIAETCS Ta30BOE MPEUICIKAHUE I1J10-

na (TIIIT). Poxer B TIIIT Habmonarorest y 4—-5% pOKEHUI] U OTHO-
CSITCS K TATOJIOTHYECKMMEeHN HecMOoTps Ha OCTHTHYThIE yCIEXH
aKyIIepCTBA B CHI)KEHUH MepUHATaNbHBIX otepsb npu TIIII, emé
HE pelICHbI BOIPOCHI TAKTUKHU BEACHUSI OEPEMEHHOCTH U 000CHO-
BaHMS BIOOpA ONTUMAILHOTO METOJIA POAOPA3PELICHHUSI.

L]enw: onpeneneHre 0coOEHHOCTEH TeueHNs: OEpEeMEHHOCTH,
poIloB M nepuHaTaibHbIX HexonoB npu TIIIT.

Mamepuanvt u menmoodsi. MeTOIOM CiydaitHOW BBIOOPKH MPO-
BeZIEH peTPOCHEKTUBHBIN aHanu3 60 ucropuit ponoB. OCHOBHYIO
rpynny cocrasuian 30 uctopuit poros ¢ TIIII, rpyniy cpaBHEHUs
cocraBwin 30 UCTOPHI POAOB C TOJOBHBIM MPEAJICKAHUEM ILIO-
na. CTaTHCTUYSCKH 3HAYMMBIMU CUUTAIH pasiuuus mpu p < 0,05.

Pezynomamur. CpeHWMiA BO3pacT KSHIIMH CYIIECTBEHHO HE
pa3nuyancs ¥ coCcTaBui B OCHOBHOH rpymme 28,4 + 1,5 rona, B
rpynmne cpaBHenuss — 27,1 £ 1,05 (p > 0,05). Topoackux xu-
TenbHUI 06110 Oombine — 23 (76,6%) u 25 (83,3%), uem cenb-
ckux — 7 (23,3%) u 5(16,7%) coorBercTBeHHO, B 70% ciy4aes
MAnUeHTKU ObLTH JOMOX03stiikamu. [Ipu aHann3e aHaMHe3a KHU3HH
BBISIBIICHO, YTO YaCTHIMH ()OPMaMH MaTOJIOTUH ObLIN 3a00JIeBaHUS
JKETYJOYHO-KUILIEYHOTO TPaKTa (XPOHUUECKUH TacTpuT; 6,6%),
muonus (13,3%), nuenonedpur (6,6%). 70% OGepeMEeHHBIX OCHOB-
HOH IpyINIIbl UMENH pa3InuHble (OPMbI THHEKOIOTHYECKOH MaTo-
JIOTUH (XpOHUYECKUH HIOMETPUT, SKTOMHS IEHKH MaTK1, MHOMa
MarTKH, TIOPOKH Pa3BUTHSI MAaTKH). AHAIN3 aKyIIepCKOro aHaMHe-
3a TI03BOJIMII YCTAHOBUTH Clieylolee: OepeMeHHOCTh Obla mep-
Boii —y 12 (40%) GepemMeHHBIX OCHOBHOH rpynmsl 1y 16 (51%)
B IpyIIe CpaBHEHMs, TOBTOpHOUH — ¥ 18 (60%) u 14 (49%) co-
orBeTcTBeHHO. [lepBopoasumx 6bu10 20 (66,6%) 1 17 (56,6%),
nosropHoposamux 10 (33,3%) u 11 (43,3%) cOOTBETCTBEHHO.
B ocHOBHOI rpynme akymepckuii anamHaes ObLl OTATOIIEH apTH-
¢unmansaeiME aboptamu y 10 (33,3%) skeHIIMH ¥ HeBBIHAIIMBA-
HUEM OCpPEeMEHHOCTH (CaMONPOU3BOJIBHBIMK BBIKH/IBIIIAMH) Y 8
(26,6%), B rpymme cpaBHEHHs HCKYyCCTBEHHOE IIpepbIBaHue Oe-
peMeHHOoCTH oTMeuanoch y 8 (40%) Gepemennbix. Tokcuko3 mep-
BOM TOJIOBUHBI OEpPEMEHHOCTH, YIPO3a MPEXkIeBPEMEHHBIX POJIOB
Y TIPEIKIIAMIICHS BCTPEUAIUCh TOJIBKO Cpean OepeMEeHHbBIX OCHOB-
HOU rpynmbsl. B 0CHOBHOM Tpyrime onepanus KecapeBa CedeHus
Obu1a BemonHeHa B 28 (93,3%) cinydasix, B TO BpeMs Kak B IpyI-
i€ CPaBHEHHUS OllepaTUBHBIE POIBI cocTaBuin 5 (16,6%) ciayda-
eB (p <0,001). B obenx rpynmnax poaunock no 30 gereii. Cpen-
HSISl Macca Tella IpU POXKJICHUHU B OCHOBHOM TpyIIIE COCTaBUIIA
3110 + 432 1, B rpynie cpaBHerns — 3430 + 411 1, cpenusst amu-
Ha Tena — 52,3 £2,8 u 52,9 £ 2,3 cm coorBercTBeHHO. [1om0BU-
Ha nietedt, poxaéunasix B T, mmenu maccy Tena mpu poxaeHun
B nipeaenax 2901-3300 r, B To BpeMst Kak Macca TeJia IeTel, pox-
JNEHHBIX OT Marepei U3 IPymNIbl CPABHEHUS, HAXOAMIACh B IIpe-
nenax 3301-3700 r. Kinuanveckasi oljeHKa COCTOSIHUS HOBOPO-
JKIEHHBIX NPU POXKIEHUU Ha 1-i 1 5-if MUHYTaX 10 1Kane Anrap
B HCCJIEAYEeMBIX IPYIIIax COOTBETCTBOBaA 8/8 Oasios (p > 0,05).
VY 13 (43,3%) HOBOPOXKIEHHBIX JIeTell OT )KEHIIMH OCHOBHOH TpyII-
Bl OTMEYEHBI OCIOKHEHHUSI HEOHATAILHOTO TEPHOAA, TOIA KakK
JTaHHBIE OCJIOXKHEHMs y IeTel OT MaTepel U3 TPyIIbl CPABHEHUS
ormeuensl y 7 (23,3%) HoBopoxkaéHHbIX. [Ipu ananuze nepuHa-
TaJbHOU 3a00JIEBAEMOCTH BBISBICHO, YTO TMIIOKCHYECKU-HILIe-
MHYECKOE MTOPaKEHHE TOJIOBHOTO MO3Ta Pa3IMYHON CTEIeHH Ts-
JKECTH TMarHocTupoBanoch y 13 (43,3%) nereii or marepeit oc-
HOBHOM rpynnsl ny 5 (16,7%) — OT MaTepeil rpynisl CpaBHEHUS
(p < 0,05). 3anepxka pocra riona (3PIT) Obuta quarHoctTupo-
BaHa B 2 pa3a yalle y HOBOPOXKIEHHBIX, poxxAEHHbIX B TIIIT, —
6 (20,0%) u 2 (6,7%) ciyuas coorBercTBeHHo. 3PII saBnsercs
CJICIICTBUEM TKAaHEBOW TMITOKCHH, BO3HUKAIOUIEH IO BIMSHUEM
HeOIaronpuATHBIX (JaKTOPOB BO BPeMsI FeCTAllMOHHOTO MIEPHOJIa.
B 60% ciry4asx »eHIMHBI OCHOBHO I'PYIIIBI 10 OEPEMEHHOCTH
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MMEJH OTSTOIEHHBIN aKyIIepCKUi aHaMHe3 (MEIUIMHCKIE abop-
TBI, CAMOTIPOM3BOJIEHBIE BEIKU/IBIIIN ), JaHHAS OEpeMEHHOCTh IPO-
Tekaja Ha (oHe Yrposbl mpepbiBanus 1 1 2 monoBuHs (29,9%),
TOKCHKO3a U npeskiamicuu (43,3%). Tunorpoduueckuil Bapu-
anT 3PII B 2 pa3a yale 1MarHOCTUPOBaH B OCHOBHOMU rpymme — 4
(13,3%) cityuas o cpaBHEHHIO C IpynIoi cpaBHeHus — 2 (6,7%)
caydast (p < 0,05). B cBsi3u ¢ OCIOKHEHHBIM TEUECHHEM HEOHa-
TAJILHOTO ITEPUOJIa Ha BTOPOI ATl BBIXQ)KUBAHHS IIEPEBOJ HOBO-
POXIEHHBIX U3 OCHOBHOMW TPYIIBI ObUT OCYIICCTBIEH B 2,3 paza
yaie, 4eM B rpynne cpaBHeHus, — 7 (23,3%) u 3 (10%) ciyuqas.

Buvi6ooul. TeueHue 6epeMEHHOCTH U POAOB Y >keHIIuH ¢ TTIIT
HOCHUT OCJIOKHEHHBIN XapakTep, a pOKIEHHbBIE JICTH TOIBEP)KEHbI
BBICOKOMY PHCKY ()OpMHPOBaHUSI IIepeOpabHOM HITEMHH Pa3IIy-
HOY TskecTH. [103TOMY HEOOXOMMO HACTOMYHMBO TIPOBOIUTH KOM-
IJIEKCHBIE MEPONPUATHS IO IPO(QUIAKTHKE TMITIOKCHYECKU-UIIIEMU-
YECKHX MOBPEKICHUH FOJIOBHOTO MO3Ta Y HOBOPOXKAEHHBIX JI€TEH.

HOBbIA ®EHOTUN MYTALUU FEHA TRMU:
AMNACTUYECKAA AHEMUA

EropoBa A.U., Tynynosa C.A.
HayuHbIn pykoBoguTtens: J1.E. JlapuHa

Poccuricknin HaumoHanbHbIN UccrneaoBaTenbCKUi
MeauLUMHCKUI yHnBepcuteT nmenn H.W. Muporosa
Mwun3zgpasa Poccun, Mockea, Poccus

Knouesbie cnosa: eeH TRMU, mnadeH4yeckasi nedeHo4YyHasi
Hedocmamo4YyHOCMb

Axmyanvnocmo. TRMU — snepHbIi TeH, KOTUPYIOIUI MH-
TOXOHIpHabHO-crieidpuueckuit Mmoxudunupyromuii TPHK dep-
MeHT. Knaccnueckoe Teuenne naroreHHoH mytanuu rena TRMU
MIPOXOJUT B BUZIE OCTPOM MEUEHOUHON HEAOCTATOUHOCTH C JIAKTO-
aIM1030M U MOBBIIIEHHEM YpoBHEH TpaHcaMuHa3. OMucaHbl CiIy-
Yau BHENeYEHOUYHBIX (P)EHOTHUIIOB 3a00eBaHus: CHHAPOM Jles, kap-
JUOMHOIIATHS, MUOTIATHSI.

Lleny: pacIIMpyUTh MPECTABICHAE O (PEHOTHITHUECKOM CIIeK-
Tpe myTarmii reaa TRMU.

Onucanue KJIMHAYECKOro ciay4dasi. Majbuik, HEJOHOILCH-
HbIH (34-s Hezens recTanum), B Bo3pacte 27 CyT MOCTYIHII B He-
OHATOJIOTMYECKOE OT/EJIEHUE B CBS3M C aHeMHUel (reMornioouH
71 r/i). PebEHKy mpoBeieHa reMoTpaHC(hy3ust, BEIIHUCAH B yIOBIICT-
BOPHTEIILHOM COCTOSHHHU. B CBS31 cO CHIDKEHNnEeM reMornio0rHa 10
90 /11 6bUT MOBTOPHO TOCIUTAIM3UPOBAH B Bo3pacte 4 mec. [1jst wc-
KITFOYEHUSI TUIOTIIa3UU KPOBETBOPEHMS BBITIOJIIHEHA acIIUpPalMOH-
Hast OMOTICHSI KOCTHOTO MO3Ta: JIJAHHBIX 32 OHKOTEMaTOJIOTHYECKOE
3a0osieBaHKe, YTHETEHUE POCTKOB KPOBETBOPEHHUSI HE BBISBIICHO.
B cBs3M ¢ TSHKECTBIO aHEMUU NPOBE/IEHA TPAHCQY3Ust IPUTPOLIHU-
TapHOM B3BECH: T€MOINIOOMH B KOHTPOJILHOM TeMorpamme cocra-
B 131 /1. BBINOMHEHO TeHeTHYeCKOEe NCCIIeJOBAaHUE JUISL HCKITIO-
YEeHUs BPOXKIEHHONH KOCTHOMO3IOBOI HEZOCTATOYHOCTU: CHHAPO-
MBI, COITPOBOXKAIOIINECS KOCTHOMO3TOBOM HEI0OCTaTOYHOCTHIO, HE
BbLsBIIEHBI. OOHapyxeHa NojoMka reHa TRMU, xapakTepHast JUist
MJIaJIEHYECKOH neu€HouHOM HefpocTatouHocTy. [Ipu rocnuranmsa-
UK B Bo3pacTe 7 Mec: anemus (reMorioOouH 77 1/71), HeUTPOTICHUS
(0,35 x 10%m) u Tpombormronenust (77 x 10°/m). Jleuenne: remo-
tpancdy3us (remoroOun 108 /1) 1 npuéM QOITMEBOI KUCTOTHI.

Bb1600b1. B TaHHOM KIIMHUUYECKOM Cllydae y OOJIbHOTO He Ha-
0J1F01JI0CHh THITUYHOM KIIMHUKH OCTPOU NMeUYEHOYHOM HEA0CTaTOY-
HOCTH, XapaKTE€pPHOU AJ1s MyTauuu reHa TRMU: oTcyTCTBHE JIaK-
TOAIM/103a, OBBILIEHUS YPOBHS TPaHCAMHUHA3. BbUIN HCKITIOUEHbI
CHH/IPOMBI, COYETAIOIINECS C BPOXKAEHHOHN arutacTHIecKor aHe-

Mmuel. Heb3st UCKITIOUHTD CBSI3b MKy TPEXPOCTKOBOH IIUTOIIE-
HUEH U BBISBIICHHOW reHeTHYeCcKo narosorueii. TpeOyercs nalb-
Heliniee HaOMIOIEHUE B KaTaMHE3e.

BNNAHUE PALUOHA NMUTAHNA BEPEMEHHbIX
C NOATBEPXAEHHLIM AWAIHO30OM COVID-19
HA YPOBEHb BUTAMWHA D U COCTOAHUE

300POBbA ANAObI MATb-HOBOPOXAEHHbIN

EropoBa A.P., AnekcaHgpoBa M.M.
HayuHbin pykoBoguTtens: C.P. KocuHoBa

TioMeHCKMIA rocyAapCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuu, TiomeHb, Poccus

Knouesnbie criosa: 6epemMeHHbIe, HOBOPOXOEHHbIE, 8UMaMUH
D, xonekanbyughepos, payuoH numaxusi, COVID-19, SARS-
CoV-2, nuwesbie UCMOYHUKU

AxmyanvHocms. O0GECIIEUEHHOCTh XOJICKAIBLIUPEPOIOM Ma-
TepH — KPUTUYECKHN (aKTOp, BIMSAIOUINI HA pa3BUTHE ILIONA
BO BHyTpuyTpoOHOM nepuoze. Hedunur 25(OH)D kak y Gepe-
MEHHBIX, TaK 1 HOBOPOXKIAEHHBIX MOXKET ONPEIEISTh yBEIHde-
HHE YHCIIa OCTPBIX H XPOHUUESCKHX COLMAIBLHO 3HAYMMBIX 00J1€3-
Hell. YCTaHOBIICHO, UTO Y O€pEeMEHHBIX, IPUHUMABIINX BUTAMHH
D, COVID-19 mporekaet nerue.

L]eny: mpoBeCTH aHAJIN3 PallMOHA TTUTAHUS OEPEMEHHBIX JKECH-
LIMH ¢ MoATBepkAEHHBIM auarHo3oM COVID-19, onpenenuts
YpOBHH BUTaMHHa D ¥ ero BIUsIHUE HA COCTOSHHE 370POBBSI B 11~
aJie MaTb—HOBOPOXKIEHHBIH.

Mamepuanst u memoosi. IIpoBeIEH pETPOCIICKTUBHBIIN aHa-
JIM3 MEJIMLIMHCKON IOKyMeHTaluuu 98 auaji MaTb—HOBOPOXKIEHHBIH
(98 6epemennbix u 101 HoBOpoxaEHHSKI). Onpenenenue 25(OH)D
B CBIBOPOTKE KPOBH IPOBOIMIN METOIOM UMMYHO(EPMEHTHOTO
aHanm3a. PallMoH MUTaHWs ¥ JOTAllMH BUTAMAHHO-MHHEPAIIbHbI-
MU KOMILIEKCaMH BO BpeMsi OEpeMEHHOCTH OLIEHHBAIIM 110 CTaH-
JIApTU3UPOBAHHBIM aHKETaM.

Pezynomamui. Bee ®eHIIMHBI HA MOMEHT POJOB UMENHU
MPU3HAKU OCTPBIX PECINHUPATOPHBIX BUPYCHBIX MHPEKIUN U
noaTBepxkAEHHBIN quarno3 COVID-19. IlepBoOepeMeHHbIMU
ot 17 (17,34%) >xeHIIWH, MOBTOPHOOEPEMEHHBIMHU TIEPBO-
pomstmumu — 4 (4,08%), moBropHOpOAsAIHMU — 77 (78,5%).
[Ipeobnanan omeparuBHBIA croco0 poxopaspeiieHuss —
55 (56,12%). Bce HOBOpOXIEHHBIE — 45 MaJIBUUKOB U 56 J1€BO-
yek (44,55 u 55,44%) — ObLIM TOHOUIEHHBIMHU, CPOK I'eCTalluy —
39,2 + 1,24 nen. Jluws y 15 (15,3%) xenmun u 20 (19,8%) Ho-
BOPOXKAEHHBIX YPOBEHb BUTaMHHA D COOTBETCTBOBAI HOpPME.
Henocrarounsrit yposens Butamuna D umenu 27 (27,55%) xen-
muH 1 28 (27,7%) HOBOPOXAEHHEIX, nedunut — 56 (57,14%)
u 53 (52,47%) cOOTBETCTBEHHO.

B 100% ciyuaeB B ekeJHEBHOM palliOHE IUTaHUs OepeMeH-
HbIX ¢ quarHozoMm COVID-19 orcyrcTBoBasin Gorarsie BUTaMU-
HoM D nponykrel muranus. Tonbko 8 (7,5%) *eHIIMH BKIIOYATIH
€KEJHEBHO B CBOHM pallMoH nuTaHus siina, 45 (45,45%) — cnu-
BouHOE Maciio, 10 (10%) — poiouii sxup. Heckomnbko pa3 B Hexe-
JII0 B PALMOHE XXCHIIMH MPHCYTCTBOBAIM MOpPCKasi ppida — y 3
(2,5%), roBsikbs nieueHb — 5 (5%). JIONONHUTEIBHO TPUHUMATIA
BUTaMHHHO-MHHEPAJIbHbIE KOMIUIEKCHI, cofepxkamue Ca 1 BUTa-
muH D, 51 (57%) pecnioneHTKa.

Bo1600b1. [IprurHaMK HEIOCTATOYHOW 00CCIICYUCHHOCTH BU-
TaMUHOM D SIBISIFOTCS HE TOJBKO HU3KUH YPOBEHB €r0 SHIOTCHHO-
IO CUHTE3a BBHJLy HU3KOI COTHEUHOM MHCOJISINH, HO U HEJJOCTa-
TOYHOE NOTpedaeHue ¢ numei. s noguep:xanus aJeKBaTHOTO
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ypoBHst 25(OH)D B CBIBOPOTKE KPOBU HEOOXOMMO BBICOKOE TT0O-
TpeOJieHHEe ATOr0 BUTAMUHA C PAIIMOHOM, 0COOCHHO OepEeMEHHBI-
MH, POKEHULIAMHU, KOPMSIIMH JKSHIINHAMH.

FAHITPEHA ®YPbE KAK OCITOXXHEHUE
BETPAAHOW OCIMbl Y MAJBYUKA 2 NET

XamHoBa B.C., Cyxogonbckasa O.B.
Hay4yHbin pykoBoguTtens: 3.K. AupsiH

[MepBbIn MockoBCKMiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT numenn N.M. Cevernosa MuHsgpasa Poccumn
(CeyeHoBckuin YHuBepcutet), Mocksa, Poccus

Knouesnbie criosa: eempsiHas ocna, eaHepeHa @ypHbe, demu,
KnuHu4yeckud cryyad

Axmyanvnocms. HecMOTpst Ha TO, UTO YJIyUIIMIOCH HOHU-
MaHHE JaHHOW MaToJIOTHH CMEPTHOCTh Y OOJNBHBIX HEKPOTHYE-
CKUMU MHOEKIMSIMH MATKHX TKaHeid ocTaéTcs Ha ypoBHe 25—
35%, e ymensmasch 3a mocienaue 30 jgeT. YcTaHOBIEHO, 9TO
B3pOCIbIE, CTPAAIONINE JaHHOW MaTOJIOTHEeH, UMEIOT OCHOBHOE
cucTeMHOe 3aboeBanue. Y aeTel K Ipeapacroaaraonmm hax-
TOpaM 4allle BCEr0 OTHOCAT TPaBMBbI, 0KOTH, YKYChl HACEKOMBIX,
oOpe3aHue, nepuyperpaibHble, aHOPEKTAIbHbIE 3a00JIeBaHUS U
CUCTeMHBIE HH(EKIIHH.

L]env: onpenenutb 0COOCHHOCTH (HOPMUPOBAHHMS TaHTPE-
Hbl OypHBE KaK OCIOKHEHHSI BETPSHOYHOM DK3aHTEMBI B JI€T-
CKOM BO3pacTe.

Onucanye KIMHAYECKOro ciaydas. Mansuuk, 2 rona 4 Mec,
HOCTYIHUI B UHYEKLIUOHHOE OTEIEHUE B TSHKEIOM COCTOSHUY I10-
cite snm3ona GeOpIITbHBIX CYA0POT ¢ jKanodaMu Ha BSIOCTb, 110-
BBIIIICHUE TEMIIEPATYPBI Tela 10 PeOpUIbHBIX IUPP, TOKpaCcHEe-
HHE, OTEK, 3y U O0JE3HEHHOCTh IPH NMAIBIALUH B 00JIaCTH MO-
IIOHKH CJIeBa, 3aJepKKy Modeuciyckanus B Tredenue 10 4. U3
aHaMHE3a BBIBICHO, YTO PeOEHOK MOCTYIINI U3 CEMEHHOro oua-
ra BETPAHOU OCIIbl Ha 5-€ CyTKH BbIchianui. [Ipu nocrymienun
OBLT YCTAHOBJICH YPETPAIBHBII KaTeTep, MOoIydeHa MoYa COIIOMEH-
HOTO 1[BeTa. [10 1aHHBIM 1a00paTOpHOTro 00CIeI0BAaHHS OTMEYa-
JIMCh BOCHAJHUTENIbHBIC H3MEHEHHSI B TeMOTpaMMe: MTOBBIIICHNE
YPOBHS IPOKAJIBIUTOHKUHA J10 56,70 Hr/mi, C-peakTHBHOTO Oell-
Ka 110 91,5 mr/n, meiirpodunés go 8,98 x 10%/1, 80,15%. 1o nau-
HBIM MHCTPYMEHTAJIbHBIX HccienoBanuii Ha Y3U: B o0onoukax
SIMYKA BU3YaJIM3UPOBANIACE KUKOCTh C HUTSIMU (DHOPUHA, MEITKO-
JIUCTIEPCHOM B3BEChIO. MSTKHME TKAaHH MOIIOHKH ObUTH U dY3-
HO HEOAHOPOIHEIE, OTEUHBIE. JIeBast maxoBasi 00JacTh TaKkKe Obl-
na 1uddy3HO HEOTHOPOIHAS, C KUAKOCTHBIM KOMITOHEHTOM. [1a-
LIUEHTY ObUI BBINOJIHEH Pa3pe3 B 30HE (NIIOKTYal[MH HAa MOLLIOHKE
1 3 HAaCeUKH B JIEBOH 00JIaCTH, NOTy4eHa MyTHast )KUIKOCTb C He-
MPUATHBIM 3anaxoM. [1o JaHHBIM TOceBa MoNydeH Streptococcus
pyogenes. YUUTBIBasI TKECTh COCTOSHUS peOEHKA, BCKPHITHE H
JIPEHUPOBAHNE MPOU3BOIMIOCH B YCIOBHUSAX OTAEICHUS PEaHU-
Manuu Ha GoHe aHTHOaKTepHaIbHO (1edanocrnopuHbl 4-T0 1M0-
KOJIEHUsI) U AE€3UHTOKCUKAI[MOHHOM, UH(Y3UOHHOHN Tepanuu. B
CBSI3M C HapacTaHHUEM MapKepOB BOCIAJICHHUS B KPOBHU, OTEKA U
THIIEPEMUH B TIOCIIEONEPALIIOHHOM 00JIaCTH OBLIO BBITIOTHEHO TI0-
BTOPHOE ONEPATUBHOE BMEIIATEILCTBO — HAHECEHBI Pa3pe3bl 10
0,5 cm B mpezxenax mopak€HHBIX TkaHel. Hamoxens! acentnye-
CKHE TOBSI3KU C aHTUOAKTEPUAIBHOM Ma3bio.

IMocneonepalnoHHBLI IEPUOJL OCIOKHUICS TEUEHUEM CEIICH-
ca. Ha done npoBonuMoil KOMILIEKCHON aHTHOAaKTepuanbHol, (u-
OpUHONNTHYECKOH, NHPY3NOHHOW, aHTH(YHTIEHON TeparuH,
NepenBaHysl BHYTPUBEHHOTO MMMYHOINIOOY/INHA, CeaHca reMo-

(bUIBTpaK 0OTMEYaNach MOJOKUTEIbHAS JHHAMUKA B COCTOSIHUN
pe6énka. Ha 10-e mocneonepannoHHbIe CyTKH peOEHOK ObLIT IIepe-
BeIIEH B 0)KOTOBOE OTAENIEHHE C LIEJIBIO JeUeHHs Te(eKTa MATKUX
TKaHei. B cBs3u ¢ HeAp(HEeKTUBHOCTHIO HAIOKEHUSI BTOPHYHBIX Ha-
BOJISIIIIUX [IBOB OBLIO MPUHATO PEIICHUE O BBIMOJIHESHUH ayTONep-
MOILTACTUKH PACIICTUIEHHBIM Herlep(hOpUPOBAHHBIM TPAHCILIAHTA-
TOM C BHYTpEHHEH OBEPXHOCTH JieBOro Oenpa. Beimucan Ha 10-¢
MOCIIEONIePAlMOHHBIE CYyTKU B YAOBIETBOPUTEILHOM COCTOSIHUH.

Bb1600b1. Y nereli ¢ BETPSHOYHOM 9K3aHTEMOM BO3MOYKHO pa3-
Butue raurpensl dypuee ¢ cencucoM. CBOEBPEMEHHON XUPYPru-
YeCcKoe JICYCHUE, KOMIUICKCHAs MEIMKAMEHTO3Has Teparus U To-
CJIEITYIOIINE PEKOHCTPYKTHBHO-ILTACTHYECKUE OTIEPAIlHU TIPHBO-
JUIT K OJTaronpusiTHOMY KIIMHUYECKOMY MCXOJY.

& ok ok

CUHAOPOM NPAOEPA-BUIIIN
Y HOBOPOXXOEHHOIO PEBEHKA

XypasneBa WU.B., LLakuposa A.A.,
NMpaBocnaBHas O.B., KaHtyTtuc C.C.
HayuHble pykoBoguTtenu: E.A. CapkucsiH,
T.I. dembsiHOBa

Poccurcknin HaumoHanbHbIN UccrneaoBaTenbCKui
MeOULUMHCKUI yHuBepcuteT nmenn H.W. Muporosa
Mwunsgpasa Poccun, Mocksa, Poccusi

Knouesbie criosa: HOBOPOXOEHHbIE, cuHOpPoM [Npadepa—
Bunnu, cuHdpom «esinoeo pebéHka», ocobeHHocmu
geHomuna

Axmyanvnocme. Cunapom Ipanepa—Bunnu (CIIB) — pen-
Koe 3a0osieBaHue, 00yCIIOBICHHOE aHOMalIMel 15 XpOoMOCOMBI
(q11.2-13). B xnunanueckom noiaumopgusme CIIB nomunupyror
runepdarusi, rpyoble KOHCTHTYIIMOHAIBHBIE HAPYIICHHUS, 3aIePIK-
Ka IICUXOMOTOPHOTO Pa3BUTHs, TUIOroHaan3M. Hepenku sxu3He-
YIPOXKAIOLIUE OCIOKHEHHS (MOPOUIHOE OKUPEHHUE, MATOJIOTHS
JBIXaTEIBHON U CepAEUHO-COCYIUCTON cUCTeM). XapaKTepHBI
ocobeHHOCTH (peHOoTUNA. B HeonaransHoM nepuoae CIIB nposis-
JsIeTCsl Heclenu(pUUIecKy ¥ 4acTo CKPbIBASTCs MO MacKoi apy-
rux HopM MaToIOTuu

L]enw: onpenennTh BO3MOKHOCTH paHHel auaraoctiku CIIB
MyTEM MIPABIILHON KITIMHUYECKOH OIICHKH.

Onucanue KJIMHUYECKOro cay4das. Manpuuk M. mocty-
I B OTJEJICHUE 2-TO 3Talla BBIXQXKUBAHUS U3 OTJIEJICHHS pea-
HUMalUY Ha 6-€ CyTKH XKU3HU C BPOXKJIEHHOM MHeBMOHuell. Pe-
0€HOK OT 3-if OepeMeHHOCTH, 3-X CaMOCTOSITEIHHBIX POIOB Ha
40-#1 menene. Macca tena npu poxknennu 3250 1, urHA Tea
54 cM. Onenka no mkane Anrap 8/9 6amios. CoCTOSHUE MTPH T10-
CTYIUICHUU TsDKEI0€, 00YyCIIOBICHHOE CUHAPOM YTHETCHUS LICH-
TpanbHoil HepBHOI cuctemsl (IIHC) u nuddy3Hoil MblneqHoi
TUIIOTOHUEH (peakuus Ha OCMOTP Bsjas, IBUraTeIbHAs aKTUB-
HOCTbB CHIDKEHA, KPHK TUXHH, 11032 «JIATYIIKIY, pedeKchl opalb-
HOTO M CIIMHAJIBHOTO aBTOMAaTH3Ma YIHETEHBI), a TAK)Ke peclupa-
TOPHBIMH HapyIeHHsIMH. OTMeUeHBl CTUTMBI IU39MOproreHesa:
BBICOKMH y3KHii 100, nonuxonedanus, 6IM3K0 MOCAKCHHBIE TIa3-
HbIE LIEJIU ¢ MUHJAJIEBUIHBIM Pa3pe30M, TOHKasi BEpXHss ry0a,
OIyLIEHHBIE YIIbl PTa, MUKPOAOHTUS, TOTUUECKOE HEDO, aKpo-
MHUKpHs, KpunTopxusm. IIpu HelipoBu3yanu3alnnuu BbISBICHBI
MIPU3HAKU THITOKCHYECKHU-UIIEMUYECKOTO TTOPaKeHUsI TOJIOBHO-
IO MO3ra, OJHAKO UX BBIPAKEHHOCTb HE COOTBETCTBYET TSHKECTH
KIMHUYECKUX MPOSIBICHUN. BpoXk1€HHbIE MUOTIATHH, CITUHATIb-
Hasl MblIlIeuHast aTpodus UcKIoueHbl. Ha ocHoOBaHMU Hannuus
CHUHJpPOMA «BSUIOro peO&HKa» U XapakTepHoro ¢eHoTuna Oblia
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3a110/103peHa reHerudeckas narojorus. [1o naHHBIM aHaN3a ai-
JICJILHOTO METHJIMPOBAHUS TIPOMOTOPHOI obnactu rena SNRPN
(xpomocoma 15q11.2) moareepauics CIIB. Jluarnos 6bL1 ycTa-
HOBJICH Ha 18-e cyTku sxu3HU. JleueHue BKII0YAI0 aHTHOAKTepu-
aJIbHYI0, METa0OINYECKYIO Teparnuio (HUTO(IaBUH, JIbKap, Io-
MMaHTEHOBasl KUCIIOTa, JeBOKAPHUTHH), BUTAMUHOTEpanuio (Bu-
tamuHbl rpynmnsl B, A, E, D), 3ou10B0¢ kopmiienue. Ha done
JICUEHHUs THEBMOHMS pa3peniniiach, oTMedaach TEHACHIMS K
MOBBIIIEHUIO MBIIIEYHOTO TOHYCA U IBUraTeIbHON aKTUBHOCTH,
OXMBMINCH pedriexcrl. Beinucan nox HaOMIOAEHUE yUaCTKOBO-
ro neauaTpa U CIEeLUalUCTOB JPYroro npoguis.

Buieoowr. B nannom cityuae CIIB ckpbiBaics riiaBHbIM 00pa-
30M 110/l MAaCKOM I'MIIOKCHYeCKU-HIemuyeckoro nopaxenus LIHC.
IIpaBusbHas KIMHUYECKas OLIEHKA IT03BOJIMIIA TUATHOCTUPOBATH
9Ty PEIKYIO MATOJOTHIO YK€ B MEPHOJIE HOBOPOXKIEHHOCTH, YTO
MO3BOJIUT YAYYIIUTh AaJbHEUIINH MPOrHO3 3a00ICBAHNS.

AHTUBUOTUKOPE3UCTEHTHOCTb

B NEQWATPUU: PONIb POOUTENEWN

B HEPALIMOHAJIbHOM UCIMONb30BAHUA
AHTUBUOTUKOB Y OETEWN

XKypuHa A.A.
HayuHbi pykoBoguTtens: A.B. EpemeeBa

[NepBbIn MockoBCKU rocyaapCTBEHHbIN MEANLIMHCKAI
yHuepcuteT umenn .M. Ceuernosa MuHsapasa Poccumn
(CeuveHoBckun YHusepcuteT), Mocksa, Poccus

Knrouesnie criosa: aHmubuomukomepanusi, podumernu,
neduampusi, aHMUBGUOMUKU, pe3ucmeHmMHOCMb

Axmyanenocme. B cCOBpeMEHHOM MUPE YBEITUIUBACTCS YUCIIO
LITAMMOB OaKTepHil, yCTOIUMBBIX K aHTUOMOTUKOTEPAUH. YCTOU-
YHBOCTh K aHTHOMOTHKAM SIBIISICTCSl OHOW M3 KIIFOYEBBIX MHPO-
BBIX TIPOOJIEM U CephE3HOM YIpO30ii /IS 3M0POBHSI YEIOBEUECTBA
u ero pazputus. Oco00 BaKHO, UTO JaHHAs MpoOIeMa MOXKeT 3a-
TPOHYTH KaXKI0TO YETIOBEKa.

Lens: onpeneuTh 3aKOHOMEPHOCTU PHEMA AaHTUOHOTUKOB Y
JieTell 110 MHUIMATHBE POAUTEIICH, UX 3HAHUS 00 aHTHOMOTHKAX U
POCTE YuCia YCTOHYMBBIX ITAMMOB MUKPOOPTaHU3MOB.

Mamepuanvl u memoowl. JlaHHBIC OTIPOCHUKOB, 00paboTaH-
HBIE C TIOMOLIBIO TPOrpaMmbl «CTaTTex».

Pe3ynomamul. B viccnenoBanuu NpUHSAIM ydactue 57 marte-
peii, B Bo3pacte 33—55 net. Uucio aereil B ceMbsIX BapbUPOBAIO
ot 1 10 5. YpoBeHb 00pa30BaHUs CPEAU ONPOIICHHBIX ObLT IPe]-
CTaBJICH B OCHOBHOM CpelHUM crieraibHbIM (31,6%) 1 BbicIM
oOpazoBanueM (63,2%). CaMOCTOSATENFHO TPUMEHSUTH aHTHOAKTe-
pUaIbHBIE TpenapaTsl 6e3 pekoMeHanuu Bpada 17,5% matepeit.
B kauecTBe OCHOBHOI'O UCTOYHUKA HH(OPMALIMHU O JIEKAapCTBaX U
00JIe3HAX MOJIO/bIC MATEPU MIPEAIIOUUTAIOT UCII0JIb30BaTh HHTEP-
HET U IPUCIYIIMBATECS K PeKOMEHIaImsAM Bpada. Cpeu Matepeit
crapuie 45 JeT OCHOBHBIM UCTOYHHKOM MH()OPMAIHHU SIBISIOTCS
3HAKOMBIE Bpa4yu U PaOOTHUKH anTekd. [I0BTOpHBIE 0OpameHus
K APYTUM CHeunuanucraM 0osiee pacpoCTpaHEeHBI CPeId MOJIO-
JBIX POOUTENCH, BEPOsITHEE BCETO, 3TO 00YCIOBICHO OTCYTCTBU-
€M JIOJDKHOTO OIIbITa B OTHOILEHUU BOCIIMTAHUS eTel U OOJIbIIUM
0ecroKOHCTBOM 3a CBOEro peO&HKA BCIIEICTBUE CBOCH HEONBITHO-
cru. [To MHEHHIO MaTepel, IpUMeHeHHe aHTUOMOTHKOB HEO0XO0-
JIMO TIpH kajtobax Ha Oomnu B ymiax (68,4%), Hanm4nu oternsie-
Moro u3 ymeit (80,7%) u anrune (80,7%).

Buv1600b1. BrisaBnena HU3Kas HHGOPMUPOBAHHOCTh MaTepeit
0 npobneme aHTUOMOTUKOPE3UCTEHTHOCTH U NPABMIIAX UCIIOJb-

30BaHUS AaHTHOAKTEPUATBHBIX ITPerapaToB. BakHo ocBeTOMIATE
poauTeneil 0 MOKa3aHUAX K HA3HAYCHUIO aHTHOMOTUKOTEPATHH U
MOCIIEICTBHAX CaMOCTOSTENIBHOTO U OECKOHTPOIBHOTO JICUEHHS
JeTeil aHTuOaKTepualbHbIMU IIpeHapaTaMu.

* %k ok

TYBEPO3HbINA CKITEPO3 Y HOBOPOXXAEHHOIO

3a6onotHas A4.10.
HayuHble pykoBoautenu: U.C. KanawHukoBa,
JLJ1. NMaHKkpaTbeBa

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT umeHn V.M. CeueHoBa MuH3gpasa Poccuu
(CeyeHoBckui YHusepcutet), Mocksa, Poccus

Kntouesble crioga: mybepo3Hbil CKepos,
numgaHauonelioMuomMamos

Axmyanvnocms. TyGepo3uslit ckiiepo3 (TC) — ato penkoe
TeHETHYeCKoe 3a00JIeBaHUE U3 TPYIITH (haKoOMaTO30B C Pa3BUTHU-
€M MHO)KECTBEHHBIX JI0OPOKaueCTBEHHBIX OITyXO0Jei (raMapToM) B
TOJIOBHOM MO3Te, IJIa3ax, KoXke, Ceplue, oYKax, NedeHH , JETKIX,
KETyJOUHO-KUIIEYHOM TPAKTE, OpraHax 3HIAOKPUHHOM 1 KOCTHOU
cucreM. Ero uacrora coctasmnsger 1 : 10000 nacenenus. Ot 10 no
30% ciyuaeB TC obycnosneno mytauusimu B rere 7SC1 (TC 1-ro
THIIAa), JIOKAJM30BaHHOTO Ha 9-if XpoMOcoMe, KOTOPBIi KOAUpPyeT
6enok ramapTuH. OcTalbHbIE CITydan 00JIe3HN 00YCIOBICHBI MY-
taiusiMu B rene 7SC2 (TyOepo3HbIi CKIIepo3 2-T0 THIIA), JIOKAJIH-
30BaHHOIO Ha 16-i1 XpoMOCOMe 1 KOIUPYIOIIETo OeJIoK TyOepHH.

I]env. OKa3aTh 3HAUCHUE PaHHEH FeHETUUECKON TUAarHOCTU-
ku TC, 9TO0 MO3BOINT OOBSACHUTE KIMHUYECKYIO KAPTHHY y MaTe-
pu 1 peOEHKa, BOBpeMsI Ha4aTh JICYCHUE U COCTABHUTH IPOTHO3.

Onucanne KINHUYecKOro ciayydasi. [lammentka M., 33 ro-
J1a, TOCTYNHJIA B CTaIllMOHap ¢ AuarHo3om: bepemennocts 35 ver.
Tsokénas npesknamicus. B aHaMHe3e y MallMeHTKH 3MU30]] KH-
II€YHO} HEMPOXOAUMOCTH C 4 OATAIHBIMU OIEPALUAMH U I'eMO-
Tpancdysusamu B 2013 r., ynanenue npasoit nouku B 2009 T., Gec-
TUTOIE B TEUEHHE 7 JIET, MUOMa MaTKH.

Hacrosiiast 6epeMeHHOCTh 1-51, HACTYITHIIA CAMOTIPOU3BOITb-
Ho. [To pesynbraram | mpeHaTanbHOrO CKPUHUHTA HE BBISIBICHO PH-
cKa XpoMocoMHbIX aHoManuil. C 20 Hesl oTMevaeTcst apTepralb-
Has TUNEPTEH3Hs, KOTOpas ¢ YBEJIMUEHHEM CPOKa FeCTaluu cTaja
PE3UCTEHTHA K IPOBOAMUMOI aHTUTHIIEPTEH3UBHOM Teparmu. B Te-
YeHue 5 JTHeH NalueHTKe POBOAMIOCH JICUSCHUE MPEIKIIAMIICHH,
OITHAKO Ha 6-i IeHb OHA MOXKAJIOBAJIACh Ha 3aTPYAHEHHOE JbIXa-
HHE U OJIIBIIIKY, BO3HHUKIINE Tocie Gpuzndeckoi Harpysku. C mo-
JIO3pEHNEM Ha TPOMOOIMOOIIUIO JIErOUHON apTepuy MalMeHTKa
6bu1a niepeBezieHa Ha VIBJI U SKCTpEHHO popopaspelleHa MyTéM
ornepanuy Kecapepa cedeHus. bbll n3BIIeUEH KUBOM HEJOHOLIEH-
HBIH MaJbuuK, Macca Tena npu poxaeHun 3070 1, minHa Tena
50 cmM, orieHka 1o mikaie Anrap 7/8 6amios. [Tpu Y3U BeH Huxk-
HUX KOHEYHOCTEH JaHHBIX 32 TPOMOO3 IIIyOOKHX BEH HE BBISBIIC-
HO, 110 paHHbIM DXoKI' nmpu3HakoB neperpy3ku U qUchYHKIHH
IIPABOTO JKEJIyAOUKa HE BBIABIEHO. [IpU KOMIBIOTEpPHON TOMO-
rpaun JIETKUX BEIIBICHBI MHOKECTBEHHBIC KHCTO3HBIE 00pa30-
BaHUS B 000MX JIETKUX, COOTBETCTBYIOUINE KapTHHE JUM(aHTH-
0JIeOMHOMaTO3a. YUYHUTHIBAsI HAPACTAIOIIYIO JbIXaTeIbHYIO He-
JIOCTaTOYHOCTh Y HOBOPOKAEHHOTO, OH ObLI epeBeaéH Ha MIBJI.
IMTpu Ox0KI" 0OHapy>keHbl MHOKECTBECHHBIC 00pa30BaHUs KaMep
cepaua, pabaoMuoMa MEXCKEITyI0UKOBOM IEePEropoiKU, OTKPbI-
TO€ OBaJIbHOE OKHO. JInM(aHr1noaeioMuoMaro3 y HaleHTKU ObLI
pacreHéH Kak OJTHO M3 BO3MOXHBIX mposiBiieHnid TC, mosToMy ObI-
JI0 IPOBEJICHO TeHETHIECKOE MccieoBaHne MyTarn reHoB 7.SC/
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n TSC2 y Matepy 1 HOBOPOXKAEHHOTO. BEISBIIEHBI MyTallUH B Te-
He TSC2 y marepu (c. 5018-5022delCA) u y pedénka (9 ¢.976-
12G>A, 5018-5022delCA), xapakrephusbie aist TC.

Ha 5-e cyTku nmanmeHTka 5KCTyOMpOBaHA U C YIy4IICHUEM
cocTosiHus Ha 18-e cyTku BblMcaHa JoMoil. PeO&Hok Ha 5-¢ cyT-
KU B TSKEIOM COCTOSHHU NEpeBEJEH B HEOHATOJIOTUUECKOE OT-
nenenne Ne 2 JINKbB.

Bvi600b1. Hannune BO3MOKHOCTEH TeHETHYECKUX UCCIIEI0Ba-
HUH B IEpUHATAIBHBIX IEHTPaX 00eCHeunBalOT TOYHOCTh JUArHO-
3a U OKa3aHHe CBOEBPEMEHHOMN MEIUIIMHCKOM MOMOIIM MalUeHT-
K€ U HOBOPOXKAEHHOMY, I103BOJISIIOT OIPEEIUTb NPOoruo3. OnHako
OTKPBITBIM OCTAETCS BOIPOC O CKPUHUHTOBOM TIpeHATaIbHOM Ji1a-
raoctrke TC n3-3a TOPOTOBU3HBI METOIA M PEIKOCTH MATOJIOTHH.

PA3PbIB MATKU MO PYBLlY BO BPEMSA POOOBOW
OEATENNbHOCTHU

3anueBa O.A.
Hay4Hbin pykoBoguTtens: U.C. KanawHunkoBa

MepBbin MockoBCKMIA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT umeHn V.M. CeueHoa MuH3gpaea Poccum
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Kntoyeenle criosa: paspbie Mamku, pybeuy Ha Mamke,
Kecapeego cedyeHue

Axmyanvrocms. Pa3pblB MaTKu 110 pyOIly SIBIISIETCS] OAHUM U3
CaMBIX CEPbE3HBIX OCIOKHEHUH Y OEPEeMEHHBIX ¢ ONIEPHUPOBAHHON
Markoi u cocrasisieT 70% Bcex CllydaeB JaHHOU MaTOJIOrHU. AK-
TyaJIbHOCTb JaHHOH mpo0iemMe npuaaéT pocT 4acTOThl KecapeBa
CEUEHUsI, KOTOpasi B HEKOTOPBIX CTpaHax JOXOmuT 10 32%. Puck
Pa3BUTH HEOIATONPHATHOTO UCXO/IA JUTSl MAaTepH | IO/ TIPH pas-
PBIBaX MAaTKH 3HAYUTENEH, T.K. 3TO OCIOKHEHNE MPUBOINUT K Mac-
CUBHOM KPOBOIIOTEPE U THCTEPIKTOMUH, @ Y HOBOPOKIEHHBIX —
K achuxcuu U rudenn. MarepuHcKas CMEPTHOCTD B 3THX CIIydasx
nocruraer 70%, a cMepTh m104a HactynaeT B 70-92% ciydaes.

L]env. IOKa3aTh 3HAYUMOCTH CBOEBPEMEHHON THaTHOCTHKHU U
NIPaBUIBHON BpadyeOHOM TAKTUKH B CHTYaIl¥ THCTHONATHIECKO-
T'O pa3pbiBa MaTKH BO BPEMsl POJIOB, YTO 00ECIICUMIIO OIaronpu-
STHBIM NCXOJ ISl MaTepH U IJI0JA.

OnucaHue KJIMHUYECKOro ciaydasi. bepemennas M., 41
rog, 20.02.2023 noctynuia B CTallMOHAp C jKajJo0aMu Ha pery-
JSIPHBIE CXBaTKU M TUarHo3oM: [1epBblil meproi MO3AHUX IPEeK-
JIeBpEMEHHBIX poAoB B cpoke 36,5 uHen. [lomepeunoe momoxxenwe
moaa. OTATOmEHHBIN aKyIIepCKO-THHEKOJIOTHIECKUI aHaMHE3.
PyOer Ha maTke moclie onepaiuu kecapea ceueHus. [ecranu-
OHHBIH caxapHblil nuabet. McTMHKO-LIepBUKAIbHAS HEAOCTATOU-
HocTh (yranenue akymepckoro neccapus 20.02.2023). B anamue-
3e: 1 cBOeBpEeMEHHBIE POJBI C MO3THUM ITOCIEPOIOBBIM KPOBOT-
€UeHHeM, BBICKaOIMBaHUEM TIOJIOCTH MAaTKH U reMoTpaHchy3uei
B 1999 r.; MennkameHTO3HBIH abopT B 2006 T.; Hepa3BUBarOIIas-
cs1 6epemerHOCTh B 2009 T.; onepaTuBHBIC PEKACBPEMEHHBIE PO-
1ol B 30 Hen 6epemenHocty B 2020 . Hacrosmas 6epeMeHHOCTh
5-51, OCJIO>)KHHMJIACh '€CTALIMOHHBIM CaXapHbIM IUA0ETOM U UCTMU-
KO-IIEPBUKAJIBHON HEJIOCTATOYHOCTBIO C YCTAHOBKOW aKyIIEPCKO-
ro neccapusi. B 21:45 y nanueHTKy BO3HHKIIA OCTpast 00JIb BHU3Y
KMBOTA U 3a()MKCUPOBAH MATOJIOTHYECKUI THUIT KapIHOTOKOTpa-
¢uu. [IpunsTo pemenne 06 IKCTPEHHOM ONEPATUBHOM POAOPa3-
peuienuu. B xozne onepanuy ObUT BHISBICH HOIHBIH pa3pbIB Mart-
K1 10 pyOLly ¢ IPOJOJDKEHUEM Ha HIeHKy MaTKH cieBa. bbul u3-
BJICUEH J)KUBOW MaIBIMK, Macca Tena rnpu poxxkaenuu 3090 1, qmHa
Tena 46 cmM, otieHka 1o Arnrap 2/4 6aa. [IponssenieHa nepessiska

BOCXOJISIIIMX MaTOYHBIX COCYIOB C JIByX CTOPOH, ITEPEBsI3Ka KPy-
IJION CBSI3KM MaTKH CJIEBa M YIIMBaHHUE pa3pbiBa. OCyIIeCcTBIIACh
aytoreMorpancdysus anmnaparom «Cell-Saver». OOwmas KpoBo-
notepst cocraBuia 1688 miu. HoBopoxkaéHHOMY NpOBEAEH KOM-
IJICKC PeaHNMAIMOHHBIX MEPOIPHATHIA, 3aTeM OH OBLT TOMEIICH
B OPUTH. V peG&nxa Obu1 BbIsIBICH METa0OIMYECKHM JTaKTaT-a-
U103, YTO MO3BOJIMIO TUATHOCTUPOBATH TSDKENYIO ac(HUKCHIO
npH poxeHny. Ha 8-e cyTku jXu3HM nepeBenéH B OTeIeHHE Ma-
TOJIOTHH HOBOPOXKAEHHBIX, COcTOsIHUE cTabminbHOe. [Tocnepono-
BOI1 IIEPHOJT POAMIIBHUIIBI TPOTEKAIT O€3 OCIOKHEHHU, IocIIeone-
palliOHHas paHa 3aKuiIa. BelmucaHa Ha 6-€ CyTKH.

Bvi600bi. B qaHHOM TipuMepe NPUYUHON pa3pbIBa MaTKH 110
pyOIly CTajo MomepevyHoe MONoKEHHE TUI0Aa. 3HAHUE TTaTOTeHe-
3a TUCTHUOIIATHYECKOTO Pa3pbIBa MAaTKH, ()aKTOPOB, CIIOCOOCTBYO-
IIUX BO3HUKHOBEHUIO 3TOT0 OCIOKHEHUSI, yMEHHE POBECTH OLICH-
Ky COCTOSITEJIBHOCTH pyOLia BO BpeMsl OEpeMEHHOCTH U B POJAX, a
TaK’Ke CBOCBPEMCHHOE PACIIO3HABAaHUE KIIMHUKH YTPO3BI Pa3phIBa
MaTKH 110 pyOIly ¥ COOTBETCTBYIOIIAsl aKyIIepcKasi IIOMOIIb CO-
CTaBIISIIOT AJITOPUTM BEJCHUSI TAKUX TTAI[HEHTOK, KOTOPBIN MMO3BO-
JSIET OCYIIECTBUTD MPOQHIAKTHKY Pa3PBHIBOB MAaTKU U CHIDKEHHUE
MaTEpUHCKOH U MepHUHATATBHON CMEPTHOCTH.

CUHAOPOM CMUTA-TIEMIIU-ONULA Y PEBEHKA
PAHHETIO BO3PACTA

3amatuHa A.l., OransaH J1LA.
HayuHbi pykoBoguTtens: A.1O. LLlyTkoBa

[punBOMKCKMIA nccrnegoBaTenbCKUn MeguLMHCKUN
yHuepcuteT Munsgpasa Poccun, HukHuin Hosropog, Poccus

Knrouesnie criosa: demu, cuHOpom Cmuma-JSlemnu—Onuua,
mymauusi eeHa DHCRY7, HacnedcmeeHHoe HapyweHue
obmeHa xorecmepuHa

Axmyansrnocms. Cuaapom Cmura—Jlemn—Onuna (CJI0) —
9TO ayTOCOMHO-PELECCUBHOE HACIIEACTBEHHOE 3a00i1eBanue, 00y-
cronenHoe MyTtanueii rera DHCR7 B nokyce 11q12-q13 xpomoco-
MbI 11, mpuBOAAIIel K HAPYIICHHIO CHHTE3a XOJIECTepUHA Y TUIOAA
1 (hOPMHUPOBAHHUIO TPYOOii 3aIePIKKH (PU3MUECKOTO U ICUXOMOTOP-
HOI'0O pa3BUTHUSA, MHOKCCTBCHHBIX ITOPOKOB OPIraHOB U CUCTEM. Or-
CYTCTBHE STUONATOI€HETUYECKOIO JIEUEHUS CO3/1aéT TPYAHOCTH KOp-
PEKLUK HapyIIEHUH y TAIEHTOB 1 00YCJIOBINBAET aKTyaJIbHOCTb.

Llenv: peCTaBUTh KIMHAKO-WHCTPYMEHTAIBHYIO XapaKTe-
puctuky cunapoma CJIO y peOEHka paHHETr0 BO3pacTa.

Onucanne KIMHNYECKOro caydasi. Mansauk @., ot 5-it Oe-
peMeHHOCTH Ha ()OHE TOKCHKO03a B | TpumecTpe, 3-X CPOYHBIX po-
noB. B anamHese y marepu 1-s1 6€peMEHHOCTh — MEAUIMHCKUI
a0boprt; 2-1 — OepeMEeHHOCTb J[BOIiHEH, BHYTpHYTpoOHast rubeb
OJIHOTO IIIO/Ia Ha PAaHHEM CPOKe, BTOPOI U3 ABOWHH MaJTBIMK, 3710~
POB; 3-U — BBIKUABIII, 4-€ — MalbIuK, 4 TOAa, 3M0pOoB. Mac-
ca tena manpuuka O. mpu poxxaennn 3920 T, mmHa tena 49 oM,
oleHKa 1o Anrap 7/8 6amnos. [Ipu poxkIeHUN BBISBICHBI MHKPO-
nedanus, UnepTeaopru3M, MUKPOTHS, MUKPOTHATHS, PACIIEINHA
MSTKOTO Heba, KOPOTKasl IIes, CHHIAKTHIIUS TaJIbLEeB CTOI, MOJIU-
JaKTHJIMSL KACTEH, monepedHas 60po3/a Ha J1aJ0HH, THITOTUIA3HS
MOIIIOHKH, TIPOKCHMANbHast (JopMa THITOCTIAJNH, KPUITOPXU3M.
B craryce atonus, apeduexcus, aauHaMusl, CaMOCTOSITETIEHO HE CO-
cér. [Ipu MPT ronoBHOro Mo3ra BbIIBIEHBI HE3aBEPIIEHHAS MUeE-
JIMHU3ALKS NOyIIapHid, 3aMeCTUTEIIbHAsL HapyXKHas ruapoueda-
nms, runomiasus mosonucroro tena. Ipu KT kpectioBoro ornena
M03BOHOYHHKA: spina bifida posterior S1-S5. B duoxumuu kpo-
BU: CHIKEHHE 00111ero XonectepuHa o 1,4 Mmmons/i (Hopma 1,8—
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4,5 mmonb/n). Tomnueiii anann3 redna DHCR?7 BbISIBA HYKJICOTH]I-
Helii Bapuadt ¢.854 856del TCT(p.Phe285del) B 8-m sk30HE Te-
Ha, ONMCaHHbIN B 0a3e qanHbiX HGMD 1 HyK/1€OTH/THBIH BApHAHT
¢.976G > T (p.Val326Leu) B KOMIayHA-reTEPO3UTOTHOM COCTOSI-
HuM. B nuHamuke y peG€Hka chopmupoBaiack rpyodas 3aepikka
¢usmueckoro pazputus (Macca tena B 10 mec 5600 1, poct 66 cm),
BO3PACTHBIE HABBIKK HE (POPMHUPYIOTCSL.

Buvi6oowi. Ha ocHOBaHuM 0coOCHHOCTEH (DEHOTHIA, TaAHHBIX
MOJICKYJISIPHO-T€HETHYECKOTO HCCIEeI0BaHMs Y peO&HKa ObLT Ana-
rHoctupoBat cunpom CJIO. TTanmenTy mokasaH KOHTPOJIb YPOB-
HSl XOJIECTEpUHA, KOPPEKIINsI HyTPUTHBHOTO CTaTyca ¢ UCIOJIb30-
BaHUEM JIUETHI C BEICOKAM COJIEPIKaHUEM XOJIECTEPHHA, XUPYPTHU-
YecKasi KOPPEeKIUs THIIOCTIAIUH M KPUIITOPXU3Ma. 3a0oieBaHme
nMeeT HeOIaronpusATHRINH MPOTHO3 B CBSI3H € MOJIUOPTaHHOCTHIO
HOPAKEHUSI U OTCYTCTBHEM THOIIATOI€HETHUECKOTO JICUECHHS.

k 3k ok

NANAPOCKOINMUYECKAA FrEPHUOPA®UA
NMPW OKCTPEHHbIX ONEPATUBHbIX
BMELLATENbCTBAX Y OETEW

3onTtoeBa M.J.
HayuHbin pykoBoguTtenb: A.A. KoHoBanoBa

YuTrHCKas rocyaapcTBeHHas MeanLmMHCKas akageMus
MwuH3agpaBa Poccun, Yuta, Poccus

Kroyeenble criosa: naxoeasi epbixa, /1arnapocKonuyeckast
2epHuUopachusi, IKCMpPeHHasi Xupypausi, 0OHOMOMEHMHbIE
onepauuu

Axmyansnocms. baaropapst IMPOKOMY UCHOIb30BAHUIO JIaIla-
POCKOIIMHU B COBPEMEHHOM XUPYPIHH MHOTHE ONIEPaTHBHBIC BME-
[IaTeNbCTBA CTAJIM MATOWHBA3WBHBIMU. HaualbHBIM 9TarioM BCeX
orepanuii SBIseTCs TMarHoCTHIECKast JIarapoCKONus, IPH KOTO-
pOif ocMaTpuBaeTCs BCSI OPIOIIHAS MOJIOCTh U HAXOJIKOH MOXKET
OBITh HAIMYME MTAXOBOH I'PhDKHU. [IaHHBIX O IPOBEJCHUH JIAIapo-
CKOIIMYECKOH repHHOpaduK HEI0CTATOUHO.

Leny: IPOBECTH aHAIU3 UCTOPHIL OONIE3HN JeTel C SKCTPEHHBIMU
OIepaTBHBIMU BMELIATENIbCTBAMH, TIPU KOTOPBIX ObLJIO 0OHAPYKEHO
HaJIMYHE MaXOBBIX IPBDK H IPOBeIeHa OTHOMOMEHTHAS OTIepPAIIHsL.

Mamepuanst u memoost. bt ipoBeEH aHaIN3 UCTOPUI 00-
JIe3HU JIeTEeH, KOTOpBIe HAXOAWIHNCh Ha JICYEHUU B XHPYPTHUECKOM
otneneHuy. JlanHble ObIIM 00PabOTaHBI ¢ TOMOIIBIO IPOTrPAMMBI
«Jamovi» B COOTBETCTBUU C MPHUHIUIIAMH JI0OKA3aTEILHON Me/TH-
uHbI 1 yuérom kpurepus > [Tupcona. Pasiuuust cuuranics cra-
TUCTUYECKH 3HAYMMBIMU TIpH p < 0,05.

Pezynbmamer. YCTaHOBIIEHO, YTO B T€UEHHE MOCIESTHUX 4 €T
OBUIO BBIMIOJTHEHO 829 OmepaTHBHBIX BMEIIATEILCTB MPH Jicye-
HHUH TIAXOBBIX IPBIXK, U3 HUX 166 (20%) nNpoBeCHO OJJHOMOMEHT-
HO IIPH MPOBE/ICHNH KCTPEHHBIX ONEPATHBHBIX BMEIIATEILCTB.
IIpu 5TOM OBLIHM OIIEPUPOBAHBI TAKXKE OOJIBHBIE C APYTUMHU (HOp-
MaMH OCTPOH XUPYpPrHYECKOW MAaTOJOTHH: OCTPBIH KaTapaib-
HBIH, (uierMoHO3HBIH anmeHauuuT — 111 (66,9%) GOMbHBIX,
ocTpelii cansnuaroodopur — 23 (13,8%), nnarnoctuyeckas
namapockonus — 17 (10,2%), criaeuHast KUIIE4YHas: HEPOXO -
moctb — 13 (7,8%), munopocrenos — 2 (1,3%). IIpu nposene-
HUHM OJHOMOMEHTHOI repHuopaduu y OOJIbHBIX IPH SKCTPEHHBIX
BMEIIaTeIbCTBaX IIIABHBIM KPUTEPHEM SIBHIIOCH COCTOSIHUE HEU3-
MEHEHHOHU nmapueTaibHON OproluHbI. [Ipu poBeICHUN aHAIH-
3a pEeMINBHUPYIOMINX MTaXOBBIX IPHIK BhIABICH auib 1 (0,6%)
ciy4all mociyie MOBTOPHOM OINepaluu, Korjaa npy repHUuOoIIacTu-
ke Obli1a HapyllIeHa TeXHUKa, IPX KOTOPOM ILIAT UIIIbI ObLIT 00JIb-
LIOW AJIs1 AAHHOTO Jie(eKTa.

Buoi6oowl. P €3YyJIbTaThl JICYHCHUA neren IIprU CUMYJIBTAaHHBIX OIIC-
panusax 10CTaTOYHO BBICOKHE, YTO IMO3BOIACT PCKOMEHI0BATh UX
HCITOJIB30BAHUEC ITOBCEMECTHO.

KNMAHWYECKMUE OCOBEHHOCTU OEBIOTA
STEC-TEMOJINTUKOYPEMUYECKOIO CUHOPOMA
Y OETEN

3otoBa I1.B., Cansixosa A.M.
Hay4Hbin pykoBoguTtensb: J1.P. UmaeBa,
P.3. AxmeTWwuH

BalukmMpckuin rocygapcTBeHHbIN MEOULMHCKUI YHUBEPCUTET
Mwn3zgpasa Poccuun, Ydha, Poccus

Krnrovesnle cnoea: eemonumUKoypeMU'-/eCKuCl CUHOPOM, demu

Axmyanvnocme. STEC-réeMOTUTUKOYPEMUUYECKUN CHHIIPOM
(I'YC) — ObicTpO pa3BHBAIOLIEECS, )KU3HEYTPOKAEMOE COCTOS-
HHE, KOTOPOE BO3HUKAET BCIEACTBHE HHOUIIMPOBAHUS [INTATOK-
CUH-TIPOAYIHPYIOIIUMH OaKTEPHIMHU: SHTEPOTeMOpPPArHyeCKOM
E. coli wiu Shigella dysenteriae 1-ro Tumna. ToIbKO CBOCBPEMEH-
Hoe BeisiBiieHne STEC-I'YC y peG&Hka 1 npaBUIIbHO BEIOpaHHAS
TaKTHKA JICYCHUsI TIO3BOJISIOT JOOUTHCS OJIaronpusiITHOTO IIPOTHO-
3a IIpU JaHHOM 3a00JI€BaHUU.

I]eny: onpenenuTs KIMHUYECKHE OCOOEHHOCTU [e0roTa
STEC-I'YC y nereii.

Mamepuanvt u memoosi. TIpoBeIEH pETPOCTICKTUBHBII aHa-
i3 22 ucropuii 6onesneit aereit ¢ STEC-I'YC, HaxoauBiuxcst
Ha CTAI[IOHAPHOM JIe4eHUH B PecryOnuKkaHCcKoi AeTCKoN KIMHU-
4eCcKol OOoJIbHHUILE.

Pesynomamer. Cpenu O0NbHBIX Ipeodiiafaiu AeBOYKHU
(63,6%). Yame 3aboneBanu getu ot 3 mMec go 2 net (77,2%).
Jo passutus STEC-I'YC Bce neTn mepeHecian ocTphlii racTpo-
SHTEPHUT. B mpoapomManbHOM mepuone y BceX OONBHBIX OTMe-
YaJuCh PBOTA, MHOTOKPATHBIN KUIKUI CTyIl, OOIU B XKHUBOTE;
y 11 (50%) u3 HUX — TposiBIIEHUS reMoKoIuTa. Bo Beex ciyda-
sax nedtor STECI'YC xapakrepusoBaics pe3kuM MOOJIeAHEHU-
€M KOXH, €€ HKTePHYHOCTBIO, MOSBICHHEM TeMOPpParnyecKux
BBICHINTAHUH, OTEYHBIM CHHIPOMOM U CHI)KEHHEM TEeMIIa JNy-
pes3a. AprepuanbHas runeprensus (Al) pazsunace y 13 (59%)
[alnMeHToB, y | peO&nka Ha BeicoTe AT 0TMEUaluch Cyaopory.
V 9 nereit (40,9%) Oblta Makporemarypusi. AHypusi HaOnona-
nack 'y 6 6onbHBIX (27,2%). Y Bcex OOIBHBIX IO JTaHHBIM KIIH-
HUYECKOTO aHaJIN3a KPOBU, KPOME aHEMUH TKENON CTETIeHH U
TPOMOOIIMTONIEHUH, BBISBICH MIM30IUTO3; 110 JaHHBIM OMOXH-
MHYECKOT0 aHAIN3a KPOBU — IOMHMMO BBICOKUX 3HAYEHHUH MO-
YEeBUHBI, KPEATUHNHA, CHUKEHHSI CKOPOCTHU KIIyOOUKOBON (hHIIb-
tpanmu no IBapiry, Takxke orMedanuch runepOmIMpyonHeMus,
MOBBIIICHUE aKTUBHOCTH JIAKTAT/IEIUIPOr€Ha3bl, CHIKEHHE Te-
naroriaoOuHa, yMepeHHas runonporenHemust. [1o nanaeiM Y31
OpraHoB OPIOIIHOW IOJIOCTH M MOYEK BBISIBICHBI U3MEHEHUS B
Buze renaroMeranuu (18,1%), IpuU3HAKOB PEaKTUBHOTO MaHK-
pearuta (9,1%), BEIpa)K€HHOI I'MIIEPIXOTEHHOCTH MAPEHXHUMBI
MOYEK, YBEJIMYCHHUS UX Pa3MEpOB, CHIKEHHS TIOYEUHOTO KPOBO-
toka (100%). Onuroanypusi, HekoHTposnupyemas Al, runepru-
JpaTanus, SJIEKTPOIUTHBIE H METa0OINYeCKre HapyIIeHUs T10-
TpeOOoBaIM Ha3HAYCHUS M IPOBEJCHUS 3aMECTUTEILHOH IMoyed-
Ho#t Tepanuu 11 (50%) nersm.

Buigoowr. Jlo pazsurus STEC-I'VC Bce netu nepeHeciu
octpslii ractposHTeput. STEC-I'YC uaine 3a001eBanu 1€BOYKH
(63,6%). BonbIiryto YacTh MAIEHTOB COCTABIISUIN JIETH B BO3pacTe
ot 3 mec 10 2 et (77,2%). Y Bcex nauuentoB STEC-I'YC nposis-
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TISUICS KJIACCHUYECKOW TPHUAIOH: TeMOMTHIECKOH HEeNMMYHHOU aHe-
MHEH TSKENON CTENeHH, TPOMOOIMTOIICHHUEH 1 OCTPBIM ITOBPEK/IC-
HHEM To4eK. BBULY TSHKENBIX IPOSBICHUH OCTPOTO HOBPEKICHUS
nouex 11 (50%) GonbHBIM TOTPEOOBATIOCH MOKIIIOYCHUE 3aMECTH-
TEJIbHOH MOYEYHOH Teparuy B BUJIE TIEPUTOHEATBHOTO JHAIIN3a.

TYBEPKYNE3 MHOXECTBEHHbIX JTOKANTU3ALMA
Y OEBOYKU-MUTPAHTA

Mb6atynnuHa A.W.
HayuHble pykoBogutenu: A.N. AMuHoBa,
T.IO. EprowoBa

MepBbin MockoBCKMIA rocy4apCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT umenn .M. CeuerHosa MuHagpasa Poccumn
(CeueHoBckun YHusepcuteT), Mocka, Poccus

Kritouesbie crioga: demu, MugpaHmasi, my6epkynés,
numebadeHonamusi, TUMadeHIKMOMUS, JIeKapCmeeHHasi
ycmouyusocmb

AxmyansHocms. Poct 3a0051€BaeMOCTH TyOEpKyIE30M B CBS3U
C MUTpalMel HaceIeHuUs U3 YU AEMHUOIOTHUSCKH HeOIaronomyy-
HBIX TEPPUTOPUIL ABNIAETCS aKTyalbHOI MpoOIeMOH.

I]env: npeacTaBUTh 0COOEHHOCTHU AUArHOCTUKY TyOepKy1ésa
HICHHBIX TUM(ATHIECKUX Y3IIOB Y IEBOUKH, IIPHOBIBIIECH U3 JITH-
JIEMUOJIOTHYECKH HEOIaromoIyYHON CTPAHBEI.

Onucanue KJIMHUYeCKOro ciayydasi. Jlesouka b., 10 net, mo-
CTYNMIIA ¢ 5Kal00aMy Ha YBEJIMUCHHBIE, YIUIOTHEHHbIE TUM(paTH-
YeCKHE y3JIbl B IOAUYETIOCTHOI 00nacTy cieBa u crpasa. V3 aHam-
HE3a JKM3HU BBIABIECHO, YTO PEOEHOK M3 MHOTIOIETHOI CEMbHU; BaK-
IMHUPOBAHA TI0 KaneHaapio (co cios otia): BIK B 1,0-1,5 roxa,
py6er; 8 mM. 25.06.2021 nipudsuia B Poccuto u3 [akucrana, riue
ynoTpebJsiyia Chipoe KOPOBbE MOJIOKO. AHaMHe3 3a00JIeBaHUs: B
TEUeHHE 2 JIET poauTeIn NEPUOANICCKH OTMEYAJIN YBCIIMUCHUEC
MOAYETIOCTHBIX U MEHHBIX JIUM(ATHUECKUX Y3108, 32 MEIULINH-
cKkoil nomousto He obpamanucs. 01.04.2022 no gaHHbIM J1a00-
paropubix uccienosannit (JJHK EBV+), HazHaueHo mpoTHBOBH-
pycHoe nedenue (0e3 MONIOKHUTENBHOW TuHaMuKn). HarmpagieHa
10.04.2022 B ATKB Ne 9, riae ObuIM BBISBICHBI THIIEpEPTHYCCKAsT
peaxius Ha npoObl «/luackuHTecT», MaHTy-nanysaa ¢ Be3UKy-
namu 18 MM ot 12.04.2022; na KT opranoB rpyaHoi KIETKH OT
12.04.2022 r. kaJIbLUHATBI B HIKHEH 10J1€ J1€BOro JIErkoro, oudyp-
KaIlMOHHBIX, JIEBBIX TPAXEOOPOHXUAIBHBIX, OPOHXOITYTEMOHAIb-
HBIX BHYTPUTPYIHBIX JUMpaTrueckux y3nax. [Tpy MPT meun ot
13.04.2022 ObL1H BBISIBJICHBI KOHITIOMEPATHI JINM(PATHICCKUX y3-
JIOB: B ITPAaBO# HMYKHEUENIOCTHOM 001acTH pazmepamu 37 x 23 x
31 MM, aHATIOTUYHO cieBa pazmepamu 20 X 25 x 28 MM, MapKepbl
BocHajleHus He yenuueHsl. [Ipu o6cnenoBanun poautenei y Ma-
MBI Ha (urrooporpadun Ha BEpXyIIKe IPaBOTo JIETKOTO OMPEIeIIsi-
cs yuactok (pubpo3sa, ouaru TyOepkysé3a B aHaMHe3e?

Pe6énox 6but Hanpasnen B HMULL ¢pTu3nomnyibMOHOIOTHH 1
NH(DEKIMOHHBIX 3a00neBanuit Munsapasa Poccun, rie Haxoaui-
cs1 ¢26.04.2022 1o 26.06.2022 ¢ quarno3om: Tyoepkynés nepude-
PHYECKHX JINM(BATHICCKHUX Y3JIOB MICHHOI TPYIIIEL, ABYCTOPOH-
HUH, (pa3a abcuennpoBanusi. OCTaTOYHbIE U3MEHEHHS TEPEHECEH-
HOTO ITEPBIYHOTO TyOEpKyIE3HOro KoMIUIeKca S8 IeBOro JIETKOTO.
I rpynma gucnancepHoro HaOmoAeHUs. BrImonHena noa4enocT-
Has nuMmdanendkromus crnpasa oT 02.06.2022 (B onepalnoHHOM
marepuane JJHK MBT+ ot 03.06.2022, nexapcTBeHHas ycTOHUM-
BOCTb K (TOpXHHOJ0HaM). Ha Guorcuu BBISBICHbI CIIUBAIOIINE-
Cs1 OYard rpaHyjIeMaTo3HOro BOCIAJICHHS ¢ HEKPO30M B IIEHTpE.
[Monyueno JITHK MBT uyBcTBUTENBHBIC K H30HHA3U/TY, pUdaMITU-

UHY, 0aKTEPUOIIOTHIECKUH TIOCEB C JIEKApCTBEHHON yCTOHYMBO-
CTBIO K aMHKaIMHY, OeTaKBUIMHY, MOKcHokcanuy. Ha3znaue-
Ha POTUBOTYOEPKY/IE3HAs Tepanus Mo 1 pexxnuMy XUMHOTEpaIuu
B MHTCHCUBHYIO (a3y He MeHee 4 Mec 4 TPOTUBOTYOSPKYIIC3HBIX
npenapara: usonuasun 0,45 r, pudamnunus 0,3 1, TUpasuHAMULL
0,75 r, atamOyToux 0,6 T mepopaibHo. Ha (oHe edeHus monoxKu-
TeNbHasl TUHAMHKA.

Bb1600b1. TpyAHOCTB MOCTAHOBKH JTHArHO3a TyOepKyaé3a 00y-
CJIOBJICHA HEOOXOJMMOCTBIO MPOBOAUTH AU (D (HepeHINAIBHYO TU-
arHOCTHUKY C APYTUMHU (hopMamu MaTojIoruH, OTCYTCTBUEM (TH-
3UaTPUYECKOIl HACTOPOXKEHHOCTU U OCOOEHHOCTSIMU TEUEHUSI TY-
Oepkynésa y gereil. B HalleM KIMHUYECKOM CIIydae BbICTAaBIEH
OKOHYATEJIbHBIN AMArHo3 M Ha3HAYEHO COOTBETCTBYIOIIEE JIeue-
HHE JIUIIb Yepe3 ToJ ocie MPHe3aa AEBOUKH.

MUKPOBUOTA BITATAJIULLA
MPU CANIbNMUHIOO®OPUTAX Y AETEN

MBaHoBa A.[., KoHonneBa A.H.
Hay4yHbin pykoBogutens: A.A. KoHoBanoBa

YunTmHCKasn rocygapcTBeHHas MeanLmMHCKas akageMus
Mwun3sgpasa Poccuun, Yuta, Poccus

Krirouesbie crioga: canbnuH200¢hopum, canbnuHaum,
oogpopum, 6onu 8 xusome

Axmyanvnocms. B CTpyKType IETCKUX THHEKOJIOTHYECKHX 3a-
OoneBaHMil BOCHATHTENBHBIE TOPAKEHUS PENPOIYKTHBHBIX Opra-
HOB y JIeBOYEK 3aHMMAIOT JHIMPYIOLIHE MECTO MO 0OpamaemMo-
CTH 33 CPOYHOM MEIMIIMHCKON MOMOIIbI0. Bocmanenue su4HuKOB,
MPUIATKOB MaTKH M MAaTrOYHBIX TPYO MOTYT MPHBECTH K CEPhE3-
HBIM HapyIIeHUsM (QYHKIIMOHUPOBAHHUS PEIPOIYKTHBHOMN CUCTe-
MBI )15 IeBOYeK, He )KUBYIIMX ITOJIOBOM JKU3HBIO, B IOITyOepTar-
HOM TIepHOJIe BOCTIAJIEHHE BHYTPEHHUX PENPOIYKTUBHBIX OPraHOB
SBIISICTCS Ka3yHCTHYECKHM SIBJICHHEM H B OOJBLINHCTBE CITydacB
HOCHT BTOPUYHBII XapakTep.

L]env: onpenenuTb U3MEHEHH MUKPOOUOTHI BIIaraluina y Jie-
BOYEK C TEUCHHEM CaJIbIIMHI00(OpUTA.

Mamepuanvr u memooul. JIns onpeneneHns HaceNIEHHOCTH
BJIaraJIdIIa MUKPOOPTaHU3MaMH M PACTIPOCTPaHEHHOCTH 3a00te-
BaHUii, a TaK)Ke BO3pacTa MAlMEHTOK OBUIM MPOAHAIM3UPOBAHBI
ucropuu 00JIE3HHU JIETEH ¢ CaNbMUHI00(OPUTAMU, HAXOIUBILIUXCS
Ha siedueHuu B iepuo ¢ 2019 1. mo 2022 r. B XUpypru4ecKoM OT/ie-
nexuu. [lonydeHHble JaHHbIE OBUTH 00Pa0OTaHBI C TOMOLIBIO MPO-
rpaMMBbI «Jamovi» B COOTBETCTBUH C TPHHIMIIAMU JIOKA3aTeIb-
HOI MeUIMHBI U yueToM Kputepus y° [lupcona. Pasmimumst cun-
Tanu 3HaYUMBbIMU Tpu p < 0,05.

Pezynbmamel. 3a yKa3aHHBIN NEPHOJ B CTAIIOHAPE ObLIA TPO-
nedeHa 71 nesouka. CpenHuii BozpacT O0IbHBIX cocTaBuia 11,5 +
2,73 ropa, cpok rocnuranuzauuu 11,5 + 1,19 rona. BonbmmHCcTBO
JieTel B CTaIMOHAap MMOCTYIIAH 110 KCTPEHHBIM MOKa3aHUSIM: C TIO-
JIO3pEeHHeM Ha anmeHIuIUT 06110 66 (92,9%) 60MbHBIX, U3 HUX Y 38
(53,5%) manmenTok ObUIa IPOBEIEHA allIEHAPKTOMHUSL. Beem 0oib-
HBIM ObliIa TIPOBE/IeHa 0aKTEPUOCKONHMS, IPH KOTOPOH y BCex Jie-
BOYEK HE ObLTH OOHAPYKEHBI JISHKOLUTHI B yPETPe U IIEPBHKAIIb-
HOM KaHaJle, YTO YKa3bIBaeT Ha OTCYTCTBHE BOCHAJIUTEIbHBIX 3a-
00JIeBaHMI1 HAPY>KHBIX MTOJOBBIX OPTaHOB Y ATUX JETEH, a 3HAYUT, U
OTCYTCTBHE BOCXOAIIETO ITyTH PACIPOCTPaHeHUs MHPEKLINHN TIPU
canprinHrooopure. [Ipu aHami3e MUKPOOHOTHI OBLIO BBISBICHO,
4yto y 21 (29,6%) GonbHOI BiceBasiuch rpudbl poa Candida, Tax-
ke ObUTM OOHApy)KeHbI manouku JleneprneliHa (MOJIOYHOKHCIIBIE
Oaxrepuu pona Lactobacillus — 90-95%), u3 Hux pacnpocrtpa-
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HEHHBIMU SIBILIOTCA L. crispatus, L. iners, L. jensenii u L. gasseri.
OHH COCTaBJISIFOT HOPMAJIbHYI0 MUKPOOHOTY Biarayiuina. MoOu-
nyHKyc (Mobiluncus) — TOABHXHBIA BUOPHOHOTIONOOHBIN aHad-
POOHBII MUKPOOPTaHU3M, OJIH U3 IPEACTABUTENEH TPaH3UTOPHOH
MHKPOOHOTBI MOYCTIONIOBBIX OPTraHOB, OTHOCSIIHMICS K CEMEHCTBY
Actinomycetaceae, Ob11 BoiZieneH y 5 (7%) nalueHTOK H30JIUpPO-
BaHHO OT JPYTHX MUKpoopraHm3MoB. [Ipu neransHoM cOope aHa-
MHe3a 00HapYKEeHO, YTO Y JICBOYECK ECTh JIMOO NepeHecéHHoe 3a00-
JieBaHue, MO0 KIMHUKA BIIOTEKYIIEi HHPEKINH MOYEBOTO TPaK-
ta. Y 3 (4,2%) neBouek B Ma3ke Oblia BeisiBieHa Escherichia coli,
OHa BCTPEYaach NPH MHOKECTBEHHBIX aCCOLMALIMSAX MUKPOOHOTHI
BJIArajIMIla ¥ BBIICIUIACH KaK OJIHA U3 MPEICTABUTENCH ceMeicTBa
IPaMOTPHULIATENBHBIX OaKTepHil. B ocTalbHBIX ciTydasx ObLIH OOHa-
PY’KEHBI TPaMIIONIOKHUTENbHBIC OaKkTepun. Staphylococcus spp. ObuT
BeIeNeH y 25 (35,2%) neBouek, Streptococcus spp. —y 7 (9,8%),
Enterobacterium spp. —y 5 (7%), Corynebacterium spp. — y 4
(5,6%). Ipu aTOM npeobnaiany pa3au4Hble COYETaHUs CMEIIaHHOM
MUKPOOUOTEL, BblsiBIeHHBIE Y 38 (50,7%) neBouek. OOHapyKeHbI
coueranust Staphylococcus spp. u E. coli —y 23 (60,5%) neBovex,
Enterococcus spp. u E. coli —y 8 (21,1%), E. coli, S. epidermites
u Cl. albicans —y 7 (18,4%).

Bui6oowvl. BocnanuTenbHble U3MEHEHUS BHYTPEHHHUX I1O-
JIOBBIX OPTraHOB CONPOBOXAACTCS M3MEHCHHEM MHKPOOUOTEI
BIIATQJIMINA, KOTOPOE XapaKTepU3YeTCsl YBEIMUYCHUEM YHCIIa
YCIIOBHO-TIATOTEHHBIX MUKPOOPTaHU3MOB U TIOSIBICHUEM I1a-
TOTEHHBIX BUIOB. [Ipy HOpMaIbHOM COAepKaHUH JaKTOOAK-
TepHi B MUKPOOMOTE BIIAarajuila BBISIBICHO MOSBIECHUE TPH-
608 pona Candida.

ONTUMU3ALUNA ONATHOCTUKU OCTPOI'O
AMNEHAMUWUTA C NOMOLL IO
YNTPACOHOIPA®UU BPIOLLHOW NONIOCTH

MBaHoBa A.[l., KoHonneBa A.H.
HayuHbin pykoBoguTtens: A.A. KoHoBanoBa

YMTUHCKas rocyaapcTBeHHas MeavLMHCKas akagemumst
MwuH3gpasa Poccun, Yuta, Poccus

Knroyesnie criosa: anneHOuUUm, yrbmpa3seykoeasi
OuaeHocmuka

Axmyanvrocms. YnsrpassykoBoe uccienoanue (Y3U1) mos3so-
nsieT OBICTPO, HEMHBA3MBHO ONPEICIATh AECTPYKTUBHBIC ()OPMBI
octporo annenaunura. [Tpu 3ToM MOXKHO TOUHO OTPa3UTh TONU-
Ky OpraHa, 0XapakTepu30Barb MOP(OJIOTHIO TKaHEH BOKPYT U KOH-
CTaTHUPOBATh OCJIOKHEHUS, @ B PAJIE CIIy4aeB UCKIIOYUTh TUarHO3
MIPY HAJIMYHMHK KJIACCUYECKON KIIMHUKH OCTporo annenauuura. Ho
0co0yI0 CIIO)KHOCTD MPEACTABILIIOT HEAECTPYKTUBHBIE (DOPMBI U
BTOPHYHbIEC U3MEHEHHS 4ePBEOOPa3HOr0 OTPOCTKA.

Lenv: onpenennTs 3HaUMMOCTh Y3U 1pu [UarHocTuke ocTpo-
TO anmeHJUINTa U BepUPHUKAIUH MOPPOIOTHIECKUX U3MEHEHU I
4yepBeoOPa3HOrO OTPOCTKA Yy JeTeil.

Mamepuansl u memoosl. TIpoBefiéH aHAIN3 UCTOPUE OOJIE3-
HU JIeTell ¢ JMarHO30M «OCTPbIHM aNmeH T, IPOJICUEHHbIX B
2018-2022 rr. [TonyueHHbIe TaHHBIE ObUIH 00PAOOTAHBI C TIOMO-
IIBIO IPOrpaMMBl «Jamovi» B COOTBETCTBUU C IMPUHIUIIAMU J0-
Ka3aTeJbHOM MEAUIMHBI U yuéToM Kputepust x> [lupcona. Pasu-
YHsl CYUTANIN 3HAYUMBIMU 11pH p < 0,05.

Pesynomamer. 3a npoiieainme 5 et ObUIO MPOOIIEPUPOBA-
HO 1367 nereii ¢ ocTpbiM anmnenauiToM. ¥Y3U OproriHoi mosio-
ctu nnposezieHo B 2018 1. B 98% cnyuaes, B 2019 . — B 99%, B
2020 . — B 70%, B 2021 . — B 60%, B 2022 . — B 57%. [o-

CTYIHOCTbH BH3yallM3aluu YepBeoOpa3Horo orpoctka mpu Y3U
B 2018 r. coctaBmia 63%, B 2019 . — 65%, B 2021 1. — 72%,
B 2022 . — 82%. Pacnonoxxenne 4epBeoOpa3HOro OTpocTKa B
84,3% cny4aeB ObUIO TUNIMYHBIM, B 14,4% — B NIOJIOCTH MaJIOrO
Tasa, B 1,3% — noj nedyennro. CBoOOIHAS )KUIKOCTE B ITOJIOCTH
MaJIoro Tasa Oblia BbisiBIeHa B 97,4% ciryyaeB, B OOJIBIIOM KOJIU-
gectBe — B 8,4% cirydaeB. 3a Bech nepuoy HaOmoneHus y 5,8%
JieTeil He OBUIO BBISBICHO 3XOrpaduuecKux MpU3HAKOB OCTPOTO
aNIMeHIUINTa, HO HHTPAOIICPAIMOHHO ObUI ONpenenéH OCTpPhIH
(ermono3ubli annenguuut. B 11,4% cinyuaes sxopa3mepsl ar-
MeHAMKCA U TPYAHOCTH €r0 BU3yaIN3allK HA BCEM MIPOTSHKEHUU HE
I03BOJISTM OIPEISNIUTh €r0 BOCIAIUTENbHYI0 TpaHcdopmariio. B
9,2% ciyyaeB ObUIN BBISIBIICHBI IEPHAIICHIUKYISIPHBIE HHOUITb-
Tparsl U abcueccsl. J(uarnocruueckas agpdexkruHocts Y3U arn-
MeH/IMKCa 10 JaHHBIM JIANIAPOCKONUU cocTaBuaa 95%.

Bv1600b1. Y3 1103BOJISIET UCKITIOYUTH BBIOJIHEHUE JTUArHO-
CTHYECKOH Jlanapockonuu. [TannenTs ¢ HEOTHO3HAYHOH X0rpa-
(huueckoil XapaKTepUCTHKON 4epBE0OPa3HOr0 OTPOCTKA TIPH CO-
XpaHsIoNIeNcs KITMHIYECKOH KapTHHE OCTPOT0 JKMBOTA HYKIAIOT-
cs B poBeiennu Y3U B tuHaMuKe NP pa3iIndHOM HATIOJTHEHUN
MOYEBOT'0 My3bIPs C LIENIbIO BepUHKALINN THArHO3a.

XAPAKTEPUCTUKA XXENE3OAEPULIMTHBIX
COCTOAHMMN Y OETEU B OCTPOM NEPUOLE
LEJNTMAKUN

UBeHckasn T.A.
Hay4Hbin pykoBoguTtens: J1.4. KnumoB

CTtaBpononbCK1in rocyaapCTBEHHbIV MEAULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, CtaBponons, Poccus

Krrouesbie crioea: yenuakus, xene3odeuymHbie
COCMOSIHUS, 2eMamosioaudyeckue rnokazamersu

Axmyanvrnocmo. Kenesonepunurrnas anemus (JKJIA) Bcé ya-
1Ie MPOSIBIISICTCS TIPH 1IEJIMAKKUH, O Hel cooOIaeT 6osee 4yem 1o-
JIOBUHA MAIUEHTOB.

L]eny: onpeneauTh YacToTy U 3aKOHOMEPHOCTU (POpMUPOBa-
Hus xenezoneduuutHeix cocrosauit (KJIC) y nereii B octpom
MIepHOJIE [ETHAKUH.

Mamepuanvt u memoowl. B paboty BritOYeHbI 228 neTeit ¢
BIIEPBBIC JUArHOCTUPOBAHHOM LIETMaKUel B COOTBETCTBIY C KPUTE-
pusmu ESPGHAN. Onpenenenue nannuus y natuentos 2KJC ocy-
IIECTBIIUIOCH CONIACHO CJICAYIOLIMM IapaMeTpaM: ChIBOPOTOUHOE
Kene30 < 12,5 MKMOIIb/J1, ChIBOPOTOUHBIH (hepputuH < 30 MKI/1,
TpaHcheppuH > 3,6 /11, o0IIas Kene30CBI3bIBarONIas Croco0-
HOCTb CBIBOPOTKH > 62,5 MKMOJIB/JL.

Peszynomamet. B octpom niepuozie nenakuu oocienoBano 228
nereit, u3 Hux 102 (44,7%) mansanka u 126 (55,3%) neouex. Ia-
LIUEHTHI OBLIN paclpeieeHbl Ha 3 IPYIIbl B 3aBUCUMOCTH OT Ha-
uus 1 popmbl KJIC. AHanu3 aHTPOIOMETPUUECKUX [T0Ka3aTe-
neii nposenéH cpeau 3 rpynn aereid: y 64 nereii ¢ XXJA (28,1%),
103 nereit ¢ marenTHBIM neduiroM xeresa (JIXK) (45,1%), 61
pe6énka 6e3 JXKC (26,8%).

Knunuveckas kapruna y naunentos ¢ XKJIA B octpom nepu-
0Jle LIeJIMaKUU BKJIIOYaa psiJi CYIECTBEHHBIX 0COOEHHOCTEN IO
cpaBHenuto ¢ nanuenramu 6e3 XKJIC. Tak, psora y nereif ¢ XKJA
ormevanack yaimie B 2,1 pasza (p = 0,016), B3nyTHe xuBoTa — B
1,6 pasa (p = 0,024), nuapes — B 1,5 pasa (p = 0,017) coorBer-
cTBeHHO. Brisanena npsimas xoppemsinust mexay JKJC u orcra-
BaHueM B pocte (7 = 0,25; p = 0,003), a Takxe AePUIUTOM Mac-
cel Tena (= 0,19; p = 0,001).
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B xone ananmza cTpyKTYpbl MOP(HOIOTHUECKIX U3MEHEHUH
y MAIMEHTOB C HEMaKUel B 3aBUCUMOCTHU OT HATM4YHS U (GOpPMEI
JKJIC ObL10 BBIsIBICHO, uTO B Tpymne aereit 6e3 XKJIC npeobnana-
et cragusa Marsh 3A, xoropas ormeuena B 11,7 paza (p = 0,001)
yame, yem y aereit ¢ JXKJA, u 2,5 paza game (p = 0,001), uem y
nereit ¢ JIJDK. YV nereit ¢ nenmakueit, ocnoxxuénnoit KA, mpe-
Baspyer cragus arpodhun COTK Marsh 3C — 52 (81,2%) u3 96
YeNoBeK, uTo B 5 pa3 yaie (p = 0,001), yvem y nereii 6e3 XKJC, u
B 2,5 paza vamie (p = 0,001), yuem y nauuenros ¢ JIJDK.

Bv160o0wi. KnuHnveckasi KapTHHA LETHAKUH, OCIOKHEHHOM
JKIC, xapakTepu3yeTcsi CTATUCTUYSCKH 3HAYUMbBIM YBEIIUUCHN-
€M YacTOThI FaCTPOMHTECTHHAIIBHBIX CHMIITOMOB M O0Jiee BbIpa-
JKEHHOM CTENeHBIO OTCTaBaHHs AaHTPOIIOMETPHYECKHX MOKa3aTe-
Jiei 1o cpaBHeHHIO ¢ nareHTamu 0e3 XKJIC. Ananus mopdonoru-
YEeCKMX M3MEHEHUH MOKa3bIBaeT, uTo TotajibHas arpodus COTK,
cootBercTBytomas craauu 3C no Marsh—Oberhuber, cpenu na-
nuentoB ¢ XKJIA Bcrpeuaercs B 81,2% ciydaes, 4TO JOCTOBEPHO
yae, yeM B rpymre aereii 6e3 XKC.

& 3k ok

NMPUMEHEHUE HOBbIX ADANTUBHbIX
TEXHONOIMW NPU 3AKPbITUX OE®EKTOB
CBO[IA YEPENA Y OETEUN

Kanu4ikuH U.A., PoroBa A.A.
HayuHbin pykoBoguTtens: H.A. LLa6anguH

KemepoBckuin rocyqapCTBEHHbIV MEANLIMHCKNIA YHUBEPCUTET
Mwun3sgpasa Poccumn, Kemeposo, Poccus

Knroyesnie criosa: KpaHuonnacmuka, Helpoxupypausi,
addumusHble mexHorioauu; ummniadmam, 3D-modernb

Axmyanvrnocms. Bo3pocliee 4uciIo TAKENBIX YepPEHO-MO3-
TOBBIX TPaBM, OIIyXOJEBBIX IPOLECCOB Y JETEH, a TaKKe pa3BU-
THE TEXHOJIOTUI ONPEIeTHiIo aKTHBHOE BHEAPEHUE Ay TOKPAHUO-
TUIACTUKY B PEKOHCTPYKTUBHOM XUPYPTUH U MCIOIB30BaHHUE HO-
BBIX MaTepPHaIOB IJIs 3aKPHITHS KOCTHOTO JedekTa cBoa uepena
y aereil. OHaKo 3TOT COco0 He BCeraa MOKHO IPUMEHSTh MPH
MHOT'OOCKOJIBUATBIX NIepesioMax KocTel yepera, a TakKe Iy OILy-
XOJIEBBIX IIPOLIECCAX.

Llenv: IPOBECTH aHANHM3 PE3YJILTATOB PEKOHCTPYKTHBHOM Kpa-
HHUOIUIACTHKH y JIETEH C HCIIOIb30BaHUEM THTAHOBOH CETKH H CET-
9aTOro TUTAHOBOTO UMIUIAHTATa, U3TOTOBICHHOTO MyTéM 3D-Mo-
JIeTUPOBAHUSL.

Mamepuanut u memoOul. BHIIIOTHEH pEeTPOCIIEKTUBHBIIN aHa-
13 11 ucropuii 6one3HU, IPOBEAEH OCMOTP JIETEH C OLEHKOI He-
BPOJIOTHYECKOTO CTaTyca, KOCMETHUECKOTO Pe3yibTara Imocje pe-
KOHCTPYKTUBHON KpaHHOIIACTUKH. JIeueHne 0CymecTBIsIoCh
Ha 0ase Helipoxupyprudeckoro oraenenus B 2018-2022 rr. Bos-
pacrt gereii coctasun 1,517 ner. Bee netn Obunn pacmpenesieHsl!
Ha 2 Tpynisl: B 1-10 rpyIMIly BOIUIK 7 NALIUEHTOB, Y KOTOPBIX JUIS
3aKpbITUs Je(eKTa uepena UCIoIb30Bajlach TUTAHOBAsI CETKA, BO
2-10 — 4 pebEHKa, MPOOIEePUPOBAHHBIX C HCIOJIB30BAHUEM CET-
YaTBIX THTAHOBBIX UMIUIAHTATOB.

WupnusuayansHas 3D-Mozenb neexTa H3roTaBinBaiach Ha
OCHOBaHMM JAHHBIX [IPU NPOBEJCHUN MYJIBTUCIHPATIBHON KOM-
IIBIOTEPHOI TOMOTpaduu Yyepena Kax10ro O0JIbHOTO.

Pezynomamer. B ipeacTaBieHHOM HCCIIEIOBAHUH He ObLIO 3a-
(UKCUPOBAHO CITyYaeB OTTOPKEHHsI HMIUTaHTara. HeBpoioruue-
CKHH cTaTyc y JeTeil 00erx TpyII COOTBETCTBOBAI CTEIICHH Tsi-
JKECTH TPaBMBI WIIH OITyX0JIeBOTO Iporiecca. CpeHee BpeMs Xu-
PYPruuecKoro BMEIaTeaIbCTBA 3HAYNMO OTIIMYAIOCh U COCTAaBHUIIO
y nanuentoB 1-# rpynmnsl 212 muH, 2-if — 135 mus. Bonee pu-

TeNbHOE BpeMsl KPAHHOIUIACTHKH C UCIIOIb30BaHIEM THTAHOBOM
CETKH 00YyCJIOBJIEHO MHTPAOIICPAIIMOHHBIMU CIOKHOCTSAMH MIPU
MOJEJIIMPOBAHUN UMILIaHTaTa. CeTyarblii THTAaHOBBINM MMILIaH-
TaT IUIOTHO IpuWJIerajl K MHTaKTHOM KOCTH, 3HAYUTCJIbHO YMCHb-
11as BRIPAXKEHHOCTh MepexoJia UMIUIAaHTaT—KocTh. JlaHHas oco-
OEHHOCTH 00YCIIOBMIIA U KOCMETHYECKUil 2 (eKT OT onepanuu.
VY 3 (42,8%) nauueHToB 1-if rpyInsl BU3yaqIU3UpOBaIach aCuM-
METpHs CBOJA Yeperia, B TO BpeMs KaK Y HalHeHTOB 2-i TPyIIIbI
KOCMETHUYECKHX Je()EeKTOB HE OTMEUEHO.

Bv1600bl. ARIUTHBHBIE TEXHOJIOTUU U TPEXMepHas IedaTh
SIBJISIIOTCS IEPCIIEKTUBHBIMY HATIPABJICHUSIMHU B PEKOHCTPYKTHB-
HOU Helipoxupypruu. Vcnonb3oBaHie UMIUIAHTATOB, H3TOTOBJICH-
HBIX 110 MHAMBUIYaTbHBIM [TOKA3aTeIIsIM MAlMeHTa, CII0COOCTBO-
BaJI0 YMEHBILIEHUIO MPOJODKUTEILHOCTH XHPYPTHUECKUX BMEIIa-
TEJIBCTB U AOCTIIKCHHUIO )KEIAEMOTr0 KOCMETHYECKOT0 AP PeKTa.

k Kk k

ANATHOCTUKA CUHOPOMA NPAOEPA-BUNIA
Y HEQOHOLLUEHHOIO PEBEHKA

KantyTtuc C.C., NpaBocnaBHas O.B.,
LWakupoBa A.A., CeBepruHa Y.C.

HayuHble pykoBogutenu: C.B. YepkacoBa,
E.A. CapkucsH, T.I. lembsiHOBa

Poccuncknim HaumoHanbHbIM NccrneaoBaTenbCKum
MeaMLUHCKUA yHuBepceuTeT nmenn H.W. MNMuporosa
Mwun3sgpasa Poccun, Mockea, Poccus

Knouesnie crioga: HEOOHOWEHHbIe, 2UrOMOHUSI, CUHOPOM
lNpadepa—Bunnu, aunokcus, cmuambl OU33MbpuO2eHe3a

Axmyanvnocme. Cunnpom [Ipanepa—Bumum (CIIB) npu He-
CBOEBPEMEHHOI IMarHOCTUKE NPUBOAUT K TSDKEIBIM OCJI0KHEHU-
M, BO U30€:KaHue 3TOro0 HeoOX0[Ma IIOCTaHOBKA JIarHo3a B He-
OHATaJbHOM MEPHOJIE.

L]env: moka3ath 0COOEHHOCTH TUATHOCTHKH M BHIX)KHBAHHUS
HenoHomeHHoro pedénka ¢ CIIB.

Onucanne KIMHUYeckoro cay4as. Jlesouka C., oT marte-
pu 41 rona, ¢ runorupeosoM. Ot 7-i 6epemennoctu (1, 4, 6-51 —
CBOEBPEMEHHBIE POJbI; 2, 3, 5-1 — Hepa3BUBLIAACSA OepeMeH-
HOCTh). Bo Il TpumecTpe HEeMHBAa3WBHBIN MMPEHATAIBLHBINA TECT
BBISIBUJI BBICOKHI PHCK POJKICHUS peOEHKA ¢ XpOMOCOMHOH MaTo-
norueii. Ponsr 4-e, oneparuBHble, Ha 33- Henmene rectanuu. Mac-
ca tena npu poxjaenun 1700 1, nnuHa Tena 40 cM, OKPYKHOCTH
royoBel 29 cM, rpyau — 25 cM, oleHka o Amnrap 1/4/4 6anios.
IIpoBeneHb! peaHUMALOHHbIE MEPOIPHUATHS B IOJTHOM 00BbEME.
JluarHocTupoBaHa BHYTPHYTPOOHAs! MHEBMOHUS, BHYTPUKEITY-
nmoukoBoe kpoBomnusiane (BXKK) I cremenu. [IpoBenenst atno-
TPOIIHAsL, TATOTEHETHYECKast TEPAIHS, PECIIUPATOpHAs MOAEPIK-
Ka (I/ICKyCCTBCHHaH BCHTUIIALMA HéFKI/IX, CIIOHTAHHOC ObIXaHHEC
IOJ1 TOJIOKUTEJIbHBIM JIaBJICHUEM). BBIBICHBl MHOXKECTBEHHBIE
CTUTMBI: Jonuxouedaus, TUIIEPTEIOPU3M U MUHIAJICBHTHBINA
pa3pe3 a3, MUKpPOTHATHsI, ONMYIIEHHbIC YIIIbI PTa, TUITOIUIa3Hs
reautanuii. TORCH-undexun nckaroueHsl. Ha Gone mposo-
JUMOH Tepanuy NpU3HAKN MHGEKIIMOHHOTO TOKCHKO3a U MapKe-
PpBI BOCHIalIeHUs1 ¢ nonokutenabHoi nuHamukoit. BXKK I ¢ Tpanc-
(dopmarueil BO BHYTPHKEIYyIOUKOBYIO KHcTy. CoxpaHsiomascs
TUIIOTOHHUS, HE CBOMCTBEHHAS [yl JAHHOW recTalluy, yTHETCHUE
cocaresbHOTO peduiekca IpH MOCTKOHIENTYyalbHOM Bo3pacTte 35
HeJl, HaTMYHe MHOKECTBEHHBIX (PEHOTHITIYECKUX CTUTM 00y CII0-
BHJIM HEOOXOMMOCTb KOHCYJIBTAIIU TeHETHKA U TIPOBEIACHUS all-
JICNILHOTO METHIIMPOBAHMUS MPOMOTOPHO# obnactu rena SNRPN
(xpomocoma 15q11.2) meronom metmicnennduueckoii [TLP. JTu-
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aruo3 CIIB 0but moaTBepxéH. Marh peG&Hka 0OyueHa HaBbI-
KaM BCKapMIIMBaHUsL. PeOEHOK BbIMCaH JOMOI o HaOmoaeHne
Y4acTKOBOIO Ileinarpa.

Buwisoowi. [lepenecénnas nepuHaTanbHas TUIIOKCHUS, THTIOKCH-
yeckue nopaxenus: [IHC, a Taxoke cBocTBEHHAs IEpUOTY HEJ0-
HOULIEHHOCTHU MBIIICYHAs TUTIOTOHHS, OTCYTCTBHE CIIEIIU(PUUECKUX
CTUTM 3aTpyaHsoT npouecc auarHoctuku CIIB. O0s3arensHbIM
ABJISIOTCS] KOHCYJIBTALlMKM HEBPOJIOTa ¥ TEHETHKA, UCKITI0YEHHE Ha-
CJIC/ICTBCHHBIX 00JIe3HEH 0OMEHA, MBILICYHBIX aMHUOTPO(DHIL, alTb-
TCPHATUBHBIX CUHAPOMOB. Bblpa)l(eHHaﬂ TUIIOTOHUSL, YTHCTCHUEC
(usnonornyeckux pedrexkcos, HATMYHE CTUTM AU33MOpPHOTeHe-
3a ABJISAIOTCS NOKA3aHUAMMU U1l KapUOTUIIMPOBaHUs. PaHHee BbI-
SIBIICHUE TATOJIOTMH, PABWJIBHO OPraHW30BAHHBIN yXOJ U MUTA-
HUE SIBJISIOTCA 3aJ10I'0M TOJIOKHUTEIBHBIX HCXO0B.

NEPBUYHbLIA CKHEP93VIPVIOIJ.WII7I XONAHIUT,
ACCOLIMMPOBAHHBbIW C HECMNELU®UYECKUM
A3BEHHbIM KONMUTOM

KapmaHoBa C.E., Macnos B.I., Bon4yeHko A.B.,
Haymosuy H.C.
HayuHbi pykoBoguTtens: J1.E. JlapuHa

Poccunckni HaumoHanbHbIM nccrneaoBaTenbCKum
MeaVLUHCKUA yHuBepcuTeT nmenn H.W. MNMuporosa
Mwun3sgpasa Poccun, Mockea, Poccus

Knrouesnie criosa: nepeuYHbIl CKrepoupyrouut
XonaHaum, Hecrieyughuyeckuli S36eHHbIU Konum,
eernamocrisieHoMe2arnusi, nopmarbHasi 2urnepmeH3ust

Axmyanvnocmo. TlepBUYHBIN CKISPO3UPYIOUIHNA XOTAHTHT
(TICX) — xpoHMYecKOe MPOrpeccupyollee MOpakeHHe dITHTe-
JIVSL KEITTHBIX IPOTOKOB HEN3BECTHON ITHONIOTUH ¢ 00pa30BaHHEM
CTPHKTYP KEIIHBIX ITyTeH U pa3BUTHEM CHHIpPOMA XoJecTasa. 3a-
OoseBaHue Yallle BCTPEUaeTCs Y MYXKUUH, CPEIH AeTel B cpeaHeM
ne6rot B 6,3 roga. PacnipoctpanénHocTh cocrasiser 16,2 cinyyas
Ha 100 000 nacenenus. IICX nporekaer B 50% ciyuaes Oeccum-
MITOMHO, TIOTOMY PaHHSSI TUATHOCTUKA OCTAETCS aKTYaIbHOH H
Ba)kKHA JUIS TaNbHEHIIETro JICUeHHS.

L]env: mponemoHcTpupoBarh ciydail Tsokénoro [ICX ¢ cun-
JIPOMOM TOPTaJbHOM T'UIepTeH3uu 0e3 rneuéHO4HOM HHIedato-
HaTHH, aCCOLIMUPOBAHHOIO C HECTICHU(PHUICCKIM S3BEHHBIM KO-
auroM (HAK).

Onucanne KINHUYECKOT0 ciay4dasi. BriepBbie manueHT Ot
rocrimtanu3upoBad B 2020 1. B Bo3pacTe 7 JET ¢ apTepHaIbHOU
THUITOTOHHEHN, C1a00CTRI0, aHEMHUEH 3 CTENEHH, TUCIICIICHYCCKIM
CUHAPOMOM. BrisgBieHbI renarocCIiiCHOMEerainus, noprajbHas Ir'a-
NEePTEH3Hs, YMEPEHHBIN NUTOMH3 (YBETHMUCHUE AKTUBHOCTH aMH-
HotpaHcdepas B 2 pasa), xonecras. [1o TaHHBIM OCMOTpA, YIbT-
Pa3BYKOBOW TMArHOCTHKH W AacTorpaduu ObUT IUArHOCTUPO-
BaH 1uppo3 neuenu (F3-F4 mo mkane Metavir). B ruieBpanbHoit
1 OPIOIIHOM TOJIOCTSX HAOMIOAAINCh THAPOTOPAKC, ACIHT, TTOJIU-
aZICHOIIaTusA, CTPYKTYPHBIC U3MCHCHUS CTCHKH TOJICTOM KMIIIKH B
JIeBOM moxB3a0IIHON o0nacTu, AU dy3HbIE H3MEHEHUS TTOJDKE-
JYIOYHOMU >Kelle3bl. B pesynbrare Tepanuu COCTOSIHUE MallieH-
ta yayummiock. B 2021 . 6bu1 quarHoctupoan HIK Ha done
TICX, ucxos U3 JaHHBIX OCMOTPA, J1a00PaTOPHO-MHCTPYMEHTAIb-
HBIX JaHHBIX. He uckirouanace BeposSTHOCTh HACIEICTBEHHOM T1a-
tosioruu. [Tocie 3Toro nanueHT ObUT JIBaXK/Ibl TOCITUTAIHM3UPOBAH
qutst repanuy HAK undnukcumabdom 5 mr/kr 1 pas/cyT B TeueHue
8 Hell, Ha MOCTOSTHHOW OCHOBE MPUHHUMAJ MeCala3hH U ypcoe-

30KCUXOJIEBYIO KUCIIOTY. V13-3a BEIpa)KEHHO! MOPTAIBHOM THIIEp-
TEH3HMHU BBIIOJIHEH CIUICHO-CYNPapeHabHbIH aHaCTOMO3 C T10JI0-
KHUTEIBbHBIM 3(pdexTom.

Bui6o0si. B nporiecce TUarHoCTHYECKOTO MOUCKa ObUIN HC-
kitoueHsl 6osiesns Tome (tuna I1), 6onesns Humanna—IIuka (Tu-
na B) u npyrue 3aboneBanus oomena. [ICX, acconunpoBaHHBIN ¢
HSIK, Berpeuaetcs B 86% ciryuaes, ¢ 6one3npto Kpona — B 13%.
JlaHHBINH KIMHUYECKUI Cilydail JEMOHCTPUPYET HEOOXOIUMOCTh
pauneit tuarnoctTuku ACX Asisl yCIIEITHOTO JICUEHUSI.

KNMHUWYECKAA XAPAKTEPUCTUKA A3BEHHOIO
KOJNIUTA Y OETEW OPEHBYPXbfl

KapnoBa A.A., NanaktuoHosa .M.
HayuHbin pykosoguTtens: J1.M. lopaneHko

OpeHByprckuin rocyaapCTBEHHbIM MEQULMHCKAIA YHUBEPCUTET
MwuH3gpasa Poccuu, OpeHbypr, Poccus

Krnroueenbie criosa: si38eHHbIU KOrium, 0emcKoe HacereHue,
0ebrom, KOMOPbUOHbIE COCMOSIHUSA, 803pacmHasi
nepuodusayusi

AxmyanvHocms. B cTpyKType BocHaJIUTENbHBIX 3a001€BaHUN
kumevynrka (B3K) s3Bennsie konutel (IK) 3anumaror nuanpyto-
nree mMecto (71,1%). 3aboneBaemocTs nerckoro HaceneHus SIK
OTIpeeTsIeTCs] HEYKIIOHHBIM POCTOM, ITUPOKHM CIIEKTPOM KITH-
HUYECKHX TPOSBICHUH M NPH HEaJAeKBaTHO MOJOOpaHHON Tepa-
IIMu — 6I>ICprIM TEMIIOM MHBaJIMJAU3allNH.

L]env: natb xapakrepuctuky K y nereil no JaHHBIM TOCIH-
TaJbHOM 3200J1€BaEMOCTH.

Mamepuanost u memoowt. IIposenén ananu3s 794 ucropuii 60-
ne3uu (yuérabie popmbr Ne 003/y, Ne 112) neteid, rocUTaNIN3U-
POBAaHHBIX B FaCTPOIHTEPOJIOTNIECKOE OTACICHHUE.

Pezynomamut. IIpoBe1€HHBIN pEeTPOCIIEKTUBHBIN aHAIU3 T10-
KazaJ, 4to Bcero 3a 2022 r. rocniutanu3upoBano 794 pedEnka, u3
Hux ¢ nuarHo3om K 48 GonbHbIx. Cpe HUX MaJIbuUKOB 00JTb-
mre (53,12%), uem nesouek (46,88%). YcraHoBieHo, 4TO ropof-
ckue et cocTaBisuia 73%, a cenbckue — 27%, 94To mpeamnona-
raeT CBsI3b C 0COOCHHOCTBIO MMUTAHUS U PAKTOPAMH OKPYKAIOIIICH
cpensl. [1o Bo3pacTHOM nepronn3anny NaueHTbl paHHEero U J10-
LIKOJIBHOTO BO3pacTa COCTABHIIN M0 5% COOTBETCTBEHHO, LIKOJIb-
Horo — 20%, nmoxpoctroBoro — 23,3%, ronomeckoro — 46,7%.
BrisiBiieHa mpsiMasi 3aBUCHMOCTD NEPBUYHO BBISBICHHBIX CITyda-
eB B3K 1 ce30Ha rojia: B BECEHHE-JICTHUH MIEPHOJT 0OpallieHue Jie-
Tell yBeJIM4YMBaeTCs B 2 pasa, IpH 3TOM Yalle AeBovek. J[eOroT 3a-
GoneBanus oTMeueH B 70% cirydaeB B IIKOJILHOM U ITyOepTaTHOM
Bo3pacre, 30% — B panHeM Bo3pacte. Ctaxx 3a001eBaHus B Cpe/l-
HeM oT 1,5 110 3 net. YcraHoBJIEeHBI KOMOPOUIHBIE COCTOSIHUS Y Jie-
Teit: sxene3onepunuTHA aHeMus B 34% cirydaeB, O€IKOBO-OHEp-
reTudeckas HeIoCTaTouyHOCTh 1 cTreneHu B 15%, maTonorus mu-
TOBUAHOM xene3sl — y 5 mereit, C/] 1-ro tuma — y 2, 3amepxka
pocra —y 8, ayTouMyHHbIH renatut — y 1. CpeqHue nokasare-
JIM BBIXOZIa B PEMUCCHIO cocTaBuin 6—20 mec.

Bui6oowi. Pannsis nuarnocruka B3K, B Tom uucne AK, y ne-
Tel, a TAKXKe OKa3aHHe CBOSBPEMEHHOM CIIeaIn3NPOBaHHOMN MO~
MOIIH 00eCTICUnBACT MPEAYPEKICHNE ITPOTPECCUPOBAHUS 3200~
JIeBaHMS ¥ PaHHEH MHBATMAN3AIMN OONBHBIX.

* %k ok
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KINMUHUYECKUN CNYYAN TAXKENOW
MPE3KTAMNCUU

Keapauxenusa M.B.

MepBbIn MoCKOBCKUIA rocy4apCTBEHHbIN MEAULIMHCKAI
yHuepcuteT nmenn N.M. Cevernosa MuHsgpasa Poccumn
(CeueHosckun YHusepcuteT), Mocksa, Poccus

Knrouesnbie criosa: npesKnamricus, XpoHu4deckas
apmepuarsibHas suriepmeH3us

Axmyanvrocms. Tlpesxnamncus (I19) sBasercs ogHON U3
caMbIX 3HaYUMBIX IIPo0JIEeM B coBpeMeHHOM akyuiepctse. C 119
u sKnamicueil accouunponansl 10-15% ciydaeB MaTepuHCKOM
CMEPTHOCTH (IIOpa)KEHHE TOJIOBHOTO MO3Ta, OCTPOe MOpaKEHHe
MOYeK, KPOBOTEUCHHE, CETICUC), YacToTa dkiaamrcuu — 0,03—
0,10% ot oOrmero yncmaa poaos.

Lenw.: onucars ciay4dail Tsoxénoii 110 Ha Gone XpoHHUECKOit
apTepUaNbHON TMIEPTEH3UU [IPU HECOOIIONEHUU IPUHIIUIIOB Be-
JieHUs1 OEpEMEHHOCTH U HEBBIIOIHEHUH NIPEANUCAHUN Bpaya.

Onucanne KIMHU4YECKOro ciaydas. bepemennas A., 33 ro-
na. Cpok 6epemennoctu 35 Hen 4 nus. 24.12.2022 obparunack
¢ ’kaj00aMu Ha TOJIOBHYIO OOJIb M TIOBBIINICHHE apTEPUATBHOTO
nasnenust (AN) o 210/150 mm pt. ct. IIpu ocMOTpe oTMedanuch
OTEKM HIKHUX KoHeuHocTeil. [TpubaBka Maccsl Tena 3 Kr 3a 1o-
cinenHiow0 Henento. B npuémuom otnenenun AJl 190/140 mm pt.
CT., TIEpeBe/icHa B MaaTy MHTEHCHBHOMN Teparuy, Oblila HayaTa
MarHe3uajbHas aHTUTHIIepTeH3UBHas Tepanus. Hacrosmas Oe-
PEMEHHOCTh 6-51, POJIBI MIPEACTOSAT S-¢ (4 CaMONPOU3BOIBHBIX PO-
1oB, 1 Hepas3BHBarolIascs OepeMEeHHOCTh Ha cpoke 16 Hen). Po-
niel B Mapre 2022 1., ocnoxHWnch Tsokénoit [13. Pogopaspeniena
B cpoke 38 Hex. Poxuiics xKuBOI JOHOIICHHBIN MaIbuuK, Macca
tena rpu poxkaeHun 2700 1, mwHa Tena 47 ¢M. OIeHKa I10 [IKae
Anrap 8/8 6amioB. B mocnepomoBoM neproie mpooiKeHa MHITo-
TEH3MBHAsI, aHTUKOATYJISIHTHAs Tepanus. TedeHne JaHHOH Oepe-
menHoctu: I rpumectp — OPBU, II tpumectp — 6e3 ocobeHHO-
creit, III TpumecTp — aprepuanbHas runeprensus 10 160/90 mm
PT. CT., Ha yu€Te B XKEHCKOH KOHCYJIbTAllUU TEPaleBTOM Ha3Haue-
Ha aHTUTHIIEPTEH3UBHAS Tepanusi. B B3 ¢ HeperyIsIpHBIM IpHE-
MoM ripernaparoB moabéM AJl 10 210/150 mm pr. ct. [To pesynbra-
Tam 00CIIeIOBaHN: IPOTEHHYPHS B Pa30BOM MOPIUY MOYH 2 I/11.
ITo nanubiv Y3U miioza BBIBICH CUHAPOM 3a€PKKH PA3BUTHSA
IU10/1a, HAPYIIEHUE MAaTOYHO-IUIALIEHTAPHOIO KPOBOTOKA. BhicTaB-
neH muarao3: bepemennocts 35/4 Hen. T'onoBHOE npeanexaniye.
CuHIpOM 3a7epiKKH pa3BUTH Tuioaa. Hapymenue MaToqHO-TIIa-
LEHTapHOTO KPOBOTOKA. TsDKENast IPEIKITAMIICHSL.

25.12.2022, necMOTpsI Ha MPOBEICHIE AHTUTUTIEPTEH3UBHON
TCparunu, MOosIBUJINCH )Ka.]'l06bl Ha YXYAIICHUE COCTOAHMS, TOLIHO-
Ty, pBoty, AJl — 170/120 mm pt. ct. IIpu obcnenoBanuu miaona
BBISIBIICH MATOJIOTMYECKUH THI KapauoTokorpaduu. [TpuHnmas Bo
BHUMaHHUE YTsDKEIEHHE CUMITOMOB [13, aucTpecc-CHHAPOM ILI0-
J1a, OBLIO TIPUHSTO PEILICHUE 00 ONEPAaTUBHOM POOPA3PEIICHHN.
Oneparnus nponuia 6e3 TeXHUYeCKHX ClIokHocTel. KpoBonoTepst
coctaBwia 637 mil. M3BnedéH KUBON HEIOHOIICHHBIH MaJIBUMK,
Mmacca Tena rnpu poxxaenun 2050 r, ;uinHa Tena 45 cM, oLeHKa 1o
mkane Amrap 7/8 6aios.

[Tocneoneparnmonnslii nepuon 6e3 ocodennocreit. [Ipomorn-
JKaJach aHTUTHIEPTEH3UBHAS, aHTUKOATYJsIHTHAs Tepanus. Cy-
TOYHas 3KcKpenus Oenka cocrasuia 0,3 r/m, yposenb AJ] 135/85
MM pT. CT. Beinucana nomoit Ha 7-e CyTKu.

Buigoowv. CobnrofeHue aaropurMa BeJeHUus: 0epeMEHHOCTH
IIpU XPOHUUECKOW apTepHaIbHON TMIIEPTEH3UH U KOHTPOJIb UC-
TIOJTHEHNSI €T0 MAIMeHTKOI MO3BOJISIOT CHU3UTH PHCK OCIIOXKHE-

HuU# TsoxEM0 Gopmbr [13, mraneHTapHOR HEOCTATOYHOCTH, Ha-
PYLIEHUS COCTOSIHUSA TUIOAA.

NOCNEONEPALUOHHBLIE OCNOXHEHUA
PA3OBLLUEHUA MOYEKULLEYHbIX COYCTUA
Y NALUMEHTOB C AHOPEKTAJIbHbIMU
MAITb®OPMALIUAMU

KnbupeBa A.A.
Hay4yHbi pykoBoguTtens: [1.C. TapacoBa'?

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MeOULMHCKUI
yHuepcuteT umenn .M. Cevenosa MuHsapasa Poccum
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus;

2[leTckas ropoackas KnMHuyeckas 6onbHuLa Ne 9 umeHm
I"H. CnepaHckoro [lenapTameHTa 30paBoOXpaHeHns ropoaa
Mocksbl, MockBa, Poccusi

Knrouesnie criosa: aHopekmaribHbie Maibgopmayuu;
ypoOuHaMuka; aHopekmoriacmuka, demu

Axmyanvrocmo. OCI0XKHEHNS, BOSHUKAIOLINE [10CTIE XUPYP-
TMYECKOT0 JIEUEHUS aHOPEKTANbHBIX Manbdopmanuil (APM) —
pa3o0LIeHNs] MOYEKUIIICUHBIX COYCTHH, TaKHe KaK CTPUKTYPBI,
JMBEPTHKYJIBI MOYEBBIX ITyTEH, MOT'YT CTaTh IPUYMHON CTOMKHX
HapyLeHUH YpOANHAMUKH U TIEPCUCTEHIINN MHPEKIIMOHHOTO TIPO-
1ecca B MOYEBBIX MyTAX.

L]env: aHaM3 NOCIICOTICPALIMOHHBIX OCIOKHEHHUN pa3o0ie-
HUS MOYEKHMILIEYHBIX COYCTHH y manueHToB ¢ APM.

Mamepuansl u memoovi. PeTpoCIEeKTUBHbIN aHAIIN3 JICUEHUS
72 6onpHBIX ¢ APM, KOTOpBIE HAXOMMIMCH Ha JICYEHHHU Ha KITMHHU-
4yeckux 0aszax kadeapbl JeTCKOM XUPYPriy U YPOIOTHH — aHAPO-
noruu umenu JLI1. Anexcannposa B 2016-2022 rr. @opmer APM:
nepcuctupyomias kioaka 21/29,1%, yperpanbhbiii cuin 43/59,7%
U Be3uKasbHbIH eyl 8/11,1%. Ananmusuposamu Gopmy APM, Bun
XUPYPrU4eCKOro JISUCHUs, CTPYKTYPY YPOIOINUECKHX OCIIO0KHEHUMH.

Pesynomampi. TIpu nepcUCTUPYFOLIEH KIT0AKe C JUTHHOM 0011ero
KaHaJIa 10 3 CM BBITIOJHEHA 3aJHECATUTTAIbHAS aHOPEKTOBAaTHHOY-
perporutactuka (3CAPII) o A. Pena — 16 (76,1%) ciydaes, mpu
JuinHe Ooee 3 cM — OPIOLIHO-ITPOMEKHOCTHAS AaHOPEKTOILIACTH-
ka 5 (23,8%). [TocneonepaiOHHbIE YPOIOTHUECKHE OCIIOKHEHHS
cocraBuu 10 (47,6%) citydaeB, cpey HUX: COXPaHUBLIMICS ypo-
reHuTaNbHbIN cuHyc (6; 37,5%), HOCTTpaBMaTH4eCcKuii yperpo-Ba-
TMHAJBbHBIA cBUL (2; 12,5%), muctonust yperpsl (1; 6,2%) u TpaBma
MOUEBOTO ITy3bIpsi ¢ pa3BuTHEM (rierMons! Taza (1; 6,2%). ITpu ype-
TpaJbHOM CBHIIE U3 43 NalMEeHTOB y 37 Ha MOMEHT UCCIIE0BAHUS
IPOBEJICHO XUPYPrUUECKOe JIeUeHHUE NOPOKa, BbinonHeHa 3CAPII
1o A. Pena — 22 (59,4%) ciy4asi, OproIIHO-ITPOMEKHOCTHAS aHO-
pexrorutactuka (10; 27%), narnapockonmyecKu-acCUCTUPOBAHHAS
a"opekroractuka (3; 8,1%), MpoMeXKHOCTHAST aHOPEKTOIIIACTH-
Ka (2; 5,4%). Yponoruieckue 0ciIoKHEeHUs BBIABICHBI Y 6 (16,2%)
MAIMEeHTOB, M3 HUX: TUBEPTUKYM 3a/Hel ypetpsl — y 3 (18,7%),
peumauB yperpaibHoro cauiia — y 2 (12,5%), stporenHoe mo-
BpexxaeHue 3anHel yperpsl —y 1 (6,2%). IIpu Be3ukaIbHOM CBU-
Il BCeM MaIMEeHTaM BBITIOJHEHa OPIOIIHO-TIPOMEKHOCTHASI aHO-
PEKTOIUIACTHKA Oe3 TIOCIIEAYIOMNX YPOIOTHIECKHX OCIOKHEHHH.

Buo16o0wi. Tlocne pa3o0ieHusi MOYEKHIIICYHBIX COYCTHH OC-
JIO>)KHEHUsI, KOTOpbIe 00yCIOBIMBAIOT HAPYIIEHHS YPOAUHAMHUKH
U CIIOCOOCTBYIOT IEPCUCTEHIIUM UH(EKIIMOHHOIO IPOLIecca B MO-
YEeBBIBOSIINX MY TSIX, BbIsBICHBI Y 16 (24,2%) G0ONBHBIX.
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CNOXHOCTU OAUATHOCTUKU CUCTEMHOIO
BAPUAHTA IOHOLLECKOIO APTPUTA

Kucypuna M.A.
HayuHbin pykoBoguTtens: IB. CaHtanoBa

Camapckuii rocyfapCTBEeHHbI MeOVNLMHCKWIA YHUBEPCUTET
MwvH3gpasa Poccun, Camapa

Knrouesnie criosa: r08eHUIbHbIU uduonamudeckul apmpum,
mouyunusymab, cakporneum, SIRS, uHmepnelxkuH-6

Axmyanvnocms. CHUCTEMHBIN I0BEHUIBHBIA UINOTIAaTHYECKUT
aptput (cfOMA) nMeer KITMHUYECKHE 0COOCHHOCTH, OTIINYAIOIINE
€ro OT ApYrux BapuaHTOB FOBEHUJIBHOI'O UANOIIATUYICCKOI'0 apTpu-
ta (FOMA). On oTHOCHTCSA K TSDKEIBIM Op(aHHBIM 3a00J1€BaHUSIM
JETCKOI0 BO3pACTa, NIPOTEKAIOIIUM C CUCTEMHBIMU IIPOSIBICHUS-
MU: TIOBCEIHEBHAs JTMXOPAJIKA, ChIb, CIUICHOMET TSI, TM(aie-
HoTaTusl, 1Jab0paTOpHbIC OTKIOHEHHUS (JISUKOIIMTO3, TPOMOOIINTO3,
aHeMMUs, runepGeppUTHHEMHS, OBBIIIEHHBIE MapKephl BocIialie-
HUs). OTO0T BapuanT FOMA nmeer TeCHyI0 CBS3b ¢ CHHAPOMOM aK-
tuBauuu Makpodaros. Ciryuau cFOUA cocrasmstor 49% ot oOrwe-
ro yucia 6oabHbIX FOUA (okoio 3,5 ciyuas Ha 100 ThIC. Hacene-
aust). [Ipu clFOMA HapymieHa nmpoayKIuus KIFOUYEBBIX MEANATOPOB
BPOXXAEHHOTO UMMYHHUTETa HHTEPIEHKHHOB-1 1 -6. [losTOMY MH-
rHOMpOBaHNE aKTUBHOCTH MHTEPJICHKUHA-0 IPEACTABISACTCS 3Ha-
yuMbIM Ipu JgedeHnn ctONA.

Leny: onycarb KIMHUYECKUIA CITydail UCIIOIb30BaHUS Pa3Iny-
HBIX 1OJX00B K Tepanuu ctONA.

Onucanue KIMHHYeCKOro cayyas. Pe6énok, 9 ner, ¢ clO-
WA. Hauaino 3a6omeBanus ObLIO CBA3aHO C TSOKENON TpaBMOit Kpe-
CTLIA U KOITYMKA, IT0 MOBOAY KOTOPOH MalWeHT ObUI TOCHHUTAIHU-
3UpOBaH B XUPYPrU4ECKoe OTAeNeHUE. FICTOpHS NpeacTaBIeHHO-
ro ciayuast cFOMA cBUIETEIbCTBYET O TOM, UTO 3TO 3a00JIeBaHUE
MOXKET UMETh O0IIHe KIMHIYECKHEe CHMITOMEI ¢ JPYTUMH (op-
MaMH [aTOJIOTHH, B TOM YUCJIEe C CAKPOMIICUTOM H CHHIPOMOM CH-
CTEeMHOTO BocmanutenbHoro orBera (SIRS) — cocrosiHueMm, mo-
pakaroLIUM BeCh OpraHu3M. Iy MOATBEpPIKACHHS TMarHo3a He-
obxonum nuddepeHIMpPOBaHHbII JHATHOCTHYECKHH TTOIXO0I, YTO
OBbLIO BBIIIOJIHEHO B HAIIEM Cllydyae B IIOJHOM 00bEéMe. Pesynbra-
Thl HaOIrOAEHUs 3a peOEHKOM B TeueHue 1,5 jeT nocie Ha3Haue-
HUSI TOIIIIM3YyMa0a MOKa3alik ero BBICOKYIO 3()(DEKTUBHOCTD TIPH
neuenun clOMA, KOTOpBIi IIUTETHHO MPOTEKA ¢ IePCUCTHPY-
IOIIeH aKTUBHOCTBHIO, TOPMOHOPE3UCTEHTHOCTHIO, BTOPUYHOMN HE-
s pexTuBHOCTHIO K aHTUDHOTEpanuu.

Bvi6oowi. IIpencTaBiaeHHblH ciiydail CBUIETENbCTBYET O He-
00X0IUMOCTH MEXIUCLUIUIMHAPHOTO MOJIX0Ja K AUAarHOCTUKE
clOHA.

k ok 3k

TEYEHUE CUHOPOMA XYBEP B NEPUOAE
HOBOPOXOEHHOCTU

Komaposa A.A., Xuxak f.P., )Kypasnesa WU.B.
HayuHble pykoBogutenu: E.A. CapkucsH,
A.U. MakynoBa

Poccuiricknin HaumoHanbHbIN UccrneaoBaTenbCKUm
MeaULUMHCKUIN yHnBepcuteT nmenn H.W. Muporosa
Mwun3zgpasa Poccun, Mockea, Poccus

Knrouesnie criosa: cuHdpom XKybep, yunuonamusi, CUMIMOM
«KOPeHHO020 3ybay, Nonukucmo3Hasi 60s1e3Hb MoYex,
8p0XOEHHBIU hubpo3 neyeHu, eeH PKD1, ezeH TMEM67

Axmyanvrnocmo. Cuanpom XKybep (CXK) — penxoe renetnde-
cKoe 3a00J1eBaHNe U3 TPYIITBI IIEPBUYHBIX [IMIIHOIATHH, XapaKTe-
pHU3yeMoe IIOPOKOM Pa3BUTHUS TOJOBHOIO MO3ra B BUJIE THIIOILIA-
3UU 4epBs MO3KeUKka U MasibhopMmaLuu cTBona. Yactora BeTpe-
gaemoctu C2K 1 : 55 000200 000. B ximnnnueckoit kaprune CK
yarie npeo0iaatoT HEBPOIOrHYECKUE PAaCCTPOUCTBA, HO BO3MOX-
HO U TIOJIMOPTaHHOE MOopakeHHe. [1aToorust moyek MoxeT ObITh
onuuM u3 npossieHuit C)XK, oqHako 9TO HE HCKITIOYAaeT HAaJTIne
COIYTCTBYIOILETO TeHETUIECKOT0 3a00IeBaHHUsI.

L{env: moka3aTh BO3MOXHOCTU paHHel nuarHoctuku CXK B
COYETaHUU C ayTOCOMHO-IOMHHAHTHON MOJMKHCTO3HOU 00j1e3-
Hbto mtouek (AJIITBIT).

Onucanue KIMHUYECKOrO ciay4yasi. PEOEHOK oT mMaTepH ¢
OTSITOIIEHHBIM aKyIIEPCKUM aHaAMHE30M (2 BBIKUABIIIA, | BHY-
TpUyTpoOHas TudeNb II0Aa, CMEPTh JBOUX JAeTel B 1-e CyTKH
’KM3HH, Y OIHOTO U3 KOTOPBIX BBISBICHBI MHOXXECTBEHHBIE BPOXK-
JEHHBIE IOPOKU Pa3BUTHS), OT S5-I GepeMEHHOCTHU, IPOTEKABILEH
C yrpo30i IpepbIBaHUsl, aHEMUEH U MAJIOBOIUEM, OT 4-X POLOB Ha
36-i nenene. Macca tema nipu poxxaennn 3280 1, anmuHa Tena 50
cM, otieHka 1o Amrap 5/7 6amioB. COCTOSHUE TIOCIE POXKICHHS
TSDKEN0E, 00YCIIOBICHO bIXaTeNbHOM U CEpACUHON HEAO0CTATOUHO-
ctblo. IIpu ocMoTpe — aucMopdHbIe 4epThl TULa (BBICOKUI J100,
OpOUTaNbHBII TUIEPTENOPU3M, TOTHYECKOE HEDO), YBEIUIECHHbIH
B 00bEME U IUIOTHBIH NIpU HadbIaluy XKUBOT. OTMEYAN0Ch CHUXE-
HHe auypesa. JlJabopaTopHbIe OTKIOHSHHMS: HapacTaloIast a30Te-
MU, TUIIEPHATPUEMHSI, CHHAPOM LIUTOJIN3a 1 X0JIeCTa3a, TeH/ICH-
LU K TUIIONPOTENHEMUH, CKJIOHHOCTh K rurnokoaryisuu. [Ipu
MHCTPYMEHTAIBLHOM MCCIEJOBAaHUY — AHOMAJIUH PAa3BUTHS JKeTl-
YEBBIBOISALINX ITyTEH, MOIUKUCTO3 MOUEK C PE3KUM YBEIUUYECHU-
eM ux pazMmepoB. 1lo naHHBIM HeillpoBU3yalU3aLUd — areHe3us
4epBst MOBKEUYKA C XapaKTEPHBIM CHMIITOMOM «KOPEHHOTO 3y0ay.
Ha ocHoBaHMH XapaKTepHOIro COYETaHMs BBIABICHHBIX TOPOKOB
pazsutus O0bu1 3anono3peH CXK. Pe3ynbraTsl MOJIEKYISIpHO-TCHE-
THUYECKOr0 TeCTUpOBaHus noarsepaunyn Hanuuue CXK ¢ mopaxe-
HUeM redeHu (Myrtanus B rene 7TMEMG67), Takxke Oblia BbIsBIIE-
Ha MyTauus B rene PKDI, orBeTcTBeHHOM 3a pa3Burue AIIIBII.
Takum 06pa3om, B JaHHOM Cilydae HaOI0a0Ch COYETaHHE JIBYX
CaMOCTOSITETBHBIX ()OPM FeHETHYECKOH MaTOJNIOTHH.

Bv1600b1. BO3HUKHOBEHNE OPAKEHNUS IOUEK B BHJE KUCTO3-
HOW quciuiaszuu, Hehporodruza u penoruma, cxoxero ¢ AJIBII,
B03MOXHO B pamkax CXK u yacto cBs3aHo ¢ MyTanueii renos AHI1,
CEP290, RPGRIPIL, NPHPI. Couetanne CXK ¢ AJIIBII netu-
MIUYHO, T.K. 00e (HOPMBI ITaTOJIOTUH SIBISIFOTCSI CAMOCTOSTEIIbHBI-
MU 3a00sieBaHUsAMU. [IpeIcTaBIeHHBIN CiTydail YHUKaJIEH — T10-
Jo0Hasi KOMOMHAIIUS TEHETUYECKHX (POPM TAaTOJIOTHU SIBIISETCS
PEIOKOCTEIO.

3HAYEHUE MOJEKYNAPHO-rEHETUYECKOIO
WCCNEOOBAHUA B PAMKAX BAJJIbHOW LUKATbI
OWATHOCTUKU BONE3HU BUNNbCOHA Y OETEN

KomapoBa A.[.2, TonereHoBa A.M.!, KyBaesa M.M.'
HayuHbin pykoBoguTenb: A.C. Notanos'?

"MepBbIt MOCKOBCKWUIA roCyAapCTBEHHbIN MEANLMHCKAI
yHuBepcuteT umeHun V.M. CeueHoBa MuH3gpasa Poccum
(CeyeHoBckumin YHuBepcuteT), Mocksa, Poccus;
2HaumoHanbHbIi MeAULMHCKUIA NCCrneaoBaTeNbCKUA LEEHTP
3popoBbs geten Munsgpasa Poccnmn, Mockea, Poccus

Knroyeesnle criosa: bone3Hb BunbcoHa, duazHoCcmukKa,
banbHas cucmema, 2eHemuka
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Axmyanvrocmo. bonesns Bunbcona (bB) — mynsrucucrem-
Hoe 3a001eBaHue, CIIOKHOCTh JMArHOCTHKH KOTOPOTro 00yCIIOBIIC-
Ha JIATCHTHBIM TE€YEHHEM U OTCYTCTBHUEM KJIACCHUIECKHUX MIPOsIBIIC-
HHIiA, 0COOCHHO y ieTeid. [To31Hss quarHoCTHKa IPUBOIUT K TIPO-
IPECCUPOBAHUIO 3a00/1€BaHUS U YXY/IILIEHUIO IPOTHO30B.

L]enw: onpenenauTh 3HaUCHHE MOJIEKYJISIPHO-TEHETHYECKOTO
WCCIIEIOBAaHNS B paMKaxX OaJUTbHOM LIKaJIbl AUArHOCTUKHU 00Je3-
HY Busbcona y gereit.

Mamepuanvt u memoowsi. B HMULL 310poBbs ieTelt mposee-
HO PETPOCIEKTUBHOE HCCIIEI0BAHNE, BKJIIOUAIOLIEE aHATIHU3 UCTO-
puii 6osie3nu 67 nanuenToB ¢ bB ¢ mpoBeqéHHBIM reHETHYECKUM
ucciegoBanueM, HaOmonasimuxes B 2012-2023 rr. Ilpu nocra-
HOBKE JTMarHo3a MCIOJIb30Bajach OajbHas MIKaja AUArHOCTHKU
BB (Leipzig, 2001).

Pezynvomamu. Cpenn nanueHToB 6s110 41 (61%) Mansuuk, 26
(39%) neBouek, cpenHuii Bo3pacT ae0roTa cocTaBui 7 £ 3 jer: 10
5 ner — 17 (25%), 5-10 ner — 35 (52%), crapme 10 ner — 15
(23%). Bcem nanueHTaM npoBeEH FeHETUYECKUH aHAIIN3: TeTe-
poszurota BeisiBiIeHa y 15 (22%) 60nbHBIX, OHAIUIENbHBIH BApUAHT
—y 52 (77%), 94TO MO3BOIMIIO B paMKax OaJUTbHOM IIKaJIbl OKOH-
YarelbHO MMOCTaBUTh Auarno3. LlepynoruiasmMus > 20 mr/mn Obut
y 7 (10%) nereit, 10-20 mr/mn —y 39 (58%), < 10 mr/on —y 18
(27%). Menp B Moue > 100 mxr/cyT Obuia BeisiBiIeHa y 24 (36%)
MAIMEHTOB, TOoBbIIeHa 10 2 HopM — Y 23 (34%), cooTBeTCTBO-
Bajia HOPMaJIbHBIM 3HaueHUsIM — y 18 (27%). Ilpu conep:xanuu
Mean B Moue < 50 MKr/cyT npoba ¢ D-neHunmiiaMuHoM Oblia
npoBeneHa 10 getsm, B 8 ciyyasx u3 10 pe3ynbrar ObLT MOJT0KHU-
TeJIbHBIM, IIpH ypoBHE Mean 50—100 Mkr/cyT npoba Obuia noso-
xutesnbHOU y 15 u3 16 nereit. Konbio Kaiizepa—®neiimepa 66110
obnapyxkeHo y 10 (15%) nereii, usmenenust Ha MPT ronoBHoro
Mo3ra — Yy 4 (6%). buoncus rneueHu ¢ onpejieieHUEM CoepKa-
HUSI MeI rpoBezieHa § netsm: y 5 (63%) e€ yposens 6onee 250
MKI/T, y 3 (37%) — 50-250 Mxr/r. Hu y onHOoro pe6éHka He BbI-
siBeHo KymOc-HeraTuBHOI aHeMMHU U HOJIOKUTEIBHON OKPacKu
Ha MeZlb pogamuHoM. bannbHas mkana auarnoctuku bB (Leipzig,
2001) 6e3 yuéra reHeTH4ECKOIO aHaJIu3a [I03BOJIMIIA YCTAHOBUTD
nuarHo3 y 25 (37%) nereit, nuarnos BeposteH —y 26 (39%), nu-
arHo3 comHurteneH —y 16 (24%).

Bv1600b1. Pannuii Bo3pact nedrora (7 net) BB y nereii 00y-
CJIOBJIMBAET OTCYTCTBHE KJIACCHYECKUX CUMIITOMOB ¥ OIpaHUYNBa-
€T NpuMeHeHne 0ayubHOI crucTeMbl uarHoctuku Leipzig (2001).
B GonpumHCTBE city4yaes (63%) 11 HOCTaHOBKY TMAarHo3a Tpedo-
BAJIOCH [IPOBEIICHUE MOJIEKYIIIPHO-TEHETHYECKOTO HCCIIEI0BAHMSI.

&k ok

HAPYLWIEHUE ®YHKUWU NMOYEK Y NALMEHTOB
NMPU OXKOrOBOM LLOKE

KoHoBanoBa A.A.
HayuHbin pykoBoguTtens: B.J1. LieneneB

UunTuHckasa rocyaapcTBeHHas MeguLUUHCKasi akagemust
Mwn3zgpasa Poccuu, Yuta, Poccus

Kntoyesbie criosa: pab0omuosiu3, 0Ko0208bll WOK, 0xoeu,
ocmpoe rnospexxoeHue rnovyek

Axmyanvrocms. Ipu oxore Ha HhoHE OOLTMPHOTO TTOBPEXKIE-
HUSI KOJKHOTO TIOKPOBa B KPOBOTOK IMOMAIAET OOJIBIIOE KOIMIECTBO
TOKCHYECKHX BEIECTB, KOTOPHIE IPUBOMIAT K BEIOPOCY MEIUaTo-
POB BOCHAJICHUSI, DJIEKTPOIUTOB, TAK)KE BCACHIBAIOTCS IPOIAYKTHI
pacnaza Oenka. Ha k1eTouHOM ypoOBHE IPOUCXOAHUT MOBPEKIE-
Hue OnomeMOpaH, u3MeHswlIee QYHKIUH HATPHEBO-KAJIHEBOTO
Hacoca, B CBSI3M C YeM HATPHid B OOJIBIIIOM KOTMYESCTBE HAKATLIH-

BaeTCs B KJIETKaX M MPUTATHBACT B HUX Boxy. CHM)KEHHE HHTpa-
BAaCKyJIAPHOTO 00bEMa JKUAKOCTH BEIET K HAPACTAHUIO KOHIICH-
TpaLUK Ba30IPECCHHA, allbJA0CTEPOHA, KOTOPbIE CIIOCOOCTBYIOT
3aJePIKKE XKUAKOCTH B TKAHIX. YMEHbLIEHHE 00bEMa LIUPKYIIHU-
pyoliei KpoBU NPUBOAUT K CHIKEHUIO CUCTEMHOT'O apTepualib-
HOTO JIaBJICHUSI, BA3OKOHCTPUKLIUH TIOYEYHBIX COCY/IOB U YMEHb-
LIEHHIO MTOYEYHOHN (QHIBTpaLUy, a 3aTeM MPHU IPOIOIDKAIOLIEHCS
THIIOKCUH Pa3BHUBAETCS TOYSYHAS HEAOCTATOYHOCTD, KOTOpast 00y-
CJIOBJICHA THOEITBIO YaCTH HEQPOHOB M3-32 MOBPEKICHUS KaHAIb-
nesoro snurenus. [Tpu Tsox€noii 0:x0roBoil Gose3H nopaxeHue
IIOYEK Pa3BUBACTCS C EPBBIX YACOB, YTO B COBOKYITHOCTH C BO3-
pacToM, HaJMYMEM COITyTCTBYIOIIEH IaTOJIOTHHU U CTETIEHBIO T10-
paxxeHHsT 00yCIIOBIMBAET BBICOKYIO JIETaTbHOCTb.

L]env: onpenenuTh XapakTep MOBPEkKACHUS TOUEK B MIEPUO]
0KOT'OBOT0 HIOKA.

Mamepuaner u memoowi. ITpoBen€H peTPOCHEKTUBHBIN aHa-
1M3 UCTOpUil Gosie3HH 32 MalUEHTOB ¢ TXKENOM 0:K0roBoil Tpas-
Mot B 20192022 rr., MpOXOAUBIINX JICYSHUE B KPACBOW TIETCKOU
KIIMHUYECKOH OOJBHHUIIE, ¢ TUIOIIAIb0 mopaxeHus comnee 20% u
1youHo# nopakenust [-111 crenenu. [TonyueHHbIC TaHHBIC OBLITH
MPOAHAIM3UPOBAHBI C IOMOIBIO IPOrPaMMBI «Jamovi».

Pezynomamui. [1pu 0)k0OTOBOM 1I0KE, TPOIOIKUTEIBHOCTD KO-
TOPOTro JI0 3 CyT OT MOMEHTa IoirydeHus TpaBmbl, y 30 (93,75%)
OOJIbHBIX OBUIM BBISBJICHBI IIPU3HAKU Pa3BUTUSL PAHHETO OCTPO-
O MovevHoro nopaxenus. [1pu onenke GpyHKIHK MoYeK HEOOXO-
JIUMO OLICHUTh a30TEMMIO, KOTOpasi OTpakaeT OTHOIIEHHE a30Ta
MOYEBHMHBI K KpeaTHHUHY. Y OOJBHBIX HMHJIEKC ObLT OoubIie 15,
YTO XapaKTEePU3yeTCsl HAJIMUUEM MIpepeHanbHON a3oTeMuu. Tak-
e OBLIO BBISIBJICHO CHIXKEHHE CKOPOCTHU KIIyOOUKOBOH (uIbTpa-
v, 00yCIIOBIIeHHOE TUIonepdy3ueit MouedHoi TKaH!, IPH KOTO-
POi BO3HHUKAET ONUTYpusi B 1-e cyTKH TpaBMbI. B o01mem anammse
MOYH IPH O’KOTOBOM ILOKE HAOMI0AaIach IPOTEHHYPUSI, YBEINIH-
BaJlach INIOTHOCTh MOYHU. M3MeHsIcs LBeT 10 TEMHO-KENTOrO0, a
y 9 (28%) nanuenToB Mo4a Obu1a MyTHO#. M3-3a 00wIeii u MecT-
HOU TOTEPH JKUAKOCTU Y OOJBHBIX IMOBBICHIICS T'€MaTOKPUT, 4TO
YKa3bIBaeT Ha YBEIIMYEHUE BA3KOCTH KPOBH, KOTOPOE IPUBOAUT
K HapyIIEHUIO MUKPOLMPKYJISINY, 1ajee Ha 2—3-1 CyTKHU Mocie
0’KOTOBOH TPaBMBI y OOJIBHBIX HAOIIOAAJICS PEaKTHBHBIN SPUTPO-
1uTo3. OTMEUEHO 3HAYMMOE MOBBILIEHUE COAEPKaHUs TeMOIJIO-
OMHa B OTHOM SPUTPOILIMTE U YBEIMYCHNUE CPETHETO 00BEMA dpH-
TPOLUTA, YTO 0OYCIIOBIEHO OBPEXKIEHUEM KIIETOUHBIX MeMOpaH
1 MX HaOyxaHueM. DTH (HaKTOPHI 3aITyCKAIOT TATOTeHETHIECKYTO
LETIOYKY, KOTOpast ONpeessieT BOSHUKHOBEHNE AUCTPOPUIECKHX
U BOCHAJHUTEIbHBIX MIPOLIECCOB MOUYEBBIIECIUTEIbHON CHCTEMBI
IIPU 0’KOTOBOM ILIOKE.

Bv1600v1. IIpy 0:0r0BOM LIOKE y OOJIBHBIX C TEPMUYECKU-
MU HOPaKCHUSIMU KOXKU Pa3BUBACTCS OCTPOE HMOBPEXKICHUE I10-
YeK, KOTOPOEe IPU OTCYTCTBHHM a/IeKBaTHON KOMILJIEKCHOM Tepa-
MUY MOKET MIPUBECTH K Pa3BUTHUIO TEPMHUHAIBHOM IMOYEUHOH He-
JIOCTaTOYHOCTH.
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ANEKTPO3HLEE®AIIOINPA®PUYECKUE
OCOBEHHOCTHU Y AETEW AOLLKONBbHOIO
BO3PACTA C KOTHUTUBHbIMU

W PACNPOCTPAHEHHBIMWU HAPYLLEHUAMUN
PA3BUTHUA

Kotap J1.
HayuHbi pykoBoguTtens: J1.I. XauaTtpsH

[NepBbIn MOCKOBCKUIN rOCYy4apCTBEHHbIN MEANLIMHCKAI
yHuepcuteT umenn .M. Ceuenosa MuHsapasa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccus

Knrouesnie criosa: neduampusi, 0emckas Hegposioaus,
anekmpoaHueghanoepagusi, 006pokadecmeeHHbIe
anunenmugopMHbIe nammepHsl demcmea

Axmyanvrocms. B mocneiHie rofbl 0TMEYaeTcsi pocT cilyya-
€B 3aJICPIKKH IICHXOPEYEBOTO PA3BUTHSI CPEMIU IETEH TOMIKOIBHOTO
Bo3pacra. 3a7ep)KKa pa3BUTHs 00yCIIOBIICHA TTOCIECTBUSIMU I1e-
PHHATAIBLHOTO MOPaYKeHUsI LIEHTPAIbHONH HEPBHOM CHCTEMBI, KO-
TOpOE MPOSIBIISICTCS B 3aME/IJICHUU TEMITOB ()OPMHUPOBAHHMS JIBU-
raresibHbIX, PEYEeBbIX, KOMMYHUKATUBHBIX (DYHKIIMH, & TAKXKE KOT-
HUTHBHOI U SMOIIMOHAIBHOM cep.

L]enwv: onpenenuth sekTposnnedanorpapudeckue (3917)
OTKJIOHEHHSI 1 OCOOCHHOCTH y JieTei B Bo3pacte 3—6 jet. PanHee
BBISIBIICHUE OTKJIOHEHHUH KaK B ICHXOPEUEBOM Pa3BUTHH, TaK U HA
O0I, uMeeT BaxxHOE 3HaYEHUE 151 peOEHKa.

Mamepuanvr u memoosi. KommnekcHo odcnenoano 40 nereit
(20 manpuukoB u 20 neBouex) B Bozpacte 3—6 jer. [larueHTs! ObI-
T pacripe/ieNieHsl Ha 2 Tpymisl: 1-1o rpymmy cocraBmmm 20 nereit
(10 manpankoB u 10 neBovex) ¢ DD -0TKIIOHEHUSAMU | C 3a/I€PK-
KOW TICMXOpPEUEBOTO Pa3BUTHS, 2-10 TPYIITy — JIeTH 0e3 U3MEeHe-
Huii Ha D01 ¢ ncuxopedeBoi 3aep>kKoil. Y Beex JeTeil Obul u3-
yueH aHaMHe3 ¥ nposezieHo D2I-06caenoBanue.

Pesynpraret 901" aHaM3MpoBaM HA OCHOBAHUU BHU3Yyallb-
HBIX U KOJIMYECTBEHHBIX MapamMeTpoB. [Ipu onpeneneHnn cocTo-
STHHSL OMOYIIEKTPUIECKON aKTUBHOCTH MO3Ta M B3aHMOOTHOIICHUH
CHHXPOHU3HUPYIOINX U JECHHXPOHU3UPYIOIINX CHCTEM YUUThHIBA-
JI1 BO3PACTHBIE 0COOEHHOCTH JETeH.

Pesynomamul. Y Bcex aeteil ObLIN BISIBICHA OCIOXKHEHHS
MepUHATAIBLHOTO (TOKCHKO3bI, COMaTH4YecKue 3a00eBaHus Ma-
tepu) — 43-55%, unTpa"aranbHOTO (POJOBBIE TPaBMbI) —
7-10%, mocTHaTanbHOTO (32007eBaHUs, HH(MEKIINH) TTepUo-
JIOB U UX pasznuunble couetanus (20-22%). Y nereit 1-i rpyn-
bl B HaclieZICTBEHHOM aHamHe3e Y 7 (35%) nereii (1 neBouka u
6 MaJIBYUKOB) CPEAM POJCTBEHHUKOB 1-i u 2-if muHui onpene-
JICHBI HEBPOJIOTHYECKUe 3a00eBaHus pa3iIndyHoil Gopmebl (ay-
TH3M, JIETCKUH nepeOpalbHbId apanny, snwiencun). Ha oc-
HoBaHuU naHHbBIX DOI, y 1 neBouku snunenTudopMHbIC KOM-
IUIEKCHI IO MOP(OJIIOTHYECKUM 0COOEHHOCTSM HAaOMHMHAIU
«100pOKaYeCTBEHHbIE SMUICITU(GOPMHBIC Pa3psAbl ACTCTBAY
(ADPH). Nnneke mpeacTaBiaeHHOCTH AMMICITH(HOPMHON aK-
TUBHOCTH — HM3KHH (5%). Y 2 MaibuuKOB B Bo3pacte 3 jeT
Ha D0l ormeuanucey u3meHeHus B Buae JADP/l, miurenpHOCTH
pazpsagoB 1,5 c. YV 6 manpunkoB 5—6 met Ha D3I 3apeructpu-
pOBaHa pernoHagbHas YNHICHTH(GOPMHAs aKTUBHOCTD B BHJE
OJIMHOYHBIX M CIPYNIHUPOBAHHBIX Pa3psii0oB OCTPBIX BOJIH. DMH-
nenTuGOpPMHbBIE KOMIUJIEKCH IO MOP(OIOrHYeCKUM 0COOCH-
HocTsaM HanomuHanu JIOPJ[. MHaeke npeacTaBieHHOCTH S~
nentu(OpMHON aKTHBHOCTH — HH3KHUH (8—10%). ¥V nereit 2-i
TPYIIIIBI CPeH POICTBEHHUKOB 1-1 1 2-i1 TMHUI HEBpOJIOTHYE-
CKHX 3a0oneBaHuil He oTMeuanoch. Cpeau 20 neTeit TOIbKO Yy
1 manpuuka B Bo3pacte 5 yieT Ha OOI Obliu u3MeHeHus: slow
posterior thythm SPR — narrepHn nercrsa.

Bvi6oovr. DO -nccnenoBanme SBISETCS aleKBaTHBIM METO-
JIOM 00CneJOBaHUs JeTeH PH 3aAePIKKe Pa3BUTHSL.

KNWHUKO-rEHETUYECKUE NAPATNIENA
Y CMBCOB C MYKOBUCLIMOO30M

KpacHoBupgoBa A.E.", Penx A.I.
Hay4Hbi pykoBoguTtenb: O.U. CumoHoBa'2

"MepBblit MOCKOBCKMIA rOCY4apCTBEHHbIN MeAULIMHCKUNA
yHuBepcuteT nmenn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
?HauuoHarnbHbI MeguUMHCKUIA UCCNeqoBaTenbCKUM LEHTP
3p00poBbs getert MuHsgpasa Poccun, Mockea, Poccus

Knroyesbie cnosa: Mykosucyudos, 2eHomuri-
peHomunu4yeckasi Koppensayusi, cubcbl ¢ MyKogucyudo30M,
Pseudomonas aeruginosa, Mykogucyudo3-accoyuupo8aHHbil
¢ubpos

Axmyanenocms. BerpedaeMocTs MykoBucuunosa (MB) 6o-
nee ueM y | peOEHKa B ceMbe He SIBISIETCS] peIKOCThI0. CunTaer-
Cs1, YTO OIMHAKOBBIN T€HOTUIT O0YCIIOBIMBAET XapaKTePHBIN (e-
HOTHI y NanueHToB ¢ MB, 0co0eHHO y cHOCOB.

Lens. onpenenuTb 0COOEHHOCTH F'eHOTUI-(DEHOTUITNYECKOM
KOppessiiuy y cMOCOB, B TOM 4uciie 6nu3HenosB ¢ MB u3 ogHoi
CEMbHU.

Mamepuanvt u memooul. [IpoBeI€HO PETPOCIIEKTUBHOE, KO-
TOpTHOE, 00CEPBAIIMOHHOE MCCIICIOBAHNE, BKITFOUCHBI 53 cubca
(23 manpunika, 30 geBouek) B Bozpacte oT 6 mec 10 18 et ¢ MB,
MOATBEPKAEHHBIM MOJIEKYISIPHO-T€HETHUECKH: 1-51 rpynmna —
9 map 61u3HENOB (3 — MOHO3UTOTHBIC, 6 — JIU3UTOTHBIC), 2-5
rpynna — 35 HOJIHBIX CUOCOB.

Peszynomamuor. Magmum netsm B 83,3% ciydaeB Auaraos
MB BbicTaBIIcH B 00Jiee paHHEM BO3pacTe, YeM MX CTapIIuM
cubcam; B 11,1% ciydaeB auarHo3 paHblle BBICTAaBICH CTap-
muM; B 5,6% — B 0IMHAKOBOM BO3pacTe. XpOHOJIOTHUECKH Jie-
610T MB 3adukcupoBaH paHblie y MIaJLUINX, YEM Y CTApIIUX
cubcoB, B 15,8% ciyuaes (£ 9 Mec), IpHU 3TOM y CTapIIUX OT-
Meqasicsi MATKHN (eHOTHIT WIIK OTCYTCTBHE JaHHBIX HEOHATAIb-
HOTO CKpHHUHTA. B ceMpsx ¢ nHpuumuposanuem Pseudomonas
aeruginosa (77,8%) B 23,8% ciryuaeB oTMedascs OJHOBPEMEH-
HBI NEPBUYHBIN BhICEB MaTtoreHa, B 38,1% — BriceB y 000-
uX Jered, Ho ¢ pasHuued B 1 mec—9,5 roaa, B 38,1% — BEI-
ceB TobkO y 1 cubca. Bo 2-if rpynmne y Bcex Miagmux cub-
COB IepBUYHOE MHPHUIHPOBaHUE B OoJiee paHHEM Bo3pacTe (&
2 mec—10,5 rona). B 22,2% cemell maHKpeaTHIeCKUi cTaTyc
cnOCOB pa3IMyalics U BapbUPOBAI OT HOPMAIbHOW (QyHKIIMH
10 TSDKENON MaHKpeaTHYeCKOW HeloCTaTOYHOCTH. Bripaken-
HOCTb IelaToOMIMapHOro opakeHusl pa3nudanacsk y 37% map
cubcoB: orcyrerBue narosnoruu (33,3%), MyKoBUCIIU103-aCCO-
nuupoBaHHbIi Gudpo3 (38,9%), HUPpO3 ¢ MOPTANBHON THITEP-
tensueit (27,8%).

Bvi6oowl. Y Mnaammx cuOCoB oTMedaeTcst 6oJiee paHHHUI BO3-
pacT noctaHoBKH JuarHo3a MB u Havasa 0aszucHoii Tepanuu. [le-
6ror MB B cembe BriepBbie (PUKCHPYETCS y CTapUIMX CUOCOB, O/1-
HAKO MPU OTCYTCTBHHU TSHKEIBIX CUMIITOMOB M CIEIU(PHICSCKON
JIMArHOCTUKH TUarHO3 UM MOXKET OBITh BBICTABIICH MO3XKE MIIaJl-
[IMX, 9TO YKa3bIBaeT Ha HEOOXOAMMOCTh paHHEH THArHOCTHKH
MB B cembe. 115 cubcoB ¢ MB, HECMOTpS Ha OJTMHAKOBBIN TCHO-
THII, CXOXKUE YCIIOBUS CPEIbl, & TAKIKE BBICOKHI PUCK MEPEKPECT-
HOTO HH)UIUPOBAHMUS, XapaKTepHa KIMHUIECKAs TeTePOreHHOCTh,
YTO YKa3bIBaeT Ha BO3/EHCTBIE BTOPUUHBIX TCHETHUECKHUX (PaKTO-
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POB (TeHOB-MOAN(UKATOPOB) Ha TedeHHE 3a00I€BaHMS, YTO OYECHb
BaKHO JUIs KQUeCTBa )KU3HU BCEX WICHOB CEMbH.

OCOBEHHOCTU MAPLWIPYTU3ALUUN NALIMEHTOB
C PA3JIMYHbIMU BAPUAHTAMU FOHOLLECKOI'O
APTPUTA

Kpuynuna T.}0."2, MoHomapuyk M.H.3,
Banpawesckas A.B.', Yauuno E.B.’
HayuHbin pykoBoguTtens: E.N. AnekceeBa'?

"MepBbIt MOCKOBCKUIA rocyAapCTBEHHbIN MEANLNHCKA
yHuBepcuteT umeHn U.M. CeueHoBa MuH3agpaea Poccum
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus;
2HaumoHanbHbI MeguuUUHCKUIA nccrnenoBaTenbCKUi LEHTP
3popoBbs geten Munsgpasa Poccuun, MockBa, Poccus;
3Poccuiicknin HauMoHanbHbIA UCCeaoBaTeNbCKUN
MeauuUHCKUM yHusepcuTeT umenn H.U. Muporosa
Mwun3zgpasa Poccumn, Mocksa, Poccus

Kritouesbie crioga: toHoWeCKUl apmpum, Mapuwpymusayusi
nayueHma, peemamorsioausi, OlumesibHOCMb YyCmMaHOB/1EHUSI
OuaeHo3a

Axmyanvrocme. FOBenunbHbIl aptput (FOA) siBisiercst oiHIM
M3 CaMBbIX YaCTbhIX MHBAJIMAUZUPYIOUIUX PEBMATUYCCKUX 3a6one-
BaHuil y neteil. Yactora u pacnpoctpanéHHOCTh FOA mo3BOIIAIOT
BBIOPATh 3TY HO30J0IMYECKYIO TPYIILY JUIsS ONPEeSICHUS CIIeLH-
¢bukyu opraHuzanuy npoGUIBHON METUIMHCKON TOMOIIN ¥ MEp 10
€€ COBEpIIICHCTBOBAHUIO C TOYKU 3PEHHS JOCTYITHOCTH M KaueCTBa
Kak ITOKa3aTeIbHYIO I PeBMAaTHUECKUX 3a00JICBaHUH Y AETEH.

Lenv: onpenenuTb 0COOCHHOCTH MapLIPyTH3ALUH TaleH-
TOB € pazauyHbIMK BapuaHTaMu FOA u e€ BiusiHuEe Ha CPOKH TO-
CTaHOBKHU JIMarHO3a.

Mamepuanvl u memoowi. B uccienoBanune BKimodeHs 115 na-
[IMEHTOB, TPOXOMBIINX 00CIIEI0BAaHNE U JIeUeHHE Ha 0a3e peBMa-
TOJIOTHYECKOTO oTaeneHus. OneHka 3HaYUMOCTH Pa3InInil cpo-
KOB MOCTAHOBKHM JIMartosa ot Bapuanta KOA mpoBonunace ¢ uc-
nosab3oBaHueM kpurepus Kpackena—Yomnuca.

Pezynomamur. 1o quarno3am 115 nanuentos ¢ FOA (64% ne-
BOYKH, 36% MAaIBuMKH), PACIPEIETMINCEH CISTYIOIIM 00pa3om:
nayuapTukyaspasiil FOA (mulOA) — 32%; nmonmmapTHKyIsSpHBIA
apTPUT CEPOHETraTUBHBIH 10 peBMarougHoMy (akropy (mfOA) —
31%; FOA ¢ cucremubiM HauanoM (ctOA) — 37%. Bospact Ha mo-
MeHT ae6rora mifOA — 3,8 rosa, IMTEeTbHOCTh TOCTAaHOBKH JTHA-
rHO3a — 3 MeC, CPOKH OOpaleHUs K «CHELUAIICTY I1ePBOr0 KOH-
takta» (CIIK) ot MoMeHTa nebroTa cocTaBuin MeHee | mec, K
peBMaronory — 2 mec. B cpemHem nanmeHTs JaHHOH TPYTIITHI Toce-
Ay 2 crenuanicToB, cpenu kotopbix CITK B 0cHOBHOM ObLT TpaB-
Marosor-oprores. Bospact Ha momenT nebrora [TFOA — 3,47 roaa,
JUTATEIBHOCTh MIOCTAHOBKH JiMarHo3a — 4,5 mMec, Cpoku ooparrie-
nus k CIIK — menee 1 mec, k pesmaronory — 3 mec. Ilanuentst
JIaHHOM Tpymmbl mocemany 2 cnenuanmictoB. CITK B paBHOI cTe-
TeHN OBUTM JETCKUN XUPYPT U TpaBMaroior-oprormen. Bo3pact na
moMmeHT aebrota cfOA — 4,45 roxa, JUINTETLHOCTE TOCTAHOBKHY /M-
arHosa 2 mec, cpoku obpamenus k CIIK cocraBunu menee 1 mec,
K peBMarosiory — 3 mec. [anueHTsl 3Tol rpymiibl yale nocera-
1 cneunanucTa, B OCHOBHOM IeiuaTpa. MeXrpyInioBoe cpas-
HEHHe CPOKOB IIOCTAHOBKH JIHAarHo3a B 3aBUCHMOCTH OT BapHUaHTa
FOA BrisiBIITO 3HaUnMBIE pazmmanst (p = 0,025).

Bv1600wb1. Cpoku ocTaHOBKH quarnosa FOA 3aBucsT ot ycra-
HOBJIeHHOTO BapuaHTta FOA, uTo, BeposSTHO, 00YCIIOBICHO 0COOCH-
HOCTSIMH KJIMHHYECKUX MPOSIBICHUH B 1e0roTe 3a00neBanus. Bol-

60p CIIK 3aBucHT OT 0COOCHHOCTEH KIMHUYECKOH KapThHbl. [Ta-
1eHThl ¢ FOA 0e3 CHCTEMHBIX MPOSBICHHUN PEUMYILECTBEHHO
o0palanick K TpaBMaToJIoTy-0pTONeny HIH JETCKOMY XHPYPIY,
naueHTsl ¢ ctOA, BBUIY sIpKO KIIMHUYECKOH KapTHHBL, TKECTU
COCTOSIHUSI 00palllaJIiCh K Meuarpy.

CPABHUTEJNIbHAA XAPAKTEPUCTUKA
HAPYLUIEHUA AQANTALIUM K LUKONE
Y 300POBbIX U YACTO BOJEIOLLUUX OETEN

Kpyrnoea .A.
HayuHbIn pykoBoguTtens: C.B. BanpoBa

CaHkr-lNeTepbyprckunii rocyfapCTBEHHbIN NeaMaTpuyeckmn
MeauuUmMHCKUIN yHnBepceuteT MuHagpasa Poccuu,
CankT-lNeTepbypr, Poccus

Knouesbie criosa: wkonbHas adanmauus, adanmauusi K
demckomy cady, desadanmauusi, yacmo bonerouue demu

Axmyanvrnocmy. Koppeknus agantaniy BO3MOXXKHa Oraromgapst
YCTAHOBJICHHIO B3aUMOCBS3M BApUAHTOB JIe3a/1alTalluy, UX MpHU-
YHMH U COCTOSIHUS 30POBbS peOEHKA.

L]eny: cpaBHUTH PACIPOCTPAHEHHOCTH M CUMITOMATHKY, OIIpe-
JETUTh (GaKTOpBbl Je3aJalTalli B LIKOJIE Y 310POBBIX U 4acTo 00-
nerorux aeredt (UB/).

Mamepuanst u memoosi. [IpoBenens! onpoc poxutenen 132
MIEPBOKJIACCHUKOB 110 OPUIMHAIILHOW aHKeTe, 00paboTKa pe3yIbra-
TOB C UCIIOJIb30BAaHUEM CTATHCTUUECKOro aHanu3a. [lepsyto rpym-
Iy COCTaBWJIM 3[10pOBbIE 1eTH, 2-10 —YB/I.

Pesynemamei. TIpobaemsbl ¢ aganTanuel K MKOJE UMETH
(30%) umenu 62% nereit 1-if rpynnst u 80% aereif 2-ii rpynmsl.
Jle3ananranys BO3HUKAA eI B IETCKOM CaJly, IPeUMyIIeCTBEH-
HO PELUINBUPYIOLIETO TeueHus, y 56% nereii: B 1-if rpynme —c
MOBEIEHYECKON CHMITOMATUKON, BO 2-i — CO CHIDKEHUEM PE3N-
CTEHTHOCTH. Briusiomue Ha npoOiaeMsl ¢ afanrtanueil GpakTopsl:
BO3PACT HauaJla MOCELIEHHs JETCKOrO JOLIKOIBHOIO YUPEKICHUS
MeHee 2,5 roja; JIMTEIbHOCTh [IOCELIEHHs MeHee 4 JIET, B TOM
YHCIIE C IePephIBAMH; OTCYTCTBHE HABBIKOB CAMOOOCITY)KUBAHUS,
HecoOlroieHne peKoMeH1anuii Bpadeil. B mxomne y 42% nereit 1-if
TPYMIIBI BBISIBICHO OCTPOE TEUEHUE aJalTallui ¢ OTKIOHEHUSIMHU
B IOBEJICHNH, Y 55% zeTeid 2-if Tpyniibl — peluInBHpYIOIIee Te-
YEHHE C I0BEICHYECKOI U COMAaTOBEreTaTUBHON CUMIITOMAaTHKOM.
Poputenu nereit 1-i rpynmnsl Ha 21% yaie 6bUIH HE OCBEIOMIIE-
HBI O BOIIPOCAX ajanTanud K mxoie. OT Bpauei oty uH(pOpMa-
LU0 oTy4rin Toibko 10% poxureneit nereii 2-it rpymnmnsl. Me-
JTUIMHCKUE PeKoMeHIauu 1anbl 8% aersam 1-it rpynmsl u 25%
netsiM 2-# rpynnsl. Y 65% nereii 1-if rpynmst u'y 60% nereit 2-i
IPYIIBI BO3HUKINNE IPOOIEMBI C aJlanTallueil K IIKOJIe He pellie-
HBIL. 3a IOMOLIBIO K BpayaM oOpaianuck 27% pogureneii nerei
1-it rpynmst u 25% poaureneit nereit 2-it rpymnmsl. JlonomHUTENb-
HO BIHSOIIME (AKTOPBI Y 3I0OPOBBIX JIETel: HECOOIIOICHHE pe-
JKMMa CHa, MUTAHMs, TPyINa MPpoyIEHHOTO THS ¢ Hadana y4éobl,
JUINTENIbHBIE 3pUTENIbHBIE HATPy3KH I0Ma, OTCYTCTBHE HHTEpeca
K LLIKOJIE, HepEeIIEHHbIE IPOOIEMBI C afanTaluell B JETCKOM cafy.
Y UB/] u3 rpymniisl pucka KpoMe IepeducIeHHOro: IepBblil peoé-
HOK B CEMb€, OTKJIIOHEHHSI IIPH OLIeHKe (DH3UIECKOTO pa3BUTHS, MO-
CeIl[eHNe HOBBIX CEKIMH/KPYXKKOB ¢ Hadasa CEHTSIOPS, PUCK T10-
HIKEHHOM JIBUraTelbHON aKTUBHOCTH.

Bb1600b1. BbIsBIIEHBI HApYIICHUS aJaNTALMHU K LIKOJIE Y Tpe-
TH 3/10POBBIX JE€TEH ¢ OTKIOHEHUSIMH B IOBEJCHUH U Y IOJOBU-
HBI JIeTed U3 IPYIIIBI PUCKA C IOBEJEHUECKOI U COMaTOBEr€TaTUB-
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HOM cuMnToMaTukoi. st Kaxxa0ro peOEHKa U3 rpymiibl pUCKa U
JUIS 3I0POBBIX JETeH, MIMEBIIHX NMPOOIEMBI ¢ afanTanyei B AeT-
CKOM caJty, Heo0XouMa pa3paboTka KOMIUICKCHOW MHIMBUAYalb-
HOW TIPOrpaMMBbl aJanTall1 K IIKOJIE.

k %k sk

AQKCTPANMONALUUA B3POCIbIX MOAX0O0B
B JIEHEHUN FEI'IATOLIFHHIOHFIPHOI?I
KAPUUHOMbI Y OETEUN

Ky3sbMuHbix M.A."
HayuHble pykoBoguTenu: PaGaesa J1.J1.2

"PoCCUNCKUI HaLMOHanbHbIN UccneaoBaTensCcKkui
MeaMLMHCKUA yHuBepcuTeT nmenn H.A. MNMuporosa
MwuHagpasa Poccumn, Mocksa, Poccus;

2HauuoHanbHbIn MeauLUMHCKMI NCcCcreqoBaTenbCKUM LeHTP
[ETCKOWM reMaTornornm, OHKOMOrMU U UMMYHOSIOTMN UMEHN
OmuTpus Porauesa MuHsgpasa Poccun, Mocksa

Knroyesnie criosa: 2enamouenonsapHbil pak,
gubponamennsapHbil eapuaHm, anbgpaghemornpomeuH,
peyudus, cmabunusayusi 6onesHu, demu

Axmyanvrocms. I'enarouemntonspusiii pak (I'L[P) siBiser-
Cs1 3JI0Ka4E€CTBEHHOM 3MUTENNAIbHOM OITyX0JIbl0, BCTpEUaroIeii-
csl B eTCKoi momyisaun. CoBpeMeHHBIE MeTUaTpUIecKre MMpo-
TOKOJIBI IIPELyCMaTPUBAIOT MPOBEJCHUE CUCTEMHON XHUMHOTEpa-
UK U XUpypruveckoro jgedeHus. OIHaKo MpOrHO3 MalHEeHTOB ¢
I'TIP ocraérest HeONIaronpusATHBIM — 00IIas BBDKUBAEMOCTb HE
npesslaet 25%.

Lenv: ommcaHue cirydasi IJTUTEIEHOTO KOHTPOIIST Haj 3a00-
JieBaHUEeM Ha (pOHE KOMIUIEKCHOM Teparnuu y roapoctka ¢ I'LIP.

Onucanue KIUHNYecKoro cay4yas. B Bospacte 13 ety ne-
BOYKH BBISIBIIEHO 00pa3oBaHMe IpaBoii oy neueHu. Ha ocHosa-
HHMU KOMIUIEKCHOTO 00C/Ie10BaHuUsI M THCTOJIOTNUEeCKOl BepupHKa-
MU OMOTICHPOBAHHOTO oyara rnedeHu ycranonieH auarao3 'K,
¢bubponamerusipusiil Bapuant, craaust [1 (T2NOMO). [Tposenena
MIPaBOCTOPOHHSISI TeMUTeNIaTIKTOMUsL. [lareHTka ocTaBIeHa Moy
JMHAMAYECKUM HaOIOIEHHEM.

Cnycts 2,5 roga ObL BBISIBIICH CUCTEMHBIH peLUANB (CaH-
HUYHbIE OYardu B IPaBOM JIETKOM M JTUM(ATUUECKOM y3ie 3a-
OpPIOMIMHHOTO NMPOCTPAHCTBA, YBEJIUYCHUE COJIECPKAHUS aAllb-
¢ba-peronporenna (APII) B kposu mo 30 ur/mi). [IpoBenena
tepanus o nporokoiay PHITT 2018. TIposenén 1 610k Tepa-
nuu 1o cxeme PLADO (uucnnatus, nokcopyounus) + S (co-
padpernd) u Gem/Ox (remuuradbuH, OKCUIUILUIATHH) + S (co-
padenund). PazBunachk TOKCHYHOCTH (TeMaToJIOTHYECKask TOK-
CUYHOCTb 4-i CTEeNEeHH, FTeHEePAIU30BAHHAS ChIIlb, JUAPEHHBIN
CUHJPOM), PEIICHO MPOBECTU TEPANUI0O HHIUOUTOPAMH KOH-
TPOJBHBIX TOUEK (MmuInMymad + HuBOJIyMal). [Tepen nmMmy-
HOTEpanuel ymaneHsl omyxojeBsle odaru. OTMedeHa HopMa-
nu3anus ypoBHs ADIL. Ognako nmocie 3 KypcoB UMMyHOTEpa-
MY Pa3BUIIACH JUIMTENIbHAS HEUTPOICHHUS, pa3pelIUBILAsCs Ha
(one ropmoHanbpHOU Tepanuu. MMmyHoTepanus ormenena. [1o
I'IP pemuccus. llannenTka BeINUCaHa Moj AMHAMUYECKOE Ha-
omonenne. Yepes 9 Mec KOHCTaTUPOBAH CUCTEMHBIN PEIUINB.
WuunuupoBana tepanus JeHBaTHHHOOM. OTMeueHa CTaOuIH-
3anus 6one3nu. Uepes 12 Mec BBIsIBIEHA Iporpeccust 3a0oneBa-
HUs (YBEITMYCHHE OITYXOJIEBBIX 04aroB 110 OpIOIIMHE, MOBBIIIE-
Hue yposHeil ADII o 148 ur/mi). [IpoBenena nuTopenyKuus
C BHYTpUOpIONIHOH XxuMuonepdy3uei (JOKCOpyOuIIH U IUC-
mnatuH). [IpoBeaena Tepanus kabozanturnOoM. Ha done me-
YeHHs OTMEUeHa CTaOMau3anus 00Je3HU (CHIDKCHHE KOHICH-

tpanuii A®II 1o 38 Hr/MI, OTCYTCTBHE OIMYXOJIEBBIX 0YaroRB).
[Tepuon HaOMOICHUS 3a MAIIMEHTKOH ¢ MOMEHTA MTOCTaHOBKH
JIMarHo3a COCTaBIsAET 5 JIeT, C MOMEHTa KOHCTaTauuu 1-ro pe-
uuauBa — 2,5 roja.

Buisoowi. lpencraBieHHbI KIMHUYECKUH cityuyail mpone-
MOHCTPHUPOBaII A3PPEKTUBHOCTH U YIOBIETBOPUTEIBHYIO IIEepe-
HOCHUMOCTb TE€PAIY MHIMOUTOPAMH KOHTPOJIBHBIX TOYEK HMMY-
HuTeTa. BeposaTHo, sxcTpanonsus 3 QEeKTUBHBIX B3POCIBIX O~
xo10B B sieueHuu ['1IP, a Takxke IOMOIHUTENIbHbIE ONEPATUBHbIC
BMEILIATEIbCTBA B PEUHIUBE OOJIC3HU MOTEHIMAIBHO CIIOCOOHBI
YIy4IIUTb U Iporuo3 gereii ¢ I'TP.

* %k ok

OCOBEHHOCTU ®YHKLIMOHAJIbHbIX
HAPYLUEHWUW XXENYOO4YHO-KULUEYHOIO TPAKTA
Y OETEN C 303UHODUITUEN

Kynukosa 10.[.
HayuHbin pykoBoguTtens: H.I. MNpuxoayeHko

TuXx0oOKeaHCKUi rocyqapCTBEHHbIN MEAULMHCKUN
yHuBepcuteT MuHsgpasa Poccun, BnagmsocTtok, Poccus

Knroyesble criosa: chyHKUUOHarbHbIe HapyWeHUs,
JKermyOOYHO-KUWEYHbIU mpaKkm, 303UHOUITHI,
303UHOGUIBHBIU KAMUOHHBIU MpomeuH, demu

Axmyanvrocmo. Oynkunonansabie HapymeHus (OH) sxemy-
nouHo-kumedHoro tpakta (JKKT) sBusrorcst omHuME U3 caMbIx
pacnpocTpaH€HHBIX paccTpoicTB. OTHOBPEMEHHO C UX POCTOM
Habmonaercs poct numieBoid amepruu (ITA), yBenuuupaercs
gacToTa 303uHOpuIbHbIX nopaxenuil JKKT. Hecnennduunocts
IPOSIBIICHUH 1 HEOOXOAUMOCTb IIPUMEHEHUS BBICOKOMHBA3UBHBIX
IpoLenyp 3aTpynHsIeT TOCTAHOBKY JHAarH03a U MPUBOINUT K pa3-
BHUTHUIO OCJIOKHEHUN. DTO OOYCIIOBIMBAET aKTyallbHOCTH TIOMCKA
KJIMHUYECKUX MapKepoB 303uHOPuIIbHBIX TIopakenuit XKKT u BbI-
JIeTICHNs TPYIII PUCKA JUIsl pa3padOTKU aIrOPUTMOB IIEPBUYHON U
BTOPUYHOH NPO(UIIAKTUKY.

Lleny: onpenenuts ocobennoctu teuenus OH XKKT y nereit
B 3aBHCHUMOCTHU OT YPOBHSI 503UHO(DHIOB B KIIMHIYECKOM aHAITH-
3€ KPOBH.

Mamepuanvr u memoowr. [IpoBeIeHO KIMHUKO-I1a00paToOp-
Hoe oOcnienoBanue 40 nereit B Bozpacre ot 1 mec a0 3 et ¢ ©H
JKKT. IlepByto rpyniy cocTaBUIIU AETH, B KIMHUYECKOM aHAJIU-
3¢ KPOBH KOTOPBIX COZiepKaHne 303MHO(MIOB ObUTO Ooee 5%
(n =12), 2-10 rpymniy COCTaBUJIM JICTH, COJICPIKAHNE Y03UHODH-
JIOB y KOTOPBIX HE BBIXOIHJIO 32 Ipesiesibl peepeHCHBIX 3HAYeHU I
(menee 5%). KontpomnbHyto rpymimy coctaBuiu 20 ycI0BHO 310po-
BBIX JieTell. BceM eTsiM ObI1o NpOBEeJeHO CTaHAAPTHOE KIMHUYE-
CKO€, aHaMHECTHYECKOE U J1abopaTopHOe 00CiIe0BaHNE, OIpeie-
JISITICS. yPOBEHB 303MHO(MMIBHOTO KaTHOHHOTO npoTtenHa (DKII) B
xonpodunsTpare MerogoM ELISA. Bee monydeHHbIe TaHHBIE 00-
paboTaHbl CTATHCTHYCCKH.

Pesynomamsi. OCHOBHBIMH ka100aMu y OOJbHBIX |-t rpyri-
nel ObTK cpbiruBanus (25%), peota (16,6%), 6GecrnokoiicTBO
(100%), 3anepxka cryna (50%), Hamu4Me BBHICHIIAHUH Ha Teie
(66,7%). Y nanueHToB 2-ii rpynmsl npeoOajany 3agepiKKa cTyaa
(100%), 6ecniokoiicto (100%), 6omu B s)xuBOTE (75%), BHICHITIA-
Hus (21,4%). Xapakrep 3a0oseBanust y qetei 1-if rpynmsl oTiu-
qajics TOPHUIHBIM TEYEHUEM C JUTUTEIbHBIM COXPAaHEHHEM CHM-
nToMoB. [Ipu ananu3se cTpykTypsl 3a001eBaHMi OBUIO OTMEUCHO,
410 B 25% ciyuaeB (n = 3) y OONbHBIX 1-i IrpyIbsl OTMEYAITUCh
OH Bepxnero oraena XKKT, B 75% — HapylIeHUs HUXKHETO OTe-
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na XKKT (n =9). Bo 2-i1 rpymime y Bcex eTei 0TMeYallnch TOITBKO
®H mmwxnero otnena XKKT (n =28, (100%), p <0,05). ®H XKT
COINPOBOXKIAIUCH TuchyHKIMEH OnnnapHoro Tpakta y 25% ne-
teit 1-i rpynnsl (n = 3) n'y 42,8% nereii 2-i rpynnsl (n = 12);
p <0,05. Y nauuenTtoB 1-i rpynmbl CTATUCTUYECKH Yallle OTMe-
YaJliCh COIyTCTBYIOLIME ajulepruyeckue 3adoneBanus (66,7%;
n = §) 10 CpaBHEHUIO ¢ narueHTamu 2-i rpynmnsl (32,1%; n =9);
p <0,05. Y 6onbubix ¢ ®H XKKT yposens IKII cocraun 323,9
ur/min (Me = 323,9, Q, = 299, Q, = 367), uTo npeBbIIajIo NoKa-
3aTen KOHTPOJILHOM rpynmbl B 1,8 paza (Me = 182,3, Q, = 160,
Q,=213;p <0.05).

Buisoowr. Knmuunueckue npossnenus ®H XKT y nereii pan-
HETro BO3pacTa ¢ 03MHOPHINEH OTIMIAIOTCS 00JIee YaCTBIM I10-
pakenuneM BepxHux otaenoB JKKT, TopnuaHbiM TeueHHeM 3a00-
JIEBaHUSI C ATUTENBHBIM COXPAaHEHHEM CUMIITOMOB. [10BBIIIIEHHBIH
ypoBesbs OKII cBuaerenscTByeT 0 HEOOXOMMMOCTH UCKIIOUEHHS
s03uHO(uIbHOrO nopaxkenus KKT y nanHoit kareropun 00JIbHBIX.

ABYCTOPOHHWUNA TMAPOHE®PO3 HA ®OHE
MOYEKAMEHHOW BONE3HU Y PEBEHKA
6 MECALIEB

Kypraes O.A.
HayuHbin pykoBoguTtens: H.A. BensieBa

HaumoHanbHbI nccnegoBaTtenbckuii MopaoBckuii
rocynapCTBEHHbIN yHMBepcuteT umeHmn H.IM. Orapéea,
MeaunumHckmnii nHeTuTyT, CapaHck, Poccus

Kntodeesle criosa: MoyekameHHasi 6071e3Hb, 2UOPOHEEPO3,
KOHKpemeHm

Axmyanvnocms. Mouekamennas 6onesns (MKB) sBnsercs
JIOBOJIFHO PENIKOM MaTOJOTHeH y AeTel 1-ro roga Ku3HH, MO3TO-
MY BBIOOD MPABUIIBHON TAKTUKH BEJCHUS TAKUX MAIIUEHTOB SIBIIS-
€TCsl aKTyaJIbHOM 3a7a4elt IeTCKOM yposioruu.

L]ens: onpeaenuts 0COOCHHOCTH JIBYCTOPOHHETO rHpoHed-
posa Ha pone MKBD y peGénka 6 mec.

Onucanue KINHUYecKoro cayvas. [lanuentka B., 6 mec,
OBbUIA SKCTPEHHO TOCITUTAIM3UPOBAHA B YPOJIOTHIECKOE OT/eTe-
HHE C j)Kano0aMu Ha MOBbIIIEHUE TeMIepaTypsl 10 38,9°C, Bbie-
JICHHE ¢ MOYOI KOHKPEMEHTOB 0esIoro IBeTa 0 5 MM, CO CIIOB
MaTtepu — ¢ poxkJaeHus, HaciaeacTseHHocTh 1o MKDB He oTs-
romeHa. B ananusze kpoBu: kpeaTUHUH 143 MKMOJIIb/1, MoYe-
BuHa 11,9 MMonb/i. B anannzax mMouu: jgedkonutypus 1o 35 B
moJie 3peHwusl, masesenas kuciora 60,5 Mxmoib/i. [To 1aHHBIM
V3U: MHOKECTBEHHBIE KOHKPEMEHTHI YallleqHO-IOXaHOYHON CH-
crembl (UJIC) obenx mouek pasmepamu 47 MM, JIOXaHKa cleBa
17 mm. Tlo naHHBIM yporpaduu: peHTTeHOKOHTPACTHBIX TeHell He
BBISIBIICHO, TUAPOHE(PPO3 CIIpaBa, «HEeMas» Mouka cieBa. boib-
Has MoJTyJajja aHTHOAKTepUaIbHYI0, HH(PY3HOHHYIO, CIIa3MOJIH-
TUYECKYIO TEPaIuio, IPOBEACHO TPAHCYpPETPaIbHOE CTEHTUPO-
BaHue yieBoi mouku. CTeHT ynanén Ha 15-it nens, Y3U B nuna-
MUKE: COXPaHsIMCh KOHKpeMeHTH! 10 4 MM B UJIC obenx mouexk,
JIOXaHKa cipasa 7 MM, cieBa 7 MM. Belnucana ¢ ynydiieHuem
Ha 20-i neHb, peKkOMeHJ0BaH NpuéM (yparuHa u kaHepoHa B
TeueHrne 1 Mec B BO3pacTHOM no3upoBke. [loBTOpHO mocTymnu-
Jla B TEYCHHE MecsIa ¢ )KajJo0aMu Ha 33/IepKKy MOUYEHCITyCKa-
Hug B Teuenue 3 4. [1o nanupv Y3U: MHOKECTBEHHBIE KOHKpE-
MeHThl 47 MM UJIC 00enx movek, JoXaHka crpasa 22 MM, ciieBa
18 MM. B cBsI3U ¢ OTCYTCTBHEM MOYH B TEUCHUE 7 U MOCIIE CTUMY-
Uy GpypoceMuIoM MPOBEIEHO TPAHCYPETPAIbHOE CTEHTUPO-

BaHHe NpaBoil mouku. Ha 11-ii 1eHb B CBS3U ¢ BBISIBICHHOH NpH
V3U orpunarenbHoi IMHAMUKON B BUJE HAPACTAHUS KUIKOCT-
HOT'O KOMIIOHEHTA CIpaBa, KOHKPEMEHTAa IPaBOr0 MOYCTOUYHHKA
pasmepamu 1,5 x 0,5 cM npoBeieHa ypeTepOTUTOTOMHES CIIPaBa,
ypeTepONHEeI0CTOMHUS CIIpaBa, CTEHT yaanéH. Y3 B nuHaMuke:
JoXaHKa crpasa 4 MM, cieBa 7 MM. BeInucaHa ¢ yiaydloieHueM
Ha 23-#1 AeHb, IPU KOHTPOILHOM 00CIeOBaHNH Uepe3 6 Mec U
gepe3 2 roja pa3Mep JI0XaHOK COOTBETCTBOBAJ BO3PACTHON HOP-
Me, KOHKPEMEHTOB HE OTMEYaJIOCh.

Bb1600b1. MKB MOXET SIBIISTHCS IPUUUHON Pa3BUTUSL ABYCTO-
poHHero ruiponedposa y gereil 1-ro roga skU3HU, paHHAS JHa-
THOCTHKA U aKTHBHAsI TAKTHKA CIIOCOOCTBYIOT OJaronpHUsTHOMY
MIPOTHO3Y M UCXOIY 3a00JIeBaHMUS.

MOBWUITbHBLIE ANEKTPOHHBLIE YCTPOUCTBA:
CYBBLEKTUBHAA PEAINNIbHOCTb UINU
OBBbEKTUBHbINA MOMOLLHUK?

Nazapes B.C., JllyHbkoB E.U., A6bizoBa A.4.
Hay4Hbin pykoBogutens: E.A. CamopoaHoBa

KasaHckui rocygapcTBeHHbIN MEOULMHCKUIN YHUBEPCUTET
Mwun3sgpasa Poccumn, KasaHb, Poccus

Knroyesnie crosa: 300,008&:6 WKOJIbHUKOB, 2adXemkl,
muorusi, gpusudeckasi akKmueHoOCcmMb

Axmyanvnocms. MOOHIBHBIE dJIEKTPOHHBIE YCTPONCTBA
CTaJI HEOTHEMJIEMOH YacThIO KHU3HH MIKOJBHUKA — C MTOMO-
LIBIO MX y4YaTcs, 00MIAIOTCS U pa3BieKaroTcsi. MHOTHE MOAPOCT-
KW CTAaHOBATCA 3aBUCUMBIMH, UCITIOJIB3YS Tel'leq)OHLI ImpaKkTuye-
CKHU BeCh Iepuoj 0oapcrBoBanus. Ho cTout jin cpazy o0bsB-
JATh UM HENPUMHUPHUMYIO BOWHY? Benb ucrnoiab3oBaHue psiaa
(GYHKIHN TTOMOXET MOJTYYUTh LEHHYI0 HHPOPMAIHIO B TAKOM
BONIPOCE, KaK PEKUM JTHS M MPOIODKUTEIBHOCTH 3pUTEIIbHOM
U (HU3HYECKON HATPy3KH.

L]ens: onpenenuTs 0COOCHHOCTH PEXKUMa JHS HIKOJILHUKOB
Y BBISIBUTH HET'aTHBHBIC PAKTOPBI [UIsl 3/10POBbsI, CBS3aHHBIE C UC-
10JIb30BaHUEM MOOMIIBHBIX YCTPOMCTB.

Mamepuanvt u memooul. [IpoBeIeHO aHOHUMHOE OYHOE aH-
keTupoBaHue 325 moapocTkoB B Bo3pacte 13—18 neT B 3 miko-
nax Kazanu. B ompoce nmpunsnu ygactue 325 MIKOJIHHUKOB
13—-18 nert, Bo3pacTHas MeanaHa — 15 jeT, COOTHOLIEHUE Jie-
Bylku/toHomu 0610 58,3%/41,7%. Bmecte ¢ onpocom ¢uk-
CUPOBAJICh BPEeMs UCIIOJIB30BAaHUS TaJKeTa U PU3HYECKas aK-
TUBHOCTB C ITOMOIIBI0 COOTBETCTBYIOIIUX MPHUIOKEHHUN C pa3-
peIeHus pECIIOHICHTOB.

Pezynomamut. Oxono 85% moapoCcTKOB MPOAOIIKUTEILHOCTD
(u3nyeckoii aKTUBHOCTH B ICHb CaMH OLICHWIN B Ipezenax 1,5—
3,0 4, Ipu rUrMEHNYECKON HOpME JUIsl JIAHHOTO Bo3pacTta Ooee
3 u B ieHb. [1o qaHHBIM 00BEKTHUBHOTO aHAIN3A JUCTAHIIUU XO/Ib-
ObI IO PUTHECT-peKepaM MeHee 5 KM B IeHb MPOXoIAT 65% Beex
MIKOJIBHUKOB, 5—10 kM — 29%, Gonee 10 kM — Tosbko 6%. [Ipu
OLIeHKe yueOHOH Harpy3Ku ObIIM BBISBIICHBI CYIECTBEHHbIE HapYy-
meHus y 61% IIKOIbHUKOB, IPUYEM YHUCIIO YUEOHBIX YacoB Hpe-
BBIIIAJI0 HOPMY Oosiee ueM B 1,5 pasa.

ITo nanubIM ompoca 61% IMIKOIBHUKOB MMeEIU IpoOie-
MBI CO 3peHHUEeM, B OOJIBIIMHCTBE CIIy4aeB 3TO MHONus. Me-
Hee 10% nereit cobmonarT pexxuM cHa. [Ipu cpaBHEHUH BbI-
XOIHBIX U OyqHEH y neTeil OblIH BBISBICHBI CYLIECTBEHHBIC OT-
JUYHsI, pa3HULA 110 TPOJIOJDKUTEIBHOCTH CHA Obla OT 12 4y
14%, no Gonee 5 4y 30% nereii. Jloctatouno yacto 35% pe-
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CTIOHJICHTOB HCIIONB3YIOT T'a/KETHI 16Xk, B TEMHOTE U IPH He-
JOCTaTOYHOM OCBEIICHHH.

o camooneHKe BpeMEHH UCTIONB30BaHUs TeIe(h)OHOB TPETh
IIKOJILHUKOB CUUTAET, YTO 3TO Oosiee 7 4 B JACHb, OCTAJIbHBIC
60% — 3—7 4, TonbKO 8% He NPEBBIIIAIN JHEBHYIO HOPMY B 2 4.
ITpu oneHKe 3KPAaHHOTO BPEMEHH B IPHIIOXKCHUHN y 25% TIOAPOCT-
KOB peasibHbIe TOKa3aTeI! OKa3allich OOMbIIIe.

Bowi6oowi. Ilpu mcmonp30BaHNN MOOHMIBHBIX MEKTPOHHBIX
YCTPOJHCTB BBISBICHBI HETaTHBHbIE TEHACHIINH B COOMIONEHHUN pe-
JKMMa JTHS — TUIOIMHAMUSL, HECOOIFOICHUN TUTHEHBI CHA 1 00/1p-
CTBOBAHWS, Ype3MepHas 3pHTeIIbHAs U YMCTBCHHAS Harpy3Ka Kak
TI0 IPOJOJDKUTENBHOCTH, TaK ¥ IT0 THTHEHHIECKAM aCIIeKTaM, 4TO
TpeOyeT yCHICHHUS MPOPHUIAKTHICCKOH PabOTHI C TOAPOCTKAMHE CO
CTOPOHBI POAWTEINEH, TIeJaroroB U MEAHATPOB C HETbI0 KOPPEKIIUH
pexuMa THA U PalHOHAIBHOTO UCIIONB30BAHHS I'aKETOB.

k %k 3k

AHANN3 UHTEPHET-3ABUCUMOCTHU
N CAMOOLIEHKX CPEQOMU LWKOJIbHUKOB
N CTYOEHTOB

NnteBuHoB A.U.
HayuHbi pykoBoguTtens: [1.B. CyToBckas

Ky6aHckuii rocyaapCTBEHHbIN MEANLIMHCKUA YHUBEPCUTET
MwuHagpasa Poccun, KpacHopap, Poccus

Knroyeeble crioea: UHMepHemM-3agucUMOCb, YPOSeHb
caMOOUEeHKU, aHKemupogaHue

Axmyanvnocms. B cBSI3M ¢ HapacTarOMIKUM BO3AEHCTBUEM HH-
TEpHET-CEPBUCOB Ha JKU3Hb O0IIECTBA BCE OCTpee BCTAET BOIPOC
00 uX BIMSHHUU Ha pa3BUTHE UHTepHET-3aBUcuMocTH (U3) u ypo-
BEHb CaMOOLIEHKH y MOJIOJBIX JIFOACH.

Llenv: poaHanu3upoBaTh 0cobeHHOCTH M3 M caMOOIeHKH
CpeIy NIKOJIEHUKOB M CTYACHTOB.

Mamepuanvt u memoowt. IlpoankerupoBansl 200 yenoBek:
94 mxonbHuKa (55 neBouek u 39 manbuukoB) U 106 cTyneHTOB
(73 neByuiku u 33 roHOWIN).

Pesyremamer. Cpenu MKONbHUKOB 1oka3atenu M3 Oblin
OIpeIeIEHHO BHINIE y AeBOYCK. BBISBICHBI 3HAUMMBIE Pa3IHIHS
B acmekTax «3aMeTHOCTh HCIIOJb30BaHU» (HACKOIBKO OKpY-
JKarolue o0pamaT BHUMaHNue Ha TPOBEICHNE BPEMEHH B Ce-
t1; p = 0,016), «Upe3mepHoe HCMoNb30BaHUE (JINYHAS OLICH-
Ka IpoBeféHHOro B cetu BpeMenu; p = 0,0004), «Henpusrue
paboThl» (BBIpAKEHHOCTH M30eraHus 00s3aHHOCTEH B MOJIb3Y
ucrnonp3oBanus uurepHera; p = 0,01) u «Y1para KOHTPOIA»
(p =0,014). Kak y MaJIbuuKOB, TaK U JICBOYEK ObLI OTpECIIEH
CpeIHUIl YPOBEHb CaMOYBA)XKCHHS, OJHAKO y NEBOYEK OH J0-
ctoBepHo HUXke (p = 0,008). YcranoBneHna obpaTHas Koppes-
s KaK y I€BOUEK, TaK U y MaJbUUKOB MEXy YPOBHEM CaMO-
yBaxkeHUs U nokazatensmu «M3beranue pabots» (r =—-0,35u
r =-0,26 cooTBeTCTBEHHO) U «YTpara KOHTpols» (r =—0,3 u
7 =-0,32 COOTBETCTBEHHO).

IIpu ananuze U3 cpean cTyneHTOB y AEBYIIEK YCTAaHOBIECHO
MOBBIIIIEHHE TIOKazaTesnel B acniekTax «IIpeaskymenue» u «YTpa-
Ta KoHTpoIs» (p = 0,0376) O CpaBHEHHUIO C IOHOIIAMH. YPOBEHb
CaMOOLIEHKHU U Y IOHOILEH, U y AEBYILEK CPEIHUH, 3HAUMMBIX pa3-
JMYHUN HEe BBISBICHO. 3aperuCTpUpoBaHa o0paTHas KOppeIsIus
MEK/Ty YPOBHEM CaMOYBa)KEHHsI M TTOKa3aTelsIMU actiekTa «Upes-
MepHoe ucnonb3oBanuey (r =-0,26 u » =-0,31 cooTBEeTCTBEH-
HO) HEe3aBUCHUMO OT ToJia. CpaBHUTEIIbHBIN aHAIN3 JaHHBIX MEXK-
Jly IIKOJIBHUKAMU U CTYJEHTaMU I0Ka3aj, 4To y JeBOYEK JOCTO-

BEPHO BBILIE [TOKA3aTENH B ACIIEKTE «3aMETHOCTD HCTIONB30BAHMS»
(p =0,035), a y MaTBb4MKOB JJOCTOBEPHO HUKE MOKA3aTEIH B
acniekre «UpesmepHoe ucrnoib3oBanue» (p = 0,0294). YposeHb
CaMOOLICHKH y CTYAEHTOK BbIlIe, yeM y mkoabHull (p = 0,017).

Bb1800b1. 3HAYNTEIBHO YaIle B ITKOJIEHOM BO3PACTE MPH3HA-
k1 U3 BCTpeyaroTes y IEBOYEK 110 CPABHEHHIO ¢ MATIBUHKAMHU, TIPU
9TOM YPOBEHb CAMOYBa)KEHUSI Y IIKOJIBHUI] HYOKe. Huskast camo-
OIIEHKA B IIKOJILHOM BO3pAacTe aCCOLUUPYETCS C «YTpaToil KOH-
Tpois» U «V30erannem paboTbI», a Cpey CTYAEHTOB — ¢ «Upes-
MEpHBIM HCIOIb30BaHKeM». C BO3PACTOM y JICBYIICK YPOBEHb Ca-
MOOIICHKH TTOBBIIIACTCS.

YMNOLLAIOLWAS MNMACTUKA MEXbArOAU4YHON
OBJIACTW NPU PELIUAUBE MUITOHUOATIbHON
KUCTbI, OCITOXXHEHHOW OCTEOMUEJIUTOM
KONMYMKA U UHOPOHbLIM TEITOM

INysraHoea B.C.'
HayuHbin pykoBoguTtens: A.K. ®egopos?

"MepBblit MOCKOBCKMIA rOCY4apCTBEHHbIN MeAULIMHCKUNA
yHuBepcuteT nmenn N.M. CeveHoBa MuH3sgpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
2Hay4Ho-uccrnenoBaTenbCkuii KNMHUYECKUIA MHCTUTYT
neavaTpum U OETCKON XMPYPrn MMEHU akageMunka

HO.E. Benbtuwesa, Mocksa, Poccus

Knroyeesnbie crniosa: nunoHudansHasi 605e3Hb, nunoHudansHas
Kucma, onepayusi yrnouweHusi Mexbs200U4HOU CKnadku,
nnacmuka Mexxbss200u4HOU ckiadKu, 0CmeoMuesnum Kondyuka

Axmyansrnocms. ITnnoHuaabHbIe KUCTBI BCTPEUAOTCs y 26 de-
nosek 13 100 000. ITo 1aHHBIM IETCKUX XUPYPrUYECKUX OTAEIEHUI
Mockssl 1 o6nacT, B 1999-2022 rT. 06pariaeMocTs 1o JaHHo#H 60-
ne3nu BeIpocna ¢ 0,37% no 1,82%, cremoBarensHO, aKTyaTbHOCTD
JTAHHOH TEeMBI BMECTE C 3a00/I€BaEMOCTBIO PACTET C KAXKIBIM TOOM.

Lenv: mpeacTaBUTh COOCTBEHHYIO MOIU(DHUKALMIO IJIACTHYE-
CKOT'O BApUAHTA JICUCHUS MUIOHUAAILHON 00I€3HH, OCIOKHEHHON
OCTEOMUEIUTOM KOIIUMKA U OTIAIEHHbIE PE3yIIbTaThl HEPBOM IIPO-
BeAEHHOH Onepalyy JaHHBIM METO/IOM.

Onucanue KIUHUYECKOro cay4as. B 2020 r. B Hamry KiuHU-
Ky TOCTIMUTaJIM3UPOBaH MaIBUMK 15 et nmocne 3 omeparuii mo mo-
BOJIy peLUIMBA MUIOHUIAIHHON KUCTBI, KOTOPbIE HE YBEHUAINCH
ycnexoM. ITpu ocmorpe — poct 171 cm, Bec — 119 k1, unzaekc
Mmacchol Tena — 40,7 — mopOuiHoe oxxupenue. CrienuaaucTaMmu
He HaOmoancs. MecTHBIHN cTaTyc — BOCHAJHMTENBHBIN IpoIece
IpecTaBieH OONBIINM CBUIIEM B 00JIACTH HI)KHEH TPETH MEXb-
SITOZANYHON CKJIA/IKW U BTOPUYHBIM CBHUIIIEM Ha IPaBOM SATOIMLIE,
III crenens Tsxectr no I'yHepy. ITo nanasiv MPT Obut BbLIBICH
OCTEOMUEIHUT KOIMUUKA, YYUTHIBASI JAHHYIO HAXOJKY, BBIIOJIHE-
HYE MUHUMAJIbHO MHBAa3UBHOH onepauuu 1no JI>KUrc HeBO3MOXK-
HO. Brinonnena miactuyeckas onepanus ¢ yIuloleHHEeM MeXbsi-
TOIMYHOM CKJI/IKM U yaJICHUEM MOPaKEHHOTO OCTEOMUEINTOM
KOITYMKOBOTO M03BOHKA. X071 ONepalliy: TaTOJOIN4YeCKUH y4acToK
KOXKH, COZIeprKallii HanOoJIblIee KOMYECTBO CBUIIEH, U IepBUY-
HBbIE CBUILY UCCEYEH MAKCUMAJIbHO TOHKO U aCUMMETPUYHO Ha
IIPaByI0 CTOPOHY B IpefieaX eCTeCTBEHHON OABMKHOCTHU KUPO-
BOro ciost sirogutl. C MpOTHBOIIOIOKHOM CTOPOHBI 10 BCEH JUTH-
He JocTyma chOpMHUPOBaH MEpPEeMEIaeMblil TOTHOCIOWHBINA KOXK-
HBIH JIOCKYT, UMEIOIIUN B AUCTAIHHON YaCTH YKJIIOHEHHE T10 Y-
re OT aHyca, Al NPOQUIAKTHUKY HATSDKEHUS B JaHHOM oOsacTu.
B o6nacTu paHbl BHIIOIHEH KIOPETAK OCTATOYHBIX 000JI0UEK KU-
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CTBI, 3aTEM OCTAaBIINECS TUIOTHBIE PyOIIOBbIE TKAHH MOOMIIN30Ba-
HBI 0€3 UX MCCEYCHUs MyTEM HAHECEHHs CIUIOIIHOI CeTKH pas-
pe3oB koaryiasitopoM. Tak ObuTH cHOPMUPOBAHBI MATKOTKaHbIE
JIOCKYTbI, MOJUIEXKAIIUE KOXKHOMY JIOCKYTY. JlaHHBIEC JTOCKYTHI CO-
BMECTHO, 0€3 HaTsSDKEHHs INEePEKPhIBAIOT U YIUIOAIOT 00JacTh
OIIEpaIHH, YTO SBISETCS MPOPHIAKTHKON MOCIEONePalOHHBIX
ocnoxHenuil. [Tpu peBu3nn Ha onepanmoHHON paHbl BbISBICHO
e€ coolIIeHNe ¢ MOCIEAHNM KOITYUKOBBIM ITO3BOHKOM, KOTOPBIH
ObUT OCTEOMUENUTHYECKH U3MEHEH, BBIIOIHEHO €r0 yAajeHue,
IIPY HTOM 32 HUM OOHApY’KeH CTapblil ApeHax U3 MOJIOCKHU Nepya-
TOYHOU PE3UHBI, CKOPEE BCETO SABIIABIIUICS JIOKYCOM ITyOOKOro
BocnajeHus. HamoxeHsl 1ociioliHble BHYTPUKOXKHBIE IIBBI C Jpe-
HUPOBAHUEM ITPOCTPAHCTBA TIOJL JIOCKYTOM.

Karamues nanuenTa gepe3 3 roga mocie oneparuu. [locme
NIEPBUYHOTO 3)KUBJIICHUS PaH PeOEHOK CiIydaifHO yIaa Ha sro-
nuuel Ha 20-i IeHb Mocie onepanui, 0TMEYalloch TIOJTHOE pac-
XOXKJICHUE [I0CIIEONEPAIMOHHON PaHbl, OHAKO YUUTHIBAsI OTCYT-
CTBUE HATSDKEHUSI TKaHEH NpH JaHHOM BHJIE IJIACTUKH, paHa 3a-
JKHJIa B JaJibHEHIeM 0e3 0CIIOKHEHHU I Ha MpoCTeiieii MeCTHOM
Tepanud. B nanpHelinieM y manueHTa peuaInBOB He Halmona-
nock. Ha nanHbIil meprnon BpeMeHu Npu 0CMOTPE — HOPMOTPO-
¢buueckuii pyoer ¢ rmagkod MeKXbATOAUYHON MOBEPXHOCTHIO,
6e3 cien10B 00pa3oBaHusl HEPBUYHBIX MUT-CBUILEH. ITo TaHHBIM
MPT — npu3HakoB Hanu4yus rIyOOKMX KHCTO3HBIX 00pa3zoBa-
HUH HE BBISBICHO.

Buisoowl. Tlocne npoBeeHNs ONEpalyu M0 YIUIOMICHHIO
MEXbATOANYHON CKIAKH B HaIlleH MoauduKanuy pequauBa -
JIOHUJAJIbHON 0OJIE3HH HE OTMEUEHO, YTO TAKKe IOATBEPHKICHO
nocuenyromet cepueit uz 16 onepanuil. Kpome toro, 6su1 no-
CTHTHYT OTJIMYHBIA KOCMeTHYeCKHH d(DPeKT. MBI MOXKEM PEKO-
MEH/IOBATh JAHHYIO ONEPAaLUIO Uil XUPYPrUYEeCKOro JICUSHHS
OCIO)XKHEHHON MUJIOHUIAIBHOM OONIE3HH C BOBJIECUEHHEM B BOC-
MaJIMTENBHBIN IIPOLIECC KOMUUKA, B OCTAIbHBIX CIy4asX Mbl IIpHU-
MeHsieM onepauuto Jxurmc.

MHDEKLIMOHHBLIE U HEMH®EKLIMOHHBIE
OCNOXHEHWUA BETPAHOW OCIMbl Y AETEN

NyueHko B.B., Maneto E.M., Hectepog P.C.
HayuHbin pykoBoguTtens: O.5. Kosanés

Poccuincknim HaumoHanbHbINM UCCreaoBaTenbCKUi
MeauUMHCKUn yHuBepenTteT nmenn H.W. Muporosa
Mwun3sgpasa Poccumn, Mockea, Poccus

Knouesbie criosa: eempsiHasi ocra, 0emckue UHhekyuu,
OCIIOXHEHUSI, 8aKUUHOyrnpaernsemMble UHheKyuu

Axmyanosnocms. Berpsnas ocna (BO) 1o cux nop siBisiercst
pacnpocTpaHEHHBIM 3a00JIEBAaHUEM CPE/I JAETCKOI0 HaceJIeHUsI.
3agactyio 3a00yieBaHHE COMPSHKEHO C HEKOTOPBIMH MH(EKIIUOH-
HBIMH 1 HEMH(EKIHOHHBIMH OCIIOKHEHHUSMH, B TOM YHCIIE TIPH-
BOZSIIMMH K JICTAJBHOMY HCXOLY.

[lens: onpenenuTh 4acTOTy BO3MOXKHBIX OCJIOKHEHHU Y Jie-
Tel U NOAPOCTKOB, MH(pUIPoBaHHBIX BO.

Mamepuanvr u memoowi. [IpoBei€H peTPOCIIEKTUBHbIH aHAIU3
206 uctopuii Oone3Hu Aerel u moapoctkos ¢ BO, HaxopuBmmx-
cs1 Ha crarmonapaoM JiedeHud B JIIKB Ne 9 mvmenn I"H. Crepan-
ckoro B 20202022 rr. B uccnenyemotit rpyrre ObUIO Cleayrolee
pacnpezenenue nereit mo Bospacty: ot 0 et g0 2 ner 12 mec —
63 (30,6%) pebénka, ot 3 et go 14 ner 12 mec — 135 (65,5%)
nerei, or 15 nmet no 17 ner 12 mec — 8 (3,9%) nmauueHTos.
B nannom uccrnenoBanuu npeobnananu mansauku (55,33%), ne-

BoYeK Ob1I0 44,67%. Bpemst mpeObIBaHuS TAIIMEHTOB B CTAL[IOHA-
pe BapbupoBaio ot 6 10 12 qHell, B 3aBUCIMOCTH OT OCJIOKHEHHUH.

Pesynomamul. YCTaHOBICHO, YTO 4acTO Cpeau OOIBHBIX
BO BcTpeuaroTcs ciieqyrolue OCI0KHEHU: BTOPUUHOE HH-
(dunupoBaHue KOXKHBIX TOKPOBOB — 165 (80,1%) nanueHTos,
JIOP-naronoruss — 56 (27,1%), naeBmonust — 27 (13,1%),
¢durermona u adbeuece — 23 (11,1%). B kauecTBe comyTcTByIO-
IIero AuarHo3a — ocTpble kumeunsle nHGexnun: 37 (17,9%)
HAIUeHTOB. Peke BCTPEUaloTCsl TaKUe OCIOKHEHHS, KaK Me-
HuHTOdHIEpanut, — 14 (6,8%) nauueHToB, 3a00seBaHus MO-
70BBIX opranoB — 13 (6,3%). Cpenu penko BCTpeHaroIuxcst
OBUTH BBIICJICHBI CJICTYIONINE OCIOKHEHHS: (HeOPHIIBbHBIE CYI0-
poru — 6 (2,9%) nanuueHToB, CHHAPOM CHCTEMHOI'O BOCIAJIH-
TeNbHOTO 0TBeTa — 5 (2,4%), 3a0071€BaHNsT MOYEBBIICTUTEb-
HoH cucteMbl — 5 (2,4%), aptput — 2 (0,9%), neTanbHbli nc-
xon — 2 (0,9%), annenauut — 1 (0,4%).

Bv1600bl. AHaNU3 JaHHBIX I103BOJISIET 3aK/IIOUUTh, UTO €XKe-
roJlHO HaOJoaroTes cilydau ocioxHEéHHON BO y nereit u nog-
pocTkoB. [Ipy oLeHKe BCTPEYaeMOCTH OCIOKHEHUH OBIIIO BBISB-
JIeHO, UTO YacTh nerelt nepeHocsat BO ¢ ocnoxxnennsamu. Yaie
BCEro y MAaIMEeHTOB ObIBACT OCIOKHEHHE, BBI3BAHHOE BTOPUY-
HBIM HH(QULIUPOBAHUE KOXKHOTO MTOKpOBa. BaxHoe MecTo B 1e-
ATEIBHOCTH INeauarpa HeoOXOAMMO OTBOAMUTH paboTe IO aKTy-
aJM3aliy BaKUUHONPO(UIAKTUKY U COOJIOICHUIO THTHEHNYe-
CKOTO PEeKUMa JETEH.

FEMOJIMTUKO-YPEMUYECKUA CUHOPOM
Y PEBEHKA PAHHEIO BO3PACTA

ManoneTtHeBa A.A
Hay4Hbin pykoBoguTtens: H.B. ABaeeHko

MepBbIt MockoBCKkuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcutet nmenn .M. CeueHoBa MuH3agpasa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccus

Knrouesbie crioga: 2eMOIUMUKO-ypeMuyeckuli CUHOPOM,
ocmpoe rogpexxoeHue noyeK, Mo4yesol CUHOPOM,
MUKpOaHauonamuyeckasi 2eMofiumuyeckasi aHemMusl,
0mMéYHbIU CUHOPOM

Axmyanvrocms. I'emonutuxo-ypemuueckuii cunpom (I'VC)
MpejcTaBisieT co0ol cepbE3HYI0 TPOOIIEeMy B TEAHATPUHU U JCT-
CKo Heposorun, SBISSACH OAHON M3 BEAYLIMX IPUYUH OCTPOTO
MOBPEIKACHUS TIOUEK C TIOTCHIIMAIBLHON TpaHcdopmanueil B Tep-
MHUHAJIHYI0 XPOHHYECKYIO TIOYEYHYI0 HEJOCTaTOYHOCTh B Pa3-
JIMYHBIE CPOKU OT Hayasa 3a00JIeBaHusI.

L]env: pecTaBUTh KIMHUYECKOE HAaOMOneHNe peOEHKa paH-
Hero Bo3pacra c ['VC.

Onucanue KIMHUYECKOTro cayyas. Mansuuk, 1 rox 9 mec,
C OTATOIEHHBIM IPeMOPOUIHBIM (HOHOM (aHEMUSI HEYTOUHEH-
HOTO TeHe3a, MPUEM IpenapaToB xele3a Obl1 Hed(HEKTUBEH)
B Hauase sHBaps 2023 r. nepenéc orut. 09.01.2023 sxcTpeHHO
6but noctasieH B JITKB Ne 9 umenu I"H. Cniepanckoro B Tsxé-
JIOM COCTOSIHUH B CBSI3M C MHOTOKPATHOHM PBOTON M pa3BUTHEM
CYZLOPOT, KOTOPble KYMUPOBAJINCH CAaMOCTOATEIBHO. 3a BpeMs
TOCIUTAN3AIMH HAXOAUIICS B OTJCICHHUAX KHIIEYHOU HH(EK-
MM, peaHUMalMi ¥ UHTEHCUBHOW Tepanuu, Hedpoiaoruye-
CKOM. B KiIMHMYECKOH KapTHHE MPHU MOCTYIJICHUU: COCTOSHHE
TSDKENOE, MHTOKCUKAIINS, OTEYHBIA CHHAPOM, apTepHalbHas TH-
MIEePTEH3HUs, ONUTYpHsl. Pe3ynbpTaTsl HccIeJOBaHUN: a30TeMHUS,
TpoMOotuTOneHnss — 60,2 THIC/MKJI; MUKPOAHTHOTIATHYECKast
reMOJIMTHYECKasi aHeMUsl — TeMorIo0uH 74 1/11, npoba Kymo-
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ca mpsiMasi ¥ HerpsiMasi — OTPHIATENbHbI, ITH30LUTO3, TalTo-
robuH < 0,08 /71, MOBBIICHHE YPOBHS JIAKTATACTHAPOTCHA3BI
u D-gumepa, moveBoii cunapom (nporeunypus 7,97 r/mn, mac-
cuBHas spurpouutypust), ADAMTS-13 = 83% , ananu3 xana
Ha KHUIIEYHYIO0 TPYIIY — OTPHIATENbHBIH. IMMyHOXpOMAaTo-
rpadudeckuil Tect Ha Streptococcus pneumoniae — OTpULA-
tenapHbid. C3 — 1,31 /11, C4 — 0,196 /1. YpoBeHb BUTAMHUHA
B,, u ¢ponnesoii kucnorsl B Hopme. ITo nanueiM Y3U novex —
axorpaduueckue NpU3HaKU YBEIUUCHHUS TOYCK C TUPPY3HBIMU
U3MCHCHUSIMU B NTAPCHXUME, I/IHTpaHapeHXI/IMaTO?;HLIﬁ KPOBOTOK
coxpanéH. Habmonancs ¢ quarnozom: I'YC. ocTpoe noBpex/ie-
aue nouek (1o KDIGO — 1 crenens). OcTpblii HHOEKIHOH-
HBIW TacTPHUT, TsDKENast (opMa, TOKCHKO3 C SKCUKO30M 2 cTele-
HU. CynopoXxHBIH CUHAPOM Ha (hoHe TeueHust nHpekuuu ['YC.
3a BpeMs TrOCIUTANN3AUH NalUeHTy IPOBOAUIOCH HH(Y3HOH-
Hasi, aHTI/I6aKT€pl/IaHbHaﬂ, AHTUKOAryJsiHTHas1, CHMIITOMaTu4e-
cKas Tepanusl, iepeauBaHue YpUTpouuTapHoii B3Becu. Ha ¢o-
HE JICYEHUs] COCTOSIHHE peOEHKAa CTaOMIN3HPOBAIOCH, OTEY-
HBII CHHJIPOM KYIIUPOBAH; apTepUaIbHOE NaBIeHUE, (QyHKINH
II0YeK, YPOBEHb TeMOTTI00NHA, TPOMOOIIMTOB, TaKTaTAETUIPO-
reHa3sl HOPMalIM30BajIlCh. B aHamn3e MOYM NMPH BBIHCKE —
MHUKPOIPUTPOLUTYPHSI, MUHUMAJIbHASI IPOTeUHYpUst. PeOEHKY
¢ I'VC nocie BeIIUCKY U3 CTALlMOHAPA PEKOMEHI0BAHO HAOII0-
neHre Hedpoora, KOHTPOJIb apTEPUATBHOTO JABJICHHUS, aHa-
JU30B KPOBU U MO4YH, GYHKIHHU MOUeK, Y3V-KOHTPOIb MOYEK,
KOHCYJIBTALlMsl TEMATOJIOTa U reHeTuka. Ilpu pasBUTHH TPOM-
00THYECKOH MUKPOAHTHONIATUN — CPOYHAs FOCHUTAIN3ALHU.

Bb1600b1. JlaHHBIN KIMHUYECKUH ClTydail TeMOHCTPUPYET Te-
yeHue I'VYC y peOG€Hka paHHET0 BO3pacTa, CBOEBPEMEHHYIO TOCIIU-
TaJIN3AINI0, AUATHOCTHKY U PaHHEe HA4aJo JICYCHHsI C XOPOIIUM
TIOJIOYKUTEBHBIM PE3YJIbTaToM, a TaK)Ke HEOOXOIUMOCTb THHAMU-
4YecKoro HaOmoieH s 3a AeThMu, ieperécimmu ['YC.

HEBPOJIOMMYECKUE N 3HOOKPUHHbIE 5
PACCTPOUCTBA Y NETEW NPU X-CLIEMNTIEHHOU
AOPEHOJIEMKOOUCTPO®UN

MaHoxuHa M.W.
HayuHbi pykoBoauTtens: A.B. LLlanTapoBa

TOMEHCKUIM rocygapcTBEHHbI MEANLMHCKUIA YHUBEPCUTET
MwuH3gpaBa Poccuu, TiomeHb, Poccus

Knrouesnie criosa: X-cyenneHHass adpeHornelkooucmpoghus,
eeH ABCD1, nopaxeHue HepgHoUl cucmeMsl,
Hadrno4YyeyHuKoeasi He00CMamo4YHOCMb

Axmyanornocmy. Anpenoneiikogucrpodus (AJII) — Tsoké-
Jast IPOTPECCUPYIONIasl MaToIOTUs ¢ X-CIEIUICHHBIM PEIeCCHB-
HBIM TUIIOM HacJIeI0BaHUs, MPE0OIaIaeT y JIUI] MY»KCKOTO MOJIa.
3aboneBanne 00ycioBieHO MyTarusiMu reHa ABCD 1, xapakre-
pusyercsi U30BITOYHBIM HAKOIUIEHHEM OYEeHb JJIMHHOLETIOYey-
HBIX JKUPHBIX kucsoT (OJLDKK), uto mpuBOAUT K IeMUEIINHN3A-
Uy 6e10ro BelecTBa TOJI0BHOr0 Mo3ra. KilmHuuecku nposBis-
€TCsl CHMIITOMaMHK OPaXXeHHUsI MepudepruIeckoil U HeHTPaIbHON
HEpPBHO CHCTEMBI; IIPH3HAKaMH Je(UITa TOPMOHOB KOPBI HaJI-
MTOYEYHHUKOB, MOXKET JIeOFOTHPOBATH B IIUPOKOM BO3PACTHOM JHa-
Ha30He, YTO 3aTPYAHSET €€ CBOEBPEMEHHYIO IMarHOCTUKY U OIIpe-
JIeIIsieT HeONMaronpusITHBINA UCXO/I.

Leny: onpenenurs 0COOEHHOCTH KIMHUYECKON KapTUHBI U
CIIEKTpa SHIOKPHHHBIX HAPYIICHUI B nebroTe X-CLeIICHHON
AJIA.

Onucanue KINMHHUYECKOTO cJiyyasi. MaipuuK ¢ paHHUX JIET
pOC 1 pa3BUBAJICA B COOTBETCTBHU BO3pacTHBIM HopMaMm. C 6 et
pOIUTENN OTMEYATH HaIMYWe TUMIEPIUTMEHTAINH KOXKHBIX TO-
KPOBOB B 00JIaCTH JIOKTEBBIX U KOJICHHBIX CYCTaBOB. MaHudecra-
1us 3a001eBaHys IPUILIACH HA BO3pacT 7 JIeT 6 Mec, Koraa Ha
(hoHe MoTHOTO GIAroNnoTy4YHrs Pa3BUIIMCh CUMIITOMBI HAAIIOYed-
HUKOBO# HEJIOCTATOYHOCTH, XapaKTEePHbIC 1a00OpaTOpHbIC U3Me-
HEHUS: DIEKTPOJIUTHBIC HAPYIIECHSI, CHIDKEHHS YPOBHS CTEPOUI-
HBIX TOpMOHOB. [lanuenT momayyan 3aMecTUTENbHYIO TOPMOHAb-
HYIO TEpaIuio, OJJHAKO HEOJHOKPATHO ObLI TOCIUTAIM3UPOBAH C
MpU3HAKaMU JIeKOMIIeHcauu 3aboneBanud. [Ipu ouepeaHom 06-
palieHuy ¢ CHMIITOMaMH alleToHeMuYeckoro kpusa Ha MPT ro-
JIOBHOT'O MO3ra OOHapy>KEHbI 0YaroBbIC JIEMUCITHHU3UPYIOIINE
u3MeHeHust Oa3anbHbIX sjep. [lociie yero npoBeeHO reHeTHYe-
CKO€ HCCIIeJOBaHUE, I7I€ BHISBICHA MATOTCHHAsI MyTalUsl B TeHE
ABCD1, B GMOXMMHUYECKOM aHAIN3€ KPOBH — MOBBILIEHHE KOH-
uentpauuit OJLDKK, yem noarBepxaéH quarHo3: X-crerieH-
Hast AJIJI. [lepBuunast HaAMOYEYHUKOBAST HETOCTATOYHOCTD. Pe-
0CHKy Ha3HaueHa nquerorepanus U macio Jlopenio. B Bo3pac-
Te 8 1eT 7 MeC MaJbuMK HAXOMJICS B OTAECICHUU MEIUIIMHCKOM
reretuku PIIKDB, rie Obu1 npeasioxkeH OJJuH U3 BapHAHTOB Jieue-
HUSI: TPAHCIUIAHTAIMsl T€eMOINIOITUYECKUX CTBOJIOBBIX KJIETOK,
onHako HLA-uneHTHuHBINA TOHOP HE ObLI HalifieH. B nanpHei-
nieM y peO€HKa OTMEYaluch IOBEICHYECKUE HApYIIEHUs: U~
30/1bI HEMOTHBUPOBAHHON arpeccuu, KOH(IUKTHI CO CBEPCTHH-
KaMM; IAaTKOCTh ITOXOIKH.

Bv1600b1. YuuTbIBasi XapakTep U 04epEIHOCTh PA3BUTHSI KIIH-
HUYECKUX NposiBiieHui X-cuermieHnoit AJIJ], kpaiine HeoOxonu-
Ma paHHss KOMILJIEKCHAs TUarHOCTHKA, OCOOCHHO Y MaJIBYHKOB C
PEeLMAMBUPYIOIIMMH KPU3aMU HAIIIOYEYHUKOBOM HEI0CTaTOUHO-
CTH, YTO TIO3BOJIMT CBOEBPEMEHHO HAUaTh TEPAIHIO U yIYUIIUTh
Ka4eCTBO M MPOTHO3 KU3HU MAIHEHTOB.

OLIEHKA AHTPOMOMETPUYECKNX
NMOKA3ATENEW OETEN C AETCKUM
LIEPEBPATIbHbIM MNAPANIUYOM:

KAKUE KPUBBIE POCTA UCMONb30BATb?

MaTtrowuHa A.O., BeicTpeukasa M.M., Nonskosa B.B.,
®depopywkmHa H.A.
HayuHbin pykoBoguTtens: H.I. 3BoHkoBa

MepBbIt MOCKOBCKWI rocyAapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT nmenn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus

Knroyeesnie criosa: [LIN, HeOocmamoyHoCmb numaHusi,
Kpussbie pocma, GMFCS

Axmyanvnocmy. OueHKa GU3HIECKOTO Pa3BUTHSA U HYTpPHU-
TUBHOTO CTaTyca OONBHBIX JETCKUM LepeOpaIbHBIM HapaaInioM
(JAUIT) uacTo npeacTasiseT OONIbLINE TPYIHOCTH, OCOOCHHO Y Ma-
IIIEHTOB C TSHKENBIMHU JABUTATEIbHBIMI HapyIIeHUsIME. Mcmoms-
30BaHUE cTaHAapTOB pocta BO3 mmst OlleHKH aHTpOIIOMETpryIe-
ckux nokasareser 6osipHbIX LT MoxkeT nepeorieHnBaTh Helo-
cTatouHoCTh nuTanus. B 2011 r. pa3padoransl cnenuduueckue
KpuBble pocTa 11t 60abHbIX JILII B 3aBUCMMOCTH OT CTENIEHH Ts-
JKECTH JBUTaTeIbHbIX HapyleHui no kiaccudukanuu GMFCS.

I]ens: cCpaBHUTH TaHHBIE OICHKH aHTPOIIOMETPHUYECKUX II0-
kazarenedl y 6onbpHbIX JILI1, monydeHHbIC C MCIIOJIB30BAHUEM
cranapToB BO3 u crienupuueckux KpUBBIX POCTa JJIsl ICTCH C
JILII, onpenenuts 3HaUUMOCTh OLIEHKH Pa3BUTHUS U HYTPUTHBHO-
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ro craryca 6ompHbIX JILIT ¢ ncnonp3oBanneM marocnenupuye-
CKUX KPHUBBIX POCTa.

Mamepuanvl u memoosi. B peTpoCcIIeKTUBHOE HCCIEI0Ba-
Hue BriIro4YeHo 102 pedénka co cniactuueckumu Gpopmamu JILTT
B BO3pacTe oT 2 10 16 sieT 9 Mec, HaXOAUBLINXCSI HA peabuIuTa-
uuu B HMUL 3n0poBss nereit Munzapasa Poccun. Pocr, Bec, un-
JIEKC MacChl TeJla OLIEHUBAIHM 10 KpuBEIM pocta BO3 n cnenudu-
4ecKUM KpuBbIM pocTa i aere ¢ AL, HagéxuocTh cooTBeT-
CTBUS MEXK[Y UCIIONB3YEMBIMH METOAAMHU OLICHUBAJIHN C TOMOLIBIO
B3BEIIECHHOT0 Kod(duiuenta kanmna Kosna.

Pesynomamei. 13 102 nanmentos 57% ObUIM MaJBuUKH, M-
JaHa Bo3pacrta coctaBuia 5,8 nert. [To knaccupukanuu GMFCS:
ypoBenb | — 5 nmereit, Il — 17 nereit, Il — 27 nmereit, [V —
31 pe6énok, V— 22 pebénka. Macca tena < 50 neprieHTHIs Obiia
y OOJIBIIMHCTBA JIETEH, KaK MpH OLEHKE 10 KpuBbiM pocta JILIT
(54%), Tak u o crannapram BO3 (84%), p < 0,001. Macca tena
< 10 nepueHTHIA KaK MoKa3areib He0CTaTOYHOCTH IUTaHUS Obl-
na'y 8% nereit npu oueHke 1o kpusbiM pocta LI u 'y 64% nereit
o crangapram BO3 (p < 0,001; k = 0). 3anepxka pocra (poct/
BO3pacT < 5 MepUeHTHIIs) OTMeJanach y 55% metelt mpu omeHKe
o cranaapram BO3 u HU y otHOTO peOEHKa MPH OLIEHKE 0 KPH-
BbIM pocta I (p < 0,001; k = 0). BbIsiBI€HO yIOBIETBOPHUTEIIb-
HOE COIIache MEX/Ly KpUBBIMH POCTa IIPU OLIEHKE MACChI Tela Jie-
teit ¢ yposaem GMFCS I-I (k = 0,28 [95% JI1 —0,23-0,63]), npu
JIPYTHX YPOBHSX COINIACHE OTCYTCTBOBaNO. Bec GospInmHCTBA Ie-
TeH, IMEIONINX PELHUINBUPYIOIINE PECIIMPATOPHEIE 3a00IeBaHuUs
Y XPOHUYECKHUE 3amopbl, ObUT < 50 MepLeHTUIsE ¢ 4acToTol 67 1
66% COOTBETCTBEHHO.

Buisoowl. AuTponomerpuueckue nokaszarenu aereit ¢ JLIT
OTJINYAIOTCS OT TAKOBBIX Y 3/10POBBIX, @ HCIIOJIb30BAHIE KPUBBIX
pocra BO3 nepeorieHnBaeT HEAOCTATOYHOCTh MUTAHUS U HMe-
€T HU3KYIO KOppeIsIHo co creruduaeckumu st nerei ¢ JJLTT
KPHUBBIMHU POCTa, KOTOPHIE MOTYT OBITh IOJIE3HBI /151 OLICHKH aH-
TPOMOMETPUYECKUX TOKa3aTeield, 0COOCHHO y JCTEeH C THKENTbI-
MU JIBUTATEIILHBIMHU HApYIICHUSMH.

ANATHOCTUKA CUHOPOMA MNMPAOEPA-BUININ
Y HOBOPOXAEHHOIO

MeHwmkoBa A.A.
HayuHble pykoBoautenu: A.B. LLlanTapoBa,
C.P. KocuHoBa

THOMEHCKMIA rocyaapCTBEHHbIN MEANLIMHCKUA YHUBEPCUTET
Mwun3gpasa Poccumn, TiomeHb, Poccus

Kntouesnie criosa: cuHOpom [Npadepa—Bunnu, Cl1B,
oXXUpeHue, 3adepxKa pocma, CUHOPOM «8551020 pebEHKay,
2uno2oHaduam

Axmyanvrnocms. Cunapom [panepa—Bumu (CIIB) — mynb-
THUCHUCTEMHOE TeHETHYECKOe 3a00ieBaHue, 00YCIIOBICHHOE OTCYT-
CTBHEM DKCIIPECCUH OTIIOBCKUX aKTHBHBIX TEHOB HA JUIMHHOM ILIe-
ye XxpoMocoMmsl 15. HeoHaranbHas THIIOTOHMS SBISETCS OTHUM U3
OTIIMYUTCIIbHBIX TPU3HAKOB 38.6OJ'ICB3.HI/I$I 1 KJIFOYOM K HavdaJly au-
arHOCTHYECKOTro TecTHpoBaHus. Ha 1-M rojmy >KH3HU XapaKTepHBI
3a/1ep’KKa MOTOPHOT'O Pa3BUTHS M HEJIOCTAaTOUHAs TPUOaBKa MacChl
terna. B Bo3pacte ot 1 roga 110 6 jieT 00bIMHO pa3BUBAeTCs ruIepda-
7SI C TIOCIIETYIOIINM POTPECCHPOBAHIEM MOPOUIHOTO OKUPEHHSL.
OCTOXKHEHUS OKUPEHHS (aITHOD BO CHE, JErOYHOE Cepale, caxap-
HbII 1UabeT ¥ aTepocKiepo3); NeHUIUT COMaTOTPOITHOTO TOPMOHA U
TMOBEICHYECKHE TIPOOJIEMbI OTATOIIAIOT KaUYeCTBO JKH3HH TAIIMEHTOB.
CBoeBpeMeHHas! JMarHOCTHKA 3a00J1€BaHUs YIy4IlIaeT IPOTHO3.

L]enw: onpenenuth ocobeHHocTu cuHapoma Ilpanepa—Bui-
JIM Y JIOHOLIEHHOTO peO&HKa B paHHEM HEOHATAILHOM IIEPHOJIE.

Onucanue KIMHIYeCKOro ciay4yas. HoBopoxxa€HHBIN Mab-
YUK POOMJICS OT 1-X CpPOYHBIX ONEPAaTUBHBIX POoB B 39,3 Hex ¢
OLIEHKOI 1o mkane Anrap 6/8 6amuioB. Ou3nueckoe pa3BUTHE
JUCTapMOHUYHOE, HE COOTBETCTBOBAJIO FECTALIOHHOMY BO3pACTY,
MaJIOBECHBII K CPOKY recTauuu (Ipu poXkJIeHUH Macca Tena —
2825 1, mamekc Macel Tena (MMT) — 10,5 kr/m?, 2,76 SDS UMT,
mHa Tena — 52 cm, 1,12 SDS pocrta, OKpy»HOCTb TOJIOBBI —
36 cm). CocTosiHue peOEHKa cpeHel TshKecTH 3a cuéT Tpoduye-
CKMX M HEBPOJIOTUYECKUX HapyIIeHUH. J[BUraTeibHast akTHBHOCTb
Ha 0CcMOTp OblIa CHUKEHA, ObICTPO UcTOIanach. OTMeUanach Mbl-
[IevHast TUIIOTOHHS U THITOpedIIeKCHsI, BSUTBIA cocaTeIbHBII ped-
nexc. [Ipu ocMoTpe U majbianuy B MOIIOHKE M TaXOBOM KaHaJIe
OTCYTCTBOBAJM roHabl. DeHOTUINYECKIEe 0COOEHHOCTH: YMEHb-
IIeHHe OUTEMIIOPATIBLHOIO pa3Mepa ueperna, MUHIaJeBUIHbIH pa3-
pe3 a3, akpoMukpus. Co 2-X CyTOK KU3HH ObLT YCTaHOBJICH XKe-
JyJOUHBIH 30H] C LIebl0 SHTepabHOro nuranud. Ha 3-u cyTku
JKM3HU COIVIACOBaH MEPEBOJ B OT/IEJICHNE ATOJIOI U HOBOPOXKIEH-
HBIX M HEIOHOUICHHBIX JeTel IS JaNbHEeNIIero oocie1oBaHusl.
Ha ocHOBaHMM KIIMHUYECKON KapTUHBI ObIIIO BBIOIHEHO OINpesie-
nenue yposHs 170H-nporectepona, KapHOTHIIUPOBAHUE, MOJIEKY-
JSIPHO-TEHETUUECKUI aHaIM3 UL UCKIIIoueHus cunapoma [pane-
pa—Buu. Ha 18-e cytku xu3nu cunnpom Ipanepa—Bumnu Obin
MIOATBEPKIEH JaHHBIMU F€HETHUECKOTO TECTA.

Bo160o0wbi. TpyaHOCTH paHHEH THATHOCTUKU JaHHOW MaTojo-
rUU 00YCIIOBJICHBI HeCTICN(HYECKUMH (PEHOTHITHUECKUMH U KITH-
HUYECKUMU NPOSBICHUAMHU 3a00JIeBaHUS B HEOHATAILHOM [1E€PHO-
Je. MblieyHast THIIOTOHUS ¢ HApYIIEHUEM COCAHHs B HEOHATallb-
HOM IIE€pUOJIE SIBISETCS OKA3aHUEM AJIsl UCKIIIOUEHUs] CUHPOMA
IIpanepa—Bumn.

OCOBEHHOCTHU PAHHEIO HEOHATAJIbHOIO
NEPUOOA OETEW, POXOEHHBIX C
NCMOJIb3OBAHUEM BCIMMOMOTIATEJIbHbIX
PENPOAYKTUBHbIX TEXHONOIMMMA

MeHwwukoBa A.A., Oonrononosa A.A.
HayuHble pykoBoautenu: A.B. LLlanTapoBa,
C.P. KocuHoBa

TOMEHCKUIM rocygapcTBEHHbIV MEANLMHCKUA YHUBEPCUTET
MwuHsgpasa Poccun, TiomeHb

Kritoueabie criosa: ecrioMoeameribHble PENPOOYKMUBHbIE
mexHoso2uu, 3KkcmpakopropanbHoe 0r1000meopeHue,
becnnodue, 30opoebe Oemeli, 8POXXOEHHbIE MOPOKU
paszsumus

Axmyanvrocme. B HacTosIee BpeMs BCIIOMOTaTelIbHbIE pe-
npoayktuBHble TexHonoruu (BPT) sBistiroTcst ocHOBHBIMU B JIe-
yeHun Oecruioans. HeykIoHHO yBeIMYMBaeTCs YUCIIO JeTeH, 3a-
YaThIX i Vitro. AKTyallbHBIM SBJISICTCSI BONPOC, UIMEIOTCS JIM 3Ha-
YUMBIE pa3IM4us B IOKA3aTENSAX 310POBbS Y JICTEH, POKIEHHBIX
¢ nomompto BPT?

Llenv. onpenenuTs 0COOEHHOCTH TEUSHUSI HEOHATAIBHOTO ITe-
pHoaa HOBOPOXKIEHHBIX, 3a9aThix ¢ moMombsio BPT, a Takke pac-
npoctpanéanocts BIIP B mannoit xoropre neteil.

Mamepuaner u memoosi. IlpoBeneHo odcnenoBanue 578 ne-
Tel, 3a4aThIX C TIOMOIIBIO PA3INYHBIX MeTo/10B BPT.

Peszynomameur. bplnu BbleNeHO 2 Tpynmsl: 1-1 — nertu, 3a-
YaThle C HOMOIIBIO AKCTPAKOPIIOPAIBHOTO OIUIOIOTBOPEHNUs (1 =
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226; 39,1%); 2 — DKO+ uHTpanuTomia3MaTHIecKass HHbEKIINs
(n =352;60,9%). CpenHuii cCpok recTauud B 1-if u 2-i rpymmax
cocraBuin 38,43 + 2,18 u 38,72 + 1,70 nex coorBercTBeHHO. Cpen-
HHE TI0KA3aTeJIM MacChl Tejla PU POXKICHUHU U JIJTMHBI TeJla HOBO-
poxaEHHbIX B 1-if rpynne cocraBunu 3206,84 + 623,69 r [692;
46701 u 51,68 + 3,69 cm [30; 60], Bo 2-it — 3215,73 £ 577,341
[680; 4525] u 51,68 + 3,17 cm [36; 60] coorBeTcTBeHHO. Cpenn
TaTOJIOTUIECKUX COCTOSTHUN Y HOBOPOXKAEHHBIX B 1-1 TpyTITie OT-
Mmeuanuck: achurcus —y 13 (5,75%), runokenst —y 29 (12,83%),
aHeMust HeJJoHOIIEHHBIX — Y 8 (3,53%), TpaH3UTOPHOE TaXUITHOD
HOBOPOXKAEHHBIX — Y 11 (4,86%), HepUBEHTPUKYIIsIpHAsL JTEHKO-
Mamsaust —y 7 (3,09%), kedanoremaroma —y 2 (0,88). Y HOBO-
POXXAEHHBIX BO 2-H TPyIIE YaCTOTA 3THX COCTOSHHUN COCTaBHUIIA:
achukcns — 0,52% (n = 2), runokcust — 13,35% (n = 47), ane-
MU HeZoHOImeHHBIX — 0,85% (n = 3), TpaH3UTOPHOE TaXUITHOD
HOBOPOXKAEHHBIX — 6,53% (n = 23), nepuBEHTPUKYIISIpHAs JIeH-
xomasuust — 4,26% (n = 15), kepanoremaroma — 3,40% (n =
12). Yacrora Bpoxnénubix nopokos cepaua (BIIC) cocrasuna B
1-# rpynme 12,83% (n = 29), Bo 2-it — 8,8% (n =31). B obenx
rpymnmax BIIC ¢ Gonbiiieii 1oseii ObUTH MpeacTaBieHb! 1e(hEeKTOM
MeXnpencepaHon neperopoaku — 7,52% (n = 17) u 5,39% (n =
19) COOTBETCTBEHHO, OTKPBITHIH apTepHanbHbIi MPoTOK — 3,98%
(n=9)u 2,55% (n=9) coorBercTBeHHO. YacToTa BPOXKAEHHBIX
TIOPOKOB Pa3BUTHUS MOYETIONOBOM CHCTEMBI Y JieTei 1-i rpymmbst —
3,09% (n = 7), n3 KOTOPBIX BBISBIISUINCH JIBYCTOPOHHSS ITHEJI03K-
tasust —y 4 (1,76%) nereid, runponedpos —y 2 (0,88%); y ne-
Teit 2-i rpynnsl — 5,39% (n = 19), U3 KOTOPBIX THApPOoHE(DHPO3 —
y 4 (1,13%), nuenoskrazus —y 9 (2,55%), kpunropxusm —y 4
(1,13%). dons nereii 6e3 BpOsKAEHHBIX IOPOKOB pa3BUTUs B 1-i
rpymmne cocrauia 84,07% (n = 190), Bo 2-ii — 85,79% (n =302).

Bwv1600v1. TlomydeHHbIE JaHHBIE CBUIETENLCTBYIOT O TOM, YTO
JIETH, POXKAEHHBIE C UCTIOIh30BaHUEM pa3nuyHbix BPT, He otm-
YaloTCsl APYT OT ApyTa 10 (U3NIECKOMY Pa3BUTHIO, PeaTH3alluy
MaTOJIOTHYECKUX COCTOSHUM, 4acTOTE BPOXKIEHHBIX TOPOKOB pa3-
BUTHS B HEOHATAJILHOM Bo3pacTe. Penko BcTpeuaromuxcsi Gopm
MaToJIOruHK nociie npuMeHeHust BPT He BbIsBIEHO.

MbILULbl — MPULLENbLIbI: PA3SBUTUE,
D®YHKUMUN U UHHEPBALINA

MockoBckas H.B.
HayuHbIn pykoBoguTtens: B.H. HukoneHko

MepBbIt MockoBckuiA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT umenn .M. CeueHosa MuHagpasa Poccumn
(CeueHoBckuii YHuBepcuteT), Mockea, Poccus

Krioueabie crioga: MbiwybI-npuwenbybl, pasgumue,
yHKUuUU, UHHepeayusi

Axmyanvrnocme. B cBs3u ¢ pa3BUTHEM peaOMIIUTAIIHOHHBIX
TEXHOJIOTUii B CHOPTUBHON MEAMILIMHE aKTyaJlbHBIM SABJISIETCS BO-
MPOC 3HAHUS POMCXOXKICHHUS MBIIIL KOHEUHOCTEH M TYJIOBHIIA,
T.K. OT 9TOT'0 3aBUCUT UCTOYHHK WX WHHEPBALIUH.

[]env: moKa3aTh OHTOreHe3 U (PyHKIMOHAIBHYIO 3HAYMMOCTb
MBIIIII-TTPULIEIBLIEB.

Mamepuanvt u memoowi. [IpoBen€H aHaIH3 METUIMHCKUAX U
Hay4YHbIX HHTEPHET-PECYPCOB, B 3apYOSKHBIX U OTEUECTBECHHBIX
Hay4YHbIX MyOIMKALIUH.

Pezynomamer. Ha ocHOBaHMYM aHa/IM3a OHTOI€HE3a U PacCMO-
TpeHus: (PYHKIUOHAIBHOW 3HAUMMOCTH B CPaBHUTEIBHOM (puIo-
reHe3e MBIII-NPUILIENbIIEB ObUIO IPOU3BENCHO paclpe/eicHue
MBIIII] Ha TPYIITEI ¥ IOKa3aHbl aHATOMHYECKHE OOITHOCTH U pa3-

JIYHAS TIPOMCXOMKIEHHST MBI TYJTOBHIIA. YacTh MBI B IIPOIIEC-
Ce pa3BUTHSI MIEPEMEIIAIOTCS C TYTOBHIIA Ha KOHEYHOCTH. Takue
MBIIIIIBI HA3BIBAIOTCS TPYHKODYTATBHBIMU. J[pyTrast 4acTh MBIIIIII,
3aKJIa/IBIBAIOIIASCS HA KOHEUHOCTSX, IEPEMEIACTCS Ha TYJIOBHIIIE.
DTO TPYHKONETATIbHBIC MBIIIIILL. Ha TYJIOBHIIE MBIIIIBI TENSATCS
Ha COOCTBEHHBIE (ayTOXTOHHBIE) ¥ MPEMECTHUBIIHECS HA CITUHY C
TOJTOBBI 1 BEPXHUX KOHEYHOCTEH (TETEPOXTOHHBIE)

Bb1600b1. YCTaHOBJIEHHBIE 3aKOHOMEPHOCTH UMEIOT MTPAKTH-
YeCKUi BBIXOJ JJIsl HCIIONB30BaHMS B KOMITIEKCE PEeaOMIHTAIH-
OHHBIX MEPONPUATHH B CIIOPTUBHON MEAMLIMHE U B HEBPOJIOTUH,
TaKUX Kak MpoBeJeHHe OMMaHyalbHbIX IPOLETYp, Maccaxa, ur-
nopedIeKcoTepanum.

TAXENbIA NCEBOOMEMBPAHO3HbIA KONUT
Y 9-MECAYHON OEBOYKN C CUHOAPOMOM
KAYOANbHOW PEFPECCUU

MyguHoB T.C.
Hay4Hbin pykoBoguTtenb: A.K. ®égopoB

"MepBbIt MOCKOBCKUIA rOCyAapCTBEHHbIN MEAULMHCKUIA
yHuBepcuteT nmeHn N.M. CeveHoBa MuH3gpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
2Hay4Ho-nccnenoBaTensCKUin KMMHUYECKUIA UHCTUTYT
neguaTpun 1 AETCKOW XMPYPrum UMEHW akagemuka

FO.E. Benbtuwesa, Mocksa, Poccus

Knouesnbie criosa: nceadomembpaHo3HbIU Korium, 6051e3Hb
FupwnpyHea, cmeHo3 aHyca, CUHOPOM KaydaribHOU
pezpeccuu, demu

Axmyanonocms. TlceBnoMeMOpaHO3HBIC YHTEPOKOIUTHI
(ITMK) siBisitoTCst TSDKENBIMA OCIOKHEHUSMHU aHTHOAKTepHalIb-
HOW Teparuy, a B JIETCKOM BO3pacTe XapaKTepU3YIOTCs pacipo-
CTpaHEHHBIM ITOPAKEHUEM H TOPIHIHBIM TEUCHUEM.

L]ens: mpencTaBUTh KIMHUIECKHA cirydait Tspkénoro [IMK na
(hoHe cuHIpPOMA KayIaIbHON PErpeccHy.

Onucanue KJIMHUYECKOTO ciaydas. /[eBouka ot 1-if Oe-
pemenHoctu (3KO). Mawme 34 roxa, 6ecrioaue 1 crenenu. Po-
Iibl (husnosoruyeckue Ha 34-ii Henene, OlleHKa Mo HiKajie Anrap
3/5/7 6annos, TshkEnas achukcns. AHTEHATaTIbHO BBISIBICH MOJU-
KHCTO3 CJIeBA, TUIPOHE(PPO3 CIIPpaBa, BHIIIOIHEHBI CTEHTHPOBAHHE
MPaBOTO MOYETOYHUKA H IIACTHKA MTHEI0ypPETePaIbHOrO CETMEH-
ta. [To nanapiM MPT BeIsiBIIeHO Hanmuuue spina bifida L4-S5. Ha-
611r011a71aCh CKJIOHHOCTb K 3all0paM C PACIIUPEHUEM HETEIb TOJ-
cTolt kumky no ganHeM Y3U. 3abomena 20.11.2022: pedbpunu-
TeT U JCHKOIUTYpHs: 000CTPEHNE BTOPUYHOTO MHEToHe(pHTa.
Hauara tepanust: nedenum + cynpdakram, 22.11.2022 orMedeHbI
BSUIOCTB, IO3BIBBI Ha PBOTY, BEIPXKEHHOE B3AyTHE U YBEIUUICHHE
pa3mMepoB )KHUBOTA, YTO OBUIO PACLIEHEHO KaK KOIPOCTa3, OTMEYe-
HO HaJIMYME YMEPEHHOTO CYXKCHHUS aHyCa, a TAK)KE [TOBBIIICHHBIH
TOHYC NPSAMOM KUIIKH, BHIIOJIHEHA CU(OHHAs KIM3Ma. B cBsi3u ¢
HapacTaronieil HHTOKCUKAIMeH Ha CIIeyIoNIre CyTKH O0IbHas Ie-
pesenena B OPUT. Ha Y3U opranoB OproiIHO# MONOCTH MPH3HA-
KM napesa. 3arnojo3peH et [ upimnpyHr-accolunpoBaHHOTO SH-
TCPOKOJIUTA. BrImonHsnocs TMPOMBIBAHHEC KUIIICYHUKA, KOPPEKIIUS
Tepanuu. B ¢BsA3u ¢ HapacTaHHeM MapKepoOB BOCHIAJICHHS U OCTPO-
r'0 MOBPEXKACHUS MOYEK BBHIIOJIHEHA CUTMOCTOMHUS M TOATaKHAS
OHOTICHS TOJICTOW KUIIKH, OTMEYEHO PaCIIMPEHHe CUTMOBHIHON
KUIIKA CO CTEKIOBHIHBIM OTEKOM €€ CTeHOK. [10 TaHHBIM THCTO-
JIOTHYECKOTO MCCIICOBAHUS BBISBICHBI MPU3HAKK KOJHTA, araH-
11032 HeT. B mocieonepalimoHHOM TIepUoJie U3 NPSIMOM KHII-
KM U TI0 CUTMOCTOME TIOJIy4EHO OTJIEJNIIEMOE B BUE OCIIBIX MEM-
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OpaH. JIabopaTopHO MOATBEPKACHO HAMYKE KIOCTPHIHATBHBIX
TOKCHHOB B CTylle. B mocneonepanoHHOM epHoe MPOBOIIH
KOMITJIEKCHYIO TepaIuio ¢ KOPPEKIHeil 1 yCHIeHHeM aHTHOaKTe-
puanbHOTO JeueHus, 06.12.2022 B cBA3M ¢ SABICHUSMH KUIICUHON
HETPOXOJUMOCTH ¥ TOKCHUYECKOIO PaCUIMPEHHs TOJICTOH KHUIIKU
MIPOBENICHBI PENIANIAPOTOMISI, PE3EKIHsI H3MEHEHHBIX YIaCTKOB
CUTMOBHJHOM KHIIKH, PEKOHCTPYKIHS KOJIOCTOMBI, HIIEOCTOMHUSI.
B nmanbneitmem peunauoB [IMK He Obu10. AMOynaTropHO niepe-
Hecna COVID-19. T'oroBuTCS K peKOHCTPYKTHBHBIM OIEPALIUSM.

Bb1600b1. Y neteil ¢ BpOXKAEHHBIM HapyLIEHHEM [1accaxa I10
HIDKHUM OTZAENaM XKeTyL0YHO-KUIIEYHOTO TPAKTa, I0JIyYatomuX
Ha JdTarax JICYCHUs] aHTHOAKTEPHATIbHYIO TEPaIUIo, CISAYET YIu-
TBIBaTh BO3MOKHOCTB pa3Butus [IMK, 3HaYNTETBHO YCIOKHSIO-
IIEro BECh MPOLECC JICUCHUS.

OCOBEHHOCTWU COBPEMEHHOI'O TEYEHUA
WHPEKLMOHHOIO MOHOHYKITEO3A Y OETEWN

MyneHnkoBa A.B., MegBegeBa IN.C., CokonoBa E.B.,
KasakoBa B.A., LLlepemeTbeBa A.B., MupoHoBa O.A.
Hayu4Hble pykoBogutenu: N. CMupHoBa,

A.A. KopcyHckum

MepBbin MockoBCKWIA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT umeHn U.M. CeveHoa MuH3agpaea Poccum
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Knodesble criosa: UHGEKUUOHHbIU MOHOHYK1€03, demu,
COVID-19

Axmyanornocms. UHdexunonHbiit MoHOHYKIIC03 (M) siBisi-
eTcsl MHGEKIMOHHBIM 3200/1eBaHHEM, IMEIOLIUM BUPYCHYIO IPH-
POy, pacpOCTPaHEHHBIM y JI€TEH Pa3HBIX BO3PACTOB M MOPaXKat0-
LIMM TIPEUMYIECTBEHHO UIMMYHHYIO CUCTEMY PAcTyILEro opra-
HusMma. IM npotekaer 6eccumnToMHo y neteid 1o 2 et B 90%
ciydaes, a y aereit 2—10 ner — B 50% . B mocnennee Bpems Bcé
qame VIM npotekaeT TsDKENO ¢ BhIpaKEHHON KITMHUYECKON KapTH-
HOM BHE 3aBCHMOCTH OT BO3pacTa MalueHTOB, YTO MOXKET ObITh
cBsizaHo ¢ ocsiokHEHHBIM COVID-19 npemopOuaHbIM (OHOM.

L]eny: onpeaenutsb ocobeHHOCTH TeueHus IM y nerei.

Mamepuanvt u memoowi. IIpoBenéH peTpOCIEKTUBHBIN aHa-
U3 UCTOpUil Gose3nu 524 nerei, KOTOpbie ObLUTH TOCIUTATIN3H-
posaubl 1 nposnedeHsl B JIIKB Ne 9 nmenu ["H. Cnepanckoro B
tedeHune 2022 r. ¢ ycTaHOBJICHHBIM auarao3om: B27. Mudexuu-
OHHBII MOHOHYKJI€03, B ToM 4uciie 198 (37,8%) nereii (95 manbuu-
koB 1 103 neBoukn) B Bo3pacre 06 ser, 143 (27,3%) —7-12 ner
(68 manpunkoB u 75 nesouek), 183 (34,9%) — 13—-18 ner (97
MAaJIBYMKOB U 86 neBouek). J{iist geranpHOro ananusa obuia chop-
MupoBaHa BbiOOpka u3 100 mereit, B KOTOpO# B KauecTBe arpHoy-
THBHOTO NIPU3HAKa BBIOpAaH BO3PACT JCTEH, MPH ITOM OOJIbHBIC
ObUIH pacrpeneneHsl Ha 3 rpynisl: 1-5 (7 = 33) — oT poxIeHHs
1o 6 ner; 2-51 (n = 33) — 7-12 ner; 3-s (n = 34) — 13—17 ner.

Pesynomamut. Tpeobnanaroimue cuHpoMbl UM y G0JIBHBIX
Pa3HBIX BO3PACTHBIX T'PYII XapaKTEPU30BAIUCH CIEAYIOIINMHI
MIPOSIBIICHUSMU: B 1-1i TpyIINe JAeTel Yalie BCero BhIsABIsUIIACh (e-
OpuibHas Tuxopajka Oonee S nHew (81,8% cityyaes), TOH3WILIIUT
(78,8%), anenounur (72,7%; n3 Hux B 9,6% cirydaeB oTMeyalioch
CIIM3MCTO-THOWHOE OT/AEISIEMOE U3 HOCA), CHHIPOM MHTOKCHKA-
1 (60,6%) ¢ BeIpaKEHHBIM CHIDKEHHEM arreTuTa B 45% ciyda-
eB, renarocruieHomeranus (75,8%), Menkorouednast ceimb (24,2%).
VY GoJbHBIX 2-1 TPYIIIBI CAMBIMU YaCThIMH (POPMAMH MATOJIOTHH
6butn aneHon Mt (81,8%) u Torsmwut (81,8%) ¢ npeobnananuem
JIAaKyHapHOW aHTMHBI, BBISBJICHbIA HHTOKCHUKAIUS (66,6% ciyyaeB)

¢ kanobaMu Ha c1aboCTh U ACTEHN3ALHIO, TeNaToCIICHOMETa s
(42,4%), menxotodeunas coliib (15,5%). B 3-if rpymniie BBIIBICHBI
anenonnut y 27 (79,4%) nerelt, renarocmiueHomeranus (44,1%),
OTHOCHUTEIILHO 4acTO BCTpevaslach M30JIMPOBAHHAsS CIUICHOMETa-
s (26,5%), curapom nHTOKCcHKanuu (41,2%) ¢ npeobnananuem
acteHu3anuu. Y Bcex 00pHbIX MIM HE3aBHCHMO OT BO3pAcTa O~
HAKOBO YacTo BeTpevanachk nommmmMoaneHonarus (74,3%) ¢ mpe-
o0a1aHueM TIOPaKEHUSI INEHHBIX TMM(aTHIeCcKUX y3710B (88,2%).
CpenHee rnpeObiBaHUE OOJIBHBIX HE3aBUCHMO OT BO3pacTa COCTABH-
710 5—6 Koliko-aHei. ITo naHHbIM aHaMHEe3a U CEpPOIOrMUECKUX aHa-
nu30B nepeHecénHblii COVID-19 B 1-if rpymnie ObUT yCTaHOBIEH Y
19 (57,6%) nereit, Bo 2-it —y 7 (21,1%), B 3-ii — y 18 (52,9%),
YTO MOIVIO ONPEJIETUTh OCOOEHHOCTH TeueHust M.

Bvi6oowi. Ha yBennueHne 4acToThl U TSHKECTH TedeHuss UM
y JeTel HemocpencTBeHHO BiusieT nepenecénnsiii COVID-19.
¥ GonpabIx nocsie COVID-19 yame onpeaensiuch cepoaoruye-
CKHE MapKephl Ipyrux WHPEKIH, oTsaromaonmx teueaue VM:
reprec yesoBeka 6 THIla, IUTOMETaIOBUpYCHast MH(EKIUs, XJia-
MUJIMH, aJCHOBUPYCHI, PECIIMPATOPHO-CUHIIUTHAIBLHBIA BHPYC.
VY nereit UM 6e3 COVID-19 B anHaMHe3e BBISBISUIICH TOJNBKO
Mapkepsl UM, BbI3BaHHOTO BUpycoM OmnmiTeitHa—bapp, u otme-
4anock ero Jérkoe tedeHue. Y 6onbHbix IM mitaamero Bo3pac-
ta (0—7 ner) ycTaHoBIIeHA sipKasi KJIMHUYECKasi KapTHHA 00JIe3HI
W CUCTEMHOCTb €€ MPOSBICHUH, YTO SIBJISETCS CIEICTBUEM He-
JOCTAaTOYHOM 3pETOCTH UX HIMMYHHOH CHCTEMBI. B CBS3M ¢ 3TUM
COVID-19 MOxHO paccMaTpuBaTh Kak TPUTTEPHBIH akrop, 3a-
MYCKAIOIINI B Oprann3me pedéHka Mexanusm nepexozna MM ot na-
TeHTHOH (ha3bl K (ha3e aKTUBHOM peIIMKALY BUpyca DMIITeHHa—
Bapp ¢ BbIpaskeHHOHN KIMHUYECKOH MaHu(ecTanuei.

OCOBEHHOCTU TEMEHUA CUHOPOMA
DKAHOTTU-KPOCTU Y OETEN

MypagoBa H.H., LLlep6aHiok U.A.
HayuHbIn pykoBoguTtenb: A.U. AMMHOBa

MepBbIt MockoBcKkuiA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT umenn .M. CeueHosa MuHagpasa Poccumn
(CeueHoBcknii YHmBepcuteT), Mocksa, Poccust

Knouesnie criosa: cuHOpom [xaHommu—Kpocmu,
narnynoeesuKynspHas cblirb, supyc dnwmeliHa—bapp, demu,
8upyc npocmoeo eepreca 6 muna

Axmyanvrnocmo. Cunpom Jxanortu—Kpocru (CAK) — pen-
Koe 100pOKaYeCTBEHHOE CaMOKYUpYIoIeecs 3a00JIeBaHKE, pa3-
BUBaroleecs Ha ()OHE HEIaBHO TIEPEHECEHHOM, KaK MPaBUIIO, BU-
pyCHOH MH(pEKIUHN U MopaXkaroliee MPEeuMyIIeCTBEHHO JeTel B
Bo3pacTte ot 3—6 mec 110 15-16 ner.

L]enw: onpenenuts ocobennoctu TeueHus C/IK, BEI3BaHHOTO
Pa3IUYHBIMU TPUITEPHBIMU ar€HTAMH.

Onucanne KIMHUYeckoro caydas. Manpuuk I1., B BO3-
pacte 1 rona 10 mec B HosOpe 2022 1. ObLI TOCHUTAIU3UPOBAH B
JATKB Ne 9 umenu I"'H. CniepaHCKOro B COCTOSIHUU CPEiHEH Ts-
JKECTH Ha 2-€ CyTKH 0ose3Hn. AHaMHe3 3a00JIeBaHIISI: aIeProJIo-
THYECKUI aHaMHe3 He OBbLT OTATOLIEH, CO CJIOB MaMbl; HAXOJSICh
B KOHTakTe ¢ Oparom, Ooonerorum OPBU, y pe6énka 02.11.2022
Ha ()OHE MOJHOTO 3JI0POBBS OTMEUaIach FUIEPEMUST KOHEUHO-
CTel W nua. 3areM MPUCOSTUHUIIICH 3aJI0)KEHHOCTh HOCA, OCH-
IJIOCTh Tojioca. B mocnenyromye qHU Ha MeCTe TMIIEPEMUH T10-
SIBIJIACH CBIIb, PACIIPOCTPAHMBIIASCS Ha BCIO TTOBEPXHOCTH KO-
HEYHOCTEH, IIeKH, YIIHBIE PAKOBUHEI, OBBICHIIACH TEMIIEpATypa
tena a0 38,5°C. PeG&Hok ObLT rocrnuTanu3upoBad. Ha MmomeHT
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OCMOTpa COCTOSTHHE TIPH TOCTYIICHUH CPeJHEH TSDKECTH, [[BET
IIOKPOBOB OJIeTHO-PO30BLIH. BEIABIAIacH OOMIbHAS HA HETHIIE-
peMupoBaHHOM (pOHE MEJKONAITYJIe3HAasl ChINb Ha HIEKaX, YITHBIX
PpaKOBHHAaX, BEPXHUX U HUIKHUX KOHCHHOCTAX. Cble COIIPOBO-
JKJTANIACh He3HAYUTENILHBIM 3y0M. [1albIipOBaUCh SIMHUYHbIC
TuMaTHYecKre y3IIbl IeHHON rpynmbl 10 0,7 ¢M, MATKO2JIACTH-
YeCcKOH KOHCHCTEHIIUH, HE CHIassHHbIE C OKPYKAIOIMMH TKaHSIMH,
6e300mne3HeHHbIC. [IpU 0CMOTpE TIOJNIOCTH PTa ONpE/Ieisach -
nepeMust 3aJHell CTeHKU IIIOTKH 1 HEOHBIX ayxek. HocoBoe npI-
XaHHe 3aTPYyIAHCHO, U3 HOCA OTACJIACMOE CIM3HCTOTO XapakTe-
pa. B aHanm3e xpoBH NpU NOCTYIUICHUH BBIBICHBI JICHKOIIMTO3
n muMQonHTo3. B OnoxuMudeckoM aHaiu3e KpOBH OBUTH ITOBBI-
[IeHbl KOHIeHTpanuy C-peakTUBHOTO OeJKa M aKTUBHOCTD T1eUé-
HOYHOH TpaHcaMuHa3bl (acnapraraMUHOTpaHcdepasa). YpoBeHb
o6miero IgG Obu1 3HaYKMTENBHO BhIIIE HOpMBIL. [TIIP Ma3ka u3 Ho-
contorky BbriBua JJHK Bupyca Onmreiina—bapp. OGHapy»KeHbl
aHAMHECTHYECKHE aHTUTeJIa K BUPYCY IPOCTOTO Teprieca 6 Tuma,
1gG x Bupycy Omureitna—bapp, SARS-CoV-2. Ha3znauena npo-
TUBOBUPYCHAs Tepalus, aHTUTUCTaMUHHBIE TIpenapaTsl. Yepes
2 Hep B 0o0IIeM aHAIM3€ KPOBU — HEHTPOIICHUS K MOHOIUTO-
HEHUSL.

Buigoowvr. Cunapom Jlxxanortu—KpocTtu otnuyaercs Kiu-
HHYECKUM ITOTUMOPGHU3MOM, YTO 3aTPYIAHSACT €ro JTHAarHOCTHKY.
IockobKy OpakeHUsI MOTYT OBITh OLIMOOYHO THATHOCTUPOBA-
HBI, KaK BUPYCHasI ChIIb, 9TOT CHHIPOM YacTO HEJTOOIIEHHBAETCSI.

HAPYLUEHUSA KATNbLUAN-®OCPOPHOIO OBMEHA.
NCEBOOIMMNOMNAPATUPEO3

MbizgpukoBa A.A.
Hay4yHbin pykoBoguTtens: A.B. Bute6ckas

MepBbIt MockoBCKuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcuteT nmenn U.M. CeueHoBa MuH3agpasa Poccum
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus

Knrouesnie criosa: nceedoaunonapamupeos, XpPoHUYeCcKuUU
aymoumMMyHHbIU mupeoudum, sumamuH D, kanbyud-
gpochopHbIli 06MeEH

Axmyanvrocme. IceBnorunonaparupeos (ITT'TI) — ato Ha-
CJIEJICTBEHHOE 3a00JIeBaHue, 00YCIIOBICHHOE PE3UCTEHTHOCTBIO
nepuepuIecKuX TKaHel K maparupeongnomy ropmony (TTTD).
Ipu 1abopaTopHOil AMArHOCTUKE BBISBISIOTCS THITOKAIBIINEMUS,
runepdocdaremusi, moBbIIeHHbIH ypoBeHb [1TT.

Lenv: onycarh KIMHUYECKUH CITydail 1€BOUKHU C BIIEPBBIE BbI-
sBieHHbIM B 12 et II'TI u comyTcTBYIOIUM 3a001€BaHUEM 11U~
TOBHU/IHOM JKEJE3Bl.

Onucanne KJIMHHYECKOro cayyasi. JleBouka, 12 ner, Biep-
BbIe 00paTUIach K JICTCKOMY 3HAOKpHHOIOTY B jiekabpe 2022 1. ¢
LIEJIbI0 KOPPEKTUPOBKH JIEYEHUSI XPOHUUECKOTO ayTOUMMYHHOTO
tupeonauta (XAWUT) u yTouHeHUs] IPUYMHBI THIIEpIapaTHpeosa.
W3 anamHesa: ckonno3 Ha 1-M rogy »KM3HHU, paHee BBINAICHHUE 3Y-
00B — B 4 roya, nosiBICHUE MOCTOSIHHBIX 3yOOB B OOBIYHBIE CPO-
ku. [Ipn ocMoTpe oOparaiy Ha ceds BHUMaHHE CKOJIMO3 TPYAHOTO
oT/IeNa O3BOHOYHKKA U X-00pa3Hast eopmanust HOT. [1pu cOope
aHaMHe3a BBIICHHIIOCH: HACIICJCTBEHHOCTD oTsromieHa mo XAUT,
CKOJIMO3 ¢ 1-To rofa >KM3HH BCJIEACTBUE BPOXKIEHHOM KIMHOBHI-
HOH nedopmanuy o3BoHKa rpygHOro orena. ITokasarenu Kaib-
uit-ocdopHoro oomena 1o 2021 r. He uccnenoBamnuck. OCCHBIO
2021 1. onpenensincst Hu3kuid yposerb 25(OH)D Ha done mpuéma
MPOQHIAKTHYECKON JT03bI HATUBHOM (hopMbI BUTamMKHa D, 10 1aH-
HBIM aHanu3a fo3a ysenudena 1o 2000 EJI. B anpene 2022 r. BbI-

sIBJIeH THHoTHpeo3 Benencteue XAWT, HasHaueHa 3aMecTHTENbHAS
tepanus. B oktsiope 2022 1. ipu KOHTPOJIE TOPMOHOB IIIUTOBUTHOM
Kene3bl (Ha oHe 75 MKT JIeBOTUPOKCHHA HATPHSI TUPEOTPOITHBIH
ropmoH 3,23 MME/mi (Hopma 0,5-3,5), cBT4 — 12,74 (Hopma 10—
20 IMOIIB/IT)) TIPOBEZICHO MCCIIEIOBAHKE MOKa3aTesne KaubLIui-oc-
(opHoro-oOMeHa. BrisiBrieHsl runokanbuuemus — 1,89 (Hopma
2,25-2,75 mmon/n), runepdocdaremuss — 2,4 (Hopma 1,33-1,92
MMOJTb/JT), BRIpQKEHHOE MOBBIIIeHHE KoHeHTpanuid [ITT — 101,3
(Hopma 1,6—6,9 nMoIB/1T) M aKTUBHOCTH LIETIOYHO (ocharazbr —
637 (nopma 141-460 E]JI/n) npu HopmaisHoM ypoBre 25(OH)D-31
(ropma > 30). ITo maHHBIM 3THX aHAJIM30B 3a0JJO3PEHO HAPYILIECHUE
qyBCTBUTENBHOCTH K IITI" — III'TI. Y4uTeIBast OTHOCHTENIBHO JIET-
koe Teuenne, ycranosieH quarao3 [1I'T1 1b. [Tox konTponem moxa-
3areneit Kanplui-hochopHOro oOMeHa Hadat moaoop /1036l 3aMe-
CTUTENBHON Teparyy anbhaKkaIbIuI0TIOM.

Bv1600b1. JlaHHBIA KIMHUYECKUI Cilydail MOKa3bIBaCT MO3/1-
Hioto Manu¢ecranuto [T I[Tpu ocMoTpe HyKHO 00palaTh BHU-
MaHue Ha KOCTHbIE 1e()OpMaluy, TIPH UX HAIWYMUHU [IPOBOIUTH UC-
clleloBaHue ToKa3arelnei kanbiuii-pochopHoro oomMeHa u mpu
BBISIBJICHHN OTKJIOHEHHUH — HAIIPaBIATh K SHIOKPHHOJIOTY.

KOBUO-CTATYC MATEPU KAK ®AKTOP,
ONMPEOENSAOLWNA COCTOAHUE
HOBOPOXOEHHbLIX OETEN

HasapbsH A.A., Ky3abmeHko A.B.
Hay4Hbin pykoBoguTtenb: [1.B. CyToBckas

Ky6aHckuii rocyqapCTBEHHbIV MEOULIMHCKUIA YHUBEPCUTET
Mwun3zgpasa Poccuun, KpacHogap, Poccus

Knroyesbie cnosa: SARS-CoV-2, kogud-cmamyc,
HOBOPOXOEHHBIU, BPOXOEHHAs MHEBMOHUS, pecrupamopHasi
rnoddepxka, npexoespemMeHHble poObl

Axmyanvrocms. SARS-CoV-2 ocraéres akryanbHOH mpooiie-
Mol B neauarpun. JleranpHoe MOHMMaHNUE BOIIPOCa ¢ TOUKH 3pe-
HHS PUCKOB BOSHUKHOBEHHMS TEX WIIM MHBIX TIOCIEICTBHI MTO3BOJIUT
aKylepam M HeoHaTojoraMm GopMHUpOBaTh ONTHMAaIbHYIO TaKTH-
Ky BEJCHHS, YTO YAYYIINT KaK HACTOSIIEE COCTOSHHE MAlUeHTOB,
TaK ¥ IPOTHO3 OTHOCHUTENIFHO JKU3HHU H 3710POBBSL.

L]ens: onpenenuTh COCTOSTHIE HOBOPOXKIAEHHBIX JETEH C pas3-
JIMYHBIM KOBUA-CTATyCOM MAaTCpu.

Mamepuanet u memooul. PeTpocnieKTuBHO u3y4eHbl 554 kap-
ThI HOBOPOXIEHHBIX ( ¢ stHBaps 2021 1. mo mait 2022 1.). [TepByto
rpymiy cocraBuwin 226 nereil, poxaéHHbIX oT Marepeid, SARS-
CoV-2 nmo3uTHBHBIX Ha MOMEHT POJIOB; 2-f0 rpynmy — 165 me-
Tel, poauBIIUXCS OoT Matepel, mepenécmmx SARS-CoV-2 B ne-
puoa 6epeMEHHOCTH; TPYIITYy KOHTPOJS — 163 HOBOPOXKAEHHBIX
oT Marepeil, He uMmeronux B anamuese SARS-CoV-2 Bo Bpems Oe-
PEMEHHOCTH U POZIOB.

Pezynemamer. [lozutusnbiil [1LP-ananu3 geMmoHcTpupoBain
96 (42%) nereit u3 1-if TPyIIIbL, IPU ATOM Y HOBOPOXKIEHHBIX, HH-
¢uumpoBanHbIX SARS-CoV-2, B 24% ciryuasx 3aboneBaHue mpo-
TeKaslo OECCUMITOMHO, y 76% — ¢ CHMIITOMaMHU peCMpaTOpHOi
undekyy, y 36% 3aperucTpupoBaHa NHEBMOHUS. Bpoxaénnas
ITHEBMOHHMSI JOCTOBEPHO Yallle perucTpupoBaiach B 1-if u 2-ii
rpynmnax (p = 0,001276 oTHOCHTETHHO KOHTPOJIS), TIPU STOM Jie-
TM U3 1-it rpymnmbsl ¢ 0oJbIneit YacToTO# TpeOoBaliCs epeBo] Ha
MCKYCCTBEHHYIO BEHTUIISLMIO JIETKUX M IPyTHe METOIBI PECITH-
paropHoii nopuepxkku (p = 0,00112) B oTin4ne 0T HOBOPOKIACH-
HBIX U3 2-} ¥ KOHTPOJIBLHOH IPyMIl. YCTaHOBIIEHO, UTO Y JKCHIIUH,
uHuuupoBaHHbIX SARS-CoV-2 Ha MOMEHT POJOB U IepeHEc-
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[IMX €ro BO BpeMsi OepeMEeHHOCTH, ¢ OOIbIIEH YacTOTOM HAaCTyIa-
T TIpesKieBpeMeHHbIe poabl (1-s rpynna — 29%; 2-s rpymma —
21%; rpynmna xoutpons — 13%). Hanmensimii 3apeructpupo-
BaHHBII recTallMOHHbIH Bo3pacT (32—-34 Hem) TOCTOBEPHO Yalle
BCTpeyascs B 1-if rpyme OTHOCUTEIbHO 2-i U TPyl KOHTPO-
1 (p = 0,00021 u p = 0,0052 coorBercTBeHHO). [Ipn oneHke no
mIKajxe Anrap MIIaJIeHIbl U3 1-i rpynmbl uMenu Oornee Tsokénoe
COCTOSIHHE B CPAaBHEHUH C KOHTPOJIBHOM, UTO OTMEYaIOCh Kak Ha
1-# (p = 0,00067), Tak 1 Ha 5-it MmunyTax (p = 0,000632), cpenu
1-it 1 2-i1 rpynI 3HaYMMBbIX OTJIMYUI HE YCTaHOBIIEHO.

Bui6oowl. 3apeructpupoBano nHpuuuposanue 42% nereii ot
KOBHJI-TIO3UTHBHBIX MaTepel; y KaXKI0ro TPEThero NHGEKIHs Ipo-
TeKaa ¢ pa3BUTHEM THeBMOHHHU. He3aBucuMo OT KOBHII-CcTaTyca
poxenunsl SARS-CoV-2 yBenniuBaeT prcK MpekIeBPEMEHHBIX
POIOB, BPOXKAEHHOW ITHEBMOHHUH M aC(UKCHUHU. YCTaHOBIICHA TIPsi-
Masi KOppeJIsIus MO3UTUBHOTO KOBHU/I-CTATyca MaTepy U Mmorpeo-
HOCTHU B PECIIUPATOPHOM MOJIEPIKKE.

PABAOMUOJIN3 — TERRA INCOGNITA
B NEAUATPUA

HasmytouHosa J1.P.
HayuHbin pykoBoguTtens: A.A. KamanoBa

KasaHckuii rocyqapCTBEeHHbIN MEAULMHCKUIA YHUBEPCUTET
Mwun3sgpasa Poccumn, KasaHb, Poccus

Knrouesnie criosa: pabdomuonus, CUHOPOM Yumornusa,
3/710KaYecmeeHHasi 2urnepmepmusi, KIUHUYECKUl an2opumm

AxmyansrHocmy. CHHIPOM IUTON3A 3a4ACTYIO TIOMOTaeT Te/Iu-
arpy Ha4yaTh MOKCK MaTOJOIUH TenaToOMINapHON CUCTEMBI, HO TTOJT
MacKoi TIOBBIIIIEHHUS yPOBHS TPaHCAMIHA3 MOTYT JICOIOTHPOBATh pa3-
JIMYHBIC 3a00JICBaHHs1, B YaCTHOCTH, CHHAPOM pabaoMuoin3a. Padio-
MHOJIN3 — KIIMHUKO-JIA00PaTOPHBII CHHIPOM, BO3HUKAIOIIHH BCIIE/-
CTBHE MOBPEKICHHUSI CKENIETHBIX MBIIII ¢ OCBOOOYKICHUEM KJIETOUHO-
TO COMIEPIKUMOTO MHOIIUTOB B T1a3My. YacToii MpHINHON CHHIpOMa
padmoMHONN3a SIBISIETCS] BUPYCHAsT MH(BEKIHs. TpurrepaMu MOryT
OBITh OaKTepUaTbHbIe HH(EKIMH, TpaBMa, TPUEM HEKOTOPBIX JIeKap-
CTBEHHBIX CPEJICTB, HACIIE/ICTBEHHbIE 0OJIe3HH OOMEHA, MBIIIIEYHBIE
quctpodun. [Toka He cymecTByeT KIMHUYECKUX MPOTOKOJIOB U pe-
KOMEH/IAIUH 110 TMarHOCTUKE U JICYCHUIO PaOIOMHOIIH3A.

I]env: MOBBIIIEHNE OCBEIOMIIEHHOCTH Bpadell O COBPEMEH-
HBIX METOJaX JMarHOCTHKH M TEpanuu pabJoMUOIn3a B Ieana-
TPHYECKOH MTPpaKTHKE.

Onucanne KIMHUYECKOro cay4as. [lanuenr, 4 roxa, mocrty-
ITUJI ¢ JKaio0aMu Ha TOBBIIICHHUE Temrepatypsl Tena 10 40,5°C,
He KyMHUpYyIOoIIeecss MPUEMOM KapOMOHMKAIONINX CPEeaCcTB. 13
aHaMHe3a U3BECTHO, YTO 3a 2 JTHS 10 TOCHUTAIM3AIMN OTMeYall-
cs morbEM TeMIeparypsl Tena 1o 38,9°C, nuxopajka 1ioxo mnoji-
JaBasach KOppekiuu. [TarmeHT ObLT ToCIHTaT3UPOBaH 110 MECTY
JKUTEIBCTBA C Kal00aMH Ha HEKYNHPYIOUIYIOCS THIEPTEPMHUIO,
orcytcTBHe anneruta. Ha GoHe nHQY3HOHHOH Teparuu oTMeya-
JIOCh CHIDKCHHE JINype3a, B OHOXMMHUUECKOM aHAIIN3e KPOBU 00pa-
11ai Ha ce0s BHUMAaHUE CUHIPOM IIUTONN3a: aTaHHHAMHHOTPAHC-
¢epaza (AJIT) 221 EJl/n, acnapraramunorpancgepasa (ACT)
591 EJI/n, noBbIlIeHHe YPOBHSI CBIBOPOTOYHOTO KPEaTHHUHA 10
144,4 MkMOJIB/11, B O0IIIEM aHAIM3e KPOBH — JICUKOIIUTO3 10
15 x 10%n. Jlns yTouHEHHSs TeHe3a CHHAPOMA IIUTOJH3a U TI0 TS-
JKECTH COCTOSIHUA TALIMEHT NEPEBENEH B CTALIMOHAP TPETHETO
YPOBHS M TOCIUTAIN3UPOBAH B peaHUManmoHHoe otaenenue. Co-
CTOSIHUE TIPH MTOCTYIUICHUH KpaiiHe Tskénoe. B OMOXUMUYECKOM

ananuse kposu: AJIT 426 EJI/n, ACT 2518 EJI/n, kpeatunun 74
MKMOJIB/J1, kpearnHpochokunaza (KOK) 391 EJI/xn, nakraraeru-
nporenasa (JIZIT) 3547 EJI/n. ITLIP xpoBu Ha repriecBUPYCHI: BbI-
asineHa JIHK Bupyca Dnmreitna—bapp. Ha 4-ii nenp O6onesHu:
AJIT — 642 Ell/n, ACT — 1929 EJl/n, KOK 68101 E[l/n, JIAT
— 3280 E/I/n. BricTaBiieH KIMHUYECKUN TUArHO3: HH(EKIHS BU-
pycom Dmireiina—bapp, Tskénas popma. 'enatut BeICOKOI cTe-
neHu akTuBHOCTU. OCTpoe MmouevHoe MOBpeXIeHHE | CTereHu.
Cunapom pabromMuonn3a Ha OHE 37I0Ka4eCTBEHHOH THIIEPTEPMHUH.
Ha ¢one npoBoaumoro neuenus Ha 17-i neHs y peb&Hka ood1ee
COCTOSIHUE CTaOMIIN3UPOBAIIOCH, CHHPOM IIUTOJIM3a KyIHPOBaH.
Bvi6oowvr. Camas dacTas IpUuruHa paOIOMHONK3a B IeAHa-
Tpuueckoit nmpakruke — uHpekus. [Toppimenue yposas KOK B
KpOBHU OoJiee yeM B 5 pa3 — BaKHBIN JHMATHOCTHYCCKUI KPUTE-
puii padnomuonusza. OCHOBHBIM METOIOM JICUCHHUS ALUEHTOB C
pabaoMHOIN30M SIBIISiCTCS MH(Y3UOHHAS Teparus.

AOANTALUMA OETEA C CUHOPOMOM JAYHA
K CTOMATOJIOM'MYECKOMY JIEYEHUIO

HukoneHko B.M.
HayuHbi pykoBoauTtens: M.B. KoponeHkoBa

LleHTpanbHbI HAay4YHO-UCCIeA0BaTENbCKUN UHCTUTYT
CTOMAaTONOrM1 1 YentCTHO-NMLUEBON Xupypriv MuHaapasa
Poccun, Mockea, Poccus

Krrodyeesle criosa: cuHOpom [ayHa, cmomMamosio2uyeckoe
neyeHue, adanmauus

Axmyanvrocms. B cBA31 ¢ yBEeIMYEHUEM YUCIIA JETER C 0CO-
OEHHOCTSIMH Pa3BHTHS BO3PACTAET 00PANIAEMOCTb HX POJHUTEINCH
3a CTOMATOJIOTHYECKOM momoniso. OaHaKo JeueHne B amOyia-
TOPHBIX YCJIOBUSX JaHHOM KaTeropuH MallieHTOB MOXKET BbI3BATh
TPYAHOCTH M3-3a MX IICUXOAMOIIMOHAIILHOTO CTaTyca.

L]env: pazpaboTaTh aaropuT™ aJarTaluy JIeTel ¢ CHHIPOMOM
JlayHa K CTOMaToJIOrMYECKOMY JICYEHHIO B aMOYJIaTOPHBIX YCIIOBHSIX.

Mamepuanwvr u memoost. Hamu nabnronanocsk 23 pedbHka
(13 neBouek u 10 ManpauKOB) ¢ cuHApoMoM JlayHa B Bo3pacTe
7—12 net. CTromaronornyeckoe MpOCBEIIeHHE POJUTENCH U Jie-
Tell, 0CMOTp, a TaK¥Ke ONpeJieIeHNe YPOBHs FTMTUEHBI PTa Yy BCEX
YYaCTHUKOB MCCIIE0BaHUs IIPOBOIMIIN Ha Oa3e OIaroTBOpUTEIIb-
Horo ¢onna JlayHcaiin.an B Mockse. [1oBTOpHBIN cTOMaTONOIM-
YECKUI 0CMOT, JIOTIOJHUTEIIbHBIE METOJIbI 00CIeJOBAaHUS, ITPO-
(heccroHANBHYIO TUTHEHY PTa U HEOOXOMMOE CTOMATOJIOTHYe-
CKO€ JIYEHHUE OCYILECTBIISIN B OTJEJICHUH TOCIIUTAIbHON IETCKOM
CTOMATOJIOTHH.

Peszynomamer. I3 23 nereii ¢ cunapom JlayHa He yanoch npo-
BECTH CTOMATOJIOTMYECKUI OCMOTP M OIIPEAEIUTh YPOBEHb IHIHe-
HBI pTa ToJbKO 2 eTsiM B Bo3pacte 8 1 10 net. Cpenn 21 pebénka
cpennee 3HaueHne naaexca UI'P-Y cocrasmmo 2,5, 910 COOTBET-
CTBYET HEyJOBJIETBOPUTEIILHOMY YPOBHIO 'MrueHsl pra. [Ipu oc-
MOTpE B YCJIOBHUSIX CTOMATOJIOTHYECKOTO KAOMHETa OCYIIECTBUTD
TUTHEHY pTa C MOMOIIBI0 a0pa3suBHOM NAacThl M MIETKU YIAIOCh
BceM JaersM. CpenHee 3HaY€HHE MHTEHCHBHOCTH Kapueca 3y0oB
CpeIy BCeX yYaCTHUKOB 00CIIeJOBaHUS COCTABIIIO 5,5, 4TO SIBIIS-
eTcsl BBICOKUM ToKa3aresneM. CTOMaToI0rHyeckoe Je4eHne B yciIo-
BUSIX 0011eT0 00€300IMBaHMS B CBSA3HU € OOIBIINM 00EMOM OBLIO
noka3zano 8 nersm. IIpu sTom u3 23 nereii panee jnedmsiu 3yOsl B
YCIIOBHSX Hapko3a 9 uenoBek. MequkaMeHTO3Has ceaanus Obuia
roKa3aHa 5 ieTsiM ¢ cuHApoMoM JlayHa u3-3a HebombIoro oobéMa
HEO0OX0AAMMOT0 CTOMATOJIOTHYECKOTO JICYEHHsI M OTCYTCTBUS aJleK-
BaTHOTO COTPYIHUYECTBA JICTEH ¢ OKTOpoM. B co3Hannu 60bHO-
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IO CTOMATOJIOTHYECKOE TEPAeBTUYECKOE U XUPYPrHYECKOe Jieue-
HHUE OBLIO MPOBEICHO 6 JeTsAM ¢ cHHIpoM JlayHa.

Bui1600vr. Oka3aHue CTOMATOJIOTHYECKONW ITOMOIIU JCTSIM
¢ cunapomoM JlayHa B aMOyJaTOPHBIX YCIOBHSIX BO3MOXHO
MpU COOJIOICHUH aJITOPUTMA aJlallTAlluK JTaHHBIX MMallieHTOB.
3apaHee npoBeAEHHBIH OCMOTp pTa JeTeil B 3HAKOMOU 00cTa-
HOBKE M HCIIOJb30BaHUE JOMOJHUTEIbHBIX aJaNTaliOHHbBIX
METO/IOB BO BPEMS CTOMATOJIOIMYECKOTO JICUEHUS MT03BOJIAIOT
0Ka3aTb CTOMATOJIOTMYECKYIO TOMOIb JAHHOI KaTeropuu na-
IMEHTOB B CO3HaHMU. JleueHue B ycinoBusax obuiero o6e360-
JUBaHMS TIOKA3aHO NMPHU OOJBIIOM YHCIIE MOPaKEHHBIX 3y0OB,
a TaK)Ke MaJIOKOHTAKTHBIM JICTSIM B COOTBETCTBHH C IPEJJI0-
JKEHHBIM aJTOPUTMOM.

CKOPAA MEOMLIMHCKAA MOMOLLb AETAM
C TEPMUYECKON TPABMOM
HA OOroCrnuTAINIbHOM 3TANE

O6opkuHa A.C.
Hay4yHbin pykoBoguTtens: J1.U. BygkeBu4

Poccuinckuni HaumoHanbHbIN nccneaoBaTenbCKum
MeaVUMHCKMIA yHnBepcuTeT nmenn H.W. MNuporoea
MwuH3snpasa Poccun, Mocksa, Poccusi

Knrouesnie criosa: nepeasi moMowb rnpu oxoaax y 0emed,
dozocnumarbHbIU amarn

Axmyanbrocms. MeMIMHCKast IOMOLLIb PU 0’KOTaX 4acTo OKa-
3bIBACTCA XUPYypraMu Win TpaBMaToJI0raMu paﬁOHHbIX, TOPOACKHUX
OONBHUIL U MOJIMKIMHUK, & IPH MAacCOBBIX MOPAKEHUSIX B IKCTpE-
MaIbHOM cUTyaly — BpadamH 1000 apyroii cnenuansHocTy. O0-
[IMPHOCTD HAIIEH CTPaHbI, HEJOCTATOYHAsI 00ECTIEIeHHOCTh COBPe-
MEHHBIMH CPEICTBAMH 3BAKYaLlHH TSDKENO 000MOKEHHBIX 3HAIUTEIb-
HO 3aTPYJIHSAIOT JA0CTaBKy MOCTPaJaBIIMX C MECTA IPOUCILECTBUS
HETIOCPE/ICTBEHHO B O3KOTOBOE OTzeeHne. OT ypOBHSI OKa3aHHs Me-
JMILIHCKOH TIOMOIIM 000AOKEHHBIM, OT €€ aJICKBaTHOCTH U CBOEBpE-
MEHHOCTH MPEJOCTaBICHHUS elIE 10 OCTYIUICHUS B CIICLUAIU3UPO-
BaHHBII 0)KOTOBBIH CTAIIIOHAP BO MHOTOM 3aBUCHT Cy/Ib0a OOIBHOTO.

L]env: onpeneuTh 9aCTO BCTPEUAIOIINECS OMIMOKN OKa3aHUs
ckopoit MeauiuHckor nomoru (CMIT) getsim ¢ oxxoramu Ha Ji0-
TOCIMTAIBHOM dTarne. MitocTpanueil sBiasieTcs OpUruHaabHbINA
KJIMHUYECKHUN TIpUMep:

Onucanue KJIMHUYeCKoOro ciayvas. Pe6énok T., 2 rona
4 mec, nocrasieH ¢ moxapa B 16:00 4 B crienuain3upoBaHHBINA
CTAI[OHAP TI0 BBI3OBY, IpUHATOMY B 14:47 4. JIOKyMEeHTaIbHBIX
JTAaHHBIX O BBEJCHUH JICKAPCTBEHHBIX CPEICTB Ha ATl IBaKya-
uH He npenoctasieHo. Juarao3 CMIT — oxor II crenenu oGe-
UX BEPXHHUX KOHEYHOCTEH, ITPaBOi HUKHEI KOHEYHOCTH, CITUHBI.
JlMarno3 npu NoCTyIUIEHUN B KIMHUKY oxor ruiameneM II-11I cre-
[I€HH JIMIA, CIIMHBI, 00EUX BEPXHUX M HIKHUX KOHEYHOCTEHl Ha
mwiomaan 18%. TepmounransuuonHas TpaBma. OTpaBiieHHE MPO-
nykramu ropenus. [Ipu nocrymienun cocrosnue Tsxénoe. Ypo-
BEHb CO3HaHUs1 — conop. OnaneHsl pecHUIbl 1 Opou. Ha nuie
THIIEPEMUS KOXKH M STHJIepMalibHbIe My3bIpH. [Ipu aycKynbranuu
XPHUIIBI HAJT BCEl MOBEPXHOCTHIO JNErKuX. [lpn quarnocruueckon
JIAPUHTOCKOIIMY TEPMOMHTATALIMOHHOE TopakeHue. PeOEHok B Te-
ugenne 14 cyt maxonuics va UBJIL. [IpoBoannack HEKpIKTOMHUS €
ayTOAEPMOITIACTUKON. BrImucan 1oMol B yIOBIETBOPUTEIHLHOM
COCTOSIHUM Ha 25-¢ cyTku. JlonylieHHbIe OMOKH: HeT 00e30011-
BaHMS [IPU 9BAKyaIMH, HEJJOOLIEHKA TSHKECTH COCTOSIHUS ITOCTpa-
JIABILIET0, HE JMAarHOCTUPOBAHO TEPMOUHTAISIIMOHHOE ITOpaXke-

HHE U OTPABIICHUE IIPOYKTAMU TOPCHHSI, OTCYTCTBUE KHUCIOPOI-
HO# TOJIICPIKKH BO BPEMsI 3BaKyarL[HH.

Bu1600b1. KauecTBeHHO OKa3aHHasl epBasi IOMOIIb peO&H-
Ky C O)KOTaMH JI0 TIPHe3/ia B CTAIIMOHAP CIIOCOOHA CYIIECTBEHHO
MOBIUATH HA 00Iee COCTOSTHHE MOCTPAJABIIETr0 U 00JIerYuTh
TEUCHHE PaHEeBOTO Mpolecca, YTO CKa3bIBASTCs Ha JNajbHei -
meM (U3NIECKOM HCXOJE U MCUXO03MOIMOHAIBHBIX MMOCIE-
CTBHSIX TPaBMBI.

* %k ok

B3AMMOCBA3b KOJIEBAHUA CYTOYHOIO
PUTMA APTEPUAINIbHOI'O OABNEHUA

WU METABONIMYECKNX NOKA3ATENEW Y OETEN
M nogPOCTKOB C OXXKUPEHUEM

OnenHuk O.A., CamonnoBa KOOI, MarBeeBa M.B.,
3axapuyk N.U., Wynuko J1.M.

Hayu4Hble pykoBogutenu: O.®. OnenHuK,

k0.l CamonnoBa

Cunbupckuii rocyapCTBEHHbIN MEOULMHCKUA YHUBEPCUTET
MwuH3zgpasa Poccuun, Tomck, Poccua

Knouesnbie criosa: oxupeHue, demu, CMAL, nunudHbIl
npocghusib, 2roKo3a, apmepuarbHas 2unepmeH3susi

Axmyanvnocme. OXHUpEHNE W apTepHalbHas THICPTCH3HS
(AT’) BHOCAT 3HAUUMBIH BKJIaJ] B CTPYKTYPY (DaKTOPOB pHCKa pas-
BUTHS CEPICUHO-COCYIUCTBIX 3a00/IeBaHI, (OPMHUPYIOIIMXCS B
nerctBe. OHAKO B MEAMATPUUECKON MPAKTHKE €IIE HEe Ompeaee-
HBI 3HAYMMBIC U JOCTYITHbIC KJIMHUKO-METa00INUECKUEe MapKEPhI
KapIHOBaCKYJISIPHOTO PUCKA y MAIIEHTOB C OKUPEHHUEM.

Llenv: onpenenTb B3aUMOCBSI3b KOJICOaHU CYTOYHOTO PHTMA
aprepuaibHOro aasieHus (AJl) u okasareneit ropMOHaIbHO-Me-
TaboNINYeCcKoro MpoduiIs y AeTeil U OAPOCTKOB C OKUPEHHEM.

Mamepuanvl u memoowi. KomruiekcHo o0ciienoBato 82 pe6eH-
Ka (46 manpunkoB u 43 neBouku) B Bo3pacte 10—15 ner ¢ oxupe-
HueM (SDS unmexca maccet Tena 2,88 [2,75; 3,41] u 2,93 [2,59;
4,05]) cooTBeTCcTBEHHO; 44 310pOBBIX peOEHKa (22 MaTbunKa U
22 neBOYKM) BOLLIH B TPyITy pucka. CyToO4HO€ MOHUTOPHPOBA-
nue AJl (CMAJI) npoBOIHIIOCH TI0 CTaHAAPTHONH METOIUKE C T10-
MOIIbIO anmnapara «BayieHTa», ypoBEeHb INIIOKO3bl U JIMIHUAHBIN
CHEKTp onpeaessuin Ha aHanu3arope «Express-550». [Tonyuen-
HBbIE IaHHbIe 00pa0OTaHbI CTATUCTHYECKH.

Pezynomamur. Tlpu pa3oBbix namepennsx A/l B 00enx rpyrmmax
JieTell OTCYTCTBOBAJIN KIMHIYIECKHE CTATUCTHIECKH 3HAUYNMBIE pa3-
nuust. [Ipu ananmze nanabix CMAJL y etelt ¢ m30bITOUHOI Mac-
co¥ Tena ObUIO BBISBICHO HAPYIICHUE IIUPKAHOTO PUTMA CHCTONH-
yeckoro AJl (CAl) ¢ nmosiBnenueM y 25% manbaukoB «nightpiker»,
B 11% — neBouek «overdipper» u B 67% — neBouek «nondipper».
B rpyrimne KoHTpoIIst 105151 JeTel ¢ COXpaHHBIM IUPKATHBIM PUTMOM
AJl He BEIXOAMIIA 3a Ipeneisl 75%. IIpu 3ToM OBUTH BBISBICHBI
3HAUYUMBIE MTOJIOKUTENBHBIE KOPPEIuy Mexkay TanHbiMu CMA /]
(cpenrne CA/l u JIAJL nuém 1 HOubtO) M KOHIIeHTparusmu JITTOHIT
(r=0,519,r=0,513,7=0,580 u »=0,492 coorBercTBeHHO; p < 0,05),
OTpHIIATENIbHBIE KOPPEJALUU Mex1y ypoBHsIMH cpeanero CAJL
nHéM, BapradenbHocThio CAJL, JIAJ] u UCC u conepxanuem JIIT-
BII (r= 0,517, = 0,471, » = 0,468 u r = 0,477 COOTBETCTBEHHO,
p <0,05). Cyrounsie npodpunu CAJl u TAJl MOJIOKUTEIBEHO KOp-
penupoBany ¢ ypoBHeM rmoko3bl (7 = 0,519, » = 0,517 coorser-
cTBeHHO; p < 0,05).

Bv1600b1. Cytounble konebanus AJl OJIOKUTEILHO KOPPEu-
poBanu ¢ ypoBHsiMu JITIOHIT u mtoko3bl B CBIBOPOTKE KPOBU U
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orpuiaresibHo — ¢ yposHeM JITIBII. Ha done oxxupenus y nereit
oTMeJasoch Hemocratounoe cHmxkenne yposueid CAJl u JIAJl B
HOYHOE BpEMsl CYTOK, UTO SIBJII€TCS HE3aBUCUMBIM IIPEIUKTOPOM
dopmupoBanus Al OTcyTcTBHE OTKIOHEHUH OT HOPMBI IIPH 011~
HOKpATHBIX M3MepeHusix A/l He MOo3BOJIseT B paHHUE CPOKHU pac-
no3Hath (popmupoBanue Al, 4To CBUIETENBCTBYET O Iesecoo0pas-
Hoctu npuMeHennss CMA/I st paHHel AMarHOCTUKY KapIuoBa-
CKYJISIDHOTO PHCKa Y I€TeH ¢ O)KUpEHUEeM

k %k sk

NMPOrHOCTUYECKOE 3HAYEHUE CMNEKTPA
LUTOKMHOB CIIOHbI NPU OCTPbIX

N XPOHUYECKUX PELUMOUBUPYIOLLIUX
CTOMATUTAX Y OETEN

OnumxoHoBa @.0.
HayuHbin pykoBoguTtensb: Y. CamueBa

CamapkaHackuin rocygapcTBEeHHbIN MeaULMHCKIN
yHuBepcuteT, CamapkaHa, Pecnybnvka Y3bekuctaH

Kntoyesnbie crosa: demu, UUMOKUHbI, cmomMamum

AxmyanbHocmb. AHAJIN3 HUTOKMHOBOI'O CTaTyca CJIIOHBI MO-
JIOCTH PTa BaXKEH UL KIMHUYECKOI MPAaKTUKHU, T.K. OH OTPaxaeT
MHJIMBUYaJIbHYIO IEPBUYHYIO PEAKIMIO Ha OaKTepHUalIbHbIe H/UITH
BUPYCHBIE areHTBI, YTO MMO3BOJISIET OMPENIENUTh XapaKTep TeUSHHS
mporecca, ClporHO3UpOBaTh €ro UCX0J U 0OBbEKTHBHO OICHUTH
s dexTUBHOCTD JeueHus. OmyOnnKoBaHbl ¢IMHUYHBIC PAOOTHI,
MOCBSILEHHBIE KIMHUYECKOW 3HAUMMOCTH M3MEHEHUH ypOoBHEH
LIUTOKUHOB B IOJIOCTU PTa, CBSI3aHHBIX C [IATOJIOTHEN CIM3UCTON
000JI0YKH HOJIOCTH PTa.

L]env: onpenenuTh CIEKTP UTOKMHOB CEKpeTa POTOBOM MO-
JIOCTH Yy JeTel M MX MPOTHOCTUYECKOE 3HAYE€HHE MPU OCTPOM U
XPOHHYECKOM PELUIUBHPYIOLIEM CTOMATHTE.

Mamepuanst u memoosi. [IpoBeneno odcnenoBanue 74 60ib-
HBIX C OCTPBIM U XPOHHYECKUM CTOMAaTUTOM. Bee obciieoBanuble
JIeTd ObLIM paclpe/ieieHbl Ha 2 rpynmsl: 1-s rpynmna — 52 peGen-
Ka C OCTPBIM CTOMAaTHUTOM, 2-10 TPYIIly COCTaBHIN 22 peO&HKa C
XPOHHYECKUM PELUIUBUPYIOLNIMM CTOMAaTUTOM, B KOHTPOJIBHYIO
rpyniy Bouik 20 yCIOBHO 30POBBIX JeTei. Y BCEX MAIMEHTOB
C TMOMOIIBI0 UMMYHO(EPMEHTHOTO aHaIn3a OBbIJIO OIPENETIEeHO
COoZiepaKaHNe UTOKUHOB B CIIFOHE MOJIOCTH PTa: HHTEPJICHKUHOB
(MJ1) -1B, -4 u dakropa Hekposa omyxonu-o (PHO-a) B 3aBucH-
MOCTH OT TSDKECTH M (ha3bl 3a00JIeBaHHUS.

Pesynomamer. Konnentpaius NJI-1B B cirone nereit 1-it rpym-
el coctaBuia 128,0 + 14,04 /v, 2-if — 196,0 £+ 20,76 nr/mi,
KOHTponbHOH — 21,8 + 1,80 nr/mu1. Pasnuuus Mexny rpynnamu
ObutH cTaTucTHYecKU 3HauuMsl (p < 0,001). Yposens PHO-a B
cimoHe yietelt 1-it rpynmsl — 54,6 + 4,56 nr/mu, 2-it — 95,7+ 9,16
/M1, KOHTpOJbHONH — 27,3 + 2,55 nr/mn (p < 0,001). KoHuen-
tpauus UJI-4 B cirone nereit 1-it rpymmer — 12,7 £ 1,02 nr/mu,
2-it — 19,5 = 1,79 nr/miu, koHTpodbHOM — 6,2 £ 0,41 nir/mi
(p <0,001). YcTaHOB/IEHHBIE 3aKOHOMEPHOCTH CBUAETEIbCTBYIOT
0 TOM, YTO COZIepKaHHE IPOBOCIATUTEIBHBIX IUTOKUHOB B CIIIO-
HE OTpakaeT JUHAMUKY BOCHIAIUTEILHOIO IPoLecca IIPU OCTPOM
1 XPOHUYECKOM PELMIUBUPYIOLIEM CTOMATUTE y E€TeH U MOXKET
OBITH PEKOMEHIOBAHO JUISI TUATHOCTUKH M OTIPE/IEIICHNS ITPOTHO-
32 ¥ 3(HEKTUBHOCTH JICUCHHSI STHX (POPM ITaTOIIOTHH.

Bbv1600v1. IlonydueHHbIEe NaHHBIE YKAa3bIBAIOT HA 3HAYUMYIO
3aBUCUMOCTb U3MEHEHUH KOHLEHTPALMH [IUTOKUHOB B CIIOHE OT
(OpMBI CTOMATUTA U MOATBEPIKIAIOT CYILIECTBOBAHUE B3aUMOCBSI-
3u Mexay kontenTpanusymu PHO-o u NJI-1, npruém 3ta B3au-
MOCBS3b SIBJSIETCSI TPSIMOM M BapBHPYET B 3aBHCUMOCTH OT (Hop-

MBI CTOMATUTa, YTO CBU/CTEIILCTBYET O HAPYLICHUH HMMYHOpE-
T'YASTOPHBIX MEXaHM3MOB MPH XPOHHYCCKHX PCLUIHBUPYIOIINX
(hopmax cromarura.

BPOXOEHHAS AUCOYHKLUA KOPbI
HAOMNOYEYHUKOB

OpnoBa M.1O., NeTpoBa A.l., XabanoBa K.B.
HayuHbin pykoBogutens: A.A. AMuHoBa,
T.1O. EprowoBa

[NepBbIn MoCKkOBCKUI rocyaapCTBEHHbIN MEANLIMHCKAI
yHuepcuteT umenn .M. CeveHosa MuHsapasa Poccum
(CeuveHoBckumn YHusepcuteT), Mocksa, Poccusi

Kniroyesnie criosa: 8pox0EHHass OUChyHKUUS KOpbI
Hadrno4yeyHukos , Oechuyum 21-2udpoKcurnassbl,
conbmepsitowiasi hopma, eemepo3u20mHbie Mymauuu

Axmyanvrocmo. Jleduuut 2 1-ruapokcnassl Be3biBaeT 90%
BCEX CITy4aeB BPOXKAEHHOW THIEPIIa3Uy KOPBI HAIIIOUYSYHUKOB.
3aboneBaemocTb coctasisier oT 1 : 10 000 go 1 : 15 000 >xuBo-
POXAEHHBIX. TskecTb 3a00eBaHNS 3aBUCUT OT KOHKPETHOH My-
tauu CYP21A42.

Llenv: IpencTaBUTh NOTMMOP(U3M U TSHKECTh TSUCHUS BPOXK-
nEHHOW muchyHKIMs Kopsl Haanoueunnkos (BIAKH) y nerei, ko-
TOPBIM B IIEPHOJ] HOBOPOJKAEHHOCTH HE OBUT CBOEBPEMEHHO IIPO-
BeJIEH CKPUHUHT 3a00JI€BaHUSL.

OnucaHue KIMHUYECKOTo ciay4asi. Pe6éHok A., 16.08.2011
ro/ia pOXJICHHsI, HOCTYITHII B OT/ICJICHHE SHJIOKPUHOJIOTUH B CBS-
31 C YaCTBIMH TPUCTYIIAMH aIPEHAIIOBBIX KPH30B (TOSBISIOTCS HA
(oHe CTPEeCCOBBIX CUTYaNHi, IPOSIBIISIOTCS B BUJIE BSUIOCTH, OTKA-
3a OT eJIbl, PBOTHI, Pa3APaKUTEIbHOCTH, CHIDKEHHS YPOBHS apTe-
puanbHOro napnenus 10 70/50 MM pT. CT.) M OTCTaBaHHEM B (PH3H-
YECKOM pa3BUTHH, CHUKCHHUCM IIaMATH U KPOBAHUCTBIMHA BbIJICIIC-
HUAMU U3 aHAJIBHOIO OTBepCTHsl. PeOEHOK OT 6-if OepeMeHHOCTH,
MPOTEKABIICH ¢ yrpo30il MPepHIBAHUS U TOKCHKO30M, POIbI 4-¢,
cpouHbIe, Macca Tena mpu poxaernn 2600 r, mmraa Tena 49 cm. B
ceMbe 2 3110pOoBbIX peOEHKa. HacnecTBeHHbIH aHAMHE3: 110 JINHUH
orua obut ciiydan BIKH. Anamue3 3a00s1eBaHusI: B aHTCHATAITb-
HOM ¥ HEOHATAJIbHOM NIepro/iaX peOEHKY ObLT ONpeieNIiéH MYKCKOU
noi. B popnome OblIM JUAarHOCTUPOBAHBI KPUIITOPXU3M M THITO-
Crajusi, CKpUHHUHT He npoBouics. Ha 20-ii IeHb KU3HU COCTOS-
HHUE peOEHKa Pe3KO YXYIIIMIOCh, TIOSBIINCH PBOTA, AUapes, Bs-
JIOCTB, OTKa3 OT eIl U MoTeps Beca. Mama cBsi3aia 3To ¢ TeM, YTO
Jana peOEHKY MOJIOYHYH0 cMech. PeOEHOK ObLIT TOCTIUTAIN3UPO-
BaH B pecIlyOIMKaHCKyIo O00IbHULY, Tae Haxoquics ¢ 19.09.2011
no 10.10.2011. ITpu rocnutanuzauuu Macca tena pedénka 2400 1,
B OMOXMMHYECKOM aHAIIM3¢ KPOBH — HaTpuid 131 MMob/1, Kamii
4,2 mmonw/n. bpina Hagara Teparusi THAPOKOPTH30HOM 110 0,5 Mt
4 pasa B nieHb, koptuaeddom 0,1 mr/cyt. Ha 7-e cyTku Tepanuu
ypoBeHb 17-ruppokcunporectepona 3,04 ur/ma (Hopma 5,7-29
Hr/mi), TectoctepoH 0,29 HM/r, ITDA-C 0,26 MkMoib/11 (HopMa
0-0,4 mxmonb/i). Tepanuio rUAPOKOPTH30HOM B YKa3aHHOM J10-
3e nonyyai ¢ 20.09.2011 no 8.10.2011. DneKTpoIUTHBIE CABUTH
¢ monoxkutensHou uHamukol. [Ipu Y3U Obutn BeIsSiBIIEHA MaTKa,
TOHA/BI JOCTOBEPHO HE ONPEAEIBUINCH. PeOEHKY OBLI IMOCTaBIIeH
muarao3: Iepmadppoaurusm (MKB-10 Q56.0), reHetuueckmii ana-
713 He OBUT MPOBEEH, COCTOSTHUE peOEHKA OCTABATIOCH TSKEIBIM.
Jlis MOATBEPIKIACHUS IarHo3a U 1mojdopa aJIeKBaTHOM Teparuu
pe6énok 6bu1 rocriutanusuposad B JIKI'b um. 3.A. banuseBoit
I. Mocksel. C 18.10.2011 o 30.11.2011 naxoauics B OTAEIEHUN
9HIOKPUHOJIOTUH, T/I¢ Ha OCHOBAHHU ONPEIEICHHs KapHOTHUIIa
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(46XX), >MeKTPONUTHBIX HAPYIICHUH, CHHIPOMA BUPUIIN3AIINH,
CTPOEHMsI BHYTPEHHUX T'€HUTAINH 110 )KEHCKOMY THUILY, THIIepILIa-
3UU HaJTIOYEYHUKOB, a TAKKE JAHHBIX MOJIEKYJISIPHO-T€HETHYECKO-
ro o0cienoBanus (OOHAPYKEHbI TeTePO3UrOTHBIE MyTanuu 12 spl
b Q318X B onpezensgeMbIX NO3UIMSX ['EHA) YCTAHOBIICH AUATrHO3:
AJpeHOTreHUTAIILHBIN CHHAPOM, CoJbTepstomas popMa y 1eBoy-
k1. PexoMeHi0BaHa cMeHa nacrnopTHoro nona. Hasnauena tepa-
ust KopHeBoM 4 Mr/cyT u koptuneddom 0,1 mr/cyt. B Bozpacrte
2 j1eT npoBeAEH MepBbIi ATan GeMUHU3UPYIOILEH TacTuky. Exe-
TOAHO TOCIUTANIN3UpPYETCs B oTaenenue 3ugokpunonoruu JJI'Kb
uM. 3.A. banseBoii. [IpoBoauTcst KOppeKuus 103 TIIIOKO- U MU-
HEpaJIOKOPTHKOUI0B. B TeueHune mocienHero roja oTMe4anoch
4 agpeHasoBbIX KpH3a Ha (hoHe cTpeccos, B MapTe 2023 1. nMosiBU-
JIMCh KPOBSHUCTBIE BBIACICHNS IPH fedexanun. Pe6éHok moay-
YaeT rMJIPOKOPTU30H IEPOPATBbHO MOCTOSIHHO 110 KU3HEHHBIM IO~
Ka3aHHsM, JIO3MPOBKA KOTOPOTO YBEJIMUMBACTCS B 2 pa3a Ha (hoHe
HWHTEPKYPPEHTHBIX 3200JI€BaHUI.

Buigoowt. TlpencraBneHHbI KIIMHUYECKUN Cilydail JeMOH-
CTPUPYET HEOOXOIMMOCTh CBOCBPEMEHHOIO MTPOBEICHHUSI CKPH-
HUHTa, 00JIee BHUMATEIFHOTO M TIATEIBHOTO 00CIIeI0BAHMS JIe-
T, 0COOEHHOTO MPU OTATOIEHHOM HACIEACTBEHHOM aHAMHe-
3e o B/IKH.

k %k sk

CUHOPOM KO®PUHA-CUPUCA B NPAKTUKE
NEOUATPA

OpoGey A.A.
HayuHbin pykoBogutens: O.U. NymeHiok

CapaTtoBCKuiA rocyAapCTBEHHbIN MEQULMHCKAN YHUBEPCUTET
umenn B.U. Pagymosckoro Munsgpasa Poccun, Capartos,
Poccus

Knrouesnie criosa: cuHOpom KogpgpuHa—Cupuca,
MOSTHO2EHOMHOE CEK8EHUPOB8aHUe, 3H3UMOOUacHOCMUKa

Axmyansrnocms. Cunnpom Kodduna—Cupuca (CKC) siBnsier-
Csl PEJIKUM HACJIEICTBEHHBIM CHHAPOMOM C YacTOTOM BCTpeuae-
moctu Meree 1 cirydast Ha 1 000 000 wenoBek. Ha ceromusimmamii
JICHb 3apEerUCTPUPOBAHO OK0JI0 150 ciydaeB 3a00sieBaHUs

L]env: omucanne CKC B mpakTuke Bpada-meauarpa.

Onucanue KJIMHUYECKOro ciry4yast. [IpoenéH ananus amOyra-
TOPHBIX KapT, UICTOPHUi1 OOJIE3HN U JaHHBIX 00CIIeIOBaHNs 4 TTalieH-
TOB C TIOXOKMMH kajo0aMu 1 GeHoTuroM. Beem netsim npoBosu-
J1aCh SH3UMOAMATHOCTHKA JIN30COMHBIX O0JIe3HEH HAKOTUICHUS, TT0JI-
HOE CeKBEHMPOBAHUE TeHOMA B METMKO-TeHETHIECKOH J1ab0paTopum
«OBoren». Y Beex JIeTei MMEIoTCs Tpy0ast 3a/IepyKKa yMCTBEHHOTO U
PEYEBOr0 pa3BUTHSI, SMOILMOHAJIBHOE, arPECCUBHOE MOBE/ICHUE, TPY-
Oble YepThI JIMIIA, MBIIICYHAS TUTIOTOHUS, HAPYIICHUS CITyXa, HU3KUH
pOCT, reraroMeranys. YKazaHHbIe Kao0bl MOSBUINCH Cpasy MOcCIie
poxzenust. C 1-ro rofa ®u3HHU JETH OTCTABAJIM B IICHXOMOTOPHOM
pasBuTui. KpOBHOPOICTBEHHBIM OpaK popuTesu aerel otpurani. 13
0co0eHHOCTEH (PEHOTHUIIA: TUIICPTEIIOPU3M, ITUPOKUNA (HIIBTP, IU-
POKHii 1100, B3AEPHYTHIC HO3IPH, CAaHIANEBUAHAS LIENb, TPU3YOeL,
rpyObie yepTh! il [TpoBoannack quddepeHnnanbpHas TMarHoCTh-
Ka ¢ ApyruMu OpMaMH MaToJIOruH, UMEIOIIMMH CXOXKYIO KITMHIYe-
CKYIO KapTHHY, B TOM YUCIIE C JIA30COMHBIMH OOJIE3HSIMH HAKOTUICHUST
(MyKoIIoNrcaxapHI03bl, MAHHO3K103b1, O0one3Hh Humana—ITuka Tuma
C). [pu poBe/ieHNH MOITHOreHOMHOTO cekBeHrpoBanusi JJHK Obui
OOHApY)KEHBI HE OINMCAHHBIC PAHEE TETEPO3UTOTHBIC MyTAIMH (J0-
MUHAHTHBIN THIT HacenoBanus) B reHax ARIDIA, ARIDIB, ARID2,
BICRA. I1atoreHHble reTepO3UrOTHbIE BADUAHThI B 3TUX F'eHaX MpU-
BomaT Kk CKC tumos I, II m VI, XII cooTBETCTBEHHO.

Bvioovi. TlpuBenEHHbIC KIMHHYESCKHE CITydan AEMOHCTPH-
PYIOT 4acTO BCTPEUAIOIIMICS CPeN PEIKUX FeHETHUSCKIX CHH-
npoMoB B nienuarpudeckoit npakruke CKC, ¢peHorunmuecku u
KJIMHAYECKHU CXOXKUU C JIM30COMHBIMH 6OJ'163H$[MI/I HaKOIIJICHUSA
U XapaKTepU3yIOIIUICs rpyObIMU YepTaMH JIMIA, KOTHUTHBHBI-
MU HapylIEHUsIMHU, HU3KOPOCIOCThIO, FellaToMerajineil, Hapylie-
HUSIMH CITyXa.

3®PEKTUBHOCTb U BE3OMNACHOCTb
PEKOMBUHAHTHOIO FOPMOHA POCTA
YENOBEKA NPU NEYEHUU NOWONATUYECKOW
HU3KOPOCNOCTU Y OETEU

OcoTtkuHa E.A.
HayuHbin pykoBoguTtens: E.B. XpamoBa,
A.B. WanTtapoBa

TioMeHCKMI rocyaapCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuu, TiomeHb, Poccus

Kriroyeeble cnosa: pocm, uduornamuyeckasi HU3KOPOCIOCb,
20pMOH pocma, cKopocms pocma, demu

Axmyanvrnocms. nnonarudeckas auskopociocts (MH) —
9TO HHU3KOPOCJIOCTh C pOCTOM Ooliee yeM Ha 2 SD Huke cooTBeT-
CTBYIOLIETO CPEJHEro pocra IJIsi AAHHOTO 0J1a M BO3pacTa Mpu
OTCYTCTBHH SHIOKPHHHBIX, META0OIUYECKUX WU APYTHX (HOpM
narosoruu. MH cocrasister 60—80% ciaydaes 3a1ep:KKH pocTa y
JIeTell ¥ BKIIIOYaeT ceMeiHyro Huzkopociocts (CH) u koHcTHTY-
LUOHAIBHYIO 3aJIepXkKy (usnueckoro pazputusi (K3®P). V ne-
TeH BHE 3aBHCUMOCTH OT NIPUYMH HU3KOPOCIOCTH OTMEYEHO 00-
Jiee HA3KOE KaueCTBO )KU3HHU B CPABHEHUH C JICTbMHU 0€3 3aJICPIKKU
pocra. Jluckyccuu o HeoOxoaumocTu sedenust TH pexomOunanT-
HBIM FOPMOHOM pocTa uenoBeka (PI'PY) y neteil 0CHOBBIBAIOT-
s Ha BBIPaXKEHHOH BapraOeIbHOCTH OTBETA HA TAKYIO TEPAITHIO.

L]env: onpenenuts d3pdexruBHOCTh Teparuu PIT'PYU UH y ne-
Teil U BBIIBUTH NPOTHOCTUYECKH 3HAYMMBIE (haKTOPHI, BIUSIO-
IYe Ha JeUYeHHe.

Mamepuanvt u memoosi. IIpoBeIEH pETPOCIICKTUBHBIIN aHa-
T3 METMIIMHCKHUX KapT 15 MaJIB4MKOB C YCTaHOBJICHHBIM AMArHO-
3om MH. Cpennnii Bo3pact nnunuanuu tepanuu PI'PY y narnuen-
ToB coctaBui 9,9 + 4,7 rona. B onbitHoi rpymmne 6onbHbie ¢ CH
cocraBuin 66,7%, ¢ K3OP — 33,3%. ¥V 80% mnaiueHToB ObLIN
TMPOBEACHBI COMATOTPOIIMH-TOPMOH-CTUMYJIIUPYIOIIUE TECTHI C LIC-
JIBEO UCKITFOYEHHS ieuuuTa ropmMoHa pocra. Y 20% nereit npoObl
HE NMPOBOJMIIM MU3-3a OTCYTCTBUS MOKa3zaHuid. Ha crapre tepanuu
PI'PY y 86,7% mnanueHTOB 110JI0BOE Pa3BUTHE COOTBETCTBOBAJIO
Tanner 1, y 13,3% narmmentoB — Tanner II. Jlo3a PI'PY cocraBu-
na 0,033-0,040 mr/kr/cyT.

Pesynomamui. Cpennee 3nauenue SDS pocra y o6cneno-
BaHHBIX MaJIBYUKOB cocTaBmio —2,2 SD; ckopocTh pocTa B 00-
e rpynne — 4,18 cm/rox (4,76 cm/ron y manbuukoB ¢ CH u
3,84 cm/rox B rpymnme ¢ K3®P). Cpenuue 3Hauenus SDS ckopo-
ctu pocta — —1,875 SD; uncyuHomomo0HbIH (hakTop pocta 1| —
177,825 ur/mn. OTcraBaHHe KOCTHOTO BO3pacTa OT MacIOPTHOTO
B cpeziHeM coctaBuio 1,5 roza. LleneBoii nporHo3upyemMslii poct
171 cm, B ToM uncie y 6onbHbIX ¢ CH 166,5 + 1,0 cM, y nanues-
toB ¢ K3®P — 171,1 £ 5,7 cm. lnurensHocTh Tepanuu PI'PY Ba-
peupoBana ot 5 1o 38 mec. Ha one Takoro nedeHus netei ombIT-
Hoit rpynmsl SDS pocra yBennamnacs 10 —1,6 SD; ckopocTts po-
crta— 710 7,75 cm/roa, B ToM umnciie y mansunkoB ¢ CH ckopocTb
pocra cocraBuna 10,1 cm/ron, y nereit ¢ K3OP — 6,32 cm/rogx;
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SDS ckopoctu pocrta Beipoc f0 +1,75 SD. HexxenarenpHBIX sB-
nennii Ha (one neueHus PI'PY He oTMeueHo.

Bui6oowi. Poctetumynupytomas tepanust PIPY adpdexrrBrO
BIIMSICT HA yBEIMYEHHE [IOKA3aTeNIeH pocTa U CKOPOCTH pocTa y
JIeTell C UAMOIAaTHYECKOH HU3KOPOCIOCTHIO.

OLIEHKA 9MIEMEHTHOI'O CTATYCA OETEWN
AOLUKOJIbHOIO BO3PACTA

Maprana A.B., l'epacumoBa [J.A.
HayuHbin pykoBoguTtens: O.A. OnenHuK,
M.B. MaTBeeBa

Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKUNA YHUBEPCUTET
Mwunsgpasa Poccumn, Tomck, Poccus

Knouesbie criosa: demu, OOWKObHbIL 803pacm,
MUKpoanemeHmsl, deghuyum, u3bbimok

Axmyanvnocms. OQHON W3 NPUYIUH Pa3BUTHS aJTUMEHTap-
HO-3aBUCUMBIX 3200JICBaHUN M OTKJIOHCHHU B Pa3BUTHU peOEH-
Ka SIBIISICTCS HEPALMOHAJIBHOE MIUTaHKE, CBA3aHHOE C IEPULIUTOM
W/WiH M30BITKOM MUKPOJJIEMEHTOB. McclienoBanne aeMeHTHOTO
craryca, 0COOCHHO HEMHBAa3MBHBIMUA METO/IaMH, I1€JIECO00pa3HO
Ut GOpMHUPOBAHUSI TPYIIT PHCKA MO Pa3BUTHUIO THIO- U THIEP-
9JIEMEHTO30B UIsl JaJbHEeHIIeH NUIIeBOH NepcoHU(UIMPOBaH-
HOW KOPPEKIIMH.

L]ens: onpenenuTh 3IEMEHTHBIA COCTaB 00pasLioB BOJIOC Y
JieTeil JOIIKOJILHOTO BO3pacTa B OPraHM30BaHHOM KOJUICKTHBE

Mamepuansl u Mmemoowi. B THIIOTHOM HCCIIEI0BAHIN TPHHSITA
yuacrue 27 aereit B Bospacte 5,2 (3,9; 6,6) roza ¢ maccoii tena 18,1
(17,1; 23,2) xr u uagekcoM maccel Tena 15,8 (14,8; 17,4) kr/m?,
HAXOJMBIIUXCS B JETCKOM JIOIIKOJIEHOM YYPEXJICHUN HA OIHO-
POIHOM NMUTAHUU 5 THEH B HEAEI0. DJIEMEHTHBII COCTaB BOJIOC
WCCIIEI0BAIH METOIOM aTOMHON YMHCCHOHHON CHIEKTPOMETPHH.

Pezyrvmamur. KoHIEHTpaIMy 3CCEHINANTbHBIX MUKPOIEMEH-
TOB B 0M000pa3iiax BoJIOC 00CICIOBAaHHBIX JICTCH COCTABUIIN: Ka-
i — 196 (64; 576) Mxr/t, Harpuii — 245 (54; 354) MKI/T, Kayb-
unii — 287 (218; 363) mxr/t, maruuii — 25,9 (20,4; 35.0) MKr/T,
dochop — 161 (149,5; 181,5) mxr/r, xene3o — 10,7 (7,7; 14,0)
MKr/t, mens — 13,1 (11,8; 15,8) mxr/t, cenen — 0,5 (0,4; 0,5) M-
r/t, iox 0,3 (0,2; 0,5) mxr/t, mapranenr — 0,3 (0,2; 0,6) MKI/T, KO-
6aner — 0,01 (0; 0,01) mkr/r, xpom 0,16 (0,14; 0,19) mkr/t, MO-
mionen 0,04; 0,02 mxr/r. IIpu conocTtasneHnu ¢ pedepeHCHBIMU
JMarnazoHaMu JlabopaTopuu ObLIM 0OHAPYKEHBI HU3KHE KOHIICH-
TpauuH (1o yosiBaromeit): iona u MmonudaeHa —y 74% OMIKOIb-
HUKOB, kene3a —y 70%, kamus —y 55%, narpust —y 41%, map-
ranna — y 37%, xobansra — y 33%, Maraus — y 26%, Kalb-
uust — y 22%, uuaka — y 29%, cenena — y 18%, xpoma — y
11%, dhocdopa — y 4%, menu — y 8%. B 2019 r. B Tomcke OblI-
JI0 TIPOBEJICHO AIHIEMHOJIOTMYECKOE UCCIICJOBAHUE, TIOITBEPHB-
niee JIErKyIo creneHs geduuura Hona no kpurepusm BO3 (menu-
aHa HOIyprH MIKOJIBHUKOB COCTaBWIIAa 94 MKI/I, YPOBEHb THpE-
OTPOITHOTO TOPMOHA B LIENBHON KpoBH Oonee S MME/m —y 7,7%
HOBOPOXKAEHHBIX, 300 — y 9,4% mkonbHUKOB). PekomennoBan-
HOC B CBA3HU C OTHUM HCIIOJB30BAHUC B MUTAHUU OPraHU30BaHHBIX
JIETCKUX KOJIJIEKTUBOB MOIMPOBAHHOM COMM C y4ETOM IOIYy4YEH-
HBIX JAHHBIX HU3KOTO COZIEPXKAHMS 3TOrO MHUKPOAJIEMEHTa B BO-
Jocax 0OCIIeOBAaHHBIX JIeTEH MOKa3ai0 CBOIO HENOCTAaTOYHOCTD
KaK Cpe/ICTBa MACCOBOM MpoQiIakTHKH JedunuTa iioaa B Tomcke.

Bovi6oowl. TTunoTHOe uccliej0BaHuEe MTPOJEMOHCTPUPOBA-
JIO CHMIKEHUE KOHIICHTpaIui 0ojiee 4eM y MOJIOBHHBI 00cCe-
JIOBaHHBIX JOIIKOJbHUKOB TAKUX HCCEHIMAIBHBIX MUKPOI-

JIEMEHTOB, KaK HoJ, MOJUO/ICH, JKeJie30 U Kalluid, mpuuém B
YaCcTH 1WOja, HECMOTPSI Ha MPOBOAMMBIC MPOPUIAKTHUCCKHE
MEpOTPHATHSL BOCIIOJHEHHUS NePUIUTa 32 CUET MUCIOIb30BA-
HUSl HOJUPOBAHHOM COJIH, HE pou3onuto. OOHAapyKEHHBIC U3-
MEHEHHS DJIEMEHTHOTO CTaTyca ONpeesiioT He0OX0JUMOCTh
CO3JIaHUs ¥ peaju3alii NporpaMMbl MPOPUIAKTHKHA MUKPO-
SJIEMEHTO30B y JETEeH.

3KITAMICUA Y NALUMEHTKN C MHOIOMNOAHON
BEPEMEHHOCTbIO, HACTYNUBLLEN
B PE3YJIbTATE 3KO

MepBywunHa A.A.
Hay4yHbin pykoBogutens: U.C. KanawHukoBa

[MepBbIt MockoBCKkuiA rocyaapCTBEHHbIN MeAULIMHCKUIA
yHuBepcutet nmenn .M. CeueHoBa MuH3agpasa Poccumn
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus

Kriroueable crioga: npeaknamrcusi, IKnamrcusl,
8criomoz2ameribHble pernpoOyKmuUEHbIe MexXHOoIo2uu,
SKCmpakopropasnsHoe 0r1100omeopeHuUe, NPexoespeMeHHbIe
pOOdkbI, OCcrIoXKHeHUs1 bepemMeHHOCMU

Axmyanvrocms. TIpeskiiaMIiCus ¥ SKITaMIICHS OCTAIOTCS TPO3-
HBIMH OCJIO)KHEHUSIMU OepeMEHHOCTH, CIIOCOOHBIMH MPUBECTH K
rubenu pedEHKa U MaTepu.

L]ens: oKazark posib NPO(UIAKTUKH, CBOCBPEMEHHOM J1ar-
HOCTHUKH U NPABUJIBHOW HEOTJIOKHOW BpaueOHOM TaKTHKH B CITy-
Yyae MPedKIaMIICHU 1 SKIAMIICHH.

Onucanune KJIMHU4YecKoro cay4as. [larmentka A., 35 ner,
JIOCTABJICHA C JKano0aMu Ha BRIPAKECHHYO ClIa00CTh, OTEKH, TOIII-
HOTy. AHaMHe3 3a00JI€BaHuUs: B TEUCHNE HEJIeTTH OTMEYAET BbIpa-
JKEHHbIE OTEKU HIDKHUX KOHeYHOocTel. B Teuenue 5 4 TomHoTa
JIBYKpPaTHO PBOTA JKEIYbI0. 32 Yac /10 MOCTYIUICHUS] — MPUCTYI
CYJIOpOT' JUIUTEILHOCTBIO 15 MHH, CaMOCTOSATENILHO KYITUPOBAB-
mmiics. [ocnuranusuposana B PAO ¢ quarnozom: «bepemMeHHOCTH
35 nen 3 nus. buxopuaneHas OMaMHUOTHYECKAs TBOWHS. [0J10B-
Hoe mpemiexkanue 1 miona. Tsokénast mpeskaamMIcus. DKIaMIICHsL.
HcrmuxkonepsukansHas HepoctarouHocts (VIITH), koppekims aky-
mepckuM reccapueM. OTATOMEHHBIN aKyIIepCKO-THHEKOJIOTHYe-
ckuii anamue3. becrutonue 2 (4 rona). KO + I1D».

I'muekoornyeckue 3a00JICBaHUS: TUCIUTA3US IIEHKN MAaTKH
B 2018 r,, 6ecrutonue BropuyHoe (TpyOHBIi (akrop). bepemen-
HocTH 3, Hacrosas oepeMmeHHOCTh 4-51 (DKO). Teuenue Gepe-
MeHHocTu: B 25 Hen — UIIH, yctanoBneH akymiepckuil necca-
puii, npoBeeHa Npo(UIaKTHKA PECITMPATOPHOTO JUCTPECC-CHH-
JpoMa IUIOJIOB JieKcameTa3oHoM. OcioxHeHuss OEpeMEeHHOCTH:
AyTUMMYHHBIH THPEOUAHT, THIIOTHPeO3 (TpueM L-Tupokcuna
50 mKkr), aHemust IErKoit cTeneHu (MpuéM MperaparoB jxenesa),
MIaToJIOTHs reMocTasa (¢ 33 Hey MHBEKINH YHOKCAIlaprHa HaTPHsI
0,4 mu). Y3U mnonoB: 6epemeHHocTh 35 Hep 3 qHs. buamHnoTH-
yeckas OuxopuanbHas 1BoiHs. ['o10BHOE npeanexanue 1 mio-
na. 3aaep:xkka pazsutus | miuozaa (5 mpou.), 3a1epKka pa3BUTHS
2 mnoxa (Menee 2,5 npot.). Jlomnmieporpadus MaToOYHO-TIJIAIICH-
TapHOTO KPOBOTOKA: TIOKA3aTeNN KPOBOTOKA HE HapymieHbl. AJIT
268,4 ENl/n, ACT 328,4 EJI/n, kpearunun 98,5 mxmons/mn, JIJII"
531,4 EJl/n, o6muit 6enok 50,9 r/x, tpombonutst 193 x 10%/m1.
B o0mem ananuze moun — 6enok 3,0 . Uepes 3 4 nociie rocnu-
TaJM3alUH TalHeHTKa OblIa MPOOTNIePUPOBAHA B OKCTPEHHOM I10-
psnke. [IpousBenena manaporomust o Jxoen—Koxeny, kecape-
BO CEYCHHE B HI)KHEM MaTOYHOM CerMeHTe. Ponmncek: mepsas
JIeBOUKa, Macca Tena rnpu poxaennn 2160 1, quaa Tena 48 oM,
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OLIeHKa 110 mIKaje Anrap 7/8 6amioB; Bropas JeBOYKa, Macca Te-
na npu poxaennn 1740 r, qnuHa Tena 45 cM, OLIEHKA IO IIKa-
ne Anrap 7/7 6annoB. B paHHeM 1ocliepoioBOM IEPUOJE THITO-
TOHMYECKOE KPOBOTEUEHHUE. BHIMOIHEHBI peanapoToMusi, mod-
TaIHbIi XUpyprudyeckuii remoctas. [Ipoussenensl penHpy3us
ayTOIPUTPOLUTOB, TEMOTPAHC(Y3HUSI TOHOPCKUX IPHTPOIIHTOB.
Ha cnemyrommii nens mpu MPT romoBHOTO M03ra BBISIBIEH CHH-
JIpOM 3ajHel oOparumMoii sunedanonaruu. [ocne poaos naiu-
€HTKa HaOJIIoJanach B PeaHMMAIOHHO-aHECTe3HOIOTHIECKOM
OT/ICJICHUHU, TJI€ €1 MPOBOANIIACH IPOTHBOCYIOPOXKHAS, THITOTEH-
3UBHAsA, 00€300JIMBAIOIIAs TEPAIHs, C TOJOKUTEIBHOHN JTMHAMU-
KO, mociie yero Obljia repeBesieHa B aKyIIepcKo-(PU3n0I0rHye-
ckoe otaenenne. HoBopoxknéunsie netn Haxoamnuch B OPUTH
Ha pecnupaToOpHON MOAAEPKKE B T€UEHHUE 2 CYT, 3aTeM IepeBe-
JICHbI B OTACJICHNE MaTOJIOIMU HOBOPOXKAEHHBIX B CTAOMIBLHOM
COCTOSIHUM CPEIHEH CTENEHU TSHKECTH M CTaOWIBHO TSHKEITOM
COCTOSIHMM COOTBETCTBEHHO HA CAMOCTOSITEIIBHOM JIBIXaHUH CO
cTaOUILHON TeMOUHAMUKOIA.

Buvioowr. J1nst cHIDKEHUS MaTEePUHCKOW, TIEPUHATATIEHON U
MJIaJICHYECKOW CMEPTHOCTH TpeOyeTcst Ooliee TIaTeIbHOE Ha-
OJII07IeHNE MALIMEHTOK C BEICOKMM PHCKOM MPEIKIAMIICUH, a TaK-
)K€ KOMILJICKCHAs JMAarHOCTHKA OEPEMEHHBIX JIJISl BKIFOUCHUS HX

B IPYIILy PUCKA.

AYTOMMMYHHbIW NONUIMAHAYNAPHbIA
CMHOPOM 1 TUNA

MepmuHoB A.B., UmamoBa X.M.
HayuHbin pykoBoguTtens: J1.M. MynnaxmeTtoBa

VxeBckas rocyaapcTBeHHas MeauumHeKasa akagemus
Mwn3sgpasa Poccun, UxeBck, Poccus

Knroyesnie criosa: aymouMmyHHbIU rnonuanaHoynsapHsIl
CUHOPOM, repsuYHasi HadnoYeyHUKo8ass HeOOCMamo4YHOCb,
KOXHOCIU3uCcmbIl kKaHOUA03, opghaHHbIe 3aboresaHusl,
demckasi 3HOOKPUHOI02Us, S3HOOKpUHONamusi

AxmyanbHocmsb. AyTOUMMYHHBIM TTOTUTIAHTYISIPHBIN CHH-
napom (AITIC1) — penkoe MOHOTEHHOE ayTOCOMHO-PELECCHBHOE
3a0osieBaHKe BCIEACTBUE MyTaluu reHa AIRE. XapakTepusyer-
Csl COUeTaHUEeM TIEPBUYHOI HaIMOYEYHHKOBON HEJIOCTATOYHOCTH,
KaHJIUI030M KOXKH ¥ CIIU3UCTBIX, THITONAPATHPE030M.

Llenv: omucarb 0COOEHHOCTH ayTOMMMYHHOTO TTOJHITIAH/TY-
JSIPHOTO CHHIIPOMA y JIEBOUKH 5 JIET.

Onucanmne KIMHUYeCKOro ciay4dasi. bonbnas A., 5,8 roxa,
BIIEPBBIC KOHCYJIETUPOBAHA JIETCKAM SHJIOKPUHOJIOTOM B CTaIHO-
HapHBIX YCIOBHUSX IO MOBOJY Ka100 Ha CHU)KEHUE MAacChl TEla,
SMU30/IBI PBOTHI C MIPU3HAKAMH YKCHUKO3a, IIEPUOTMIECKIE TOIbE-
MBI TEMITEpaTypbl TeJa, CONPOBOKIAIONINECS MOSBICHHEM dK3aH-
Tembl. V3 anaMHe3a: peOEHOK OT 2-1 OCIIOKHEHHOI OEpEeMEHHOCTH
(yrpo3sa npepbiBaHusi OepeMEeHHOCTH), poIbl 2-¢, B 39 Hex, AInHa
Tena npu poxaeHnu 52 cm, Macca tena 3050 . HacnencrBeHHOCTD
T10 SHAOKPUHHO# MATONOTUH He oTsiromieHa. [1pu 00beKTHBHOM 00-
CIIeJIOBAaHHHU COCTOSTHUE CPEIHEN CTeNeHH TshKeCTH, pocT 117,5 cm
(+0,98 SD), macca tema 18 kr, UMT 13,04 kr/m? (1,94 SD), rumep-
ITUTMEHTALNS KOKHBIX TOKPOBOB, IeopMariyst HOrTeBBIX IUIACTHH
1-ro u 2-ro nmanbIeB KUCTH BCIIEACTBUE MUKO3a, apTepHalibHast TH-
notoHust (81/50 mm pt. c1.). [To naHHBIM 1a0OPATOPHBIX aHAIH-
30B 3apPErUCTPUPOBAHA MTEPBHYHAS HAOYSTHUKOBASI HE0CTATOY-
HOCTB (KopTu30i 17,6 HMOJB/J, aApeHOKOPTHKOTPOIHBIH TOPMOH
310,9 nr/mi, anpaoctepon 17,3 nr/mi, pernH 57,4 nr/mi, Kanui
3,8 mmonb/n, Hatpuid 129,0 MMOIIB/JT), YPOBHH THPEOUIHBIX TOP-

MOHOB B npezierax HopMbl. CozepkaHue napaTupeoniHoro rop-
MOHa B KpOBH CHIKEHO (3,8 Mxr/mi). [Ipu GakTepronornyeckom
aHaJIM3e MUKPOOHOTHI POTOINIOTKH M KaJia OOHApyKEHBI TPHOBI PO-
na Candida. Kpome Toro, y 00JbHOM IHarHOCTUPOBAHbI YaCTHY-
HBII BPOXKJIEHHBIN MTO3 BEPXHHUX BEK 00OMX IVIa3, KaH/WI03HbII
BYJIBUT. YUHUTBIBasl HaJU4YHE IIEPBUYHON HAJIIOYEUHUKOBOI He-
JIOCTaTOYHOCTH C TPHU3HAKAMU JePHIITAa MUHEPATIOKOPTUKOHUIOB
1 TIIFOKOKOPTHKOHIOB, Ha3HAUYEHBI THIIPOKOPTH30H U (ITyAPOKOPTH-
30H. JlJ1s1 yTOUHEHUsI AMarHo3a, TAKTUKU BEIEHUs [TPOBE/IEHA Telle-
MenuuHekas koneynsranus ¢ HMULL sunokpunonoruu, npearno-
noxeH ATIC1, pekoMeHI0BaHbI MOJIEKYIISIPHO-TEHETHYECKOE HCCIIe-
JloBaHMeE M Iu1aHoBast rocimtamu3sanus B HMULL snokprnonoruy,
MIPOJI0JKEHHE 3aMECTUTEIbHON Teparnu.

Bv1600w1. [IpeacraBieHHbIN KIMHUYECKUN CITydail sBISETCS
TUMTAYHBIM 17151 KapTuHb! pa3BuTst AIIC] ¢ Hannuuem sHIOKPH-
HomaTtui (MepBUYHAsT HAIIOYEUHUKOBAsE HEJOCTAaTOYHOCTh U T'U-
[OTIapaTUpPe03) U HEIHJOKPUHHOMN MMATOJIOTHUHU (CIIU3UCTO-KOXKHBIH
KaH/IU/103, JIMX0Pa/IKa ayTOBOCIIAJIUTEIIFHOTO XapaKkTepa, YacTHY-
HBII IBYCTOPOHHHUH MITO3 BEPXHUX BEK), IOCTATOYHBIX JJIS [TOCTA-
HOBKH JIMarHO3a.

BEPEMEHHOCTb U POObI MPU MUOME MATKW
MeTpocsH A.B.

MepBbin MOCKOBCKWI rocyAapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmenn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus

Knouesble criosa: bepemeHHOCMb, poObl, MUOMAa, MamkKa

Axmyanvrocms. MuoMa MaTKu — camast pacripoCcTpaHEHHAs
Jo0poKadecTBEHHAass TOPMOHO3aBUCHMas OIyXOJIb, PAcTyILIasl U3
HE3peJIBIX MUOLUTOB. JTa (opMa MaTOIOTUH BBIABISETCS Y 25—
30% »xeHmuH crapiue 35 net. Hepenko MuomMa MaTku coyeTaert-
¢l ¢ 100poKayeCcTBEHHBIME HOBOOOPA30BaHUAMU SMYHUKOB. [Ipu
9TOM OCOOEHHO OCTPO CTOUT IpoOiIeMa M3bICKAaHUSI BO3MOXKHO-
CTH OPraHOCOXPAHAIONUIMX ONEpaIi, T.K. HAIIUEHTKH CTaparoT-
s n30eXKaTh yaJeHUs] MaTKH, KeJIasi COXPaHUTh (GepTHIBHOCTS.

Llenv: onpenenuTs yCIOBHUS CBOEBPEMEHHON JTHArHOCTHKH
OITyXOJIEBU/IHBIX 00pa30BaHUI >KEHCKOMU 10JI0BOH cepbl TS CO3-
JTAaHWS1 BOBMOXKHOCTEH Tepariy, HalpaBJIeHHON Ha Mpeaynpeke-
HHUE POCTa y3JI0B, HEOIAronpusATHO BIUAIONINX HA TEYSHUE recTa-
LIMOHHOTO IIPOIIecca B MOCIEAYIOIIEM.

Onucanue KIuMHUYecKoro ciayydas. [lammentka M., 39 ner,
MIOBTOPHO TOCIUTAIM3UPOBAHA B OTJEIECHHE IaTOJIOTHU OepeMeH-
HOCTH B [IEpUHATAIbHBII HEHTP B 34 Hely OEpEMEHHOCTH C JKaJlo-
G6amu Ha Oonu BHU3Y skuBoTa. [10 KIMHUKO-1a00paTOPHBIM MOKa-
3aTelsM BbIABIIeHa aHemus J1€rkoit crenienu. [Ipu Y3U Busyanu-
3UPYETCsl MUOMATO3HBIH CyOCepO3HbIN y3€l THIAHTCKUX Pa3MepoB
(181 x 177 mm). [Ipeanonaraemas Macca roga 2129 =318 r. 3a-
kimoueHue: «bepemenHocts 34 Hen. [lonepeunoe nosoxkenue mio-
Ja. ['uranTckas Muoma Matku. HapylieHue MaTo4HOro KpoBOTOKa
(CHCTOO-MACTOIMYECKOE COOTHOLICHUE B apPTEPUU ITIIOBUHBI —
2,0, B mpaBoii MaToyHOU apTepun — 2,86, B IEBOW MaTOYHOU ap-
tepun — 3,05). B kinHuKe poBeieHa MpopHIIaKTHKA pecrupa-
TOPHOTO JIUCTpEcca IUI0/A IEKCAMETa30HOM I10 CXeMe, KOPPEKIIUs
HapyH]eHl/Iﬁ MaTOYHO-IUTACHTapHOT'O KPOBOTOKA, aHTUAHEMUYIC-
CKasl Tepalus, IpoJo/bKeHa ropMOoHalIbHas Tepanus. B Teuenue
4-5 nHell rocruTanMu3auuy Bo30yIMMOCTh MaTKi HUBEJIMPOBa-
JIach, OCTAJINCH OOJM B MIPABOM TOApedephe U B 0OIACTH JKEIyI-
Ka, OoJIbIIe Mmocye IpuéMa MU U CBS3aHHBIE CO 3HAYMTEIIbHbI-
MU pazMepaMHu MHOMBI.
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VYuureiBast 00JbLIME pa3Mepbl MUEOMATO3HOTO Y371 H BEPOSIT-
HOCTb OPraHOYHOCSILEH OIepalyu, PemeHo OblIo IPOIOHTHPO-
BaTh OEPEMEHHOCTH IO IOHOLIEHHOTO CPOKa B MHTEpecax IIIoza.

YuuThIBas BEICOKHE PUCKHU KaK [Jist MaT€pu, TaK U AJId T1J10-
J1a, pEUICHO MPOJIOJDKUTH HAOJIOIEHUE B YCIIOBUSAX CTallMOHApa
II ypoBus. bepeMeHHOCTh OblIa COXpaHEHA U B cpoke 37 Hex
MIPOBEJIEHO ONlepaTuBHOE pojopaspeumeHue. [Ipoussenena na-
naporomus. OOHapyKeHa MaTKa CHHIOLIHEH OKpacKu, pOTHPO-
BaHHAs BIPABO, YBEIWYECHHAs O JOHOIEHHOTO cpoka. C 00mb-
IIUMH TCXHUYCCKUMHU CJIIOKHOCTAMH MaTKa BbIBEACHA B paHy,
MOJIOCTh €€ BCKPBITA MOIMEPEYHbIM pa3pe3oM. 3a roJOBKY H3-
BIIEYEH KUBOMW, TOHOIIEHHBIN MalbdiUK MAcCOM Teja IpH po-
xaennn 2990 T u nnuHo# tena 49 cm. Ouenka o mkane Ar-
rap 7/7 6amioB. OOHApYKEH UCXOSIINI U3 00JIACTH MTPABOTO
yIja MaTK{ IUIOTHBIM ¢ OTEKOM M pacIIMPEHHBIMU COCyAaMH
MHUOMATO3HBIN y3ei. be3s BCKPBITUSA IOJOCTU MATKU C TCXHHU-
YECKUMH CJIOXKHOCTSIMHM, BBH1Yy OOJIBIIUX pa3MepoB y3iia, Ipo-
n3BeJeHa KOHCEepBaTUBHAsA MUOMAIKTOMHU. Jloxke y3nma ymuTo
JIByXpSAHBIMU BUKPUIIOBBIMU IIBaMH. PasmMepbl MMOMATO3HO-
ro y3na coctaBuiu 20 x 16 x 18 cm, macca y3na 3011 r. O6-
JIACTh IIPaBOTO MapaMeTpus U MaJIoTo Ta3a aKTUBHO JIPEHUPO-
BaHa. O01as KpoBomoTepst npu onepanuu cocrasuna 1200 mi.
Creyer OTMETHTb, YTO Macca yaaléHHOr0 MUOMATO3HOTO Y3-
J1a Ja)Ke HECKOJIBKO IIPEBBICHIIA MAcCy Teja JOHOIIEHHOTO HO-
BOpOXk/AEHHOTO. [Ipu rucTOIOrNYEeCKOM MCCIIeIOBAaHUU: JIeHO-
MaTO3HBIN y3eJ ¢ TUCTpOo(dHel TKaHU, MECTaMH C AIIEMEHTaMU
Hekposa. [TocieonepanoHHbII epro mpoTekan 6e3 ocoOeH-
Hocreil. [Ipu Y3U Ha 3-u cyTku mocie onepanuy BeIBICHA Cy-
OUHBOIIIONIMSI MATKH, 110 ITOBOJY KOTOPOW IPOJOJIKAIACh yTe-
pOTOHMYECKas Tepamnus 10 5 cyT rocnuraiu3anuu. bonpHas
BBIIIMCAHA HA 7-€ CYTKH I10CJIEONEepaMoOHHOr0 Iepruosa ¢ co-
XpaHEHHON MaTKOW W KHBBIM PEOEHKOM.

Bvi6o0vi. Hamu noxazana He0OOXOIMMOCTb BBISBICHUSI 00b-
EMHBIX 00pa30BaHUil U UX JICUEHHS 10 HACTYIICHUs OepeMEHHO-
CTH C LIEJIBIO CO3/IaHUS YCIOBUH JUIs OIaronpusTHOro ucxoaa oe-
PEMEHHOCTH, CHUKEHUS PUCKA IT0Tepb OEPEMEHHOCTH U aKyIlep-
CKHUX OCJIOKHEHHH. B ciryyasx HacTyruieHus: OepeMEHHOCTH TIPH
HAJIMYUHM MHOMBI MaTKH OOJIBIIMX Pa3MepOB, YXyALIAIOmeH mpo-
THO3 AJISI HcXozia 0epeMEeHHOCTH, 1eeco00pa3Ho Ha3HAUYCHHUE CO-
OTBETCTBYIOILCH Tepanuu, HaOIMIOACHUS U POAOPa3pEIICHHs 1aH-
HOTO KOHTHHTEHTa B CTalMoHapax | ypoBHs.

3DPDOEKTUBHOCTb NPUMEHEHUSA CFTR-
MoAOYNATOPOB B NNIEYEHUU MYKOBUCLIMOO3A
Y OETEN

Mucoukasn 10.B., Borauesa C.M.
HayuHbin pykosoauTtens: A.B. Bypnyukas

KyGaHcknin rocyqapCTBEHHbIV MEOULIMHCKUIN YHUBEPCUTET
Mwunsgpasa Poccun, KpacHogap. Poccus

Knouesbie criosa: demu, Mykosucyudos, mapeemHasi
mepanus

Axmyansrocms. MyxoBucumnos (MB) — 31o ayrocomHo-pe-
[IECCHBHOE MOHOTCHHOE HACJICACTBEHHOE 3a00JICBaHNE, XapaKTe-
PU3YIOIIeecs] MOPAKSHUEM BCEX IK30KPHHHBIX JKENIE3, a TaKKe
’KU3HEHHO BaJKHBIX OPraHOB ¥ cucTeM. TaprerHas Teparust MB,
[pH KOTOPO# BOCCTAHABIMBACTCS (DYHKIIUSI OeIKa MyKOBHCIIHI03-
HOT'0 TPaHCMEMOPAHHOI'O PEryJsaTopa MPOBOIUMOCTH, SIBISIETCS
BayKHEHIIIUM JOCTHKCHHUEM B JICHCHUHU DTHUX 60.]'[]:HI)IX.

Llenv: onpenennuth 3PpPEKTHBHOCTD U 6E30MACHOCTH MPUMe-
HeHUs TapreTHo# Tepanuu MB uepes 3 mec moce e€ HazHaYeHUS
6onmbHBIM 1eTsIM KpacHomapckoro kpast.

Mamepuanvt u memoout. IIpoBeeHO 0OAHOMOMEHTHOE pe-
TPOCHIEKTUBHOE HcclenoBaHue 3((HEKTUBHOCTH NPUMEHEHUS
tapretHoil Teparmuu MB y 15 nereil. Bcem OonbubiM MB nua-
T'HO3 OBLI YCTaHOBJIECH COTNIACHO KIIMHUYECKHM PEKOMEHTalUsIM
2021 r. B neuennn MB npumensimuces CFTR-moxynsropsr: ipe-
naparsl Jymakadrop/uakadrop u anekcakaprop/rezakadrop/
uBakadrop ¢ HosOpst 2021 r. JIng ananuza 3¢pGeKTUBHOCTHU Te-
panuu MB ompenensnyu U3MEHEHUs CIEAYIOIMIUX NapaMEeTpPOB:
JUHAMHUKY MacChl TeJla U pOcTa, PyHKIUIO BHEITHETO JbIXaHHS
(O®BI1 u ®XKEJI) u nanusie moToBoii mpoosl. OnpeaeneHue 6e3-
OIMacHOCTH Tepanuu MB npoBoauiny Ha OCHOBAaHMM YacTOTHI U
TSDKECTH HE)KeNIaTeIbHBIX MOOOYHBIX peakiuid Mo OHoXuMHYe-
CKUM I10Ka3aTeJIsIM KPOBH.

Pesynomamut. C nostOpst 2021 1. 15 GonbubiM MB ObL1H Ha-
3HaueHbl ykazanHble CFTR-monynsaTopel. ¥V 11 nanueHToB Obl-
Ja OOHapy)KeHa MyTalus TeHa TPAHCMEMOPAHHOTO PETYISATOP-
HOro Oenika MykoBucLUI03a F508del B TOMO3UTOTHOM MOJIO-
JKEHHH, Y 4 — B T€TEPO3UTOTHOM. B cBsizu ¢ 3TiM 11 GONbHBIM
MB 6b11 Ha3zHaueH npenapar JymakadTop/uBakapTop (opkam-
6u), a 4 6onbHbIM MB — snekcakadrop/re3zakadrop/uBaxad-
Top (TpHKadTa).

3a 3 Mec Tepanuu npenaparoM JTyMakadrop/uBakadTop y Bcex
MIAMEHTOB OblTa OTMEYEHA MOJIOKUTETbHAs TMHAMUKA MacChI Te-
7a u pocta, y 8 (72,7%) nereit OPB1 u ®XKEJI yBennuniuce,
y 3 (27,3%) — He usMeHwIUCh. [Ipu aHaNM3Ee TAaHHBIX ITOTOBO-
IO TECTa CHIDKEHUE XJIOPUAOB [IOTa BBISBIEHO y Bcex 11 Goib-
HBIX. HexenarenbHble TOOOYHBIE peaKkiuy ObUIH 3aperuCTPHPO-
BaHbl y 7 (63,6%) 6onbHBIX M B, KOTOpBIE KanoBainuch Ha 00N B
JKHUBOTE, rapeto 1 TourHoTy. Y 10 (90,9%) manmentos Habmona-
JIOCh yBEINYEHHUE KOINYECTBAa MOKPOTHI. [I0oBBINIEHNE aKTUBHO-
CTH NEYEHOUHBIX TPAHCAMHUHA3 BBIABICHO Y 8 (72,7%) OOIbHBIX.

B nunamuke npuMeHeHHs mpenapara siiekcakadrop/resa-
ka(Top/mBaKadTOp BBHISBICHO, YTO Yepe3 3 MeC MOCIIe CTapTa Te-
panun y Bcex 0onpHBIX MB HaOmonanoch yBenuueHne mokasa-
Tesneit maccrl Tena, pocta, OOB1 u ®XEJI, a Takke cHmxenne
XJI0pu0B nota. HexxenarenbHble HOOOYHBIC PEAKINH BBIIBUIINCD
y 3 (75%) nanuenTos, 2 (50%) U3 KOTOPBIX KaJIOBAINUCH HA YCH-
JICHHE KalLIsl U yBEJIHMYCHHE OTXOXACHUS MOKPOTHI, 1 (25%) —
Ha 00JM B )KUBOTE U TOIIHOTY. Y 2 (50%) neTeii BBISBICHO ITOBBI-
[IeHNe aKTUBHOCTH MEYEHOYHBIX TPAHCAMHHA3.

Bv1600b1. Hamu ycTaHOBIIEHO, YTO TIPH BKJIIOUYSHUH TapreT-
HBIX TIpenaparoB Jymakadrop/uBakadTop u Anekcakadrop/Te3a-
kadrop/uakadrop B seuenue MB y nereil ymyummnocs GyHKIu-
OHAJILHOE COCTOSIHUE JIETKUX, YBEJIINUMIACH Macca Tea OOJIbHbIX,
YITYUIIUITHCH TOKa3aTeNIN TOTOBOM IPOObI, HO OTMEUYAITUCh HEXe-
JaTeNbHbIe TOOOYHBIE PEaKIMH B BHIE YBETHUCHUS KOJTHIESCTBA
MOKPOTBI, 00JIei B )KHUBOTE, THAPEN U TOLTHOTHI, TOBBIIICHHS aK-
THUBHOCTH IIEYEHOUYHBIX TPAaHCAMHHA3.

k 3k ok
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®ETO-®ETANbHbLIA TPAHC®PY3UOHHbLIU
CUHOPOM

Moxunpaesa M.B.
HayuHbin pykoBoguTtens: U.C. KanawHukoBa

[NepBbIn MOCKOBCKUIN rOCYy4apCTBEHHbIN MEANLIMHCKAI
yHuepcuteT umenn .M. CeueHosa MuHsapasa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccus

Knroyesnie criosa: chemo-themarnbHbili mpaHcgy3UOHHbIU
CUHOpOM

Axmyanvnocms. ®eto-deTanbHbli TpaHC)y3UOHHBIH CHH-
apoM (PDTC) — ociaoKHEHHE MOHOXOPHATILHOM MHOTOILIOHOM
OGepeMeHHOCTH, 00YyCIIOBICHHOE HATUYUEM HecOalaHCUPOBaHHBIX
AQHACTOMO30B IUIALICHTBI, IPUBOJIAIINX K PA3BUTHIO TIOJIUTUPAM-
HUOHA Yy IUIOJIa-PELUIMEeHTa U aHTUPaMHUOHA Y TI0Ja-/10HO-
pa. ®OTC Berpeuaercs npuMepHo B 10-15% MoHOXOpHATIbHBIX
MHOTOIUIOAHBIX OepEMEHHOCTEH, UTO cocTaBisier 1-3 ciaydas Ha
10 000 6epemennocteit. IlepunaranbHas CMEPTHOCTD NPH JaH-
HOM cuHapoMe gocturaet 73—100% ciydaes.

L]env: mokazars, uto cBoeBpeMenHast auarnoctuka GDOTC mo-
3BOJIAET BOBPEMSI IPUMEHUTh MaJOMHBA3UBHBIN XUPYPrUUECKUil
METO/] JIEYCHUs], KOTOPBIH OMOTaeT MPeA0TBPATUTh OCI0KHEHHUS
ODTC, yacTo NpUBOAALINE K BHYTPUYTPOOHOH ridenu mioaa.

Onucanmne KiIMHUYecKoro cayvas. [Tampentka ., 33 rona,
HaIpaBJIeHa B [IEpUHATAJIbHbIA LIEHTP ¢ JUarHo30M: bepeMeHHOCT
22 nen 2 nHsA. MoHOXOpHabHas JMaMHUOTHYECKast 1BOMHS. [0110B-
Hoe nipemiexanne | mroga. DOTC 2 cragum. 3aneprxka pocta 1 mio-
na. EnuHeTBeHHas apTepust IyOBHHBI 000MX I1010B. JlaHHas Oepe-
MCHHOCTb II€pBasd, COMaTUYECKHM aHaMHE3 He OTHFOH_[éH, ManMeHT-
Ka COCTOUT Ha yuéTe ¢ 7 Hexl OepeMeHHOCTH. | TpuMecTp mpoTekan
6e3 ocobennocreil. [1o naHHbIM ckpuHUHTa B | TpUMeCTpe BbIABICH
HU3KHUI PUCK XPOMOCOMHBIX MATOJIOTHiA, TPE3KIAMIICHU U 3a/1epPiK-
ku pocra 1wioza. [lo qanapvM ckpuauaTa Bo Il TprMecTpe BhIsBIICH
ODTC, B cBsI3M € YeM NalMEHTKA rocnuTanu3uposana. [Ipu oocre-
JIOBaHUM B CTalMOHape BbIsBIeHb! Y3-npu3Haku @DTC 2 craauu.
CuHIpOM CeneKTHBHOI 3aepkku pocta 1 tuona I tuna. Hapyre-
HUI B MAaTOYHO-ILIALIEHTApHO-IUIOA0BOM KPOBOTOKE HE BBIABIICHO.
B xauectBe mMeToza jeueHust Oblia BEIOpaHa Jla3epHast KOoaryJsius
COCY/IMCTBIX aHACTOMO30B IUIALIEHThI 1 aMHHOpeHnpoBanue. [lamu-
eHTKe ObLiIa POBEJICHA OTEpPAIIvsl SHI0CKOIMYECKOM JTa3epHO Koa-
TYJISIUN COCYIMCTBIX aHACTOMO30B Y1 aMHUOJPEHUPOBAHUE (YIaIEH
1 11 oxonorutoaHbIX Box). Y3-koHTpob yepe3 10 muH: cepauedue-
HHE 000MX IUIOOB OLpEENeTCs, IPU3HAKOB OTCIIONKY IIALEHTHI
HE BBISBJICHO, IIPU Y 3-I0MIIIEPOMETPUH HApYIIEHUH KPOBOTOKA B
MAaTO4YHbIX apTEepUsX M apTepHsiX IMyMOBHUHBI He BbLiBIEeHO. Ha 4-¢
CYTKH TIOCII€ OTIepaIy Mo TaHHBIM ¥Y3W — HapyIieHuit KpoBOTOKa
B MaTOYHBIX apTCPHUAX U apTCPUAX ITyITOBUHBI HE BBISABJIICHO; MAaKCH-
MasbHbII BepTukanbHblil kapMad (MBK) 1 miona 19 MM — maio-
Bozue; MBK 2 miona 56 MM; MOUEBBIE ITy3bIPH BU3YaIIU3UPYIOTCS Y
obowux 1008 (Menee 1 mi), auarnoctupoadn @DTC 1 crapun. Ha
5-e CyTKH MOCIe OTepalyy MalMeHTKa BBITICaHa o HaOMroeHne
Bpaya-aKyliepa ’MHEKoJIora 0 MECTY KUTEIbCTBA.

Bv1600v1. JlaHHbBI cily4yail HAIITHO JEMOHCTPUPYET b dek-
TUBHOCTH Koppekiuuy ODTC ¢ noMoLIbIo JIa3epHON Koarysiiuu
COCYIMCTBIX aHACTOMO30B ILIaleHThl. [I0CKOJIBKY YHMCIIO MHOTO-
IUIOJIHBIX O€PEeMEHHOCTEH HEYKIIOHHO PACTET (B TOM YHCIIE B CBA3HU
C TIPOrpaMMaMH BCIIOMOTATENILHBIX PENPOIYKTUBHBIX TEXHOIOTHI),
To oxkuzaercs poct @DTC, mosTomy omnpesiesieHue ero naroreHesa,
JIMarHOCTHKHU U CIOCOOOB KOPPEKIMU MIAASAIIMMH 1 MaJIOMHBA3HB-
HBIMU MeToflaMu OyZIeT aKTyasbHO B OIpKaiilliee BpeMsl.

OCOBEHHOCTHU TEMEHUA EWING-LIKE CAPKOM

Monuwyk M.A."
HayuHbi pykoBoguTtens: M.B. TuxoHoBa?

'CaHkT-lMeTepbyprckuii rocyAapCTBEHHbIN NeauaTpuyeckuii
MeauuuHCKMIM yHuBepcuteT MuHagpasa Poccuum,
CaHkr-MNeTepbypr, Poccus;

2HauuoHarnbHbI MeguUMHCKUIA NCCNeqoBaTeNnbCKUN LEHTP
OETCKOW reMaTonornm, OHKONMOrMmn 1 UMMYHONOTMN UMEHU
OmuTtpua PoradeBa Munsgpasa Poccun, Mocksa, Poccusi

Knoyesble criosa: capkoma KOuHea, nedeHue,
OUH20M0006HbIE CapKOMbI

Axmyanvnocms. Capkoma FOuHra — 3T0 BBICOKO3/10Kaue-
CTBEHHAs OITyXOJIb, TOPAXKAIOIIasi KOCTU U MATKUE TKaHU. B ak-
TyanbHOH Kiaccudukanuu BO3, moMUMO KITacCHYECKOi CapKOMBI
IOunra u Henub hepeHITPOBAHHON CapKOMBI, BBIIeTIH Ewing-
like capkoMmbl, KOTOpBIE UMEIOT NepecTpoiiku renoB BCOR, CIC-
DUX4 n nepectpoiiky rena EWSRI ¢ reHaMu He U3 ceMeiicTBa
ETS. Ilpeanonaraercs, 4To MOCIEIHUE UMEIOT HHOE KIIMHHYE-
CKOE TEYEHUE U [IPOTHO3.

Leny: mpoBecTH aHanu3 KiIMHHYecKuX ciydaeB CIC- u
BCOR-capxom.

Mamepuanvt u memoowl. B Haury pa®oty Bouwiu 22 manu-
eHTa, y 12 U3 KOTOphIX OblIa IHArHOCTUPOBAHA CapKoMa C mepe-
ctpoiikoit BCOR, a'y 10 — CIC-capxoma. CtaanpoBaHue Haly-
eHTOoB npoucxoauwio 1o cucreme AJCC. 4 nanuenTa u3 Ipynisl
CIC-capkoM Ionyyanu Tepamnuio B pamkax EuroEwing 2012, 2 na-
ueHTa — B pamkax EuroEwing2008 u 4 — B pamkax CWS2009.
Cpenu 60mbHbIX ¢ BCOR-capkoMoii 2 TIONyYaiiy Teparuko 1o mpo-
tokoiy CWS2009, 2 — EuroEwing2008, 8 — EuroEwing2012.

Pezynomamur. Cpenu 6onbHbIX ¢ BCOR-capKoMoii 3aperu-
ctpupoBanbl 11 (92%) mansunkoB u 1 (8%) nesouka. 3 (25%) na-
[EHTa UMEJH OTIAIEHHBIC METAcTa3bl B JIETKUE, KOCTHBIA MO3T
(cragus IVB), ocranbubie 9 (75%) — umenu cranuto 1IB u He
MMEJH OTNAIEHHBIX METAacTa30B. MennaHa BO3pacTa BBISBICHHS
3aboneBanus cocrasuna 10,5 roga. Y 3 (25%) nanueHToB Omyxoib
JIOKaJIM30Bajach B 00JIACTH MO3BOHKOB, Y 5 (41,70%) — B KOCTAX
taza, y 1 (8,33%) — B GenpenHoii koctu, y 1 (8,33%) — B msr-
KHX TKaHsx meu, y 1 (8,33%) — B koctax kucry, y 1 (8,33%) —
B KOCTsX rojieHu. B Hacrosmee Bpems xuBbl 12 (100%) nanuen-
toB. B rpynmne CIC-capkom 3apeructpupoBanbl 10 GONBHBIX, U3
HUX 4 (40%) neBouku u 6 (60%) mansunKoB. MeanaHna Bo3pacTa
BBISIBJICHUS 3a0oseBanus cocraBwia 13 ner. ¥V 2 (20%) nauuen-
TOB IIPY BBISIBICHUH OILYXOJIU HE ObLIO 3a(UKCUPOBAHO OTJAIEH-
Horo Metacrasuposanus (craaus [IB u ITA). Hlects (60%) nanu-
€HTOB MMEITH OITyX0Jb cTaanu [VA ¢ MeTacTaTHieckuM mopaxe-
HueM JIErkux, eme 2 (20%) — craauto [V4B ¢ meractarnueckum
MOpaKeHHEM KOCTeH, mouek U nedeHu. Y 4 (40%) GoNbHbIX oIry-
XOJIb JIOKAJIM30Baach B MATKUX TKaHAX Oezpa, y 2 (20%) — B mo-
3BOHKaX, Y 1 (10%) — B xocTax Ta3a, y 1 (10%) — B npenmieuse,
y 1 (10%) — B OpromHoii onocty, y 1 (10%) B MATKUX TKaHAX
mren. B Hacrosmee Bpems 6 (60%) naneHToB KHUBbI B PEMUCCHH,
4 (40 %) ymepnu B BHIY IPOTpeccHy 3a00IeBaHusl.

Bv1600vi. JlaHHast cepys KITMHUYECKHUX CIy4aeB JEMOHCTPH-
pyet ocobennoctu teuenust CIC- u BCOR-capkom. Tak, y ma-
uueHToB ¢ C/C-capkoMOl IPOUCXOAUT OBICTpasi IpOrpeccus 3a-
6oJieBaHMs U OHU 4Yallle UMEIOT OTAAIEHHOE MEeTacTa3UpOBaHUE.
B cBoto ouepens, y manuento ¢ BCOR-capKoMOii iporpeccust 3a-
GoeBaHMs MPOUCXOIUT rOpasio MeUICHHEE, H OHU PEXe HMEIOT
OTJaJIEHHBIE METACTa3bI.
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KNMHUKO-3NMMOEMUONOIrM4YECKASA
XAPAKTEPUCTUKA MULLEEBOW ANNEPIUN
Y OETEW PAHHEIO BO3PACTA U POJb
MUKPOBUNOTUYECKUX ®PAKTOPOB

B EE ®OPMMUPOBAHUU

MpokonbeBa B.[.
HayuHbin pykoBoguTtens: O.C. ®egopoBa

Cunbupckuin rocyaapCTBEHHbIN MEAULMHCKUA YHUBEPCUTET
MwuH3gpasa Poccum, Tomck, Poccus

Knouesnbie criosa: nuwesast arisiepeus, demu, Muxp06uoma

Axmyanvrnocmo. B mocieanue necaTiIeTHs OTMeYaeTCs 3Ha-
YUTENBHBIA POCT PacpoCTpaHEHHOCTH numieBoi amepruu ([1A).
Jnst ananu3za GopMHUPOBaHUS MMMYHHOW TOJICPAHTHOCTH K ITHIIIe-
BBIM aJUIepreHaM MpeICTaBIIeTCs] eIeco00pasHbIM ONpeieIeHIe
POJIN KUIIEYHOH MUKPOOHOTHIL.

Lenv: onpenenuTh KIMHUKO-3ITHIEMHOIOINYECKY0 XapaKTe-
puctuky ITA y nereit paHHero Bo3pacra U poJib MUKpOOHOTHYE-
CKHX c000111eCcTB B €€ (HOPMUPOBAHHU.

Mamepuanvt u memoosl. BBITOTHEHO MPOCIEKTUBHOE KOTOPT-
HOE UCCIIeJOBAaHHE C yIaCTHEM AETEH C OTATOIIEHHBIM aIeproo-
THYeCcKUM aHaMHe30M (BbIOopKa 1; 7= 150) u 6e3 Hero (BbIOOpKa 2;
n=_80) (rpaut PH® Ne 222500741). [TpocriekTuBHOE HaOIIOICHHE:
¢ poxzenus 1o 12 mec. IIposeneHo onpeneneHue U3MeHeHU ypoB-
Heit cnienduueckux IgE k nuIeBsIM aiepreHam y Beex JieTei B
12 Mec, a TaxoKe HCCIIe0BaHNE MUKPOOUOTHI KUIIIEYHHUKA C HCTIONb-
30BaHUEM CeKBeHHpoBaHus 110 Ppparmenty V4 16S pPHK («Illumina
MiSeq») ¢ nocneayromum 6nonHGOPMATUIECKUM aHATU30M.

Pesynomamer. Pactipoctpanénaocts noarsepxaéuHoii [1A y ne-
Teii B Bo3pacte 12 mec B BbIOOpKe 1 — 25%, B BhIOOpKE 2 — 12,9%
(OR 5,8, C15,719.9, p <0,05). [TA mposiBisiiach B BU/IE aTOIMIECKO-
ro nepmarura (100%), y 1 (11,1%) yqacTHHKa UCCIIEIOBAHMS TAKOKE
JIMarHOCTUPOBaHa JOKyMEHTAJILHO TOATBEPKAEHHAs! OpOHXHAIbHAS
actma. Benymwe ayuieprenst: Kypusoe o (20,4%), 6erok kopo-
Bbero Mounoka (18%), apaxwc (7,2%), nennna (3,6%). CumMnTomsl
ITA accounmpoBaHbI CO CHIKEHHEM IPEICTaBICHHOCTH OaKTepHii ce-
meiictB Alcaligenaceae (p = 0,001) u Pseudomonadaceae (p = 0,04),
a Takke Oaxrepuii Buna Achromobacter spanius (p = 0,008). Ycra-
HOBJICHA aCCOLMAIMS MEK/IY pa3BUTHEM cuMmnToMoB [1A u B-pas-
HOOOpazueM MUKpOoOHOTHI KuiieyHoro tpakra (R2 = 0,01, p = 0,04).
¥V nereid, poxkIEHHBIX IyTEM KECapeBa CEUEHHs], KUIIEYHAsi MUKPO-
OHoTa XapaKkTepru30Balach MEHBIINM BHIOBBIM Pa3HOOOpa3ueM,
yBenmueHueM cozepxanus Clostridiaceae (p = 0,03) v CHIKCHHEM
Bacteroidaceae (p = 0,007).

Buieoow. Y nereii ¢ cumntomamu [TA nipodmiib MUKpOOHOTBI
CMeEILAeTCs B CTOPOHY CHIDKEHUS IIPEICTaBICHHOCTH YCIOBHO-TIA-
TOT€HHBIX MHUKPOOPTaHM3MOB, YTO IMPUBOMUT K HAPYLIEHUIO Oapbep-
HOH (DyHKIHH XKETYJOYHO-KHIIIEYHOTO TPAKTa M BO3MOXKHOH J1aITb-
Helel ceHcnOmnM3ayu opraiu3Ma. B xone mpocneKTuBHOTO
HaOJIOICHNUSI YCTAHOBIIEHO, YTO PACIIPOCTPAHEHHOCTH CHMIITOMOB
ITA k 12 mec Bo3pacraet B 2 pa3a B 00eux rpymnmax. [lomydeHHbIe
JIaHHBIC MOT'yT 6bITl> HCIIO0JIb30BaHbI IJIA pa3pa60T|<H HOBBIX TE€X-
Honoru#t npodunaktiky [TA 1 MPEeBEHTUBHBIX MeP, BKIFOYAIOIINX
KOPPEKIIMIO KMIIEYHONH MUKPOOHOTHI y IeTel paHHEeTo BO3pacTa.

k %k sk

KNMMHUWYECKOE 3HAYEHUE HEMHBA3UBHOIO
MHOEKCA BOCMANEHUA CITU3UCTOWU
OBOJIOYKU ANA ONPEOENEHUA
3HOOCKOMUYECKON PEMUCCUWN Y OETEN

C BOMNME3HbIO KPOHA

MpoxopeHkoBa M.O.', Kopones IA.2,
BuHokypoBa A.B.%, HoceHko K.M.!
Hay4yHbi pykoBoguTtens: A.C. Mortanos'?

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEAULMHCKUN
yHuepcuteT umenn .M. CeueHosa MuHsapasa Poccum
(CeueHosckuii YHusepcuteT), Mocksa, Poccus;
2HaumoHanbHbIn MeauUMHCKMI NCccreqoBaTenbCKUM LeHTP
3nopoBbsa aetert Munsgpasa Poccun, Mockea, Poccus

Knrouesnie criosa: 6one3Hb KpoHa, sHOOCKonu4yeckasi
pemuccusi, UreoKOTOHOCKOMUS, HeUHBA3UBHbIU UHOEKC
socrnarneHus crusucmoti 060/104KU

Axmyanvrocmy. OnpeneNieHue 3a)KUBICHUS CITU3UCTON 000-
Jo4kH y nanueHToB ¢ 6one3nbto Kpona (BK), kak npasuiio, oc-
HOBBIBAETCS HA YHJIOCKONNYECKON KapTuHe. BBuy orpannyeHunit
(CITIOXHOCTD TIOATOTOBKH, TPOBEICHUE aHECTE3HH U p.) BCE OOIIb-
1€ UCCIIEAOBaHUI HANPaBICHO HA aHAJM3 HEMHBA3HUBHBIX METO-
JIOB OTPEJICIICHUS COCTOSIHUS CIIM3UCTON 000510uKH. CIIOCOOHOCTh
BBISIBIISITH OOJIbHBIX C 32)KUBJICHUEM CIIM3UCTOM 00OJIOUKH C T10-
MOIIbIO HAAEKHBIX HEMHBA3UBHBIX METOJIOB MOXET ObITh MOJIE3-
HOMW B TMHAMUKE, a TAKXKe TP IPOBEJCHUN CBOEBPEMEHHON KOp-
pekuun Jieduennst BK i orpanndeHns HEOOXOAUMOCTH B 9HJJOCKO-
ITMYECKOM BMEIIATEeNbCTBE y ACTEH.

Lenv: onpenenutsb 3pGHEKTUBHOCTH IPUMEHEHHS HEHHBa-
3UBHOTO MHJeKca Bocnanenus ciusuctod (MINI — mucosal
inflammation non-invasive index) B moBceAHEBHOM MPaKTHKE JUIs
OLIEHKH 3aKUBJICHUS CIIM3UCTON 000IOUKH KUIIIEYHUKA.

Mamepuansl u memoowt. IIpoBei€H peTPOCIEKTUBHBIN CpaB-
HUTENBHBIN aHanu3 uHaekca MINI u Gannma nmpocToit PHIO0CKO-
nuuecko mkansl BK (SES-CD — simple endoscopic score for
Crohn’s disease) y 232 nanuenTtoB ¢ BK, HaxoauBIIMXcs Ha jede-
HUHM B TaCTPOIHTEPOJIIOTMYECKOM OTAENEHUH. AHAIU3 POpMBI 3200-
nesanus BK npoBoxuiics cornacuo [Mapmxckoit kimaccupukanuu.

Pezynomamur. I'pynna narenTo ¢ BK Bximouana 145 (62%)
MansankoB 1 87 (38%) meBouex, cpexnuii Bozpact 13,4 + 3,6 ro-
na. Hamu oOHapyskeHa npsiMasi CUIIbHAsE KOPPETALIIS MEKAY WH-
nexcom MINI u mxanoit SES-CD y nanueHToB ¢ BOCHAIUTENb-
Hoti (r = 0,79; p < 0,001) u crenozupyromeit popmamu BK (r =
0,72; p <0,001), a Taxke y NalMEHTOB C NEpUAHAILHBIMH U3Me-
venusimu (7 = 0,87; p < 0,001). s obecrieueHus TuarHocTuye-
CKOM TOYHOCTH OTIpEeTeHHs 3a)KUBICHHS CIIM3UCTON 000IOUKH
npu nomoinu unaekca MINI orHocutensro SES-CD Hamu ObI-
na nocrpoeHa ROC-kpuBast. [Toporosoe 3Hauenne MINI B Touke
cut-off cocrasuno 1. Ilpu 3nauenuu unaexca MINI, paBHoM unn
MIPEBBIILIAIONIEM JJAHHOE 3HAUYCHHUE, IPOTHO3UPOBAIIOCH OTCYTCTBUE
sakuBieHus cimuctoi (SES-CD > 2 6anioB) ¢ 49yBCTBUTENBHO-
cTbI0 79% 1 cienuduaHOCTBIO 84%.

Buisoowr. Uunexe MINI nonoxxutenbHo koppenupyet ¢ SES-
CD y nereii ¢ moosiMu popmamu BK, obnanaer BrICOKOH UyB-
CTBHUTEJIBHOCTBIO M CIIEIIM()UYHOCTBI0. biiarojapsi HEeMHBa3MBHO-
cty 1 npoctore nHAekCc MINI MOXHO cunuTaTh UHTYUTHBHO II0O-
HSTHBIM U TOJIE3HBIM WHCTPYMEHTOM JUIS OLEHKH aKTHBHOCTH
BOCTIAJICHHUs CITM3UCTON 00ooukn y ieteit ¢ BK, a Tarxoke s pe-
HIEHUs] BONIPOCa O HEOOXOIUMOCTH MPOBEACHUS SHAOCKOIHYE-
CKOT0 00CIe10BaHMsI.
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MPUYUHbBI, ACCOLIMMPOBAHHbIE

C ONUTENBbHOW NOCTAHOBKOW AUATHO3A
Y OETEN C BOCNANUTENbHbLIMU
3ABONEBAHUAMU KULLEYHUKA

MpoxopeHkoBa M.O.", HoceHko K.M.', Opnoea M.A.",
KaszakoBa B.A.", oporos A.1O.!
Hay4yHbi pykoBoguTtens: A.C. MoTtanos'?

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEeAULMHCKUN
yHuepcuteT umenn .M. CeueHosa MuHsapasa Poccum
(CeueHosckuii YHusepcuteT), Mocksa, Poccus;
2HaumoHarnbHbIn MeauLUMHCKMI NCcCreqoBaTenbCKUM LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mockea, Poccus

Knouesbie criosa: eocrnanumeribHbie 3abonesaHus
Kuwey4Huka y demedl, QuazHOCmMuKa, CUMIMOMbI

AxmyanvHocme. JInarHoCTUKA BOCTATUTEIbHBIX 3200JIeBaHIN
kutreunuka (B3K) yacTo 3aTpynHeHa BBUY BHICOKOI Bapuabeib-
HocTH cumnToMoB. B3K MoryT nporekars JlaTeHTHO Wi MaHH(e-
CTHPOBATh C BHEKUIICUHBIX NPOsIBICHMA. Bo3HMKatOIIast 3a/1epK-
ka nquarHoctuku B3K y nereit MoxxeT NpuBOAUTE K OCIIOKHEHU-
SIM | TIOBBIIIIATH PUCK ONIEPATHBHOTO BMEIIATENILCTBA B OYIyIIEM.

L]enw: ompeneanTh CPOKH IMOCTAHOBKHU JMArHO3a y JETeH C
B3K ¢ BeinenenneM npuyuH JIUTEIHHON MOCTAHOBKY IUArHO3a.

Mamepuanvt u memoosi. B HMUL 310poBbs neteit nposesie-
HO PETPOCIEKTUBHOE KOTOPTHOE HcclieioBanue 163 manueHTos ¢
B3K, HabmonaBumuxcs ¢ suapst 2022 r. no ¢epans 2023 1., BKIItO-
Yalolee aHai3 JaHHBIX aHaMHe3a OO0JIe3HH 1 OIpoca OOJIBHBIX H
nx poxutenei. OnpeneneHsl CPOKU OT HadaIa KITMHAYECKHUX TPOo-
SIBJICHUH J10 TOCTAaHOBKH AMAarHO3a U MEPBBIX CUMIITOMOB CO CPaB-
HEHHEM JIBYX MOArpyII — MaueHToB ¢ 6one3npto Kpona (BK)
u a3BeHHbIM KoiuToM (SIK). TTo3nHel AuarHOCTUKON CUHUTAIINCH
3HAYEHUs BBIIIE 75-T0 NEPIEHTHIISE BBIOOPKH.

Pesynomamet. Cpenun manmenToB ¢ B3K ¢ nnarnozom BK Ha-
omonanock 88 mereit, ¢ quarnoszom SIK — 75. Meauana 1imrennsb-
HOCTH IOCTAaHOBKH JIHarHosa cocrasuia aisi BK — 7 mec (Mex-
KBapTWIBbHBIN auana3oH — 3,75-20,25 mec), g IK — 3 mec
(MexxkBapTHiIbHBIN tuanazoH — 1-8 mec). s BK noznuss nua-
THOCTHKa 3a0oseBaHus cocraBmia 6onee 20 Mec U HaOIO1AIaCh
B 22 (25%) cnyuasx, a npu SJIK — 6onee 8 mec B 15 (20%) ciy-
qasix. CaMble 9acThle ePBbIe CAMITOMBI CPEIIH IETel ¢ HANMEHb-
IIUMU 1 CPEIHUMH 3HAUCHUSIMHU JJIUTETIBHOCTH TNArHOCTHKH ObI-
mu: ipu BK — Goub B xuBote (38%), sxuaxuii cryin (32%), cy0-
¢deopunuter (17%); npu SIK — npumecs kposu B cryne (40%),
KUIKAHR ety (25%), 6onb B sxuBote (21%). YV nereii ¢ Oombiueit
JUTHTETEHOCTBIO TIOCTaHOBKH JrarHo3a npu bK gacro manudecra-
LUs IPUXOIMIIACH Ha BHEKHUIIEUHBIE TposBieHns — 27 %: adTos-
HBII cToMatut (67%), ncopuas (16%), sxene3onepUUUTHYIO aHe-
muto (17%); ctyin ¢ kpoBbto (23%); npu SIK — Ha cTyn ¢ KpoBbIO
(13%), 607b B xuBOTE (6%), KMAKKH CTYA (6%).

Bv1600b1. Y 00NbHBIX JieTel 3a/1epikKKka NOCTaHOBKU JTMarHO-
3a SIK B cpegnem B 3.4 pasa mensbine no cpaBaenuro ¢ BK. [1pu-
YUHAMH JUTUTEIbHON AuarHoctuku it bK sBisercs mannge-
CTalus C BHEKUIIEUHBIX MPOSBIECHUH, B TO BpeMs kak mpu SAK
YacThle CHMIITOMBI HE MEHSFOTCSI B 3aBUCUMOCTH OT BPEMEHHU Be-
pudukanuyu quarsos3a. BosMoxkHbIi crioco6 n3zdexars 0ciIoxKHe-
HUH, CBA3aHHBIX C IMArHOCTUYECKOH 3azepkkoit mpu BK — mo-
BBIIICHHE YPOBHS NON03peHus B ctopoHy B3K npu Hammdamu cum-
NITOMOB JTAHHOTO THIIA.

no3aHAA AMArHOCTUKA HEQOCTATOYHOCTH
ANb®A-1-AHTUTPUINCUHA

MywkapeBa A.E.’
HayuHbi pykoBoguTtenb: O.U. CumoHoBa'2

"MepBblt MOCKOBCKMIA rOCY4apCTBEHHbIN MEAULMHCKUNA
yHuepcuteT nmenn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
2HauuoHarnbHbI MeguUMHCKUIA NCCNeqoBaTeNnbCKUN LEHTP
3n00poBbs getert Munsgpasa Poccun, Mocksa, Poccus

Kritouesbie criosa: nynbMOHOM02usl, He00CMamo4YHOCMb
anbgha-1-aHmumpuricuHa, neduampusi, opghaHHoe
3abonesaHue

Axmyanvnocms. HegoctarouHocTs anbga-1-aHTUTPUIICHHA
(AAT) — a0 HacnencTBeHHOE, opdaHHOE 3a00IeBaHNE, BO3HU-
Kalolllee B pe3y/IbTaTe HEXBATKH OeNKoBOro (epMeHTa, IpesoT-
BPAIAIOIIETO Pa3pyLIMTEIbHOE eHCTBUE TpOTea3 Ha JETOUHYIO
TKkaHb. Hegocratounocts AAT mpHUBOAXT K Pa3BUTHIO XPOHUYE-
CKUX Hecrmenuduueckux 3a00eBaHui JETKUX ¢ Pa3BUTHEM dM-
(uzeMbl, a TAKKe K IMOPAXKEHHUIO TIEYEHH U COCYNOB, UMEET Ce-
PBE3HBII IPOTHO3.

L]eny: mpencTaBUTh KIMHWYECKUN CIydail MO3HEHN Inarto-
CTHKH HenoctatouHocTu AAT.

Onucanne KIMHUYECKOTo ciayyas. /[eBouka A. B Bo3pacrte
17 ner BrepBble MOCTYIHIIA B ITYJIbBMOHOJIOTHYECKOE OTACICHHE
¢ ’kas100aMM Ha OJBIIIKY IpU (pU3UYECKON HarpysKe, Ha PeAKHUi
CYXOH Kallesb, OBICTPYIO YTOMIISIEMOCTb. AHAMHE3 XKU3HU: pe-
6EHOK OT 2-ii 6epEeMEHHOCTH C YIPO3aMU IIPEPbIBAHUS Ha IIPO-
TSOKEHHUHU Bcero cpoka. Ponbl Ha 36—37-ii Hexene ¢ OCI0KHEHU-
eM B Buje ac(hukcuu, Macca Tena npu poxaeaun 3306 1, anmuHa
Tena 52 cM, oleHKa 1o mkane Anrap 5/7 6amios. Hacinencrsen-
HOCTb OTATOILeHa — y 0a0ymku u npabadyuiky OpoHXHaIbHAs
acTMa U XpOHHUUYECKasi OOCTPYKTUBHAs 00J€3Hb JETKUX. AHAM-
He3 0oJle3HU: Ha 1-M rofy sKU3HU HEOJHOKPATHO rOCHUTAIN3H-
poBaiack ¢ OpPOHX000CTPYKTHBHEIM CHHIPOMOM. [IpoBoauiach
muddepeHnnanbaas IMarHocTuKa ¢ MyKOBUCIIHIO30M: TTOTOBBII
MUJIOKAPITMHOBBIA TeCT — Xyopuabl 24,7 mmons/n. JJo 1 roga
6bU10 3 5IU301a MTHEBMOHUY, PEHTI€HOBCKHU IOATBEP)KIEHHBIX.
ITpu KT opranos rpyHoi KJIETKH B BO3pacTe 3 rofa ObLI BbISB-
JIEH CUHJIPOMOM cpeziHell nonu ¢ pubpoarenexrazamu. Habmo-
Jlajach y TopakaiabHoro xupypra. B Bozpacte 10 net npu KT
OBUTO BBISIBIICHO ()OPMUPOBAHKE B CPEIHUX U HIDKHHX OTIeNax
CIIMBAIOIIUXCS YYaCTKOB MaHIO0ysipHOM aMpuzembl. Dudpo3-
Has aedopmanus B S-3 BepxHe# gonu u S-8 HIKHUX JI0JIeH, B
CpeaHel 1011e IpaBoro JIETKOro, sI3bIYKOBBIX BEPXHEH J10MIH Jie-
BOTO JIETKOTO HalJIeHbl cyOcerMeHTapHble arenekrasbl. Ha3Ha-
YeH CUMOUKOPT € TOJOKHUTEIBHBIM 3 dekroM. [Ipu mocTyme-
HUH B ITYJIbMOHOJIOTHYECKOE OT/IETICHUE KOJKHBIE TIOKPOBBI OJIe/-
HbIE, YHCTBIE OT CBHIH, CTPHH HA IIEPETHUX MOBEPXHOCTIX O&nep,
YMEPEHHBII MepHOpaIbHbIi IHaHO3, IMPU3EMATO3ZHOE B3Iy~
TUE TPYAHOM KIIETKH, CUMIITOMOB «0apabaHHble IalIblIbl, 4aCO-
BbI€ CTEKJIa» — HET, HOCOBOE JIbIXaHUE B HOpPME, Kalllelb pel-
Kuii, ManonponyktuBHbii. SatO, 98%. IlepkyTopHO KOPOOOUHBIH
nErovHbIi 3ByK. B n€rkux apixanue »ECTKOe, paBHOMEPHO CHHU-
KEHO B HM)KHUX OTZEJaX, XPUIIbl BBICIYLIUBAIOTCS PEIKUE CY-
XHUEC, CBUCTAIIME HA BbITOXEC. O}lblHJKa B IIOKO€ B BUJC BTAXKCHUA
spemHoi ssmku. YJ1J1 23 B munyty. YCC 90 yn/mun. B nabopa-
TOPHBIX aHaJM3ax 0e3 3HaYUMbIX OTKJIOHeHHH. 1o pe3ynpratam
(bnoymerpuu: 3sHaunTenbHo cauxensl OIKEJT (33/1%) u ODB,
(1711%). Ha mHeBMOcuMHTHTpaG UM BH3YaTH3UPYIOTCS MHOMKE-
CTBEHHBIE 1e()EeKThI BKIIOUCHUS PAAMOHYKIIHN/A, Pa3INUHbBIX pa3-
MEpOB, OJIMKE K OKpyroi (opme, oOpasyrouue npu CIHsSHUN
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KpyIHBIE 1e(eKThl HelpaBuIIbHOM hopMbl. B mpoekunu 6a3anb-
HBIX OT/AENOB nepdy3us NPaKTHYECKH OTCYTCTBYET, B CPEIHUX
U BEPXHMX BBIPA)KEHHBIE OYaroBble M3MeHEHUs. YpoBeHb AAT
B KPOBH CHIDKEH 10 65 Mr/mji. 3amofo3peHa HeAO0CTaTOYHOCTb
AAT. IIpoBeieHO MOJIEKYIISIPHO-TEHETUUECKOE HCCIIEIOBAHUE Te-
Ha SERPINAI: BbIsiBIIeH HYKI€OTUIHBIH BapuaHT (c.1096G > A)
B TE€TEPO3UTOTHOM ITOJIOKEHUH, Jesienuid HeT. [locTtaBien nua-
rao3: Hegocrartounocts AAT.

Buisoowr. Henoctatounocts AAT siBIIsieTCS JOCTATOUHO Peji-
KOM, HO peasibHOM naTosiorueil y nereidi. CBOeBpeMeHHas MarHo-
CTHKa OTIpeJIeIIsieT MPOTrHO3 OOJIE3HH U Ka4eCTBO KU3HH MaIUCH-
Ta, HEOOXOIMMO HCIOJIb30BaTh FEHETHUECKOE UCCIICIOBAHUE Te-
Ha SERPINAI, nMeTh KIMHUYECKYIO HACTOPOXKEHHOCTh B TUTaHE
JIMaruo3a, 0omblIe OOMEHUBATHCS ONBITOM BEACHHS OOJBHBIX.

NMPUBEPXEHHOCTb MEAULIMHCKUX
PABOTHUKOB U PA3JTIUYHbIX Py
HACENEHUA BAKLUMHALIMU

MbpkbaHoBa N.A., Na6aynnuHa E.B.,
HaszapbsH A.A., KysbmeHko A.B.
HayuHbin pykoBoguTtens: [1.B. CyToBckas

Ky6aHckuii rocyqapCTBEHHBI MEOULIMHCKUIA YHUBEPCUTET
Mwun3sgpasa Poccumn, KpacHogap, Poccus

Kntoyesnbie criosa: sakyuHayus, UMMyHOﬂpOd)LIﬂaKmUKa,
rpusep>xeHHoOCmMb K 8aKuyuHauuu, pas/fiu4vHbie epyrirbl
HacerlrieHus

Axmyanvrocms. OTHOCHTENBHO CTaOMIbHBIE TOKA3aTEIH 3a-
00JIeBaEMOCTH 110 OOJBIIMHCTBY BAaKIWHOKOHTPOJIUPYEMBIX HH-
¢bexunit cmemmaloT GoKyc BHUMAHHS HACETICHUsI C HEOOXOIMMO-
CTH BaKIMHAIMH HA BEPOSITHOCTh Pa3BUTHS IMOCTBAKIIMHAIBLHBIX
OCIIOKHEHH, 4TO 00YyCIIOBIMBAET HAPACTAHUE B OOILIECTBE aHTH-
MIPUBUBOYHOTO CKEITICUCA.

Llenv: onpenenuTh MPUBEP)KEHHOCTD PA3IMYHBIX TPYIIT Ha-
CEJICHUS] 1 MEAUIMHCKUX PaOOTHUKOB BaKIIMHOMPO(MIAKTHKE.

Mamepuanet u memoosi. IIpoBenén onpoc 1863 pecrnioneH-
ToB: 409 Bpaueil pa3nuUHbIX crenuanbHocTel (163 nexuarpa,
86 Xxupypros, 75 HEOHATOJIOTOB, 85 aKyIIEPOB-I'HHEKOJIOTOB),
117 mencectép, 295 pomuteneit, 1042 cryneHTos.

Peszynomamur. 113 188 CTyIeHTOB MONIUTEXHUIECKOTO By3a
TOJIBKO 36,4% npuBuBatoTCs perysspHo, 50% nenaroT IpUBUBKU
BbIOOpOUHO, 13,6% OTKa3bIBalOTCs OT BakiMHALWU. OCHOBHBIC
MIPUYHHBI 0TKa3a: 00s3HB OcoKHEeHuH (27,3%), COMHEHHS B Ka-
yecTBeHHOCTH (18,2%) u adpdextuBHOCTH (6,8%) BakuuH. Toab-
ko 70% TUTaHUPYIOT MPUBHUBATH CBOMX JeTel B Oymymem. MH-
bopManuo 06 IMMYHOITPOPHUIAKTHKE CTYASHTHI TOIYyYaloT OT
MeTUIMHCKUX paboTHHKOB (45,8%), u3 nnrepHera (42,7%) u Te-
neniepenad (5%). YcTaHOBICHO, UTO U3 854 ONPOIICHHBIX CTY/CH-
TOB-Me/IMKOB 51% BaKIIMHUPOBaHbI CONIacHO HarmoHansHOMY Ka-
nenaapio, 40,5% npuBuBaroTcst BHIOOPOUHO, 5,4% OTKa3bIBAIOTCS
OT BaKIWHALWH. 3HAYUTEIHHO BBIIIE MPUBEPIKEHHOCTH K BAKIU-
HONPO(DHUIIAKTUKE Y CTYICHTOB CTAPIINX KYPCOB ITEANATPUIECKO-
ro ¢axynsrera (63,6%) B CpaBHEHUH CO CTYACHTAMH MJIaIIUX
kypcoB (40,8%) u neuebHoro daxynsrera (46,8%). [Togasmnsto-
miee GoNbIKHCTBO (95%) ONPOIIEHHBIX [UIAHUPYET NPUBUBAThH
cBOMX jereil. 3 uncna MeaAMIMHCKUX PaOOTHUKOB TIPUBEPIKEH-
HOCTh K BaKIMHOMPO(PHIAKTHKE HAOONbIIIAs CPEIU MeIuaTpOB
(86,1%). IIpu 3TOM 24,6% OTHOCATCS K BaKLIMHALIUU C OCTOPOXK-
HOCTBIO: 8,6% yKa3bIBaIOT HA PUCK OCIIOKHEHHH, 7,5% comHeBa-
1otcs B 3 GeKTHBHOCTH, 4,7% CUNTAIOT BaKIIMHBI HEKAYECTBCH-

HBIMH, 3,8% cuuTaloT, yTo JyyIe nepedoners. Cpeau poauTenei
43,1% npuBuBaroT aereit BbIoopouHo, 35,4% — coracHo Hanu-
OHaJbHOMY KajeHzaapio, 17,1% kareropuyecku 0TKa3bIBatOTCs, y
4,4% — menuuuHCKUR oTBOA. [IprunHbI OTKa3a: OOS3HB OCIIOK-
nHenuii (40,1%), auskas s3¢pdexruBaocts (30,3%), HekayecTBEH-
Hble BakiuHbI (18%). MeHblle OJIOBUHBI TIONTYyYaloT HH(OpMa-
LU0 OT MEAUIIMHCKUX PaOOTHHUKOB (45,6%), OCHOBHBIM HCTOYHH-
koM ciryxar CMU (49,1%).

Bb1600b1. YCTaHOBIICH HEIOCTATOUHBII YPOBEHB MTPUBEPIKCH-
HOCTHU HACCJICHUS BaKLIMHALIMU. KOHCyJ'leaL[I/lﬂ MCIULMHCKOI'O pa-
OOTHHKA MO-NIPEKHEMY OCTAETCs 3HAYUMBIM (DAKTOPOM, BIIHUSIO-
MM Ha (OPMHUPOBAHKE JOBEPUTEIHHOTO OTHOLIEHHS K BAKIIMHAM.
Onnako 60J1ee OJIOBHHBI ONIPOLIEHHBIX aKTHBHO UCTIONB3YIOT Me-
JMAPECypChI ISl MOTyYeHHsT HHPOPMAIIUH, YTO CIIOCOOCTBYET ITe-
pexomy U3 IPyIMIIbl COMHEBAIOIIMXCS B TPYIITY KaTeTOPHUECKU OT-
Ka3bIBAIOUIUXCS OT MPHUBUBOK.

OCOBEHHOCTU TEYEHUA
MYKOMONMUCAXAPUOO3A Il TUMA Y PEBEHKA
LUKOJIbHOIO BO3PACTA

ParnmoBa C.A.
HayuHbin pykoBoguTtens: A.1O. LLlyTkoBa

[punBOMKCKMIA nccrnegoBaTenbCKUn MegULMHCKUN
yHuepcuteT Munsgpasa Poccuun, HukHuin Hosropog, Poccus

Knoyessle criosa: Mykornonucaxapudos, cuHOpom XaHmepa,
demu, hepmeHmo3zamecmumersibHas meparus, udypoHam-2-
cynbgamasa

Axmyanvrocms. Myxononmucaxapuno3 (MIIC) II tuna (cun-
JIpoM XaHTepa) — 3TO JIM30COMHas 00JIe3Hb HAKOILJIEHHS, 00-
YCIOBJICHHAsI MyTallMsAMU reHa [DS, NpUBOISIIUMHA K Je(QeKTy
CHHTE3a UIypOoHaT-2 Cyab(aTasbl ¢ MOCIESAYIOINM BHY TPHIIH30-
COMHBIM HapyLIEHHUEM JIerpaJallii NINKO3aMUHOTIMKAHOB U Ha-
KOIUICHUEM MX B HEPBHOW CHCTEME U Mepu(pepuyecKux opraHax.
Yacrora MIIC II Tumna 1 : 140 000 manpurkoB. 3a0osieBaHUE Tpe-
OyeT NpUMEHEHUs IO)KU3HEHHOH ()epMEHTO3aMECTUTEIILHON Te-
paruu (P3T).

Lenw: npeacraButh ocobennoctu Tedenuss MIIC 11 tumna y
peb6énka 10 ner.

Onucanue KIMHUYECKOro ciay4as. PeO&Hok ot 6-if Oepe-
MeHHOcTH (1-if — neBouka, 19 set, 3m0poBa, 2-ii — MaJbUK,
ymep B 8 siet ot MIIC II tuna, 3-5-1 — meauuuHckuii abopr). be-
PEMEHHOCTB MpoTeKaa Ha (POHE OKUPEHHS, TTATOIOTUIECKOIT IPH-
6aBku B Bece. Pojibl 3-1, B CpPOK, onepaTuBHbIe. Macca Tema npu
poxaenun 3450 1, pocT 56 cM. Manbuuk pa3BUBAICS C 3aePKKOMN
TICUXOMOTOPHOTO pa3BUTHSL: JeneT ¢ 1 roxa, ¢ 1,5 ner — cunut,
XOJIIUT, €AMHUYHBIC MTpocThie cioBa. C 2 neT popMUpyrOTCs 0CO-
O6eHHOCcTH peHoTuna: orpyOiieHre YepT JIMLA, TYTOIOIBUKHOCTD
B CyCTaBax, TenaroCIUIEHOMETalusl, PEUUINBAPYIOIIUE OTUTEHI,
OpOHXUTHI, Tyroyxocth. B 2 roga 3 mec muarao3 MIIC II tumna
OBbUT TOATBEP)KAEH ONpeEIeTICHIEM MOBLIICHNUS yPOBHS TeIapaH-
U JepMartaHcyib(daTa B MOYE U YH3UMOAMATHOCTUKOW (CHMIKE-
HHUE aKTMBHOCTHU HypOHATCYIb(aTa3bl B IJ1a3Me KPOBH 32 4 4 710
10,1 amons/Mi1). IIpyu MONEKyISPHO-TEHETHYECKOM UCCIEA0BAaHUM
GosbHOTO B rere /DS Haiinena mytauus p.Ser333term B reMusu-
TOTHOM COCTOSTHMU. MaTh: HOCUTEIBHHUIIA ATOH MyTaruu. PeOEH-
Ky Ha3HaueHa D3T unypcynbdasoit-anbda, KoTopas IPOBOAUIACH
HeperyJsIpHO ¢ poIlyckamMu BBeaeHui 10 12 uexn B ron. Ha done
JIEUCHUsI UIMEJIOCh YMEHBILCHHUE reaToCILICHOMETalluy, HO [IOCTe-
MIEHHO HapacTalll KOHTPAKTYPhI B CYCTaBaX, BO3PACTHbIC HABBIKU



Russian pediatric journal (Russian journal). 2023; 26. Supplement 2

https://doi.org/10.46563/1560-9561-2023-26-S2 n

IV SCIENTIFIC-PRACTICAL CONFERENCE OF STUDENTS AND YOUNG SCIENTISTS (MOSCOW, 15-19 MAY 2023)

He ¢opmupoBanuck. C Bo3pacta 7 1eT peOEHOK CaMOCTOSTEIILHO
HE XOJUT, pedb OTCYTCTBYeT, K 9 romam chopMHUpoBaCs TIKENBIIH
CIaCTUYECKUH TeTpanapes, nceBno0yapoapHblid cuHapoM. OObek-
TUBHO B 10 JeT: rpyOble YepThl LA (Taprowin3m), BEIPaXKEHHOE
HaBHCaHUE JI0a, THIICPTENIOPU3M, ITyXJIbIe TyOBI, KOPOTKas IIes,
KPYTIHBIE NTAJIBIBI, BBIPA)KCHHBIE KOHTPAKTYPHI B KOJICHHBIX, JIOK-
TEBBIX, JTy4e3alsCTHBIX, TOJICHOCTOITHBIX CyCTaBaxX, KH(OCKOIHU-
03 TIOAICHUYHOTO OT/eJIa TI03BOHOYHMKA. PeO&HOK camocTosATenh-
HO HE XOJIMT, HE CHIUT, 0OpaIEHHYI0 pedb He TIOHUMAET, aKTHB-
Has p€ub, CCHCOPHBIC HABbIKU OTCYTCTBYIOT.

Bb1600b1. OCOOEHHOCTBIO 3TOT0 KIMHUUECKOro cirydas MIIC
II Tuma sBIgeTCSA BBIpaXKCHHAS TSDKECTh TEUCHHS 3a00JICBAHMUS.
VXyIIIEeHUIO TIPOTHO3a y OOIBEHOTO CIOCOOCTBOBAIA JOOPOBOIIB-
Hast otMeHa poautensiMu O3T.

OCOBEHHOCTU TEYEHUSA HEWPOBNACTOMbI
Y OETEWU

PapgbirmHa A.A.
HayuHble pykoBoautenu: O.10. ®ageeBa

MBaHoBCKas rocyfapcTBeHHast MeaULMHCKast akagemMmus
MwuHsnpasa Poccun, MiBaHoBo, Poceuns

Knroyesnie criosa: Helipobnacmoma, ucmopusi U3y4eHus,
Knaccugbukayusi, KIuHUYecKas kapmuHa, fokanusayusi
onyxonu, dugghepeHyuanbHas duaeHocmuka

Axmyanvnocmo. HelipobacToma SBISETCS YacTOi 3/0Kade-
CTBEHHOM DKCTpaKpaHUAJILHOM COJIMIHOM OMyX0blo y aeteid. Ha
e€ nomto npuxoauTces 7-8% 3710KaueCTBEHHBIX HOBOOOpa30BaHU
y meteii B Bo3pacte 10 14 set. [Ink 3a001€BaeMOCTH IPUXOIUTCS
Ha nered 1-ro roma sxu3Hu. IlomokurenpHas JUHAMUKA €€ Jede-
HUSI IOCTUTAETCs 3a CYET pacHpeeneHus] OOJIbHBIX 110 TPyIIaM
pHCKa, IIUPOKOTO BHEIPEHHUSI PUCK-aJAITUPOBAHHOTO XUPYpride-
CKOI'0 BMEILIATEeNILCTBA, PA3IMUHBIX METO/IOB JIyueBOil Tepanuy, ¢
MIPUMEHEHHEM BbICOKOI03HOI XUMHUOTEPAIHH, TAPTETHBIX Mpera-
paToB M HIMMYHOTEpAIIHH.

L]enw: onpeaenuTh 0COOCHHOCTH TEUCHHS HEUPOOIACTOMBI Y
nereit ropona MianoBo u MiBaHOBCKO# 00s1aCTH.

Mamepuaner u memoowt. TIpoBenéH ananu3z 22 ucropuii 6o-
JIe3Hel J1eTeld, HaXOAMBIIMXCS Ha JICYCHUU B OOJIACTHOM KIIMHU-
YEeCKO# OOoNbHUIIE.

Pesynomamepi. AHanu3 mokasai, yto y 10 G0JbHBIX epBUY-
HBII OYar HeWpoOIACTOMBI JIOKAIN30BAJICS B HAAMOYCYHHUKAX, B 7
CllyJasix — B 3a0pIOIIMHHOM IIPOCTPAHCTBE, B 5 — B 33/IHEM Cpe-
JOCTEHHH. [ ncTonorndecky omyxoss OblIa NpeAcTaBiIeHa Helpo-
Gmactomoii B 20 ciyuasx ¥ raHNIMOHEHPOoOIacTOMOH B 2 Cliydasx.

MeracTa3upoBaHie OMyXOJd ObUIO OTMedYeHo B 19 ciyua-
six. Yare Bcero opraHaMi-MHUIICHSIMA OKa3bIBAJIHCE: MepUdepH-
qyeckue auMbaruueckue y3iael — 7 ciydaeB (36,8%), koctn —
4 (21,1%), xoctusIit Mmo3r — 3 (15,8%), meuens u nérkue — 2
(10,5%), mouku — 1 (5,2%). Knuauueckas cumnroMaruka Obl-
J1a pa3HOOOpa3HOH, HO BO BCEX ClIydasx HaOIIONaloCh yBeJlInye-
HHUE )KUBOTA B pa3Mepax. ¥ OOJBHBIX C JOKATU3ALUEH TepBHY-
HOH OITyXOJIU B 3a0PIOIIMHHOM MPOCTPAHCTBE HAOIIONATICEH OOITH
B JKUBOTE, 33JIepXKKa CTyNa, pBoTa. Hecnenuduaeckum npusHa-
KOM HEHpOOIaCTOMBI MOKHO CYMTATh MOSIBICHHE CyO(PeOpHIIbHON
nuxopaaxu. I1pu okanu3anuy NepBUYHOIO oyara B 00J1acTu cpe-
JIOCTEHHS MOSABJISIACh CUMIITOMATHKA, XapaKTepHast Il OCTPBIX
peCIUpaToOpHBIX 3a00JICBAHUI y AETel: YIOPHBINA IJTUTEIBHO HE
MIPOXOASIINI Karenb, peOprbHas auxopazka. [Ipu pacronoxe-
HUH OITyXOJIH B 00JAaCTH HAIIOYEUHUKOB OBUTH BBISIBJICHBI TIOpa-

JKEHUS IPYyTUX OpraHoB u cucteM. U3 22 neteit ¢ HelipobracTo-
Moii ymep 1 pe6&Hok. PajukanabHOE ylnajieHHe OMmyX0JId COBMECT-
HO C XUMHOTEpaIuei SBiIsiock 3pHeKTHBHBIM.

Buigoowr. KnuHnueckass KapTHHa HEHPOOIacCTOMBI 3aBUCUT
OT MCXOAHOM JIOKAJIM3alUU OIyXOJH, CTaIuH, HAJTMYHUS CUMIITO-
MaTH4eCKUX METacTa30B. /[MarHOCTHKE OIyXOJIH IIOMOTAIOT KOM-
TUIEKCHBIE KIIMHUKO-JIA00paTOpPHbIE 1 HHCTPYMEHTAIbHBIE HCCIIe-
JIOBaHUSI.

* %k ok

CNOXHOCTU ANDDEPEHLIMANBHON
OWATHOCTUKU ASBEHHOIO KOJTUTA U BONE3HU
KPOHA Y PEGEHKA 14 NET

Pumckaa A.M.', A6nokosa E.A."
Hay4HbI pykoBoguTenb: A.B. NlopenoB'?

"MepBblit MOCKOBCKMIA rOCY4apCTBEHHbIN MeAULIMHCKUNA
yHuepcuteT nmenn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus;
2LleHTpanbHbIil Hay4YHO-UCCNEeaoBaTENBCKUN UHCTUTYT
anuaemuonorun PocnotpebHansopa, Mockea, Poccus

Knrowesbie cniosa: eocranumerbHble 3abonesaHust
Kuwe4yHuKa, s138eHHbIl Korum, 6one3Hb KpoHa,
ouppepeHyuarnbHbIl OuazHo3

AxmyanoHocms. BocnianutenbHble 3a00J1€BaHUS KUIICYHU-
ka (B3K) — xponuuecku Tekyuiee, peuuiuBUpyollee Bocnae-
aue JXKKT, npuBopsiiee kK HEOOPaTUMOMY HAPYIICHUIO €TI0 CTPYK-
Typbl ¥ QpyHKIUH. CerogHs MUPOKKUEe AUATHOCTHIECKUE U Tepa-
MEBTHYECKHE BOBMOKHOCTH MO3BOJISIOT CBOEBPEMEHHO BBISIBUTH
u Havath Jedyenue (JIK) u 6onesnn Kpona (bK). Onnako audde-
pCHL[I/IaJ'IbHBII\/’I JAWAarHo3 3THUX COCTOSIHUI HE BCeraa npocTt — 41O
HPHHIMIHAAIBHO JUIS BBIOOPA TEPaNeBTHYCCKON TaKTHKHU, OLCH-
KH PUCKOB XHPYPTHUECKOTO JICUCHUS, IPOTHO3a Pa3BUTUS KOJIO-
PEKTaIBHOTO paka, MOCKOIBKY aaroputMmbl HabmoneHus SIK u BK
MOTYT 3HAYUTEIBHO OTIMIATHCS.

Heab: 1eMOHCTpAIHS CIIOKHOCTEN TU(PPepeHIHATBHOM 1~
arnoctuxu SIK u BK y pe6&énka

Onucanue kJIuHHYecKoro ciay4asi. B 2010 r. (B Bo3pacte
2,5 rofa) y J€BOUYKH MOSBUIIMCH 5kajl00bl HA KPOBb B CTYIIE, ObLI
YCTaHOBJIEH TUArHO3 JICBOCTOPOHHETO S3BEHHOTO KOJHTA, CO-
rnacHo kpurepusm Pediatric IBD Porto ESPGHAN, 1 Ha3zHaueHa
MIPOTUBOBOCIIATIUTENbHAS Tepanus MecanasuHoM. Jlo 2016 1. ak-
THUBHOCTb 3200JI€BaHUs COXPAHAIACh, OJHAKO OTMEYAJIACh HU3Kasl
IIPUBEPIKEHHOCTb K Tepanuu Mecanasunom. B 2016-2022 rr., co
CJIOB MaMBl, HaOJIOIAIACh KIIMHUYECKAsk PEMHCCHSL, TPUEM Meca-
JIa3uHa CAaMOCTOSITENIHHO OTMEHEH, HHCTPYMEHTAIBHOTO KOHTPOJIS
3a00seBaHus He MPOBOAMIOCH. B 2022 1. BO30OHOBHIIUCH JKAJIO-
ObI Ha JKUIKUH Ty 10 10 pa3 B CyTKH, C KPOBBIO U CIIM3bIO, HOU-
Hble Aedexamuu. [Ipu rocnuranu3anuy Npu 0cCMOTpe odparuaer
BHumanue: SDS Beca —3,96, SDS pocra —2,33. )KuBot ymepeHHO
B3/YT, Ipy Najnbnanuy oonesnennsiil. Cryn 10-12 pa3 B nens, ¢
KPOBBIO U cin3bl0. JlaboparopHo — anemus (reMorioOuH 85 /i),
TpombormTo3 945 x 10°/1, yBemuuenne COD mo 57 mm/4, C-pe-
akTUBHBIN Oenok 50 1/1, menounast pocdaraza 220 EJI/n, AJIT
66 EJl/n, ACT 37 EJl/n, aktusnocts ['T'T 30 E[/n, JIAT 275 EJl/n.
ITpu Y3U BbLsABIEHB! NpU3HAKU AU GY3HBIX U3MEHEHUH [IEUEHH,
KETYHBIX IIPOTOKOB, ME3EHTEPHAIBHBIX JTUM(ATHUSCKUX y3IIOB,
CTEHOK TOJICTOM KHIIKH M MpUIIeKaInei kietdaTku. [Ipu pexro-
CHI'MOCKOIIUH BBISIBIICHBI CTEHO3 MIPSIMOW KUILIKH, SI3BEHHBIH ITPOK-
TUT. B CBsI3M ¢ cy)KeHnem mpocBeTa MpsSIMON KHUIIKHU 10 7 MM Jallb-
Heifmee o0cienoBaHre ObUIO HEBO3MOXKHO. [1o 1aHHBIM MOpdo-
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JIOTHUYECKOTO HMCCIIeOBAaHMUS YCTAHOBIECH (DOKAIBbHBINA aKTHBHBIH
konuT. Ha MP-3HTeporpaduu BhISIBICHBI IPU3HAKNA CTEHO3a HIK-
HeaMITyJISIpHOTO OT/eJ1a IPSIMOM KUIIKH, CIIaKEHHOCTD raycTpa-
UM BCEX OTJICJIOB TOJICTOW KUIIKH, PU3HAKU HEJJOCTATOYHOCTH
MJIEOIEKATILHOTO KJIalaHa. YCTaHOBJEH Anarno3: SK, TortanbHeli,
TSDKEIIOTO HEeTIPEePbIBHO-PELMIMBUPYIOIIET0 TEUEHHS, BEICOKAs aK-
tuBHOCTH (PUCAI 65 6aiiioB), ¢ BHEKUILICYHBIMH MTPOSIBIICHHUSIMU:
MIEPBUYHBIN CKIIepo3upyronuii xonaurut. Ocnoxxaenus: CTeHos
HWKHEaMITyJSIPHOTO OTHela MpsiMoil kuiiku. Pacimmpenue non-
B3JIOLITHOM KHUIIKH, HEOCTATOYHOCTh MIICOLIEKAIIBHOTO KilaraHa.
Kenezoneduurnas anemus, 2 crenenu. HyTpuTuBHbIH 1eguuut
2 creneHu. B cBs3u ¢ BeIpaxeHHOU Aedopmanyeil npsiMoit K-
KM, HalIOMHHAIOIIEH TeueHue cteHo3upytomierd bK, Oputn npume-
Henbl kputepun Pediatric IBD Porto ESPGHAN, BoisiBiieH (heHO-
tun Heknaccupuupyemoro B3K. B Tepanuu neuebHOe nutaHue,
METHITPENHN30I0H 32 Mmr/cyT (1 MI/KT) 1o cXeme CO CHHKEHH-
em, Mecanasut 2,5 r/cyT (67 MI/Kr), ypcoie30KcuxoseBast KHcio-
Ta 6 MJI, Iperaparsl KaJbIus, )Kele3a, Kalus 1 MarHusl.

Bu1600b1. Huzkuii KOMITIIa€HC MTPUBEINT K PA3BUTHIO OCIIOKHE-
HUH, U3MEHSIOUINX CTPOCHHUE TOJICTOW KUIIKH, UMUTHPYIOIIUX
creHo3upymlyo BK, Tpebyromryto Xupypruieckoi KOppeKInu.
[IpencraBneHHbIi cay4aid NOAYEPKUBACT HEOOXOJUMOCTh pa3pa-
OOTKH MHIMBUIYyaJbHBIX [TOKa3aHUH K OoJjiee paHHEMY Ha3Haue-
HUIO T€HHO-MH)KCHEPHBIX OMOJIOTMYECKHUX MpenaparoB, U3MEHS-
rolIux nmatoMopdo3 3adoeBanHusI.

& %k ok

®AKTOPbI PUCKA HAPYLUEHUA HYTPUTUBHOIO
CTATYCA Y OETEN C A3BEHHbIM KONTUTOM

Pbi6eHuoBa A.A., Muxamnosa I1.0., CepoBa E.IN.,
MpoxopeHkoBa M.O.
Hayu4Hbin pykoBoguTtens: H.I. 3BoHkOBa

MepBbin MockoBCKUIA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT umenn .M. CeueHosa MuHagpasa Poccumn
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Kntodeenle criosa: gocranumeribHble 3abonesaHusi
KULWEYHUKA, SI36EHHbIU KOUM, HympumueHbIt cmamyc

Axmyanvnocms. HyTpUTHBHAST HENOCTATOYHOCTD SIBIISIETCS
pacnpocTpaHEHHBIM CIIEJCTBUEM BOCTIAINTEIBHBIX 3a001eBaHNI
kunrednuka (B3K), B Tom uncine sizBennoro konura (SIK), ocoden-
HO B mepuoj ero oboctpenus. Beayieit yacTpio Teparnuu 60i1b-
HeIx SK sBisercs onpenesneHue ONTUMAIBHOTO HYTPUTHBHOTO
cTaryca ¢ MOCIeNYIONINM TUETHYECKUM JICUSHUEM, KOTOPOEe MO-
KET YIy4IIHTh TeueHne 0oae3Hu. Hemocrarounoe mocTymieHue
MHKPO- U MAKpOHYTPHUEHTOB MOXKET MIPUBOANTD K Pa3BUTHIO aHe-
MUH, 33JIep>)KKE pOCTa M CUHTE3a COEAMHUTENbHON TKaHH. Oue-
BHJTHO, YTO OAHHUM M3 Ba)KHBIX aCHEKTOB BEJICHUS TaKHX 0OJIb-
HBIX SIBJIICTCS aHAIU3 (aKTOPOB PUCKA, BIUSIOUIMX HA HYTpH-
THUBHBIN CTATyC E€TEH.

Llenv: onpenenuTb GpakTOphl pHUCKA Pa3BUTHS HYTPUTHBHON
HEIOCTAaTO4YHOCTH Y O0nbHBIX SIK.

Mamepuanwt u memooul. [IpoBeEH PETPOCTIEKTHUBHBIH CpaB-
HUTEJNIbHBIN aHanu3 77 ucropuii 6onesnu aereit ¢ K, nHaxoaus-
LIMXCS B TACTPOIHTEPOJIOTHYECKOM OTeaeHun. OOcienoBaHme
BKITIOUHIIO OLICHKY CIIEAYIOIIMX MapaMeTpOB: BO3PACT, MOJ, UH-
nexc maccol Tena (MMT), anTponomMeTprudeckiue HHIESKCH —
poct/Bo3pact Z-score (HAZ), UMT/Bo3pact Z-score (BAZ),
neauarpudeckuid unaekc akruBHoctu SIK — PUCAL (Pediatric
Ulcerative Colitis Activity Index), sHI0CKONIUYECKHIT HWHIEKC
tsoxectn SIK — UCEIS Ulcerative Colitis Endoscopic Index of

Severity), HalIU4ne XUPYPrHISCKOTO BMEIIATEILCTBA Ha KUIIEU-
HHKE B aHAMHe3€, yPOBHH JEHKOIIUTOB, TPOMOOLIUTOB, T€MOIIIO-
OuHa, reMaTOKpUTa, allbOyMHHa, ()EKATBHOTO KaJIbIIPOTEKTHHA,
ckopoctu ocefanus sputpouutos (COD) n C-peakTuBHOTO Oei-
ka (CPB) y nanueHToB 2 rpyni — ¢ HeJOCTaTOYHOCTbIO MUTa-
aust (HAZ w/umn BAZ < -2 SD) u 6€3 HeToCTaTOYHOCTH MHTA-
must (HAZ u BAZ > -2 SD).

Pezynemamut. B rpynne nabmonenust 6suto 40 (52%) mans-
ynkoB U 37 (48%) neBouek co cpexHuM BodpactoM 11 + 4,5 ro-
na. Cpenn Hux 14 (18%) nereii) umenu BAZ u HAZ < -2, a 63
(82%) — BAZ u HAZ > —2. 3HaunmbIMH akTOpamMH pHCKa Ha-
pylleHHid HyTpUTHBHOTO craryca sBisitorcss UMT, nannune xu-
Pyprudueckoro BMeraresnscTea B anamuese, 6amn UCEIS, yposau
TpomboruToB, ansoymura, COD u CPb. OcranbHbie (hakTOphl HE
MOKa3aJIy 3HAYMMBIX PA3INInil.

Buisoowi. Jletu ¢ SIK npeacraBisgior rpymiy prcka 1o pas-
BUTHUIO HEJOCTATOUYHOCTU IHUTAHUs, TPEOYyIOT MOHUTOPUHTA U €€
CBOEBpPEMEHHOI Koppekuuu. Hamnuue Xupypruueckoro Bmena-
TEeNCTBA HAa KUIICYHHUKE B aHAMHE3e, Te(QUIUT MacChl Tela, CTe-
IMeHb aKTUBHOCTH 3aboieBanus o ganueiM UCEIS, BeIcOKHE
ypoBHH TpomOouuToB, COD u CPb, runoansOymuHeMust siBisi-
10TCs (PAaKTOpaMU PUCKA HYTPUTUBHOM HEOCTATOUHOCTH U MOT'YT
OBITh [IOJIE3HBI IIPU OLIEHKE HYTPUTUBHOTO cTaTyca y aereid ¢ K.

AHAINN3 COOAEPXXAHUA LUTOKMHOB

Y MYBOKOHEAOHOLUEHHbIX
HOBOPOXAEHHbIX ANA NPOrHO3MPOBAHUA
N OMATHOCTUKN HEKPOTU3UPYIOLLEIO
OHTEPOKOJIUTA

CaBenbeBa E.W1.!

HayuHble pykoBogutenu: U.B. Hukutuna',
0.A. Kpor-UeHceH'?, E.B. UHBuseBa?,
A.A. JleHIoWKNHA?

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MeAULIMHCKUNA
yHuBepcutet nmenun .M. CeveHoBa MuH3agpasa Poccumn
(CeuveHoBckun YHmeepceuteT), Mocksa, Poccus;
2HauwmoHarnbHbI MeauUMHCKMI NCCreqoBaTenbCKUM LIeHTP
aKyLlepcTBa, 'MHEKONOrUN U NEPUHATONOTUN UMEHMN

B.W. Kynakosa MuH3gpasa Poccuu, Mocksa, Poccus

Kriroueebie crioga: HeKpomu3aupyrowuli 3HmMepokoaum,
UUMOKUHbI, HEOOHOWEHHbIe 0emu

Axmyanvrnocms. Hexporusupytomuii surepoxonaut (HOK) —
TsDKENOe 3a00sIeBaHue TITYOOKOHEIOHOIIEHHBIX HOBOPOXKIEHHBIX
JIETEH, COMPOBOKIAIOIIEECS] BBICOKOH JIETATFHOCTHIO U Pa3BUTH-
€M MHBAJHIM3UPYIONINX OCIOKHEHUH. [[NTOKMHBI M1a3MBbl Kpo-
BHU PacCMaTPHUBAIOTCS KaK IepcreKTuBHbIe Onomapkeps HOK.

Lens: onpenenuTbh NPeJUKTUBHYIO U THarHOCTHYECKYIO 3Ha-
YUMOCTb LIUTOKUHOB ILIa3Mbl kpoBU B oTHoueHuu HOK y riry6o-
KOHEJIOHOIIEHHBIX HOBOPOXKIEHHBIX.

Mamepuanvt u memoowi. IIpocIeKTHBHOE KOTOPTHOE HCCIIe-
JOBaHHE, B KOTOPOE BOLUIH 17 HOBOPOXKAEHHBIX T€CTALMOHHO-
ro Bo3pacta < 29 Hex. Y Bcex jeTell Ha 3-u U 7-€ CyTKM JKU3HU
IPOU3BOAMIICA OTOOP 00pa3LoB KPOBU UL U3MEPEHUS] KOHIICH-
tpauuii 17 uuroxkunos (IL-1p, IL-2, IL-4, IL-5, IL-6, IL-7, IL-8,
IL-10, IL-12, IL-13, IL-17, G-CSF, GM-CSF, IFN-y, MCP-1, MIP-
1B, TNF-a) ¢ momormipio cucteMsl «Bioplex 200» («Bio-Rady).
B xon1e nepnona HaOIIONCHNS HOBOPOXKIEHHbIE OBUTH pacrpesie-
JICHBI Ha TPYMITBI B 3aBUCMMOCTH 0T peanu3annu HOK: 1-1o (dop-
mupoBanue HOK, n = 9) u 2-10 (orcyrcrBue HOK, n = 8), mexny
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KOTOPBIMH IIPOBOJIMIIOCH CPAaBHEHHE YPOBHEW IMTOKWHOB (3Have-
Hus npuBesensl B popmare Me, Q —Q,).

Pezynemamer. I'pynnbl neteil cTaTUCTUYECKH HE pasziuya-
JIUCh 110 aHTPOMOMETPHUUYECKUM JIaHHBIM, F€CTAIIMOHHOMY BO3-
pacrty, 1oJy, OlleHKe 110 1IKaie Anrap, MeTOAy poJopa3peieHus
7 9acToTe MPOQUIAKTHKH PECIUPATOPHOTO ITUCTPECC-CHHIIPO-
ma. Menuana peanuzanuun HOK cocrasumna 9 cyt (7-11). Ha 3-u
CYTKH B 1-if rpyIme CTaTHCTHYECKU 3HaYMMO BBIIIE OBUIN YPOB-
uu IL-8 (32,02, 19,7-129,97 vs 19,96, 7,61-27,54; p = 0,03),
IL-10 (1,44, 0,31-5,35 vs 0,1, 0,06-0,26; p = 0,015), MCP-1
(119,73, 70,01-188,22 vs 32,13, 30,58-55,85; p = 0,03), MIP-1f
(13,75, 3,94-29,65 vs 1,84, 0,9-8,69; p = 0,05), a Takxke cooT-
nomenue [L-8/IL-2 (111,71, 60,06-160,46 vs 29,04, 26,7-56,63;
p=0,013). Ha 7-e cytku y HoBopoxéHHbIX ¢ HOK 3HauMMO BbI-
e 6sutn IL-5 (p = 0,023), IL-8 (p = 0,037), MIP-1p (p = 0,021),
a takke cootHourenue IL-8/IL-2 (p = 0,021). AHanu3 ucnoib-
30BaHMS YKa3aHHBIX IUTOKWHOB B KQUECTBE MPETUKTOPOB TDKE-
noro Teuenust HOK (craguu > 26, npuBonsye K TSKEIbIM UC-
xoJam) rmokasai, 4to 1L-8 obnamaer BBICOKOW YyBCTBUTEIHHO-
cThio (Se) u cnenuduuHocThIO (Sp) npu nporHozupoBannu HOK
3a HECKOJIBKO CYTOK JI0 TOSIBJICHHUS MEPBBIX KIMHUYECKUX CHUM-
nTomMoB. ROC-ananu3: miomaap noa kpusoi = 0,971, Se 100%,
Sp 85,7%, A1 95% 0,885—1,000, p = 0,007, noporosslii ypo-
BeHb — 36,36 1r/miL.

Buisoowr. Uccnenosanue yposueit 1L-8, IL-10, IL-2, MIP-1
IUIA3MbI KPOBH B PaHHEM HEOHATAJILHOM IIEPHOJIE MOJKET paccMa-
TPUBATHCS KaK BHICOKOUYBCTBUTEJIBLHBIM M CHELU(PUIHBIH METOR
nporuosupoBanus U guarnoctuku HOK y mryOokoHenoHoIIeH-
HBIX HOBOPOXKIEHHBIX.

k %k 3k

HOBASA NAPAOUIMA NEYEHUA OETEW
C CMHOPOMOM ANAXUNNA

CaBenbeBa E.U.
HayuHbI pykoBoauTtens: A.B. ertsipeBa

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MeAULIMHCKUNA
yHuBepcutet umenun V.M. CeveHoa MuH3agpasa Poccumn
(CeyveHoBckun YuueepceuteT), Mocksa, Poccus;
2HaumoHanbHbIi MeguLUUHCKUIA ccrnegoBaTenbCKui
LEHTp aKyLlepcTBa, IMHEKONOrUN U NEPUHATONOMMN UMEHMN
akagemuka B.W. KynakoBa MuHsgpasa Poccun, Mocksa,
Poccus

Knroyesnie criosa: demu, cUHOPOM Anaxurs,
maparnukcubam, KOXHbIU 3y0, xonecmas, 3abonesaHue
rneyeHu

Axmyanvrnocms. Cunnpom Anaxuiist (CA) — 3To reHetuye-
CKO€ MYJIBTHCUCTEMHOE 3a00J1eBaHue, IPU KOTOPOM pa3BUBACTCS
HecTepnuMblil koxHbli 3ya. B 2019 r. FDA 3apeructpuposai Ho-
BBIM nperniapar Mapanukcuoar s gedenus CA. Mapanukeunbar —
MHIHOUTOP alMKaIbHOTO HATPHUH-3aBICHMOTO ITEPEHOCYHKA JKeId-
HBIX KHCJIOT. B Hareit pabore npeicTaBIeH MEPBbIi OIBIT UCIIONb-
30BaHMsA ITOro npenapara B Poccun.

Lens: IpOIEMOHCTPUPOBATH NepBBIii B Poccun onbIT mpume-
HeHMs npenapara Mapanukcubar y pedéuka c CA.

Onncanue KIMHUYECKOTO ciay4asi. MaabauK ponuics y
marepu 31 Toma ¢ OTATOMEHHBIM COMATHYECKUM aHAMHE30M.
BepemenHnocth 1-s1, mporekana Ha (OHE TeCTAIMOHHOTO ca-
xapHoro auabera. Ponbr 1-e, Ha 41-42-it venene. [Tpu poxae-
HUU OLICHKa 110 mkane Anrap 8/9 6aiinoB, macca Tena npu po-
xaernu 3310 r, nunHa tena 54 cm. C 1-X CyTOK )KU3HU MOSBU-

JIach KENTyXa, C 3-X CyTOK HAOJIIO/aJICsl CHHAPOM XOJIecTasa.
Ha 2-e cyTku BBISIBJICH KOMOMHHPOBAHHBIN BPOKIEHHBIN T10-
POK cepALa: TMIOIIa3us TPUKYCIHAAIBHOTO KJIallaHa, CTCHO3
nérounoit aprepuu (JIA), Berseit JIA, nedext mexnpeacep-
Holl meperoponku. Ha 8-¢ cyTku BuTamMmuu-K-3aBucumas koary-
nmonatust (IITU 6%, MHO 10,6, AUTB 1,82 ¢) 6e3 mpu3HakoB
KpoBoTeueHus. [Ipn oOciaenoBaHNU TakKe BBISIBICH 0a00YKO-
BHJIHBIH 103BOHOK Th5, XxapakrepHusie uepthl suna. C 3—4 mec
MOSIBUJICS. KOXKHBIN 3ya. Ha 0CHOBaHUM MOJIEKYISIPHO-TEHETHYE-
CKOT'O HCCJICIOBaHMS B BO3pacTe 7 Mec ObUI MOATBEPKAEH Tua-
rao3 CA. PeO&HOK monyyan jiedeOHoe MUTaHue, JKUPOPACTBO-
pHUMBIE BUTAMUHBI, YPCONE30KCUXOIEBYIO KUCIIOTY, Ul KOPPEK-
[IUH KOX)KHOTO 3ya MPUMEHSIIN pUGaMITHIKH U X0JIeCTePaMHH
6e3 cymectBeHHOTo 3ddekra. Y pedénka B 2 roga 9 mec, y4u-
THIBasl BBIPAXKCHHBIH KOXKHBIN 3ya (4 Oamna mo mkane [tchRO
(Pt)), 3anepxky ¢usnueckoro pazsurus (Bec 9910 r (P menee
3), poct 84 cm (P meHee 3), reHETUYECKH MTOATBEPKIEHHBIH
CA, Obutn MoKa3aHus K TPaHCIUIAHTALUK MTeUYeHH, HO KOHCHIIH-
YMOM Bpadeil ObUTO MPHHSTO PEIeHNe O Ha3HAueHHH Ipenapa-
Ta mapanukcu6Oar off-label. Yke uepes Henemnto nocie Havana
JIeYCHHSI MaMa OTMETHJIAa CHHYKEHHE HHTEHCUBHOCTH 3ya (pe-
OEHOK mepecTall MpOChINaThCs 110 HOYaM), a Yepe3 Mecsll ypo-
BEHb JKETYHBIX KMCJIOT CHU3MICS ¢ 273,1 MKMOIL/1 10 73 MK-
MOJIB/JI, BBIPXKEHHOCTH 3yAa 1o mmkane [tchRO (Pt) cHusnnack
no 0—1 Ganna (3yga HET WM JIETKUU 3y[), Macca Teja yBelH-
guiack Ha 425 1, pocT — Ha 2 cM, 3HAYUTEIHHO YMEHBIINIUCH
pa3mepsl neuenu. K 12 Mec npuema npemnaparta ypoBeHb JKeTd-
HBIX KUCJIOT 37 MKMOJIB/J, 3y[ KyIUpPOBAJCs, BEC Tella yBEIH-
ymics Ha 2230 1, poct +10,5 cm, neyeHb He BBICTYIIala U3-T0
Kpas pébepHoil nyru.

Bvi600vi. Ham niepBbIit ONBIT U TaHHBIE JINTEPATyPHI CBHIE-
TEJBCTBYIOT O BBICOKOH 3()(hDEeKTUBHOCTH IperapaTa MapaaTuKCch-
0aT B KaueCTBE aJbTCPHATUBEI TPAHCIUIAHTAIUY [IEYCHHU.

* %k ok

OOBPOKAYECTBEHHASA KUCTO3HASA
ME3OTEJIMOMA CAJTbHUKOBOW CYMKHU
Y MAJIbYUKA 10 JIET

CaBenbeBa 10.B.
Hay4Hbin pykoBoguTtenb: 3.K. ApsiH

MepBbin MOCKOBCKMIA rOCyAapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT uMmeHn V.M. CeueHoBa MuH3gpaBa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccua

Knouesbie criosa: dobpokayecmeeHHasi KUCMO3Hasi
Me3omernuoma, numMgaHauoMa, Kucma casibHUKa, KUCMO3HOoe
ydB0€eHUE KUWEYHUKa, Me3eHmepuarbHas Kucma,
UMMYHO2UCMOXUMUS

Axmyanbnocme. Me3eHTepHaIbHbIE KUCTBI — 3TO PEIKHE
JI0OpOKaYEeCTBEHHBIC 00PA30BaHUSI OPraHOB OPIOLITHOM MOJOCTH
(OBII), BeisiBnsiembie B 1 u3 100 000 oOpatieHnii y B3pOCIbIX
1 1320 000 y nereit. Emé pesxe BcTpeuaercs 100poKayeCTBEHHAS
kuctosHas Mezorenuoma (JIKM). Onucano menee 200 ciiyyaeB y
B3pociblX U 20 ciaydaeB y AeTeil.

Llenv: onpenenuTh 3HAYUMOCTh HMMYHOTHCTOXUMHUYECKIX
uccnenopanuit (MI'X) kucro3usix odpazorannit OBIT.

Onucanue KJIMHUYecKOro cayvasi. B 2022 r. manpunk,
10 net, mpoxoaui oOcae 0BaHUE B TIOJIMKIMHUKE [10 MECTY JKH-
tenbeTBa. [Ipu Y3U OBII BbIsiBIEHO 00pa3oBaHue, IOX0XKEE Ha
KHCTO3HOE YABOCHHE KHUIIEYHHKA MM KHCTY CallbHUKA. B TO xKe
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BpeMs BIIEPBBIC BBISIBICH KPUIITOPXU3M crpasa. 3 anamuesa:
pe6EHOK oT 1-if HOpMabHO MpPOTEKaBIleH OEPEeMEHHOCTH, PO-
nuiics B cpok. ITocTHATanbHO BBISIBICHBI OTKPHITOE OBAIBHOE
OKHO, BpPOXKIE€HHAsl JBYCTOPOHHSS KaTapakTa, B Bo3pacTe 7 JeT
IIPOOTIEPUPOBAH T10 ITOBONY CpeAAnHHOI KucThl. [Ipn ocmoTpe Je-
BOE SUYKO B MOUIOHKE, CIIpaBa SMYKO B HIKHEH TPETH IaxoBo-
ro KaHajia, B MOIIOHKY He Hu3BoguTcs. [Iposeneno Y3U opra-
HOB MOILIIOHKHM: ITPAaBO€ SIMUKO PacIiojaraeTcsi B BEpXHEH TpeTH
[IaXOBOTO KaHaja, JeBOE SIMYKO PACIIOIONKEHO B MomoHke. [Tpu
V3U OBII onpenenensl sxorpapuueckue NpU3HaKU CKOILICHUS
JKHUJIKOCTH B MOJIOCTU CAJIbHUKOBOM CYMKH HEOJHOPOIHOI 3X0-
CTPYKTYpHI pazmepoM 45 x 9,5 x 22 mm. IIpu KT OBII ¢ xon-
TPaCTHBIM yCHJICHHEM BBISIBICHO HEOOJBIIOE OTTPAHNICHHOE
CKOIUIEHHE KUAKOCTH 110 MAJIOH KPUBH3HE JKEJTy/IKa pazMepaMu
31 x 25 x 10 mm. [IponsBeneHo TpaHCCKPOTAIbHOE HU3BEICHUE
MpaBoro sinuka, 6e3 ocodennoctei. [Ipu anapockonuu B caib-
HUKOBOW CYMKE BBISIBJICHO 00BEMHOE KHJIKOCTHOE MHOTOKamep-
HOe 00pa3oBaHKE C [IPO3PAUYHBIMK CTCHKAMH, TPaHUYaIee C IO/
KEITyIOUHOH KeJIe30i, BOpOTaMH [EUSHH, KETYKOM, pa3MepoM
5 x 4 cM. BeInosiHeHO yianeHue o0pa3oBaHUsI C TIOMOIIbIO MO-
HOTOJISIPHOM KoaryJsiuu B Mpeaenax 310poBbIxX TkaHel. [Tocne-
onepanoHHbli auaruo3: Jlumpanruoma o0nacTi cabHUKOBOM
cyMkd. [Ipu rucTosornueckoM Mcciel0BaHuu OnpeaeaeHa Mop-
(onornueckas KapTHHa COOTBETCTBYIOLIAsI ME30TEIUATBHON KH-
cre. [Ipu UI'X B xireTkax snuTenuaabHOW BBICTHIKH TOTydeHa
skcnpeccus PanCK, Calretinin u Mesothelial Cell; skcripeccust
CD31 B snaorennu cocynoB. [lo nanHBIM MpoBEAEHHBIX HCCIIE-
JoBaHUN peO&HKY BbICTaBIICH AuarHos: JJKM.

Bvi600bi. JIKM — oueHb peikasi HaToaorust OproLHoi moJ1o-
CTH, 0COOCHHO B JIETCKOM BO3pacTe, B OTHOLIEHUU KOTOPOM HET
€IMHOTO ONpeIeleHns dTHonaroreHe3a. Makpockonnuecku JJKM
Moxoyka Ha JIMM(aHTHoMy — 0oJiee 4acTO BCTPEUaACMyH0 KHUCTO-
3HYI0 Masib(opmainio OprOIIHON MOJIOCTH. B CBSI3M ¢ 3TUM B lLie-
X aupdepeHanbHON THArHOCTHKE HEOOXOMMO MTPOBOAUTH
TUCTOJIOTHYECKHE U UMMYHOTHCTOXUMUYECKHUE UCCIICJOBAHUS
BCEX KUCTO3HBIX 00pa30BaHUil OPIOIIHOH MOJIIOCTH.

OBYXJ3TAMHAA YPAHOIMJTIACTUKA
C UCMOJIb30BAHUEM TOHKOCJIOMHOIO
JNTOCKYTA A3bIKA

CaupacaHos C.lU., Kanununa C.A., MepwmHa M.A.
Hay4HbIn pykoBoguTtenb: 0.3. TononbHULKUA

MockoBckuiA rocyaapCTBEHHbIN MEAMKO-CTOMAaTONOMMYeCKUin
yHuBepcuteT umenun A.. Eepgokumoa MuHsgpasa Poccuu,
Mockea, Poccus

Knrodesbie criosa: pacwenuHa 2ybbl u HE6a, opmodoHMUs,
ypaHorniacmuka, niacmuka Héba

Axmyanvnocms. Cpen BpOKIEHHBIX TOPOKOB Pa3BHTHUS
YBEJIMUMBACTCS YaCTOTA BBISIBIICHUS paclIeIHHbI I'yObl 1 HEOA.
ITpu 5TOM IBYCTOPOHHSIS pacileNnHa IyOobl U HEOa HabmonaeTcs
B 15-27% city4aeB U sIBISETCSI CJIOAKHBIM IIOPOKOM B CBSI3U € TPY/I-
HOCTSIMH YCTPaHEHHs] aHATOMIYECKUX HApYIICHUH, QYHKIUH H
JCTETHKH JIULA.

Llenv: onITEMU3UPOBATH METO YCTPAHEHHs BPOXKIEHHON JBY-
CTOPOHHEH pacIieJMHbI HEOA C UCTIOIb30BAHMEM JIOCKYTA SI3bIKA.

Mamepuanst u memoouwl. TIponedeHo 25 GONBHBIX B BO3pac-
Te 3—18 1eT ¢ BpOoXKAEHHON NBYCTOPOHHEH paclelnHON BepX-
Hel ryObl 1 HEGa oOoux nosos. ITanuenTs! ObuN pacnpenene-

Hbl Ha 2 Tpynnsl. [lepByto rpyniy cocraBuin 00JIbHbIE, KOTOPBIM
MPOBOIMIIOCH XHPYPIHUYECKOE JeUeHHE 10 pa3paboTaHHOMY Ha-
MU METOAY YPaHOIUIACTHKH C UCHOJIb30BAHUEM JIOCKYTa SI3bIKA
B /1Ba 9Tamna. [IepBbIM 3TanioM IpoOBOAMIACH BEIOIIACTUKA, BTO-
PBIM — 3aKpBITHE PACILEIUHBI IEPEJHETO OTeIIa TBEPIOrO HE-
0a ¢ UCIIONIB30BaHUEM JIOCKYTa s3bIKa. Bropyro rpymmy cocra-
BMJIM MAIIMEHTHI, KOTOPHIM BBIMOJIHSIN CTAHJAPTHYIO paiKallb-
HYIO0 YPaHOIUIACTHUKY.

Pezynomamut. [lpeanoxena coOCTBEeHHast METOUKA JIBYXD-
TalHOTO YCTpPaHEHUs BPOXKIEHHOW ABYCTOPOHHEH pacllleIHHbI
HEOA ¢ UCIOIb30BaHUEM JIOCKYTa A3blka. OpUrHHAIbHAS METO-
JIUKA TI03BOJISIET HAAEKHO 3aKPbITh PACILEINHY B IIEPEIHEM OT-
nene TBEPAOTo HEOA; MONTYYUTh JOCTATOYHON UINHBI, (DYHKIHO-
HAJIBHO COCTOSITENIbHOE MATKOE HEOO; CO3AaTh YCIOBHS AJIS T10-
CJIElYIOLIET0 KOCTHOIUIACTUUYECKOI0 YCTPAHEHHUs PACILEINHbI
aJbBEOJISIPHOTO OTpOocTKa. Mcmonb30BaHue J0CKyTa si3blka 0e3
MBIIIEUHOTO CJIOSl HE BBI3BIBACT €ro JehopMaluy U He yXy/lla-
€T MOABIKHOCTh. B oOnmactu TBEporo HEGA 3aXKHUBIICHHUE IPOUC-
XOIUT NEPBUYHBIM HATSDKEHUEM, CIIM3UCTast 00010uKa 0e3 mpu-
3HAKOB BocHaseHus. JIOCKYyT COCTOSTENbHBIN, KHU3HECTIOCO0-
HBIN. SI3bIK 0e3 mpu3HaKkoB BocnajeHus. Ha si3pike Kpasi paHsbl
COIIOCTABJIECHbI 0€3 MPU3HAKOB BOCHAICHUS. 3aKUBICHUE IEp-
BUYHBIM HATSKECHUEM.

Bui6o0wi. [lonck onTUManbHBIX METOJOB JICUEHUS JJIS ATOM
KaTeropuu OOJTBHBIX CIIOCOOCTBOBAII CO3IAHHMIO HOBOTO YITyUIIIeH-
HOTO METOJIa OTIEPATUBHON KOPPEKIIUU BPOXKIEHHON JBYCTOPOH-
Heil paciennHbl HEOA y 1eTel, yMEHbBILAIOIIETO YUCIIO OCIOKHE-
HUH IPU IPOBEACHUH IIACTUKH.

nopgxoabl K AMArHOCTUKE U BEAEHUIO
NMALMUEHTOB C PIK3CA-ACCOLIMMPOBAHHbLIMA
3ABOJIEBAHUAMMU

CanomatuHa A.C.
HayuHble pykoBoautenu: J1.A. ficbko,
M.A. KypHukoBa

HaunoHanbHbIi MEOVUVHCKMIA UCCNenoBaTeNbCKUNA LIEHTP
[ETCKOW remaTtonornm, OHKONOrMM 1 UMMYHOIOMMU UMEHN
Omutpusa PoradeBa Munsgpasa Poccun, Mocksa, Poccus

Knroueesie crioga: cUHOPOMbI MPedpacronoxXeHHoCmMu K
onyxonsiM, eeHemuyeckasi duagzHocmuka, HabrodeHue,
eHomun

Axmyanvnocms. PIK3CA-Related Overgrowth Spectrum
(PROS) — criekTp CMHIPOMOB M30BITOYHOTO POCTA, ACCOLIUUPO-
BaHHBIX ¢ MyTanueil B reHe PIK3CA. JIaHHBII TepMHUH 00BbeTH-
HSIET pellkue 3a00JIeBaHUs, XapaKTePU3YIOLecs H30bITOYHBIM
pa3pacTaHueM TKaHel, COCYIUCTHIMU MaJb(pOpMaIUsIMU U HECO-
CYIHMCTBIMHU TposiBeHusiMH. Pa3Bute PROS — cnencrsue pas-
HUX TOCT3UroTH4YecKknx myTanuii B rene PIK3CA. Monekymsip-
HO-reHeTnueckas auarnoctuka PROS 3arpynnurensHa u Tpedyer
OMpeeIEHHOTO MOAX0/1a ¢ YY4ETOM MEXaHHW3Ma Pa3BUTHS JTAHHO-
IO CIIEKTPa CHHPOMOB, OCHOBAHHOT'O Ha SIBIICHHMH COMATHYECKO-
ro MO3aulM3Ma.

L]env: oBBIIIIEHHE HHPOPMUPOBAHHOCTH Bpadell O HATMYHH
CIIEKTpa CHHAPOMOB M30BITOYHOTO POCTa, OCBEIICHUE ITOAX00B
K IMarHOCTHKE U TEPalyy MAlUeHTOB C JaHHBIM 3a00I€BaHUEM.

Mamepuanet u memoosi. B aHanu3 BKIHOYEHBI 9 OOJIBHBIX,
HaXOAMBUIMXCS 110/ HAOIIOIEHUEM C TMCTOJIOTHYECKUM JIHa-
THO30M JIMIIOMAaTO3 W KJIMHUYECKUMHU rnposiBieHussMu PROS.
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Bcem nanuenTam npoBOAMIIOCH MOJIEKYJISIPHO-TEHETHYECKOE
uccinengoanue MerogoM NGS ¢ MCHoIp30BaHUEM KaCTOMHOM
naHenu «CoMaTHYeCKUi MO3auIIU3M»; MaTepuall JUlsl UCCIe10-
Banusi — JIHK, Bbinenennast u3 oOpasua nopax€HHOW TKaHHU.
B 8 ciyuasix uccnenoBanue ObUIO BBITIOJIHEHO B Jabopatopuu Ha
6aze HMUL ATOU, B 1 — B npyroi nadoparopuu. B 4 ciy4a-
sIX OBUIM McCIe0BaHbI 2 00pasna OIMyXOJH OT pa3HbIX XUPYp-
TUYECKHUX OTIePAIIHiA.

Pesynomamul. Bo Bcex ciyuasx B 00pasnax mopaxE€HHOM
TKaHU BBISBIICHBI IaTOT€HHbIE BapuaHThl B rene PIK3CA, B cBs-
3M C YeM Ha OCHOBaHMHU KJIIMHUYECKON KapTUHBI, a TAKXKE Pe3ylib-
TaTOB MOJIEKYJISIPHO-T€HETHYECKOTO MCCIICOBAHUS MalluEHTaM
Obu1 ycTanoriieH quardo3 PROS. B Hacrosiee Bpemst 4 narueH-
Ta MOJIy4YaroT TeParuio MepopajbHbIM HHTHOUTOpOM PI3-K1HAa3bI
(anmmenecu0), 1030BbIH peskuM cocraisieT 50 mr/cyt. Mennana
JUINTENILHOCTH Tepanuu — 8 Mec (pazopoc 2-23). ¥V 1 nanuen-
Ta 1o janHeIM MPT, BeinonHeHHOTO Yepe3 9 Mec oT Hayana Te-
parnuu, oTMeYaeTcsi yMeHblIeHne 00bEMa KOoHEeUHOCTH Ha 15%, y
OCTJIBHBIX JETEH, MOTYyYaIOIIIX TePaIUio, KOHTPOJIbHBIE 00CITe-
JIOBaHMS €€ He TMPOBOMMINCE, OMHAKO mocie 3—4 Hen Tepanuu
3a()MKCUPOBAHBI BHEIIHNE CyObEeKTUBHBIE H3MEHEHUSI — M3MEHE-
HUE CTPYKTYpHI oryxoiu. [IposiBineHnit TOkKCHUHOCTH Tepanuu He
OTMEYEHO HU B OJTHOM CIIy4ae.

Bb1600bi1. CrieKTp CHHAPOMOB, aCCOLIMUPOBAHHBIX C MyTalueit
B rene PIK3CA, mocTaTouHO BEIUK U TpeOyeT TiiaresibHoN aud-
(bepeHIanbHON THarHOCTUKY, a TAaKXKe pa3paboTKH IMOIXOI0B K
UCCJICIOBAHUIO C YUETOM MOHMMaHMs MEXaHU3Ma Pa3BUTHS JlaH-
HBIX CHHAPOMOB. NGS — yHHBepcaIbHBII METOJ, HO3BOJISIOIIMH
BBISIBJIATH COMaTHYECKUI MO3aUIIM3M, OIHAKO OTPHUIIATEIIbHBII pe-
3yJbTaT HE O3HAYaeT OTCYTCTBHE MYTAllMM B HHTEPECYIOIIEM Te-
HE U MOXET OBITh CBSI3aH C OTPaHMYCHHSIMHI METOIOB TECTUPOBA-
HUSL, 9TO B PSJE CIIydaeB TpeOyeT MPOBEACHHS JOTOTHUTEIbHBIX
UCCIIEIOBAaHUM.

k ok k

no3aHAA ANATHOCTUKA BONE3HU KABACAKU

Cameposa ALT.
HayuHble pykoBoautenu: H.lO. lonoBaHoBa,
T.B. 3ybapesa, O.I. LLlupuHckasn

[NepBbIn MoCkOBCKUA rocyaapCTBEHHbIN MEANLIMHCKN
yHuepcuteT umenn .M. CeveHosa MuHsapasa Poccum
(CeuveHoBckun YHusepcuteT), Mocksa, Poccusi

Knroyesnie criosa: 6onesHb Kasacaku, aHespu3mbl
KOpOHapHbIX apmepull

Axmyanvrnocmos. bonezns KaBacaku (BK) nim cian3ncto-kox-
HBIH TUM(OHOYIISIPHBINA CHHIPOM — OCTPOE CUCTEMHOE 3a001e-
BaHHME C BOCIIAJICHNEM KOPOHAPHBIX apTepuii (KA) 1 BO3MOXXHBIM
00pa3oBaHUEM aHEBPU3M y TPETH NanueHToB Oe3 Tepanuu. CBoe-
BpeMeHHOe Ha3HadeHue 10 10-ro aHs 00ne3HN BHYTPHBEHHOTO HM-
MyHornoOyauxa (BBUIN) n aneTuncanuuioBoil KUCIOTHI CHIXKa-
€T ATy BEpOSATHOCTh NPUMEPHO B 10 pa3. AKTYaJIbHOCTh U3Y4CHHS
BK ompenensiercst BRICOKOH 4acTOTON (POPMUPOBAHHS TATOJIOTHH
cepana u KA B mocienyromied B3pocioil )Ku3HU.

Ienv: onmcarb 0COOEHHOCTH MMO3aHENH qUarHocTHKU bBK.

Onucanne KIMHHYECKOro caydas. Mansuuk, 9 net, Brep-
BBI€ MIOCTYIMI B PEBMATOJIOTHYECKOE OTJCICHUE C YCTAaHOBIICH-
HBIM JINarHO30M: pekoHBasiecteHnus bK ¢ popmupoBanuem ru-
ranTckux aHeBpu3M KA. Jlnarno3 ObuT yCTaHOBIICH CITy4aiiHO 3a
3 Mec 10 TOCTYIUIEHHs B KIIMHUKY TIPH TUIAHOBOH XOKapauorpa-
(uu, KOTOpas U BhISIBHUJIA THTAHTCKUE aHEBPU3MBI 1BYX KA. 3a-

teM B MHCTHTYTE Ccepredno-cocyaucToi xupypruu um. A.H. ba-
KyJeBa ObUIO TIOATBEPIKAECHO Hannune aHeBpu3M KA Ha MynbTH-
CIIMpaIbHOM KOMIBIOTEPHOI TOMOTpaMMe cepara. AHEBPU3MBI
TaKOTO pa3Mepa sBISIOTCS yrpo3oi Tpom003a, 4To Tpedyer uc-
M0JIb30BAaHHSI AHTUKOATYJISIHTHOTO U @aHTHATPETaHTHOTO JICYSHUSI.
[Mauuenty Obl1a Ha3HavYeHa Tepanus Bapdapunom. Jlo3a mogbu-
pajach OmnpeieIeHUEeM TeCTa KOaryJlorpaMMbl — MEXAYHapo.I-
HOE HOpPMaJM30BaHHOE OTHOIIeHUE B 3HaueHus X 1,5-2,0. B ka-
YECTBE aHTHArperaHTa MalUeHT CTaJl IOo1y4aTh alleTUICcalnulu-
JIOBYIO KHCIJIOTY. YTOYHEHHE aHaMHEe3a MoKa3aio, 4To B 4 roaa
pebénoK, BeposTHO, nepenéc BK moja mackoil ckapiaatuHel, Me-
HuHrura; nonyuusa BBUIL na 12-i1 nenp GonesHu, 4To He mpe-
JOTBpaTHIO (opMupoBaHue aHeBpusM KA.

Heo0xomumMo 0TMETHTE, YTO CAMOYYBCTBHE MaIbUMKa OCTa-
ércst ynoBneTBoputelbHbIM. Jlo 0OHapyxeHus naronoruu KA on
AaKTUBHO 3aHUMaJicsa cropTtoM (kapatd). Ilpu oObekTHBHOM 00-
CJIEZIOBAaHUN KJIMHUYECKH o0pamiain Ha ce0s BHUMaHHUE NPU3Ha-
KU TUCIUIA3UH COEIMHUTEIbHON TKaHU. MOXKHO I10J1araTh, YTo 3TO
MOTIJIO SIBUTHCSI IIpepactionararommm Gakropom GopMUpoBaHHs
aHeBpH3M. B mocnenyromniem HaOMIONAONIMM TEANATPY U KapIu-
0JIOTY IIPEICTOUT PeLIaTh CIOXKHBIE 3a1a4r: O100p aJeKBaTHON
(uznuecKkoil Harpy3ku, KOHTPOIb cocTosiHus KA, cBoeBpeMen-
HOE 0OHapy»XEHHUE IMOTEHIMAIbHBIX TPOMOOB; KOHTPOJIb AaHTHUKO-
aryJsHTHOW Teparuu.

Bv1600v1. JlaHHBI KIIMHUYECKHI CITydaii IeMOHCTPUPYET 3Ha-
YUMOCTb paHHei# nuarHoctuku BK, onpezaenser HE0OX0AMMOCTb
MH(POPMUPOBAHHOCTH TEIUATPOB pa3In4HbIX ypoBHe# o BK, uto
[TO3BOJIMT MPOBOAUTL CBOEBPEMEHHYIO TEPANMIO U YMEHBIIUTH
puck nopaxenus KA.

* %k ok

PETPOCNEKTUBHbIA AHATIU3 100 UCTOPUA
BONE3HW OETEX C MHOPOOHLIMU TENAMU
B XXENYAO4YHO-KULLEYHOM TPAKTE

Camonbiro U.C.
HayuHbin pykoBoauTtens: A.A. AMMHOBa

MepBbit MOCKOBCKMIA rOCyAapCTBEHHbIV MEAULIMHCKAIA
yHuBepcuteT umeHn V.M. CeueHoBa MuH3gpasa Poccuu
(CeyeHoBckuin YHusepcutet), Mocksa, Poccus

Knouesble criosa: UHOPOOHbIE mera, PpempoCreKmueHbIU
aHarnus, 0emu

Axmyanvrnocme. Ilaumentsl ¢ nHopoausivu Tenamu (UT) B
s)kenynouHo-kumedHoMm tpakre (JKKT) B GompmmHCTBE ciyda-
€B HE MPEIbSBILIIOT Kal00, 9YTO MOXKET IPUBECTH K TPYIHOCTSIM
paHHEe# TUarHOCTHKH, OCIOKHEHUsIM npu n3Bneuennu UT, yxyna-
HICHHUIO PorHo3a. Cpeay 0CIOKHEHHUH CaMbIM I'PO3HBIM SIBJISCT-
cs1 mepdoparus oprasa.

L]ens: BBIABUTH 3aKOHOMEpPHOCTH Mexay Thunom WUT, takrtu-
KOW MX OOHapyKCHHs U U3BJICUCHHUS Y JIETEH pa3HOTo BO3pacTa.

Mamepuanvt u memoosi. PEeTpoCIEKTUBHOE HCCIIEIOBAHNE
Ob10 TIpoBenieHO y OonbHBIX ¢ nuarno3om: UT JKKT, kotopeie
ObUTH TOCHIHUTAN3UPOBAHBI B XUpyprudeckue oraenexus B 2018—
2022 rr. beuH onpeieNne bl Mol U BO3PacT OOJIBHBIX, CHMIITOMBI
[IPY TIOCTYIUICHHUH, BpeMs 0OpallleHNs: B MEAULIMHCKOE yUpexKie-
HHUE, METO/Ibl TUarHOCTHKHU U u3piedeHus UT u ocnoxHeHus, a
TaK)Ke «POAUTEIILCKUI KOHTPOJIBY BO BpeMs npornarbiBanus UT.
Cpennuii Bo3pact 6ombHbIX 4,5 + 1,1 roga. J{eTeii JOMIKOIBLHOTO
BO3pacTa ObUIO 42, CTaplIero MKOJIBHOTO Bo3pacTa — 4.

Pesynomamur. Yame UT naxonunu y MansaukoB (64%), ca-
Masi pacpocTpaHEHHas HaX0Ka — MOHETBI pa3HbIX HOMHUHA-
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0B (35% cnyuaes). Bpems ot nonaganus UT B )KKT no ro-
crnutanuzanuu cocrasisio 1-10 queit. B 74% cnywaeB netu
Kaso0 He MPEeNbABISIIN, OONH B KHUBOTE U TOpJe OTMEUAINCh
onnMHaKkoBO 4acto (5%), psota Obuia y 12% nanneHToB, 1jay u
OTKa3 OT €JIbl, JINXOPa/iKa, HapylLIeHHe CTyna (Iuapesi Ui 3a-
nop) taxke y 12% nereit. B 82% cinyuaes BoisiBnenue UT nHa-
YUHAIOCH ¢ 0030pHOH peHTreHorpadguu OPIOMWHON MOJIOCTH
U TPY/AHOHM KiIeTKu. Kak elnHCTBEHHBIH CIOCO0 AMArHOCTUKH
VY31 n OI'JIC npumensanuce auuib B 1% u 8% ciayuyaes coot-
BEeTCTBEHHO. B 3% ciyuaeB mpu mporiaTblBAHUU THApPOTEse-
BBIX HIAPUKOB (2 ciiydas) M IJIACTUKOBOM MaJIOUYKH OT KOH{e-
ThI (1 ciayuait) Hu pentreHoBckue mMetozsl, HU O@OIJIC He BbI-
SIBUJIM HHOpPosiHOE Teno. B 51% cnyuaeB UT usBnexanucey npu
supockonuu (37% w3 xenyaka, 13% u3 numesona, B 1 ciaydae
WT n3pnexnu u3 npsamoii kumku). B 13% ciaywsaes UT Toncro-
ro kumeyHuka u 19% TOHKOro KMIIEYHUKA BBIILIA CAMOCTOS-
TenbHO, B 9% — mocine kiau3Mmel. Cpennee Bpems Beixoga UT
n3 J)KKT ¢ MmoMeHTa ero mporiaaTblBaHUs 10 CaMOCTOSITEIbHOTO
BBIXOJa COCTaBIsIo 2,5 nHs. B 8% cinydyaeB npuMeHsum Xupyp-
rudeckue Metozasl u3snedenus UT. JlamapoTtomus ¢ ymmBaHu-
eM aedekra npu nepdopanuu numesona (1 ciyyait), npu nep-
dopanun xenynka (1 ciyuait), npu nepdopanuu MOAB3IOMIHON
W/MIU CIICTION KUIIOK MpoBoJMiach y 6 aereil. OneparuBHOe
yIaleHue MPUMEHSUIH TIPH 3arTaThIBAHUM MarHUTHBIX IIApUKOB.
B onHOM cirydae peOEHOK IPOTTIOTHII 78 MAarHUTHBIX [IAPHKOB.
K nep¢opanun numieoaa npuseno 10-qHEBHOE HAXOKIACHHE
MeTaJJIM4ecKoi maiobl. 78% poauTenu BUIENN, KaK U KOTAA
ux pe6énok npornotun UT, B 65% ciyuaeB poaurenu cpasy 00-
paTHIINCH 3a MMOMOIIBIO B MEIAUIIMHCKOE yupexaeHue. Ha 2—3-u
cyTku obparunuch Toabko 10% ponureneit, B 15% ciayuaes 06-
crositenbeTBa npornateiBanus UT mpeamMeToB ocTamiuch Hen3-
BeCTHbIMH. BpaueOHast TakTHKa B ciiydae oOHapyxenus UT 3a-
BUCHUT OT Bo3pacTa ped&nka u tuna UT. Hamu ycraHOBIEHO, 4TO
B IPYIHOM BO3pacTe AETH Yallle BCETO NpOorIaThiBaIu OaTapeii-
KM OT 4acoB U IynbTa ynpasieHus TB (5% ciyuaes). Y gereit
paHHero, JOUIKOJIbHOTO U MJIAJIIEro IIKOJILHOTO BO3pacTa ya-
ie u3Bnekaiau MoHetsl (7%, 19% u 8% cinyuaeB cOOTBETCTBEH-
HO). MarHuTHbIEC MAPUKK U OCTPBIC TPEAMEThI OB OCHOBHO#
HaXOJKOUM Cpeau AeTel CPeHEero U CTapIIero MIKOJIHHOTO BO3-
pacta (mo 2 ciy4ast). MOHETBI, METAIITHYECKHE U OCTPbIE MpeJi-
METBI Yallle U3BJIEKaIu IpU IpoBeaeHuu 3ugockonuu (37%).
Knusmy ncnons3osanu ropaszno pexe (7%). CaMocTosTeNbHBIM
myTéM BBIXOJMIIN Oarapeiiku U MoHeTsl (16% u 23% ciydaeB
COOTBETCTBEHHO). DKCTPEHHOE OMEpPaTUBHOE BMEIIATEIHCTBO
IIPUMEHAIOCH TOJBKO TOTAa, Korga MT sBIsiauch MarHUTHBIE
LIAPUKH B XKEJyAKe /MU B KUIIKaX U B 1 ciiydae u3-3a Meral-
JIu4eckoi maiibel, KOTOpas Haxoaunack B nuieBoge 6ouee 10
nHeil. [Ipu 9TOM CHMOTOMBI y JIeTeil ¢ MarHUTHBIMHU [IapUKa-
MU TOSIBJSUTUCH B CPEIHEM CIYCTS 3—5 aHeu.

Boi6oowr. UT SBIAOTCS 4aCTOW NMPUUYUHON 0OpalleHus IeTel
B JITTY. O630pHas peHTreHorpadus ¢ yTOuHEHHEM JIOKATH3aLUH 1
sHiockonuyeckoe u3Bnedenne UT npoBonunucek vaie TeM A€TsIM,
YbH POAMTEIH BUJIENH [IPOIJIATHIBAHUE MIPEIMETa U cpas3y o0paTu-
JIUChH 32 MOMOIIBIO B MEJULMHCKOE yupexaeHue. [loaromy stor
METOJT MOYKHO PEKOMEHIOBATh KaK CaMblii 9()eKTHBHBIN, IMEHHO
B IIEPBBIE Yachl NOCIIE MOMAAaHNs HHOPOJHOTO TENa, TI0Ka OHO Ha-
XOANTCS B MUILEBOAE WU XKEJIYIKE U Y Bpauel eCTb BO3MOKHOCTD
ObICTpO 1 0e300JI€3HEHHO ero u3BieYb. [Ipu mo3nHeM oOpaleHuH
32 MEIMIIMHCKOW ITOMOIIIBIO, KOI/Ia [IPU PeHTreHorpaduu ycTaHaB-
yBaiy, 4to T HaX0ANTCsl B TOHKOM W/VJIH TOJICTOM KUILIEYHUKE,
Yarie BEIONPaIn TaKTUKY OXXHAAHHS VISl PETUCTPALIN CaMOCTOSI-
TEJIFHOTO BBIXO/A ITpeaMeTa. Kimim3Ma mpuMeHsuiach B TeX CiIyda-
SIX, KOTJa IpeaMeT JJIUTEILHO OCTABAJICS B TOJICTOM KHIIECUHHKE,

YTO MOIJIO IIPHBECTH K ¢€ TPaBMaTH3aLMU U OCIOKHCHHUSIM. Tak-
THKa HaOJIFOICHMS HE MOAXOAUT B TeX Ciydasx, korga UT umeer
BBICOKUH PUCK pa3BUTHUS OCIOXHEHMH. B mepByro ouepens 310
KacaceTCsd MarHuTHBIX HIAPUKOB U MAarHuTOB, KOTOPbIC MTPUBOIAAT
K HapyIICHHIO KPOBOCHAOKEHHSI CIABJICHHBIX MMy MarHUTAMU
CTEHOK KHIIIKU ¢ mocieayroneil nepdopauuei oprana. OcoObrit
PHCK UMEIOT OaTapeiiku pa3HbIX (OPM.

OCOBEHHOCTU ¢EMMHM3V[PYIOU4EI7I MNACTUKU
Y OETEN NP BPOXXOAEHHOW AUC®YHKLIUN
KOPbl HAONMOYEYHUKOB

CambiruH C.A.
HayuHbi pykoBoguTtens: [.A. XXapkos

CapaTtoBCKuii rocyAapCTBEHHBIN MEQULMHCKAIN YHUBEPCUTET
umenn B.U. Pagymosckoro Munsgpasa Poccun, Capartos,
Poccus

Knroyesnie criosa: ducyHKUUSI KOpbl HAOMOYEYHUKOS,
KOPPeKyUs HapyXHbIX eeHumanud

Axmyanvnocms. JJACKYCCHOHHOCTh METOJIOB U CPOKOB XU-
Pypru4eckod KOppEKIUHU HapyKHBIX TEHUTAIUN IIPH BPOKIEHHON
muchyHKIMU Kopsl Hagmodeunnkos (BJIKH), omenka mocieore-
PAIMOHHOTO TEYSHUS ONPEEIIAIOT aKTyalbHOCTh 3THX BOTIPOCOB.

L]env: IpOBECTU PETPOCIIEKTUBHBIN aHAJIN3 PE3yJIbTaTOB XHU-
pyprudeckoii koppekuun reauranuii npu BJAKH

Mamepuanst u Memoovi. B KIIMHUKE XUPYPTrUU IETCKOTO BO3-
pacra B 20122022 rr. xupypruueckas KOppeKUUsl Hapy>KHbIX
reauTanuit Oputa nposeneHa y 104 6onpHbix ¢ BJJKH. M3 Hux
65110 96 (92%) mereii ¢ conprepstomeit popmoii u 8 (8%) — ¢
BupmibHOU (opmoii BJIKH. Inarnoz BJIKH 6b11 ycranoBieH
npu poxxaeHun y 103 neBouex, 1 manueHTKa Mocie poxKAeHUS
ObL1a 3apETUCTPUPOBAHA B MY>KCKOM I'Pa’KAaHCKOM II0JI€, B BO3-
pacte 4 J1eT nociie IpoBeAEHHOIo 00cIe10BaHus I0TpedoBalach
CMEHa TpakaaHcKkoro momna. [lo kpurepusam knaccudukanmu A.
Prader y 76 (72%) nereii 6pu1a ycranosieHa III crenens BupH-
mu3anuy, y 15 (15%) — IV crenens, y 8 (8%) — II crenens, y
5 (5%) — V crenensb.

Pezynomamut. IlepBblit 5Tan GeMUHU3UPYIOMIEH MIaCTHKH
Obu1 BhINONHEH y 72 (69%) neBouek, Bo3pacT Ha MOMEHT oIepa-
iy oT 7 Mec 10 3 aet — 59 nereit, ot 3 10 10 et — 13 gereid.
ITocneonepaoHHbIE OCI0KHEHUS BBISBIECHBI Y 2 MAI[MEHTOK —
CTPHUKTYPa YPETpHl, BBIOIHEHO Oykuposanue. [1o 1aHHBIM 00-
cienoBaHus NoAChUHKTEpHAs GHOpMa yPOreHUTAIbHOTO CHHY-
ca (YI'C) Obuita BblsiBieHa y 83 neteid, HancuHKTEpHAas — y 9,
curkrepansHas — y 4. Bropoit atan peMuHI3HpYyOIIeit Im1acTy-
KH B 00bEME MHTpOHUTOIIACTUKH 110 MeToarke PUM/TUM Gbii
BhIMoHeH y 24 (20%) nereii B Bo3pacte 12—17 ner.

VY 6 neouek ¢ [V-V cTeneHbro BUPHIN3AINK U BBICOKOH (op-
Moit YT'C ObL11 BBISIBJICHBI IIOCIEONEPALMOHHbIE OCIOKHEHUS —
ypPETPOBAarvHAIbHBIN CBUL — Yy 2 IeTeil, BLIIOIHEHO YIIUBAHUE,
CTEHO3 UHTpoUTyca — Yy 4 nereil, noTpe6oBaIoch OyKUPOBAHUE Y
3, pexoHCTpyKIust — y 1 pedénka. OmpHodTanHas (HeMUHU3UPYIO-
1asi MJIacTUKa BBIMOJIHEHA Yy 8§ MAIMEHTOK C BBICOKOH (hopmMoit
VI'C u II crenensto Bupunuzanuu. [IpoBoauTcst onpoc manueH-
TOB C UCIIONB30BAaHUEM KPaTKoro onpocHuka BO3 s oneHky ka-
4eCTBa XKU3HU OOJIbHBIX.

Bui1soowr. YacToTa ocloxxHEeHHH (HeMUHU3HPYIOIICH IIacTh-
KM CBsI3aHa C HApYIIEHHUEM KOMIIEHCALIUH 10 3HIOKPUHHOMY CTa-
TyCy B IIOCJIEONEPALIOHHOM TIEPHO/IE.
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BeinosHeHHe OJHOITAITHBIX OIepayell MoKa3aHo B ciIydae
HU3Koro pacnonokenus YI'C.

YACTOTA U BAPUAHTbI KNUHUYECKOIO
TEYEHUA NPUOBPETEHHOM
LMTOMErANOBUPYCHOW UHOEKLIUK

Y IMYBOKO HEAOHOLUEHHbIX OETEN

CaxaHoBa 10.B.", FonoBa H.K.%, PromuHa U.UN.2
Hay4yHbin pykoBogutens: M.B. Haporan®

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEeOULMHCKUN
yHuepcuteT umenn .M. Ceuenosa MuHsapasa Poccumn
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus;
2Poccuiicknii HauMoHanbHbI MccrneaoBaTenbCKUii
MeaMLUHCKUA yHuBepceuTeT nmenn H.A. MNMuporosa
Mwun3sgpasa Poccun, Mocksa, Poccus;

SHaumoHanbHbIn MeauUMHCKMI NCcCcreqoBaTenbCKUM LeHTP
aKyLlepcTBa, TMHEKONOMMA U NEPUHATONOMMN UMEHU

B.W. KynakoBa MuH3agpasa Poccuun, MockBa, Poccus

Knrouesnie criosa: npuobpeméHHas yumomezanosupycHasl
UHeKyusi, HeOOHOWEHHbIE demu

Axmyanvrnocmy. IlocTHaTaIbHAs TUTOMETATIOBUPYCHAS HH-
¢dexnusa (nLlIMBH) y HeOHOLIEHHBIX AETEH MOXKET BO3SHUKHYTh
3a c4€T TpaHcMuccuu nuromeranosupyca (LIMB) yepes rpyn-
HOE€ MOJIOKO, Ipenaparsl JOHOPCKOM KPOBH MIIM Ka3yuCTHYe-
CKH — B Pe3y/bTaTe KOHTAKTa ¢ MHGHUIUPOBAHHBIMU OHOJIO-
TUYECKUMU KUJIKOCTSIMHU. Y HEJOHOILIEHHBIX JeTeH ¢ recTaiu-
OHHBIM BO3pacToM MeHee 32 HeJ M Maccoll Tena meHee 1500 r
OTMEUYaeTCsl CaMblil BBICOKUI PUCK Pa3BUTHUs CUMITOMAaTHYE-
cxoif nIIMBH. DTOT pUCK yBEJINYUBAETCS C yMEHbIICHUEM Ie-
CTAllMOHHOTO BO3pPacTa W MAaccChl Teja NMpu poxaeHuu. Y 70—
100% LIMB-cepono3uTHBHBIX KEHIIUH IPOUCXOJUT aKTUBAIIHS
IIMB B rpyasbsIx mpoTOKax MOCIE POJOB, UTO ONPEACIAET PUCK
Tpancmuccuu [IMB ¢ natuBHBIM rpyaasiM MojokoM. nlIMBU
MaHudecTupyeT nocie 3 Hel XKU3HU, U Y HEJTOHOUICHHBIX Jie-
Tell BO3MOXKHBI KIIMHUYECKUE IPOSBICHNS Pa3HOU CTENEHHU Tsi-
JKECTU — OT OECCUMITOMHOTO TEYECHHMSI JI0 TSKEJIOT0 U J1akKe C
JETaIbHBIM HCXOJIOM.

L]env: onpenenuTh 4acTOTYy M BapUaHThl KIMHUYECKOTO Te-
yeHust NproOpéTeHHoi (mocruaransuoit) nlIMBU y ry6oko He-
JIOHOILICHHBIX JETEH.

Mamepuanvl u Memoovl. BKitoueHbl Bce A€TH € IeCTaLLOH-
HBIM BO3PacToM J10 32 HeJl, TOCITUTATU3UPOBAHHBIC B OT/ICIICHUE
M1aTOJIOTHHM HOBOPOXKJIEHHBIX M HEJJOHOLIEHHBIX Aerell. Onpese-
nenne [IMB mpoBoaunmm MerogoM monuMepasHoW HEHON peak-
1y (TILIP) B rpyaHOM MOJIOKE MaTepu, B MOY€ H/UIM KPOBH He-
JIOHOILICHHBIX JIeTeH, HAaXOMAIUXCS HA IPYJHOM MIIM CMELIAHHOM
BCKapMJIMBaHUH.

Pesynomamui. B otnenenne ObIIO TOCIUTAIU3UPOBAHO 32
1yOOKO HeIoHOIICHHBIX peOéHka. Cpenu HUX ObUTO 12 neteit u3
nBoiHu. ['pynHoe Monoko nomyydanu 27 (84%) nereit; cpenHuii
reCTalMOHHBIA BO3pacT HOBOPOXKAEHHBIX cocTaBuia 29 [24-31]
Hen (Me [min—max]), cpeaHsist Macca Tela npu poxaeHuu 999,5
[730,0-1840] . Onpenenenue [IMB B rpyaHom mMonoke npoBo-
QWA y BCEX KEHIIMH, KOPMSIIINX TPYIAHBIM MOJIOKOM (n = 23),
B CJIy4asiX OTPHUILIATEIILHOTO PE3YJIbTaTa OCYIIECTBISIIN IOBTOP-
o1 ananu3 Ha [IMB. TlonoxxnuTensHbI pe3ynbTaT MOIydYeH y
16 (70%): npu nepBom Tecte — y 13, mpu MOBTOPHOM — e1iie
y 3. ¥V 3 u3 7 xenuuH ¢ orcyrctBuem L{MB B rpynHoM Moroke,
NPOBECTU MOBTOPHBIN TECT HE YAAJIOCh. Y BCEX IETEH NEPBBIN

[TLP Tect na IIMB, BeimomHeHHBIH B Bo3pacte 10 21 cyT ®u3-
HU, OBUI OTPHULIATENBHBIM, YTO YKA3bIBa€T HA OTCYTCTBUE BPOXK-
néunoit UMBU. V 22 u3 27 neteit, KOTOpBIE MOTy4aau TPyAHOE
MOJIOKO, TPOBEJIEHO MOBTOpHOE HccaeaoBanue Ha [[MB nocne
21 cyT KU3HH, OHO BBITOJIHSIIOCH TIPH YXYALIEHUU COCTOSHUS pe-
OEHKa U IpH BBIMCKE U3 CTallMOHapa. Y 4 jeTeil nuccienoBaHue
HE MPOBEJICHO: B CBSA3M C OTpHULATEIbHBIM TecToM Ha LIMB rpyn-
HOTO MOJIOKa (n = 2); oTpuliarebHbIM TecToM Ha LIMB rpyaHoro
MOJIOKA U BBITHCKOM 110 21 1nHst (n = 1); O TEXHUYECKOM MpUYH-
He (n=1). Y 6 (22%) u3 27 nereii O6bu1a BoisiBiena nLIMBU: y
5 (19%) — cybxuunuueckas ¢popma; y 1 (4%) — cumnromaru-
YecKoe TeueHue 3abosieBaHus. Y JaHHOTO peOEHKAa OTMEYAIUCh
TpombonmTonerus (10 34 x 10°/11), remarocmieHOMeTanus, Terna-
THT, XonecTa3. B Teuenne 24 gHe momydan Kypc BaJTaHIIUKIIO-
BHpa, Ha (POHE KOTOPOTO OBLIO JOCTUTHYTO YJIYYIIEHUE COCTO-
saud. B rpynne nereit ¢ nlIMBU (Bcero 6 aereit) 5 nmomyyanu
IPyIHOE MOJIOKO, B KOTopoM ompezessuics LIMB, y 1 pe6éuka B
Moutoke Marepu pesyabrar [1I[P-tecta na [IIMBU ocrasaincs ot-
pHUILaTeIbHbIN 1BAX/Ibl, OJHAKO B JTAHHOM CIIy4ae MOJIOKO BIEp-
BbIe ObLIO B351TO Ha 10-if Henene JaKTalum, Kora BUPYC yKe MOT
SNMUMHUHHUPOBATHCS U HE ONpeAensThes npu nposeaenun [11[P.

Buigoowr. LIIMB meronom TP o6Hapyx)uBaeTcs B MOJIOKE
70% KOpMSAIIMX >KEHILUH, POAMBIINX JIeTeH Ha cpoke 10 32 Hex
recTalu, IPU TOM OJIHOKPATHBIN OTPHLIATEIbHBINA PE3ysbTaT He
BCEI/la OTpakaeT UCTUHHYIO yacToTy Hanmuus [IMB B rpyaaom
Mooke. Cpein ITyOOKO HeJOHOLIEHHBIX JIeTel, OMyJaroluX Ha-
THUBHOE TpynHOE Mosioko, yactora nlIMBU cocraBuna 22%, u3
HUX CUMIITOMaTHUYECKOe TeueHne — y 4%.

NMUTAHUE OETEW NEPBOIO FOAA XKMU3HU U PUCK
PA3BUTUA AHEMWUW Y OETEW B TPOOHEHCKOU
OBJIACTH

CeBocTbsiH H.A.
HayuHbin pykoBoguTtens: H.C. NapamoHoBa

poaHeHcKN rocyaapCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET,
lpooHo, Pecnybnuka benapycb

Knouesbie criosa: demu, numaHue, aHeMusi

Axmyanvnocme. IIpobiaema xene3onepUUUTHBIX aHEMUH
(OKJA) y nereii siBisiercst akTyanbHOW Bo BcéM mupe. Ero crpa-
JIaeT MOJIOBUHA JIeTeH B Pa3BUBAIOLIMXCS CTpaHax U okoio 7—12%
B pa3BUTHIX cTpanax. KA mpuBOAUT K MOPAKEHUIO MHOTUX Op-
T'aHOB M CUCTEM, CHIDKEHHIO 3AIUTHBIX CHJI PACTYILETO OpraHu3-
Ma U ABJIeTcs IPUYMHON HapyLIeHUH pocTa U pa3BUTHUS AETEH.

I]eny: ycranoBUTh (haxropsl pucka passutus XKJIA y nereit
1-T0 ro/a JKU3HHU.

Mamepuaner u memoouwt. Ilpoananuzupoano 320 uctopuit
pas3Butus peOEHKa B Bo3pacte oT 6 Mec 110 15 jer, u3 Hux 260 ae-
teit ¢ J)KJIA (ocHoBHas rpynmna) u 60 nereit 0e3 aHemuu (rpyrmnra
cpaBHeHUs1). B ocHoBHOII rpynmie y 70 neTeit aHeMus 1UarHOCTHU-
poBaHa Kak OCHOBHOE 3a0oneBanue (1-g rpynmna), y 190 nereit —
KaK COILyTCTBYIOLIEE COMaTHUECKOH naTonoruu (2-s rpynma). Ju-
arHo3 OCHOBHOTO ¥ COITy TCTBYIOIIMX 3a00JIeBaHU yCTaHABINBAI-
Csl C UCTIOJIb30BAHUEM COBPEMEHHBIX KIMHHUKO-TA00pPaTOPHBIX U
MHCTPYMEHTAJIBHBIX METOJOB.

Pezynomamul. Ananu3 aHTeHaTaIbHBIX (PaKTOPOB PUCKA I10-
Ka3aJl, YTO OHU He pa3auyanach y AeTell 00cien0BaHHbIX IPYIII,
onHako Tspkénas crenenb JKJIA vaie perucrpupoBaach y Jerei,
Marepu KOTOPBIX NMEPEeHeCHIN IrecTo3 2-1 MOJOBHHBI OepeMeHHO-
ctu (32,5%; p <0,05), a Taxxe nmenn XKJIA. B panaem Bo3pacte
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JKJIA garie muarHoCTHpOBaHA y AeTel, POJUBLIMXCS MyTEM OITe-
paruHoro ponopaspemienus (OP =5,04; I = 1,46—17,34), ane-
MUS CpeHeN 1 TSHKEION CTETeHH Yalle perucTpUpoBaiach y ae-
Tel, MPOKUBAIOIINX B CEIHCKON MECTHOCTH, a TAK)KE POIUBILNX-
¢s1 HeJloHOIIeHHBIMU 1 U3 aBoiHu (OP = §8,17; 1IN = 1,11-60,39).
BeraBneno, uto JK/IA yaie pa3BuBaiach y JeTeld, HAXOISAIIUXCS
Ha UCKYyCCTBEHHOM BCKapMJIMBAHUY C POXKICHHUS WU MIepEeBEAEH-
HBIX Ha TaKoe MuTaHue B rnepsbie 3 mec xu3uu (p < 0,01). Cpeau
JieTed 1-# rpynibl paHHEe HCKYCCTBEHHOE BCKapMITMBAHUE ObLIO
y 34,7% u 'y 23,6% nauuentos c conytcTByrouieii KA, B rpyn-
ne cpaBHeHuss — y 12,5%. Ilpu ananuse nepeHecE€HHBIX 3a001e-
BaHW yCTaHOBJIEHO, YTO JIETHU C aHEMHUEH 110 CPAaBHEHHUIO C IPpyII-
MOW CpaBHEHHs, Ha 1-M rofy »KM3HH 4YaIie OOJIeNH pecruparop-
Hoii nHpekuueit u paxutoM. COOTBETCTBYIOIINE TOKA3ATENN JIJIsI
pecnuparopHoit nHexunu coctasuu 17,3% u 3,4% (p < 0,01);
quist paxura — 7,1% u 2,2% (p < 0,05). B ocHoBHOIi rpymie rap-
MoOHHMYHOE pa3ButHe umenu 87 (33,5%) nanueHTos, AuCrapMOHUY-
Hoe — 173 (66,5%). 'apmoHnyHOE puznyecKoe pa3BUTHE Yalle
nMenn et 6e3 anemun (p < 0,05). Jlereit ¢ mmHO# Tena MeHee
10% mepuenTuist 6610 6 (2,3%), 9TO JOCTOBEPHO OOJNBIIE, YeM
B rpymme cpaBHeHus (p < 0,05),

Bw1600b1. ®aktopamu pucka passutus KA y nereii sBisror-
Csl TECTAllMOHHAS aHEMUsI MaTepH, JIETH U3 JIBOMHHU, HEJIOHOIICH-
HocTh. Jlet ¢ XKIA waie UMEIOT TUCTapMOHUYHOE Pa3BUTUE U
4acTo OOJICIOT OCTPON PECHUPATOPHON HHPEKITHCH.

®AKTOPbI PUCKA PA3BUTUA BHEBOJIbHUYHON
NMHEBMOHWU Y OOLUKOJIbHUKOB

CepoBa A.H0., TapaH A.M.
Hay4Hbin pykoBoguTtenb: A.6. ManaxoB

MepBbin MockoBCKWIA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT umeHn U.M. CeueHoa MuH3gpaea Poccum
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Kntodesble criosa: 8HebonbHUYHasH MHE8MOHUSI, demu,
hakmopsl pucka, Mnadwut o3pacm, OOWKOIbHLIU 803pacm

Axmyanvrocmo. VIHGEKIHOHHBIE 00T€3HN HIKHHX JIbIXaTENb-
HBIX ITyTEH OCTAIOTCS YeTBEPTOM BeTyIeH MPUUNHON CMEPTHOCTH
B MHpE U NIepBOH cpe MH(EKIIMOHHBIX Oone3Heil. BHeOonpHIY-
Hast nHeBMOHHMs (BII) siBisieTcst otHUM U3 CaMBbIX PacrpoCTpaHEH-
HBIX HH()EKIIMOHHBIX 3a00JI€BaHNI HIYKHHUX JBIXaTEIbHbIX My TeH.
Esxeromuo B Mupe peructpupyercs okono 150 MiTH cTyvyaeB THEB-
MOHHUH Y JIeTeH JAOIIKOIBHOIO BO3pacTa.

[Jenv: BBIIBUTH MPOTHOCTUYECKH 3HAUNMBbIE (PAKTOPHI pu-
cka paszsutus BIl y nereii miiaamero 1 JOUIKOJIBHOTO BO3pacTa

Mamepuanvt u memoosi. IIpoBesieH peTpOCIIEKTUBHBII aHa-
JIU3 UCTOpHI Oose3Hu aereil B Bo3pacTe OT 3 Mec 10 7 JIeT ¢ Au-
arro3oMm BIT ) (n = 290), HaxoAMBIIMXCS HA CTAllMOHAPHOM Jie-
qeHud. 7151 yTOUHEeHHsI paHHETO aHaMHe3a )KU3HH OBbLT IPOBEAEH
omnpoc poxuteneii no renedony.

Pesynomamer. I3 290 nereii BII wame Oonenu manbau-
ku — 136 (56%) nereii, uem neBouku — 107 (44%) nmereii.
Brime Beero 3a6oneBaemocts BII Obia B rpymie nereit muran-
nrero Bo3pacra (1-3 roga) — 42%, a cpeaHmii Bo3pact peOeH-
ka coctaBuil 25 Mec. OCHOBHBIMH MPOTHOCTUYECKH 3HAUYUMBbI-
Mmu (akropamu pucka 3aboneBaemoct BII sBunucs: 1) OtcyT-
CTBHE BaKIMHALIMU MPOTHB ITHEBMOKOKKOBOW M TeMO(UIBHOM
nnpexnuii: Toneko 10% cpenu 3adoneBmux aeTeil ObLIM Bak-
OUHUPOBAHBI IPOTHB ITHEBMOKOKKOBOI MHMekmu u 13% —
npotuB reModuinbHON nHPekuu. 2) Opranusanus peOEHKa B

JETCKOM JIOLIKOJIBHOM o0Opa3zoBarensHoM yupexaeHun (J10Y)
WIIH KPYXKKH/CeKuuu: 74% 3a00MeBIINX IeTel mocemany aeT-
CKHE caJibl, KpykKH, cekuun u npyrue JJI0Y. 3) lemorpadu-
YEeCKUU TUI ceMbH: HauOoJIblIee YnuciIo O0nbHBIX neteit (41%)
OBLIIO B CeMbsIX C 2 IeThMU, a Takxke 3 u Oonee aetbMu (22%).
Bouee Toro, cpeay Takux ceMell Jalie BCero CTapiiie AeTH I1o-
CeIlai UIKOJIbHBIE MIIH JOIIKOJIbHBIE 00pa30oBaTeIbHbIE YIPEIK-
nenust (55%). 4) 3a6oneBanust JIOP-opranos: 75% 3abones-
IKUX JeTel umenn xponudeckue 3aboneanust JIOP-opraHos.
W3 Hux Gonburyro yacts (41%) cocTaBUIM PUHUTHI H PUHOCH-
HYCHTBI, B TOM YHCJIe aTOIUYECKOro renesa, 25% — moBTop-
HBIE DTH30bI SKCCYTaTUBHBIX OTUTOB, 4% — aJICHOHHBIC Be-
rerannd ¥ 4% — TOBTOPHBIE MIHM30/bI JAPUHTHTOB Ha (HOHE
pecnupaToOpHbIX UHPCKIIHH.

Bb1600vb1. 3HauuMBIMU (paKTOpaMH pUCKa 3a00JIEBAEMOCTH
BII cpeau nereit miaamiero 1 JOMKOJIBHOIO BO3pacTa sIBIISIOTCS
MYXCKOH T10J1, Mytaiiunii Bozpact (1-3 roma), orcyTcTBUE BaKIH-
HAIIMU MPOTHB TeMO(IbHON U MHEBMOKOKKOBOM MH(EKIHIA, Op-
ranu3aiust peoéuka B J1JI0VY, netn us cemeii ¢ 2 nethmMu U Ooiee,
HaJIM4Ke XpoHHUYecKux 3aboneBanuii JIOP-opranos.

AHANU3 3OPEKTUBHOCTU NPEHATAIIbHOW
AWATHOCTUKU NPU NOPOKAX PA3BUTUA
Y HOBOPOXOEHHbIX OETEW

Cenumosa 3.T., JlynaHoBa A.B.
HayuHbin pykoBogutens: C.1HO. lopoakoB

CapaToBCKuiA rocyfapCTBEHHbIN MEOULMHCKAI YHUBEPCUTET
umenn B.U. Pagymosckoro Munsgpasa Poccun, Capartos,
Poccus

Knrouesnie criosa: npeHamarnbHas duazHoCmMuKa
8POXOEHHbIX MOPOKOB, ampe3ust Nnuuiesoda,
OuacghpaemaribHbie 2pbiKU, BPOXOEHHAS KULeYHasi
HernpoxooumMocmb

Axmyanvrnocmo. [IpenaranbHas IMarHOCTHKA SBISETCS OTHIM
W3 BKHEHIINX HAMpPaBICHUNA CHIKEHHUS MJIaIeHI€CKOH CMEPTHO-
CTH. YiIy4llIeHHe KauyecTBa IIPEeHaTaJbHON ANarHOCTHKH, PACIIH-
PEHUE CIIEKTPA UCIIOIb3YyEMbIX METOIOB, MOBLILIIEHHE POJIU IEPU-
HaTaJbHBIX [IEHTPOB IO3BOJIUT OKa3aTh MEAUIMHCKYIO TTOMOLIb
HOBOPOXXJIEHHBIM C BpOXKIAEHHBIME TTopokamu pa3Butus (BIIP)
CBOEBPEMEHHO U Ka4eCTBEHHO.

Lenv: onpenenutd 3)HEKTUBHOCTD NPEHATANIBLHON AUArHO-
ctuxu nipu BIIP, conocrasus nannsie Y3U moaa ¢ nocrHaraib-
HBIMHU TUarHO3aMH.

Mamepuanvt u memoowt. IlpoBenén ananu3 165 HOBOpOKIEH-
HeIx ¢ BIIP. ¥V 26 (15%) nereii ObutH BBISIBICHBI MHOKECTBEHHBIC
BIIP. Ctpyktypa BIIP: HOBOOOpa3zoBanus (uMQpaHTHOMBI, Te-
MaHruomsl) —y 22 (13%), repatomer — y 5 (3%), nuadparmans-
Hble TpbIKH — Y 9 (5%), ractpommzuc —y 10 (6%), omdanore-
1e —y 4 (2%), aHopeKTabHble HOPOKU pa3BuTus — y 24 (14%),
BpOXkKIEHHAS KUIIEUHAs! HEIPOXOAUMOCTh — Yy 33 (20%), aTpesus
nmmeBoga — y 20 (12%), MmexonueBbli neputoHuT — y 6 (3%),
MIOPOKH pa3BuTHs NETkuX — y 6 (3%). [Ipenaransnoe Y3U mpo-
BOJIWJIOCH B IEKPETUPOBAHHBIE CPOKU. B ciyuae BoisiBnenust BIIP
BhIMONHsTIOCH Y3U skenepTHOTrO KItacca.

Pezynemamu. Ilpenaransnoe Y3U oka3anoch nHGpopMaTUB-
HbIM Y 14 (63%) nereii c HOBooOpa3zoBanusmu, 4 (80%) c Teparo-
Mamu, 2 (22%) ¢ nuadparManbHeIMA Tpebkam, 7 (29%) ¢ aHo-
peKTanbHBIME ManbhopMmanmsamu, 19 nereit (58%) ¢ BpoxaEHHOM
KUIIEYHOH HempoxoauMocThio, 7 (35%) ¢ arpesuell mumieBoaa,
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3 (50%) c MexoHMEBBIM MEPUTOHUTOM, 1 (2%) ¢ mopokamu pas-
BUTHS NIETKUX, 3 (30%) ¢ racTpommsucoM, 1 (25%) ¢ ombanorne-
ne. B o6mem BIIP Obutn uarHocTupoBaHbl MPeHATAIBLHO Y 57
(34%) HOBOPOXXIEHHBIX JICTEH.

Buvi6oowi. TlpenaraibHast 1uarHocTuka oco0eHHO HH)OP-
MaTHBHA IpH 00bEMHBIX 00pa3zoBaHusx — 66%. CinoxHee Bce-
ro OBUIO AMAarHOCTUPOBATh NPEHATAIBHO MOPOKU Pa3BUTHUS Iie-
penHeit OprOITHON CTeHKH, aTpe3HI0 TMHIIEeBoa U auadparMab-
HBIE TPBDKU.

NCKYCCTBEHHOE BCKAPMJIIUBAHUE U OETU

CutaukoBa [.M., KanamoBa A.B.
HayuHbi pykoBoguTens: P.A. ®dansynnuHa

KasaHckuin rocygapcTBeHHbI MEAULMHCKUIA YHUBEPCUTET
MuHsnpasa Poccuun, KasaHb, Poccus

Knouesnie criosa: numaHue pebéHka, eckapmusaHue
demeli, ucKyccmeeHHOe 8ckapmugaHue, pasgumue demel

Axmyanvrocmy. IInTanne pe6EHKa MEPBOTO rofa KU3HU
JOJDKHO 00ecrednBaTh HEe TOJIBKO €ro FapMOHMYHOE Pa3BHUTHE,
HO M YCTOHUYMBOCTb K MH(PEKIIMOHHBIM OO0JIE3HSIM U HEOIaromnpu-
SITHBIM BO3/ICHCTBHSIM BHEIIHEH cpeabl. OTHAKO CEro/Hs yBEIH-
YHBAETCS YHMCIIO JKEHIIMH, 3aMEHSIOIINX €CTEeCTBEHHOE BCKapM-
nUBaHUEpeOCHKA HAa MCKYCCTBeHHOE BekapmimBanue (MB), uro
CBSI3aHO C BIMSIHUEM DPsJa MIPUYMH: HEOIArONpUsITHBIC CONUAIb-
HO-9KOHOMUYECKHUE U YKOJIOTNYECKUE (aKTOPbI, YXYAILICHUE 310-
poBbsl poputeneid. JlocpouHbli BBIXOA MaTepel Ha padoTy Tak-
e crocoOcTByeT pacnpocrpaHenuto B maneimeit. B cBs3u ¢
STHM OlLleHKa 3HaunMocTu VB Ha pa3BuTHe peOEHKa mpeacTaB-
TISIETCS aKTyaIbHOM.

L]enw: onpenenuts pacrpoctpanéHaocts VB u ero Bnusiane
Ha pa3BUTHE U 3[I0POBBE JETEN.

Mamepuanvl u memoosi. IIpoBeficHnEe aHKETUPOBAHKUE Hace-
nenus PecriyOnuku Taraperan, a Takyke onpoc Marepeil narueH-
TOB, HAXOJIMBILIMXCS B JIETCKOM CTaIlOHAPE rOPOJICKON KIMHUYe-
CKOM OOJIbHULIBL.

Pesynomamur. YcranosneHo, uto 72% marepeil He npukia-
nbeiBasid peO&HKa K rpyau nocie poxaeHus; 100% camocros-
TEeJIbHO U3y4Yaau HHGOPMALUIO O IPABUIAX YCIEIIHOIO UCKYC-
CTBEHHOTO BCKapMiIMBaHUs; 57% CTOJKHYJINCH € ITpoOIeMaMu
UB, ocHoBHas mpuunHa — TPYAHBIN 000p cMecH. [Ipukopm
netsim ipu B 40% marepeii Haganu BBonuTsh ¢ 4 mec, 60% —
¢ 6 Mmec. OYHKIIMOHAIBHBIE PACCTPONUCTBA MUIIEBAPEHUS Y MJIa-
nenueB npu VB ormeuens! B 26% cnydaes, y 74% neteit onu
ObLTH penkuMu. [IpogoIKUTEIbHOCTh KOPMIICHHSI CMEChIO ObI-
10 oxoino 1,0-1,5 roga, a npexpamenue B y 10% npoucxonu-
JIO B CBSI3U CO CIIOKHOCTSIMH, B TOM 4YHCJIE€ TICUXOJIOTHYECKH-
mu. Ha ¢one VB 43% matepeil OTMETHIN SMOLHUOHAIBHYIO
HecTaOMIBHOCTh pebEHKa B 1-ii ron xu3HM; 71% mereit pas-
BUBAJIMCh COOTBETCTBEHHO BO3pacTy. boiee monoBUHbI geTei
(57%) na 1-m rogy 6onenu yacto OPBU, 28% — penko (1-2
pasa B ron), 14% — He Gonenu coBceM. Y Kaxaoro 4-ro pe-
6¢uka, nmoyuasiero B ¢ poxaeHusi, Ha 1-M roay kxu3Hu Obi-
Ja BBIABIICHA MUIIeBas aieprus. HecMoTpst Ha 0COOEHHOCTH
310pOBbs eTel, 43% MaTepeil HaMepeHbl U BIpPeAb UCIOIb-
3oBath VB st cBoux Oyayuiux pereid, ogHako 57% BeiOpaiu
OBl IpyJTHOE BCKapMJIMBAHHE.

Buisoowl. Y nereit, HaxonuBuiuxcst Ha VB, yacto Habmona-
I0TCsI 3200JIEBaHMs, B TIEPBYIO OUEPE/Ib aJUISPTUIECKON IPUPOJIBI
u OPBU. Bricokast pacipocTpaHEHHOCTH IMOIIMOHAIEHON HECTa-

OMJIBHOCTH MOXET CII0COOCTBOBATh BOHUKHOBEHHUIO HAPYILICHUIH
MIOBEJICHNUS U CTAPTY Pa3IH4YHbIX (GOopM MaToNoruu.

AYTOCOMHO-AOMWUHAHTHbINA MNONIMKUCTO3
MOYEK Y NOAPOCTKA

CmupHoBa A.l.
HayuHbin pykoBoguTtens: A.B. EpemeeBa

MepBbIn MOCKOBCKWI rocyAapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT nmeHn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus

Knroyesble criosa: aymocoMHO-00MUHaHMHbIU MOIUKUCMO3
royek, kucma ceneséHku, OuaeHocmuka

Axmyanvnocms. AyTOCOMHO-AOMHUHAHTHBIA OJIUKUCTO3 T10-
yek (AIIIT) — renernuecku oOycioBIEHHOE 3a00JIeBaHKE, Xa-
paKTepu3syoleecs MOIBIEHIEM MHOKECTBEHHBIX KUCT I10YEK U
JPYTHX OPraHOB (TIEYeHH, TOJKEITYIOYHON JKEJIe3bl, CENe3EHKN)
1 X yBennueHneM. @OpMUpOBaHHUE KHCT HAYMHACTCS BHYTPH-
YTpOOHO, CHMITOMBI BAPEUPYIOT OT TSDKENBIX HEOHATAIBHBIX IPO-
SBJICHUH 10 CilyyailHOM HAXOAKH.

I]env: npenctaBuTh K1uHU4eckuit npumep AATII

Onucanne KIMHHYecKOro cayuas. ITanuentka A., 17
Jet, nocTynuia B Heponormdeckoe otaeneHue AI'KB Ne 9 nwm.
I'H. Cnepanckoro ¢ auarao3omM: BpokIeHHBIN TOIUKUCTO3 TIO-
4yek. Bropuunas aprepuanbHas runeprensus. Kucra cene3énku.

W3 anamHe3a: JeHKOLUTYpUsl, IPOTEHHYPUS, KOTOPBIE BIEP-
BbIE MOSIBUJIMCH B Bo3pacte 10 mec Ha ¢oHe ocTpoii pecnupa-
TOPHOIT BUPYCHOI NH(EKINH, JIeUeHHEe U 00CIeT0BAaHNE HE TIPO-
Boamiinch. B 2016 1. mossBHIIMCH OOJIM B MOSCHUYHOM 00J1aCTH,
Habmronanack y xupypra ¢ guaraosom: Ocreoxonipo3. Ckomu-
03 0e3 MOJOKUTEIbHOW AMHAMHKH, 10 MoBoay 4yero B 2017 r.
BrepBele ObuTH BhinonHeHs! MPT, Y3 opranos OpromHoii mo-
JIOCTH U IOYEK. BN TUarHoCTUPOBAHBI MTOJUKUCTO3 MOYEK U
kucta cene3éHku. Ocenbio 2017 r. BbIsiBIEHA CTOlKas apTepu-
anpHas runepreH3us (Al'), CHIKEeHUEe HaKOTHTEIbHO-BBIIEIH-
TEJIbHON (PYHKIUU 00CUX MOUCK, OOJIBIIE CIIeBa, TPOBEICHO HC-
cedeHue KUCTHI cene3éHku. Tepanuio He monydana. Kontpons
AJl He mpoBOAMIICS.

IIpu nocrymnenuu xanod HeT. YposeHb Al 125/85 MM pr.
cT. O1ékoB HeT. IlanbnupyloTcs yBeJIUUEHHbIE IOUKU (0COOEH-
HO ciieBa), Oe30one3HeHHbIe. O0NACTh MOYEK BU3YaJIbHO HE H3-
MeHeHa. CHMIITOM TTOKOJIQYMBAHUS — IOJIOKUTEIBHBIN ClIeBa.
Moueuncnyckanue 6e300ne3neHHoe. [To JaHHBIM 00CIeI0BaHMS:
BOCIIJINTEIIbHbIC U3MEHEHHUS B 00IIEM aHaJIN3€ MOYM: THIIOCTe-
HypHs, allb,OyMUHYpUs, OBbILIEHNE ypoBHEH nucrarua C, an-
tuctpenronuszuia O. CKopocTh Ki1yOOuKkoBOH (GUbTpaLuy IO
Bedside—Schwartz 99 mu/mun/1,73 m2. Ilpu Y31 u MPT nouek
BBISIBJICHBI KHCTHI M YBEJIMYEHUE Pa3MEpOB MOYEK, B THHAMHKE
ot 2017 1. yBennuenue KucT Ha 1—-2 MM, HapyIIeHHne eI0CTHO-
CTH KUCTBI IIPaBOM MOUKU, PEIUIAUB KUCTHI CENE3EHKU, MaJbIi
THJIPONEPUTOHEYM, NPU3HAKU KpUcTaulypuu. IIpu cyTounom
Monuropuposanuu AJl: tnéM — nabunbHas Al HOUbIO — CTa-
OmibHas cucTono-nuacronnueckas Al. PekoMeHnoBaHHOE 00CITe-
JIOBaHHE BBISIBUIIO OTSTOMIEHHBIN HACIEICTBEHHBIH aHaMHE3: y
6a0y1IKn — MoueKaMeHHast 00JIe3Hb, Y TUNIEMSHHHUIIBI — KHUCTBI
MOYEK B 5-MECSYHOM BO3pacTe.

Ha ocnoBanuu npoBeAEHHOrO 00CIEN0BaHUS OCTABICH
JquarHo3: ITonukucro3Has 001€3Hb MOUEK (IPEANOIOKUTEILHO
AJIIIIT). BropuuHblii 00CTPYKTHBHBIN MUENIOHEPPUT, 000CTpe-
nue. ATl. Xponnyeckas 6onesns nouek C1 Al. Kucra cenesén-
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ku. HasHadeHa HepompoTeKTHBHASA, aHTUTUIIEPTCH3UBHAS Te-
pamnms. PexomMeH10BaHBI TOBTOpHAs HedpocuuHTHTpadus, KOH-
CyIBTaIHs TeHETHKA.

Bb1600b1. JIaHHBIN KINHUYECKUH ClTyuail TIEMOHCTPUPYET Bax-
HYIO POJIb BU3yalIM3UPYIOLINX METO0B UCCIIEA0BaHUs [IPH 1e0r0Te
AT ¢ Hecrenn(pUIECKUX CHMIITOMOB, YKa3bIBAIOIIIX Ha BO3-
MOJKHOE TIOpaXKEHHE MOYeK, HO He KOPPEIHPYIOIINX C TSHKECTBIO
1 OOIIMPHOCTHIO MOPAKEHHUSI OPTaHOB.

k sk sk

PEOKAA HACNEAOCTBEHHAA SHTEPONATUA
Y PEBEHKA NEPBOIO NOAA XXU3HU

CmonbsHHuKoBa A.B., XKypasneBa U.B.
HayuHbin pykoBoauTtens: E.A. CapkucsH

Poccuincknin HaumoHanbHbIM nccreaoBaTenbCKUi
MeauLMHCKu yHuBepeuTteT nmenn H.W. Muporosa
Mwun3sgpasa Poccumn, Mockea, Poccus

Knroyessie criosa: demu, sHmeponamusi, ampogus
MUKPOBOPCUH, cekpemopHasi duapes, anumeHmapHasi
Hedocmamo4yHoCcmb

Axmyanorocme. bone3Hb HUTOIIA3MAaTHUECKUX BKITIOUECHUN
MHUKpoBopcHHOK (microvillus inclusion disease, MVID) — pen-
KO€ ayTOCOMHO-PELIeCCHBHOE 3a00IeBaHNE, CBI3AHHOE C MyTallleH
B rene MYOS5B, xapaktepusytoleecs: arpodueii BOpCHHOK U TH-
NoIUIa3uel KPUIT B TOHKOM KUIIKE. YIIOpHasl CeKpeTopHas ua-
pest MaHuGeCTUPYET BCKOPE MOCIIE POXKACHUS PeOEHKA U COMpPO-
BOXKJAeTCs JKU3HEyrpoxarolel Manpbadcopouueil. Jlo HacTose-
ro BpeMeHu Obu10 3apeructpupoBano meHee 200 cirygaes MVID.

I]eny: onmcanue TEUEHUST PEAKON HACIEACTBEHHON SHTEPO-
natiM y peO€Hka Ha 1-M Tofy KHU3HHU.

Onucanue KIMHUYecKoOro caydasi. Mansuuk /I, ot Matepu
32 J1eT ¢ OTArOIEHHBIM aKyIIEPCKUM aHaMHE30M, OT 2-i Gepe-
MEHHOCTH, 1-X ponoB Ha 39-ii Hexene. [IpeHaTabHO THATHOCTH-
poOBaHa JWIIaTalys MeTeb KUIIeYHUKa, MHOTOBOIUE, TI0A03pe-
HHUE Ha OOCTPYKTHBHBIH MOPOK KETYJOUHO-KHUIIIETHOTO TPAKTa.
CocTostHUE TIOCIIe POKACHUS TSHKEI0e, TPeOOBAIO MTPOBEICHUS
UCKYCCTBEHHOU BeHTHJIALUH JETKUX. C 1-X CYyTOK KU3HU OTMe-
Yajach HENEPEHOCUMOCTh SHTEPAJILHOTO MUTAHUS (BOIASIHUCTAS
Japest, BBIpaKeHHbIE BOIHO-3JIEKTPOJIUTHBIE OTKJIOHEHUS, METa-
OOJIMYECKUH alu03), STU30AbI CYIOPOT Ha 3TOM (poHe. MHuIH-
HWPOBAHO IMMOHOE MMapeHTepaIbHOE MUTaHne. B manpHelmeM Ha
(oHe HEOTHOKPATHBIX MOMBITOK YHTEPATBHOTO BCKAPMIIMBAHHUS
IPOrPEeCCUPOBAIM IEKTPOIUTHBIE HAPYILCHHUS: THIIOHATPUEMHUS
(mo 116 MMomb/i1), rUMOKATHEMHU (O 2 MMOJIB/JT), THIIEPKaIb-
uemus (10 3,6 MMomb/1). [Ipu rHCTONOrHYeCKOM HCCIISTOBAHUH
OMoNTaTa TOHKON KHIIKH BBISBICHA KAPTHHA TOTAJIBHON aTpo-
¢un BopcuH. [1o TaHHBIM FeHETHYECKOTO HCCIIEAOBAHMUS BbISIB-
nena mytanus B reHe MYOS5B. [locraBnen nuarnos: bomne3nn
[UTOIJIA3MAaTHYEeCKUX BKIIOUEHUNH MHKPOBOPCHUHOK. J(aHHas
MaTOJIOTHS Hapsy ¢ NEepPEeHECEHHON MEepUHATAIBHON THIIOKCH-
eil pUBeNH K TIIHO3HO-aTPOPUUYECKIM W3MEHEHHSM BELIeCTBa
OOJIBIIUX TTONYIIAPUH U MOIKEUKA, BOSHUKHOBEHHUIO OOIIUPHBIX
CyOqypalIbHBIX CKOTUICHHH JKUAKOCTH, aTPOPHUSCKOMY PACIIH-
PeHHIO OOKOBBIX M TPETHETO JKETYI0UYKOB. TSKECTh COCTOSHUS
00yCJI0BIICHA aTUMEHTapHON HEJA0CTaTOYHOCTHIO, BEIPasKCHHOM
KaxeKCHUel, HeBpOJOrMYECKUMH HapyIICHUSMH, BTOPUYHBIM UM-
MYHOAEC(QHUIHUTOM, TSHKEION JbIXaTeIbHON HE0CTAaTOYHOCTHIO,
CBSI3aHHOIl C TeUeHHEM ITHEBMOHHMM U OOIIUM COMaTH4YECKUM
cocrossHueM. Ha (hoHe MCKIIOUNTENBHO MTapeHTEPaTbHOTO MH-
TaHUs ¥ MOCHUHIPOMHOHN Tepanuu COCTOSHUE YAAIOoCh cTalu-

JTU3UPOBaTh, PEOEHOK MPOIOIKAET MOIydaTh JICYEHHE B YCIIO-
BUSIX CTAallMOHApa.

Buisoowr. MVID xapakrepusyercs TSHKEIBIM TEYCHUEM U He-
OnaronpusTHBIM MPOTHO30M. B HalieMm ciydae Te4eHUE DHTEPO-
MaTUH OCJIOKHACT HAJIMYKE TSHKENOTO MOPaKEHUS TOJIOBHOTO MO3-
ra. EAMHCTBEHHBIM JOCTYITHBIM METOJIOM JICUEHHS SIBIISICTCA I1a-
peHTepanbHOe muTanue. [Ipu 3TOM 3aperncTpupoBaHbl yCHENIHbIE
Ppe3yabTaThl TPAHCIIAHTALUH TOHKON KHIIKH.

k ok ok

CUHOPOM OEHOU-YOKEPA Y PEBEHKA
C TPUCOMMUEWN 18- XPOMOCOMbI

CwmonbsiHHukoBa A.B., ®ageeBa A.A.
Hay4Hbin pykoBogutens: E.A. CapkucsaH

Poccunckni HaumoHanbHbIM nccneaoBaTenbCKuUm
MeaMLUHCKUA yHuBepceuTeT nmenn H.W. MNMuporosa
Mwun3sgpasa Poccun, Mockea, Poccus

Knrouesnie criosa: demu, HOBOPOXOEHHbIE, CUHOPOM [JeHOu—
Yokepa, cuHOpom 308apdca, 8POXKOEHHbLIE NOPOKU pa3sumusi

Axmyanvrnocms. Cunnpom enaun—Yokepa (DWS) — co-
YyeTaHHasl AaHOMAaJIUs Pa3BUTHS TOJIOBHOTO MO3ra, BKIIIOUAIOLIAs
JMCTEHE3HIO YePBsl MO3KEUKA, KUCTO3HOE PACIIMPEHUE YETBEp-
TOTO JKEJy/I04Ka 1 3aJJHEel YeperHOH AMKHU. XapaKTepu3yercs Ts-
JKENMBIMU HEBPOJIOIMYECKUMHU HapYLIEHUSAMH U BBICOKOH JIeTallb-
HOCThIO, Tocturarouteit 90% Ha 1-m roxgy xu3Hu. Berpedaercs ¢
yactoToit 1 : 5000-25 000 xuBopoxnénnsix. Hepeaxo DWS co-
YETaeTCs! ¢ XPOMOCOMHBIMHU TAaTOJIOT USIMU.

Leny: noxaszarb ocodeHHocTy TeueHust DWS y peGénka c
Tpucomueit 18- XpoMOCOMBEI.

Onucanue KJIMHUYECKOro ciayyas. Mansauk H. ot ma-
Tepu 40 51eT ¢ OTATOMIEHHBIM aKyIlIEPCKO-THHEKOJIOTHYECKUM
aHaMHE30M, OT 1-if GepeMeHHOCTH, TPOTeKaBIIeH Ha (POHE TOK-
CHKO3a ¢ yrpo3oi npepsiBanus B I Tpumectpe, Bo II Tpume-
CTpe ObUIN BBISBICHBI KUCTBI COCYIAUCTOrO CILIETEHUS I'OJIOB-
HOTr'0 MO3ra IUIoAa U BpOXKAEHHBIE TOPOKH pa3Butus, B III Tpu-
MecTpe — 3a7epiKKa BHyTpUyTpoOHOTO pa3BuTHs. COCTOSHIE
peOE&HKa Mpu pOXKJICHUM TDKEIOE 3a CUET CHHIpPOMA yTHETe-
HUSL, ABIXaTeNbHBIX HapyIieHuH. [Ipu o0cie0BaHuy BEISIBICHBI
MHOKE€CTBEHHBIE BPOXKEHHbIE IOPOKU PA3BUTUS: aTPE3Us IU-
11€BOJIA C AUCTAIbHBIM TPAXEONUIIEBOAHBIM CBUIIOM, OM(ao-
ele, MBIIICUHBIH Je(eKT MeXIKeTyI09KOBOI TIeperopoIKH, OT-
KPBITHIN apTepuanbHbII IPOTOK, ABYCTOPOHHUHN KPUITOPXU3M,
KHJIEBUIHAS TpyaHas kietka | crenenu, nHGanTuibHbi C-00-
pa3HbIi IPaBOCTOPOHHUH IPyIHOM CKOJINO3 2 CTENEHH, apTPo-
IPUIIO3, cXolsleecs adbTepHUpYytollee kocornasue. [To nan-
HBIM HelpoBu3yanu3auuu guarsocruposad DWS: runomnasus
YyepBs U MOJNyHIapUi MO3KEUKa, KUCTa 3aJlHEH YeperHoi sm-
ku. Ha ocHOBaHMM KOHCYNIBTAIlMU I'€HETHKA U MTOCIIEAYIOLIETO
TE€HETUYECKOI0 TECTUPOBAHUS AUATHOCTUPOBAH CUHAPOM OJ-
Bapzca (Tpucomus 18-if xpomocomsl). B nanbHeiimem y pe6én-
Ka [IPOrpeccUpoBaIyd HEBPOJIOIMUECKHUE pacCTPOCTBA B BUIE
BBIPA)KEHHOI'O OTCTaBaHMs B ICUXOMOTOPHOM Pa3BUTHUH, CYI0-
POXKHOTO ¥ TUApOIEe(aTbHOTO CHHAPOMA, a TAKXKe 0PTAIbMO-
JOTHYEeCKHUE HapylIeHHs. BolroiHeHa Xupypruueckas KOppek-
st oMgaonene ¥ BOCCTAaHOBICHHE TPOXOAUMOCTH MHIIEBO/A,
IPOBOJMIINCEH IIOCHHIPOMHAS TEPAIMsl U JUHAMHUYeCcKoe HaOo-
nenue. CocrosiHue peOEHKA ynanoch CTaOUIM3UPOBaTh. YUH-
ThIBas IIOJIMOPTAHHOCTh [TOPAKEHU S, HA IPOTXKEHUU N1OCIIENY-
romux 10 Mec )xU3HU BeJeHUEe peOEHKa OCHOBAHO HA MYJIBTH-
JTUCHUIUTMHAPHOM TOAXO/IE.
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Bwi600wi. Coueranne DWS ¢ XpOMOCOMHBIME aHOMATHSIMHU
SIBIISIETCSL KpaliHe HeOIaronpusATHBIM U XapaKTepPH3yIOTCS BBICO-
KOH JIETAIbHOCTHIO. YIIyUIICHHIO TIPOrHO3a 3a00JICBaHUSI CIIOCO0-
CTBYIOT CBOEBPEMEHHO (TIpe- ¥ TIOCTHATAILHO) MPOBEIEHHBIE JTU-
ArHOCTHYECKHE MEPOTPHSTHUSI, OPraHM3allys MPaBUILHON Tepa-
UM ¥ yXOJIa.

COBPEMEHHbIV NOAX0A K AONITOBPEMEHHON
PEABUJTIMTALIUN ®POHTAIJIbHbIX 3YBOB

NP NEPBUYHON U BTOPUYHON AQEHTUU

Y OETEN

CropoxeHko 3.C., AyweBa C.3.
HayuHble pykoBogutenu: A.A. Ckakoay®0,
O.U. AamakuH

MepBbIt MockoBckuiA rocyaapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT umenn .M. CeueHosa MuHagpasa Poccumn
(CeueHoBckuii YHuBepcuteT), Mocksa, Poccus

Knoyesble criosa: adeHmusi, CmeKmo8oIOKOHHbIU wmughm,
Kapuec, banoqyHass KOHCMPYKYUs

Axmyanonocmo. Ha ceroqHsmHmiA 1eHb KapUeC U eT0 0CIOXK-
HEHHS, IOTHBIN BBIBUX 3y0OB SIBIISIIOTCS ABYMSI CAMBIMH PacIIpo-
CTpPaHEHHBIMU NPUYMHAMU BTOPUYHOM ageHTun y nereit. Ilon-
HBIW BBIBUX MOCTOSIHHBIX 3y00B cocTasiser 0,5-3,0% cromaro-
aorudeckux TpaBM. Oka3aHue NOMOIIX JETAM IPU NEPBUYHOM
7 BTOPUYHOW aJICHTHHU SBIISIETCS BaYKHOH MPOOIEMOH, T.K. B OC-
HOBHOM 3TH (pOPMBI ATOJIOTHU HAXOIATCS B 00acTH (pOHTAIB-
HOM TpymIiel 3yOOB, UTO HETaTHBHO BIMSET HAa DCTETHYECKHE H
(yHKIMOHANBHBIE TapaMETPBl, a TaKKe TPeOyeT cOCTaBICHUS
UHJIUBHULyaJIbHOTO MHOTO3TAIIHOTO IIPOTOKOIa. OIHUM U3 BaX-
HBIX 3TAIOB JICUEHUS ABJIAETCS 3aMelleHue Ae(eKTa B MeCTe OT-
CYTCTBYIOLIETO 3y0a.

L]env: obecniednTh MOBBIIICHHE YPOBHS OKAa3aHUS OMOIIN
JICTSIM C aJICHTHEH (PPOHTAIBHBIX 3yOOB 3a CUET MpUMEHEeHuUs Oa-
JIOYHOH CTEKIOBOJIOKOHHOM KOHCTPYKLIUH.

Mamepuanvt u memoosi. Tlon HaIMM HAOIOICHUEM H JIede-
HueM ObL10 12 nereii ¢ oTcyTcTBHEM (DPPOHTANBHBIX 3yOOB BEPX-
Hell W HIKHEH YeNTIOCTH, KOTOPBIM HPSMBIM METOAOM OBLI 3a-
MeIEH AeeKT ¢ MCIOIb30BAaHUEM CTEKIOBOJIOKOHHOTO IITU(-
Ta B Buje OaNKy, Ha KOTOPBIA M3 KOMITO3UTa OBbIT CMOJICTUPOBAH
oTcyTcTByrOIMi 3y0. st oneHKH 3(GEKTUBHOCTH JICUCHUS CO-
3[aIM OLCHOYHBIN JICT, OTPAXKAIOIIUI KIMHUYECKUE [TPU3HAKH
COCTOSIHUSI KOHCTPYKIUY B TEUEHUU JIBYXJIETHETO HAOIIOACHHS.

Pezynomamur. 1o qaHHBIM aHANTN3a OLEHOYHOTO JINCTA BBISIB-
JIEHO, UTO y BCEX MAaIMeHToB mocie 1, 3 u 6 mec HaOmoneHns Ha-
pyLIeHui KOHCTPYKIMU He oTMedanock. [locie 12 mec aucman-
CEpPHOT0 HAOMIONEHNUS BBISBICHO HapYIICHUE KOHCTPYKIUH TOJIb-
Ko y 1 manueHra u3-3a MOBTOPHOI TPaBMBL.

Bvi6oowl. cnionb3oBanue 6ag04HON KOHCTPYKILUM IIPH 3a-
MEIEHUH OTCYTCTBYIOIIMX 3yOOB JaJI0 MOJOKHUTEIBHBIE Pe3YITh-
TaThl B JUHAMUKE T€UeHUs 3a001eBaHns M KOM(POPTHOCTH Jieue-
HUS JUTS caMuX JieTei. K monokuTenbHpIM KadecTBaM MeToza s
Bpadya MOXHO OTHECTHU Ha)]é)KHOCTL KOHCTPYKIHUH, YTO TTO3BOJIA-
eT peOEHKY B IOITOCPOYHON MEPCIEKTUBE Pexe MOCEeIaTh CTo-
MaroJiora JUist KOPPeKINH KOHCTPYKIUH. /1t peOEHKa BasKHBIMH
aCIeKTaMU METOJIUKH SIBIISTFOTCSI BOCCTAHOBJICHHBIE ACTETHYECKHI
1 QyHKIHOHAJIBHBIE TapaMETPBI.

KPUTEPUU CUHOPOMA AKTUBALIUMN
MAKPO®AIOB Y OETEN C CUCTEMHOW
KPACHOW BONTYAHKOW

Cy3aHckas M.A., ®unuHa O.A.
HayuHble pykoBoautenu: P.K. Paynos

CaHkT-lNeTepbyprcknii rocyaapCTBEHHBIV NEAMATPUYECKUI
MeauuUHCKMIM yHuBepcuteT MuHagpasa Poccuu,
Cankt-leTtepbypr, Poccus

Knouesble crioga: cucmemHas KpacHasi 60/14aHKa, CUHOPOM
akmueayuu Makpoghaeos

Axmyanornocms. CaMbIM YaCThIM AE€TCKUM CHCTEMHBIM PEB-
MaTHUYECKUM 3a00J€BaHUEM SIBISIETCSI CUCTEMHAsI KpacHasi BOJI-
yanka (CKB). ComacHO »HIeMHOIOIMYECKUM JIaHHBIM 3200~
neBaemoctb CKB nerckoii monymsiiinu coctasmser 0,36-2,50 ma
100 Thic. Cunapom aktusaimu Makpodaros (CAM) — tsikénoe,
KU3HEYTPOXKAIOLIEe COCTOSHHE, IPOSIBIISIIONIeeCcs reMo(parouTo-
30M, NAHIUTONEHHEH, KoaryaonaTtiue, HapyIeHus MU (GyHKIIH
nedyeny ¥ [THC, 3HaunTe/IbHO yBENUYNBAIOMIUI BEPOSATHOCTD HE-
6naronpustHoro ucxoga CKB. Pa3pa®oransl npegBapuTeIbHbIE
kputepun CAM nipu CKB y nereit, omHako WX 9yBCTBUTEIHFHOCTH
n3yyeHa emé HeJOCTaTOUHO.

Lleny: onpenenuTs KIMHUKO-TA00PATOPHYIO XapaKTePHCTH-
Ky Teuenusi CKB y nereil 1 oleHUTh YyBCTBUTEILHOCTD IIPE/iBa-
purensHbIx kpurepues CAM npu CKB.

Mamepuanvt u memooui. IIpoBenén ananus 35 ucropuii 60-
TIe3HU — 7 MaBIuKoB U 28 neBouek ¢ auarnozoM CKB. M3ydensr
KIIMHUKO-J1a0opaTopHbie mpusHaku CKB, aktnBHOCTH 3a00seBa-
Hus cortacHo mkaine SLEDAI cooTBeTcTBUE NpeBapUTEIbHBIM
kputepusiMm CAM npu CKB u xpurepusim CAM 1pH 10BEHUIEHOM
UINONATHYECKOM apTPUTE C CUCTEMHBIM Ha4aIoM.

Peszynomamer. CKB uame BcTpedasncs y aesouek (4 : 1).
Cpenuuii Bo3pact nebrora CKB 11,5 + 4,5 roga. /lnuarnos ycra-
HaBimBajcs depes 4,5 + 16,1 mec, JedeHne Ha3HAYAIOCh Ye-
pe3 5,2 + 17,8 mec. 18 (51,4%) manueHTOB UMETH JIUXOPAKY,
13 (37,1%) — nopaskeHus HEPBHOU cucTeMsbl. [TopakeHue Ko-
KU 3apeructpupoBano y 28 (80%) mauueHToB, CycTaBoB — y
22 (62,9%), nérkux —y 2 (5,7%), nnesput — y 4 (11,4%), ne-
puxapaut —y 3 (8,6%), monyc-neppur — y 11 (31,5%), muo-
kapaut — y 3 (8,6%), rematomeranust —y 7 (20%), cruieHOMe-
ramust — y 5 (14,3%), tnaz —y 3 (8,6%), dbenomen Peitno — y
8 (22,9%), Tpom603 u Mmuo3utr — y 3 (8,6%). YV 31 (88,6%) pe-
OEHKa BBISBJICH MOJIOXKUTEIbHBIA aHTUHYKIIEapHbIi (axTop, 22
(62,9%) GonpHBIX UMENM aHTUTENa K ABycnupansHoi JHK, 9
(25,7%) — anTuTena K kKapAUOIUIUHY, 16 (45,7%) — nonoxu-
tenbHyI0 ipody Kymbca. 5 (14,3%) — Sm-RNP anturena, 20
(57,1%) — rUmoOKOMIUIMMEHTEMHIO U aHeMHuIo, 9 (25,7%) —
TpoMbouuToneHuto, 17 (48,6%) — neiikonennto. Y 25 (71,4%)
nereit b1 BeIcOKMi (17) 1 0ueHb BBICOKHH (8) YpOBEHb aKTUB-
HOCTH 3a00JieBaHus Ha MoMeHT jebrota: SLEDAI =149 +17,1.
[IpensapurensasiM kputepusim CAM mipu CKB cootBercTBOBa-
mu 14 (40%) nanuenTtos, Torna kak CAM cormacHO KpUTEpUsIM
JUISL FOBEHWJIBHOTO WAMONATHIECKOTO apTPHUTA C CHCTEMHBIM Ha-
aJI0M OTMEYajcs JIMIIb y 2 MalUeHTOB.

Buisoowi. Ilpensaputensusie kputepun CAM npu CKB ume-
IOT HU3KYIO YYBCTBUTEIBHOCTD U TPEOYIOT MOTM(UKAIINK HA OC-
HOBaHUY aHaJHM3a OOJIBIION BEIOOPKH MAIIEHTOB.
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YPOBEHb 310POBbA NOAPOCTKOB 15-17 JIET
B CEBEPO-3ANAAHOM 1 CUBUPCKOM
®EOEPAJIbHbIX OKPYIAX

CysaHckasa M.A., XoBpuHa A.C., AbagxeBa A.A.,
CupenbHukoBa E.I.

Hay4Hbin pykoBoguTtens: T.B. MuwkuHa
CaHkT-lNeTepbyprckuii rocynapCTBEHHBIN NeaMaTpUYecKuin

MeauunHCcKnA yHnBepcnteT Munsgpasa Poccuu,
CankT-lNeTepbypr, Poccus

Knouesbie criosa: nodpocmku, 30oposke, 3aboriegaemMocme,
uHeanudHocmb

Axmyanvnocms. Ha 2022 1. B MUpe HACUUTHIBAETCS OKOJIO
1,2 mupp mrozeit B Bozpacte 10—-19 net. IlonpocTkoBslit Bo3pacT
SIBJISIETCSI KPUTUYECKUM MEPHOIOM pa3BUTHS peOEHKaA, MOITO-
My Ba)KHO HE MPOIYCTHUTH MATOJOTHIO B 3TOM BO3pacTe. 3HaAHHS
0 CTpPYKType 3a00J€Ba€MOCTH IO3BOJISICT Bpauy-Ieauarpy yiyd-
U Th 3QHEKTHBHOCTH PabOThI C MOJAPOCTKAMH.

L]env: npoananu3upoBarh qanHbie popm Ne 12, 19 u onucars
M3MEHEHHS KaueCTBa 37I0POBbs Y MOApOocTKOB 15—17 net 3a 2020—
2021 rr. B Cubupckom (CPO) n Cepepo-3anagHoM enepaabHbIX
oxpyrax (C3®0) na npumepe Mpkyrckoii, Omckoii, Kemeposckoii,
Bosnoroackoit obmnacreit, Pecriyonukn Komu.

Mamepuanvt u memoosi. 3yduens! noxymentamus 3a 2020—
2021 ron mo Upkyrckoii, Omckoit, KemepoBckoii, Bomoroackoit
obnactsm, Peciyonuke Komu: popma Ne 12 «CeeneHust o umcie
3a00JIeBaHHH, 3aPETUCTPUPOBAHHBIX Y MAIIMEHTOB, MPOXKUBAIOLINX
B paiioHe 00CITy’)KWBaHHS MEAULIMHCKON opraHu3anum», popma
Ne 19 «CBeneHust 0 IeTIX-MHBATNIAX).

Pezynomamei. B Upxytckoit, Omckoit, Bonoroackoit, Ke-
MEpOBCKOH 00macTsIx 3aduKcupoBaH poct obduieit (+19%, +8%,
+13%, 10%) u nepBuuHoii 3a00eBaemoctH (+20%, +16%, +13%,
18%). Yarue Bcero BCTpedanuch OONE3HU KPOBU, OPraHOB JbIXa-
HUSL, 171432, KOCTHO-MBIILIEYHOH CUCTEMBI U COEIMHUTEIILHON TKa-
HH, TPaBMbI, 00JIE3HH MOYEIIOJIOBOM CUCTEMbI, OPIaHOB MHUIIIEBA-
peHus. Y IOHOIIIEH yalie BCTpeyannch O0Ie3HN CHCTEMBI KPOBOO-
OpatieHus, TPaBMbI M OTPABICHHS, ICUXUYECKHE PACCTPOICTBA U
paccTpoiicTBa noBeaeHus; Y NeBylIeK — OOJIC3HU KPOBU, HEPBHOM
CHCTEMbI, MOYETIONIOBOW CHCTEMBI. BoubImii pocT 3a0051eBaeMOCTH
ormeued B COO u C3DO no COVID-19 (+246%, +230%), ricu-
XMYECKUM PAaCCTPOMCTBAM U paccTpoiicTBaM noseneHus (+64%,
+56%). Yucno 6epemennocreit B CPO Boszpocio (+25), a B
C3®0 — ymenbimiock (—60). BeisiBieH Oomnbinuii mpupocT Jie-
Tei-uHBaiuI0B B KemepoBckoit oonactu (+177), muaupytromine
MO3UIMHU Y TICUHXMYECKUX PACCTPOKUCTB M PACCTPOICTB MOBE/ICHNUS,
Gosie3Hel HepBHOI CHCTEMBI, BPOXKAEHHBIX aHOMAIIUH, Oone3Hel
9HJIOKPUHHOM CHCTEMbI, PACCTPOMCTB MUTAHUS M HApyLIEHUs 00-
MEHa BeIIeCTB, 00JIE3HN KOCTHO-MBIIIEYHOM CHCTEMBl M COEIUHU-
TEJBHOM TKaHU, 00JIe3HEH yXa U COCIIeBUIHOTO oTpocTKa. B Up-
kyTckoii, Omckoit, KemepoBckoii obnactsix u PecryOnuke Komu
B 2020 1. 64%, 62%, 20% u 57% noApOCTKOB HE MPOLLIU MPO-
(beccuonanbHblil ocMoTp, a B 2021 . — 19%, 64%, 1% u 37%.
B 2020-2021 rr. 6oJbias goist OOJBHBIX, COCTOSAIIMX Ha JIUC-
nanceprom yuére (JIVY), ctpanana ot 6oje3Hel 3HIOKPUHHOM
CHCTEMBI, PACCTPOHCTB MUTAHKS M HAPYILIEHUS] 0OMEHa BEIIEeCTB.
B HpkyTckoii 06:1aCTH 0XBaT MOAPOCTKOB OCMOTPAMH IS OLICH-
KU PENpOAyKTUBHOIO 340pOBbs yBenuuumics Ha 45%. Hucno ne-
teit Ha /1Y B Bonoronckoit obnactu Beipocio Ha 5,5%. B COO B
crpykrype 1Y Gonbimii poct Taxke ormedeH B rpynne COVID
(+3173%).

Bu1600bi. OTMEUECH pOCT MEPBUYHON 1 0011 3a001eBaeMo-
ct B COO n C3PO0 npeumymiectsenHo 3a cuét COVID-19 u ncu-

XHUYECKUX PacCcTpOMCTB. BayKHO OTMETHTH MPUPOCT GEpeMEHHO-
creil y HecoBepuieHHOIeTHUX B CDO. B COO BrIpOCTO KOTHYE-
CTBO JI€TCH-MHBAJIM/IOB, IPHUYEM Y FOHOIICH IIIABHYIO POJIb ChITpal
pocT Gose3Hel yxa 1 COCLEBUAHOTO OTPOCTKA, Y ICBYIIEK — TpaB-
MBI U OTPaBJICHUs. YBEIHMUYMIACH JIOJIS TOJPOCTKOB, OXBAYE€HHBIX
npodeccroHaIbHBIMU OcMOTpaMu. Urcro aereit moa nucnancep-
HbiM HaOroeHHeM B CPO u C3DO 3Ha4YNTETHHO BBIPOCIIO B OC-
HoBHOM 3a cuét COVID-19.

k ok sk

OCTPASl HEUPOHOMATUYECKASI ®OPMA
BOJIE3HU MOLUE Y PEBEHKA PAHHEIO
BO3PACTA

CypaeBa Y.C., Matsacosa O.M.
HayuHble pykoBoguTtenu: A.1O. LLyTkoBa, E.B. Tyw

[MpunBOMKCKMIA nccrnegoBaTenbCKUn MegULMHCKUN
yHuBepcuteT MuHsgpasa Poccuun, HukHuin Hosropog, Poccus

Knouesnie criosa: demu, 6one3Hb [owe, ocmpas
HelipoHonamu4yeckasi chopma, Mymauyusi 2eHa GBA,
anoKkouepebposudasa

Axmyanvrocmoe. Octpas HelipoHonarndeckas popma ooes-
uu Tome (BI') wimu 2 tun BI' — penkuil BapuaHT AaHHOH JM30-
CcOMHO# Oone3nu HakorieHus. Myranuu rena GBA (xpomocoma
1g21) nmpuBOIAT K HAPYUICHUIO CHHTE3a TIIIOKOIIEpeOpO3naassl,
HAKOIUICHHIO DITIOKOIEpeOpO3HUIOB U COUHTONUIIHIOB B PETHKY-
JIOHJ0TENNATLHON M HEPBHOU TKaHIX. AKTYalbHOCTh U3YUECHHUS
2 tuna BI' o0ycioBieHa paHHUM 1€0I0TOM C HEBPOJIOIMYECKUX
HapylIEeHUH, TenaToCINICHOMETaIl|, IPOTrPECCUPYIOIIUM Tede-
HUEM, JIETAILHBIM UCXOOM.

L]env: mpencTaBUTh OCOOCHHOCTH TEUSHUS HEHpOHONATHYe-
ckoit popmel BI' y peO&HKa paHHero Bo3pacra.

Onucanue KINHUYECKOro ciay4asi. CTanuoHapHO HaOIro-
naercst aeBouka I1., 2022 r. poxxaenus. ['eHeanornyeckuii ana-
MHe3 He oTsromeH. Pe6&Hok ot 1-if GepeMeHHOCTH, IPOTEeKaB-
el ¢ TOKCHKO30M, YIpo30H BeIkubIa B I-1I TpuMecTpe, apte-
PHATBHON TUIIEPTEH3UH, 1-X CPOYHBIX POIOB CO CTHMYJISILUEH,
amHuoToMueil. Macca tena npu poxxkaenuu 3500 1, anuHa Tena
51 cmM, onienka Anrap 8/9 6amio. C 1 Mec xu3HHA ObLTH KaJI0ObI
Ha CHIDKCHME alllleTUTa, OTKA3 OT €/Ibl, BhIPAXKEHHOE OCCIIOKOIi-
CTBO, OTCYTCTBUE IIpUOaBKU B Bece, ¢ 1,5 Mec — perpecc npu-
00peTEHHBIX BO3pACTHBIX HABBIKOB. OOBEKTUBHO B 2 MEC COCTOSI-
HUE TSOKENOe, 3a/iepikka (PU3NIECKOro pa3BUTH (IeQUIINT MaCChI
tena 22%), renaromeraius +3 oM, cenesénka +1 cm, nonepxusa-
HHE IIpU efie. B HeBpoIoruyeckoM craryce: OTCyTCTBUE BO3PACT-
HBIX HAaBBIKOB, MbIIICYHAS 'MIIOTOHUS, PETPAKLHA MBI IICH. B
JUHAMUKE TPOrpecCHpOBaHKe reraToMerainu 10 6 ¢M, CIJICHO-
Merajuu J10 5,5 cM, pa3BUTHE CIIACTUYECKOTO TeTparnapesa, Ices-
no0ynebapHoTo cuHApoMa. JlaboparopHo: aHeMust (reMoTIIO0NH
o 106 t/m, sputrpountst g0 3,4 x 102/1), TpoMOGOIIUTONICHHS
(140 x 10'%/m). TIpu MPT ro;toBHOTO MO3Ta BBISBIEHBI IPU3HA-
K1 He3aBeplIEHHON Muenunusanuu. [Ipu TangeMHolt Mmacc-crex-
TPOMETPHH JaHHBIX 32 HACJIEJICTBEHHbIC aMUHOAIIUIONIATHH, Op-
FaHWYeCKUe aluaypuH, NePeKThl MATOXOHIPUATBHOTO OeTTa-
OKHCIIEeHUS HeT. DepMEeHTO-IMarHOCTHKA: HCKITIOUEHBI O0JIe3HN
Kpa60e, [Tomne, ®adpu, Humana—IIuka tun AB. CHikeHa ax-
TUBHOCTBH OeTa-riokonepedpo3uaassl (0,15 MxkM/n/4), moBbI-
IIEH ypOBEHb XUTOTpHO3uAa3bl (9317 HM/Mi/4) U KOHLIEHTpa-
s rexkcamiic(uHrosuHa, 4yro TunudHo i bI. Ilpu cexBeHu-
posanuu 1o Cenrepy B reHe GBA B IreTepO3UTOTHOM COCTOSIHUHM
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BBISIBIICHBI JIBA BApPMAHTA HYKJICOTH/IHBIX [TOCIIEI0BATEIILHOCTEH:
B 7 3x30He — ¢.721G&gt;A (p.Gly241Arg) B 10 sx30He —
c.1265 _1319del (p.Leud22ProfsTer4).

Bvi600bi. O0e MyTanuu npeacTaBieHbl B 0a3ax JaHHBIX KaK
[IaTOreHHbIe P 0CTpoil HelipoHonaruueckoil popme BI. INanu-
€HTKa UMeeT KpaiiHe HeOIaronpusaTHbIN IPOrHo3, T.K. pepMeHTO-
3aMecCTUTelNbHas Tepanus npu fanHoi hopme BI' He npumensieTcs.

AHOMAIINU PA3BUTUSA NEFOYHBLIX COCYAOB:
KNAHUYECKME BAPUAHTbI TEYEHUA
B JETCKOM BO3PACTE

Cyxoponbckas O.B.!
HayuHble pykoBogutenu: M.U. AnpaneTsH’,
0.B. Mukun?, O.I. Tonunuu?

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEeAULMHCKUN
yHuepcuteT umenn .M. Ceuernosa MuHsapasa Poccum
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus;
2MOCKOBCKMI Hay4HbIN MCCREnoBaTENBbCKMIA OHKOMOMMYECKUIA
HCTUTYT umeHu MN.A. lepueHa, Mocksa, Poccus;
3SMopo3oBckas aeTckasi ropoackas KnmHudeckasi 6onbHuua
[enapTameHTa 3gpaBooxpaHeHus ropoga Mocksbl, Mocksa,
Poccus

Krirouesble crioga: aceHe3ust né2o4Hol apmepuu,
aceHe3ust N1é 204HbIX 8eH, Oemu, KIuHUYeckul cry4dad,
MyIbMOH3KMOMUS

Axmyanvrocmy. I1opoku pa3BUTHS JTETOUYHBIX COCY/IOB SIBJISI-
10TCs pesikoit popmoit maronoruu. PacnpocTpaHEHHOCTb OJHOCTO-
ponHeil areHe3uu J1€rouHoil aprepun ouenusaercs B 1 : 200 000
YeNoBEeK, & CMEPTHOCTh MOXET JIOCTUTaTh 7% BCIIEICTBHE Pa3BU-
THSI MACCUBHOTO KPOBOTEUECHHS, TPABOKENTYIOUKOBON MIIH JIbIXa-
TeJIbHOW He0CTaTOouHOCTU. PeakoCcTh maTonoruu, a Takxke pas-
JUYHbIE KIMHUYECKUE BAPUAHTHI TCUCHUS BBI3BIBAIOT TPYLHOCTH
B CBOEBPEMEHHOH TMarHOCTHUKE U JIEUEHHH.

L]eny: mpencTaBUTh MALUEHTOB ¢ PEAKUM BAPUAHTOM BPOXK-
JNIEHHOTO MOPOKA Pa3BUTHUS — arcHe3uen JEroyHou apTepuu u
areHes3uei JErouHbIX BEH, OCBETUTh KIMHUKO-aHAMHECTUYECKHE
JaHHbIE 1 JICYeOHO-ANarHOCTHYECKYIO TAKTUKY, TOTPEOOBABIIYIO
MYJBTUIUCHUIUIMHAPHOIO MOX0/a.

Onuncanne KINHUYECKHUX ciIy4YaeB. B HameMm uccienosa-
HUU IIPeJCTaBIeHbl 3 NalUeHTa, IOCTYIUBILINE B TOPAKAJIbHOE OT-
nenenne Mopososckoit JII'KDB, y xoTopsIx mpu ganpHeiem 06-
CJIeIOBaHUH OBLIM JAWArHOCTHPOBAHBI MOPOKU PAa3BHTHS JIEr0OU-
HBIX COCY/IOB.

IepBas nanuenTka, 10 Mec, mocTynuia ¢ xanodamu Ha Kpo-
Boxapkasbe. [lo ganneiM KT opraHoB rpyqHoil Moa0CTH ¢ BHY-
TPUBEHHBIM KOHTPACTUPOBAHUEM BbICTABIIECH JUArHO3: AreHe3us
JIeBOM NIEroyHoi aprepuu. belia BeITONHEHA YHAOBACKYIISIpHAS
OKKIJTIO3UsI KOJUTaTepaliel, a 3aTeM, yUUThIBasi OTCYTCTBHE (YHK-
LIMOHAJIbHON aKTUBHOCTH JIEBOTO JIETKOI'O 110 JAHHBIM CLIUHTHUIPa-
¢y, BHINOIHEHA MyIbMOHIKTOMHUS CIICBA.

Bropoii pe6€HoK, 3 roaa, MOCTYIUII ¢ kan00aMy Ha 4acTble
OpPOHX000CTPYKLUY, B X0/1€ 1000CIe10BaHUS ObLIN AUAaTHOCTH-
pOBaHBI areHe3ust JIeBOM JIETOYHOM apTepuH, CTEHO3 MPaBOTO
[JIaBHOTO ¥ MEKYTOYHOTO OPOHXOB, COCYHCTOE KOJBIIO. B cBs-
3M C 9TUM NOTPeOO0BaTIOChH BHINOJHEHUE ONIEPATHUBHOTO BMeEIIa-
TEJICTBA — Pa300LIEHNE COCYUCTOrO KOJIbLA M MYJIbMOHAKTO-
MU CJIEBA.

Tpetuii pe6€HOK oOparmiicss B BO3pacTe 5 JIET ¢ xKajodamu
Ha kpoBoxapkanbe. Ha ocHoBanuu KT opranoB rpyaHoii mosno-

CTHU C BHYTPHBEHHBIM KoHTpactupoBanueM, DxoKI, anrnorpapun
NErOYHOM apTepuH, CUUHTUTPA(UH JETKUX BHICTABICH TUArHO3:
Arene3us 1ErOYHBIX BEH clipaBa. | uoruia3us mpaBoi 1ErouHou
aprepuu. Henepdysupyemoe npaBoe iérkoe. YUuThIBas OTCyT-
CTBHE ITIOBTOPHBIX 3IM30/I0B KPOBOXapKaHbsl M OTKa3 POAUTENEH
OT NPOBE/ICHUS PaINKAIILHOTO BMEIIATeNIbCTBA, PEOEHOK ObLI BbI-
TIHCaH ¢ PEKOMEHAAIMSAMH NOJ] HAOMIONECHHE CITELMAIICTOB 110 Me-
CTY JKUTEIIbCTBA.

Bb1600b1. YUuThIBast peKOCTb MATOJIOTUH JIETOYHBIX COCY/IOB,
Pas3inuHbIC KIIMHUYCCKNUEC BapUAaHThI TCUCHU A, JUATHOCTHKA U UX
JIeYEHUE SBISIFOTCS MIPEIMETOM MEXIUCIUILITHHAPHOTO 00CykKae-
HUs. TaKTHKa BeACHUS MMALIMEHTOB JIOJKHA OIPEIEIATHCS CUMIITO-
MAaTHKOM, aHATOMHEH JIETOUHBIX apTePUI U BEH, COIYTCTBYIOLIU-
MU CEpJICYHO-COCYIUCTBIMU aHOMAJINSAMHU, HAJIMUUEM KoJllaTrepa-
JIed ¥ CTENeHbIO JIETOUHON TUIepTeH3UH.

* %k ok

TOTAIbHbIV TEMOPPATMYECKUA
NMAHKPEOHEKPO3, OCITOXXHEHHbIN PA3JTUTLIM
®EPMEHTATUBHbLIM MEPUTOHUTOM

W OMEHTOBYPCUTOM Y PEBEHKA

CyxopyukuH [.A.
HayuHble pykoBoguTenu: E.A. POXXAEHKWH,
M.B. ®duceHko

[MprBOMKCKMIA MCCreqoBaTENbCKNUN MEOULMHCKIIN
yHuBepcuteT Munsgpasa Poccuun, HwxkHuin Hosropog, Poccus

Knroyesbie criosa: 2eMoppaauyeckuli naHKPeoHeKpo3,
amura3sa, c80b600Hasi XUOKOCMb

Axmyanonocme. I'emopparnueckuii mankpeonexpos (I'TIH),
SBJISISICH IECTPYKTUBHOM (popMOii MaHKpeaTnTa, HOCUT XapakTep
CepO3HO-TeMOPPArniyecKoro MpONUTHIBAHUS, PACIPOCTPAHSIOILE-
rocs Ha MaHKPeaTHYeCKyIo KIETYaTKy, IPUBO/IS K ITOJHOPraHHON
HEJJOCTaTOYHOCTH U JIETAIbHOMY HCXOJY, 4aCTOTa KOTOPOIo Y Jie-
Teil cocraBisieT 50%, 4TO CBUAETENBCTBYET 00 OTCYTCTBUM €/1U-
HOH 2 (PeKTUBHOM TAKTUKH BEICHMS MAMEHTOB C THOHHO-CEITH-
YECKUMHU OCJIOKHEHUSIMH TaHKpeaTuTa.

L]enw: ipeicTaBUTh TAKTUKY BEICHHS MALMEHTa C TOTAJb-
vbiM ['TIH.

Onucanue kIuHUYeckoro cayyas. [Tamuent M., 12 ner, Be-
coM 68 kr, rocniuranusuposat B LIPB ¢ TomHoTOMH, pBOTOH, G01saMu
B kuBoTe. C y4€TOM TSHKECTH COCTOSHUSA, runeprepmu 1o 38°C,
CHUMIITOMOB OCTPOTO JA€CTPYKTHUBHOIO MTAaHKpEaTuTa, aclura, 1o-
BBIIIICHUS YPOBHS aMuiiasbl Mouu 10 1974 EJI/n peGEHok nepese-
néH B oTneneHue peanumanuu. [locne npenonepannonHoi noj-
TOTOBKU BBIMIOJIHEHBI JIAIAPOCKOIMYECKas CaHALMs, APEHUPOBa-
HYe OPIOIIHOM MOJOCTHU U NOJIOCTU MAJIOro caibHUKa. IlomydeHo
450 M TpsI3HO-0YpOro M ceporo dKccyaara. HamaxeHo nportou-
HOE JpeHupoBaHue OpIONIHOM monoctr. B mocneonepanmonHOM
NeproJie MPOBOIMIN aHTHOAKTEPHATBEHYIO U HHOY3HOHHYIO Te-
paruio, JaBak MOJIOCTH MAJIOro CajJbHUKA M OPIOIIHON MOIOCTH
OydepubiMu pactBopamu. Ha 15-e cyTku apeHaxu U3 OpronIHOM
HOJIOCTH yZAJIeHbl, MaJIbuUK IEPEBENEH B XUPYPIUUECKOE OT/Ie-
nenue. B OmmkaiiieM mocieonepanioHHOM NepHoe aMiiIa3a Ha
yporHe 528 EJI/n. Mo marnueiM Y3U OBIT ormeuatotest nuddys-
HBIC N3MEHEHHUS MOKETYJOUHOH XKee3bl, KOIMIECTBO CBOOOI-
HOM xuakoctu 10 370 M B masioM Ta3y. B mporecce neuenust co-
CTOSIHME [TALMEHTA ¢ OTPULATEIbHON AMHAMUKOIL: INXOpaKa, Ha-
pacraHue ypoBHeW aMuiia3bl B KPOBH M MOU€E, YBEJIIMUEHHUE YPOBHS
JKUJIKOCTH B OpIOIIHOM MOJ0CTH. B ¢BA3M ¢ yXy/IIEHHEM COCTO-
sHusT Ha 30-e cyTKM NpeObIBaHMs B CTAllMOHAPE BBHITIONHEHA JIa-
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MapOTOMUS: CaHAlUs OPIOLIHOM MOJIOCTH, TAMIIOHUPOBAHHE T10-
JIOCTH MaJIOTO CajbHUKA JIByMS CUTapHBIMH TaMIoHaMu. MHTpa-
OnepanroHHo moyiyueHo 10 1500 mit rps3Ho-0ypoii KHUIKOCTH.
C yuérom HapacraHusi ypoBHeil D-aumMepa G0nbHOMY NpoOBEIH
Kypc iasMadepesa. B nmocnenyromem curapHble TaMIIOHbI yia-
JICHBI, yCTAHOBIICHBI PE3MHOBBIE BBITYCKHUKH. Ha 59-¢ cyTku ca-
MOYYBCTBHE peOEHKA yIyqIIHIOCh, OOJIN B )KUBOTE CTAJIM MEHb-
nre OecroKONTh, YPOBEHb aMMIIa3bl KPOBH JOCTUT HOPMAJIbHBIX
sHauenuii (231 E/I/n), mo nanueiM Y3U opraHoB OproIIHOI 110-
JIOCTU CBOOOJIHOM HJIKOCTH HE BbIsBICHO. [lanimeHT nepesenéx
B XUPYPTrU4ecKoe OT/EeJICHHE C MOCIeIyIONel BHITUCKON Ha 72-
1 KOWKO-/ICHb.

Bbi600bl. JlaHHBIA KIMHAYCCKHUI Clydail JEMOHCTPUPYET
CEephE3HOCTh THOMHO-CENTUYECKUX OCIOKHEHHH MMaHKPeaTuTa,
a TaKoke HeOOXOAMMOCTbh MHANBHUIYAIBHOTO MIOAXO0AA B JICUCHUH
TMAIMEHTOB.

OLIEHKA TOJNIEPAHTHOCTU K ®U3NYECKOM
HATPY3KE Y OETEW C MYKOBMCLMOO30OM

TumodpeeBa A.A.", ManknHa O.M.", MywkapeBa A.E.",
Aanb KA.
Hay4Hbin pykoBoguTtenb: O.U. CumoHoBa'2

"MepBblii MOCKOBCKMIA roCYAapCTBEHHbIV MEAULIMHCKUIA
yHuepcuteT nmenn N.M. Ceuernosa MuHsgpasa Poccumn
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus;
2HaumoHanbHbIi MeauLIMHCKUIA UccreqoBaTenbCKUn LLIEHTP
300poBbs getert Munsgpasa Poccun, Mocksa, Poccus

Kntouesbie crioga: Mykosucyudos, 0emu, mosepaHmHOCMb
K gpusuyeckol Haepy3ke, mecm 6-MUHymMHOU x00bbbI

Axmyanvrocms. Tect 6-munyTHON X0160b1 (THIX) MO3BOIISI-
€T OLICHUTH BIMSHUE 3a00JIeBaHNs HA TOBCEAHEBHYIO aKTUBHOCTh
6onbHBIX MyKoBHCcIUA030M (MB). B nudopmanuonnsix 6azax PO
JTaHHBIC O MOJOOHBIX UCCIEJOBAHUAX HE OIIyOIIMKOBAHbI.

I]ens. onpenenuTh TOIEPAHTHOCTb K (PU3NUECKON HArpy3Ke ¢
riomoripio TIIX y GompHbIx MB.

Mamepuanvt u memoowl. TIpoBeieHo obcienoBanne 47 60mb-
HbIX MB, U3 HEX ObLIO 0TOOpaHO 25 nereii (6 ManpaukoB, 19 neBo-
4ek): 11 — ¢ Tsokénbiv TeuenueM MB, 14 — co cpenHeTsHkEnbIm.
Kpurepuu BritoueHust: Bo3pact 5—18 j1eT, HoATBep>KAEHHBIN 11~
ario3 MB. Kputepuu uckiodeHus: Tsox€noe cocTosHue (Heoo-
XOAUMOCTB B KHCIIOPOIHOH MOJIEPIKKeE), OCTPhIE 3a00JIeBaHNUS Ha
MOMEHT HCCIIeJOBaHHUs, OTKa3 OT yJacTus. Bce manueHTs! moy-
YaJIM KOMIUIEKCHYIO 0a3MCHYIO TEPAITHIO COINIACHO KIIMHUYECKUM
pexomenaausM mo MB (2021).

THIX nposoxauics B cyOMaKCUMaIbHOM peXUMe Gu3nue-
CKUX Harpys3ok. 3ajadeil nanueHTa ObUIO MPOMTH HAUOOJBILYIO
JIICTAHIUIO 32 6 MUH B KoMopTHOM Temne. TIIIX npepsiBaincs
B CJIy4ae ILIOXOro camouyBcTBHUs W/uik SpO, < 94%. Jlo u nocne
TeCTa U3MEPSIM JUMHY U Maccy tena, SpO,, AL, Y1, YCC; no-
cie — npoiieHHoe paccrosinue (St).

IManuenTs! 6bUIM pacHpeeieHbl Ha IPYIIBI 10 BO3PACTY
(craxy 3aboneBanus): 1-a (n =5) — 6-11 ner, 2-1 (n =95) — 12—
14 net, 3-s1 (n = 13) — 15-17 ner. bbutn paccunTansl cpesHUe JaH-
HbI¢ SIT; OIIEHEHBI IOJDKCHCTBYOLIHE paccTostHus (Si) o gopmy-
ne anst TIIX y 3m0poBeIX AeTeit.

Pezynomamur. Y pereit 1-it rpynmst TIIX coctaBun 89 + 11%
oT Sx = 545 M, Bce eTH UMeNU cpeqHeTshkénoe Teuenue MB.
ITocne tecra SpO, He mamennnacey (p < 0,005), YCC cymecTsen-
HO noBbIcwiiach y 1 6ombHOrO 10 130 yn/muH. ¥ nereit 2-it rpyn-

el THIX cocraBun 67 + 8% ot Sx = 662 M; y 4 manueHToB —
cpennerspkénoe Tedenne MB, y 1 — msokénoe. Tocne ecra SpO,
cHm3mIack y 2 neredt 10 94%, YCC 3naunMo noBbIcHIach y 1 60mb-
Horo 10 100 yn/mun. Y nereit 3-i rpynmst THIX cocraBun 62 + 9%
or Si =682 M, y 5 nereit — cpennerspkénoe reuenne MB, y 8 —
Tsoxénoe. [locne tecra: SpO, crusunack y 3 nereit no 94%, UCC
3HAYMTENILHO TIOBBICKIIOCH Y 5 etei (o 123 ya/mun). Y 2 neso-
yek 16 et ¢ TsKEnbM TeueHneM MB octanoBuiu Tect Ha 3-it 1
4-i1 MuHyTax, T.K. SpO, cHU3UIACh 10 88%, MOSBUIIACH OJIBIIIKA.

Bvi6oowi. letn ¢ MB Miaamiero Bo3pacrta ¢ MEHbIINM CTa-
JKeM 3a00JIeBaHMsI UMEIOT OoJiee BBICOKYIO TOJIEPAaHTHOCTD K (hu-
sudeckoil Harpyske. THIX uHpopmariBeH, Oe30maceH JUis Mpo-
BeneHus y nereit ¢ MB, B ToMm dmcnie ¢ TSHKETBIM TEUSHUEM 3a-
OoneBaHmMs, MPOCT B MPOBEJCHUH, T.K. HE TPEOyeT ClIenaTbHOTO
HOMeIIEeHHs ¥ 000pynoBaHus. Ba)KHO yUNUTHIBATh, YTO PEe3y/IbTAThI
TECTa HOCAT OTHACTU Cy61)eKTI/IBH]>lI>’I XapakTep: 3aBUCAT OT MOTH-
BaIlM{ MAallMEHTa NIPOUTH MaKCUMAJIbHYIO TUCTAHIHIO.

TAXENOE TEYEHUE CACTEMHOMN KPACHOW
BONYAHKU C TEMOPPAIT'MYECKUM
ANNbBEOJIUTOM U OCTPbIM NOPAXXEHUEM
MOYEK

TuxoHoBckum MN.A., Kpuynun U.A.
HayuHbin pykoBogutens: E.UN. AnekceeBa

HaunoHanbHbIi MEANLUHCKMIA UCCNefoBaTeNbCKUM LIEHTP
3a0poBbsa aeten Munsgpasa Poccun, Mocksa, Poccust

Knrouesble crioga: cucmemMHasi KpacHas 80/14aHKa,
2emMoppazuyecKull anbe8eonum, 0cmpoe MoYeyHoe
nospexoeHue, 2eHHO-UHXeHepHasl meparusi

Axmyanonocms. CucremHast kpacHasi Bordanka (CKB) — cu-
CTEMHOE ayTOMMMYHHOE 3200JIeBaHKE, B OCHOBE KOTOPOTO JIEKHT
reHeTHYecKr 00yCIOBICHHOE HapyLIeHHe MIMMYHHOH PeryIsiuy,
ompezensoniee 00pa3oBaHUe OPraHOHECIeU(PUUSCKUX aHTUTEI
K QHTHT€HAaM sJIep KJIETOK U UMMYHHBIX KOMIUIEKCOB C Pa3BUTHEM
AMMYHHOTO BOCITQJICHUSI B TKAHSIX MHOTHX OPTaHOB. 3a4acTyO Te-
yenue CKB conpoBoxaaercst HopakeHueM MHOKECTBA CHCTEM H
OpraHoOB, OTHAKO YacTO B BOCTIAJIUTEIBHBII MIPOIIECC BOBIEKAIOTCS
KO, KOCTHBIN MO3T, o4k, jJérkue. ¥ 10% neteit ¢ CKB BcTpe-
YaeTCsl KU3HEYTPOXKAIOIIEE OCIOKHEHUE — IeMOpparudeckui
anbBeonut (I'A), mpu kKoTOpOM JieTanbHOCTD npeBbiaeT 90%.

Lenv: nemonctpanus spkénoro tedenust CKB ¢ pasButuem
T'A u octporo moBpexaenns mouek (OI1IT).

Onucanne kIMHUYeckoro cayyas. Jlesouka K., 16 net, ¢ map-
ta 2020 r. oT™MeuaeTt 00JIb 1 OTEYHOCTH JIEBOTO KOJICHHOTO CcycTaBa. B
mae 2020 r. rocriuTaan3upoBaHa 1o MecTy KUTeNIbeTBa. [Ipu nocry-
TUICHUHM OTMEUAJIMCh MPU3HAKU apTPUTA JICBOTO KOJIEHHOTO U ToJIe-
HOCTOITHOTO CycTaBoB. JIabopaTopHO BBISBIEHBI TeMaTOJIOINYECKIE
HapyIIeHHs (aHEMHUSI TSHKEIOHN CTeNeH!, TPOMOOLIUTOIIEHHS ); TIPU3HA-
KM MOPaKeHUsI IoUYeK (TpoTeuHypus 110 1,32 r/i1, MUKporemarypusi,
LWIUHAPYPUSL, TUIIONPOTEHHEMHUSL, THIIEPa30TeMusl (CKOPOCTh KITy-
60ukoii ¢usrpanuu no sapry (CKD) — 34 mu/Mun)), a Taxoke
UMMyHHbIe HapyuleHus (cHmkeHue C3 u C4 ¢pakuuii koMIuieMeH-
Ta, MIOJIOKUTENbHAs rpsimMast poda KymOca, oOHapyskeHbl aHTUTENa
k nBycrpanbHoi IHK 1 anTHHYKITeapHbIe aHTUTeNa). MICKITI0ueHb!
OHKOTeMatojiornueckue (hopmel raronornd. Ha ocHOBaHHM KpHTe-
pueB ACR (1997) u SLICC (2012) ycranosnen auarno3 CKB, Haua-
Ta crepouiHas Tepanus. B urone 2020 r. otMeyeHs! pa3Butue cyode-
OpWIILHOM JIMXOPAIKH, TOBBIILIEHHE apTEPHAIILHOTO JIABIICHHS, TTOSB-
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JieHne OTEKOB. B maybHelIeM NpuCcOeIMHIINCE Pe3Kasi cl1aboCTh,
CHIDKEeHHE catyparuu 10 60%. PeOGEHOK nepeBenéH B OT/ieIeHue pea-
HUMatuu, tHTYOrpoBaH. [1pu komnbrotepHoii Tomorpaduu (KT) xap-
THHA JIbBEOJIIPHOTO OTEKA JIETKUX, THAPOTOPAKCa, THPOIIEpUKap/a.
IpoBezneHa mynbc-Tepanyst METIIIPEHI30I0HOM U LUKIIohocda-
MUJIOM. B mHaMuke HapactaHue OTEUHOro CHHIpOMa JI0 aHACAPKH,
camkenne CK® 10 21 mi/MuH, 110 TIOBO/TY 4€ro MPOBOINIIACH 3aMe-
ctutenbHas modeunast Teparnust. Ha KT coxpamsumics npusnaku ['A.
YuureiBas KpaliHe TSDKEIO0E COCTOSIHIE PEOEHKA U PA3BUTHE KU3HE-
YIPOXKAIOIIUX COCTOSIHUIN, HHULIMUPOBAHA TEPaANus PUTYKCUMaOOM
375 mr/m?. TIpoBeneHo 4 BBeneHust putykermada (Tpu 3-M BBEICHHH
— 03HO0, KyITUPOBAaH BHYTPHBEHHBIM BBEJICHIEM METHJIIIPEIHU30-
JIOHa, OCTaJIbHbIC BBEACHUS Oe3 HeKeNaTeIbHbIX peakimii). [Ipoo-
JIAIIACh AHTUOAKTEpUAIBHAS M CUMITTOMaTH4ecKast Teparst. [Ipogon-
JKEHa CTEPOU/IHAs Teparus, POBEeICHa dCKaNalys Teparnuy B BUJIE
HazHaueHUs: MUKodeHonara MoeTaa u TuapoKcuxaopoxuHa. Ha
(hoHe JIeueHNs] OTMeYanach BhIPAKCHHAs OJIOKUTEIIbHAS ITHAMH-
Ka B BUJIE KYIIMPOBaHUA sIBIICHNH A, yMEHbIICHNUS TUIIEPa30TEMHH.

Bui6oowi. Teuenne CKB MOXET cOMpPOBOXKIATHCS Pa3BUTH-
€M JKU3HEYTPOKAIOIINX OCIOKHEeHUH, Takux kak ['A u OIIII, gto
TpeOyeT HaCTOPOKEHHOCTH PEBMATOJIONA, a TAKXKE MYJIBTUANCIHU-
IUIMHAPHOTO MOXO0/a CO CBOEBPEMEHHbBIM IPUMEHEHHEM KOMOU-
HUPOBAHHOW MMMYHOCYIPECCUBHOM TEpaIuy, B TOM YUCIIE T'eH-
HO-MH)KEHEPHBIX OMOJIOTMYECKUX TPEraparoB.

%k ok ok

NMOKA3ATEJIIN ®USNYHECKOI'O PA3BUTUA
CENbCKUX N TOPOACKUX NMOAOPOCTKOB
B KbIPI'bI3CKOW PECNYBNUKE

ToktocyHoBa A.B.', Anmas kbli3bl K.2
HayuHble pykoBogutenu: X.0. Conto6aeBa’,
H.M. KanumoBa?

'Kblprbl3ckasi rocyaapCcTBeHHasi MeguUmMHcKas akagemust
umenun UK. AxyH6aeBa, buiikek, Kbipreidckas Pecnybnuka;
2Kblprbi3cko-Poccuiicknii crnaBsiHCKUIA YHUBEPCUTET MMEHU
B.H. Enbunna, buiikek, Keipreisckas Pecnybnvka

Krirouesbie criosa: pocm, gec, UHOeKC Macchl mena,
gusuyeckoe pazsumue, 0echuyum mMacchbl mesa, oxXupeHue

Axmyanenocms. 3M0pOBbE JETEH OMPEAEISIETCS COOTBET-
CTBYIOILIUM BO3pacTy pa3BUTHEM. J[JIsi OLIEHKH BIWSHHS pa3iiny-
HBIX (DPAKTOPOB Ha 310pPOBHE MOAPOCTKOB BAYKHOE 3HAUYCHHE UME-
FOT TOKa3aTely pOCTa U Macchl Tela.

L]env: onpenenuth 0COOSHHOCTH (DH3UIECKOTO Pa3BUTHS IO/~
pocTKOB Toposa u cena B Keipreisckoii PecryOnuke.

Mamepuanvr u memoowvt. O0cenoBaHO 88 MIKOJILHUKOB B
Bo3pacte 12—14 net, npokupatonux B I. bumkek u c. Keretsr, u3
HUX XHuTelel ropoaa 06110 47 (21 neBouka, 26 MaJIBIUKOB) U Ce-
na — 41 (21 neBouka, 20 manpaukoB). Vcrnonb30Baiuch aHTPO-
[IOMETPUYECKUI, THCTPYMEHTAJIbHBIN U CTATUCTUYECKHHA METO/IbI.

Pesynbmamui. YcTaHOBIICHO, YTO Yy TOPOICKUX J€BOYEK-TIOJI-
POCTKOB MHHUMAJIbHBIA pocT ObuT 147 cM, MaKCUMAaJIbHBIH —
171 cm, cpenumii — 158,4 cm; MUHHMaNBHAsI Macca Tea COCTaBU-
na 33 kr, MmakcumainbHas — 89 kr, cpenuss — 46,2 kr. Y Mallsiu-
KOB MUHUMaJIbHBIN pocT ObuT 138 cM, MakcumanbHbii — 185 cm,
cpenuuii — 160,65 cM; MUHUMAaTBHAs Macca Tena cocraBmia 31 kr,
MakcuManbHast — 75 Kr, cpenasist — 49,92 xr. ¥V cenbckux 1eBovex
MUHUMAaJBHBIN pocT cocTtaBmi 112 cM, MakcuManbHbIii — 162 oM,
cpenanii — 151 oM, MUHUMAaNBHAS Macca Tena — 35 K, MakcuMaib-
Hast — 70 kr, cpennsisi — 46,18 kr. Y cenbCKuX MoJPOCTKOB-Mallb-
YMKOB MMUHMMaJIbHBII pocT ObL1 paBeH 142 cM, MakcUMabHbIH —

166 cm, cpenamii — 155 cM; MUHUMaITbHAS Macca Teja COCTaBHiIa
36 k1, MakcuManbHas — 63 kr, cpenssist — 47,98 kr. Cpenu ropoa-
CKHX MOJPOCTKOB HAMHU YCTaHOBJIECHO HOpMalbHOE (hu3nueckoe pas-
BuTHe y 63,8% 00CIEeI0BaHHBIX JETEH; OTKIOHEHHUS OT HOPMBI Obl-
JIM BBISBIIEHB! y 36,2% 11koabHUKOB. [Tpu 3TOM M30bITOUHAs Macca
Tena Obuta onpenenena 'y 12,8% nereit ropona, oxupenue 1 cremne-
HH 06110 Yy 4,3%, oxxupenue 2 crenenn — y 2,1%. Cpexu moapoct-
KOB Topojia ObLI0 BBISIBIICHO 12,7% /eTelt Co CHIDKEHHEM MacChl Te-
7a, a ¢ IeULIUTOM Macchl Tea 06110 4,3% neteil. Cpeau cenbeKux
HOIPOCTKOB HOPMAJIbHOE (PU3UUECKOE PA3BUTHE ObLIO OIPEAEICHO
y 53,6% JeTell; OTKIIOHEHHS OT HOPMBI BbIsBIEHB! y 46,4% neteit:
u3 HuX y 34,1% nozppocTkoB HabIr0Aa1ach H30BITOYHAS Macca Te-
na, y 7,3% nereil BeisiBieHa | cTeneHp oxupenus, y 5% noznpoct-
KOB CHIDKEHHE MAcChI Tella TI0 CPAaBHEHHIO CO CTaHIapPTOM.

Bui1600wi. Tlo cpaBHEHHUIO ¢ 00CIETIOBAHHBIMUA TOPOJCKUMHU
MOJPOCTKAMH Y CEJIbCKUX MIKOJHbHUKOB BBISBJICHO YMEHBIICHHUE
roKasaresieil pocTa U Macchl Tejla, YTO MOXET CBHU/IETEIbCTBO-
BaTh O JIEHCTBUU HEOMAronpusaTHBHIX (HAKTOPOB (KIMMATHIECKUX
WM COLMAITBHBIX) Cpelibl JIN00 00 OTCYTCTBHU JIeYeOHO-0310pO-
BUTEIILHBIX MEPONIPHUATHH M MporpaMm (HU3HIECKOTO Pa3BUTHS
JIeTell CeJIbCKOM MECTHOCTH.

OEBIOT HENPOBNACTOMbI U OCTPOIO
NMMM®OBNACTHOIO NENKO3A Y PEBEHKA
NEPBOIO roaA XuU3Hu

TonkmuT M.C.", Monuwyk M.A."
HayuHbin pykoBoguTenb: BbikoBa T.A.2

'CaHkT-lNeTepbyprckuii rocyaapCTBEHHbIN NeanaTpuyeckuii
MeauunHCKMIM yHuBepcuteT MuHagpasa Poccuum,
CaHkr-MNeTepbypr, Poccus;

2HayuHo-uccnenoBaTenbCkUiAi UHCTUTYT AETCKON OHKOMOrMH,
remMatonorumn n TpaHcnnaHtonorun nmenn P.M. Mopbayeson,
Cankt-leTtepbypr, Poccus

Knrouesble criosa: ocmpeblili numgobrnacmHbil netKos,
Helipobrnacmoma, eemobriacmo3sbl

Axmyanenocms. B 1anHoM citydae 3aMKCHPOBAHO TUArHO-
CTUPOBAHUE COJIMIHOM OIyXOJIM B COUETAHUU C TeMOOIACTO30M
B TeyeHue 1 roxa.

Llenv: TPONEMOHCTPUPOBATH CIIOKHBIH KIIMHUYECKHH CITydait
BPOXJIEHHOM HEHPOOIACTOMBI U MJIaJICHUECKOTO JICHKO3a.

Onucanue KIMHUYECKOTO ciIyyasi. Y MaJbulKa B BO3pacTe
3 mec Ha ocHoBanuy Y3 u KT opraHoB OpromIHoi MOI0CTH, THCTO-
JIOTUYECKOTO U MOJIEKYJIIPHO-TEHETHUECKOTO UCCIIEI0BaHUs ObLIa JIU-
arHOCTHpPOBaHa HelpoOnacToMa 3a0pIOIIMHHOIO IPOCTPAHCTBA —
3 cramus N-myc u dellp orprunarensHele. [lanee ObUT0 IPOBEICHO
3 kypca nonmuxumuoTepanuu coracao nporokory GPOH 2017 mst
HM3KOH TPy PUCKA, TTOCIIE YEro IPOU3BE/ICHBI JIAIapoTOMUsL, Ya-
JIEHUE OITYXOJIX 3a0pIOIIMHHOTO POCTpaHCTBa. JJOCTUTHYTa peMuc-
cus, jaiee pe6EHOK HabIonaics oHKosoroM. Yepes 4 Mec o J1aH-
HBIM KJIMHHYECKOTO aHalm3a KpoBu (Jeiikonutsr 24 x 10°/1, atu-
MIMYHBIE MOHOHYKJIEAphI) ¥ IIPOBEIEHHBIX 00CIeI0BaHMH Y peOEHKa
JIMarHOCTUPOBAH OCTPbIi JIMM(POOIACTHBIH JIeHko3 — | IMMYHOJIO-
TMYECKH BapuaHT ¢ kodkcnpeccueit CD15, Tpancnokarueit (4;11)
6e3 nopaxxenust [IHC, Taxoke BO3HUK JIOKAIbHBIHM pelUaAnB HEHpoO-
JIaCTOMBI (OATBEPKAEH ructonoruuecky). Hauara Tepamnust no mpo-
toxkory MLL BABY 2006. ITocne teparnuu ro janasiM KT opranos
OpIOIIHOM TTOIOCTH OTMEYaIach MOJIOKHUTENbHAS IMHAMUKA B BHIE
YMEHBIIEHHs 00pa30BaHM IPABOTO HAAIOUYETHHKA, a TAKXKE 110 JaH-
HBIM MHUEJIOIPaMMBbI, UMMYHO(MEHOTHITHPOBAHMS, MOJIEKYIISIPHO-Te-
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HETHYECKOTO MCCIISOBAHUS MONTBEPKICHa MUHUMAITbHASI OCTATOU-
Has (pe3uyalibHast) 00JIe3Hh — HEeraTUBHASI PEMUCCHS, JIMKBOP 0e3
OITYXOJIEBBIX KJIETOK. YUHTHIBAsI XapaKTep U OCOOCHHOCTH TEUCHUS
OCHOBHOTO 3a00J1€BaHus, HaJNUKE 2-1 OIyXONH, CTaTyC PEMUCCHH,
ObLI0 IOKA3aHO IPOBEECHUE AJTIOT€HHOM TPaHCIUIAHTALIUK KOCTHO-
ro Mo3ra. BeironHeHa npomenypa TpaHCIUIaHTALMN TeMOII03THYe-
CKHX CTBOJIOBBIX KJIETOK OT OTIa. PeXnM KOHAUIIMOHMPOBaHUS Oy-
cuibBekc 12 + ¢mronapadus. [TpoduakTika peakiy TpaHCIIaHTaT
nipotuB xo3suHa (PTTIX): mukinodocdan, TakpoIMMyC, CHPOIUMYC.
ITepemuro CD34" 5,9 x 10%kr. [lanee ormevanack (peOpHibHas Hel-
TPOIEHUs], IPOBOIIIUCH KOPPEKLIUS AaHTUMUKPOOHOH Teparuu, CTU-
MYJISILHS JIEHKOII093a IPaHyIIOIUTApHO-MaKpO(haraibHBIM KOJIOHHE-
crumysupyroium paxkropom (I'-KC®D). HecmoTpst Ha CTUMYJISILIHIO
HelTpoduapHOro poctka ['-KC®, ormMeuanock CHIKEHHE JICHKOIH-
TOB. Ha Koyke CIMHBI KPYIHOISITHUCTAS ChIIlb. BRINMOIHEHA KOCTHO-
MO3roBast IyHKLUs. B Muenorpamme KOCTHBIM MO3I THIIOKIIETOUHBIH.
JIumpormTos u3 3pensix hopm — 90%. MakpodaranbHble 31eMeH-
Tl — 2,5%, 9acto ¢ apurpodarormrozom. Takum o6pazom, y marm-
€HTa IIePBUYHOE HETIPYIKHBIICHHE TPaHCIUIaHTaTa Ha ()OHE BTOPUY-
Horo remocaronuro3a. [ToBropHas ayIoreHHast ralIONACHTHIHAS
TPaHCIUIAHTALIMU CO CMEHOM JOHOpa OT MatepH. Pexxum koHauImo-
HHUpPOBaHHs HEMHeEN0abnaTuBHbIN — (uronapadbus + MendanaH, mpo-
¢unaxruka PTIIX: muxnodocdan, Takponumyc, cuponumyc. [epe-
suto CD34" 4,89 x 10%/kr. OcnoxueHust: heOpribHAs HSHTPOIICHHS
S. epidermidis. Tpom003 OePEHHO BEHBI CiieBa. MHTEpCTUIINATIB-
Hasl IByCTOPOHHSISI MOJIMCETMEHTapHast ITHEBMOHHS IINTOMETaI0BHU-
pycHoit atronoruu. Tepanus GockaBupom. BoccranoBneHue neiko-
uutoB ¢ JI+18, 6e3 3aBucumoctu ot I'-KCD. Oqnako coxpaHsiach
runoyHKIUS TpaHCIUIAHTaTa (aHEMUs CpelHeH cTeneHy, TpoMOo-
LUTONEHUS 3 CTENEeHH, JIEHKOHEUTPONIeHHS 2 CTeNeHN ). XUMEPU3M
JoHOpCcKHi. [10 TaHHBIM UTOTEHETHIECKOTO ¥ MOJICKYIISIPHO-TeHe-
THUYECKOTO AHAIM30B TMPU3HAKOB MUHUMAJIBHON OCTATOUHOM (pe3u-
JtyalibHOM ) 00me3HH HeT. C MMMYHOAIONTHBHOM 1IEJIbIO TTPOBE/ICHA
nH(y3us noHopekux CD3* 1,0 x 10%kr. OcnokHeHnii Het. Ha naH-
HBII MOMEHT COXPAHSETCsl PEMUCCHS, ALUEHT HAOIIOaeTCsl [0 Me-
CTY JKUTEJIbCTBA.

Bo1600b1. JlaHHBIN KITMHUYECKUH CITydail 1eMOHCTPUPYET YHH-
KaJbHOE COYETaHHE BPOXKACHHON HEHpOOIACTOMBI U MJIaJIcHYe-
CKOTO JIeHK03a, THarHOCTUPOBAHHAIX B TEUCHHUE 1-TO rofa >KU3HU.

BINMUAHUE MEONKO-BUONTOMMMYECKUX
®AKTOPOB PUCKA U NMOKA3ATEJIENA 300POBbA
OETENA PAHHEIO BO3PACTA

HA ®OPMUPOBAHMWE BPEMEHHOI'O NMPUKYCA

TomacoBa H.A.2
HayuHble pykoBogutenu: M.KO. MNanaktuoHoBa',
A.A. TutoBa'

"TlcKOBCKMI rocyAapCTBEHHbIN yHUBEpPCUTET MnHOGpHayKu
Poccun, lMNckos, Poccus;
2KnuHuka goktopa Pasymoson, Mckos, Poccusi

Krtouesbie crioga: cmomamornoaudeckuli cmamyc, aHanus
8/1USIHUST Pa3fiuYyHbIX (hakmopos

Axmyanernocms. IIponiece nmpope3bIBaHNs BpEMEHHBIX 3y00B
CITyXHT KOCBEHHBIM IIOKa3aTeaeM (U3MIECKOro Pa3BUTUS PeOEH-
Ka, a IMEHHO OTPaXaeT COCTOSIHUE 37I0pOBbsl peOEHKa Ha 1-M roxy
KU3HH, YTO OIpeeseT He0OX0AUMOCTh aHaIN3a MEUKO-01O0II0-
IHYeCKUX (haKTOPOB, BIUSIONIMX Ha PA3BUTHE U 30POBbS JICTEH.

Llenv: onpenenuTh BIMSHUE HA MPOPE3bIBAHUE BPEMEHHBIX
3y0OB MEIMKO-OHOJIOTHYECKHX (DAKTOPOB pPHCKa M MOKa3aTesei
COCTOSIHUSI 3[10POBBSI I€TEH.

Mamepuanst u memoowi. IIpoBenéH aHaNN3 JaHHBIX CTOMA-
TOJIOrHM4YecKoro craryca 212 nereil B Bozpacte oT 3 Mec 10 3 JeT.
O0cienoBaHre MPOBOIUIIOCH HA 0a3aX MyHHIUIATBEHBIX YIPEIikK-
JIeHU# 31paBooxpaHeHus. [lepByto rpynny coctaBuiu 55 nere,
OTHECEHHBIX K 1-i u 2-# rpymmam 310poBbs. BTopyto rpymmy co-
craBuiH 152 peGEHKa, Y KOTOPBIX OBLTH BBISIBICHBI Pa3JIHUHbBIC CO-
Marudeckue 3aboneBanus. [Iporpamma oOciieoBaHus BKIIIOYAIA
aHKETHBIN MeToJ, cOOp aHaMHe3a peOEHKA U CBEICHUH O XPOHU-
YECKUX COMATUYECKHUX 3a00JIEBaHUAX Y €I0 POJCTBEHHUKOB IIy-
TEM 3aIOTHEHNUS aHKET BO BpeMsi Oece/Ibl ¢ poAnTesIMU. JlaHHbIe
0 3a00JIeBAEMOCTH €Tl MOTy4eHBbI ITyTEM BBIMCKU U3 (OPMBI
Ne 112/y. TIpu BHEIIHEM OCMOTpE OILICHUBAINA COOTBETCTBHE (DH-
3UYECKOT0 pa3BUTHUsI peOEHKA BO3PACTY, COCTOSIHUE KOXKHBIX IT10-
KPOBOB, HaJIM4Ke KpaHuo(hanuaibHbIX aedopmaruii. [Ipu BHyTpHU-
POTOBOM OCMOTPE OTMEYAIH COCTOSIHUE CIAU3UCTOI 000I0UKY 110-
nocTH pra. PUKCUPOBAIM HAJTHYKE TTPOPE3aBIINXCS BPEMEHHBIX
3y0O0B, 3y0 CUMTAJICS POPE3ABIIUMCS, €CJIN Y Pe3Iia MOTHOCTHIO
npope3ajcs pexyluid Kpai, y Kiblka — PeKyIIHid Oyrop, y Mo-
asipa — zBa Oyrpa. OTMeuanu coOCTOSIHUE TBEPAIX TKaHEH 3y0oB.
Paznuuus cuntanu 3HauuMbIMU 11pu p < 0,05.

Pezynomamul. Hamu yCTaHOBIIEHO YBEIHYICHHE PacipocTpa-
HEHHOCTH Kapueca ¢ Bo3pactoM: oT 2,2% Ha 1-M rofy >KHU3HU 10
61,4% Ha 3-M roxy npu Bo3pacTaHUM MHTEHCUBHOCTH KapHeca OT
0,03 o 0,81. Ha 1-M roxy >ku3HHM KapHO3HbIE MOJIOCTH JIOKAJIN-
30BAJIUCh B OCHOBHOM Ha BeCTHOYJIsIpHOM roBepxHocTH 71,81 3y-
60B. K koHIly 3-10 T0/1a )KU3HH KapueCcoM MOpaxkainuch 54, 64, 74,
84 3y0b1. KopoTkas y3aeuka si3blka OblIa BbIsiBIeHA Y 5,5% neTeid.

Bv1600b1. 3Ha4MMOE BIMSHAE Ha CPOKH POPE3bIBAHUS Bpe-
MEHHBIX 3y0OOB OKa3bIBAIOT OTATOIEHHOE TEUEHHE aHTEeHATAIEHO-
TO IepHOAa, BO3PACT MaTepy Ha MOMEHT OEPEMEHHOCTH U OCTa-
TOYHBIC ABJICHUSA IEPUHATAJIBHOI'O ITIOPAYKCHU S HCpBHOﬁ CUCTEMbI
THIIOKCUYECKOTO FEHEe3a.

AHAIN3 KITMHUKO-ITABOPATOPHbIX
NPOABNEHUWA T'PUMMNA
Y FOCMUTANU3UPOBAHHbIX OETEN

Toponosa A.P., NMepmnHoBa K.K.
HayuHbin pykoBoguTens: B.B. CanoxHukosa

KupoBckuii rocynapCTBeHHbIN MEOULMHCKAIN YHUBEPCUTET
Mwunagpasa Poccuu, Kupos, Poccus

Knrouesnie criosa: epunn, demu, 2ocriumanusayusi,
KMUHUYeCcKUe rposierneHusi, OCIIOXHEHUSI

AxmyanvHocms. CaMbIM 4acThIM 3a00JICBAHHEM B JCT-
ckom Bozpacte siBisiercsi OPBU. Bonbiine ornaceHus BbI3bI-
BaeT T'PUII — BBICOKOKOHTarno3HOE 0CTpoe 3a0o0JieBaHUE CO
crenuuyecKkoll MHTOKCUKAIUEH, peCIUPaTOPHBIMHE MPOSIBIIE-
HUSMH U BEPOSITHOCTBIO Pa3BUTHUS BTOPUUYHBIX OaKTEpHAIIb-
HBIX OCJIOKHEHHH.

Ilenb: yCTAaHOBUTH KIIMHMKO-JIA00PATOPHBIE OCOOCHHOCTH
TpUNINA y TOCIUTAIN3UPOBAHHBIX JIETCH.

Mamepuanvt u memoowvt. B 2019-2022 rr. 61510 00cienoBa-
Ho 30 nereii ¢ rpunmom (Bospact 8 Mec — § JieT, cpeJHUi BO3pacT
3,2 + 2,03 rona, Mmansauku — 60%). CO0p JaHHBIX MPOBOIMICS
myTéM 00pabOTKH JIEKTPOHHBIX MEANIIMHCKUX KapT MalleHTOB.

Pesynomamoi. JIetn ObLTH TOCTIMTAIM3UPOBAHBI B CTAIIMOHAD
Ha 4,6 = 2,13 nenp OonesHu, nonyyanu tepanuto 5,3 + 1,49 cyr,



Russian pediatric journal (Russian journal). 2023; 26. Supplement 2

https://doi.org/10.46563/1560-9561-2023-26-S2 81

IV SCIENTIFIC-PRACTICAL CONFERENCE OF STUDENTS AND YOUNG SCIENTISTS (MOSCOW, 15-19 MAY 2023)

He TpuBUTHI TIPoTHB rpumnma 100%, KOHTaKTHPOBAH ¢ OOJIBHBI-
MU 26,7%. XKanosamuce Ha oburyro cnadocts (100%), hedpuin-
Hy10 (93,3%) u cyodedbpunbayto Temnepatypy (6,7%), cHuKe-
Hue annetuta (66,7%), 3anoxeHHocTh Hoca (80%), Oomu B ropie
(60%), cyxoii (93,3%) u BraxHsIi Kamens (6,7%). I[Ipu ocmo-
Tpe Obun ompeneneHsl: runepemus porornorku (100%), xéct-
xoe apixanue (100%), xpurel B nérkux (cyxue — 40%, BiaxxHble
— 6,7%). Y1 cocraBuna 26,9 + 4,04, UCC — 53—179 yn/muH,
B cpenHeM — 133,5 + 36,05 yn/mun. [Ipu OKI' ObutH BBISBICHBI
nopakeHust Muoxapza 'y 73,3% nereii (CHHycoBast TaXUKapIus —
y 43,3%, necrienugpuueckue nusmeHenus 3yomna T —y 33,3%, mu-
rpanust Boaurens putma — y 3,3%, HenonHas Onokazna rnpaBoit
HOXKH yuka ['uca —y 3,3%, cunycoBas apurmus — y 3,3%).
PazBmnch ocoKHEeHHs: BHEOOIBHUYHAS HIDKHEI0JICBAsI THEB-
MoHus — y 6,7%, creHo3upyomuil JapuHrorpaxeutr —y 3,3%,
(heOpubHBIE TeHepaIn30BaHHbIe cynoporu — y 3,3%, otur —y
3,3%, ocTpasi TUHAMHUYeCKasi KMIIeYHast HeMPOXOJIUMOCTh — Yy
3,3%. BosBistiaacs neiikonenus 2,2-3,9 x 10/ (26,7%), netiko-
uuto3 13,9-17,6 x 10%/1 (20%), mumdormros 65-68% (13,3%) u
moHotwmTo3 13,1-17,8% (20%), cHmkxenue remornioouHa jio 111 v/
(13,3%) u tpomborTonerus 158-172 x 10%/m (13,3%), yckope-
e COD 28-29 mm/u (13,3%), nossienue ACT no 61,2 £ 16,29
E/n (26,7%), CPB 18,3 + 20,1 mr/n (46,6%). Y 46,6% 601bHBIX
ormeuena nporeunypus (0,124-0,190 r/n), neiikouurypus (6-8 B
rionie 3penHusi), keronossie Tena (1,0-10,0). ITo ITLP-auaraocTuke
B HOCOIJIOTOYHOH CJIM3H KOPOHABUPYC OBLIT UCKIIOUEH, OTIpeaeIie-
Ha PHK rpunna A(HIN1) — 80%, rpumnma B — 20%.

Buvi600wi. Tociuranu3upoBaHHbIE JE€TH Yalle WHpHUIHUpO-
Bamuch rpunmnom A(HIN1T) — 80% c kimaccuyeckuM KIIMHHYe-
cKkuM TedeHueM. [Ipu rpunie HaOmonamch GeOpuiIbHas JTHXO0-
panka (93,3%) — 1o rexrudeckux MHGp, MOpaKeHUE BEPXHUX
JbIXaTeNbHBIX MyTell — Tpaxenut (100%), Tokcmyeckoe mopaxe-
Hue muokapaa (73,3%) u nouek (46,6%). B remorpamme — xa-
paKkTepHbIE TPOSBICHUS BHICOKOW MATOTCHHOCTH BUpYCa: JICUKO-
nienus (26,7%), nerikorros (20%), rpombouutonenus (13,3%) u
C-peaxTuBHbIi 6e110K (46,6%). OcnoxuéHHOE TeueHne HalIona-
nock y 20% nereit, ciryyan 3a060s1eBaHUI TPUTITIOM CBS3aHBI C OT-
Bogamu ot BakimHanuu (100%) — Hu oxuH PeOEHOK, TOCTYTINB-
Ui B CTAIIMOHAp, He ObUT BAKLIMHUPOBAH OT IPUIIIA.

COBPEMEHHbBIE BO3MOXHOCTW ®J13LU-
MOHWUTOPUHIA TMUKEMUWN Y OETEX U
noAaPOCTKOB B NMPAKTUKE BPAYA-NMEANATPA

TpudoHoBa E.WU., KauaHoB [1.A.
Hayu4Hble pykoBoguTtenu: H0.I. CamonnoBa,
M.B. KowmeneBa

Cunbupckuin rocyaapCTBEHHbIM MEANLMHCKUA YHUBEPCUTET
Mwun3sgpasa Poccun, Tomck, Poccus

Knroyesbie criosa: ¢hriaul-MOHUMOPUHE 2/TH0KO3bI, caxapHbIl
Ouabem 1-20 muna

Axmyanorocms. 110CTOSHHBINA KOHTPOJIb TIIMKEMHH Y MAlUEeH-
TOB ¢ caxapHbIM juadetom 1-ro tuma (CII1) sBiseTcst OCHOBHBIM
(axTopoM, 00€CIICUMBAIOIINM YIIPABICHHE TCUCHHEM 3a00ICBAHUS
U CHIDKEHHE pUCKa (OPMHUPOBAHUS OCIIOKHEHUH. YPOBEHb ITIHKH-
posanHoro remoriioonna (HbAlc) — cranpaprt oleHKH KOMIICH-
caiu CJI, HO OH He OTpakaeT eKEeIHEBHBIX KoJeOaHUH ypOBHSA
IIMKEMUH U cTeneHb BapuabensHocTH rnkeMuu (BID), mockons-
Ky SIBIIIETCS TIOKa3aTeNeM CpeaHel ImKeMuu 3a 3 Mec. B cBs3u ¢
9TUM BcE OOIBLIYIO MOMYISIPHOCTD B KIIMHUYECKOH IPAKTHKE MTPHU-

obperaet MeTox (rdII-MOHUTOPHHTA IMFOKO3BI (PMI') KpoBH, KO-
TOPBII SABJSAETCS EPCIIEKTUBHBIM HAIIPABICHHEM B INa0ETOIOTHH,
MO3BOJIAIOILMM KOHTPOJIMPOBATh YPOBEHb INIMKEMHUH HEOI'PaHU-
YEHHOE MHOXKECTBO pa3 M He TPeOyIOInM KanuOpoBKy nprbopa.
Texnonorust ®MI" npegocTapisieT 3HAYUTENEHO OOJIbIIE JaHHBIX,
YeM MEepPHOINYECKUE PE3yIbTaThl, TOJYYESHHbIE IPU TPAIULINOH-
HOM M3MEPEHUH TIIMKEMHH, KOTOPbIe MOTYT He (UKCHPOBATH WH-
TepBaJIbl AKCTPEMATBHOW H3MEHUYNBOCTH, BAPHAOSITBHOCTD TIIHKE-
MHH WM HOYHBIE THIONIMKEMHUYECKHE COOBITHS.
Lens: onpenenuTs KINHAKO-METab0InuecKue napaMeTpsl 3¢h-
(exTUBHOCTHU (I31I-MOHUTOPUHIA IIUKeMHH y naruenTos ¢ C1.
Mamepuanvt u memoosi. B paboTy BKIIIOUEHBI MTAIUEHTHI C
CH1: 1-s rpymma (n = 153) — ¢ ocnoxuaenusimu CI11, 2-s1 rpymma
(n =155) — 6e3 ocnokHeHUH. Y BCEX MAIUEHTOB OLICHEHBI ITOKa-
3arenu u3 otuétoB OMI (Bpems B uana3oHax, CpeJHUH ypOBEHb
mKeMud, Koapuupent sapuanuu (CV), 4acToTa rUIoOrNTMKeMIHN )
B TEYEHHUE TO/1a, KaXKJIble 3 MeC MPOBOIIIIOCH nccnenoBanue HbA lc.
Pezynomamut. Y 00npHBIX 1-ii rpymmbel ypoBeHs HbA lc cHu-
3uncs Ha 0,2% x koH1y uccienoBanus (p < 0,05). Y nanuenros
2-it rpynmsl HbAlc ymensmmics Ha 0,7% u noctur 8,2% (p <
0,05).ITpu cpaBHeHuu koHueHTpauniit HbAlc y OombHBIX 00enx
IPYII HaMU BBIABICHBI 3HauuMble oTnuus (p < 0,001). 3naue-
nue rnokazaresss ®MI™ «% Bpemenu B LeneBoM Jranazone» (BLIJT)
y GonbHBIX 1-ii rpynmsl moBsicuiIoch 10 50%, y manueHTon 2-i
rpynnbl — 10 72%. Y 00ibHBIX 00€UX IPYIIT OT HEPBOTO BH3HUTA
K nocieHeMy cytiectBeHHO yMeHbInwics CV BI' — y GonbHBIX
1-it rpynmnel — 1o 36,2%, y nauuenTos 2-i rpynisl — 10 35,7%
(p=0,05). ITpu >TOM He OBLIO BBIABICHO 3HAYUMBIX Pa3Inuuil (p =
0,540). JanHble noka3aTeay TPAKTyIOTCs Kak HU3Kas BI, uto cHu-
JKaeT PUCK PAa3BUTHUS OCIIOKHEHUS B BUJIE TSHKEION TMITOTIMKEMHH.
Bb1600v1. Y 00MBHBIX 00EMX IPYII OBLIO BHISBICHO CHUKEHHE
nokasaresel rmukemuueckoro kourpos (HbAle, CV, BII), uro
MoA4EPKUBAET Ba)KHOCTD TIIATEIBLHOIO KOHTPOJIS INTMKEMHH KpO-
BHU U NO3BOJISIET UCHOIb30BaTh @MI™ B pakTHKe HE TOJIBKO 3HJ0-
KpPHUHOJIOTa, HO U ITeiMarpa Juis 1ocTxkeHus komnencanuun CI1.
Meton ®MI' ycunuBaeT NpUBEPKEHHOCTD NAIIMEHTA K JICUCHUIO
U yIy4IlIaeT KaueCTBO JKU3HU.

HEAPOBNIACTOMA B NOAPOCTKOBOM
BO3PACTE

TypuuHa A.H."
HayuHble pykoBoautenu: T.B. LLlamaHckasn?,
J.J1. PabaeBa?, 1.B. NlutBnHoB?

"PoccUNCKUIN HaUMOHanbHbIA UccreaoBaTenbCKuii
MeauuUMHCKMI yHuBepcuTeT nmenn H.W. Muporosa
MwuH3gpasa Poccuun, Mockea, Poccus;

°HaumoHarnbHbI MeguLUNHCKMIA ccrenoBaTerbCKUM LEHTP
[OETCKOW remaTornorum, OHKONMorum u UMMyHOMNOTUN UMEHN
OmnTpusa PorayeBa MunHsgpasa Poccum, Mocksa, Poccus

Kntouesnie criosa: Helipobnacmoma, UMMyHomepanusl,
noopocmku

Axmyansrocms. [logpocTKu cOCTABISAIOT HEOOIBIIYIO TPYIITY
cpenu zeTel ¢ ruarHo3oM Helipobnacroma (HB). B aToii Bo3pacr-
Ho#i rpynne Hb umeer anurensHoe, MHAOIEHTHOE TeUeHUE, ped-
paKkTepHOE K CTaHAAPTHON MYJIBTHMOJAJILHON Teparuu, U Kpau-
HE HeOJIaronpusTHIN IPOTHO3.

L]env: npencrasieHue AByX ciay4yaeB noapoctkooit Hb, kiu-
HUYECKU MJICHTUYHBIX B 7Ie0I0TE, HO UMEIOIINX Pa3HbIN OTBET Ha
CTaHJIAPTHYIO MYJIbTUMO/IAIbHYIO TEPAIHIO.
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Onucanue KJIMHUYECKHUX cIy4yaeB. Y mansunka JI., 13 ner,
nonTBepykEH auarno3: Huskomuddepenumposannas Hb 3abprom-
WMHHOTO TIPOCTPAHCTBA CJIeBA, METACTaTHYECKOE ITOPayKeHHE KOCT-
HOTO MO3ra 1 Kocteii ckenera. Ammngukaiwu rena MYCN, nene-
uuu 1p u 11q wer. 4 cragust mo INSS, M craauns mo INRGSS. I'pyn-
I1a BEICOKOTO pHcKa. B pamkax nporoxona NB-2004 nununmupoBaHa
Teparusi, BKIIFOYaBIIas HHAYKIMOHHYIO Xumuotepanuto (XT), cyo-
TOTAJILHOE Y/IJICHHE OITYXOJIH, BHICOKOI03HYI0 X T ¢ TpaHCIIaHTa-
LIMeH ayTOTeHHBIX CTBOJIOBBIX KJIETOK, JTy4eBYIO U TU(hepeHIrpo-
BOYHYIO (M30TPETHOHHH U TEMO30JI0OMH) Teparnuio. [1o okoHYaHun
CTaHapPTHOH Tepanuy KOHCTAaTUPOBAH YaCTUYHBIN OTBET (YMEHBLIIE-
nue 6amios Curie Score ¢ 26 10 0, CHUKEHUE YPOBHS HEHpPOHCIIEI-
ngnueckoii enomnasbl (NSE) ¢ 638 no 14 ur/mi). Ceiiyac namueHT
TOJIy4aeT OCTKOHCOINIAIMOHHYIO TEPAITHIO MOHOKJIOHAIBHBIM aH-
tutenoM k GD2 (HakcuTamal) ¢ rpaHyIonUTaPHO-MAKPO(aTbHBIM
KosoHnecTumyaupyromumM paxkropom (IM-KCO).

V mansuuka 1., 14 net, nonrepxaéH quarnos Huskomudde-
pennuposanHas Hb 3a0prommHHOrO npocTpaHcTBa ciieBa, MeTa-
CTaTUYECKOE NOpaKEHUE KOCTHOIO MO3ra U KOCTel ckenera. AM-
umdukanuu resa MYCN, nenermu 1p u 11q Her. MyTanus B reHe
ALK. 4 cragus mo INSS, M cragus mo INRGSS. I'pynma Beicokoro
pucka. MHuMupoBana Tepanusi, aHaJIOTHYHasl IEPBOMY CITY4aro.
C yuérom pedpakTepHOro TeueHus: Ha OHE CTaHAAPTHOU 1-if Ju-
HHU Tepaluy NalHeHT nepeBeieH Ha 2-10 uHuto 1o cxeme TEMIRI.
VuursiBas MyTauuto B rene ALK F11741, x cucremuoit XT no6as-
neH uaruourop ALK neputunu®. Ilo okoH9aHNM 3Tana coxpaHs-
Jach paHee TOCTUTHyTas cradmmsanus. C ydéTtoM pedpakTepHo-
CTH MHHMIIMUpOBaHa Tepanus Hakcutamadbom ¢ ['M-KC®. IMocne
2 KypcOB BIIE€PBbIC OTMEUEHA BbIPAKEHHAs TIOJIOXKUTEIbHAS JIMHA-
MuKa (yMeHbleHue 6amios Curie Score ¢ 25 10 3, CHUKEHHE YPOB-
Hs1t NSE ¢ 226 10 17 ur/min). [To okoHuaHHu 8§ KypcOB KOHCTaTHPO-
BaH 4YacTH4HbIA oTBeT. Celyac ManyeHT NoJIy4yaeT MoJIepKuBa-
FOIIYI0 Teparmio IepeTnHnooM. [lepron Habmonerust — 25 Mec.

Bv1600v1. HecMoTpst Ha aHAIOTHYHbIE MCXOTHBIC KITMHIYECKHEe
JIaHHBIE U UJICHTHYHYIO TEpaIuto, IPe/ICTaBIEHHbIE KINHUYECKHE
Cllyyau AEMOHCTPUPYIOT JUAMETPAIbHO PAa3HOE TOBEACHHE MO~
poctkoBoit HB. OnHOi 13 BO3MOXHBIX IPUYKH, OOBSCHSIOIIHX 3Ty
Pa3HHUILY, MOXKET SIBUTHCS MyTalus B reHe ALK, cOrIacHO JaHHBIM
JITEPATYPhI SBISIOMASCS TUIOXUM ITPOTHOCTHIECKUM (HAKTOPOM
B TeueHnu HB. BriOpanHas TakTHka HHTEHCH(DUKAIIMN TTO3BOJIH-
J1a JOOUTHCS YAOBIETBOPUTEIBHBIX PE3YILTATOB.

k sk sk

BEOEHME MNMALMEHTA NOCJIE ONEPATUBHOIO
NEYEHUA BONE3HU TMPLUNPYHIA

Ykonosa C.K.", Ceperuna B.A.", MocecoBa E.A.",
Apanosa B.B.', MumuHoBa A.B."
HayuHbin pykoBoguTtens: J1.E. JlapuHa'?

"Poccuinckuin HauuoHanbHbIA UccrenoBaTenbCKui
MeauUMHCKun yHuBepenTteT nmenn H.W. Muporosa
Mwunsgpasa Poccumn, Mocksa, Poccus;

2Mopo3oBckas AeTckas ropoackas KnmHuyeckast 6onbHuua
HenaptameHTa 3apaBooxpaHeHus ropoga Mocksbl, Mocksa,
Poccus

Knouesnbie criosa: 6one3Hb [upwinpyHaa, 8pOXOEHHbIU
azaHeruo3 KuWeYyHUKa, CUHOPOM KOPOMKOU KUWKU,
momaribHas ¢hopma

Axmyanvrnocms. bornesnp 'mprmpynra (bBI') — BpoxaéHHBIN
MIOPOK Pa3sBHUTHS, XapaKTEPHU3YIOMIUNACS OTCYTCTBHEM TaHIIHO3-
HBIX KJICTOK B TUCTAILHOM YaCTH TOJICTOH KUIIKH, YTO PUBOIUT

K paccTpoHCTBY €€ MOTOpHOH (yHKIMH. YacToTa BCTPEYaeMOCTH
BI' — 1 ciy4aii Ha 5000 HOBOPOXKAEHHBIX.

L]env: moOKa3aTh MHOTOATAITHOE JICUCHHE TOTAJIBHOH (HOPMBI
BI' ¢ pa3Butuem cunapoma kopotkoi kumku (CKIII).

Onucanne kJauHNYeckoro ciayyas. [Tanuentka H., 4 rona
1 mec, 02.08.2022 rocnuTanu3upoBaHa B raCTPOIHTEPOSIOTHYE-
ckoe otnenenue ¢ auarHozom: [Tocrpesexumonnsiii CKII B nc-
XOJI€ OTIEPATUBHOTO JICYCHHUS TOTaIbHOM (hopmbl BI.

W3 aHamHe3a U3BECTHO, YTO PEOEHOK OT 5-if OepeMEeHHOCTH,
2-X po1oB, Macca Telna npu poxkaenuu 3300 r, puHa Tena 52 M.
CocTosiHUE TIPU POXKACHUU YIOBJIETBOPUTEIBHOE, OTMEUYAIHCh
CTHUTMEI ricomMoOprorenesa. 22.06.2018 BcrnencTBrie pa3BUTHSI KITH-
HUKH KHIIEYHOH HEMPOXOIMMOCTH OblTa HAJIO)KEHA MIeTIIeBast €10~
Hecroma. [Tocne BbImucKH HaOMOAAIaCh OTPULIATEIbHAS THHAMU-
Ka, B CBS3M C 4YeM PeOEHOK ObLI TOCIUTAIN3UPOBAH TIOBTOPHO C
SIBJICHUSIMH DKCHUKO3a M MeTa0oJIn4eckoro anuno3a. [loznuee Obl-
JIM TIPOBEJICHBI PEKOHCTPYKIIUS €IOHOCTOMBI, BHIBE/ICHHE MIIE0CTO-
MBI U TIO3Ta)KHast OMOIICHS TOJICTOM M NMOAB3IOLIHON KUIIKH. [ u-
CTOJIOTUYECKH TIOATBEPAMIIN araHIIIO3 TOJICTOH H TOB3IOLIHON
KUIIKY ¥ BBIOTHWIN TOTAIBHYIO KOJIDKTOMHIO C YaCTUYHOH pe-
3eKIMEeN NO/IB3/I0LIHOM KUILIKU C HAJIOKEHUEM UJIE0-PEKTAIbHO-
TO aHACTOMO3a U JBYXCTBOJILHOM 3alIUTHON €I0HOCTOMBI, Uepes
MeCSIII BBITIOJIHUIIN 3aKPBITHE IOHOCTOMBI. [10ciie MHOTOKpaTHBIX
OIepaTHBHBIX BMeNIaTenbcTB — pedbéHok ¢ CKIII.

IIpn mocTyIuIeHNH BBIPaYKEH aCTEHHYECKUI CHHIPOM, KO-
a OreiHast, OTMEYAINCh KPAHHOCTEHO3, OallleHHBII Yeper, Mbl-
IIEYHBIH TOHYC CHHMXKEH, 3a1€p’KKa IICHXOMOTOPHOTO U PEYEBO-
ro paszsutus. [Ipu 1aboparopHoM 00CIEIOBAaHUN: aHEMUST TIKE-
Jo# crereHu (remMoniodun 57 r/i), nporenHemus (43,5 /i) 3a
cu€t runoansoymunemun (24,50 /1), yMepeHHasi BOCIIAIHUTENb-
Hast akTUBHOCTD (C-peaktuBHbIii 6enok 11,9 mr/n). [poussene-
Ha TpaHc(y3us 3puTporTapHoi B3Bechto. [Ipu Y3U opraHos
OpromHo# nonoctu ot 02.08.2022 BhISIBIICHBI BEIPAKCHHBIC JTH-
HaMHUYCCKHUC N3MCHCHUS KUIICYHUKA, CTPYKTYPHBIC U3BMCHCHU S
CTEHOK OTJEJIbHBIX (pparMeHToB ToHKOH kumiku. [Ipu DIJIC ot
04.08.2022: nyoneHonatus, peakKTUBHAsI THIIEPIUIA3Us CIIU3UCTON
KapJHaJIbHOTO OT/AEINa JKeNyIKa, HApyIIEeHUS] MOTOPUKH BEPXHUX
OTJIEJIOB ITUIIEBAPHUTEIBHOTO TpakTa. Pekrocurmonockonus: 6e3
u3MeHeHN. Pe6EHOK B CTAOMIIBHOM COCTOSIHUM OBLIT BBIMCAH
JIOMO# C peKOMEHIAUSIMH HAOIIOICHHS TIeinaTpa, racCTpPOdHTe-
poJiora, remaroJsiora, JIMeTOIO0ra [0 MECTY JKUTEJIbCTBA.

Bri600wbl. OniTHMaIIbHBINA BUJT JIEYEHUS MAlMEHTOB ¢ Bl — xu-
pyprudeckuii. CBOEBpEMEHHO BBITIONHEHHASI OTIepalus, a TaKKe
MOCTOSIHHBIM KOHTPOJIb MEJUaTPOB U FacTPOIHTEPOJIOTOB M03BO-
JUT U30eXaTh NPOrpecCUpoBaHms 3a00eBaHUS U CHU3UTH PHCK
BO3MOYKHBIX OCJIOKHEHUH.

DEBIOT OCTPOW PEBMATUYECKOW IMXOPALKMN
Y PEBEHKA C AHYNAAPHOW S9PUTEMOM

YcuHckaa O.A.
HayuHbi pykoBoauTtens: A.B. EpemeeBa

MepBbIi MoCKOBCKMIA rOCYAapCTBEHHbIN MEANLIMHCKUI
yHuBepcutet nmenun .M. CeveHoa MuH3agpasa Poccum
(CeuveHoBckumn YHuepcuteT), Mocksa, Poccus

Krnirouesbie crioga: ocmpasi peemamuydeckasi nuxopaoka,
B-e2emonumudeckuli cmpernmoKOKK 2pynrbl A, aHyrnsipHasi
apumema, kpumepuu [koHca

Axmyanvnocmo. Octpas peBMaruueckas nuxopaska (OPJI) —
MOCTHH(EKIIMOHHOE OCTPOE BOCTIATUTENILHOE OCIOKHEHHE HH]EK-
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LIUH, BBI3BAHHOH -reéMONUTHIECKUM CTPEIITOKOKKOM TPYIITBI A,
MIPOSIBIISIIOLIIEECS B BHJIE CUCTEMHOTO BOCIIAJIMTEILHOTO 3a00eBa-
HHUS COCMHUTENIBHOM TKaHU. YYaCTUIINChH CITy4Yau 3a00JeBaeMOCTH
CTPENTOKOKKOBOI MH(EKLUeH, Bcé ualle MPUBOASIINE K CePhE3-
HBIM OTJAJIEHHBIM OCIOXKHEHUsAM. Huskast pacpocTpaHEHHOCTD
OPJI cnocoGcTBoBaia GOPMUPOBAHUIO YTBEPIKCHUS CPEIIU Bpa-
4ei, uTo 3a00neBaHue BCTpedaeTcs peaKo. B cBs3u ¢ 3THM BcE va-
e OPJI nuarHocTupyeTcs Ha TIO3/IHUX CPOKax, Ha ATamne GopMu-
pOBaHUS XPOHUYECKOM PEeBMAaTHYECKON OOJIE3HH Cep/la.

ue]lb.’ MpUBJICYb BHUMAHUC MEANATPOB, BCTPCHAONINXCS B
CBOEH IPaKTUKE CO CTPENTOKOKKOBOM HH(PEKIUEH, K CEpbEIHOMY
OCJIOKHEHHIO HH(PEKIUH — OCTPON PEeBMATHYECKOH JTHXOpaJIKe,
KOTOpasi OTlacHa IPO3HBIM OCIIOKHEHHEM — (POPMHUPOBAHUEM XPO-
HUYECKOW pEeBMATHUECKON 0OJIE3HH Cep/lia.

Onucanue KIMHUYECKOTo ciay4das. JleBouka, 9 jer, nepe-
HEcIIasi OCTPBIA TOH3WJLIUT 32 2 HEA JI0 TOCHHUTAIU3ALUH, 10-
crynmia B JITKB Ne 9 ¢ xxanobamu Ha Goub B ropiie, CycraBax,
coxpanstonuiics Gpedpuuter 1o 38,2°C, cwimb. [Ipu ocmoTpe
OTMEUYEHBI yBEJIIMYCHHE U runepeMusi HEOHbIX MMHJIAJIMH, 3Je-
MEHTHI IIATHUCTO-NIANYJIE3HOM CBIIIK PO30BOIO I[BETA HA CIU-
He. CocTosiHUE OBLIO PaCcLEHEHO KaK MPOSIBICHUE OCTPOTO TOH-
3HJUTMTA C TOKCHKO-aJulepruyeckoi peakuuei. [1pu nadoparop-
HoOM o0cineoBaHuy BelsiBileH Beicokuil Tutp ACJIO, nosblienue
C-peaktuHoro Oenka, COD. Ilo manasim DxoKT, OKI' — 6e3
MATOJIOTHH. Y YHTBIBas MpeaIoiaraeMoe TeUeHne OaKTepHaib-
HOI nH(peKIMK, HauaTo JieueHue redprpuakconom. Ha 6-ii neHn
TOCHUTAIN3aLUH KIIMHUYECKash KapTHHA CTajla COOTBETCTBOBATh
kpurepusm OPJL. B xome ocMOTpa OTMEUEHO MOSIBICHUE KOJIb-
LEBUJHON CBHINM Ha TYJIOBUIIE, TAHCUCTOIMYECKOrO IIyMa Ha
Bepxyuke cepaua. [Ipu nosropnom nposenernu 9XxoKI™ BbIsB-
JIeHa MUTpajbHas HEOCTATOYHOCTh 2—3 cTeneHu. b BricTaB-
neH nuaraos: OPJI, ocnoxHUBIIAsICSI HEAOCTATOYHOCTHIO KPOBO-
oOpamenus 1 crenenu. [Ipon3BeneHa cMeHa aHTHOAKTEpUATb-
HOH Tepanuy Ha aMIUIWUINH + cynbbakTaM, HasHauensl HIIBC
U AnypeTudecKas Tepanus, Ha (pOHe Yero oTMedanach MOI0KU-
TeJIbHAs IMHAMUKA B BUJIE€ KYIIMPOBaHUS OOJIEBOTO CHHIPOMA, HC-
YEe3HOBEHMS 3PUTEMBbI, CHUKEHUS YPOBHS MapKEPOB BOCIIAJICHUSI.

Buioowr. Tlpu ocMoTpe peOEHKa ¢ TOATBEPIKAEHHOM CTperI-
TOKOKKOBOHM MH(EKIHEH cienyeT oOpamaTh BHUMaHUE Ha TaKkue
CUMIITOMBI, KaK MUTPUPYIOLIHUIA TOJIMAPTPUT, KAPJUT, OAKOKHBIE
y3€JIKH, PEBMAaTHUECKYI0 SpUTeMy U Xopero. Kaxaomy Bpauy cie-
JIyeT IOMHUTb U IPUMEHSATH B CBOEH MpaKTUKe Kputepun J>KoH-
ca, 9ToOBI BOBpEMSI MOCTAaBHUTh PABIIILHBIIN IUArHO3 U H30eXkKaTh
rpo3ubIx nocneacteuii OPJIL.

k %k sk

CPABHUTENBbHAA XAPAKTEPUCTUKA
KIMUHUKO-3NMNMOEMUONOMYECKUX
OCOBEHHOCTEW 'PUMMA A(H1N1) Y OETEN

YcmaHoBa A.W.
HayuHbI pykoBoguTtenb: B.A. CaxabetonHoB

KasaHckuin rocynapcTBeHHbIN MEOULMHCKUN YHUBEPCUTET
Mwun3sgpasa Poccumn, KasaHb, Poccus

Knrouesnie cnosa: epunm, demu, KINuUuHUKa, anudéemuornoausi

Axmyanvrnocms. I'puni 3aHIMaeT BeAylee MECTO B CTPYKTY-
pe uH(EKIOHHBIX OoIe3HEH y JeTeH.

Leny: onpeaeautb 0COOEHHOCTU TEUEHUS IPUIIIO3HON HH-
ek A(HIN1) B 2022 1. o cpaBHenuto ¢ 2015 .

Mamepuanvl u memoowt. TIpoaHaTu3upoBansl 75 UCTOPHUiA 00-
ne3Hu, o0cie0Banbl 77 MAallMEHTOB B Bo3pacte 3—14 net ¢ aua-

THO30M «TPHUIIID B TIEPUOJ SITHAEMHOIOTHYECKOTO MoabEMa 3a00-
neaemoctu B 2015 1. (75 marmentoB) u B 2022 1. (77 naiueHToB).

Pesynomamul. B 0o0cnenyeMpIx Tpymnax OblJI0 MPOBEACHO
BUpyconoruueckoe uccnenosanue Mmerogom 1P, metonom duy-
opecuupyromux antutesn — noareepxaéH HIN1 y 100%. 13
Hux 34 pe6éuka — 3-5 ner, 38 nereit — 5-8 ner, 37 nerelt —
8—12 net u 43 pe6&nka — crapiie 12 ner. O6e rpymnmsl 60Jb-
HBIX OBLIM OJMHAKOBBI 110 T€HAEPHOMY pacupeneneHuro. [Ipu
cOope SMUAEMHOIOIrHYECKOTO aHAMHE3a II0JIyYCHBI CIIEAYIONIHe
JaHHbIC: y OONBHBIX 1-# Ipynmnbl OblIM BaKIMHUPOBAHbI TPEXBa-
JIeHTHOU BakiuHOW — 34,2%, yerbipéxBaneHTHON — 27,4%);
cpeau OOJBHBIX 2 IpyHIbl — TPEXBAICHTHON BaKIMHON Obl-
1 BakmHUpoBaHbl — 20,7%, a ueTsipéxBanenTHON —19,9%.
B snungemuyeckuii ce30n 2022 1. ObIJIO OTMEUEHO YBEIHYCHHE
yucia OOJIBHBIX TPUIIIIOM JieTel B 1,4 pasza 1Mo CpaBHEHHIO C
2015 . OcobeHHOCTbIO AMUAEMUYecKoro ce3ona 2022 r. 6b110
paHHEe HavyaJlo aKTUBHOIO IIepHOAa B HOsOpe ¢ MUKOM 3aboie-
BaeMOCTHU B JekaOpe. B oboux cezoHax rpumnmna 6osiee ys3BH-
MBIMHU OKa3aJIMCh JeTH 3—5-eTHero Bo3pacra. Tsokénoe Tede-
HUEe MH)EKINH XapaKTepru30BaJIOCh JINTENBHON rUnepnupe-
TUYECKOU JIMXOPAAKON, a TaKKe CYyIOpPONKHBIM CHUHIPOMOM.
YV 6onpHbIX 1-if rpynnst B 81,9% ciaydaes 3a0o1eBaHue npore-
KaJo B cpefHeTsukEnol Gpopme, Tskénas popma 6bu1a B 13,1%
cilydaeB, runeprokcuueckas popma — B 5%. B cpaBHUTEND-
HOM Tpyre 3a00ieBaHHe MPOTEKAIIO B CPEAHETSHKENON popme
y 86,1% 60nbHBIX, B TsDKENON popme — y 10,7%, B rUmepTOK-
cudeckoit popme — y 3,2%. Jleranpnocts B 2022 I. coCcTaBH-
1a 3%, B 2015 r. — 2%. Bulaenens! ciaenyromue TONU4YecKue
(opMBL: OCTpPBLI TAPUHTOTPAXEUT, OCTPBIH OPOHXUT, THEBMO-
Hus. [To XxapakTepy TeueHHs JaHHBIX (POpM ObLIa BBISBICHA TEH-
JICHIIMSA: CTEHO3 FOPTaHu 2—3 cTerneHu y O0NbHBIX 1-if Tpymmbl
BcTpeuancs B 1,4 pasza yarmie, 9eM y MaIiMeHTOB 2-i TPYIIIHL.
JlprxarenbHast HEJOCTATOYHOCTh 1-2 u 2—3 cTeneHei npu pas-
BUTHUY NTHEBMOHUU y OONMbHBIX 1-i u 2-i rpynmn Obuiu oOpat-
HBI (50% 1 30%). OcnoxkHeHneM y O0JIbHBIX 1-# rpymniiel ¢ TA-
xEM01 hopMoii TpHIIa OBIIO pa3BUTHE MUKC-HHOUIIHPOBAHUSL
KaK BUPYCHO-0aKTepUaNIbHBIMH, TaK U BUPYCHBIM KO-UHQUIIH-
poBanueMm B 59% cnydaen, H)EKINOHHO-TOKCHYECKHH IIOK —
B 19% cayuaes, JIBC — B 10,9% cnyuaeB, pabgoMuonn3 —
B 6,7%. Y 00nbHBIX 2-i IpYIIBI JaHHbIE OCIOKHEHUS BCTpeUa-
auch B 1,3 paza game. JleueHre npoBOJUIOCH O IPOTOKOIAM
U CTaHJapTaM OKa3aHMs MEIMLMHCKOH IOMOLIY.

Buv1600b1. YCTaHOBICHO YTSDKEICHHE TEUYEHHs TPUIIa B
1,6 pa3za B 2022 1. mo cpaBHeHHtO ¢ 2015 1., 4TO MOXKET OBITH CBSI-
3aHO C YMEHBIICHUEM YHCIIaM BaKIMHUPOBAHHBIX AeTed. Ocnoxk-
HEHHbIE (OPMBI IPUIIIIA BHIB/LUIMCH Halle B 1,3 pasa npeumyiie-
CTBEHHO y OOJIbHBIX 2-i IPYIIIIbIL.

* %k ok

HEMPOIEHHAS1 AUC®YHKLMA MOYEBOIO
ny3blPA Y DETEN

YcTioxxaHuHa O.B., Awunposa J1.3., BoraueBa C.M.
HayuHbin pykoBoguTtens: A.B. Bypnyukas

Ky6aHckuin rocygapCTBEHHbIV MEQULIMHCKUI yHUBEPCUTET
Mwun3agpasa Poccuun, KpacHogap, Poccus

Knrouesble criosa: HelipoeeHHasi ducghyHKUUS MO4Ye8020
ny3bipsi, 0emu, 2unoakmueHbIl Mo4yegol ry3bipb,
duazHocmuka

Axmyanonocms. IIpUYMHON HapyIIEHUS aKTa MOYEHCITyCKa-
HUS 'y JIeTeil 4acTo CTAaHOBUTCS HeWporeHHas aucyHkius. On-
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HUM 13 €€ TPOSIBICHUHN SIBISIETCS CHHAPOM THIIOAKTUBHOTO MO-
YeBOTO ITy3bIPsI.

L]ens: BBIABUTH KIMHUKO-IA00paTOPHBIE MapKephl HEHPO-
TeHHOM TUCHYHKIUE MOUYEBOTO My3bIPs, TUIOAKTUBHON (HOPMBI
y Aeten.

Mamepuanvl u memoowl. IIpoBeaeHno obcienoBanue 16 me-
Teil ¢ runopedIeKTOpHBIM MOYEBBIM ITy3bIpeM. B nccnenyemyro
rpynmy Bxoamu 11 (68,75%) nesouex u 5 (31,25%) ManpauKoB.

Pesynvmamui. Bee neTn NpeabsBIsIIM KaIo0bl Ha TyBCTBO He-
IIOJIHOTO OIIOPOXKHEHUS, C1a0yI0 CTPYIO MOUYH, COKpALIEHHE KpaT-
HOCTHU MOYEHCITyCKaHUs 10 1-3 pa3 B JIeHb U 3aTPyAHEHUE MOUEHC-
MyCKaHWsI IPEUMYILECTBEHHO B Hadase akTa. [1o taHHbIM OnOXH-
MHYECKOTo ncciueoBanust kpou 'y 12 (75%) nereit ycraHOBiIE€HO
YBEIHYECHUE COZIEPKaHMUs TOMOIMCTENHA B KPOBH. DTOT MeTabo-
JIUT BIMSET Ha MUEIMHOBBIE CTPYKTYPBI, 3aMEAJISAs IPOBEICHUE
U CUHEPrHIO HEPBHBIX UMITYIILCOB. Y 15 (93,75%) nereit Habmro-
nancs aeuuur ButamuHa D, SBIISIOIIErocs MOIYJISITOPOM pa3BH-
Tust Mo3ra. OH BIMSIET HE TOJBKO HA MPOIECCH AEIEHHs, POCTa,
i epeHIPOBKN HEHPOHOB, HO M HA TOCTPOSHUE CIIOKHOM 11~
TOAPXUTEKTOHUKHU KOPBI TOJIOBHOTO Mo3ra. [1o maHHbBIM ypodityo-
Mmetpun y 13 (81%) mauneHToB ObUT 3apEeTHCTPUPOBAH NPEPHIBHU-
CTBIM TUIT MOYEUCITYCKaHMsI C HU3KOM CKOPOCTHIO MOTOKA, YUIH-
HEHHEM BPEMEHHU M YMEHbIIEHHEM 00bEMa MOYCHCITYCKaHHs, a y
3 (18,75%) mereii — cTpeMHUTENbHbIN THI MOYEHCITyCKaHus. Y31
MOYEBOTO Iy3bIPst IOKA3aJio, YTO Y BCeX MAMEHTOB 00bEM ocTa-
To4HOI Moun yBenmmdeH (30-80%). [Tpu OOI Obua BeIsSBICHA I€-
npeccust anb(ha-puTMa ¢ TSHACHIUEH K YBEIHUCHUIO OeTa-puTM™a,
a TaKoKe TUIEPCUHXPOHHAs! KOPKOBask putMuKa (56,25%). ITo nan-
HBIM TICHXOJIOTHYECKOro Tecta Jlromepa HHIIEKC TPEBOKHOCTH Y
9 (34,61%) G6onbHBIX — cpenuuid, y 6 (37,5%) — Bbicokuii, y 1
(6,25%) — HU3KMHA. AZaNTUBHBIA CTATyC PErHCTPUPOBAJICS KaK
HEYHIOBIETBOPUTENbHBIN y 12 (75%) manunueHToB, yaoBIETBOPH-
TeJBHBI — Yy 4 (25%).

Bb1600bi1. YBennueHHE COAEPHKAHUSI TOMOLMCTENHA B KPOBU
OOJIBHBIX U Je(UIUT BUTaMHHA D MOTYT paccMaTpUBaThCsl Kak
MapKepbl HEHPOTreHHOH TUC(HYHKINH MOYEBOTO My3bIPs Y ACTEH.
VY 56,25% narnueHToB perucTpupoBauch n3Menenus Ha 01 Y Bcex
OOJBHBIX OBLT BBISIBIICH YBEIIMUCHHBIN OCTATOYHBIN 00BEM MouH (30—
80%). Ilcuxonornueckuii Tect Jlrormepa 3aguKcHpoBal IpeBaIupo-
BAHHE CPEIHET0 M BBICOKOI'O HHIEKCA TPEBOXKHOCTH, a Ipoda cepried-
HO-JIbIXaTeIbHOTO CHHXPOHHU3MA OKa3aJlach HEYJOBICTBOPUTEILHOM
B 75% city4aeB, 4TO TOATBEPIKIACT IPEATIOIIOKEHUE O HEYCTOHYHU-
BOCTH K CTPECCOBBIM CUTYALIMSIM U HU3KOM PEryIISITOPHO-aIalTHB-
HOM CTaTyce JICTel ¢ HeHMPOTeHHOM TUCQYHKIIUEH MOYCBOTO ITy3bIpS.

k %k sk

CUCTEMHbINA BACKYIUT. KMMHUYECKUE
CITYHAU U3 NMPAKTUKU NMEOUATPA

YcTtioxxaHuHa [.B., Awmnposa J1.9., BorayeBa C.M.
Hay4yHbIn pykoBoguTtenb: A.B. Bypnyukas

Kyb6aHckuii rocyqapCTBEHHBI MEOULIMHCKUIA YHUBEPCUTET
Mwun3sgpas Poccun, KpacHogap, Poccus

Kritouesbie crioga: y3enkosbil nonuapmepuum, demu,
KnuHu4Yeckul cryyaul, duaeHOCMUKa, fiedeHue

Axmyanvrocmy. Y3enkoblit nonuaprepunt (YIIA) — ocrpoe,
MOJOCTPOE WIIM XPOHHIECKOE UMMYHOKOMITJIEKCHOE 3a00JieBa-
HHE, B OCHOBE KOTOPOTO JISKHT MOPaXKEHHE NepruepuIeckux
BHCIICPAIIbHBIX apTEPHid IPEUMYILIECTBEHHO MEJIKOTO M CPEIHETO
KanuOpa, pa3BUTHE IECTPYKTUBHO-NIPOIU(EPATUBHOTO apTEePUH-
Ta ¥ rocienyonas nepudeprudeckas 1 BUCHepalibHas UIIEMUSI.

L]env: mpoaHanM3UpPOBaTh TEUCHUE KIMHUYECKONW KapTHUHBI
VIIA y mansuankoB 12 u 9 net.

Onucanne KINHUYeCKHX cay4yaeB. Manpuuk P., 12 7er, B
okts0pe 2017 r. nepenéc ToH3WLUT. [TosBIIUCH 00K B IPaBoOid
MSATOYHOH 00JIaCTH, Y3€JIKOBBIC BBICHIIIAHUS HA ITPABOM TLIeUe, Ha
TYJIOBHILE, KOHEYHOCTAX. [ocruTann3uposan B JleTCKyI0 KpaeByro
6onpHuILy. uarnos: FOBenunbHbIi YITA, aKTHBHOCTH 3 CTEIICHU.
Ha oHe r1r0KOKOPTHKOCTEPOUIHON U IIUTOCTATHYESCKON Teparuu
Hactynwio ynyumenue. C saBaps 2018 1. BHOBb MOSBUIIHCH JINXO-
palka, y3esnkoBbie BeIchiaHus. PeO&nok Obu1 nepeseneH B HMULL
310poBbs Aetell. luarnos YIIA noarsepauics. [Iposeneno neue-
HHUE TIIIOKOKOPTUKOCTEPOHIaMH, IIUTOCTATUKAMH U HMMYHOIJIO0Y-
JIMHAMU JJIs1 BHYTPUBEHHOTO BBEJICHUSI, OJTHAKO B CBSA3H C HEJJOCTA-
To4HOH 3P ekTuBHOCTHIO Tepanuu 19.03.2018 npuHsTO penieHne
0 BBEJICHUH pUTYKcHMaba. B Tedenue 4 ner Ob110 9 rocnuranusa-
uuii B HMULL 3n0poBbs aetelt, e KoppeKTHPOBAINUCH 1035l TOp-
MOHAJIBHBIX U IIUTOCTaTHYECKHUX TPENaparoB, MPOBOIMIACH KOP-
peKLys Tepanuy purykcumadoM. B urone 2022 . mociie crpecco-
BOI cuTyallMy BHOBb HOSBIIIMCH NPEIHEKPO3bI HA MIPABOM cTOME
1 nagoHsx. [ocnuranu3uposad B JleTCKyI0 KpaeBylo OOIBHUILY.
IIpoBeneHo eueHre UMMYHOCYIPECCUBHBIMH ¥ TOPMOHAJIbHBIMU
MnpenaparaMmu, OTMEUCHA IOJIOXKUTCIIbHAsA JMHaAMHUKA.

Iamwment A., 9 nier, B anpene 2022 r. OCTYIMII B PEBMATOIOIH-
YecKoe OT/IeNICHUE C JKajlo0aMu Ha cJ1ab0CTh, MUAITHIO, OOJIE3HEH-
HOCTb HIDKHUX KOHEYHOCTEH, OSBIICHHE 04ara HeKpo3a B JIEBOM 110-
SICHUYHOM oOnactu. B mapre 2022 1. y Mas4nKa 1nocie TpeHUPOBKH
HOSBIJINCH CHHIOIIHBIE OOJIe3HEHHBIE BBICHIIIAHUS B 00JIACTH rojie-
Hell. VI3MeHeHus KoK caMOCTOsITENBHO KynupoBanuchk. Ho ¢ amperns
2022 r. nosSIBWJINCH IUIOTHBIE U OOJIE3HEHHBIE OTEKU B 00JIACTH roJIe-
Heil. ITaryent noctyrui B JIETCKyI0 KpaeByto OOJIbHHUILY, yCTAHOBJIEH
quarHo3: FOsenwsbHblii YIIA, akruBHOCTS 3 crenenu. HasHaueHa e-
panus TIIFOKOKOPTUKOU/IAMH, IIMTOCTATHYECKUMH, aHTUKOAT yJISIHTHbI-
MH, COCYMCTBIMU TpenaparamMu. OTMEYEHO yITyYIleHHE.

Bvi600wi. [luarnoctuxa YIIA npeacrasiser co00i TpyIHyIo
3agady. CBOeBpeMEHHasi MOCTAHOBKA JMArHO3a J1aeT OCHOBAHUE
JUIS paHHETO Ha3HA4YCeHUs aKTMBHOM Tepanuy, CHIKAIOIIEH pUCK
JKU3HEYTPOXKAIOIIUX OCIIOKHEHHH.

& ok %

HACINEOCTBEHHAA TUPO3UHEMWUN 1 TUTNA
N MHOXECTBEHHbIE MOPOKW PA3BUTUA

®apeeBa A.A., fpywHukoBa A.C., MNMuntosnHa 10.C.
HayuHbIn pykoBoguTtenb: E.A. CapkucsH

Poccuiicknii HaumoHanbHbIA NCCneaoBaTeNbCKUN
MeOuLUMHCKUI yHuBepcuteT nmern H.W. Muporosa
Mwunsgpasa Poccun, Mocksa, Poccusi

Knroyesbie criosa: demu, HOBOPOXOEHHbIE, MUPO3UHEMUSI
1-20 muna, Quemomepanusi, HUMU3UHOH

Axmyanvnocms. HacnencrseHHas Tupo3uHeMmus 1 tuna
(HT1) — peakoe ayToCOMHO-pelieCCUBHOE 3a00iieBaHue, 00y-
CIIOBJICHHOE HapyLICHHEM KOHEYHOT'O 3Tara MeTaboi3Ma THPO3H-
Ha. HakormsieHne TOKCHUeCKUX MeTaboJIMTOB THPO3HHA BhI3bIBACT
nonuopranHoe nopaxenue. HT1 Bcrpeuaercs ¢ yactoroif 1 : 100—
120 TIc. sxuBopoxaéuHbIX. Coueranue HT1 ¢ npyrumu 3abose-
BaHMSIMH 3HAUYUTEIBHO YTSDKEISIET TEUSHUE M YXYIIIAET MPOTHO3.

L]env: OKa3aTh 0COOEHHOCTH TEUESHUS M POJIb MAaTOTEHETH-
yeckoi Tepanuu npu couetanuu HT1 ¢ MHOXKeCTBEHHBIMU BPOXK-
JNEHHBIMU Topokamu passutust (MBIIP).

Onucanne KJIMHHYECKOro ciay4as. Jesouka 0., or Onus-
KOPOZICTBEHHOTO Opaka, OT MaTepH C OTATOLIEHHBIM aKyIIEPCKUM
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aHaMHEe30M (aHTeHaTalbHas THOeIb IUT0a, THOeNb peOEHKa B He-
OHATAJILHOM TIEPUO/IC), OT 5-if OEpeMEHHOCTH, 5-X ONepaTUBHBIX
pornoB Ha 36-if Henene. Macca Tena mpu poxkaenuu 3840 r, anu-
Ha Tena 53 cm. CocrosiHre peOEHKa Mociie pOXKICHHUS THKENOE:
BBIpQ)KEHHBIE PECITUPATOPHBIC PACCTPONCTBA, HAPYILIEHHUS TeMO-
JUHAMUKH, yTHETCHHE LIEHTPaJIbHOW HepBHOM cuctembl. [1pu oc-
MOTpE: MHOYKECTBEHHBIE CTUTMBI AU39MOPHOTeHe3a, TOPOKH pa3-
BUTHs JHIeBoro ckenera. Jlo 10-x cyTok xu3HH peOEHOK Ha-
XOIWJICS Ha aNMapaTHOM MCKYCCTBEHHOW BEHTWIALUH JETKUX,
HOJTy4asl KapAMOTOHUYECKYIO oLAepKKy. OTMedanach KpOBOTO-
YMBOCTb U3 IYIOYHOH paHKu, U3 MecT uHbeKIui. C 17-x cyTok
JKM3HU BO3HUKIIN MHOKJIOHMYECKHUE CYIOPOTH, ICEBI00YIbOApHBII
CHHAPOM. [{MarHOCTHPOBAaHBI IOPOKH Pa3BHTHSI TOJIOBHOTO MO3-
ra: TeTpaBeHTPUKYJISIPHAsI BEHTPHUKYJIOMETalHs, peTporepeden-
JSIpHAsi KUCTA, TUIOIIIA31sl YEPBsl MO3KEUKa, THIOIUIa3Hs MO30-
aucToro tena. [IpoBoauiack MpoTUBOCYAOpOXKHAas Tepanust. [Ipu
MIPOBE/ICHNH CEJIEKTUBHOTO HEOHATAIBHOTO CKPUHHMHIA JHarHO-
ctupoBana HT1. C Bo3pacra 1 Mec Ha3HaueHa AUMHUHALOHHAS
mueta (cmech «TYRAHamMuke HHOAHT») 1 MEMKAMEHTO3HAs Te-
panus (HuTH3HMHOH). Ha oHe Tepanuu k 3 Mec ®KHU3HH OTMEUYCHA
HOJIOKUTEIIbHAS TUHAMKKa, peOEHOK ObLT BhIMUCaH. B nampHel-
meM Ha ()OHEe HEPerylIsIpHOro NpuéMa HUTU3UHOHA PeOEHOK He-
OZIHOKPATHO TOCTIUTAIM3UPOBAIICS C OOMIBHBIMU CPBITHBAHUSAMH,
[IOBTOPHOM PBOTOM, JKUAKHUM CTYI0M. OTMEUaINCh TernaToCIIeHO-
Meranus u 1JaboparopHsie npusHaku uronusa (AJIT no 85 E[l/n,
ACT no 149 EJI/n), xonecrasza (KOHbIOTUPOBAHHBIA OWIHPYOUH
10 94,9 mxmons/n, I'TT no 336 EJI/n), HeAOCTaTOYHOCTH CUHTE-
trueckoi pynkiuu neyenu (runodudpunorenemus 1o 0,55 r/m).
ITocne BocCTaHOBIEHUS ATOI€HETHYECKON TEparuy COCTOSHUE
pebG&nka cTabuIM3upoBaNoCh.

Buisoowvr. Hanmane MBIIP 3HaunTenbHO YTSDKEISIET TEUSHHE
HT1. DnumuHannoHHas [UeTa B COYETaHUU C Tepanueil HUTH3H-
HOHOM sBIIsieTcst ocHoBoM neuenus HT1 u Hapsiny ¢ panneit nua-
THOCTHKOM yiTyuIllaeT IpOrHO3 3a00IeBaHus JasKe IIPU COUCTaH-
HOH MaTOJOTHH.

OLIEHKA MPUMEHEHUSA NPOBUOTUKOB
M NPEBUOTUKOB B NEOUATPUM:
MHEHWE BPAYEN U POOUTENEN

®domuHa Y.0., Xpamosa E.C.
HayuHbI pykoBoguTtens: E.A. CamopoaoBa

KasaHckuin rocyqapCTBEHHbIN MEOULMHCKUIN YHUBEPCUTET
Mwun3sgpasa Poccun, KazaHb, Poccus

Knrouesnie criosa: Mukpobuoma KuwevHuKa, npobuomuku,
npebuomuku, KnuHUYecKue pekomeHoayuu, dokazamesibHasl
meduyuHa, aHmubuomukoaccoyuuposaHHasi duapesi

Axmyanvrocms. B HaydHO-MEMIMHCKOM 00IIecTBe HaOmo1a-
eTCsl aKTHBHOE U3YYeHHEe MUKPOOUOTHI PACTYLIEr0 OpraHu3Ma, eé
BIUSIHUSL HA IMMYHHTET, METa0OIIYeCKHe MPOLECCH, (hyHKINOHHU-
POBaHHE OPTaHOB U CHCTEM U Ha ()OPMHUPOBAHHE 30POBBS IETEH.

L]ens. onpeneanTh 0COOCHHOCTH IIPUMEHEHHUSI BPaYaMH U PO-
JUTENISIMU IPO- U IPEOUOTHKOB y AETEH.

Mamepuanst u memoowi. IIpoBeIeHO aHOHIMHOE aHKETHPO-
BaHue 72 pomutenedt, 130 mereit u 12 Bpaueii.

Pe3zyremamei. B ompoce y4acTBOBAJIM POAUTENH B BO3pac-
Te 25-60 ner (Meauana 37 JieT), UMEIOIIUE JIeTel B BO3pacTe OT
2,5 mec 1o 18 ner (menuana 15 net). B GonbmHCcTBE cemeli Obu10
10 2 pe6énka u 6omee. OOpa3oBaTENIbHbIN YPOBEHb PECIIOHICHTOB:
66% — BoIciiee, 25% — cpenHee crienuanbHoe, 6% — HE3aKOH-

YeHHOe BhIcIIee, 3% — MeAMIMHCKoe (BhIciiee/cpennee). Cpe-
I Bpadeid ObUTH orporieHs! 11 neauaTpoB u 1 racTposHTEPOIIOT.

CocTosiHME 310pOBbsI IETEH POAUTENN OLEHUIHN KaK XOpoIiee
B 47% cnyuaes, B 35% — uUMeINUCh ajuleprudeckue 0OJIe3HH, B
30% — uvacto Ooseromue aery, y 11% — npyrue XpoHudeckue
Gose3Hu (racTpyT, TOH3WUIUT, MUOIIHS, TIATOJIOTUS ONIOPHO-/IBU-
rarelipHOro ammapara), y 3% — kumednsle nHpexui. Menee
TIOJIOBHHBI OIPOIIEHHBIX UMEJH NPEJICTaBICHNE, YTO TaKoe Ipe-
6uoruku (47%) n mpoduotuxu (22%). Hecmotps Ha 310 72% pe-
CIIOHZACHTOB UCIIOJIB30BaJIM ITperaparsl 10 HA3HAYCHUIO Bpaia U
20% npUMEHSUIM CaMOCTOSITEIbHO. YacTo NPUMEHSIINCh TPO- U
npeduotuku (II11B) s npodunakTuky 1ucduo3a KUIIeYHUKA
npu anTuOaKkTepuanbHoi Tepanun (53%), Ipu GyHKIMOHATIBHBIX
paccTpoiCTBaX MUIEBAPHTETLHOTO TpakTa (36%), KUIIeUHbIX HH-
(dexumsx (32%), npu 3a00seBaHKs AbIXaTENbHOM cucteMsl (21%).
Pesxe OHM Ha3HAYANIUCDH [IPU AJUICPTUYECKOM MaTOJIOTHU C UMMY-
HOMOZYJIHMPYIOIICH LIENbI0 ¥ IPU XPOHUYECKON MaTOJIOTHH JKEITy-
JIoYHO-KH1IeyHoro Tpakra (1o 11%, 8% u 7% cooTBeTCTBEHHO).
Pogurenu ormermiu, uro II1b um Haznaunn nexuarp (62% ciy-
qaeB), B racTpodnTepoior (15%), apyrue cneruanuctsl (8%), Ky-
i camiu (11%) u o cosety nposuszopa (4%). IIpu camocto-
arenbHo nokynke I1I15 38% nanueHToB 0CHOBBIBAINUCH HA IO-
JIO)KUTEJIFHOM ONBITE IPUMEHEHUS paHee 110 Ha3HAYeHUIO Bpaya,
32% — no pexomenganuu ¢papmanesta, 15% — 1o pekomena-
MM POACTBEHHHUKOB, 3HAKOMBIX U 4% — pekiame Ha TB, comce-
TEH, TOJIBKO st 7% PecrOHICHTOB Oblla BayKHA LIeHA IIpernapara.
CrnexyeT OTMETUTb, 4TO MOJHBIN Kypc HazHaueHHoro [II1b mpu-
Humau 62,5% nauuenros, 33,5% nenanu 310 HeperysipHo, 4%
Opocuinu cpa3y 1ocie NpeKkpaieHus CUMITOMOB. OCHOBHBIMU
npo6iemamu npumeHenus 111 Bpaun cunTaroT BBICOKYIO CTO-
UMOCTB Ipenapara Ha Kypc jedeHus (58%), orcyTcTBue 4€TKuxX
KIMHUYECKUX PEKOMEHIAIMI U anropuT™oB JedeHus (43%), He-
JIOCTATOYHO CBEICHUH 00 nX 3(h(PEKTUBHOCTH NIPH HEMHPEKIIMOH-
HbIX 3a00seBanusX (33%).

Buvi16oout. I1I1b ABISI0TCS NEPCHEKTUBHBIMU IIpenapaTaMy JULsl
MOAU(DHUKAIMYA MUKPOOUOTHI ITPH JICYSHUH U MPOPHITAKTHKE IIIH-
POKOTO Kpyra neTckux OonezHeld. OHAKO OTCYTCTBHE KOHKPET-
HBIX KJIMHUYECKUX PEKOMEHIAIMN 1 TaHHBIX 00 3()(eKTUBHOCTH/
6€30MacHOCTH, OCHOBAaHHBIX Ha JI0KA3aTeJIbHOM MEIULIMHE Orpa-
HUYMBACT BpadyaM BO3MOXXHOCTH UX HAa3sHAUYCHUA JCTAM, a OTCYT-
ctBue 3HaHui poauteneit o I1I1b u oco6eHHOCTAX UX MpuémMa —
MIPUBOAT K HU3KOMY KOMILIAGHCY M HEZIOCTATOYHOM 3(h(heKTUBHO-
ctu jedenus. [loaTomy nenuarpam Hy’)KHO OOBSICHATH 3HAUMMOCTh
00s13aTeIbHOT0 NpUEMa KOHKPETHO Ha3HAYEHHOTO MTPO- HIIH CHM-
OMOTHKA, YTO YITyUIIUT IPUBEPKEHHOCTb TEPATIHH.

MHOIOOYAIOBAA BNALLEYHAA
CKNEPOOEPMUA

Xaneukas [O.A., y6oBuk B.1O.
Hay4Hbin pykoBoguTtenb: O.B. 3eHeBU4

poAHEeHcKM rocyaapCTBEHHbIN MEANLIMHCKUA YHUBEPCUTET,
lpogHo, Pecnbnuka Benapycb

Kntouesnie criosa: cucmemHble 3abonesaHusi
coeduHumernbHol mkaHu, ckriepodepmusi, demckuli go3pacm

Axmyanvnocms. JlokanuzoBaHHAs CKIEPOIEPMISI XapaKTePH-
3yeTcs NOSIBJICHHEM Ha Pa3INYHbIX yYaCTKaxX TeJla 04aroB JIOKaIb-
HOTO BOCHAJIEHHS ¥ HHAYPALUK C HOCJIELYIOmUM (HOPMUPOBAHU-
€M B HHX CKJIEpPO3a H/WIH aTpOpHH KOXKH U MOJUICKAIINX TKAHEH.
B ocHoBe e€ narorenesa jiexar coCcyucTble H3MEHEHHs, aKTHBa-
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s HMMYHHOH CHCTEMBI M HapyIIeHHs €€ PEeryJIsHy, a TAKKe Ha-
pylieHus: Metaboiu3ma KoyiareHa u puopoOacTos.

Lenv: popmupoBanue BpaueOHONH HACTOPO)KEHHOCTH U PaH-
HEll IMarHOCTUKY CHCTEMHBIX 3a00JICBaHHI COCIMHUTEIILHOM TKa-
HU JUIS YITY4IICHUS Ka4eCTBa KU3HHU OOJIBHBIX

Onucanne KJIMHUYeCKOro ciayyas. [Taient M., 10 net, no-
CTYIIWII C JKaJI00aMU Ha TTOSIBIIEHHE SPUTEMATO3HOTO 0vara Ha Ie-
pelHeH MOBEPXHOCTH JIEBOTO Oefipa ¢ MHAYpAlUel U 4YaCTHYHON
aTpoduelt KoXKH, yJacTKaMy TUIEPIUTMEHTANN U 9€TKUMH Oa-
IPOBBIMU I'paHUIaMH 110 nepudepun pazmepom 20 x 15 cM, B HaA-
KOJICHHOU oOsiacTu Oefipa ciieBa BU3yaJlIU3UpPOBAJICS BTOPOUM odar
KOXHOHM IUCTpOdUH ¢ THIIONUIMEHTAMEl B IEHTPE, Pa3MepoM
3,5 x 3,0 cM, B MeCTax MOpaKeHHUs KOXKa He COOMpaiach B CKIIA]I-
Ky, OTCYTCTBOBAJI pOCT BOJIOC. [IepBble N3MEHEHHUS HA KOXKE I10-
siBuiich B Mapte 2020 1. mocie nepeHecEHHON pecrnrupaTopHOM
nHdekyy, 3a 3 roga pa3Mep ONSIIIKE YBEJIUUUICS B 2 pasa 0e3
pacrpocTpaHeHus Ha apyrue oOnacTu. AKYNIEpCKHA U Haclel-
CTBEHHBII aHAMHE3 HE OTATOILIEHbI, HEPBHO-TICUXUYECKOE Pa3-
BHTHE COOTBETCTBYET Bo3pacTy. DHu3nueckoe pa3BUTHE XOPO-
mee, TUCrapMoOHUYHOe, oxupenne 1 crenenu. [lo manHbIM na-
0GOpaTOPHBIX MCCIEIOBaHUI B 00IIEM aHaIN3e KPOBHU BBIABICHBI
OTHOCHUTENBHBIN TuMpounTo3 u yckopenue COD, B OMOXUMHU-
YECKOM aHaJIM3€ KPOBHU IOBBIIIEHUE YPOBHEH aHTHUCTPENTOIH-
3uHa O ¥ 3HAYUTEIBHOE YBEJIUUYEHHE aHTUTEN K HUKINYECKOMY
HUTPYTMHUpOBaHHOMY Tientuny. [Ipu Y3U opraHoB OproiiHo#i
MIOJIOCTH BBISBIICHA cIuleHoMeranust. OcTalbHble AUAarHOCTHYe-
CKH 3HaYMMBbIE UCCIIC0OBaHNS — 0e3 U3MeHeHHH. B xauecTBe oc-
HOBHOH Tepanuu peOEHOK B TeueHue 14 qHel momydan MECTHOE
JICYCHHE METHIIypalMIOBON Ma3blo U AIIEKTpodope3 ¢ JIuIa30u,
BHYTPHBEHHO JIJIs1 YITY4LICHUS! MUKPOLIMPKYISALUK ObUT HA3HAUCH
NEeHTOKCH(WUTMH. BhIncan ¢ BUIMMBIM KIMHIYECKUM YITydllle-
HHUEM, OCTaJach JIUIIb JIETKasi TUTMEHTALUs] KOPHYHEBOTO 1IBETA
Y Y4aCTKH arpoprH KOXKH.

Boisoow. TlpenpacrnionararonumMi 1 MpOBOLHUPYOMINMHE (ax-
TOpaMu JUIsl pa3BUTHS 0OJIE3HNW MOTYT OBITh IEpeoXJIax/IeHuE,
OCTpbIC WU XPOHHUYECKHE HHPEKINH, TPABMBI, CTPECCHI, CEHCH-
OmyM3anysl, runodcTporenus. [ ontuMansHOTO moadopa Tepa-
UM HEOOXOIUM TIIATEIbHBIA KOHTPOIb (DOPMBI, aKTUBHOCTU U
pacnpocTpaHEHHOCTH 3a001eBaHusL.

NEYEHUE OCTPbIX PECMUPATOPHbIX
NHOEKUMN Y OETEW: BbIBOP BPAYEU
VS CAMOJIEYEHUE POOUTENEN

Xadhmsora J1.U., Kutosa U.B., PaB3ytauHoBa 3.H.
HayuHble pykoBoautenu: E.A. CamopoaHoBa,
M.B. XentyxuHa

KasaHckuin rocygapcTBeHHbIN MEANLNHCKUA YHUBEPCUTET
MwuHsapasa Poccuu, KasaHb, Poccuns

Knroyesbie criosa: demu, ocmpbie pecrupamopHbie
8UPYCHbIE UHEeKUUU KINUHUYecKue pekomeHdayuu

Axmyanvrnocmsb. OCTpble pecIMpaTopHble HHPEKIN MpeHn-
MYILECTBEHHO BUpYycHOH sTnonoruu (OPBU) 3aHuMaloT nepsoe
MECTO B CTPYKTYpP€ NaTOJIOMHU JETCKOI0 BO3PACTa. 3HAUUTEIbHAS
BOCIIPUMMYHBOCTH K BUpyCaM y JieTel 00BACHSIETCS He3peIOCThIO
0apbepHBIX (PYHKINIT CITM3UCTBIX JBIXATENBHBIX ITyTeH 1 IMMYH-
HOM cucTeMsl, (PyHKIIMOHATEHBIMI OCOOCHHOCTSIMHU PECIIHPATOP-
HoM cuctembl. Hepenxo npu OPBU pogurenu tnbo He oOpararor-
¢Sl 38 MEIMIIMHCKON MOMOIIBIO, THOO YaCTUYHO MJIH MOJHOCTHIO

WUTHOPUPYIOT Ha3HAYEHHOE JICUCHNUE, K TOMY K€ HE BCE Bpauu MpH-
JICP)KUBAIOTCS CYILIECTBYIOLIMX KIMHUYECKHX pexoMeraimi (KP).

L]env: mpoBectu ananus nedenus OPBU y nereii u onpene-
itk ero coorserctue KP, yrepaxnénnsim Munsapasom Poc-
cun B 2022 1.

Mamepuanvt u memoosi. IlpoBeneHo ankerupoanue 152
ponuteneit 298 nereii B Bozpacte ot 1 mec go 18 ner (Menmana
12 net) u 17 Bpaueit, u3 xoTopsix 13 meamatpsl, 4 Bpada APyro-
10 poduIIs.

Peszynomamut. OcHOBOII Tepanuu J11000ro MHPEKIMOHHOTO 3a-
OoneBaHus SIBISETCS STHOTPOIHAS Tepanus, nostomy npu OPBU
82,4% Bpaueil Ha3Ha4aIM IPOTUBOBUPYCHBIE CPEJICTBA, OCHOBBIBA-
sick Ha KP. OntHaxo Tosbko 47,1% Bpadeit CUUTaroT UX JOCTaTOYHO
a¢dexruBabiME pu OPBU. M0OXHO OTMETUTB, 4TO TIPH JIETKOM Te-
yenun OPBU 76,5% Bpaueil otnator npeanoyreHne MecTHOi Te-
paruy KarapajibHOrO CHHIAPOMA, IPOTHBOBUPYCHBIC CPE/ICTBA Ha-
3HAYAIOT TOJBKO B 29,4% cirydae, xapornonmkaromme — B 11,8%;
WHTAJSUNA MyKOJIUTUKOB — B 5,9%. Ilpu cpennersikénom Teue-
nur OPBU npaktnuecku Bee Bpaun (94,1%) Ha3HAYAIOT MECTHYIO
Tepanuio; 58,8% — 3THOTPONHbIE TPOTUBOBUPYCHBIE CPEICTBA;
17,6% — mpoTuBOBOCTIANUTENBHBIE CpeAcTBa; 29,4% — unHrans-
UM OPOHXOJIUTUKOB; 5,9% — antubuoruku. [pu Tsokénom Te-
yennn OPBU Bce crienuanucTbl peKOMEHYIOT 3THOTPOIHYIO Te-
paruio — NpOTHBOBUPYCHbIE cpencTsa (64,7%) 1 aHTHOMOTUKHI
(35,3%), mectryro Tepanto (76,5%). Ilpu ornpoce poauterneii ObI-
JIM TIOJTy9IEHBI CIIEAYyIOINe JaHHbIe: BCera OOpaIaroTes K Bpady
npu OPBU y peG&Hka BHE 3aBUCHMOCTH OT TSKECTH TEYCHHS TOJIb-
K0 46,1% omnpoiieHHbIX, a 7,2% Bcerna 3aHUMaroTCsl CaMOJICYCHH-
em. s camocrositensHoro jeueHuss OPBU poautenu yare Bee-
TO MIPUMEHSIOT JKapoIOHMKaroIue npenaparsl (68,4%), cpencrea
MecTHOH Tepanuu (64,5%).

Bwi6oowi. Tlpu HazHauennu Tepanuu aetsm ¢ OPBU GonbinmH-
cTBO Bpadei npuaepxkusatorcst KP M3 PO, oqnako Tonbko moso-
BHHA Bpayeil CUMUTACT IPEICTABICHHBIC TIPOTUBOBUPYCHBIC TIpe-
napars! 3 GeKTUBHBIMU. BOIBIIMHCTBO pognTEsel IepBOHAYaIIb-
HO IpUOEraoT K CaMOJICYECHHUIO, UCTIONIB3Ys KaK Oe3peLenTypHbIe
CpeICTBa, TaK U Ipemnaparsl, TpeOyIoIIre Ha3HaueHUS BPauoM.

k %k ok

COCTOAHUE MAKYIIAPHOW 30Hbl CETYATKU
Y OETEN C PYBLLOBOW ®A301 PETUHOMNATUU
HEOOHOLUEHHbIX B OTOAIIEHHOM NMEPUOJE

XnonkoBa H0.C., lop6auyeBa H.B., UBaHoBa [J.W.
Hay4Hbin pykoBoguTtens: C.A. MakoroH

AnTanckuii rocygapCcTBeHHbIN MeAULMHCKUA YHUBEPCUTET
Mwun3sgpasa Poccun, BapHayn, Poccuga

Knroyeesnie crosa: py6uoeaﬂ pemuHonamus HEOOHOWEHHBIX,
onmud4yeckasi KoeepeHmmHas momoepacghusi, cemyameka

Axmyanvrocme. Pernronarus Henonomenusx (PH) sBiset-
sl TSDKEITBIM Ba30Mpoar(epaTHBHBIM 3a00JeBaHIEM I1a3 HEO0-
HOIIIEHHBIX JIETEH, CBI3aHHBIM C HAPYIIIEHHEM HOPMAJILHOTO, He-
3aBEPIIEHHOTO K MOMEHTY MPEKIECBPEMEHHOTO POXKICHHS BACKY-
noreHe3a cetyatku. OTNpenensIouM MOKa3aTelneM B Pa3BUTHH
OCTPOTBI 3PEHHS SBIISICTCS] CTPYKTYPHOE COCTOSIHHE MaKYJISIPHON
30HBI CETYATKH, (POPMHUPOBAHHE KOTOPO Y HEOHOIIEHHBIX JIETEH
M3MEHSIETCS BCIIEICTBIE HE3aBEPIIEHHOTO SMOpHOTeHe3a ceTyar-
K{ ¥ Ba30TPOIH(PEPATHBHOTO MPOIIECCa TPH PETHHOMATHH HE0-
HoIeHHbIXK. CreKTpasbHas ONTHYECKast KOTepeHTHas ToMOorpadust
(OKT) npencrapnsier co00ii COBpeMEHHBIH HEMHBAa3UBHBIH METOJ
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JMarHOCTHKH, KOTOPBIN TIO3BOJISIET BBISIBUTH CTPYKTYPHBIE H3Me-
HEHMSI CETYATKU U IIPOaHAIM3UPOBATH COCTOSIHUE BCEX €€ CIOEB.

L]env. onpenenuTh COCTOSIHUE MAKYJISIPHON 30HBI CETUYATKU Y
nereit ¢ pyouosoit PH B otnanénnom nepuoze no ganasim OKT.

Mamepuanvt u memoosi. O6cnenosano 75 nereii (114 raz)
B Bo3pacte 6—15 sner. B 1-10 rpynmy OblIM BKIIOYEHBI 1€TH C pyO-
noBoit ¢azoit PH I-II crenenn (80 m1a3) co CpoKOM recTaiuu mpu
poxaenuu 30,5 + 2,7 Hex 1 Maccoit Tena npu poxaeHun 1515,7 +
425,6 . Bo 2-to rpynmy Bouuu goHouieHHbIe et 6e3 PH (34 mia-
3a), poxaEHHbIE pu cpoke rectauuu 39,2 + 1,1 Hex U ¢ Maccoit
Tena npu poxaeHuu 3454,7 + 511,4 r. Bcem nanuenTam npose-
JICHO KOMIDTEKCHOE O()TaIbMOJIOTHYECKOe 00CIeJOBaHHE, BKIIIO-
gast OKT makysr.

Pezyrvmamul. YCTaHOBIICHO 3HAYMMOE YBEITMICHHE TOJIIIHMHBI
LEHTPaIbHON 30HBI CETYaTKU Y AeTei n3 1-il rpymnmsl npu cpaBHe-
HUU ¢ IeTbMHU 2-#1 rpynmsl (p < 0,01). laHHas 0COOCHHOCTDb CeT4ar-
ku y zgereif ¢ PH B GonbIIMHCTBE cilydaeB ObLIa 00yCIIOBJICHA Ha-
JIMYUeM BHYTPEHHHUX CIIOEB B 1ieHTpe (osea (72,5% m1a3), KoTopbie
B HOpPME JOJDKHBI OTCYTCTBOBATh M HE OBLIH OOHAPYKEHBI Y IOHO-
LIEHHBIX JieTell IpH MpoBeAEHHOM obcienoBannu. Kpome Toro, y
Jetelt 1-i rpynmbl BBISIBICHO CYIIECTBEHHOE YBETMUEHHUE TOMIIH-
HbI HApY’KHOTO SIAEPHOIO CJIOsI, KOTOPBIN COREPIKUT siipa GoTope-
LENTOPOB CETYATKU 10 CPABHEHUIO ¢ AeThMU 2-i rpynmsl (p < 0,01).

Buisoowr. IlpoBenénnas OKT nokasana cyiiecTBeHHOE yBe-
TUYeHNEe TOJIINHBI IEHTPATbHON 30HBI CETUaTKH y AeTeit 1-if
TPYIIIIBI IO CpaBHEHHMIO ¢ JeTbMu 2 Tpymisl (p < 0,01). BeisBieH-
Hasi 0COOCHHOCTh ceTyaTku y aereit ¢ PH B GonbiinHCTBE Cityya-
eB 00yCIIOBJIEHAa HAaJIM4YMEM BHYTPEHHUX CIOEB B LIEHTpe (osea
(72,5% 1n1a3), KOTOpBIE B HOPME OTCYTCTBYIOT M HE OBUIN Ompeie-
JICHbI HAMH Y JIOHOIICHHBIX AeTeil. Y HeJJOHOUIEHHBIX aeTei 1-i
IPYMITBl HAMU BBISIBICHO 3HAYMMOE YBEIMYCHUE TOJIIMHBI Ha-
PY’KHOTO SIAEPHOTO CII0sI, KOTOPBIH COAEPKUT siapa (hoToperer-
TOPOB CETYaTKH, YTO MMEET MTaTOreHeTHIecKoe 3Hauenue npu PH.
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OLEEHKA 3®®EKTUBHOCTH
QHAOOCKOIMNYECKOIo NEYEHUA NY3bIPHO-
MOYETOYHUKOBOIO PE®JIIOKCA Y OETEN

UbigbinoBa B.C., NMetpos A.B.
HayuHbi pykoBoguTtens: A.A. KoHoBanoBsa

YMTUHCKas rocyaapcTBeHHasa MeavLUMHCKas akagemumst
MwuHsgpasa Poccun, Yuta, Poccus

Knrouesnie criosa: ny3bipHO-MOYEeMOYHUKO8bIU PeqhritoKC,
3abpoc moyu, 8ypdeKc, KonnageH, 8aHMPUKC

Axmyanvrnocmo. [Ipobiema JiedeHus my3bIPHO-MOYETOUHHKO-
Boro pedmokca (IIMP) y nereii akTyanbHa B HacTosIIee BpeMsl.
BHenpeHne B XUPYPrudecKyro MPaKTHKY YHIOCKOMUIECKUX Me-
TOJIOB JICUSHHUS U CO3JaHUE TpenaparoB ajst yedenus: [IMP mo-
3BOJISIFOT BBIATH Ha KQYeCTBEHHO HOBBII YPOBEHb €r0 KOMILIEKC-
HO Tepanuu.

Lenw: onpenenuth 3pHEKTUBHOCTH IHIOCKONUYECKOI TpaHC-
yperpanbHoi koppekuuu [IMP komnarenom, 6uornonnMepamu
CRM Vurdex/Urodex u Vantris.

Mamepuanvt u memoosi. IIpoBei€H aHATU3 TAaHHBIX U3 UCTO-
puii 6oeznu. Bee mannble 00paboTaHbI ¢ UCTIOIB30BAHUEM I1a-
KeTa TPUKIIaIHBIX MporpaMM «Statistica 6.0» («StatSoft Inc.») B
COOTBETCTBHH C MPUHIUIIAMH JIOKA3aTEIbHON MEIUIIMHBI U yué-
ToM kputepus x> [upcona. Paznudus cUnTaNmuCh 3HAYMMBIMA
npu p < 0,05.

Pesynomameui. Ycranosneno, uro ¢ 2019 1. ObUTO BBIITOTHEHO
192 oneparmm y neteit mpu [IMP. YV 144 (75%) GonbHBIX onepanin
MPOBEACHBI TPAHCYPETPAIBHBIM IOCTYIIOM, IPH 3TOM Y 95 (65,9%)
60mbHBIX Koppekuus [IMP BeinonHunack npenaparoM Bypaekc, y 40
(27,8%) nereii — BanTpuKcOM 1 'y 9 (6,3%) — koiutareHom. B ka-
JKJIOM KOHKPETHOM CiTydae ObUT IPOBEAEH aHaATH3 3()(PEKTHBHOCTH
nperapara, IpoaHaIn3uPOBaHbl CPOKH MOBTOPHBIX BMEILIATEIHCTB,
KOTOpBIE BRINIOJHUINCH B cpenHeM depe3 | rox. Ilocie BBeneHus
KoJUIareHa y OOJIbHBIX B TeUEHHUE 3 Mec ObLT BBISIBIICH KOPOTKHUiL 3(h-
(exT, B IociIeyIonme 6 Mec OH yxe He ONpelessuIcs 1 Ha0mona-
cs1 peruuaus [IMP. B takux cirydasx npu npoBeieHHH IOBTOPHOM
IIUCTOCKOITHH MPH BU3YaJIN3ALHHN YCThs MOYETOUHHKA TIIBIOKH ITpe-
napara He BH3yaJIM3HpoBAINCh. D((HEKTHBHOCTD Mpernapara BaH-
Tpuke mmmnepon coctauia 30 (75%) 6onbHbIX. Ero neicteue mpu
OIHOKPATHOM JIedeHHHU ObUIO BBIpaskeHO y 14 (46,6%) neteil, npu
JIByKpaTHOH koppekuuu — y 8 (26,6%), npu TpexkpaTHOH — y 6
(20%), HO mpu 3TOM Y 2 (6,6%) OOJBHBIX BCTPETHIOCH OCIIOKHE-
HUE B BUJIE OOCTPYKTHBHOIO ypereporuaponedposa. [Ipu BBenenun
npenapara Bypekc Bbutedninchk 72 (75,8%) pe6éHka ot mnepBoii
Koppekuu moxydrn dpdexr 32 (45,2%) 601bHBIX, BTOpoit — 18
(25,8 %), Tpetseit — 16 (21,62%), yerBeproit — 3 (3,2%) Gonb-
HBIX, OCJIO)KHEHUS BhISBIICHBI Y 3 (4%) nereid.

Buisoowr. Haile uccnenoBanne moKa3bIBaeT, YTO BBEIACHUE
He paccachBaromux nact Urodex/Vurdex u Vantris obecreunBa-
€T BBICOKHH YPOBEHb JIOCTIIKECHUS YOBIECTBOPHTEIBHBIX PE3YITh-
TaTOB PHJIOCKOMUYECKHX ornepannu mo koppekuu [IMP y nereit.

* %k ok

MUENO3KTA3UA Y NNOJA U EE ncxoabl
Y HOBOPOXAEHHbIX

UsbigbinoBa B.C., MNMeTtpoB A.B.
HayuHbin pykoBoguTtens: A.A. KoHoBanoBa

YunTrHCKas rocygapcTBeHHas MeauLmMHCKas akagemums
MwuH3gpasa Poccuu, Yuta, Poccua

Knroyesbie criosa: 2udpoHeghpos, nuenosKkmasus,
aHmeHamarsibHbIl CKPUHUHE

Axmyanvnocms. Bpoki€HHas MHET0IKTA3MA pacCMaTpUBALCT-
Csl KaK OJIHA M3 CTaJAui BPOXKAEHHOTO THAPOHE(PPO3a, KOTOPHIH B
CTPYKTYpE BPOXKJIEHHBIX YPOJIOTHYECKHUX 3a00I€BaHUI 3aHUMACT
nuaupytouiee Mecto. KimHudecku 1aHHOe 3a00/1€BaHUE MaJIOCHM-
NTOMaTUYHO ¥ MO3HO AUarHoctupyercs. biaronaps aHTeHaralb-
HOMY CKPHHUHTY OOJBIIMHCTBO AeTel ¢ STUMHU (HOpMaMK IIaToIO-
THU MOTYT OBITh IPOOTIEPUPOBAHBI yKE B HEOHATAIEHOM IEPHOJIE.

L]env: MpoOBECTH aHAIU3 JIAHHBIX AMArHOCTHKH MUEI03KTa-
31il B aHTEHATAIBLHOM IIEPHOJIE, ONPEIEITUTh XUPYPIrHIECKUE UC-
XOZbl y OOJIBHBIX.

Mamepuanvt u memoOst. bbly coOpaHbl JaHHbIE 110 00HA-
PYKEHHIO pacHIMpeHus mouedHoil noxanku Bo II-III tpumectpe
OepeMEeHHOCTH TIPH aHTeHATaTbHOM CKpuHHHTE. [Ipoanamm3npo-
BaHbI HCTOPUH OOJIC3HH C JUATHO30M «BPOKIEHHBIM rHApOHE]-
po3» (BI') 8 20202022 rr. Bee nanHbie Ob1H 00paboTaHbl € 1O-
MOIIBIO MPOrpPaMMBbl «Jamovi» B COOTBETCTBHU C IMPHUHLIUIIAMH
JIOKa3aTeNbHOI MeUIMHBI 1 y4€ToM kpuTepus x° [Tupcona. Pa3-
JIMYUS CYUTANIN 3HAYMMbIMHU T1pH p < 0,05.

Peszynbmamei. YCTaHOBIICHO, YTO 3a KOHCYJbTAlUCH 00-
pamanucs 67 6epeMeHHBIX, U3 HUX 16 (23,9%) B 2020 1., 28
(41,8%) — B 2021 1., 23 (34,3%) — B 2022 1. [Tocne poxne-
HUs 28 HOBOPOXKIEHHBIX ObUIH MPOOIEPUPOBAHBI C TUATHO30M
BT, 23 u3 KoTOpbIX OBUIM HA AaHTEHATAJIbHON JUArHOCTHKE, Y 5
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JeTell I3MEHEeHU I pU CKPUHUHTOBOM YIIBTPa3BYKOBOM HCCIIe-
noBanuu He BeIsiBIeHO. B 2020 . mpoonepupoBans! 11 mereit,
B 2021 . — 9, B 2022 . — 8§ geteil. AHanu3 mokasai, 4yTo Mpu
IIpOBeJCHUH KOHCyabTauui Bo II Tpumectpe GepeMeHHOCTH,
CcpeJHue 3HAYEHUs IMepeHe3aHEero pa3Mepa JOXaHKH ObUIH
paBubl 9,33 = 1,50 MM y onepupoBanHbIX Aereid ¢ BI' u 6,88 +
1,10 mm y neteii 6e3 rupponedposa. D1 e pasmepst B 111 Tpu-
mecTtpe coctaBuiau 10,7 £ 2,2 MM y OonepupoOBaHHBIX JIeTeH U
8,41 £ 1,26 mm y aereii 6e3 BI.

V 4 nereii Ob1I0 3a)UKCUPOBAHO YBEIIMYEHUE TTOTIEPEYHOTO
pa3mepa joxaHku oT 12—13 MM 710 15 MM U U3MEHEHHUS TapeHXH-
MBI ITI0YKH, 00YCIIOBICHHOE 00CTpYKLIHeH abeppaHTHBIM COCYIOM.

Bwi6oovl. YacToTa BEISIBICHUS TUEI0IKTA3UH Y TIOA TIPU aH-
TEHATaJIbHOM CKPUHHUHIE cocTaBuia 82%, 4yTo yKa3bIBaeT Ha 1a-
THOCTHYECKYIO 3HaunMOCTh ¥Y3W. AHTeHaTanbHO y AETeH paHHero
BO3pacTa MHUEJN0IKTa3Usl B OJABIIIIOLIEM YHCIIE CIIyYaeB sSBIIACT-
cs1 PYHKIIMOHAJIBHBIM COCTOSIHUEM U He TpeOyeT XUpypruyecKoit
koppekuuy. CKpUHUHTOBBIE METO/IbI TIO3BOJISIIOT BBIIEIUTH MIPU
POXKACHUH JIeTEH IPYIITY PHCKA C IHET0IKTa3HeH.
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CPABHUTEJIbHbIN AHATNIN3
MOP®ONIOMMYECKUX U3MEHEHUW FONTOBHOIO
MO3rA NNIOAOB U HOBOPOXAEHHbIX,
NMEPEHECLUMX MEPUHATANBHYO MTMNOKCUIO

Yekmapéna B.1O.
Hay4Hbin pykoBoguTtens: FO.P. FOHycoBa

Camapckuin rocyaapCTBEHHbIA MEANLNHCKUA YHUBEPCUTET
MwuH3gpaBa Poccumn, Camapa, Poccus

Krtouesbie crioga: UHmMpaHamarbHasi 2UrnoKCcUsl,
nielkomarnsiyusi, BHympuxxesnyO04Ko80e KpO8OU3USIHUE

Axmyanvrocme. Cpey IPUYMH EPHHATAIBHbIX IOPaKEHUH
MO3ra BeyIllee MecTo 3aHNMaeT BHYTPUYTPOOHas M HHTPaHATalb-
Has TMIIOKCHS T1J101a, BTOPOE 110 3HAYMMOCTH MECTO IIPUHAIIEKUT
(baxkTopy MeXaHHUECKO! TpaBMaTU3aL1K TOJIOBHOTO MO3Ta IJIOJA.
YacToTa TUIOKCHYECKUX TOBPEXACHUI T'OJIOBHOTO MO3Tra y JIOHO-
LIEHHBIX HOBOPOXAEHHBIX cocTaBisieT 1-8 Ha 1000 xuBOpoxaEH-
HBIX, y HEJIOHOLIEHHBIX JeTell HaMHOIO Bbllle. B HacTos1ee Bpe-
M1 JOCTATOYHO [IOJHO OIIPE/E/IEHbl MAKPOCKOIIMYECKUE U3MEHE-
HYSl TOJIOBHOIO MO3Ta IIPU TSHKENON NEepUHATAbHOM THIIOKCHU.
ITatomopdonorus CTpyKTYpHBIX MHUKPOCKONINYECKUX U3MEHEHUH
BEI[ECTBA FOJIOBHOTO MO3Ta, HEHPOHOB, KJIETOK [VIUH IIPU NIEpHHA-
TaJIbHOU I'MIIOKCUM M3yUYeHa ellé HeAO0CTaTOYHO.

I]ens: ycTaHOBUTH MATOMOP(OIOTHIECKHE 0COOCHHOCTH TO-
JIOBHOT'O MO3I'a IUIOA0B U HOBOPOXKAEHHBIX, IIEPEHECIINX TUIIOK-
CHIO, [T TIOMyYeHNs] OObEKTUBHBIX KPHTEPHEB AHATHOCTUKHY UIITe-
MHUYECKUX OBPEKAECHUH.

Mamepuaner u memooul. PaboTa 0CHOBaHa Ha JaHHBIX pe-
TPOCHEKTUBHOIO aHaiu3a 945 cilyyaeB ayTONCUIHOIO MaTepua-
J1a MePTBOPOXKIEHHBIX U KUBOPOXAEHHBIX B 20132022 rT. Mop-
(omeTpHuecKoe HCCIeJOBaHIE CEPUITHBIX CPE30B BEIIECTBA IO-
JIOBHOTO MO3T'a IIPOBOJMJIM C UCIIOIB30BAHMEM CHCTEMBI AHAIU3a
n3obpaxenuil. B nporpamme «Buaeo-rect Mopdo» Obiio 06-
cief0BaHo 73 1uiofa ¢ JOKYMEHTHPOBAaHHOM MHTpaHaTalbHOM
THIOKCHEH U TsDKEN0H achUKcned IpH pOXXICHHH: B TUCTONO-
FMYECKUX IIperapaTax HOACUYUTHIBAIN YUCIIO SAep Ha eIUHUILY
IUIOIA/U CpEe3a.

Pe3ynbmamer. BenymuMy npuanHaMy WHTPaHATAIBHON ac-
¢buxcun wiona (60% cirydaeB) IBUIMCH OCTpas IUIAlleHTapHast He-

JOCTaTOYHOCTh, XPOHMYECKAs TUIalleHTapHasi HEI0CTaTOYHOCTD
II cTeneHn MaTOYHO-TUIAIICHTAPHON (DOPMBI, BOCHIATUTEIbHBIC
M3MEHEHHs B nocnese. JJOHOIEHHBIX MI040B 0bU10 79,5% 1o
cpaBHeHuto ¢ 20,5% nenonomenusiMu. B 33% ciyuaeB otme-
YaJICsl CUH/IPOM 3aJIePKKH Pa3BUTHUS I1JI0/1a, IPUYEM Y JOHOIICH-
HBIX 1WI10710B. OT TsKENO0H acUKCUU BCIIEICTBHE HEOHATAILHOM
aCIUpaIrU OKOJIOIUIOJHBIMU BOJAMH IIPU POXKICHUU B CpEIHEM
B T€UEHHE CyTOK ymepio 16% HoBopoxaéHHBIX. [Ipn Mopdo-
METPUYIECKOM HMCCIeJOBAaHNH YUCIIO SAEP HA €IUHUILY IUIOAaN
cpe3a BEeIeCTBa FOJIOBHOTO MO3ra OblI0 yMeHblIeHo. Opranuye-
CKHE ITOpaKeHHs TOJIOBHOTO MO3ra B JOpMe MepruHaTaIbHbIX 110-
paxxennii [THC runoxcnyeckoro renesa (JIeHKOMaJISsIMN) U BHY-
TPHIKEITYI0YKOBBIX KPOBOM3IHUAHUI ObUIN BBIABIICHBI B 24% ciy-
gaeB. OTMeueHa OoJIbIIasi 4acTOTa Pa3BUTHS JaHHOM NMATOIOTHH
cpenu HenoHomeHHbIX (70,5% ciaydaeB) xeHckoro moia (65,5%
cirydaeB). [Ipy MUKPOCKOITMUECKOM MCCIIEIOBAHHH BO BCEX CIIy-
Yasx 0TMeYaloch (POPMHUPOBAHHE ITIMO3HBIX PyOIIOB, KUCT, KPO-
BOM3JINSHUH, KaJIBIUHATOB.

Buwi6o0wi. [Ipeobdnanaromeil MpruanHOi eprHaTaIBLHOTO Mo-
BPEIKJICHHS TOJIOBHOTO MO3T'a y JIOHOIIEHHBIX HOBOPO)KIEHHBIX SIB-
JSIeTCsI MHTpaHaTalbHas aC(UKCHS, Pa3BUBAIOLIASCS IPU OCTPOH
TUIAIIEHTAPHON HEJIOCTATOYHOCTH. Y HEIOHOLICHHBIX HOBOPO-
JKIEHHBIX IPE00IIaIatoT TSHKEIBIE OPraHUYeCKHE TIOPaKEeHUs ro-
JIOBHOTO MO3Ta Ha (poHe MOP(HOPYHKIHMOHATBLHON HE3PEIOCTH Op-
TaHOB M CHCTEM.

BbIABNEHUE 3HAYUMbIX MOKA3ATENEN
Ons OLEHKU NOCTKOBUOHOIO CUHOPOMA
Y OETEWU

YepHsaBckas A.C."2, CennaHoBa H.I"3,
Dertapesa H.[.", Mypcanosa A.H.,

Anu Apxam Kcsio JluH', BobkoBa NM.A.",
PowmH ®.A."

HayuHble pykoBoautenu: O.U. CumoHoBa'?,
0.B6. MyH6nut!

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MEAULMHCKNN
yHuepcuteT umenn .M. CeveHosa MuHsapasa Poccumn
(CeuveHoBckun YHuepcuteT), Mocksa, Poccus;
2HauuoHarnbHbIn MeauUMHCKMI NCCreqoBaTenbCKUM LeHTP
3popoBbs geten MuHagpasa Poccuun, Mocksa, Poccus;
S[opoackas knuHuveckasn 6onbHMULa MMeHn C.I1. BoTkuHa
[enaptameHTa 3gpaBooxpaHeHns ropoga Mocksbl, Mocksa,
Poccus

Knrouesbie criosa: nocmko8udHbIl cuHOpom y demel,
rnocmkosudHoe cocmosiHue y demel

Axmyanvbrnocms. B HacTosilliee BpeMsi HE CyIECTBYET CTaH-
JapTU3UPOBAHHOTIO ITOX0/a K OLIEHKE 310POBbsI M OJ1arononyus
JIeTel ¢ TIOCTKOBUIHBIM CHHJIPOMOM, YTO OTYACTH OOBSICHACTCS
OTCYTCTBHEM I10Ka3arelieil, KOTOpble MOXKHO ObUIO ObI U3MEPSThH
y Takux nanueHToB. CIenualIncThbl 3[paBOOXPAHEHHS U3MEPSIOT
pa3nnyHbIE OKA3aTelH, T0ATOMY MX JJAaHHBIE C TPY/IOM MOJIA0T-
Csl aHaJIM3Y, YTO 3aMeJUIseT MPOLECC COBEPIIEHCTBOBAHUS MEIH-
UHCKOW romMory. JlanHas pabora HarpapjieHa Ha COCTABIICHHE
MepeYHs] OCHOBHBIX IOKa3aTeslel, KOTOPhIE TOJIKHBI CUCTEMATH-
YECKHU OLEHMBATHLCS B HAYYHOU U KIIMHUYECKOM IIPAKTUKE y IETeH
C TMIOCTKOBH/IHBIM CHHIPOMOM.

L]enwv: onpenenuTh NnepeueHb 3HAYUMBIX MOKa3aTesei 1ist
OLIEHKH ITOCTKOBH/IHOTO CUH/IPOMA Yy JieTell.
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Mamepuaner u memoowi. B pamkax MeXIyHAPOIHOTO HC-
CJICIOBAHMSI HAMH OBbLT IPOBENEH CHCTEMaTHYeCKHI 0030p NCXO-
JIOB IIPU IOCTKOBUTHOM CHHIIPOME Y JIeTei, BKIFOYABIINI OpPUTH-
HaJIbHBIE UCCIIEA0BAHMS M IIPOTOKOJIbI UCCIIEA0BAHUHN, OITyOINKO-
BaHHbIe B iepuoa J1o 31.12.2021. MbI opraHu30BaIy U NPOBEIH
HepBBII payH] oHIalH-onpoca 1o Jenbhuiickomy MeTony Tpéx
IPYII 3aHHTEPECOBAaHHBIX JIAI U3 Pa3HbIX cTpaH: (1) KiIMHUIH-
CTOB, (2) uccienoBarenei, (3) MalMeHTOB U YICHOB UX CEeMEH, KO-
TOPBIX MPOCHIIN OLIEHUTH 25 pa3inuuHbIX Mokaszareneid. CoracHO
IPOTOKOJTY MCCIICAOBAHUS 1JIs1 BKIIOUEHUS T0KA3aTeNs B KOHCEH-
CycC OH J0JiKeH ObuT Habpath 6oiee 80% ronocos B K0 rpym-
1€ Y4aCTHHKOB OIIpOca.

Pezynomamut. B mepom payHze ornpoca yaactsoBaiu 202 pe-
CIIOH/IEHTA, U3 KOTOPBIX 68% — MalMeHTHI ¢ ITOCTKOBHUIHBIM CO-
CTOSIHHEM M UX OMEKyHBI. [Ipy aHanu3e JaHHBIX EPBOro payHaa
Oonpoca HaMHU BBISIBJICHBI TOKA3aTCJIN, KOTOPBIC YIACTHUKU CHUTA-
JIM 3HAYMMBIMH ISl OLIEHKU COCTOSIHUSI OOJIBHBIX: yCTaIOCTh/yTOM-
asiemocTb (95,7%, 86,5% u 80,6% B rpynnax nanueHTOB/ONeKy-
HOB, KIIMHULIUCTOB M HCCIIEOBaTeNell COOTBETCTBEHHO); 0COOCH-
HOCTH (PYHKIMOHUPOBAHUS, CHMITOMBI M HAPYLIEHUS CO CTOPOHEI
HEHPOKOrHUTHBHOM crcteMbl (87,6%, 89,2% u 83,3%) u obmiero
¢uznueckoro cocrostuus (95,6%, 89,2% u 88,6%).

Bvi6oowi. TlomyueHHble 1aHHBIC yKa3bIBAlOT HA HEOOXO1U-
MOCTb 00513aTeIIbHOTO U3MEPEHHS TIOKa3aTeNel yCTaloCTH/yTOM-
JSIEMOCTH, (PU3NIECKOTO COCTOSIHHS, 8 TaK)Ke CUMIITOMOB U Ha-
pyIIEHU# CO CTOPOHBI HEHPOKOTHUTHBHON CUCTEMBI TP aHAIH-
3€ TeUYEHMs IIOCTKOBUIHOTO CHHAPOMA Y JEeTEH.

PACNPOCTPAHEHHOCTb ANNEPIMYECKON
NMATONOIMMM Y OETEW B BYXAPCKOM PETMOHE

WaabieBa H.LL.
HayuHbi pykoBogutens: [1.H. AunnoBa

Byxapckuii rocyaapCTBEHHbIN MEOULMHCKUIA MHCTUTYT MMEHN
Aby Ann N6H CuHo, Byxapa, Pecnybnuka Y3bekucraH

Knrouesnie criosa: demu, annepaudyeckull puHUm,
b6poHxuanbHasi acmma, rnosiIuHoO3, nuuiesasl annepausi

Axmyanonocmy. BiinsgHue pa3IuuHbIX aJlJICPTU3HPYIOIIUX
(hakTOpOB Ha pacTyHIMH OPraHW3M MMEET OrPOMHOE MEJH-
UHCKOE M CollMalibHOe 3HaueHue. Cpeau IPUYUH pa3IndHbIX
(hopM alIepruyeckoil maToJIoTuM y JeTel, HeraTuBHO BIIUSIO-
IIUX HA MX 30POBbE, IKOJIOTHYECKasi COCTABJISAIONIAs IPEBbI-
maeT 20%. [IpsaMbIMu annepreHaMu MOTYT BBICTYyHaTh a’po-
MTOJUTIOTAHTHI, MBIIbIA U APYTHE HEONAronpusTHeIe (HaKTOPHI
OKpY’KaroUlel Cpesl.

Lenv: onpenenuTb pacupoCTpaHEHHOCTh Pa3IUUHBIX (HOpM
QJIJIEPrUYECKOl MaToNIOTUH y IeTeH, IpoKUBaloKX B byxapckom
n YKonnopckom paiioHax Pecrry6nuku Y30ekucTaH.

Mamepuanvt u memoodsl. VIcrionb30Bannuch epBUYHBIE MaTe-
pualiel BpadeOHOTO 0cMOTpa JeTeil B Bo3pacre 3—18 ner u aHke-
TUPOBAHUEC UX pOHHTCHCﬁ. Bcem JACTAM U UX POAUTEIISIM pas3bsC-
HSUIUCH LIEJIM OTPOCa U JIaBAJIMCh TOSICHEHUS 10 KaXKJIOMY ITyH-
KTy QHKETBI.

Peszynomameui. IlonyueHbl faHHbIE CTIEUATU3UPOBAHHOIO aJl-
aepronorudeckoro omnpoca 20% nerckoro HacesneHus byxapckoro
u YKonpopckoro pailoHOB Y30ekucTaHa. YCTaHOBJICHO, YTO JUIS
919 nereit byxapckoro paiioHa TpeOyeTcst yriyOonéHHoe asmiep-
rojoruyeckoe oociaenoBanye. B 1eaom o AByM paiioHaM oTMe-
YEeHO, YTO 3HAYUTENIHO YBEIMYMIIACh PACIIPOCTPAHEHHOCTH aTO-

MTUYECKOH MaTOJIOTHH Y IeTeH, 0COOSCHHO y MoAPOCTKOB. CaMbl-
MH PacnpoCTpaHEHHBIMH (OPMaMH aTONUIECKON MaTOJNIOTHH Y
JieTeit 00CIeJOBaHHBIX pailoHOB Y30eKUCTaHa SBISIFOTCS ajjiep-
TMYECKUIl pUHUT, OpOHXHUAJbHAsl ACTMa, JICKAPCTBCHHASI U UH-
CEKTHas aJlieprus, MOJUIMHO3, MUIeBas ayuieprus. [1o qaHHbIM
PaffOHHBIX MOJUKIMHUK, 32 IMOCIENHUE 2 Tola YacToTa ajjep-
TrHYecKuX Oose3Hed U 3a00JIeBaHNI OPTraHOB JBIXaHUS Y JeTeH
yBenuumiace B 1,5 pasza.

Buvi6o0wsi. PactipocTpaHEHHBIMU (pOpMaMH aJUICPrHYECKON
MaToJIOTHUHU y ieTeil B byxapckoM pernoHe siBISIOTCS ajiepruyie-
CKUI pUHUT, OpOHXHMAIbHAs ACTMa, JICKAPCTBEHHAST M MHCEKTHAsSI
AJUIEPrusl, OJUTMHO3, MUIIEBas aJUIePT s, ATOMMYESCKUI TePMATHT.
Co3nanne HaMOHAIBHOTO PETHCTPa BEIOPOCOB U KapT MepeHoca
3arpsI3HSIOMINX BELIECTB MO3BOJHT YIYUILINTh YIIPAaBICHNAE Kaue-
CTBOM aTMOC(EPHOTr0 BO3/yXa 110 BCEH CTpaHe.

k %k ok

U3MEHEHUA TOHYCA XXEBATEMNbHbIX MbILLL
Y BOJIbHbIX C AUCTANIbHOW OKKITHO3UEN
3YBHbIX PAAOB A0 U NOCNE
OPTOAOHTUYECKOIO NNIEYEHUA

WunpseBa T.B.
HayuHbin pykosoguTtens: J1.C. NepcuH

MockoBckuii rocyaapCTBEHHbIN MEAUKO-CTOMATONOMMYEeCKMm
yHuBepcuteT nmenn A.V. Esgokmmoa MuHsgpasa Poccum,
MockBa, Poccus

Kntouesnle crioga: ducmarbHasi OKKITH03US, MUOMOHOMEMPUS,
annapam « Twin-Block»

Axmyansrocme. 11Iupokoe pacnpocTpaHEHUE TUCTAILHOIN OK-
KIIIO3UU Y JIeTeii ¥ OAPOCTKOB TPeOyeT COBEPILIEHCTBOBAHUS METOIOB
JIMarHOCTHKY ¥ JISYSHHSI TTALIIEHTOB C JJAaHHOHU Taronoruei. Mcromnb-
30BaHMe (hyHKIMOHAIBHBIX OPTOIOHTHYECKHX allliapaToB JULs Jiede-
HYS IMCTATIBHOM OKKITFO3UH OMPABAaHO M Y(H(PEKTUBHO, T.K. JaHHOE
JICYCHUE CIIOCOOCTBYET JIOCTHIKCHHIO MUOIMHAMUYECKOTO PABHOBE-
CHsl ¥ TADMOHUYHOMY Pa3BHTHIO YETIOCTEH. BBIIBIKEHIE HIDKHEH
YEJTFOCTH MPUBOAUT K BOSHUKHOBEHHIO MOJOKUTEIEHOTO POIIPHO-
HENTHBHOTO OTBETA B MBIIIIAX, YIACTBYIOLIMX B IIPOLIECCE KEBAHUS

Llenv: onpenenuTb TOHYC JKEBATEIbHBIX MBIIII Y OOJBHBIX
B BO3pacTte 7—16 JIeT ¢ AMCTANBbHOM OKKIIHO3UEH 3yOHBIX PsOB
JI0 ¥ TIOCJI€ OPTOZOHTHUYECKOTO JIUCHUS ¢ TIOMOILBIO almapara
«Twin-Block».

Mamepuanst u memoowr. ObcnenoBano 30 naeHToB ¢ TUCTATb-
HOM OKKITIO3Hel 3yOHBIX PSZIOB JIO U TTOCIIE OPTOJOHTHYECKOTO Jiede-
HHS ¢ Tiomotpto armapara « Twin-Block». B 3aBucumoctu ot Bo3-
pacTa Bce MaiieHThl ObLIN pactipesieneHsl Ha 3 rpymmbl: 7-9, 10-12,
13—16 net. C noMo11bio YCTpOICTBA YISl U3yUEHUST COCTOSIHHS Mbl-
IIEYHOTO TOHyca «MHOTOH-3) OIPENEIOCh COCTOSIHUE COOCTBEHHO
JKEBATEIIbHBIX MBIIII 1 MUOJJMHAMUYECKOE PABHOBECHE ITYTEM CpaB-
HEHUsI TOHYCa YKeBaTeJIbHBIX MBIIIII C TIPABO# U JIEBOM CTOPOHBI. AHa-
JIM3 TOHYCA YKEeBATENbHBIX MBIIIILT IPOBOIIICS B COCTOSIHIY (DH3HOIIO-
TUYECKOTO MOKOS, IPH MEPBUYHOM CMBIKAaHUH 3yOHBIX PSIOB 03 Ha-
TIPsOKCHUSA, ITPU MAKCUMAJIbBHOM COKPAIICHUH JKEBATCIIbHBIX MBIIIIIL.

Pesynomamot. OnpezieneHue CpeHuX 3HaUCHUH JaHHBIX MUO-
TOHOMETPHUH C IBYX CTOPOH JI0 U MOCJIE JIeYeHHs1 OONbHBIX 7—9 JeT
M0Ka3aJI0, YTO B COCTOSTHUH TTOKOSI TIOCIIE JICYSHHSI MBIIICYHBIN TO-
Hyc ymenbuics Ha 11% crpaBa u Ha 7% cneBa. [Ipy COMKHYTBIX
3yOHBIX psilaX MBIIIEYHBIN TOHYC YBEIUIMICS Ha 4% cripaBa 1 Ha
8% cnesa. [Ipn MakcUMaabHOM COKpAIlEHUH MbIIIEUHBINH TOHYC
yBenuumics Ha 3% crpaBa u Ha 5% cieBa. Y OOIbHBIX B BO3pac-



Poccwuiickuin negnatpudecknn xypHan. 2023; 26. MNMpunoxeHve 2

96 https://doi.org/10.46563/1560-9561-2023-26-S2

IV HAYYHO-NPAKTUYECKAA KOHOEPEHLINSA CTYAEHTOB M MONOAbIX YYEHbBIX (MOCKBA, 15-19 MAS 2023)

Te 10—12 51eT B COCTOSTHUM MTOKOSI MBIIIIEYHBIN TOHYC YMEHBIIHAIICS
Ha 9% cnpasa u ciesa. [Ipn COMKHYTBIX 3yOHBIX psiiaX MbIIIEY-
HBII TOHYC yBeauuuics Ha 4% cnpasa u ciesa. [Ipu Mmakcumainp-
HOM COKpAILlEHHH MBIIIEYHbIH TOHYC CIIpaBa U CJI€Ba yBEIUYMII-
cst Ha 3%. Y GonbHBIX 13—16 51€T B COCTOSIHUY MTOKOSI MBIILICYHBII
TOHYC YMEHBIIWICS cipaBa Ha 6%, cieBa Ha 8%. IIpu comKHY-
TBIX 3yOHBIX PsAaX MBIIICYHBIH TOHYC YBENUUHICS Ha 6% cripa-
Ba 1 Ha 5% cineBa. [Ipy MakcHMalIbHOM COKpAIICHUH MBIIICYHbIH
TOHyC yBenuuwics Ha 4% crnpasa 1 Ha 5% ciesa.

Bv1600b1. Y Bcex 00CiIe10BaHHbBIX JICTEH 1OCIE JICUSHHUS B CO-
CTOSIHUH ITOKOSI TOHYC JK€BATEIIbHBIX MBIIII] CYIIIECTBEHHO YMEHbB-
[rajcs, a B COCTOSIHUM COMKHYTBIX 3yOHBIX PSIIOB U MaKCHMAllb-
HOTO COKpAIlleHHs yBeIH4IuBajcs. [Ipu 3TOM mokazarenu Muo-
TOHOMETPHH CIIPaBa M CJIeBa MOCye JeUeHHs IeTel cTaau Ooee
OJHOPOAHBIMH.

k sk ok

OCOBEHHOCTHU TEMEHUA FOHOLLECKOIo
APTPUTA C CUCTEMHbIM HAYAIIOM Y OETEX B
rOPOAE MOCKBE

Opbesa O.A.", KpaukoBckasa A.10.", Botosa M.C.?
HayuHbi pykoBoguTtens: E.N. AnekceeBa'?

"MepBbit MOCKOBCKUIA rocyAapCTBEHHbIN MEANLNHCKAI
yHuepcuteT nmenn N. M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckuin YHuBepcutet), Mocksa, Poccus;
°HaumoHanbHbIi MeaULIMHCKUIA CCrenoBaTenbCKUM LeHTP
30opoBbs getert Munsgpasa Poccun, Mocksa, Poccus

Knouesbie crioga: cucmeMHbIl FOHOWECKUU apmpum,
apmpum, demu, duazHOCMuKa

Axmyanvnocms. KOHOIIECKNH apTPUT C CHCTEMHBIM Ha4aJloM
(cFOA) — »T10 MynbrH(dakTOpHOE 3a00JIEBaHNE C HEU3BECTHOM
STHOJIOTUEH 1 MIMMYHOAarpecCUBHBIM MaToreHe3oM. Panee nud-
(depenunanpHas auarnoctuka cFOA Oblia 3aTpyaHeHa. B Hactos-
Iee BpeMs YUCIIO0 TTAIMEHTOB C 3TUM 3a00JIeBaHHEM yBEIHIHNBA-
€TCsl, B TOM YHCJIE B CBA3M C HAIMYMEM YETKUX KPUTEPUEB, KOTO-
pbl€ TIOMOTal0T BEPHO YCTAHOBHUTH AUATrHO3.

Lenv: onpeaenuTb 0COOCHHOCTH PA3BUTHSI U AUATHOCTHKH
clOA y nanueHToB, BKIIOUEHHBIX B DenepaibHblii perucTp op-
(anHbIX 3a001eBaHMi U poXkKBatOIIUX B MoCKBe.

Mamepuanvl u memoowi. B Mockse 1o ganHbsiM Denepab-
HOTO peructpa Hadmogaercs 170 6onpHbIX ¢ cFOA. Hamu mpo-
aHAJM3UPOBAHBI JJAHHBIC UCTOPHUIT OoJe3HU 99 malMeHToB, Ha-
OJIIOAIOIIMXCS U TOJTy4YaloIuX JiedeHne B OONMbHUIAX U dere-
paAJIBHBIX LEHTpaX MOCKBBI.

Pesynbmamor. YcraHOBIEHO, 4TO cpenu nanueHToB 49% — ne-
BOUKH; 51% — mansanky. ctOA nebGrotrposain B Bozpacte 0-3 yieT y
45% GonbHbIX, 4—7 et — 'y 26%, 8—11 ner —y 14%, 12—17 ner —
y 15%. Cpenusist JNTUTENBHOCTD OOPAIEHHS K PEBMATOJIOTy OT Ha-
qaja 3a00JeBaHusI COCTaBWiIa 29 aHEH, BpeMEHHON MPOMEXYTOK
MEXKIy OOpallleHueM U IMOCTAaHOBKOW Jrarno3a — 7 aHei. Jloky-
MEHTHPOBaHHas1 TUMQasieHonaTys BblsiBiaeHa y 49% nauueHTos, ¢e-
OpruIbHast TMXOpaka u cbib — y 100%. [enatomeranms quarto-
ctupoBaHa y 51% naruenTos, cruieHoMeranus — y 40%. ¥V 19%
GOJBHBIX OBLT YCTaHOBIICH EPHKApAPUT, y 6% — mieBpur, y 3% —
nepuToHUT. [lonMapTUKyIApHBIA CycTaBHOM CUHAPOM BCTpedascs
y 86% OGOJIbHBIX, OJTUTOAPTUKYPSIHBIA — Y 12%, MOHOAPTUKYILAP-
HbI — y 2%. ['eModaronuTapHblii CHHIPOM — OIHO U3 Haubolee
omnacHbIx ociokHeHui clOA, ObuT BoisiBiieH Y 30% MaIMeHToB 3a
BcE BpeMst TeueHus 3a0osneBanus. [10 1a00paTopHbIM MMOKa3aTEeIIsM
y BCEX MAIMEHTOB OTMEUCHbI M3MeHeHus 3HadeHnit COD, dheppuru-

Ha, JICHKOLUTOB, TpoMOoIHTOB, C-peakTuBHOTrO Ocika. Y 41% ma-
IIMEHTOB UMENHUCh COITYTCTBYIOIINE 3a00ICBaHMSI.

Bwisoowl. Cpenn nanmenTtos ¢ ctOA, npokuBaromimx B Mockse,
MaJIBYMKH U ICBOYKH 3a00JICBAIOT OJJMHAKOBO YacTo. BOJIBIIMHCTBO
OOJIBHBIX UMEIOT MOJMAPTUKY/ISIPHBIN cycTaBHOW cuHApoMm. [emna-
TOMETINIO, CIUIEHOMETAIHIO U JTUM(aJICHOIATHIO THATHOCTHPY-
FOT Y TIOJIOBUHBI 3a00s1eBIINX. YacTo BCTPEUArOLUIUMCS CEPO3UTOM
npu clOA sBistiercst nepukapaut. B 81% ciydaeB ximHH4eckas u
7abopaTopHas KapTHHA 3a00JIeBaHMs CTPOTO COOTBETCTBOBATA KPU-
tepusim nuarHoctuk ILAR. B 19% ciyuaeB no KIMHUYECKUM U
71a00paTOPHBIM KpUTEpHsIM rocTasiieH auarHo3 ckOA, onHako 3ti
MAIMEHThl UMEIM KPUTEPUH UCKIIFOUCHHUS, YTO TpeOyeT JOMOIHHU-
TeIBHOTO aHam3a. [eModarouTapHbIil CHHIPOM Pa3BUIICS Y Tpe-
TH NALIEHTOB. MHOTHE I€TH HMENH COITYTCTBYIOIINE 3a00IeBaHHsI.

PAHHEE HA3SHAYEHWUE MrEHHO-WHXEHEPHOM
TEPANWU NPU IOBEHUNTbHOM
WOUONATUYECKOM APTPUTE

lOpbeBa A.A.", KpaukoBckasa A.10.', Botoa M.C.?
Hay4Hbii pykoBoguTtens: E.U. AnekceeBa'?

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MeAULMHCKUN
yHuepcuteT umenn .M. Cevenosa MuHsapasa Poccum
(CeueHoBckuii YHusepcuteT), Mocksa, Poccus;
2HaumoHanbHbIn MeauLUMHCKMI NCcCcreqoBaTenbCKUM LeHTP
3nopoBba aetert Munsgpasa Poccun, Mockea, Poccus

Kritouesble crioga: nayyuapmukyrnsipHbIU H8EHUTbHbIL
uduonamuyeckul apmpum, dmaHepuyenm

Axmyanvnocms. KOBEeHHUIBHBIN UANOMATHYECKUN apTPUT
(FOUA) — 370 TpyIa KIMHHYECKH IeTePOTreHHBIX apTPUTOB,
Ppa3BUBAIOIIMXCS Y IeTeH B BO3pacTe A0 16 JieT, MpoaoIKUTEIbHO-
CTBIO HE MeHee 6 HeJl, P UCKITIOYEHHUH JIPYTOi NaToJIOTUH CyCTa-
BoB. FOMA siBisieTcs OlHUM U3 pacrpoCTpaHEHHBIX 3a00JIeBaHUM
KOCTHO-MBIIIEYHOH cuCTeMBl. bosie3Hb TpedyeT cBoeBpeMEeHHOTO
JIeYeHHs, TOCKOIBKY YacTO IPUBOJMUT K MHBAIUAN3AINH, CHIKE-
HUIO Ka4eCTBa KU3HU JIeTel.

L]enw: IpeICTaBUTH IPUMED PAHHETO HA3HAYCHUSI TCHHO-HH-
KeHepHoH Tepanuu npu FOUA.

Onucanne kKaInHUYecKoro ciayvas. [Tanuentka C., 6osibHa ¢
8 mec. [Tocne nepenecénnoro OPBU nepectana caMocTosTeIbHO
BCTaBaTh Ha HOTH, TTOSBIJIACH MIPUITYXJIOCTH 3 MAIIbIIa IPAaBOi Ku-
CTH, JIEBOTO KOJICHHOTO CyCTaBa, 0TMeUajIach J1abopaTopHast aKTHB-
HOCTB: JteiikonuThl 17,2 % 10%/1, Tpombormter 605 x 10%/1, COD
45 mm/4, antunykneapHbiii dakrop 1 : 640. IIpoBoaunacs Tepa-
MUl HECTEPOUIHBIMU POTUBOBOCIIAIUTEIBHBIMYU IPENapaTamMu,
BHYTPHCYCTaBHOE BBeJeHUE OeTameTa3oHa. B Bospacte 10 mec
BIIEPBBIC TOCIHTAIU3NPOBAHA B PEBMATOJIOTHUECKOE OT/ICICHHE.
ITpu nocTymieHny HaOMIOAAINCH SKCCYIATUBHO-TIPOIH(EpaTuB-
HbI€ M3MEHEHUs 3-TO Majblia NPaBol KUCTH, JIEBOTO KOJIEHHOTO
Y TIPaBOTO TOJICHOCTOITHOTO CYCTaBOB, 00JIb, Cru0aTesibHbIE KOH-
TPaKTyphl, OrpaHHueHHE JBIKeHUN. JlabopaTopHO: reMorioOnH
99 rt/n1, netikormter 9,6 % 10°/1, TpomGormTE 467 % 10°/71, COD
18 Mm/4, C-peakTuBHbIi 6eok 7 mr/n. 1o JaHHBIM MarHUTHO-pE-
30HAHCHOM TOMOTpaduy — KapTHHA CHHOBHTA JICBOTO KOJICHHOTO
U IPaBOTO TOJICHOCTOITHOTO cycTaBoB. O(PTamIbMOIOrOM UCKIIIO-
uyéH yBeut. [1o pesynbraram o0ciieI0BaHUS YCTaHOBJICH IMATHO3:
IMayuuaprukynsapusiii FOUMA, ceponeraTuBHblid. YUuThbIBask paH-
HUI{ BO3pacT, aKTHBHOCTh U ayTOarpeCCHBHBIIN XapakTep 3a0oie-
BaHMs MHUIMUPOBAHA TEPAIHs HHIHOUTOPOM (hakTopa HEeKpo3a
omyxosin-o. — 3taneprent 0,8 Mr/kr/Hen moakoxkHo. HazHauenue
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npenapara o1o0peHo He3aBUCHMBIM JIOKIBHBIM dTHYECKAM KO-
muTeToM. Pourenu pebEHka noanucain HHPOPMUPOBAHHOE CO-
racue Ha mpuMeHeHue npemnapara. Ha cinenyrommii neHs mocnie
MEPBOTO BBCACHUS dTAHCPLUCIHITA Y JICBOUYKU YMCHBIINWJIACH BbIpa-
JKEHHOCTb 00JIeBOro cuHApoMa. Uepes 6 Mec 3aperucTpupoBaHa
JIEKapCTBEHHAs] PEMUCCHSL.

Bri6oovr. KnuHnueckuit ciryyail J€MOHCTPUPYET BBICOKYIO
3G PEeKTUBHOCTH U OE30MACHOCTD TEPAITUH ATAHEPIIETITOM Y OOJIb-
HOM Mutafe 2 neT. Minaamuii Bo3pacT NarMeHTKU, HEMPOIOHKU-
TeNbHAs JUTUTEIBHOCTH 3a00JIEBAHUSI, OTCYTCTBHE YBEHTa — BCE
9TO MOCITYKHIIO TPEMKTOPOM TOJIOKHUTENFHOTO OTBETA Ha Tepa-
ITUEO ATaHEePLEITOM, TI03BOJIUIIO TOCTHYb OBICTPOI PEMUCCHH 3a-
OoneBaHMs ¥ IOBBICHTH Ka4€CTBO KU3HU OOJILHOM.

CEMEWHbIN CNYYAA CUHAPOMA U [IDKOPOXKN
Y BIIU3HELIOB U3 BUXOPUATIbHOW
BMAMHUOTUYECKOW OBOUHU

fkosneBa E.U.
Hay4yHbin pykoBoguTtens: A.B. EpemeeBa

MepBbIt MockoBCKkuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcuteT nmenn U.M. CeueHoBa MuH3agpasa Poccum
(CeueHoBckui YHusepcuteT), Mocksa, Poccus

Knrouesnie criosa: cuHOpom Au [Ixopdxu, buxopuanbHasi
080UHs, buamHuomu4yeckasi 080UHS

Axmyansrocms. 3aboneBaemocTth cunapoma Ju Jxopmku
(CAm) 16,625 : 100 000. Cnyuau 3a00neBaHust 000UX JCTEH U3
OuxopualbHOW OMAMHUOTHYECKOW JIBOMHU paHee He ONUCaHBbI.

L]env: mokazars BO3MOKHOCTH Bo3HUKHOBeHUs CJIJ[ 'y 06omnx
JetTeil U3 OMXOpHUaIbHOW OMaAMHHOTHYCCKOM JIBOHHH.

Onucanne KIMHUYECKOTO ciay4asi. [IBe IeBOYKH U3 OUXO-
puaibHOW OMAaMHHUOTHYECKOW JIBOMHHU C TIOATBEPKAEHHBIM JHa-
rao3oM: I[lepsuunsiit ummyHnoneduut, CIJI (HapyiieHus B pas-
HBIX y4acTKax JUIMHHOTO Iuieya 22 XpOMOCOMBI) HaOIIOAI0TCS
B OTJICJICHMH UMMYHOJIOTHHU C MEPBBIX MECSLEB KU3HH JUIs aHa-
732 UMMYHHBIX HapyIIeHUH U TIPOBEACHUS 3aMECTUTEIILHOM Te-
paIuy 4eI0BeYeCKIM HMMYHOIIOOYTMHOM. Poturenu renernye-
CKH He oOcnenoBansbl. Jletu ot 1-if OepemenHocTH B 36 JieT, 3a4a-
Tb1 IyTéM DKO. bepeMeHHOCTB IpoTeKana ¢ yrpo3oil IpepbIBaHuUsl
Ha 11-# Henene. Poabl paspelieHs! onepaTuBHO Ha 35 HEA.

IlepBas neBouka poausach ¢ Maccoi Teija MpU POXKICHUU
1360 1, mmHoit Tena 40 cm. OteHka 1o mikaine Anrap 5/7 Gajios.
IIpu poskaeHnn coCcTOSHIE OYEHB TKEIOE 3a CUET JbIXaTeIbHOM
HeI0CTaTOYHOCTH, Heponomennoctn. Ha DxoKI BesaBiaeH 00mmit
aprepuanbHbiil ctBon | Tuna. B teuenne xusnu SaO, 83-85%.
JlaGoparopno B Bo3pacre 3 mec: IgG 1,2 r/n, CD3+ 794, CD4+
596, CD8+ 199, CD19+ 993. B cBsi3u ¢ 4aCTbIMU HH(EKIIHOHHBI-
MU DIU30/IaMH ¢ 2 JIET TOIyYaeT MPOPIIaKTHIECKYIO aHTHOAK-
TEPUAJIbHYIO TEPAIMIO a3UTPOMUIIIOHOM.

Bropas neBouka ponuiack ¢ Maccoil Tena mpu poKACHUU
1800 r u pnuHo# Tena 44 cM. OneHka 1o mkane Anrap 7/8 Gai-
n0B. IIpu poxneHun cocrosHue TSHKENOE 3a CUET bIXATEIbHON
HE/I0CTaTOYHOCTH, HeZoHOoUIeHHOCTH. JlaboparopHO B Bo3pacre
3 mec: 1gG 2,3 r/n, CD3+ 1417, CD4+ 929, CD8+ 409, CD19+
1322. B Bo3pacte 3 net 10 mec poct mepBoro pedéaka 84 cm, Bec
9,5 xr. Poct Broporo pe6énka 88 cm, Bec 12 kr. [Tokazarenu ¢uzu-
YECKOTO Pa3BUTHsI y 00OMX JIeTEH paclieHUBAIOTCS KaK OYCHb HU3-
kue. JIeBOUKH 10 )KU3HEHHBIM MOKa3aHUSAM HaXOISATCs Ha 3ame-
CTUTENILHOW Tepanuu YeI0BeYeCKUM HMMYHOITOOYTMHOM 0,5 r/Kr

C MEPUOANYHOCTHIO | pa3 B Mec st TiepBoro peoéuka u 1 pas B
3 mec i Broporo pebénka. Ha ¢one Tepanuu coctosiHue cra-
OmbHOE, HAOMIOIAeTCs CHIKCHUE YacTOThl MH(EKIIMOHHBIX 3a-
0oJIeBaHMI U TSHKECTH UX TCUCHUSI.

Bvi600bi. JlanHblii cyyail IOATBEpkK AT BO3MOXKHOCTb BO3-
nukHoBeHus CJIJ[ y o6oux nereii u3 GuxopuanbHOi OMaMHUOTH-
YECKOH JBOMHM M JIEMOHCTPUPYET WHAMBUAYAIbHBIC OCOOCHHO-
CTH €r0 TCUCHHSI.

* %k ok

COYETAHUE MYNLTUNOKYNAPHOW KUCTbI
MOYKU U CAKPOUIETA Y PEBEHKA

AkyHuna C.A., AnuneBa H.
HayuHble pykoBoautenu: T.1O. EprowoBa,
A.N. AMuHoBa

MepBblt MOCKOBCKWI roCyAapCTBEHHbIN MEAULIMHCKAIA
yHuepcuteT nmeHn N.M. CeveHoBa MuHsgpasa Poccum
(CeueHoBckuit YHuBepcuteT), Mocksa, Poccus

Knroyesnie criosa: cakpoursieum, Kucma, royka,
MYINbMUIIOKYIApHas Kucma, KIUHU4YecKou cnyqalj

Axmyanvrnocms. MynsTunokynspHas kucta nouku (MKIT) —
pelKasi aHoMaJIusl, XapaKTepU3yIOLasics 3aMEICHUEM ydacTKa
[MOYKH MHOTOKaMEpHOI1, He co00IIaoIeics C JOXaHKOW KUCTOM.
OcranpHas 9acTb NapeHXUMBI He H3MEHEHa U HOPMaIbHO (yHK-
nnonupyet. Coueranue cakportenta 1 MKII sBnsieTcst ximuaM-
YEeCKOM HaXO/IKOM.

Lenv: mpeacTaBUTh NOIUMOPGU3M U TPYAHOCTH AUATHOCTHU-
K4 1pu coueTanuu cakpomnenta u MKII npaBoii nouku.

Onucanue KIMHUYecKoOro ciayydas. bonbuas /1., mocrynuna
¢ JKano0aMy Ha BBIPAXKEHHYIO 0OJTb U OTpaHIYeHHe 00bEMa JIBH-
JKCHHI B MPaBOM Ta300€IPCHHOM CYCTaBe, OTCYTCTBHE MOJTHOM
OTIOPHI Ha TIpaBylo Hory. [Ipu oOciie0BaHNY BBISBICHBL: HE3HA-
YHUTEIBHOE MOBBIIICHHE B KPOBH YPOBHSI raMMa-TJIOOYJIMHOB —
19,2%, C3-xoMnoHeHTa komriemenTa — 1,42 r/n, pubpuHoreH —
4,92 r/n, D-qumep — 1057 ur/mn, 1gG — 14,25 r/n, ACJIO —
429 EJI/mn). Ha pertreHorpaMmme Ta300eIpeHHBIX CYCTaBOB B
IPSIMOI TIPOSKIMU ONPEIeIISIeTCS: BEPTITY)KHBIE BIIATUHBI cHop-
MHUPOBaHbI IPABUIILHO, KPBILIN UX ABYXKOHTYpHbIC. JIunus 11len-
TOHA CJIeBa M CIpaBa HE HapyLICHbI. [ 0JI0OBKHM OCAPEHHBIX KOCTEH
4YETKHE, POBHBIC, CHMMETPHUYHO PACIIOJIIOKEHBI B IIPOCKIUH Ta-
300€/IpeHHBIX CyCTaBOB, MPABHJILHO LIEHTPUPOBAHBI, OJIHOCTHIO
MTOKPBITHI KPBIIIIAMHU BEPTIIYKHBIX BIIaJHH. MeKCyCTaBHbIE LN
He u3MeHeHbl. CTPYyKTypa KOCTel, 00pa3yronux Ta300epeHHbIC
CycTaBbl, He M3MeHeHa. [10 COBOKYIMHOCTH OOBEKTHBHBIX TaHHBIX
JIMarHo3 cakpowiienTta TupQPepeHInpoBaliu ¢ 1e00TOM CUCTEM-
HBIX BOCIHAJHUTEIbHBIX 3a00J€BaHUN, CHCTEMHBIX 3a00JIeBaHMA
KPOBH, TEUEHHs PEaKTUBHOI'O KOKCUTA Ha ()OHE 04aroB OIIOPTY-
HUCTHYECKOHN U crenupuieckux WHPEKIui. YIuThBas MapKe-
PBI CTPENTOKOKKOBOW MH(EKINH, 0 MONyYeHHUS JaHHBIX J1000-
cJIe1oBaHMs OBUTO Ha3HAYEHO JiedeHue IMHKOMHULHOM. Ha done
MIPOBOAMMON TE€paITuK OTMEUANIACh MOJOKUTENbHAS KIIMHUKO-JIa-
GoparopHasi JUHAMUKa. PeOEHKY ¢ IPaBOCTOPOHHUM CaKpOMJIE-
UTOM, YYUTHIBas IMHAMUKY Te€UeHHs 3a00JIeBaHus, JaHHbIE MPO-
BeIEHHBIX JTA0OPATOPHBIX M HHCTPYMEHTAIIBHBIX HCCIIEIOBAaHUH,
3aKITIOUEHHUH CIIENMAIICTOB, OBUIO TIOKa3aHO MPOIODKEHHE aHTH-
GakrepuanbHOi Tepanuu 10 6 Hen. [Ipu npoBenennn Y3U nouek B
[apeHXHUME CPeTHEr0 CerMeHTa IPaBoi MOYKH (I10 IepenHel mo-
BEPXHOCTH) BBIIBICHO MYJIbTHIOKYJISIPHOE KUCTO3HOE 00pa3oBa-
HUE ¢ YETKUMH, HEPOBHBIMU KOHTYpaMu. [loueunsie cuHychl —
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ymepenHo yrutotHeHsl. [Ipu nposenennn KT: B cpenneil Tpetn
MPaBOil MMOYKU KHCTa HENPAaBUIBHON (HOPMBI, ¢ TOHKOH POBHOA
MIEPEropOAKOM, HKHUIKOCTHON TNIOTHOCTH, 0€3 COMUIHOTO KOMIIO-
HEHTa, pa3Mepamu 14 x 9 x 10 mm. B OnoxuMuueckoM aHaause
KpOBH T1oKa3arenu kpetuHuHa — 40,44 MKMOJIb/JI, MOYEBUHBI —
3,1 mMonb/i1, kamust — 4,4 MMoib/i1. YYuThIBas JaHHbBIE aHaAM-
He3a, Bo3pacT OONBHOM U XapaKTepHble N3MEHEHUsI, BBISIBIICHHbIC
Ha Y3 u KT, Obi1 mocTaieH conyTeTByroIuii quaraos: MKII.

Bvi600vi. B ipencTaBneHHOM KIMHUYECKOM ciydae HaOmo-
JlaeTcsl peqKoe coueTanue 3abonesanuii: cakpomwienta u MKII.
MKTI, xotopast pakTudecky Oblia cirydaiiHON HaXOAKOI, BcTpeda-
eTcst KpalfHe PeIKo, UMEeT JIATEHTHOE, aCUMITTOMAaTHYECKOE Teue-
HHUE U BBICOKUI PUCK MAJIMTHU3ALMH, YTO MIPECTABIAET HHTEPEC
JULSL TIEUaTPOB, AETCKUX HE(PPOIOTOB U OHKOJIOTOB. Heobxomiumo
00paTuTh BHUMaHNE MPAKTUKYIOLUIUX Bpaueil Ha HEOOXOAUMOCTD
TILATEJILHOTO YJIBTPa3ByKOBOIO UCCIIEI0BAHUS TOYEK U MOYEBOIO
Iy3bIps y JieTeil B pa3Hble BO3PACTHbIC IEPUOJIBIL.

OCOBEHHOCTU HEBPOJTIOM'MYECKUX
NPOABNEHMA NPU OENELUA ONWHHOIO NNEYA
18 XPOMOCOMbI (AENELXN 18Q,

CUHAPOM OE rPYLLN)

AxnH K.P.
HayuHbin pykoBoguTtens: A.B. ®PucyH

CapatoBCKkui rocyAapCTBEHHBIN MEQULIMHCKUIN YHUBEPCUTET
nmenmn B.U. PazymoBckoro MuHsgpasa Poccum, Capatos,
Poccus

Kritouesbie crioga: demu, XpOMOCOMHbIE aHOMasuu, CUHOPOM
Oe pywu

Axmyanvrocms. bonpmmHCTBO BpoxkIEHHBIX aHomanui [THC,
KaK TPaBUII0, 00yCIIOBIEHBI XPOMOCOMHBIMU abepparsivu. Hanpu-
Mep, BO3MOXHBI aHOManuu 18-it xpomocomel. [TpodeccnonabHbIit
UHTEpEC MPE/ICTABISICT U3YUCHHE BIMSHMS HA ()EHOTHIT KaK yBeITHYe-
HUSI 4MCTIa TEHOB B JAHHOM XpOMOCOME, Tak U UX peaylypoBanue. K
IprMepaM yBEJIMUEeHHs! OTHOCAT CUHIPOM D/IBapca, a K HeJoCTaTo4-
Hoctu cunpoM Intra—Xonkuuca u curapom Jle [pymm. Cunnpom

ne [pynm GpeHOTHITYeCKH NPOSIBISIETCS yMCTBEHHOM OTCTaNIOCTEIO,
HHU3KHM POCTOM, KITMHOAAKTHIINEH 5-T0 Taiblia 1 JTMLEBBIM JUCMOp-
(huzmom. 3aperucTpupoBaHo pumepHo 150 ciydaeB 3a0oneBaHmMsI.
UYacrora 3a00mneBaeMOCTH cocTapisieT npumepHo 1 : 50 000 >xuso-
poxaEHHBIX. COOTHOIICHUE KEHIIMH U MyXYHH COCTaBIACT 3 : 2.

L]env. onpenenuTs 0COOEHHOCTH XPOMOCOMHOI aHOMAJIMH Ha
npumepe cuHapoma nie [pymm.

Onucanue KJIMHAYeCKOro caydas. [Tox Habmonenuem oxa-
3anach naruenTka A., 2004 rona poxaenus. Pannuii nepunaraib-
HBII aHaMHe3 OTAroIEH. PoxieHa ¢ BpoXKIEHHBIM IOPOKOM CepALia
(terpama damo), B paHHEM IIeprojie oneprpoaHa. Pocia u pa3su-
BaJIach C 3aJICPIKKON TICHXOMOTOPHOTO Pa3BHUTHS: TOJIOBY YACPIKHU-
BaeT ¢ 3 Mec, CAaMOCTOSITENIBEHO CHIUT C 8 MeC, CAMOCTOSITEIEHO XO-
T ¢ 2,5 net. C 11 1et XpoHnuecKnii ay TOMMMYHHBIN THPEOUTHT,
runotupeos. Ilepuonuuecku mpu B3pOCICHUH BO3HUKAIN IU30-
nbl keroanuaosa. C 12 ner mama crana 3amedarb HapylIeHHe Mo-
XOJIKH T10 TUITY «IITAMITYFOIIEi», YacThle CIOTHIKAHUSI, TOCTECH-
HO cTajl (POPMHUPOBATHCSI BEICOKUIA CBOJI CTOII, B OOJBINEH CTEICHH
crpaBa. B HEBpOIOTrMYeCcKOM CTaTyce: MHOKECTBEHHBIE CTHTMBI
JU33MOproreHesa (JuieBoit aucmopdusm). I'mnomumust. J{uzap-
Tpust. TeTpanapes co CHIKEHHEM MBIIICYHON CHJIbI B AUCTANIBHBIX
oTIenax KoHeyHoctel 10 4 6amioB. O0bEM U CKOPOCTh aKTHBHBIX
JIBIKEHUI CHIDKEHA, TPYIHO Oerarh, He MOXKET IMpbIraTh, HE MPH-
cenaeT. MbIILIEUHBI TOHYC CHIDKeH. VIMeeTcst THITOTPOdUST MBI
PYK ¥ HOT, 0COO€HHO B JUCTAJIBHBIX OTAenax. Hapymenuii moBepx-
HOCTHOM M ITyOOKOH 4yBCTBHTEIILHOCTH HE BbIsIBIICHO. KoopiHa-
TOpHBIE POOBI BEIIOIHACT ¢ MUMOIIONaanueM. Vimeercs ckommos
IPYAHOrO OT/ENa I03BOHOYHUKA, BIIajias rpyaHast Kietka. Jledop-
Manust CToII ¢ (JOPMUPOBAHNEM BBICOKOTO CBOJIA CTOII, IIPH X060
MIO/IBOPAYHBAET CTOITYy BOBHYTpPb. MHTEIIeKT cHIbKeH. [Ipu Meau-
KO-TeHETHYECKOM aHaJI3e OOHApy»KeH aHOMAIIbHBIN JKEHCKUH Ka-
puoTHI, eNenus | rieda, peruoHa g2 1 xpomocomsi 18 (18q), mo-
CTaBJICH JIUarHo3: CUHApoM ze [ pyum, sHuedanonarus ¢ MHTEIIEK-
TyaJIbHO-MHECTUUECKMMHU HAPYLIEHUSMU B PAMKaX F€HETUYECKOI
natororu. TeTparmapes ¢ mpeoOiagaHueM B TUCTAIBHBIX OT/eTaX.
Jedopmanus crom (cTorna dpuapeiixa).

Bwisoowi. 18q ompenernsier moanMophu3M KIMHAYECKHX TPO-
SIBJICHUI, YTO YCIOXKHSET AUATHOCTHKY 10 (PEHOTHITHYECKUM MTPH-
3HaKaM, TpeOyeT MeIUKO-TeHETHIECKOTO KOHCYIETUPOBAHMSI.



